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OIIBIT IPUMEHEHMS JIBYXIIETJIEBOM NEPEBSA3KHU KYJIbTH
YEPBEOBPA3HOI'O OTPOCTKA ITPH JIAITAPOCKOIIMYECKOM
AINIIEHASKTOMHNHU B XUPYPTUHN JETCKOI'O BO3PACTA.

A6naraeBa P.B., AwypmeToB P.U.
MexayHapoaHbI KadaxcKo-TypeLkui yHusepcutet umeHn X.A. fAcasu, r. TypkecTaH

AkTyanbHocTb. OCTpbI anneHAnUNT ABNSIeTCS CaMOW YacToM XMPYpPruyeckom naTtonormemn 4eTckoro Bo3pac-
Ta (1, 2, 3). MNuk 3aboneBaHWsa NPUXOAMTCSA Ha NEPBYIO U BTOPYIO AEKaAY KU3HU, B TO BPEMS KaK JaHHY NaTonoruo
HeyacTo BCTPeTULLb Yy AeTel mnagwe nsatu net. (4). KnuHuyeckas kapTvHa MoxeT OblTb pasnvyHoi 1 YacTo bbiTb
NOXOXeW Ha ApYryto NaToNoruio, HanpuMep, raCTPO3HTEPUT, MO3TOMY OLLIMOOYHAS AMAarHOCTUKa - HEpPeaKoe SBMEHME.
AHaToMuyeckune 1 naTomopgonornyeckue ocob6eHHOCTN pasBMTUS OCTPOro anneHauumnTa y Aeten cnocobcTByoT
6ornee YacToMy BO3HMKHOBEHUIO OCINOXHEHHBLIX (hbopM. Bonee Toro, 660 NokasaHo, YTO y AeTel mnagwe 6 net
OMnarHo3 ycTaHaBnumBatoT C 3aJepXXKoN B ABa-Tpu AHSA. (5). B nedeHnmn ocTporo anneHgvumTa y B3poCnbIX U AeTei
MOTYT MPUMEHATLCS pas3nuyHble Xupypruyeckme goctynel. Hanbonee 4acto ncnonb3yemble U3 HUX: OTKpbITas an-
NeHA3KTOMMS, nanapocKkonuyeckas anneHa3KToMUs 1 TpaHCyMOunmKanbHas nanapockonmM4yeckM-accucTMpoBaHHas
anneHgakTomus (6, 7).

3a nocnegHue rogbl MHOTMMW UCCRedoBaHUSMKN ObINo NokasaHo, YTO MCMONb30BaHWE NanapoCcKonMyYeckomn
anneHgakTomumn Bospocro 0o 50-60%. Tak, Hanpumep, B KaHage 3a nepuog 2004-2010rr. ncnonb3oBaHme nanapo-
CcKoMuyeckon anneHaakTomum Bo3pocho ¢ 28,8% no 66,4%. (8).

CpaBHeHVe ONUTEeNbHOCTU onepaumu, ANMTEeNbHOCTU rocnMTannsayumn, Bo3spalleHne K HopmanbHOW aKTUB-
HOCTM M 4acTOTbl OCMOXHEHWI MOKa3arno, YTO NanapoCKONMYeCcKne TEXHUKM SIBMAKOTCA nydvwinm Bbibopom Ans
6onbHoro. (9-12)

MpuMeHeHWe nanapockonMuu Ans anneH43KTOMUM y AETCKOro HacerneHus 3a nocnegHve 20 net nNpyBeno K
3HaYUTENbHOMY CHUXEHUIO MOCcneonepaLoHHoN 3aboneBaemMocTu, BKIHOYasi Cryyan BO3HUKHOBEHUS MHAEKLNOH-
HbIX OCroXHeHun. (13, 14).

Jlanapockonunyeckas anneHa3KTOMUS SIBNSIETCS OO4HOM U3 CaMbIX paClpOCTPAHEHHbIX XUPYPTrMYeckux npoLeayp
y AeTeln U cunTaeTcs «30M0TblM CTaH4apTOM» neveHuns anneHguuuta. (15). MNMpu aTOM B XMpYpruveckon npaxkTuke
NPUMEHSIOTCSA pasnnyHble crnocobbl NEPEBS3KN 1 3aKPbITUS KYTbTU YepBeobpasHOro 0TPOCTKa, Takme Kak 3HO0NETNN,
nonumepHsle knuncel 1 Ap. (16). OgHako BONpoC MCMNONb30BaHUSA METOA0B NEPEBA3KM KyNbTU anneHankca y geTem
npv nanapocKonMyecKkon anneHA3KTOMUM PackpbIT HE MONTHOCTbIO U TPeOyeT AanbHENLLEro N3yyeHus.

Llenb uccnepgoBaHus.

Llenbto paboTbl ABNSETCA ONTUMM3ALIMSA XMPYPrMYECKOT0 NEYEHUs OCTPOro anneHanumTa y naumMeHToB 4ETCKOro
BO3pacTa nyTeM NpUMeHeHWs OBYNETNEBOW NEPEBSA3KN KyNbTU YepBe0oOpa3HOro 0TpocTka Npy nanapockonuyeckom
anneHasKTOMUM.

MaTtepuanbl 1 MeTOAbI UCCIiefOBaHUA.

[aHHasa paboTta Obinia NpoBedeHa Ha OCHOBE PETPOCMNEKTMBHOIO aHanu3a JaHHbIX apXWMBHOro MaTtepuana
LleHTpaneHoi ropoackor 6onbHuubl r. Kentay (KOKO) ¢ sHBapst 2016r. no oktabpe 2017r. B uccneposaHue 6binu
BKITHOYEHbI UCTOPUM BONEe3HW NaLMEHTOB XUPYPrM4YeCcKoro OTAeNeHnst 4eTCKOro Bo3pacTta oboero nona ¢ AnarHo3om
npu noctynneHun: «OCTpbIA anneHaMLUT», NPOONepPUPOBAHHBIX METOAOM NanapoCKONMYecKon anneHa3KTOMUN ¢
OBYXNETNEBOWN NepeBa3Kon KynbTn YepBeobpasHoro oTpocTtka (17). Kputepmnem ncknoyeHns coctaBunm onepauum,

—

i,

PucyHok 1. Cxema ¢hopmuposaHusi akcmpakoprnopasribHo20 08yxrnemsie8o020 3HO0y3ra.
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PucyHok 2. BeedeHue 8 bproWwHYy nonocme
U rnepessiabigaHUe OCHOBaHUSI OMPOCMKa.

B X04e KOTOpbIX noTpeboBanacb KOHBEPCUSI Ha NanapoTOMUIO UK Nepexos Ha paspe3 no Bomnkosu4y-[bsaKoHOBY.
Xvpyprudeckas meToauka 3akntovanack B criegyowem: nocne obpaboTky onepaumMoHHOro nons CnupToM Tpex-
KpaTHO Nof, CMMHHOMO3rOBOM aHeCTE3MEeN B TPEX CTaHOAPTHbIX TOYKax B OPHOLLHYIO NOMOCTL BBOAUIUCH TpOoakapbl
C MHcydnsaumen yrnekucnoro rasza. YepeeobpasHhblil OTPOCTOK Y OCHOBaHUS NepeBsA3biBarics 3KCTpakoprnoparbHbIM
[OBYXNETNEBbIM METOAOM NEPEBSA3KM KYNbTH, MEPECEYEH Nocrne aneKkTpokoarynauun. [IByxneTneBow MeToa NepeBsi3ku
KynbTW NPOBOAMMM OAHOW HUTBIO C AABYMS NETMSAMU, KOTOPbIE 3epKanbHO PacnonoXeHbl OTHOCUTENBHO APYr Apyra, a
3aTsArMBatoLLMe KOHLLbI HUTY pacnonaralTcs B NPOTUBOMOMOXHbLIX CTOPOHAX MO OTHOLLEHMIO K NETIE U NPpU 3aTArMBaHnm
OHOr0 KOHLIa BTOPOW AepxaT B HATSSHYTOM COCTOSIHMM, YTO MO3BOMSET 3aTArMBaHWIO NeTnu. Y3en opMmpyoT BHE
GptoLLHoM GptowHo nonocTu (puc. 1), 3aTem Npy NOMOLLM NIONATOYKN BBOASIT Yepes Tpoakap B OPHOLLHYH MOMOCTb U
00€eBalT Ha NpeABapUTENbBHO OTAENEHHbIV OT BpbIXenKkM YepBeobpasHbI OTPOCTOK (pyc. 2). ANNeHOUKC oTcekaroT
C OCTaBrieHNeM KynbTh B 5-6 MM. MNocne HeobXoaAnMOro CTSrMBaHUs KOHUbI 3aBA3bIBAOT B NPOTUBOPA3BSA3bIBAOLLMIA
3aMOK, KOTOpPbIN Takxe hopMUpyeTCst IKCTpakopnopanbHo. XXenatenbHo MCnoib30BaHNE MOHOHUTH.

B kayecTBe OLEHKM NMPUMEHEHHOro cnocoba nepeBsi3ky KynbTU MOCNYXWUNWU cneayloline gaHHbIe: ANuTenNb-
HOCTb onepauuu, KONM4ecTBo AHEN, NoTpeboBaBLUNX NPUMEHEHUS 06e360nmMBaLWMX CPEACTB, HANU4Me UHTpa- n
nocrieonepaLnoHHbIX OCIOXHEHWIA, HANU4YMe NenkoLMTo3a nocne onepauum, 4IMTeNbHOCTb rocnuTanu3almm.

Pe3ynbTaTbl uccnepgoBaHus.
B pe3ynbraTte npoBeaeHHOro nccrnenoBaHus 6binv nonyyveHsl aaHHble 105 nctopuii 6onesHun geter B Bo3pacTte
oT 3 go 14 ner, npu aTom cpegHun sosdpact coctasun 10,63+0,33 ner.

Tabnuya 1. PacnipedeneHue 60/bHbIX M0 803pacmy.

Bo3pacT 0-5 nert 6-10 net 11-14 net
Abc. kon-Bo 7 35 63
% 6,7 33,3 60

N3 Hux 55,3% cocTaBunu Aetun myxckoro nona (47 6onbHbIX) 1 44,7% - xeHckoro (38 60nbHbIX). MNony4eHHble
[aHHbIE HE MMEIOT CYLLIECTBEHHOW pa3HuLbl C JaHHBIMU 3apyBeXHON NuTepaTyphbl, KOTOPbIE YKa3biBalOT HA CpeaHNiA
BO3pacT pa3BuTus narornorum B 9 net, u3 HUx 64% myxckoro n 36% xeHckoro nona (6), a Takxxe npeobnagaHue
OCTpOro anneHguuuTa B Bo3pacTe ctaplie 5 net (4).

OnuTtenbHOCTb OT Ha4Yana 3aboneBaHus 40 BpeMeHu rocnuTanuaaumm B 26,7% cnyyaeB cocTaBuna MeHee 124,
B 60,9% cny4aeB — o1 12 0o 244. u B 12,4% cny4aeB — 6onee 244., Npy 3TOM AeTU A0 NATK NeT 6binu rocnuTanmau-
poBaHbl B CpOkM A0 164. OT Havana 3aboneBaHus. [onyyYeHHble JaHHbIE CBUAETENLCTBYHOT O paHHEN AMarHocTuke
OCTpOro anneHguumTa u CBOEBpPEMEHHOM XUPYPrMYECKOM NIEYEHUN, YTO HE COBNagaeT C AaHHbIMU HEKOTOPbIX UC-
cneposartenen (5).

Mpwn oueHke natomopdoriornyeckor popmbl OCTPOro anneHanumTa Obin BbiABNEH KaTapanbHbIA anneHgun-
umuT y 2 6onbHbIX, 4To cocTaBuno 1,9%, nermoHo3HbIn — y 86 6onbHbIX (81,9%), raHrpeHo3HbIN — y 14 6OMNbHbBIX
(13,3%) 1 raHrpeHo3Ho-nepdopaTuBHbI — Yy 3 6onbHbIX (2,9%). Hannyne MecTHOro 1 orpaHMYeHHOro NepuToHUTa
oTMeyvanock y 46 6onbHbIx (43,8%), N3 HUX CepO3HbIA — Yy 26 60MbHbIX (56,5%), rHOWHBIM —y 9 6onbHbIX — (19,6%),
CepO3HO-THOVHbIN — Y 10 60mnbHbIX (21,7%) 1 AUNNOKOKKOBbLIN — Y 1 60nbHOrO (2,2%).

CpenHss 4nUMTENbHOCTb NanapoCKoNMYeCcKon anneHA3KTOMUM C NPUMEHEHNEM ABYXMETNEBOW NEPEBA3KM KyNbTH
anneHgukca coctasuna 25,76+1,43 MuHyThl. [1o nuTepaTypHbIM AaHHBIM OPYrnX uccnegosaTenen AnMTenbHoOCTb
nanapockonu4yeckon anneHa3aKToMun y aeten coctasuna 47,8-67 muHyT (7, 18), 4TO 3Ha4YMTENbHO JonblUe Npesa-
CTaBNIEHHOro HaMK BapmMaHTa ornepaTMBHOIO BMellaTenbCcTBa.
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2,29%0,09 gHa noTpeboBanock Ans HasHavyeHus 06e3bonmBaroLLNX CPeacTB, YTO HECKONbKO Gorblle B CpaB-
HeHuu ¢ gaHHbiMu Esposito C et al. (44 yaca) (18).

Bo Bpemsi npoBeaeHns onepauunin He 6bINI0 OTMEYEHO KaKUX-NNMBO MHTpaonepaLMOHHbIX OCNOXHEHWIA, B TOM
Yucne Taknx TEXHUYECKUX TPYAHOCTEN Kak cocKarb3biBaHWE nuraTypbl.

AHanus nctopuit 6ones3HN BbISBUIT Takoe NocrneonepaunoHHOe OCMOXHEHUE Kak MEeXKULEeYHbI abcuecc y
1 6onbHOro, NnoTpeboBaBLLUEEe MOBTOPHOIO onepaTUBHOIO BMelLaTenbcTBa, YTo cocTtaBnsieT 0,95% OCnoXHEeHUN.
Mony4eHHble HaMy AaHHble HECKOIBKO Bbille AaHHbIX Esposito C et al. (18), koTopble 0TMeYaloT BO3HUKHOBEHNE
nocrieonepaunoHHbIX abaomunHanbHbix adcueccoB B 0,2% cny4vaeB, 0HaKO 3HAYUTENbHO HUXE AaHHbIX APYruX
aBTOPOB, 3HAYEHUSA KOTOPbIX BapbupytoT oT 4 0o 43% (6, 7, 16)

Hanwnune nerikountosa fo onepauun 6bino BeisBneHo y 63,8% aetew, a nocne onepauun —y 36,2%, 4To yka-
3blBaeT Ha 3HAYUTENbHOE CHUXEHME BOCNaNMTENbHOrO npoLecca.

OnutenbHOCTb rocnuTanu3aunmn coctasmna B cpegHem 6,74+0,23 oHA, YTO NpeaCcTaBngeT cpegHee 3HavyeHne
onybnunkoBaHHbIX NMUTEPATYpPHbIX AaHHbIX. CornacHo Karam PA et al. (7)anutensHocTb NpebbiBaHWs B CTauuoHape
cocTaBuna 24 4aca, a no gaHHeiM Guana R et al. (6) — 8,5 gHen (6-17gHen).

BbiBoAbI.

[ByxneTneBon MeToA NepeBsA3KM KynbTU 4epBe0oOpa3HOro oTpocTka MoXeT OblTb NPUMEHEH NPY NPOBEAEHUN
nanapocKonu4Yeckon anneHaAaKTOMUN y AeTeln Npu pasnuyHbiXx MOpdONornyeckmx doopmax ocTporo anneHanunTa.
[aHHbI cnocob Obin ycneLwHo NpYMEHEH NPy MECTHBIX Y OrpaHNYeHHbIX (hopMax NepUTOHNUTA.
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OCHOBHBIE ITIOJIXOJIbl K PAHHEW TUATHOCTHUKE
OHKOJIOTUYECKHNX 3ABOJIEBAHUI Y JIETEN

2AnTt6aeBa P.A., 'bansakoBa b.A., 'BopaH6aeBa P.3., 2AnbmaxaHoBa A.A., 2KyaToBa A.P.
"Hayunbin LleHTp Megunatpum n Oetckon Xupyprum M3 PK, r. Anmartbl
2Kasaxckuin HaumoHanbHbin MeanuuHckuii YHusepcuteT umenn C.L0. AccheHansposa,
r. AnmaTbl

MpuMeHeHne COBpPEMEHHBIX KOMMIMEKCHbIX MpOrpaMmM Tepanun onyxornen y AeTel B BuAe BbICOKOLO3HOWN Xu-
MUoTepanuun, HoOBbIX METOOB XMPYPrMYECKOro fieYeHUs 1 Ny4eBO Tepanum No3BONUIM yNyyLTb BbKMBAEMOCTb
[eTel co 3rokavyecTBeHHbIMM HoBoobpa3oBaHuamu (3HO). Mo AaHHbIM HEKOTOPbLIX UCCrefoBaTeneln oTaaneHHble
pe3ynbTatbl ¢ HabnogeHnem cBblile 25 neT cBuaeTenbCTBYHOT, YTo nepeHecwme 3HO B getcTBe niogm B fanb-
HeWLweM MOryT BECTM MOJTHOLEHHbIN 00pa3 Xu3Hu, nonyyaTb o6pa3oBaHue M cneumanbHOCTb, BCTynatb B Gpak
N MMeTb feTel CTaHOBACh COLManbHO OTBETCTBEHHBIMY U afanTUpoBaHHbIMK YneHamu obwecTtBa. PasymeeTcs,
Takoe BO3MOXHO TOMbKO MPpU CBOEBPEMEHHOW paHHen AnarHoCTuke paka. Bo MHOrMx cny4asix Tskeno BbICTaBUTb
OHKONOTMYecknin anarHo3 pebeHKy Ha paHHeWn cTaguu, Tak Kak HayanbHble NPU3HaKM U CMMNTOMbI 3aboneBaHns
ObIBalOT HecneuMUYHbIMU N UMUTUPYIOT MHOTME pacnpocTpaHeHHble 3aboneBaHmnsa aeten. OgHako, Kak N3BECTHO
3aboneBaemocTb BO BCeM Mupe yBenuynsaetcsa Ha 1%, a npu onyxonsax LeHTpanbHOW HEPBHOM cuctemsbl Ha 2% 1
OCTaeTCcs OAHOW U3 NUANPYIOLLMX NPUYNH AeTCKOoN cmepTHOCTH [1]. HecMoTpsa Ha CBOWCTBEHHbIE TPYAHOCTU B Ana-
rHOCTUKE, CBOEBPEMEHHAs AMarHoctuka kparviHe BaxxHa. MHorve negmaTpuyeckue onyxonu BbICOKO KypabenbHbl,
Nnpy HEKOTOpPbIX 3a60MNeBaHNSX PaHHSIA AMarHocTMKa acCoLUNNPYETCs C NyYLIUM NPOrHO30M, CHUXEHUEM NHTEHCUB-
HOCTU Tepanuu, N MEHbLUMMU OCITOXHEHUSIMU Kak camoro 3aboneBaHusi, Tak u Tepanuu. MaymeHTsl ¢ CONUaHbIMU
OnyXonsiMy1 AMarHoCTUPOBaHHbIE C NMOKaNM30BaHHbIMU ONMYyXOnsiMy TPeBYIT MeEHee arpeCCMBHOIO NIEYEHNS U UMEIOT
nydwive pesynbraThl.

CnoXHOCTb B ANarHOCTHKe AEeTCKOro paka cBs3aHa C ero peAKoCTbio U YaCTbIMN UHULMANBHBIMW CUMITOMaMu1
XapakTepHbIMU Ansa 6onee pacnpocTpaHeHHbIX U MEHEE cepbe3Hbix 3aboneBaHuii. ExerogHasa 3abonesaemMocTb
pakay geten 15 cnydyaeB Ha 100 000 getckoro HaceneHusi. Uccnepgosanue, npoBefeHHoe Feltbower RG, Lewis I,
Picon S, et al B AHrnuu nokasano, 4To B CpeAHEM OAMH NPAKTUKYHOLWMNIA OOKTOP CTanKMBaeTCs C OAHUM CIly4Yaem
3HO y peteii oanH pas B 20 net [2].

PaHHas gnarHocTtuka 3HO y geTten 3aBMCcUT rmaBHbIM 06pa3oM OT OHKOJTOrMYECKOM HACTOPOXEHHOCTUN Bpayen
NepBUYHOIO 3BEHA U X 3HAHWI, NO3BOSSIOLLUM BbISIBNSTb «KKOBApPHbIE» U NEPCUCTUPYIOLLME CUMNTOMBI paka. Takxe
HeobxoarMO NOMHUTL O AETAX, KOTOPbIE HAXOAATCA B rpynne pncka no BO3HMKHOBEHWIO OMyXOMEeBOro npouecca, K
HUM OTHOCSITCSI € TU C FTEHETUYECKUMU NPEeApacnonOXeHHOCTAMMU, Takme Kak cuHapom [layHa, HeipocdmbpomaTos u
cuHapom bekButa-BuaemaHnHa. ECTe noaTBEpXKAEHHbIE UCCNEAOBAHNS, YTO HEJOHOLLEHHbIE IETU C HU3KOI Maccol
Takxe HaxoasaTcs B rpynne pucka no pas3sututo renatobnactomsl. B nccnegosanun Dang-Tan T et al BbissBNEHbI
[OMNOMHUTENbHbIE (haKTOPbI, BNUAKOLWME Ha 3aaepxKy B anarHoctuke 3HO: Guonornyeckas ocobeHHOCTb CaMoro
3aboneBaHus 1 nauneHTt/poantenu [3]. Tun onyxonu v nokanu3auus NepB1MYHOro oyara CyLecTBEHHO BIMSAIOT Ha
XpoHoMeTpax gmarHoctukn. K npumepy, Onyxonb Bunbmca, kotopas 06bl4HO Ha4YMHaeTcs ¢ acCMMNTOMHOro obpa-
30BaHWs 3abpOLINMHHOIO NPOCTPaHCTBa BnepBble 06HapyxmBaeTcsa poautensmu B cpeaHem 3a 101 gHen. OgHako,
Opyrve onyxonu anarHoctupytoTca B 6onee nos3gHem nepuoge: onyxonu LUIHC 3a 211 gHel, kocTen 3a 182 gHaA u
numcoma XoaxkuHa 3a 223 gHen [4,5,6]. K npuumHam, cBSI3aHHbIM C NALUMEHTOM/POAUTENAMU OTHOCSTCS BO3pacT
pebeHka, koraa B3pocrnble AeTy ABnstoTCa bonee camocToATENbHBIMU, CKPbIBAOT cMMNTOMBI. K ApyrMM npuynHam,
CBSA3aHHbIM C MauMeHTOM/PoANTENsIMU, OTHOCATCSA 3THUYECKas NPUHAANEXHOCTb, 06pasoBaHHOCTb poauTenen,
npodeccus n penurus [7].

Kak oTmeuyanocb paHee, noutu Bce cnyydyam 3HO y geTten BHavane 3abonesaHus MMeT HecrneunduyiHblie
CUMMTOMBI, TAKMe Kak nuxopagka, numdageHonatus, 6onuv n ap. Jinxopagka moxet nosasnatTbcs npy mHornx 3HO,
OZl1HaKo YacTo HabnaaeTcs B Kyne ¢ ApyruMu npu3HakaMu 1 cumntomamu. nutensHas nuxopaaka 6e3 nHgekum-
OHHbIX 04aroB 1 BOoCcnanuTenbHbiX 3aboneBaHunin knaccuuumupyeTcs Kak nuxopaaka HesicHow aTmonoruun. OgHako,
y 10% peTtent ¢ Takon nuxopagkon Bnocnencteumn anarHoctupyetcst 3HO [8]. YBenuueHne numdoyanos Bcerga
AOMKHO paccmaTtpueaTbes Kak numdoma unu gpyroe 3HO. OgHako, 04eHb MHOIO APYrux NPUYMH, Bbi3blBaOLLMX
numdcpageHonatuio u 50% geteir, obpaluarwmxcs K Bpady, uMeroT numdageHonaTuo.  XpoHuyeckas, nepcucTu-
pytoLLas, nporpeccupyoLlasi ageHonaTms npy NCKNYeHNN MHAEKLMOHHON aTuonornu, nuMmdoyansl 6onee 2,5cm
B AVaMeTpe, yBeNMYeHne NogKkmoUYnYHbIX MMMAGOY3rnoB U CUCTEMHbIE CUMMNTOMbI ABMSOTCA NOKa3aHWEM ANS KOH-
cynbtaumm oHkonora [9]. Mo aBTopam Miser et al 60nM BO3HMKAKOT Y NMOMOBUHbI OHKOJTOrMYECKMX NaLMEHTOB, a 'y
1/3 naumeHTOM ABNAETCSH €QUHCTBEHHbLIM Npu3HakoM 3abonesaHus [10]. BoneBown cMHAPOM MpuU OMyXONsAX KOCTEN
WHMLUManbHO NPUNUCBIBAETCA K TpaBMe WU pacueHMBaloTCa kak 6onu, Bo3HMKaloWme y «pacTyLiero» pebeHka.
Onddy3Hbie MynbTudoKanbHble 60nM XxapakTepHbl ANCCEMUHMPYIOLLMM 3a00neBaHNSaM, TakMM Kak OCTPbIV NENKo3,
Hevpobnactoma, Capkoma HOuHra. MNpn MbieYHO-cKkeneTHbIX 6ONSX NauMeHTbl HanpaBnslTCa K peBMaTonory,
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UHMLManbHO GbiBaeT CNOXHO 3anoA03pUTb OMYX0Ib, YTO MOXET OTCPOYNTbL CBOEBPEMEHHYIO ANArHOCTUKY. B Takmx
cnyyaax nabopaTtopHO-MHCTPyMeHTanbHble o6cnefoBaHusa nomoratT 3anogo3pute (COJ, JIANN, TpomGoumnTos,
paguonoruyeckme nameHeHus B koctax) 3HO. HouyHasa noTnMBOCTb M MOTEPS B Bece Takxe Gonee xapakTepHbl ANd
neTen c onyxoneBbiMu 3aboneBannamu [11]. Mpu3HaKkM 1 CUMNTOMbI ONyXOSNen LeHTpanbHON HEPBHOW CUCTEMbBI B
OCHOBHOM HecneunduyHble, BapbupyloT OT 6oree reHepann3oBaHHbIX CUMNTOMOB TakUX Kak YBENMUYEHMNE OKPYXK-
HOCTM rOMOBbI, XPOHWYECKME U PEKYPPEHTHbIE rONTOBHbIE 60NN, pBOTA, HApYyLUEHWNE 3PEHNS], USMEHEHWI B NOBEAEHUN
0o 6onee cneum@uUYHbIX TaKUX Kak remunapes, napes YepenHo-Mo3roBbiX HEPBOB, CyA0POri, aTakcus 1 BbinageHne
nons 3peHus. OgHako, Krnaccuyeckasi Tpyaja: yTpeHHue ronosHbele 6o0nu 1 6onm, HapacTaroLue Npu BEpTUKaNbHOM
NofoXeHnn, pBoTa U OTEK AMCKa 3pUTENbHOro Hepea Bo3HUKaeT y 1/3 nauneHToB [12]. Tem He MeHee, KNMHULMCT
4YacTo CTalfkMBaeTCcsl C AUNEMMON MPU Ha3HAYeHUN BU3Yanmnanpyowmnx MeTOA0B ANArHOCTUKU, UMEOLLNX HEOTb-
eMIeMble PUCKW, CBSAI3aHHbIE Ceauneit U UCMOoNb30BaHNEM KOHTPACTHOrO BELLECTBA NPU MOMbITKE paHHeN ava-
FHOCTUKM MHTPaKpaHuanbHblx onyxonen. B nccneposaHusax Rossi and Vassella, npoaHanuanpoBaBsLLMX NPpU3HaKu
1 cUMNTOMBbI 67 AeTeln ¢ onyxosblo ronoBHoro Mo3ra n 600 geten ¢ MUrpeHbo 6bIno BeiBNEHO, YTo y 94% aeten ¢
OMyXOJblo FOIOBHOIO MO3ra NpOrpeccupoBaHne HEBPOSIOTMYECKMX NPU3HAKOB NPOUCXOANT Yepes 4 Mecsua nocrne
Hayana ronosHbIx 6onen [13].

CnepyeT NOMHUTb, YTO HE BO BCEX CIlyvasx Heob6XxoauMOo pacLueHnBaTh onpeaeneHHyo CUMNTOMaTHKY Kak ony-
xoneBoe 3aboneBaHne 1 BCA CNOXHOCTb COCTOUT B pacno3HaBaHWM U CBA3bIBAHWM BCEX NMPU3HAKOB B OANH KOHTEKCT
ans npegnonoxexHus guardosa 3HO. Takxe He0O6X0AMMO 3HATb O HEOObIYHBIX MaHUeCcTaLMAX OHKOTOTMYECKMNX
3aboneBaHuin, KOTOpble AeNatT NOYTU HEBO3MOXHbBIM paHHIot anardHoctuky 3HO. K npumepy, Herpobnactoma oT-
HocuTca k 3abonesaHuto, kotopoe vaile apyrux 3HO y feTen meeT aTUnmnyHbie NPpU3Haku U CUMNTOMbI (XPOHMYe-
ckas omapesi, OfncOoKIOoHYC, NekoMonaHasa peakuns, cuHgpom fopHepa, rugpouedanus, retepoxpomus) B oebrorte
3abonesaHua [14]. OTO 3HA4MT, YTO Bpayun BCeX CheumanbHOCTEN AOMKHbI MOMHUTL O BO3MOXHOCTWU pPa3BUTUA
OHKONorn4yeckoro 3aboneBaHuns. PebGeHka, nMmetoLwero NnpeanonoXunTernbHble NPU3Haku OnyxoreBoro npolecca,
HeobXoAMMO KaKk MOXHO BbICTpee NPOKOHCYNLTMPOBATL Y CreunanucTa oHkonora/remarorora.

Llenblo gaHHOro nccnegoBaHms Obino n3y4ymTb CBOEBPEMEHHOCTb PaHHEN ANArHoCTUKN, OCHOBHbIE KITMHUYe-
CKMe Npu3HakKkn 1 ocobeHHOCTU conuaHbix onyxonen y aeten B PK n pazpaboTtate pekomeHaaLmm Ans noBblLLIeHUs
OHKOHACTOPOXEHHOCTU MEAULMNHCKNX pabOTHUKOB 1 poauTenen.

MaTepunanbi u meToabl

MNpoBeneH peTpocnekTUBHBbIV aHanua 199 MeanLMHCKNX KapT AeTen C BNepBble BbIBIIEHHBIMU OHKONIOrMYECKUMMN
3aboneBaHnsmu. Bce nauneHTbl nony4any Tepanuio B HayyHoMm LeHTpe negmnatpum n getckon xupyprum (HUMOX)
M3 PK, 3a nepuog c sHBaps no gekabpb 2017 roga. [inarHosbl yctaHaBNMBanuchb Mo 00LWENPUHATBEIM KpUTEPUSAM
Ha OCHOBaHWM KNIMHUKO-NabopaTopHbIX (reMorpaMmMa, MUernorpaMmMa, rmMcTonorMyeckoe M UMMYHOrMCTOXMMUYECKOE
nccrnepoBaHue, cneunduyeckne OHKOMapKepbl, LMTOreHeTUYeckne UccneaoBaHms v Ap.) U MHCTPYMEHTanbHbIX
meTofdoB uccnegosanmns (Y3[, peHtreHorpadus, KT, MPT, HykneapHas meguuuHa n ap.).

Cratuctmnyeckasa obpaboTka n cosgaHune 6a3bl AaHHbIX NO NayMeHTam oCyLecTBNSAnock B nporpamme Excel.

Mpu pacnpepenexHnn no nony npeobnaganu maneunkn — 106 (53.2%), aeBoyek — 93 (46.7%).

B cTpykType HoBoOGpa3oBaHuii peTnHobnactoma coctasuna 24 (12%) cnyyas, MArkoTkaHHble capkoMbl — 23
(11,5%), onyxonun LIHC 26 (13%), HeripobnacTtoma 24 (12%) cny4vaes, Hedpobnactoma 15 (7,5%), numdombl no 13
(6,5%) cnyyaes, octeocapkoma — 16 (8%), repmmHoreHHble onyxonu — 18 (9%), renatobnactoma — 11 (5,5%), peakve
BuAbl onyxonen — 12 (6%), capkoma KOnHra — 9 (4,5%), HexopxknHckmne numdomsl — 7 (3,5%), HazodapuHreanbHas
kapumHoma — 1 (0,5%).

B BospacTHom cTpykType npeobnaganu et o 3 net (74 — 37,1%), 3 Hux naumneHToB Ao 1 roga 66110 26 (13%),
peten ot 3 go 10 net — 65 (32,6%), ¢ 10 go 15 net — 35 (17,5%) n 25 (12,5%) netew ctapwe 15 ner.

Mpu pacnpegeneHny no permoHam HanborbLlee KONMYeCTBO AeTelN NOCTYNNIIO U3 FOXKHBIX PETMOHOB, B CBA3U C
kypauuen HUIMOX atux obnacten. U3 r. Anmatsbl — 26 (13%) aeten, AnmatuHckasa obnacts — 36 (18%), KOxHokasax-
cTaHckas obnactb - 40 (20%) pebeHka, ManreicTayckast — 22 (11%), AkTiobuHckasn — 16 (8%), KeiabinopanHckas — 12
(6%), >Kambbinckas — 15 (7,5%), 3anagHokasaxctaHckas — 9 (4,5%), Atbipayckas — 7 (3,5%), BocTtouHokazaxcTaH-
ckas — 4 (2%), Masnopapckasn — 4 (2%), KaparangmHckas obnacte — 1 (0,5%) pebeHka, CeBepokasaxcTaHckas — 1
(0,5%) nr. Actana — 5 (2,5%) neten.

MaumeHTbl ObINKU pasgenexsl Ha 2 rpynnel: 1 rpynna - ato getn, y kotopbix 3HO BeisiBNeHo B -1l ctagum - 69
cny4as (34,6%), Bo 2-om rpynne B IlI-1V ctaguu B 130 cnyyas (65,3%), us Huxy 71 (54,6%) IV ctagus.

Pe3ynbTaThl uccrnegoBaHusA u obecyxaeHue

Mo pesynbTaTam MccrnenoBaHUs NoyTu B 2 pasa bbino 6onblie geter ¢ nepBnyHo yctaHoBreHHbiM 3HO Ha
-1V cTagumn 3aboneBaHuns, YTO rOBOPUT O NO3AHEN N HECBOEBPEMEHHON ANArHOCTHUKE.

HoanarHocTtuyeckuii nepmog B obwen rpynne (n=199) naunertos ¢ 3HO go 1 mecaua Habnogancay 88 (44,2%)
nauueHToB, oT 1 mecsaua o 3y 55 (27,6%) nauneHToB, oT 3 4o 6 mecsaueB y 25 (12,6%) n 6onee 6 mecsaueB y 31
(15,6%) 6onbHoroO.
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PucyHok 1. Cpoku doduasHocmuyeckoeo nepuoda e obwel epynne nayueHmos (n=199)

B uenom gnarHos 3HO cpenmn 199 peteii 6bin ycTaHoBNEH B cpokn o 3 mecsueB y 143 (72%) neteli n 6onee 3
mecsueB y 56 (28%) neten, us Hux y 31 (15,6%) pebeHka fgognarHoCTU4ECKUIA nepuog coctaBun bonee 6 mecsLes.
(puc.1).

[Mo3aHI00 ANAarHOCTUKY U HE CTOSb ANUTENbHbIN AnarHocTuyeckuii nouck (o1 0 go 3 mecaueB) y 60onblUMHCTBA
NnauMeHToB MOXHO OGBSACHUTL GMONOrMYECKMMU OCOBGEHHOCTSIMU TEYEHUS OMYXONY B AETCKOM BO3pacTe, UX arpec-
CUBHOCTbIO U BbICTPON AUCCEMUHALMEN.

Mpu pacnpegeneHnn No BO3pacTHbIM KATErOPUSIM Y I0ANArHOCTUYECKOMY NEPUOY, BbISBIEHO, YTO YEM MNajLle
pebeHokK, TeEM paHbLLEe yCcTaHaBnMBarncs guarHos. B rpynne getei, roe goamarHoCTUYECKUIA nepuog cocTaBun 4o 3
mecsues 82 (57,3%) pebeHka 6binu B Bo3pacTte A0 5 neT, us Hux 62 (76%) pebeHka B Bo3pacTe go 3 net. Torga kak B
rpynne geTew, rae nepuog AuarHoCTUYeCKOro nomcka oT Havarna MHMuuanbHbIX KITMHUYECKMX NPOSIBIIEHNIA COCTaBWM
6onee 3 mecsaues, aeter 0o 5 net 6bino 18 (32%) n fetewn ctapluero Bo3pacTta - 38 (68%), na Hux 28 (73,7%) pneten
6b1nn nogpocTtkamum B Bo3pacTte oT 10 neT n 6onee. [JaHHble pe3ynbTaThl FOBOPSAT O NO34HEN AMarHOCTUKe paka
WUMEHHO Yy ieTel nogpocTKoBoro Bo3pacTta. (Puc. 2)

M jeTH paHHEro Bo3pacta (10 5 nerT)
M et crapuero Bo3pacta (0T 5 10 18 ner)

68%

57,3%
42,7%
32%

JOTMAarHOCTHYECKHUHM TIEPHOJ A0 3 MEC  JTOJAMAarHOCTHYECKHUI mepro 6osee 3 Mec

PucyHok 2. CpasHumersbHbIlU aHanu3 duazHoCmMUKU paka y 0emel pas/fiudHbiX 803pacmHbIX Kamezaopul
Mpu pacnpegeneHun no ctagusam oHKo3aboneBaHus, Takxe BbigBrneHo y4To B | rpynne (I-1l ctagus) peten paH-

Hero Bo3pacTa 6onbLue, YeM Bo |l rpynne (l11-1V ctagms), 4To Takke noATBEpXKAAET B3aMOCBSA3b MEX Y BO3pacToOM
pebeHka n ANNTENBbHOCTBLIO AMAarHOCTUKN paka (puc.3).
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M ety paHHEro Bo3pacTta (10 5 JeT)
El metu crapmiero Bo3pacta (ot 5 o 18 ser)

26,5 53,1
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[ rpynna (I-11 ct), n=69 II rpynna (II-IVer), n=130

PucyHok 3. CpasHumernbHbIl aHanu3 sospacmHol cmpykmypel 8 epynnax 0emed c I-11 u Ill-1V ecmaduel paka

CpaBHUTENbHbLIN aHann3 pacnpegeneHns No Ho30MorM4eckon CTPYKType nokasan, 4to B | rpynne geten ana-
FHOCTMPOBaHHbIX Ha |-1l cTagmn Hanbonbluee KONMMYEeCTBO NauMeHToB ObINo ¢ AMarHo3om peTtuHobnactoma — 15
(21,7%), octeocapkoma — 8 (11,6%), repMrHOreHHo-kneTo4Hble onyxonu — 11 (16%) n numdomsl — 9 (13%), 4to
roBOPUT O CBOEBPEMEHHOWN ANArHOCTUKE MMEHHO 3TUX Ho3onoruin. Toraa kak Bo |l rpynne nuamposanu onyxonu
LIHC — 24 (18,5%), capkoMbl Msirkux TkaHewn — 17 (13,1%), HepobnacTtoma — 18 (13,8%), renato6nactoma — 10 (7,7%)
n pegkue onyxonu — 11 (8,4%). AaHHbiv hakT noaTBEep)KAaeT HeJOCTaTOYHYI HACTOPOXXEHHOCTL BpaYven no nosoay
3TMX 3aboneBaHn 1 KOHEYHO e 0 He0BXOAMMOCTU MOBLILLEHMSA KBanudukauum no guarHocTuke onyxonen LIHC,
CcapKoMbl MSITKUX TKaHeN, HelipobnacTtoMe, renatobnactome n pegkum onyxonsam (puc.4).

8,4 B[] rpynma (n=130)
[ rpymma (n=69)

Penxue
Capxoma FOunra
Capkoma MSTKHX.. 13,1
PernnoGmacroma 217
Octeocapkoma
[IHC

Hedpobacroma

11,6
18,5

HeiipoGmactoma
I'epmuHOreHHO-. .
I'emarobmactoma

Jlumpombr

PucyHok 4. CpasHumernbHbIl aHanu3 Ho30/102u4eckol cmpykmypbl QuaegHoOCmuUpo8aHHbIX onyxonel 8 2-x epyn-
nax uccrnedosaHus (%)

Mo pesynbTaTam aHanu3a NepBUYHbLIX KIIMHUYECKUX MPOSIBNEHMIA C KOTOPbLIX Ha4Yanocb AebiTMpoBaHWe Co-
NWAHbIX onyxonel B 0benx rpynnax nccnenyemolix y 60nbLIMHCTBA AeTen 6binv nposiBneHus 601eBoro cMHapoma
B 1-om rpynne — 25 (36%), Bo 2-on — 57 (43,7%), BudyanbHas onyxonb 22 (32%) n 27 (20,7%) cOOTBETCTBEHHO,
TemnepartypHasa peakums - 6 (8,9%) n 26 (20%) cootBecTBeHHO. OTMeYaeTcs pasHuua mexay 2-ms rpynnamMu no
TemnepaTypHOI peakuuu (Bo BTOPOW rpynrne B 4 pasa yalle YeM B NepBoi) 1 No 60neBoMy CMHOPOMY (BO BTOPOM
rpynne B 2 pa3a 4Yallle YeM B MepBOM), MO APYrMM MPOSIBNEHMSM 3HAYMMON pas3HULbl MeXay rpyrnnamu no 3TuM npo-
SIBMeHnsIM He Habnganochk (tabn. 1).

Heouampus u oemckas xupypeus. Nel. 2018 e. Cneysvinyck. 13



Tabnuya 1. MHuyuanbHble KIUHUYeCKUe nposisrieHusi 8 debrome 3HO

| rpynna, n=69 Il rpynna, n=130
Ne CumMmnTOoMbI a6c % abc %
1 TemnepatypHas peakumns 6 8,9% 26 20%
2 Boneson cuHapom 25 36% 57 43,7%
3 [Mnepnnactuyecknin cMHApPoOM 6 8,9% 10 7,8%
4 YBenumyeHne paamepoBs XnBoTa 8 11,5% 10 7,8%
5 BuayanbHas onyxonb 22 32% 27 20,7%
6 KpoBoTeyeHre n3 nonosbix NyTen 2 2,7% - -

B nepuvopg gnarHocTuyeckoro nomcka B 06emx rpynnax 66110 0TMEYEHO NopakeHme opraHoB KOCTHO-MbILLEYHON
cucTeMsl, XenynodHo-kuweyHoro Tpakta (PKKT), opraHoB abixaHusa n LIHC, cumMnToMbl KOTOPbBIX MpOTekanu nog
«Mackamu» pasnuyHbix 3abonesaHuii.

B | rpynne geten nopaxeHue opraHoB oTMeyanock B 26 (37,6%) cny4vasx, a Bo |l rpynne 3HauntensHo 6onbLue
B 113 (86,9%) cnyyasax (tabn. 2).

W3 26 geten B | rpynne nopaxenne XKKT Habntoganock y 9 (34,6%%) nauneHToB, 13 HUX B 4 (44,5%) cnyyasax
B BuAe 6onesoro cuHapoma, B 3 (33,3%) crnyyasx B BUAE CHMKeHUs Beca U B 2 (22,2%) crnyyasx B BUAE CHUKEHUS
annetuTta. lNMopaxeHune opraHoB AbixaHusa 6bino y 9 (13%) 6onbHbIX, U3 HUX y 6 (66,7%) B BUAE AblxaTenbHON He-
poctaTtoyHocTu, y 3 (33,3%) B Buge cuHycutoB. B 7 (32%) cnyvasx oTmevanocb nopaxeHue KOCTHO-MbILLIEYHOW
cucTtemsbl, u3 HUX y 3 (43%) yctaHaBnmBancsa guarHos octeomuenut, y 3 (43%) — KOCTHO-MBpoO3Has Avcnnasms u
y 1 (14%) pebeHka - KocTHbIN Ty6epkynes3. CumnTombl nopaxeHms LHC Habnopanuck Tonsko y 1 (1,4%) nauneHTta
B BUAE rOfoBHOW 6onu.

M3 113 peten Il rpynnbl y 43 (38,1%) 6b1no otmMeyeHo nopaxeHue XKT, 13 Hux vawe BcTpeyanucb 6onu B
xmBoTe — 16 (37,3%), TowHOTa, pBOTa U CHWXEeHWe annetuTa no 11 (25,6%) cny4aes, cHuxeHue Beca B 4 (9,3%) n
onapes y 1 (2,3%) pebeHka. Ha BTopom mecTe Obinm cumntombl nopaxenns LIHC y 32 (28,3%) nauneHToB, n3 HUX
yaule nmenu ronoBHble 6onu 25 (78,1%) geten, oyaroBas cumntomMaTtumka Habnoganace y 4 (12,5%) 6onbHbIX, Na-
pesbl Habnoganuce y 2 (6,3%) geten n peotay 1 (3,1%) pebeHka. NopaxeHne opraHoB AbixaHus obino y 23 (20,4%)
06onbHbIX, N3 HUX y 10 (43,5%) B BUAE AblXxaTenNbHOM HegocTaTtouHoCcTH, Y 7 (30,4%) B BUAE NHEBMOHMM N BPOHXUTOB,
y 5(21,7%) B Buge nposisnennn OPBW, y 1 (4,4%) B Buae cuHycutoB. B 15 (13,2%) cny4asix oTMeyanock nopaxeHue
KOCTHO-MbILLEYHOW cucTeMbl, 13 HUX y 12 (80%) neter npoTekano nog mackon octeomuenuta ny 3 (20%) geten
yCTaHaBnvBarncs ouarHo3 KOCTHbI Tybepkynes.

Mpun geTanu3aumm cMMNTOMOB ObINO BbIBMEHO, YTO rONIOBHbIE 60K Yalle oTMeyanuce Bo |l rpynne, B OCHOBHOM
y neteii c onyxonbto LIHC - 17 (53,1%). MpusHakn gbixaTenbHOW HEAOCTAaTOMHOCTU B 06enx rpynnax nccriejoBaHns
OoTMeyYanuch y ieTel ¢ nopaxeHneM cpefocTeHus, Jyalle npy numdomax n Henpobnactome. bonu B xxmBoTe 6binun
XapakTepHbl AN onyxonew OpIoLWHON NONoCTH 1 3abpOLLMHHOIO NpocTpaHcTBa (HedpobnacToma, HepobnacToma,
renatobnactoma, repMMHOrEHHO-KIIETOYHbIE OMyXOrn).

Ta6nuuya 2. OcHosHbIe KITUHUYeCKUe nposierieHusi 8 0ebrome 3HO

| rpynna, n=69 Il rpynna, n=130
Ne KnuHnyeckne cumntomsl AGG % AGG %
[MopaxeHue opraHoB U CUCTEM 26 37,6 113 86,9
| KKT 9 34,6 43 38,1
1 Bonu B xunBoTe 4 44,5 16 37,2
2 Lunapes - - 1 2,3
3 TowHoTa, pBoTa - - 1" 25,6
3 CHuMxXeHue Beca 3 33,3 4 9,3
4 CHWXeHue annetuTa 2 22,2 1 25,6
Il [bixaHus 9 34,6 23 20,4
1 [MHeBMOHUSA, OPOHXUTBI - - 7 30,4
2 OPBW, pyHnTbI - - 5 21,7
3 [bixaTenbHasi He4OCTaTOYHOCTb 6 66,7 10 43,5
4 CUHYyCUTBI 3 33,3 1 4,4
1] LUHC 1 3,8 32 28,3
1 [onoBHble 60nu 1 100 25 781
2 OvaroBas cumntTomMaTuKka - - 4 12,5
3 Mapes - - 2 6,3
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4 PBoTa - - 1 3.1
1\ KoCcTHO-MbILLIEYHOM 7 27 15 13,2
1 OcTteomnenut 3 43 12 80
2 KocTHo-(hrbposHasa ancnnasus 3 43 - -

3 KocTHbI Ty6epkynes 1 14 3 20

Takvum 06pasom, KNnMHUYeckas KapTrHa NPy CONMMAHbBIX OMYXONsX Y AeTen O4eHb NoNMMopdHa, MOXeT NpoTekaTb
noA pasHbIMW «Mackamm», YTO 3HAYUTENBHO MOXET yANMHATbL Nepuos ANarHOCTUKW. BbipaxxeHHOCTb CMMNTOMOB
6bina 6onee xapaktepHa y geteri Bo |l rpynne, rae anarHo3 nepBuyHbIN 6bin ycTaHoBneH Ha llI-IV ctagum npouecca.

Mpun nopospernmn Ha 3HO B obnacTtax B 183 (92%) cnyyasx npoBeAeHbl MHCTPYMeHTanbHble MeToAbl ANarHoCTh-
kn, Y31 B 57 (31,1%) cnyyasnx, n3 Hux 26 (45,6%) B | rpynne, 31 (54,4%) Bo |l rpynne, KT B 64 (35%) 13 Hux 23 (36%)
B | rpynne, 41 (64%) Bo Il rpynne, MPT B 39 (21,3%) 13 Hux 10 (25,6%) B | rpynne, 29 (74,4%) Bo |l rpynne n Y3O+KT
B 23 (12,6%) cnyyasax ns Hux 3 (13%) B | rpynne, 20 (87%) Bo Il rpynne. OnpegenexHne cneumdu4ecknx oHKomap-
kepoB nposoaunock, nuwe B 1 (0,5%) cnyyae y nauymeHTa c IV ctaguen Hecppobnactomel -naktatgermaporeHasa.

Xvpypruyeckne BMeLwlaTenbCcTBa B AOrocnmMTanbHOM nepuoae nposeaeHsl y 34 (17%) naumeHnTos, y 19 (56%)
6roncusa n3 Hnx 4 (21%) n3 | rpynnel 1 15 (79%) m3 Il rpynnel, y 11 (32,3%) npoBefeHa ToTanbHas pe3ekums, U3 H1MX
4 (36%) w3 | rpynnbl n 7 (64%) n3 |l rpynnbl; YacTuyHasa pesekums onyxonu nposeaeHa y 4 (11,7%) sce getu us Il
rpynnel. [pu getanbHOM MCCNeaoBaHUM rpynmnbl NaLMeHTOB, NOMyYMBLUMX XUPYpPruyeckme BMellaTenscTBa Bbl-
SIBMIEHO, YTO B HO30MOMMYECKOWM CTPYKTYpe, BCTPeYarTCcs 4 rpynnbl ONyXornen: capkoMa MArknx tkaHen 16 (47%),
peankune onyxonu — 8 (23%), numdomsl — 5 (15%) n onyxonu kocten — 5 (15%).

B utore gnarHoctmnyeckoro mapLipyTa AeTu C MOA03PEHNEM Ha OHKOMPOLIECC HANPaBMANUCh Ha KOHCYbTaL Mo
[eTCKoro oHkonora/rematonora. Hamu BbISBMEHO, YTO AMarHO3 crneumanucTa oHKonora/remaTonora uMern MUHu-
MarbHOE pacxoXAeHue C OKOHYaTerbHbIM JUarHO30M YCTaHOBIIEHHbIM Ha pecny6nmkaHCcKoM ypoBHe: B | rpynne y
1 (0,5%) pebeHka, Bo Il rpynne y 5 (2,5%) neten.

Mo pesynbTatam nHMUManbHOW remorpaMmmbl 60nbHbIX ¢ 3HO gnarHoCTUYeCKM 3Ha4YMMOM pa3HnLbl He oTMeYa-
nock. OfHako, BblpaXXeHHble remaTonormyeckmne nameHeHus 6onee xapakrepaHbl Ans 2-1 rpynnbl: aHEMUS THXKENon
cTeneHu BO 2-1 rpynne B 4 pasa yalle, YeM B NEpPBON, Takxke nenkountos 6onee 20 Tbic OTMevancs y geten Bo
BTOpOW rpynne B 6 pas yalle 4yeM B nepBou. (Tabn.3)

Ta6nuya 3. CpasHumesnbHasi xapakmepucmuka UHuyuanbHol eemoepammbl y 60bHbIx ¢ 3HO

| rpynna, n=69 Il rpynna, n=130
abc % abc %
AHemusn
Jlerkas (110-90 r/n) 57 82,6 88 67,6
CpegHss (90-70 r/n) 10 14,4 31 23,8
Tsxxenas (70 r/n v HUXe) 2 2,8 1 8,4
JlenkouunTbl
meHee 10 x 10 °/n 39 56,5 75 57,6
0020 x 10 °/n 29 42 43 33
>20x10°%n 1 1,4 12 9,2
TpomGouuTbl
Menee 50 x 10 °/n - - 2 1,5
50-100 x 10 °/n - - 4 3
> 100 x 10 °/n 69 100 124 95
(ef0kc)
> 30 mm/vyac 1 15,9 41 31,5
15-30 mm/uac 58 84 89 68,4
3akn4yeHue

Mo pesynbTatam uccrnegoBaHns BbiSBreHo, 4To B 65,3% y aeten gnarHo3 3HO ycTtaHaBnumBancs no3gHo Ha
IlI-IV ctagun, gpognarHocTnyeckuin nepuon y 72% peten coctasmn ot 0 o 3 mecsues.

YcTaHoBMeHa CBSA3b MeXy Bo3pacTom pebeHka 1 ANUMTENBHOCTLIO ANArHOCTUKM, TaK Y NauneHToB CTapLuero
Bo3pacTa (bonee 5 net) B 68% pogunarHocTudeckuii nepuo coctaBun 6onee 3 mecsiues, cpeaun Kotopbix 74%
netent 6binun nogpoctkn (o1 10 o 18 neT). [JaHHbI hakT 0OyCcnoBneH NCUXONOrMYeCKUMU OCOBEHHOCTAMMN AeTel
cTapllero Bo3pacta U CaMOCTOATENbHOCTbIO AETEW, KOoraa poauMTeNn He NPYHMMAaOT akTUBHOIO y4YacTusi Npu nx
ofileBaHuW, KynaHuu. [eTn mnagwero Bo3pacTta 6onblie MMET KOHTaKT ¢ poauTensmMu u 6onblue noaBeprawTcs
OCMOTPY MEANLMHCKMM NEPCOHANOM.

CpaBHUTENbHbIV aHanNM3 B 2-x rpynnax AeTe Takxke nokasar, YTo Heo6XoAMMO yNyuyLLNTL OHKOHACTOPOXEHHOCTb
Kak cpeau poouTenen, Tak u cpeav Bpayewn B OTHOLLEHUM Takmx 3abonesaHuii kak: onyxonu LIHC, capkombl Msrkmx
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TKaHew, HenpobnacToma, renatobnactoma u pegkue onyxonu. VIMeHHO 3Ty AnarHo3bl B 60MbLIMHCTBE CriyvyaeB y
JeTen yctaHaBnMBanucb no3gHo Ha lll-IVetagmm npouecca.

Hanbonee yacTbiMn MHULMATNBHBIMWA KITMHUYECKUMU NMPOSIBNEHUAMU NO3LHO ANArHOCTMPOBAHHOMO paka y
neteln Oblnn HecneumdUyeckme Npu3Hakn: AnuTenbHbli 6oneson cnHapom - 44%, TemnepatypHas peakuus - 20%,
Bu3yanbHas onyxonb — 20,7%, a Takxe B 87% y HUX OTMeYanochb NopaxeHne pasnuyHbiX OpraHoB u cuctem. 3a-
OoneBaHue 4alle NpoTekano nog «MackaMu» MHEBMOHUW W AblXaTeNbHOW HeLoCTaTOYHOCTU, nopaxeHue LIHC
B 78% NposiBMANOCh rofoBHbIMKU 6OMAMM, NPU MOPaXeHUN KOCTHO-MbIeYvHon cuctemsl B 80% ycTtaHaBnuBancs
ownboyHbI gnarHo3 octeomuenuTa n B 20% KocTHoro Tybepkynesa.

Mo pesynbratam Hawwux nccnegosaHun B 92% ans auarHoctukn 3HO ncnonb3oBanucb Bu3yarnbHble METO-
Obl ANArHOCTHKKM, XOTSA 3TO He BCeraa Nno3BoiANo CBOEBPEMEHHO YCTaHaBNUBaTh AnarHos. B cBs3u ¢ aTum Bpayn
NepBMYHOrO 3BEHA AOJKHbI UMETb BO3MOXHOCTb MPOBOAUTL WCCIeAO0BaHUs Ha crneumnduryeckne OHKOMapKephbl,
T.K. 3TU METOAbI UMEIOT BbICOKYI0 MH(OPMATUBHOCTb M NMO3BOAT CBOEBPEMEHHO ONPeAensATb 311I0KaYECTBEHHYIO
npupoay 3aboneBaHusa 1 nsbexarb Ha3HaAYEHUS JOMNONMHUTENbHBIX METOA0B BMU3yanbHOW AMArHOCTUKU U NOTEPIO
[paroLeHHOro BpeMeHM.

17% nauueHTam NPOBOAMMMCH XMPYPrM4YecKne BMeLLATENbCTBA, TOrAa Kak CorfacHo anroputMy paHHen gua-
FHOCTUKM OHKONOrM4yecknx 3aboneBaHui, He peKoMeHayeTCs NPOBOAUTbL XMPYPruiyeckre BMeLlaTenbcTBa Ha YpoB-
He NMMCI1 [15]. HekoTopble 3HO (capkoma Msirkux TkaHemn, MMM@OMbl, OCTEOCAPKOMbI) MPOTEKANN MOA «MacKon»
OCTpOro XMnBOTa U OCTEOMUENUTA, B pe3yrnbTaTe AeTW FOCNUTan1M3MpoBannchb B XMpyprmyeckme otTaeneHms 4eTckux
6onbHUL N Ty6epKynesHbIX ANCNaHCepPOB, rAe UM NPOBOAUITUCE HEONpaBAaHHbIE XMPYPruyeckme MaHunynsymu.
[aHHas TeHaeHUMA ABYKpaTHO NpeBbIlIaeT cpegHue MexayHapoaHble nokasaTtenu [16], 4To roBoput o Heobxoam-
MOCTM MOBbILUEHHOW OHKOHACTOPOXXEHHOCTU B SKCTPEHHOW XMPYPrun 1 HeobXxoaUMOCTM Ha3HaYeHUs BMU3yanbHbIX
MeTOAOB UCCreaoBaHNs Nepes onepaTMBHbIM BMeLLATEeIbCTBOM.

Takvm 0bpa3omM, paHHSS uarHOCTUKa OHKONornyeckmx 3aboneBaHuii y AeTen 3aBMCUT rmaBHbIM 06pa3om oT
OHKOMOrMYeCKOM HaCTOPOXKEHHOCTM Bpave NepBUYHOrO 3BEHA U X 3HaHUI. Mpu Mmanenwem nogo3peHun Ha 3HO
WITN HESICHBIX KIMHUYECKM MPOSIBIIEHUSIX, HE MOALAOLWMXCSA KacCU4YecKon Tepanumn, HeobxXxoaMMo HanpaBuTb Na-
LUMEHTa Ha KOHCYNbTaLMIO K permoHanbHOMy AeTCKOMY OHKonory/rematonory. MakcumaneHoe coBnageHue (98%)
OVarHo30B HanpaBUTENBHOIO U KITIMHMYECKOro B HALUEM MCCreaoBaHUM rOBOPUT O XOPOLUEN NMOAroTOBIIEHHOCTU
[EeTCKMX OHKONOroB/remMaTofioroB B permoHax.
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POJIb JIMITNJIOB B TEHE3E KAPAUOBACKYJISIPHBIX HAPYIIEHUI
Y JETEW C XPOHUYECKOM BOJIE3HBIO IIOYEK

AnTtaHkbi3bl I, HyrmaHoBa A.M., EpkuH6ekoBa M.M., XKakaeBa A.E., XKongacoBa A.,
KanpgaHoBa M.K., KaHurenbgueBa B.X.
KasaxctaHcko-Poccuncknin MeguumHCKUM yHuBepcuTeT, . AnmMaThbl

AKTyanbHOCTb. VIHTEpecC K n3yyeHuto metabonmama nunuaoB B Hedponorum obycnoBneH Aoka3aHHbIM yya-
CTMEM MNoYeKk B NMUNUAHOM OOMeHe, yBENMYEHNEM YAENbHOrO BeCa Kap4MOBaCKYNSAPHbLIX HAPYLUEHWUA KaK NPUYMH
WMHBanMAansauum n cMmepTn 6onbHbIX 3aboneBaHMsaMu noyek|[1,2].

Ewé B 1982 r. Moorhead BblABMHYI TEOPUIO O HEPPOTOKCUHECKOM AENCTBUM NUNUAOB [3], KoTopas B nocneayowme
rodbl 6bina gonosHeHa 1 pacumpeHa MHOroYMcreHHbIMU UCCNeaoBaHNSIMM, NOATBEPAMBLUMMM POSb IMMNAOB B pa3BUTUN
1 NPOrpeccMpoBaHUM MOPAXEHMS, KaK MOYEK, TaK U Kak (hakTop pUcka pa3BuTUS CEpAEYHO-COCYANCTbIX OCIIOXKHEHUI Ha
doHe xpoHuyeckor 6onesHn novek[4]. Beaywmm paktopomM noBpexagaroLwero AeNCTBUS NMMNUAOB Ha NMOYKM, Bbi3blBato-
LLiee UX CKINepo3npoBaHue, SiBNsieTCst 00yCrnoBNeHHOE rMnepnunuaeMmnen oTnoXeHne B CTPYKTypax nodku nunuaos [5].
Ovcnmnuaemms Npu NopaxeHUn NOYEK XapakTepU3yeTCsi CHXKEHMEM XONeCTEPUHA U runepTpurnuuepuaemuei [6]. Mpu
HapyLUeHMN pyHKLIMM NoYek BbisiBrieHa U-obpa3Hasi 3aBUCUMOCTb MeXy YPOBHEM XONecTeprHa 1 neTanbHOCTLHO [6,7].
B yacTHOCTU, CHIKEHME XONECTEPMHA B KPOBU COMPOBOXAAETCS MOBbILUEHNEM CEPAEYHO-COCYANUCTON CMEPTHOCTM Y
nauueHToB ¢ XBI1. Mpu aTom Hanbonee BbicOKasi BbRPKMBAEMOCTb OTMEYEHA MPU YPOBHE XOrecTepuHa nnasmel 5.2-5.7
mmone/n (200-219 mr/gn), a Hanbornee HU3Kasi Npu ypoBHE xornectepuHa <3.6 mmonb/n (140 mr/gn).

Lenb nccnepoBaHusa: AHanua coctosHus nunuaHoro crnektpa y geten ¢ XBI1 kak cakTop pucka pa3BuTtus
CepAeYHO-COCYANCTLIX OCIOXHEHUNA.

MaTtepuanbl u metogbl. B uccnegosaHve 6bino BknoveHo76aetent (42 manbvnka-55,3%, 34 neBovkm —
44,7%). MauneHTbl pa3geneHsl Ha 4 rpynnbl: 1 rpynna — 22 6onbHbix ¢ XBIN o gnanusa, 2 rpynna — 28 60nbHbIX
c rmomepynspHeiMu 3abonesaHusamn B ctagumn XMH, 3 rpynna — 14 60nbHbIX C BPOXAEHHLIMU MOPOKaMW Pa3BUTUS
MouyeBblaenuTenbHon cuctemsl (BIMIPMBC) B ctagun XINH n 4 rpynna — koHTponbHas rpynna (12 geten).

CtaTtuctnyeckas obpaboTka AaHHbIX NpoBoAuiacb Ha 6ase BapuaUMOHHOW CTAaTUCTUKU C BblYMCNIEHUEM
cpenHen apudpmeTudeckon senuyuHbl (M), megumaHsl (Me), cpeaHero kBagpaTtudeckoro otkrnoHeHus (C), owmbku
cpenHel apudmeTudeckor (m). [Ans oueHKn AOCTOBEPHOCTU CpaBHMBAEMbIX BENUYMH UCNONb30BaNUCh KpUTEPUN
CTblogeHTa, cTaTucTudecknsHadnmboimcumntTanu npup< 0,05.

PesynbtaTtbl U nx obecyxaeHue. dopmuposanne XbBI1 conpoBoxgaeTcs HapacTawLlWmUM NOBpeXAEHNEM
cepAua v yxke HavarnbHble CTaaun NOYEYHOro NOBPEXAEHUSA CONPOBOXAAKTCSA YBENIMYEHNEM HYaCTOTbl CEpPAEYHO-
cocyaucTbix 3aboneBaHuii B pe3ynbrate AeiCTBUS HETPaaMLMOHHBIX (hakTOpoB pucka: CUCTEMHOE BOCMarneHue,
aucnunugemus, rmnepromoumctemHemms[8].

B cBs131 C 3TUM HaMu NPOBeAEeHO NCCNeAOBaHNE U3BMEHEHWUI NUNUAHOIO cnekTpa y 76 aeten (Tabnuua 1).

Tabnuya 1. YposeHb nunudHbix opakyul npu pasiaudHbix QOyHKYUOHaIbHbIX COCMOSHUSIX M0YeK

[Mokasatenu nunu- Ha ananuse [o ananusa 3popoBble,
[0B B nnasmMme Kposu, n=22 n=12
(MMonb/m) XIH, BIMP,
n=28 n=14
XC 6,14+1,42 3,86+0,67 **8,67+0,54 4,05+0,12
OJ1, r/n 5,01+0,31 4,91+0,29 5,15+0,19 5,03+0,22
T **3,01+0,32 **2,2+0,27 **2,76%0,24 **1,2+0,14
XC-NHIM **3,56+0,34 1,45+0,17 **3,12+0,14 **1,78+0,3
XC-JBI **0,71+0,11 **0,4840,1 *0,74+0,1 **1,57+0,2

MpumevaHue: 1*p<0,05 gocToBEPHbLIE PaA3nMyns C rpynnon 3;
2**p<0,05 gocToBepHbIE Pa3nNnyns C KOHTPOMbHOW rPynmnowu

M3 Tabnuubl BUAHO, 4TOo Yy 6onbHbIX ¢ XBI1 0o Ananusa BbISIBNEHO CTaTUCTUYECKM LOCTOBEPHOE NOBLILIEHNE
ypoBHS xonectepuHa (8,67+0,54 mmonb/n, p<0,001) B nnasme KpoBuM No cpaBHeHuto ¢ aetbmu ¢ '3 B ctagum XIMH un
3popoBoi rpynnoi (6,14+1,42 n 4,05+0,12 MMOnb/N COOTBETCTBEHHO, Pa3nnyns He JOCTOBEPHbI), MPUYEM B rpynne
peten ¢ XbIN Ha ananunse npeobnaganu aetun ¢ 3 (63,4%). Y 6onbHbix ¢ BIP B ctagun XIMH nameHuncs xapaktep
NUMNUAHBbIX HAPYLLEHWNA: OBLLMIA XONECTEPMH COMPOBOXAANCsA HOpMarnbHbIM YpoBHEM nununaos (3,86+0,67 mmonb/m)
1 faxke umern TEHAEHLMIO K CHUXEHMIO. YPOBHM 0BLLMX NMNUAO0B B rpynne 60MbHbIX HA AoANaNn3HOM aTtane nMenu
TeHaeHuuto kK ysenuyeruto (5,15+0,19 mmonb/n) B oTNU4Me OT ApYrux rpynmn.
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lMoBbILWEHVE YPOBHS TPUIMNLLEPUAOB OTMEYEHO NMPaKTUYECKM BO BCEX rPynnax No CPaBHEHUIO C KOHTPOJBHON
rpynnom, HO AOCTOBEPHO 3HAYNTENbHOE NOBbILIEHWE TPUIMNLLEPUAOB BbISBMNEHO B rpynne 6onbHbIx ¢ '3 B cTagun
XIMH (3,01+0,32 mmonk/n, p<0,001). Y 6onbHbIx ¢ BINP B ctagun XMNH oTmevancs 4LOCTOBEPHO NOBbILLEHHbIN yPOBEHb
Tr - 2,2+0,27 mmonb/n (p<0,05).

Ananuna XC aTteporeHHbix nunonpotenaos (XC-JHIM) nokasan, 4yto B 60nblimnx KoHUeHTpaunsx (3,56+0,34 un
3,12+0,14 MMOrnb/N COOTBETCTBEHHO) 3TOT Noka3aTtenb 6bin 06HapyskeH y 6onbHbix '3 kak B ctagun XIMH, Tak 1 B
poananuaHeli nepuog. Y 6onbHbix ¢ BMNP B ctagum XIMH noBbiweHus ypoHa XC-JTHI He Habnoganock (1,45+0,17
MMOnb/n).

Takxe HaMmu BbIsIBNeHo, 4To y aetelr kak ¢ BIMP, tak n '3 B ctagun XMH koHueHTpauusa XC conpoBoxaanach
[OCTOBEPHO 3HAYUTENMbHBIM YMEHbLLUEHNEM COAEPXKaHWUS aHTUaTeporeHHbIX nunonpoTtengos (XC-NBIM) (0,48+0,1
n 0,71+0,11 Mmonb/n cooTBeTcTBEHHO, p<0,001) NO CpaBHEHMIO C KOHTPONbLHOW rpynnon. Toraa kak y 60mnbHbIX B
poananuaHom nepuoge yposeHb XC-JIBIM 6bin ymepeHHo cHuxeH (0,74+0,1 mmons/n, p<0,05) B oTnnMyne oT KOH-
TPONbHOW rpynmnbl.

Takum 06pa3om, No Mepe NporpeccnpoBaHns HapyLLEHUN (PYHKLUM NOYEK, OTMEYEHO JOCTOBEPHOE NOBLILLIEHNE
nUNMAHBLIX opakumii B rpynne 6omnbHbIX 40 Ananusa, rae npeobnagatoT 4eTu C rMoMepynsapHbIMU NopaXeHuamu. Y
6onbHbIX e B ctaauy XIMNH no mepe yTpaTtbl (hyHKLMOHUPYIOLLEN NAapeHXUMbI MOYEK MEHEE 3aMETHbI HapyLLIEHUS
NUNNOHbIX NoKa3aTenen, 3a UCKMYeHMeM rMnepTpurinuuepungeMmm n cHmxkennsa XC-JBIM.

MHorune aBTOpbl pacLeHMBaOT rMNepnMnuaemMmnio kak paktop pucka passutna CCO Ha doHe XBI, B cBS3u, €
YeM HamK Takxe NPoBeAEeH aHann3 COCTOSHUSA NMUNUAHOrO CNeKTpa Y AeTel Ha Auanu3e B 3aBMCUMOCTU OT CTENEHU
HK (tabnuua 2).

Tabnuya 2. YposeHb nunudHbIx chpakyuli npu pas3nuyHbIX hyHKYUOHaIbHbIX COCMOSHUSIX cepdua y demeli Ha
duanu3se

CteneHun HK MokasaTenu NnMNMaoB B nna3me KpoBu, (MMOSb/M)
1. XC 2.Tr 3. XC-JNTHMN 4. XC-nBn
HK | *4+0,39 *1,8+0,4 *2,9+0,46 1,1£0,13
HK ll-a 3,8+0,2 1,7+0,26 2,6+0,24 1,1£0,06
HK 11-6 3,8+0,3 1,6+0,6 2,7+0,25 1,2+0,1
HK 111 *3,2+0,14 *2,6+0,3 *3,4+0,34 1,4+0,05

MpumeyaHue: *p<0,05 gocToBepHbIE pasnumuusa no creneHam HK

CHuxeHue xonecTeprHa B KPOBM CONPOBOXAAETCH NOBbILLEHNEM CepPAeYHO-COCYANCTON HapyLLeHn y naum-
€HTOB C TEPMUHAamNbHOW NOYE€YHOM HEAOCTATOYHOCTLIO. Tak No AaHHbIM Tabnuubl BUAHO, YTO rMNOXONeCcTePUHEMUS
(3,2+0,14MmMonb/n) oTMEYaeTcsa Npu TAXKENON CTENEHN CEPAEYHON HeAoCTaTOuYHOCTU, Toraa kak npu HK | ctenenmn
ypoBeHb XC=4+0,39mmonb/n. YunteiBas, 4yto B rpynne naumeHTtos ¢ HK Il ctenenn npesanvpoanu (66,7%) aetw,
nonyvarLime remoananuns, Ha oHe rmoMepynspHbIX 3abonesaHnii, AUCIUNMAEMUSA XapakTepmn3oBanachk NoBbILIEHU-
€M xorecTepvHa NMNonNpoTENHOB HU3KOM NNoTHOCTH (3,4+0,34Mmonb/n), runeptpurnuuepngemmen (2,6+0,3mmonb/m)
1 HOpMarnbHbIM YPOBHEM XOrecTeprHa NUNonpoTENHOB BbICOKOW NroTHOCTH (1,4+0,05Mmonb/m).

3akntoyeHue. Takum 06pasomM, y 6onbHbix XBIN ogHMM 13 hakTopoB pucka camoro 3aboneBaHus u YCKOPEHHOTO
pas3BuUTMSA CepAEYHO-COCYANCTON NAaTONOrnMmn SBNSETCA pasBrMTUE Y NPOrpeccnpoBaHne HapyLLeHUn NMnugHoro obme-
Ha. B cBA3n, ¢ Yem Heo6XoaUMO BbISIBNIEHWE HaYarbHbIX MPOSABNEHWI HapyLLeHUs NMNMAHOro obMeHa y nauneHToB
¢ XBI1, 4To No3BONUT ONpeAenuTb rPpynMbl BLICOKOTO prcka ¢ HebnaronpuAaTHbLIM MCXOAO0M MOYEYHOW NaTonorum u
CBOEBPEMEHHO Ha3Ha4ynTb Tepanuio.
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CMEIIIAHHOE 3ABOJIEBAHUE COEJJUHUTEJIBHOMN TKAHU
Y AETEH B PEBMATOJIOTHYECKOM ITPAKTUKE

'AnumyxamepnoB Y.P., "XutyoBa J1.K., 2byrubam A.A.
'Kasaxckmin HaumoHanbHbIN MeanunHcknii yHnsepcuteT uMenun C.[0.AcdeHaunsipoBa,
rrAAnmatsl.
2HayyHbl LEHTP neaunatpum n getckon xupyprm M3 PK,
rrAAnmatsl.

AkTyanbHocTb. CMellaHHOoe 3aboneBaHne coeanHuTenbHol TkaHn (CM3CT) — camocTosiTeNbHast HO3050rus
CMpUCYTCTBMEM Y OQHOTO M TOTO e 6ONbHOro 0AHOBPEMEHHO NPU3HAKOB ABYX 1 6onee 3aboneBaHuii, KAKCUCTEMHAS
KpacHasi BonyaHka(CKB), aepmatononummo3sut (OM), cuctemHas cknepogepmusi (CC). [1, 2;] B nocnegHue roabl K
CMeLLaHHbIM 3a00neBaHNsIM OTHOCSIT TaKXe COYeTaHWsi yKasdaHHbIX 3aboneBaHuii ¢ y3enKoBbIM NONMapTEPUNTOM U
IOBEHUNbHBLIM peBMaTouaHbiM apTputom (KOPA). B nocneaHue gecatunetnss CM3CT (OBepnan cuHApPOM) BbliAENEHO
n B MKbB - 10, kak camocTosiTenbHasa Ho3onornyeckast gopma ¢ kogom M35 n M35.1

O6wwum ansa Bcex aTux 6GonesHen ABNSETCS ayTOUMMYHHbI NaToreHes, CUCTEMHOE Nopa)KeHue TKaHu 1 opra-
HOB, PeLNaNBMPOBAHME M NPOrPECCUPYIOLLIEE TEYEHNE C PAHHEN UHBaNUAn3aLUmMen n HeraTuBHbIM NPOrHO30M AN
Xun3Hu. B uenom npobnema Cm3CT ans peBmaTonornvn BeCbma akTyarnbHa, He peLLeHbl ero KOHKPETHbIE BOMPOCHI
ONarHOCTUKM TEYEHUS, NTeYEHMS 1 NPOrHO3a.

OnarHos (Cm3CT) pekoMeHAYT CTaBUTb NpU HAann4mMm y 60nbHOro npu3HakoB, kak heHOMeH PeiHo, KoXHble
BbICbINAHWSA, NMOTHBIN OTEK KUCTEN, CKrepoaakTunus, natHa FoTTpoHa, rennmoTponHas Cbiflb, PELUONBUPYIOLLNIA
napoTuT, apTpuT/apTpanrun, akpoCcKnepos, HapyLleHe MOTOPUKM NULLEBOAA, MUO3UT, NIEroYHas rmnepTeHaus,
nneBpuT, NopaxeHue cepaua, novek, LIHC, cogepxaHue B KPOBMW aHTUHYKNeapHbIX aHTuten[3,4;].

CM3CT saBnsieTcs xapakTepHbIM NpeacTaBUTENEM LLMPOKO U3BECTHOW rpynmbl overlap-CMHAPOMOB B peBMaToro-
rn, HO OCTaeTCsa Manou3y4YeHHOW, Bbi3biBaeT 6onblLUMe 3aTpyAHEHUSA B AMArHOCTUHECKOM Y TepaneBTUYECKOM MiaHe.

Lenb paboTbli: BbiISBUTE 0COOeHHOCTU KNUHUKM CM3CT npu codeTaHusax NnpmM3HakoB AByX GonesHen, ux ava-
FTHOCTUKM M OLLEHKN pe3ynbTaToB feyeHmre.

MaTtepuanbi n metogbl. [puBoaUM Tpu pasnuyHbix guarHoda Cm3CT y geTen. MepBbii cny4val cCMeLaHHoro
[marHosa - CUCTEMHBIN CKepos (ckrnepogepmusl) ¢ 4epMaTononMMmno3nToM.

K. Wonnaw, 15 neTt, noctynuna B KNnHWKY HL, MNeanatpum n geTckon xmpyprum ¢ AuarHo3omMm: cMHapom PewnHo.
Xano6bl npu aTom: 6onn B MexdanaHroBbix cycTaBax, OHEMeHUs 1 6negHOCTb KUCTen pyK, 60nm B KONEHHbIX
cycTaBax, B obnacTtu cepgua, cnaboctb, 6bicTpas yTOMNAEMOCTb.

U3 aHamHe3a. CocTouT B Te4eHre ABYX NneT Ha «D» yyeTe ¢ anarHo3om: cuHgpom PenHo. [1Ba pasa neumnacb
B CTaumoHape. YkasaHHble Bbllle Xanobbl yMeHbLUAnMCch BO BPEMS rocnmMTanu3auumn, Ho 6ecnokoaT BHOBb Nocne
BbINNCKN. HacneacTBEHHOCTb He OTAroLeHa.

OOBbeKkTUBHbIE AaHHble: pocT 156 cm, macca 43kr, COOTBETCTBYET Bo3pacTy. [1pn 0CMOTpe BblpaxeHa He-
paBHOMepHas oKpacka KOXW - runepnurMeHTaumns Ha nrneye u rpyam crieBa, yninoTHEHME U CyXOCTb ee B obnactu
YLLUHbBIX PAKOBWH, Ha NOKTSIX M KoneHsax. Koxa Ha Lwee HuKe 3aTbinka U3MeHeHa, Ha Hell 6enoBaTble NNoTHbIE PyOUuKN.
BbipaxeHa 6reAHOCTb KOXW NanbLEB pyK, XONOAHbIE Ha OLynb. Ha KoXe ThifTbHOW CTOPOHbI KUCTEN PYK — NATHA
[oTTpoHa. Ha koneHsax crubaHue orpaHuyeHo. My6bl, cnuanctas poToBOW MOMOCTUM HE U3MEHEHbI. AKT rmoTaHus
YMEPEHHO HapyLUEH.

JNabopaTtopHO-UHCTPyMeHTanbHble AaHHble. Ha ®3MC: nuweBo B cpeHe TpeT aTOHMYEH, PacLUMPEH.
Ha peHTreHorpamme: nuweBo paclunpeH, CHXKeHa nepucTanbTka, NpoABMKXeHne «bapneBor Kallmy 3amMmearneHo.
OKT, OxoKI" 6e3 0cobbix OTKIIOHEHMIA. Y3-gonneporpadursi BEH U apTepUii KOHEYHOCTU LBETHBIM KapTUPOBaHUEM
- UBMEHEHMUS B KPOBEHOCHbIX cocyaax He BbiagBneHbl. OAK, OAM 6e3 naTtonornvyecknx oTknoHeHuin. MNpu Gruoxm-
MUYECKOM aHamnm3e KpoBU - YMEPEHHOE CHUXEHME CbIBOPOTOYHOrO Xernesa (5,2 mkmonb/n), runoxnopemusa — 110
mMonb/n. Koarynorpamma B npegenax HopMbl. B ummyHomnornyeckom aHanuae — noBbiweHo cogepxanHmne AH® (1:80
npv Hopme 1:40). OgHOBpeMeEHHOE NPUCYTCTBME ONArHOCTUYECKMX MPU3HAKOB ABYX 3aboneBaHuin cCoeJUHUTENbHOWM
TKaHu Ha poHe cuHapoma PeliHO No3BONSET NOCTaBUTb AnarHo3 — «CmelwaHHoe 3aboneBaHne COeaANHUTENBHOM
TkaHu: KOBEHUITbHbBIV 4epMaTonoNMMNO3NT + CUCTEMHAs CKrepoaepMusi (CUCTEMHbIN cknepo3s)». MpoBeaeHa nato-
reHeTU4eckas Tepanusi No cTaHaapTy nevyeHus aTnux 3abonesaHnini. CoOCTOsIHME AEBOYKU YYYLLMMIOCh, 3HAYUTENBHO
YMEHbLUWUIIUCH anobbl N yka3aHHble N3MEHEHMsI. BbinncaHa B OTHOCUTENBHO yOOBETBOPUTESNTbHOM COCTOSIHUM C
pekoMeHAaunaMmM NpoAocIKaTb MEANKAMEHTO3HYO Tepanuio B aMOynaTOPHbIX YCIOBUSIX, HA (POHE ANCMaHCEPHOro
HabnoageHus.

Btopon cnyuan XK. fapwus, 14 net, noctynuna B knuHuky HL, MNMegnatpum n JeTckon xupypruvm ¢ AMarHo3om:
CmewaHHoe 3aboneBaHne coeanHUTENbHOM TkaHW. CUCTeMHasi KpacHasi BONlYaHka + CUCTEMHas CKrepoaepmus.
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Xano6bl npu aToM: Ha ronoBHble 60K, 60nK B KONEHHbIX CyCcTaBax, XXMBOTe, obLasa cnabocTb BANOCTb.

U3 aHamHe3a. [leBouka pocna n passBmBanacb COOTBETCTBEHHO Bo3pacTy. B 2015r nonyyuna ctaunoHapHoe
nevenue B O[1b B otaeneHum kombyctanoruun. Ha «[1» y4ete He cocTouT.

O6beKkTUBHbIe AaHHble: pocT 153 cm, macca 43 kr, cooTBeTCTBYET Bo3pacTy. KoxHble NOKpoBbl 6nefHble, ©
MpaMOPHbIM OTTEHKOM, CyXMe; FTeMUOTPONHAas ChiMNb Ha Nuue, rpyaHON kneTke u cnuHe. MNMepudepnyeckue numdatu-
YecKue y3rbl - yBenmyeHbl NoAYENoCTHbIE, LWeHbIe, MaxoBble A0 2-3 padMepoB. KOCTHO-cycTaBHas cuctema: orpa-
HUYeHue 1 pasrnbaTtenbHas KOHTPAKTypa B JIOKTEBbLIX CyCcTaBax, crmbarenbHasi KOHTpaKTypa B KONEeHHbIX cycTaBax 1
CT. YMepeHHoe orpaHuyeHue npu crmbaHmm n pasrnbaHum B ny4e3anscTHbIX CycTaBax, rmnepnnasuns KOCTHON TKaHu
B MMIOCTHO-(hanaHroBbix cyctaBax 1,2,3 nanbLeB pykK, crnbartenbHble KOHTPaKTYpbl B MexdanaHroBbix cycTaBax
KMCTbEB pyK. Muanrus, runotpodums MbllL, Ha rorieHen n npeanneynin. ToHbl cepalua HeCKONbKO NMPUMMYLLEHbI,
puTMUYHbIe. XKNBOT MArknin, 6e3bonesHeHHbI. MNedeHb y kpas pebepHon ayru, npu nanbnauny 6e360ne3HeHHbIN.
MouewncnyckaHune ceobogHoe, 6e3bonesHeHHoe. CTyn Yepes AeHb, TEHOAEHLUMS K 3anopam.

JlaGopaTopHO-MHCTPYMeHTarnbHble AaHHbIe. ViMmyHorpamma ot 10.10.2017r. O6Lee KonM4ecTBO NENKOLUTOB
B HOpMe. BbICOKMI TUTP YPOBHS aHTUTEN K ABycnupanbHon JHK. HapylueHo coOTHOLEHME KNEeTOUHbIX Cyononynaumnn
3a CYeT yBENIMYEHNSA OTHOCUTENTbHOIO KoNM4ecTBa T-LUMTOTOKCUYECKUX numdoumtoB. Ha membpaHe T-numcountoB
BbisiBrieHa akcnpeccus aHTureHa HLA-B27. ®arounTtapHas akTUBHOCTb HENTPOUIIOB CHMXEHA. PeHTreHorpamma
nuwesoga ot 09.10.2017r. [ledpekT HanonHeHUs GapnueBon KaLLo B BEPXHEN N HUXKHEN TPeTW nueBoaa ¢ nocne-
OYHOLMM paclUMpeHnEM.

OKT, OxoKI 6e3 ocobbix oTknoHeHuin. Y3 OBl n novek ot 05.10.2017r. PeakTUBHbIE N3MEHEHUS B NApeHXNMe
neyvyeHun.

Tpetuit cnyyan, Yn6ocbiH 8 net, noctynuna B 14.11.2017 knuHuky HL, neguaTtpumn n 4eTckom Xxmpyprum ¢ ana-
rHo3om: CmellaHHoe 3aboneBaHne coeanHUTENbHON TKaHu: KOBEHUIbHbBIV MANONATUYECKUA apTPUT, NONMAPTUKY-
NAPHbIA BapuaHT akT-1-2 ¢T, PC -2 cT. + CUCTEMHBIN CKNEepo3, pacnpocTpaHéHHasa opma.

XKano6bl Npu NOCTYNNeHUn: ynioTHEHNE KOXM PYK, B 06nacTy CNuHbI, XXMBOTA, HA 06eunx Horax, sroguuax.
YTPEHHAA CKOBAHHOCTb, 6OMM B HUXXHUX KOHEYHOCTAX, KOHTPAKTypa KOMEHHbIX CyCTaBOB, NarnbLeB HOr, Mexda-
JNIAHroBbIX CYCTaBOB KUCTEN PYK, KOHTPaKTypa Ny4ye3anscTHbIX CyCTaBOB, OrpaHnyeHme crubannsa n pasrnbaHusas
TazobegpeHHOM 1 Nre4yeBOM CycTaBe.

Anamnesis morbi: geBouyka 6onbHa ¢ aHBaps 2014 roga, nonyyuna ctauMoOHapHOe feYyeHne C QUarHo30M:
AHemus 3cT, MHPEKUMOHHO-anMmeHTapHoro reHe3a HB-55r/n, ap 1,8x10?", B anpene 2015 roga mama 3ameTuna
N3MEHEHNS Ha KOXe TMMo 1 runepnerMmeHTaumm no Tuny (-) TKaHy Ha fnuLe, Ha HOCY C NepexoaoM Ha NoBHYH YacTb
cneBa, Ha e, PYKW, XXMBOT, Aroauly, HUXKHUE KoHeYyHocTu. [leBo4yka cTana xanosaTbcs Ha 6onu B cycTaBax pyk
1 HOT.

OOBbEeKTUBHbIE AAaHHbIE: COCTOSIHNE AEBOYKMN CPEeAHE - TSXKENOoe 3a CYET NPU3HAKOB apTpuUTa, CKrepoaepmMmmnye-
CKMX U3MEHEHUI KOXMW, YTPEHHEN ckoBaHHOCTN. CamouyBCTBUE yMepeHHO cTpagaeT. Koxa n Bugumble cnmsnctble
6neaHO — po30Bble, Ha KOXe Mo v runepnurMeHTauum no Tuny (-) TkaHm Ha pykax, B 06nacTv rpyau, CrivHbl, XXKMBOTE,
Ha AroauLe, HUXKHUX KOHEYHOCTSIX pybubl ¢ GriecTsen noBepxHOCTbIO 6onblue cnpasa. CycTaBbl: BbipaXeHHas
KOHTpakKTypa KorneHHbIX cycTaBoB 1 cT. (crmbartenbHas u pasrubarensHas), 6onblie cnpaBa. OrpaHnyeHue aBuxe-
HUI B TazobefpeHHOM, nnevyeBom cyctaBe. OrpaHu4eHne ABUXKEHNUI B NyYe3anscTHbIX CycTaBax, KOHTpaKkTypa B
MexdanaHroBbIx CycTaBax KUCTEW PyK U NanbLEB HOT. YTPEHHASs CKOBAHHOCTb A0 40 MUHYT.

AHanusbl npu | rocnutanusaumu: OAK: Sputpoumntsl - 6,01*10'?/n, He- 144r/n, Tpom6ounTbl- 354 ThIC., NElKo-
umnTbl- 15,8*10°%/n, HeliTp — 40,3%, numdounTbl — 32,8%, CO3-2 Mm/4. B/X kpoBu: P®-20-0Tp, kpeaTuHuH- 35,9 umol/L
(Hopma 53-115,0), ANT 10 U/L(Hopma 0-55), ACT 20 U/L(Hopma 5-95), kanbuwnii-2,37 mmons/n, kanuin-4,2 MMmonb/n,
HaTpuii — 139 mmonb/n, IgA-0,25r/n, IgG-4,41r/n, IgM-0,44r/n, ACJ10-50,0, C3-1,70r/n, C4-0,288r/n, obwun 6enok-59
r/n, moyeBnHa-3,IMMonb/n, obwmin GunupybmH-17,6mkmons/n. mmyHorpamma: O6Liee KONUMYeCcTBO NENKOLMTOB
yBenun4yeHo. lNokasaTenu KNeTo4yHoro 3BeHa MMMyHuUTeTa B HopMme. darouuTtapHas akTUBHOCTb HENTPOGUITOB
cHuxeHa. UN6-12,4nr/mn-nonoxmntensHbin, anbgpa ®PHO-5,36nr/mn. OnpeneneHne ypoBHS ayToaHTMTen oOT
15.06.2017r. ACCP-3,46ea/mn-otp, AHCA-0,41 oTp, aHTUTena npu cknepogepmumn-2,150tp. NPA: Anti-TPO-0,411U/
ml FT4-61.15ng/dl TSH-3.2457uiU/ml. OAM: ya.sec — 1015, pH- 6,0, nn.anuTt-4-6-78 n.3., nerik-10-12-15 B n/3p.

WHcTpyMmeHTanbHbIe uccriegoBaHuaA: Y3M-kapTrHa apTpuTa KONeHHbIX CycTaBoB. PeHTreHorpadums kucten
C 3aXBaTOM Iy4ye3ansiCTHbIX CyCTaBOB: KOCTHO-AECTPYKTUBHbIX M3MEHEHN He BbiBNeHo. 33odarorpadpua+POrK
Muweop He nameHeH. KT ot 16.11.2017r. Putm cuHycosebi, Taxmkapaunsa. YCC 100-116 B muH. OxoKT ot 16.11.2017
r. CH/XXeHne cokpaTUTeNbHON CNOCOBHOCTM M1oKapaa NeBoro Xenyaoyka.

INeuenne: MoakntoveH MBI Toumnmnaymab ns pacyeta 12mr/kr, MHTepBan Mexay BeeaeHnsMmn 14-gHein Ne12-unH-
dy3uun, 3aTeM noBTopHas rocnutanmsaumsa B HUIM n OX. JleueHne metoTpekcaTom 12,5mr/Hea.

CocTosiHue Npu BbINUCKE: C HE3HAYNTENbHbLIM YNyYLLEHNEM, YTPEHHSASI CKOBAHHOCTb YMEHbLUUIACh, ABMXXEHNE
B KOJIEHHbIX, FONIEHOCTONMHbIX M B NTy4e3ansicTHbIX CycTaBax Hapocnu B annutyae. CknepogepmMmyeckme n3amMeHeHus
KOXW 6€3 AUHaMUKMW.
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3akntyeHue. Kak cnegyet n3 Bbiwe npoBegeHHoro, CM3CT u ux npuaHaky BCTpPeYalTCsa B pasfMYHbIX
BapuMaHTax y O4HOro 1 Toro e 60nbHOro, C pa3nuyHbiMy YPOBHSIMU MOpaXeHusi TkaHen. B uenom, B nocnegHune
rogbl CTaHOBUTCS o4eBuAHbIM, 4To CM3CTy feTen He peAKOCTb 1 BONPOC VX NeYeHns, AanbHenwero HabnwoaeHns
Haxo4MTCsA Ha ypOBHE OKOHYaTeNbHOM AopaboTkn. 34ecb MHOroe 3aBMCUT OT TOrO, Kakoe e 3aboneBaHue 13 aToro
coYyeTaHus CTaHOBUTCS B nocreaytollem 6onee maHndecTHbIM. IMeeT 3HayeHne Takxe 0COGEHHOCTb TeYEHUSA U
TeMMbl MporpeccupoBaHmns natonoruu [5]. He MeHbLUyO ponb B NPOrHo3e nrpatwT pofib cama hopMa CMeLLaHHOM
naTonoruu, Hanpumep, cucTemHas kpacHasi BonyaHka (CKB) + pepmaTtononummnosut, CKB + cknepogepmus. Puck
WUHBanNuAm3aumm n netanbHoro ncxoaa bonee BbIcokuin y 6onbHbIX ¢ nopaxeHnem LIHC, cepaevHo-cocyauncTom
CUCTEMbI U NEroYHom runepteH3nen. ¥ 6onblunHcTBa 60nbHbIX ¢ HocuTenem HLA — DR3B nocneaytowem gop-
MupyeTcs knuHudeckasa kaptuHa CKB c npusHakamu cuHgpoma LerpeHa n nHTepctMumManbHbIM NOpaXeHueMm
nerkux [5,6;].
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BJIUSAHUE TIPEHATAJIBHBIX U IIEPUHATAJIBHBIX ®AKTOPOB
PUCKA HA BOBHUKHOBEHUE PA3/IMYHBIX ®OPM LI
(OB30P JIMTEPATYPHI)

AnbaekeeBa X.E., Box6aHbaeBa H.C.
Kadenpa ambynaTtopHO-NOANKNMHUYECKON NneanaTpum
KasHMY um. AccheHaunsipoBa, r. AnimaThl

AkTyanbHocTb. [leTckuii uepebpanbHein napanud (OLIM) senseTca caMbiM pacnpoCTpaHEHHbIM CEPbE3HBIM
HapyLleHneM ABUraTenbHOW PyHKLMM B AETCKOM BO3pacTe, KOTOPbI NPOSBNSAETCS, Npexae BCEro, HapyLeHNeM
OBVKEHUIN N OCaHKW, 04HAKO B GONbLUMHCTBE CryyYaeB NPUCYTCTBYET TaKXe M 3afepKka B yMCTBEHHOM pasBUTUN.
CyllecTByeT MHOXeCTBO (pakTOpPOB puUcka, NPUBOASALLMX K AAHHOW NaToNornm, cambiMyu pacnpoCTpaHEHHbIMU 13
KOTOPbIX SIBMAKTCS HA3KUIA BEC NPU POXKAEHUN, HELOHOLLIEHHOCTb, pOA0Bas acuKcusa 1 KpoBHbIN 6pak. Cpean Bcex
cny4yaeB 62.6% umetoT 6onee, Yem oanH cakTop pucka, 20.6% — He umeroT HM ogHoro [1].

B nutepaType ony6nmkoBaHbl JOBOMbHO MHOIO UcCrefoBaHui o hakTopax pucka LN, ogHako npeacTaBnsieT
WHTEpPEC O BMUSHUN pa3nnyHbiX hakToOpoB pucka Ha BO3HMKHOBEHUE TOW N Apyro hopMbl 3TOro 3aboneBaHus.

Llenb — npoBecTn MHOPMaLMOHHO-aHANUTUYECKMI MOUCK MEXAYHAPOAHOM 1 OTEYECTBEHHON NUTEPATYpbl O
ponun pakTopoB pUcka B BOSHUKHOBEHUM pa3nunyHbix dopm AL,

B HacTosiwee Bpems, no MKB-10 BbigenstoT 6 opm LepebpanbHoro napanvya:

1. CnacTtudyeckuii LepebpanbHbIii napanuy, KBagpunnerus (cnactuieckuii LepebpanbHbii napanuy, TeTpa-

nnerus)

2. CnacTunyeckuii LepebpanbHblii napanuy, gunnerus (BpoXAeHHbI cnacTUieckuin napanud (LepebpanbHbii),

cnacTuyeckuin LepebpanbHblil napanvd bY)
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CnacTtunyeckuit LepebpanbHbIi napanuy, reMmmnnervs

OnckuHeTnyecknii LepebpanbHbIvi napanuy (GUCTOHNYECKUI LiepebparnbHbIi napanuy)
ATtakcunyecknin LepebparnbHbli napanuy

CwmeLlLaHHble CMHAPOMbI LiepebpanbHoro napanvya

V|3BeCTHbI camble pacnpoCTpaHeHHble NpeHaTanbHble akTopbl pucka cnactuyeckon dopmbl OLIMN: yrposa
BblKMAbILIA, TMNepTOHUS, Bbi3BaHHas 6e@peMeHHOCTbIo, 3afepKKa BHYTPMYTPOOHOro pa3BuTusa U BHYTPUyTpoOHas
nHekuunsa. Cpean nepuHaTanbHbIX U NOCTHATamNbHbIX (PAKTOPOB pUCKa OTMEYAalTCH TMMNOKCUSA U 3aTSXKHbIE POAbI.
K 3HaunTenbHbIM dhakTopam prcka cnactudeckon copmbl LM, Rogoveanu O. ¢ coaBTopamu (2017) oTHOCAT: BO3-
pacT poxeHuubl MnagLwe 17 net unu ctapwe 40 neT n HAekc maccol Tena 6onble 25 [2]. B uccneposaxusx Dolk.
¢ coaBTopamu (2010) BbisBNEHO HanbornbLLee BNNSHWE coLMarnbHbiX hakTopoB Ha pa3BUTUE CNacTUYeCKOn (hopMbl
Aur 3.

Cwmarynosa A.P. n coaBtopbl (2015) yTBEepxxaatoT, 4TO hakTopamu BbICOKOTO pUcka pas3BMTUS CNacTUYEeCKOn
aunnerny ABNATCS HEQOHOLIEHHOCTb, MMNOKCUYECKU-ULLEMUNYECKOE NOpaXKeHne rofloBHOro Mo3ara, acukcus B
pofax, Ha dhOHe comaTMyecKow natonorum y 6epemeHHbix [4].

B HeKkoTOpbIX nCCneaoBaHUNAX BbISIBIIEHO, YTO HU3KMIA NNaLeHTapHbIA BEC YBENUYMBAET PUCK CNACTUYECKON
[OBYCTOPOHHEN remunnernu [5], a BbICOKMUiA ypOBEHb HECBSI3aHHOTO BununpybuHa MoxeT OblTb aCCOLMMPOBaH C aTak-
cudeckon cpbopmon ALIM [6].

MpeKknoHHbIA BO3pacT poanTenen, Yalle Bcero, siBnsetca akTopoM prcka Ans BOZHUKHOBEHUSA AUCKUHETU-
yeckomn popmbl AL [7]. Kpome Toro, cywecTByeT yTBepXAeHUe, YTO MaTepuHCKasa MHMEKUNa BaKHa TOMbKO Kak
hakTop pucka cnacTM4ecKkon reMunnerumn, Toraa Kak HeoHaTamnbHble MHAEKLUN, MO-BUOMMOMY, UrpalT porb B
[OBYCTOPOHHEM CNacTU4EeCKOM U AUCKUHETMYECKOM LiepebpanbHom napanuye[8].

Mo paHHbIM nccnegoBaHun Areeb Sohail Bangash n coasTopos (2014), cnactudeckas kBagpvnnerus v gunnervs
6bInY BbI3BaHbI, rMaBHbIM 00pa3oM, OTCy TCTBMEM aHTeHaTaneHow nomowm (30%), a Takxe gomaHumu pogamm (35%)
cooTBeTCTBEHHO. Cpean nuu, cTpajawLmx cMellanHsiM Tunom AL, kpoBHOE poACcTBO BbICTYNaeT kak OCHOBHOM
dakTop pucka (15%). HeonatanbHble cygoporu (10%) n Hu3kuin Bec npu poxaeHumn (10%) 6binm AOMUHMPYOLLMMM
dakTopamu pucka cpeau nuu ¢ guctoHndeckon gopmont OLIM [9].

B pabote YenanknHon K.O., AxaHoBon A. A. (2015), BegyLmmm chakTtopamum pucka pa3BuTUsS JUCKMHETUYECKON
dopmbl sBRATCA akTopbl NEpMHaTaNbLHOrO nepuoaa: aKkcTpareHuTanbHasa natonorus — 55%, nHdeKUnoHHas
natonorus — 51 %, recto3 1 nonoBuHbl 6epemeHHOCTN — 51 %; hbakTopbl UHTPaHaTanbHOro Nepuoaa: npexaespe-
MeHHble poabl — 51 % u nocTHaTanbHOro nepuoga: xentyxa — B 60 % Habnogenui [10].

CornacHo gaHHbIM HEKOTOPBIX MCCreaoBaHuin, Hanbonee Yactas npudnHa atakcum — rugpouedanus (23,3%),
3a KOTOpOW crneaytoT nepuHatanbHble npobnemsl (20%) [11]. YacToe Hanuume manbix aHoManui pasBuTuS y oeten
C aTakcnyeckon (PopMoN CBMAETENbCTBYET O PaHHUX NPeHaTanbHbIX hakTopax pucka, NpeanonoXnTernsHo Ha 16
Hepene 6epemeHHocTH [12] .

VimetoTca nccnenoBaHusl, B KOTOPbIX OCHOBHbIM hakTOPOM puUcka pas3BuUTUS AUCKMHeTudeckon cbopmbl AL
SABMSIETCH XenTyxa HOBOPOXAEHHbIX [13].

CornacHo pesynesratam uccrnegoBaHus lanHetgmHoson [. (2011), HegoOHOLWEHHOCTL ABNAeTcs Hanbonee
YyacTbiM )aKTOPOM puUcKka CnacTUYECKOW AMNNEerun, B TO BpEMS, Kak remmnapeTnyeckas n atakcmyeckas opmbl
Yallle BO3HUKAIOT y AeTel, POAMBLLMXCH B CPOK. Ta e 3aKOHOMEPHOCTb HabnaaeTcsa U B OTHOLLIEHMN Macchl Tena
HOBOPOXEHHOTO: cnacTuyeckas Aunnerns Yaie BO3HUKaET y AeTel C 9KCTpeMarnbHO HU3KOW Maccon Tena, a Ang
HOpMarsbHOW Macchl Tenia Hanbonee TUMWYHBI FeMUnapeTnyeckas u atakcmyeckas opmbl [14].

Ecnv roBopuTb 0 nocTHaTanbHbIX pakTopax pucka, To B pabote Himmelmann, K (2014) nndekuunsa LLHC yawe
npuBoguna K aucknHetudeckon popme OLIM, hebpunbHbIA aNMNenTMYecknin ctatyc — K aTakCMYeckon, a Lepe-
OpanbHble MHAPKTbl — K cnacTudeckon remmnnernn[15].

MmeeTca MHOXeECTBO UCCEe0BaHNA O POSiM FeHETUYECKUX My TaL i B BO3HUKHOBEHUN pasnuyHblx dopm ALMN.
Tak, M3yyeHne 4acToTbl reHeTu4eckux npuyund ALIN y netem, poxxaeHHbIX B CPOK, BbIBUIIO FrEHETUYECKME HapyLle-
Hus B 60% cnyyaeB npu cnactuyeckon remunneruu, B 45% cny4yaeB — cnacTM4eckon ANnneruu, u, NpakTU4eckn B
100% cny4aeB — aTakcu4deckon popmbl [16]. o gaHHbIM Kubota N ¢ coaBTopamu (2018), cnactuuyeckas cpopma ALIMM
MOXET BO3HUKHYTb BCMNEACTBME FEHETUYECKNX HapyLleHuin [17]. OnybnukoBaHbl AaHHble, YTO MyTauun B AP4M1,
AP4B1, AP4S1 1 AP4E1 Bbi3biBanu cnacTMyeckyto napannernio-KkBagpunmiermio B HECKOINbKUX pasHbIX CeMencTBax
[18]. MimeeTcst Teopusi o0 ToM, 4YTO cnacTuyeckas goopma LM moxeT ObITb accoumnmnpoBaHa ¢ TpoMbocunuen n Ha-
nnymnem myTtauun paktopa JlengenH V. [19].

B pa6ote Parolin Schnekenberg n coasTopel (2015) BnepBble coobLyaeTcs, YTO aTakCUYeCcKUin NoaTun Lepe-
6panbHOro napanuya MoxeT ObITb BbI3BaH e HOBO-AOMWHAHTHBIMU TOYEYHBbIMU MyTauUaMn, KOTOPbIE CBA3aHbI C
yBenM4yeHneMm poanTenbCKOro Bo3pacTa, YTo 06bACHAET cnopagnyeckuin xapaktep atux cny4daes [20]. ATakcunyeckast
dopma AL B HeKoTopbIx criyyasx Bbl3blBaeT MUCCEHC-MyTauuio B reHe ITPR1 [21].

Takvum o6pa3zom, atmonorusa LM oo koHua He n3yyeHa 1 MMeeTCst MHOXEeCTBO NaToreHHbIX hakTopoBs, NpMBO-
OSALWMX K pasBUTHO TON Unu nHon cpopmel. MNMpocnexnsaeTca B3avMM0O3aBUCMMOCTb Pa3nunyHbIX (hakTopoB U hopm
OLUM. MaTtonorunsi nepnHaTtanbHoOro nepnoga (HeAOHOLEHHOCTb, HA3KNI BEC HOBOPOXAEHHOI0, aCOUKCUS, TUMOKCH-
YeCcKU-ULLeMmyYecKoe nopaxeHre roloBHOro Mo3ra) Koppenupyet co cnactuyeckon doopmon ALIMN, B To Bpems kak
3aboneBaHusi HeoHaTanbHOro NepuoAa (HeoHaTanbHas XXenTyxa, HeoHaTarnbHble MHPEKLMKN) — C ANCKMHETUYECKOM
dopmoii. MHOXXeCTBO UccnefoBaHUM BbIABUITO FrEHHbIE MyTaL K, KOTOPbIE MOTYT OblTb OTBETCTBEHHbI 3@ NOSIBMEHNE
cnacTu4eckom n atakcmyeckon cpopmol OLIM.
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HOPECTEJIEPJAEI'T OHELUTIH ATPE3UACBIHBIH XUPYPI'UAJIBIK
EMIHIH, ’)KOHE EMIHEH KEUTHT'T ACKBIHYJIAPBIHBIH AJIJIbIH
AJNYAbI KETIJIAIPY

AxkwonakoB M.K., OxakoBa lE., Pama3aHoB E.A., CaH6aeB M.C.
Cemen meMnekeTTiK MeamunHanblk yHuBepcuTeTi. [aBnogapnbik dounvansi.
MaBnopap obnbIcTbIk Gananap aypyxaHacel. [laBnogap K.

©3zekTiniri. ©Helw artpesusicbl (©A) — HapecTenepaiH Tya OiTkeH gamy akayblHa kaTtagbl. HeoHaTornor, pe-
aHumartonor, bananap xvpypri TexipubeciHoe kesgecin, yakbiTblHAA AuarHocTvKanay MeH XXedern XUpyprusinblk em
KepceTyai Tanan eteTiH akay. XKuiniri Hopectenep apacbiHga 1:3500 kaTbiHacbiHAa ke3gecedi [1]. byn akayablH Xui
kespeceTiH TypiHe (88%) eHeLl aTpe3nsiCbiHbIH TOMEHTi TPaxes — eHELUTIK XblnaHkesi 6onbin oTbip [2,6]. ©A emaeyain
XKETICTIKTEPIHIH >Xofapbl OonyblHa KapamacTaH, LWellinMereH Macenenp ani Ae cakranyda, onapiblH KypambiHa
TeXHUKanbIK CypakTap, HayKacTblH TyFaH caTiHeH 6acTan Gantanybl MeH onepaTuBik eMre AasipriaHyblHbIH CypakTapbl
XaHe fepirepnep apanelk 6ana KyTimiHiH, y3aicisairi [4,5,7,8] macenenepi cakranyga. Haykactap apacbiHaafbl OChbl
[amy akayblHbIH TypiHeH enim kepceTkiwi 30-40 % cakranbin oTbip [5]. [Ae cTpaHuubl B UCTOYHUKE?

CoHfbl 10 xbinpgarbl ©A empeyniH >KofFapfbl KepCEeTKILTepi MeauuuHanblK TEXHUKaHbIH Kakcapybl MeH
HeoHaTanablK KbIBMETTIH, KYLLENTinyi MeH, 6ananap MeH HepecTenep XvMpyprusicbiHbIH, HopecTenepaiH NHTEHCUBTIK
eMi MeH aHecTe3MonoruanbIK KbIBMETTiH XeTingipinyi MeH GannaHbICTbl. ©OHel aTepausicbl 6ap HepecTenepiH Tipi
KanybIHbIH KepceTKilli OyriHri TaHaa ofFaprayaa.

OHell aTpe3nsAChIHbIH, EMIHIH, Xakcapybl, HaykacTapAblH Tipi kanyblHbIH, KepCeTKilliHiH, keTepinyi, OyriHri TaHaa
»aHa macenenepaiH naga 6onybiHa aken cokTbl. Byn HaykacTapablH onepaunsaaH KewiHri eMip canacblHbIH TOMEHAYI.

Onepauuaga keniHri ackbiHynap katapbliHaa eH, ken GeniriH anbin oTelpraH macene 70 % KepceTkiluneH ackasaH
— eHeLTiK pedritoKc aypybl, 330harUT neH, co3binMansl peunamBupneyLli NHEBMOHUAMEH, (U3MKanbIK 4amyblHbIH
TeMeHeYyiMeH XaHe runoTpodusameH kepiHic Tabagbl [1,5,7,9]. 33odaro-a3odaroaHactoMo3ablH, TYPaKTbIbIFbIHBIH,
Oy3binybl (5-16%), onepaumsgaH KeniHri aHacToMo3abiH cTupkTypanapbl (40 %), Tpaxes - eHELUTIK XKblraHKe3aiH,
peunamsi (3 — 14 %), Tpaxeomansaums (10 %). Byn acksiHynapablH emi kata onepaTuBTik em xacayfFa ceben 6onbin
oTbIp [5, 7, 9].

3epTTey MakcaTtbl. HapecTenepaeri eHeLWTiH aTpe3usChbiHbIH, AMArHOCTMKaChiH, ONEpaTUBTIK €M KepCeTyadiH
anropuTiMAiK KypamacblH >XakcapTy apKbifbl onepauusgaH KewiHri ackblHyrnap MeH LeTiHeyaiH KepceTKiwTepiH
Xakcapry.

MaTepuangapbl MeH agictemeci. [1aBnogap kanacbkiHbiH ObnbicTbik 6ananap aypyxaHacbiHaa 2005 — 2015 xok.
ApanbifblHOa 22 HepecTe eHell aTpe3usacbiMeH eM anfaH. bananappblH Kenwiniri aypyxaHara emipiHiH 1 TayniriHge
TyckeH. OnapablH caHatbiHaa 19 (86,3%) GipiHwi Teaynikte kabbingaxca, 3 (13,7%) HepecTe eMipiHiH 2 TayniriHae
kabblngaHAabl.

¥npap 68,1% kypaca. Keisgap 31,8% kyparaH. HaykactapabiH 14 —ge (63,6%) mepsimcia Tyy 1-2 gspexeciHae
oonapl. Bapnbik 6ananap acnMpauusasbik MTHEBMOHUS KIMMHKACbIMEH Kenin TyCTi. [THEBMOHWSIHbIH aybIpibifbl ©HELL aTpe-
3MSACbIH AMarHocTMKanay ic-lapanapabli Mep3iMiHe Tikenen 6anaHbicTbl. KocbiMILa AamyblHbIH akaynapbl peTiHae 3
(13,3%) HepecTene aHyCTbIH, TOMeHTri aTpe3usichl kesgecTi. 8 (36,3%) HaykacTa >ypekTiH Tya GiTKeH akaynapsbl: allblK
apTepuangpl e3ek, alblk 0BanbAik TECIK, KapbIHLLA )XoHe Kynaklia apanblk nepaenepaid akaybl 6avikangpl. 16 (72,7%)
HaykacTa opTarblK XXYWNKe XXYWMECIHIH nepyHaTani uiwemMusanblk 0y3binbiCbl, KO3FanbiC OenceHairiHiH ToeMmenaeyi aypybl
kesgecTi. ©A akayblHbIH TYPiHiH knaccudumkaumsacel Gross 6ombiHWA Xypridingi. «C» TypiHe 19 Haykac (86,3%). «A»
TypiHe 2 (9%) 6onbin xikTenai.

OHell aTpe3unsiCbiHbIH epTe aHbIKTanybl, XUPYPrusnblK €eMHiH >XoFapfbl 3(EeKTUBTI OonaTbiHbIHbIH HEri3ri
KepceTKili. ©Helw aTpe3nsiCbiHbiH AMarHocTMKa Lapanapbl kapaTblHa XYKTi asamMTallanapAblH aHTeHaTanbaik
YNbETPOAbIOLICTLIK 3epTTeyaeH eTkidyaeH bactangbl. 3epTTeygeH ©TKEeH XKYKTi azamaTiuanap apHarbl gasipraHfaH
nepuHatanbdi opTanbikta GocaHablpbiybl TWiC. HopecTenepai TyFaH COTTEH XKYpridy, HEOHATONor-peaHMMaTonor
KbI3METi MeH Tikenen 6annaHbICTbl, AYPbIC XXOHE epeTe AMarHocTukanay, OypbiC XeHe yaKbITbinbl OinikTi Mamanaap-
MEH epTe MHTEHCUBTIK eMere anblHybl, AYPbIC XXOHE yaKbITbibl 0apnblK TacMangay TEXHONMOrUsNapbiH cakTar OTbIpbin
XUPYPrusinbIK KeMek 6epy HYKTeCiHe XeTKi3y, OHeLl aTpe3nsAChiHbIH €M MacenenepiH wellunek. byn em kepceTyaiH, xon-
Aapbl y34ikciaaik (MpeeMCcTBEHHOCTb) NPUHLUMNTEPIHE Herisaenyi Tuic.

Conrbl 10 xbinga 6i3aiH aypyxaHaga Tya GiTKeH xvpyprusanblk akaybl 6ap HopecTeneai, CoHbIH iliHAe eHeL aTpe-
3ndAckl 6ap HaykacTapAbl XKypridygiH anroputiMi Kypanbin, TMiMAI TYpAe XyMbIC xxacayaa. »KyKTi asamTtaluanapgbiH,
aHTeHaTanbAiK ynbTpoabiObICTLIK 3epTTeyaeH OTKi3reHHEH KeWiH, aHblKTanfFaH akaybl 6ap XyKkTi eanengepai apHavibl
TyabIpy opblHAApbl 6ap nepvHatangblk opTanbikka KabbingaHbin, 6ocaHabipy. HeoHaTomnor xeHe HeoHaTonor pea-
HUMAaTONOr HELL aTPe3usICbIHbIH, ANAarHOCTUKachl MakcaTbliHAA TWUICTI CUMNTOMAApbl MEH 6HELUTIH KaTeTepu3auns-
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CblH, OnedaHT cbiHaMacklH eTki3eai. AHTepanbai TamakTaHybl Xyprisinmenai. HaykactapapblH 6ac, keyane 6enimi 60 °
OypbILINeH KOTEpINin XaTkbi3blnaabl, OHeLUTiH, opanbAi 6eniriHeH yHeMi KaTeTpMeH cinekeri copbinybl TMic. HeaHoTo-
nor XMpypr KeHeCiHeH KeWiH, TacbiMangay bpuragackl apkbinbl, KypambiHAA: HEOHaTanbAiKk peaHumaronor, meg, ouke,
peaHnmobunge obneicTelK Gananap aypyxaHacbkliHa aybICTbipriagbl, 6ipaeH peHamuumsanelk GeniMre kabbingaHagbl.
[narHocmkanblk Wapanap UTEHCUBTIK EMMEH Oipre xarnfacTbipbinagbl. HaykacTblH eHeLLiH KaTeTepusauusicbl xaHe 1,0
MIT KOHTpacTbIK 3aT Xibepy apKbinbl FOpU3OHTanbAi HeMece BepuTKani PeHTreH CypeTTepiH anbin eHell aTpe3nsaCchIHbIH,
Kan Typi ekeHiHe ko3 XeTKidy. 3epTTey COHbIHAA KOHTPACT 3aTTbl COpbIN any Kepek. ACNUpauusinbik MTHEBMOHUSIHBIH, €Mi
peTiHAe anFallKbl COTTEPAEH KEH CMEeKTpnik aHTMOnoTnkTep BipHelle TonneH KomOuHaumsaaa 6epineai. NHdy3manbik,
remMoctaTukarnblk, OPOHXONMUTUKANbIK, MYKONMUTUKanbIK eM >Kypridineai. YXofapfbl ThIHbIC XONAapblHbIH CaHauus-
Cbl MakcaTblHOA OYHWEreH KenreH Haykactap GipaeH uHTybauusnaHagbl. WHTEHCMBTI TepanusiHbiH, 9OdEKTInNiri
Gana >xaraarblHblH, TypaKTaHybl, reMOAMHAMUKAHbIH )XoHe Ouype3aiH KannbliHa Kenyi )XeHe ThIHbIC XKeTicneyLwiniriHiy
JopexeciHiH TeMeHAayi apkbinbl 6aranaHagbl. Haykactapabl onepatuBTik emre Aasipriay Haykac >kafganbiHa Tikenen
KaTbICThbl Bip HEMECe €eki KyH Xyprisneai.

OHell aTpe3nsiCbiHbIH eMi, aTPe3NsIHbIH TYPiHE TiKenen KaTbICTbl 60MbIN OTbIP.

OnepaTuBTiK eHY XOrbl OH aKTaH 3-4 kabblpFa apanblk KEHICTIKTEH opbiHAaNaabl. [NneepagaH TbiC XXONTMEH Kekipek
KybICbl MyLLUenepiHe AeWiH XeTeMmi3, oCbl aiMakTaH V. azygos aHblkTanagpl, 6i3 e3simisgiH onepauusnapga Oyn BeHaHbl
cakTayfra TbipbicaMbl3. OHbIMeH Oipre v. Azygos Tpaxes-eHEeLUTIK XbilaHke3ai TabyablH OpeHTMpbl 6onbin Tabbinagb.
Tpaxes-eHeLUTik XblnlaHke3aiH 6annaHybl TEXHUKarbIK XXafbiHaH Tpaxesira Takay 6arnanbin, Tirineai. v. Azygos 6onawakra
XblNaHKe3aiH peueavBuH 6onabipManTbiH Taburn GereT peTiHAe KongaHambld. OHelWwTiH abopanbai cerMeHTiHiH Mobu-
n3aumachbl TEXHUKANbIK opblHAanybl Oyn aMakTapAblH KaHMEH kaMTamachl3 eTinyiHiH, epekwenikrepiHe can 6anbin-
neH >xyprisineai. ©HelwuTiH opanai 6eniriHiH, aHbIKTanybl MeH Mobunusaumscel, eHeluke 30HA (CH Ne8) xibepy apkpbinbl
Xypridineai. 3o0HATbIH Keremi HOpeCTeHIH, AaMybIHbIH, A9PEXECIHE XXoHe OHELLTIH kerneMiHe can aHbiKTanagbi.

OnepauusHbiH KOoFapbl TUIMAINIM, OHEWTiH aTpesvsananFaH arMakTapbiHbiH MOOUNM3aUUSChl Ke3iHaer eHeLw
TiHiHIH KaObIpFa iWiNik TaMblpnapbIHbIH CaKTanybl MEH aHACTOMO3 aiMarblHbIH, ULLEMUSACBIHbIH A9PEXECIHIH TOMeH 60-
nybl apKbinbl Kon xeTkizemid. On ywiH abopangi 6enikTiH MMHUManbai mobunusauuscel xacanagbl. OcbiMeH Gipre
eM OapbiCbiHAafFbl N.vagus — TbiH €pTe aHblKTanybl, 3aKkbiM KENTipMeW opblHAanybl, onepauusgaH KeniHri keaeHaeri
WHHEPBAaLMSHbIH, Oy3binyblH )XOHE 6HELUTIH, NepcaTfbTMKaCbIHbIH HalapraybiHbliH, angbiH angbl. CoHbiMeH Oipre,
Tpaxes-eHeLUTIK XXbINTaHKe3AiH AMCnnaTiKanbIK TiIHAEpi MEH OHELUTiH TiIHAEpPiHIH HaKTbl LUekapackIH aHbikTay. BipiHLwuinik
330¢haro-33odaro aHacTomMo3 cany KesiHae amactasaHbli kenemaepiHii 0,5-3,5 cm 6onybiHa KkapamactaH Moounu-
3aUMsa TEXHMKACBIHBIH, XETingipinyi Herisinge GipiHWInk guacrtasa xacanbiHabl. CoHfbl 10 Xbinga eki katapnbl Tiric
canyaaH 6actapteingbl. Con apkbinbl, 6ip KaTapnbl atpaBaTukansik Tiric matepvangpl (Bukpun 6/0) kongaHbin, COHpbI-
COHbIHa aHaCTOMO3 XacarnbiHaabl. AHACTOMO3 anablHAA, OHELL apKbifbl ackasaHFa epTe SHTeparbi TaMakTaHAbIpyabl
bacTtay makcaTbiHOa 30H4 opHamnacTbipbiiagbl. Onepaums apTKbl KOKipeK KybiCblHA MUKPOMPPUraTtop KangblpyMeH,
kabatbl GovibIHLIA Tiric canymeH astanagsl.

3epTTey HaTuxkeci. Epre onepauusgaH keniHri kesenge 1 Haykacta (4,5%) >xetinmen Tyy @OHbIHAA,
acnepaumsanblk MHEBMOHUSHBIH aCKbIHYbl, UMMYHAbIK >XYNEHiH XeTKiMiKci3airi, )KypeKk-TambIp XoHe >XYMKe XKYMECiHiH,
KOCbIMLUA@ aypyrnapblHbIH aCKblHYbl, CEMCUCTIH KOCbINybl cebebnTi weTiHeyi 6onabl.laTonorns-aHaToMUsNbIK CeKLms
Ke3iHAe aHCTOMO3AblH TypPaKChI3ablfbl, CTUKTYpachl MEH KabOblHYbl aHbIKTarFaH >oK.

Onepauuvaga KeniHri keseHae HaykacTapAblH SHTeparnai TaMakTaHybl 6-7 ToyniKTeH 30HA4 apKbinbl Xyprisingi. An-
HaMukaZa TamakTaHablpy kenemi 6asy ketepingi. OnepauusaaaH kewinri 14-15 Taynikte aHaCTOMO3 Ke3iHAe KOMbInFaH
30HA anblHbIMN, OHELUTIH eTiMAiri MeH aHacTOMO3AblH KanbINTbIbIFbIH TEKCEPY MakcaTbiHOA KOHTPACTTbIK PEHTreH
3epTTeyi xacangbl. OnepaumnsagaH keniHri 21 Toynikte HopecTenepre ®IAC xacanbin, CTPUKTypa npodunakTmkacsl
peTiHae eHelTiH Oyxaaybl xacanabl. OHeLTiH CTPUKTYpackl onepaumsaH KkeniHri kew kesenae 2 (9%) Hepectene
Ke3gecrTi, HopecTenepai Oyxxaay 3 ceaHcneH opblHAANAbI, KAHAFATThl Kynae yre LWbifapbingbl.

HapecTtenepaiH emMHeH kewiHri agucnaHcepnik 6akpinaysiHa 1 xbingad 10 xbeingsik mepsimmeH 13 Haykac (59,0%)
bakbinaHapbl. 3 HaykacTa (13,6%) aHacTOMO3 anmarbiHbIH CTEeHO3A4aHybl Gankanbin, kanta Oyxaay Ke3eHiHeH KeniH OH
KnuHukanbelk 33dpekt Gankangbl. OcbiHOanm akTinep, Haykactap ToObIHbIH AucnaHcepnik 6akbinaybliHbIH KaXeTTiriH
KepceTeni.

KopbITbIHABI. OHELl aTpe3nsiCbl XMPYPrusnbik KOPPeKLuns xonbiMeH emre B6arbiHaTbiH, [laBnogap obneickiHAA
XKETKINIKTI kKenemae >ui kesaeceTiH gamy akaybl 6onbin Tabbinagpl. KnuHukaga kabbingaHFaH AWraHOCTUKAIbIK XXaHe
emaik anroputMaep KOMnnekci e3iHiH adpdexTiniriH 6arkaTbin, XMPYpPrusnbik eM XYPridyaiH XeTICTiriH kepceTin oTbIp.
Ochbl opaviga KongaHbinaTblH AuarHOCTUKarnblk-eM LiapanapbliHblH HOpecTere em KepceTyaiH Aapirepnep apacbliHAarbl
Y3IKCi3AiKTIH OpbIHbl epeklle ekeHAiri aHblk baivikanagbl. Opbip HopecTere eHel aTpe3usiCbiHbIH TypiHe GannaHbl-
CTbl MHOMBWUAYyanai €M TakKTUKacblHbIH KONAaHbiybl, eHEeLTiH aTpesusinaHfFaH LUeTTepiHiH MoOUNM3aumsChiHbIH,
XKeTingipinyi, Tiric MmaTepranbiHbiH AyPbIC TaHA4anybl, onepauMsgaH KeniHri epTe xaHe Kell acKblHynap CTPUKTYpachlH,
aHaCTOMO3[blH TYPaKCbI3AbIFbIH, TPaxes-eHeLL XbINTaHKe3iHIH peLienBIH, acka3aH-eHeLUTIK pedbnioke aypybiHbIH AaMy-
blH anblH anyfa >of alThl.
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OCOBEHHOCTHU JUATHOCTUKHU AYTU3MA
Y IETEW PAHHEI'O BO3PACTA

AmaHoBa A.K., Kenxerynosa P.b, A63ynnuH A.T.
HaunoHanbHbIN Hay4YHbIV LeHTp MaTepuHcTBa 1 getctea KO «UMC», r.Actana

AxkTyanbHocTb: AyTun3m, Bnepsble onucaHHbivi B 1940-x rogax INleo KaHHepom, gonroe Bpems cumtancs pea-
Knum 3aboneBaHveM. Ha cerogHsAWHUN AeHb YBENMYMBaAETCA COOTHOLLIEHME Yyucna 3abonesLunx no CpaBHEHMNIO C
npowneiMu rogamu. B cBa3m ¢ atnm, nccnegosaTtenu NnpogorkatT o6cyxaaTe, ABNAETCS N 9TO pe3ynbTatoM BO3-
HUKHOBEHWI HOBbIX CITyYaeB, UIn pacLUMpeHnem QUarHoCTUYECKMNX KpuTepres 1 nosieneHnem 6onee CoBepLUEHHbIX
MEeTOA0B AMAarHOCTUKN. HECMOTpS Ha Hanu4mMe HageXHbIX MeTOA40B PaHHEN ANarHOCTUKK, CPeaHN BO3pacT, Koraa
pebeHky BbICTaBnseTca AmarHos, coctasnseT oT 4 Ao 5 net. [1o AaHHBIM MHOTOYMCIEHHbIX UCCNEAO0BaHUN, PaHHASA
ANarHoCTMKa AeTCKOro ayTMaMa no3BonuT HavyaTb peabunutaumMoHHbIe MePONPUATUS Kak MOXHO paHbLue, 4To 6es-
YCIOBHO, ABMSETCA OYeHb BaXXHbIM ANS AaNbHENLEro kKa4ecTBa Xn3Hu 60nbHbIX.

YyutbiBas 310, 60ne3Hb AomkHa ObITb  BepuduuMpoBaHa Ha paHHeM aTane, 1 BbINTK Ha nepBble pAabl akTy-
anbHbIX TEM.

CornacHo gaHHbiM BO3 3a ceBpanb 2016 roga, 1 3 160 geten ctpagaeTt pacCTpONCTBOM ayTUCTUYECKO-
ro cnektpa. LleHTp no koHTponto n npodunaktuke 3abonesaHnn CLUA otmevaeT, uto y 1 n3 68 gerten paHHUn
AEeTCKU ayTM3M aBnseTcs npeobnagatnowmnm COCTOSHNEM CPpeamn BCEX PacCTPONCTB ayTUCTUYECKOrO cnekTpa.
B 2003 rogy B KazaxctaHe npoxuBano 77 geten ¢ guarHo3om ayTtuam, B 2015 rogy — 1456, Ha koHew 2015 roga
AeTen ¢ ayTM3MOM HacuyuTbiBanocb yxe 1956 (Mo gaHHbIM HaunMoHanbHOro Hay4YyHO-MPakKTU4EeCKOro LueHTpa
KoppekumoHHon negarorvkn). B KaszaxctaHe 3a 2017 rog Tonbko B YeTbipex LeHTpax «Acbin Mupacy» 3anucaHo
995 geTei, CKPUHUHT 1 AnarHocTuky npownu 883, nony4nnu ycnyrm — 1423 pebeHka ¢ paccTponcTBaMu ayTu-
cTu4eckoro cnekTpa. Takum obpasom, o6LMX INNAEMNONOTNYECKNX AaHHbIX O CTAaTUCTUKE B HaLLen pecnybnuke
Ha CEeroaHsILLHUA AeHb HeT.
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Llenb nccnepoBaHusa: onpefennTb U BHEAPUTL B NPAKTUKY METOAbl PaHHeN AMarHOCTMKN ayTu3ma.

OcHoBHas 4acTb: [leTckuii ayTuam — 370 obLiee pacCcTPONCTBO pa3BUTUS, KOTOPOE XapakTepu3yeTcs Bblpa-
XXE€HHbIM 1 BCECTOPOHHUM AedULNTOM COLManbHOro B3anMoaencTamns. CUMnToMbl ayTuaMa 06bI4HO NOSIBNSATCA B
TeYeHue NepBbIX TPex NeT Xun3Hu. [ina pogutenen HacTopaxvsaLMy NpU3HakaMmm B paHHeM 4eTCKOM BO3pacTe
OOMXHbI ObITb Takne sIBNEHUs, Kak CHUKEHHAas peakumsa Ha UMS Uiv ronoc, HeCNOCOBHOCTb OPUEHTMPOBATLCS Ha
NNLO POAUTENS, NOHMXKXEHHbIV UHTEPEC K UrpaMm, MOHMKEHHbBIN NHTEPEC K POBECHUKaM, HECMOCOBHOCTb NPUHOCUTL
Kakne-nnbo npegmeTbl, 4TOObI NMokasaTb poauTensam. 1o nuTepaTypHbIM AaHHbLIM, ayTM3M NOYTM B 5 pas valye
BCTpeyaeTcsa y ManbymkoB (1 n3 42), Hexxenu y aesoyek (1 n3 189). Ha cerogHsILWHWIA AeHb He CcylecTByeT Meau-
KaMeHTO3HOro neveHns aytnsma. [masHoe M NOYTU eQNHCTBEHHOE fneyeHne — aTo obyyeHune n obieHne. To ecTb,
rmaBHbIM 06pa3om — peabunutaumnsa n nHTerpauns B obLecTBso.

Camoe rnmaBHOE Npw BbISABEHUM KIIMHUYECKMX CUMMTOMOB PAacCTPONCTB ayTUCTUYECKOrO CrekTpa — CBOEB-
peMeHHas guarHoctuka. Kak yxe roBopunochb Bbille, YeM paHblue yAacTCs BblABUTb ayTU3M, TEM CUMbHEE 3TO
obnerunT 3agadvy ganbHenLen Koppekunm n peabunutaunn. [ina Hawen cTpaHbl O4eHb BaXXHOE 3Ha4YeHne nmeet
HanaxuBaHWe paHHew AnarHocTukn aytuama. [ins atoro HeobxoanMmo JononHnTensHoe obyvyeHre negnaTpos, He-
BPOJIOrOB M NCUXOTepanesToB.

B Mupe cyLLecTBYOT pasnnyHble CKPUHNHIOBbIE MeTOAbl ANArHOCTUKM PaHHEro A4eTCKOro ayTmama, Takme Kak
SCQ, CASD, M-CHAT.

Ha cerogHsilWHMI OeHb B YCNOBUSAX HALLEro oTAeneHus HeBponorum paHHero so3pacta HHUM[ K& «UMC»
YCMEeLHO NCcnonb3ytTcsa TecTbl No metoamke CASD ans geten ¢ KMMHUYECKMMU NPOSBIIEHNAMU PacCTPOUCTB ay-
TUCTUYECKOro CrnekTpa.

OnpocHUK paccTponcTs ayTuctnyeckoro cnektpa (CASD) cocTtouT 13 TpuauaT BONPOCOB, 06beaUHEHHbIX B
pasgensbl «[Mpobnembl ¢ coumanbHbiM B3auMoaencTBnemy, «HaBasumsblie 4ecTBUSA», «TeNeCcHO-4yBCTBUTENbHbIE
HapyweHnsy, «OTKNoHeHMs B 0OWeHnn n pa3sBntumy, «HapylweHusa HacTpoeHus», «[pobnembl CO BHUMaHuEM 1
OCO3HaHMeM OMacHOCTUY», T. €. BKMYaeT B cebd kak OCHOBHble JMArHOCTUYECKME KpUTEpUU ayTuama, Tak 1 co-
nyTCTBYHOLINE COCTOSAHUS, He obnagatoLme Bbicokon cneundunyHocTbio ans PAC, HO, HECOMHEHHO, 3HAYUTENbHO
CHMXaloLLMe KayecTBO XMU3HU ceMbM 1 Tpebyolive BHMMaHusa cneuymanucta. Pogutenam vnu gpyrum B3poCnbiM
npeanaraeTcs OTMETUTb CUMMNTOMbI, KOTOpPblE TUNUYHbI ANA pebeHka B HacTodwee BpemMs Uy Obinv TUNWYHBI B
npownom. Kak n SCQ, CASD mMoxeT NpMMeEHATbCHA B Ka4eCTBe OCHOBbI ANs MHTepBblo. Llenesas rpynna «ayTtu-
CTMYECKOrO CreKkTpa» onpeaenseTcs, eCrim CUMNTOMbI MPUCYTCTBYIOT B KONMMYECTBE, NPEBbILLALLIEM NOPOroBoe
3HayeHune. CtaHgapTusauusa meToga npoxoauna Ha Bbelbopke geten ¢ PAC, anarHo3 KOTopbix Oblnl onpefeneH ¢
NoMOLLbI KpuTepmes «[JnarHocTuieckoro cratuctudeckoro pykosoactea» (DSM, Diagnostic and Statistical Manual
of Mental Disorders) AMepurkaHCKoW accouuaumnm NCMxXnaTpoB YETBEPTOro NnepecmMoTpa v NoATBEPXKAaeT KOHLENUMIo
€[MHOro ayTUCTUYECKOro CNeKkTpa, KoTopasi NeXUT B OCHOBE NATOro nepecMoTpa 3TOoro pykoBOACTBA.

MaTtepuansbi u meToAbI: ViccnenoBaHne NpoBOAMIOCH B OTAENEHUN HEBPOOrum paHHero Bo3pacta Ko « UMC»
AO «HaumnoHanbHbIN Hay4HbIN LEHTP MaTepuHCTBa 1 AeTcTeax». Becero 6bino o6cnegosaHo 219 geten ¢ KnMHuYe-
CKVMMM NPOSIBIIEHUAMM pacCTpPonCcTBa ayTucTnyeckoro cnektpa 3a 2016-2017rr. U3 Hux 148 (67%) manb4umkos u 74
(33%) neBouek B Bo3pacte oT 2 go 10 net. CpeaHuii Bo3pacT coctasun 3,8 net. B 2016 rogy o6cnenosaHue npo-
BOAMIOCHL 6e3 ONPOCHNKOB pacCTPONCTBA ay TUCTUYECKOrO CNeKkTpa, AuarHo3 BbICTaBMANCSA TONbKO HAa OCHOBaHUN
3aknoYveHns ncuxotepanesTta. Pogutensm geten, npoxoamsLumnx obcrnegosanue B 2017 rogy, npegnarancs OnpocHUK
CASD (B 90% cny4yaeB 370 6blniv MaTepu ob6cnegyemelx). CneuyunanucT, KOTOPbIM NPOBOAWI UCCNeoBaHne, Npocun
poauTenen oCcTaBnSATb HE3aNOMHEHHbIMY pasfensl, Bbi3blBaloLe BONPOCHI, U Pa3bACHAN HEMOHATHbIE BOMPOCHI
nepea Tem, Kak poaMTeEnu oTBeYvanu Ha HuX. B gansHenwem oueHuBanuncek 6annbl No pedynsrataM ONpOCHUKOB.

KnuHunyeckne kputepumm, Ha OCHOBE KOTOPbIX ObINy NOJO3PEHNS Ha ayTU3M: 3agepXKa pevyeBoro passutus,
CTEPEOoTUMHbIE UM NOBTOPAIOLLNECS OBUKEHUNS, OTCYTCTBME NOHNMAHWS 0BpaLLeHHOM peyun, 3xonanus, oTCyTCTBme
WHTEepeca K urpam co CBEPCTHUKaMU, CUITbHas NPUBA3AHHOCTb UM 03a604YEHHOCTb HEOOBLIYHBIMN O6BEKTaMMU.

Bce naumeHTbl 6bInNn pa3geneHsl Ha rpynnbi:

KnuHunyeckne nposiBNeHns paccTponcTBa ayTUCTMYECKOro CnekTpa, conposoxaatowmnecs cygoporamu —y 30
peten (13%) 6bInun cygoporn B aHaMHese.

KnunHunyeckne nposiBrneHnst paccTponcTBa ayTuctuyeckoro cnektpa 6es cygopor—y 189 geren (75%) n3 obwero
KonuyecTBa uccrnenyemMblx Cyaoporu B aHamHe3e He OTMevarnuchb.

KnnmHnyeckme nposBneHns paccTponcTea ay TUCTUYECKOrO CNeKTpa, CONPoBOXAatoLnecs 3agepxkon MOTOPHOIo
pa3suTna B aHamHe3se —y 24 neteri (10%) n3 219 B aHamHe3e UMETCH AaHHbIe 0 3a4epPXXKe MOTOPHOIO pa3BUTUS.

KnnmHnyeckme nposiBneHns paccTponcTea ay TMCTUHECKOrO CNeKTpa, CONpoBOXAatoLnecs 3a4epxKon MOTOPHOIoO
pa3suTusa B aHamHese —y 195 peteit (89%) 13 219 B aHamHe3e OTCYTCTBYIOT AaHHbIE O 3a[ePXKKe MOTOPHOrO PasBUTUS.

MoMMMO onpocHMKa pacCTpOMCTB ayTUCTUYECKOrO CnekTpa, BCeM AeTsM nposoaunock 3-x Yyacosas 33l Ha
annapate «HelpoH-cnekTp-5» (MpounssoacTeo Poccus) ¢ HanoxeHneM cnelmanbHOM Wanoykm n3 19-Tn yalleyHbIx
CKanbnoBbIX anekTpoaoB no MexayHapoaHom cucteme pasmMelleHuns anektpogos «10-20», MPT ronosHoro moara
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nog Hapko3oM C Lenblo aAnddepeHunanbHON ANarHOCTUKK C anunencuen n gpyrumm sabonesaHnsmMm, conpoBo-
XOALWMMUCHA CTPYKTYPHBIMU U3MEHEHMSMMN B TONTOBHOM MO3re.

Pe3ynbTaThl: B x04e nccnegoBaHusa BO3HMKAM HEKOTOPbIE TPYAHOCTU, CBA3aHHbIE C MOHMMaHMeM OMpPOCHMKa
CASD. Tak kak ONpOCHMKM JaBanuncb Ha PyCCKOM A3blKe, HEKOTOpblEe POANTENN 3aTPYAHANNCH Ha HUX OTBETUTD.

B pesynbtate uccnegoBaHus AeTen ¢ KIMHUYECKMMU NPOSIBNEHNSMY PAcCTPONCTBA ayTUCTUYECKOro CnekTpa
ObINK BbICTaBMNEHbl ANArHO3bl:

Oetckun aytnam — 115 geten (52%). 13 Hux 36 gesoyek (28,8%), 79 manbumkos (63,2%). CpegHuii Bo3pacTt —
4 ropa. 3a 2016 rog — 32 pebeHka ¢ AnarHo3om AeTckuin aytnam (27%), n3 Hux 14 gesoyek (43%), 18 manb4ymkos
(56%). CpegHun Bo3pacT — 4,5 net. Cambin paHHUIN Bo3pacT —1rog 7 mecsues. 3a 2017 rog — 83 pebeHka ¢ ana-
rHO30M AeTCKui ayTnam (72%), ns Hux 22 geso4ek (26%), 61 manb4mkoB (73%). Cambin paHHWI Bo3pacT — 2,4 roga.
CpegHun Bo3pacTt — 3,6 ner.

Mo pgaHHbIM  pesynbratoB A3l NaumeHTbl 6biny pa3geneHsl Ha rpynnbl C HANMYMEM U OTCYTCTBMEM anunen-
TUopMHoOM akTuBHoCcTW: Yy 85 feTen (73%) Gbina obHapyxeHa anunenTndopMHas akTUBHOCTb B BUAE COYEeTaHUs
OCTpbIX BOIMH, KOMMMEKCOB NMUK-MeANeHHas BOnHa, ocTpas-meaneHHas sonHa. Y 30 getein (26%) anunentudopmHas
akTMBHOCTb Ha B3I He perncTpupoBanacs.

Mo gaHHbIM pesynbTaToB MPT ronosHoro mo3aray 16 gete (13%) 661 obHapykeHbl MMHUMarbHble MOCTIUMOK-
cuyeckme n3MeHeHus:, y octanbHbix 99 uccnegyembix (86%) nameHexnun Ha MPT ronoBHOro Mmo3ra He 06HapyxeHo.

3agepxka NCMXopeyeBoro pa3BuUTUS C ayTUCTUYECKUMN NposiBNeHnsamu — 24 neten. N3 Hux 14 nesoyek (58%),
10 manbyukoB (41,6%). CpeaHuin Bo3pacT — 3,7 ner.

Mo gaHHbIM pesynbraTtoB J3I: y 13 getent (54%) 6bina obHapyxeHa anunNenTUopMHas akTMBHOCTb B BuAe
€AVHWNYHbIX OCTPbIX BOMH, KOMMNNEKCOB NuUK-meaneHHas BonHa. ¥ 11 geten (45%) anunentndopmHas akTMBHOCTb
Ha O3l He perucTpupoBanacs.

Mo paHHbIM pe3ynbtatoB MPT ronosHoro mosra y 5 geteit (20%) 6b1nv 06HapyxeHbl MUHMMarbHble NOCTIMMNOK-
cMyeckme n3mMeHeHus:, y octanbHbix 19 nccnepyembix (79%) nameHenunin Ha MPT ronoBHOro mo3sra He 06HapyXeHo.

3agepxka ncmxopeveBoro pa3sutusi 6e3 aytuctuyeckux nposieneHunn — 80 geteir. N3 Hux 24 pesoyek (30%),
56 manbunkos (70%).

Mo aaHHbIM pesynbTaTtoB A3 y 26 geten (33%) Obina obHapyxeHa anunenTuopMHas akTMBHOCTb B Buae
coYeTaHus OCTPbIX BOMH, OCTpas-MmeaneHHas BonHa. Y 44 geten (55%) anunentudopmMHast akTUBHOCTb Ha O3[ He
pervctpupoBanacs.

Mo paHHbIM pe3ynstatoB MPT ronoBHOro Moara M3MeHeHuin He obHapyXeHo.

BbiBoabl: 3a nepuoa 2016-2017rr. camMblii paHHWIA BO3pacT, B KOTOPOM ObiN BbICTaBMNEH AETCKUIA ayTU3Mm,
cocTaBnsieT 1 roa 7 mecsaue. B Bo3pacTte 2 net guarHo3 noaresepauncsa y 10 neten (8%) us 115, 3 net —y 28 uc-
cnepyembix (24%), ¢ 4 o 7 net — 64 (56%), ¢ 8 o 10 net y 6 geteii (5%). Konnyectso aeten, ¢ yCTaHOBMEHHbIM
OMarHo3oM AeTCKUin ayTnam, ¢ ucnonb3oBaHnem metoankm CASD B paHHem Bo3pacTe 3a 2017 rog yBennyunoch B
2,5 pasa no cpaBHeHuto ¢ 2016 rogom, 4YTO NO3BOMSET FOBOPUTL O HAAEXHOCTN JAaHHON METOAMKM Y BO3MOXHOCTM
MCMOMb30BaHMs ee B Ka4eCcTBe CKPUHMHIOBOrO MeToAa. TakKe MOXHO CcKka3aTb, YTO 3TO CBA3aHO C NMOBbILEHNEM
MHMOOPMUPOBAHHOCTU poauTenew, NeanaTpoB U HEBPOJIOrOB, KOTOPble CBOEBPEMEHHO OTMNPaBNAlT AeTen Ans
cneunanuM3npoBaHHOW AMarHOCTMKW. He ncknoyaeTcsa NnosiBrieHne HOBbIX CIlyYaes.
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APTEPUAJIBHASA I'MIIOTOHUSA B HEOHATAJIBHOM NIEPUO/IE

Apan6aeBa M.K., AnumbaeBa A.P.
locynapcTBeHHbIN MeanunHckun YHnsepcuteT r.Cemen

AKTyanbHOCTb. YKpenneHne penpoaykTMBHOrO 300pOBbs rpaxaaH u oxpaHbl 340p0oBba Matepu u pebeHka
SABNAETCA OAHON M3 OCHOBHbIX 3aj4ay [ocyfapCcTBEHHONM NporpamMmbl pasBuUTUSA 34paBooxpaHeHnsa Pecny6nuku
KasaxctaH «[eHcaynbik» Ha 2016-2019 roabl. B pamkax peanusaunv locygapCcTBeHHOW NporpaMmMbl MPUHUMAOTCH
CUCTEMHbIE MepPbI MO CHUXEHMO MnageH4yeckon cmepTHocTu. CornacHo aaHHbiM BO3, Ha 4omno HOBOPOXAEHHbIX
npuxoantcsa 45% Bcex criyyaeB cmMepTy AeTen B Bo3pacTe [0 NATu net. BbonblMHCTBO BCEX CryYyaeB CMepTu B
HeoHaTarnbHbIN nepuog (75%) nponcxoaaT Ha NepBov Hedene XusHu, a 25-45% 13 HUX — B TeveHue nepsbix 24
yacoB. o gaHHbIM KomuteTa no ctatuctuke Pecnybnvkm KasaxcTaH nokasartenb MnageH4eckon CMEpPTHOCTU B
2016 rogy cHuauncs Ha 8,4%, coctasus 8,6 Ha 1000 poamsLumxcs xuesiMu npotus 9,39 B 2015 rogy. Beaywmmm
npuyYnHaMy MnageH4Yecko CMepTHOCTHY ABNSAOTCS: COCTOSIHWS, BO3HMKaOLWMe B nepuHaTansHoM nepuoge — 57,3 %,
BPOXAEHHbIE NOPOKM pa3BuTus — 23,4 %, “npoune” 3abonesaHus — 5,8 %, HecyacTHble criyvaun — 4,6 %. Hapsigy co
CHUXXEHMEM CMEPTHOCTU OTMEYAETCS MOBbILLEHWNE PUCKa Pa3BUTUSI MHBANUAN3UPYIOLLMX OCIIOXHEHWUI Y BIXKUBLUNX
netei. Tak, BepmoHT — Okcdpopackas cetb B 2010 rogy ony6nvkoBana faHHble no 6198 HeOHOLEHHBIM MacCo
401-1000 rpamm 13 33 meguumHckmx LeHTpoB CLUA 3a npepwectByowmne 24 mecsiua. 3a nepvof HabnwoaeHus
ymepnu 88 mnageHues (1,4 %), ewe y 34 % HOBOPOXAEHHbIX KOHCTaTMpoBaHa rnybokas MHBaNMAHOCTb, acCoL-
UpoBaHHas, Npexae BCero, ¢ TAXeNbIMU NepuBeHTpuKynapHon nenkomansauuen (MBJT) n BHYTpmxenyao4koBbIMU
kposouanusHusmu (BXK) [1,6]. B cBs3n ¢ aTum ocoboe 3HaveHne npuobpetaeT Tepanus KpUTUUECKUX COCTOSIHWIA
HOBOPOX/EHHbIX KaK B NfaHe TaHaToreHesa, Tak 1 B nfiaHe NpomnakTukn nisanuamsauum [2]. lfemoanHammyeckune
HapyLLUeHUs ABMSIOTCS 04HOM M3 Hanbonee YacTbix Tpobrem HeoHaTanbHOro Neproaa y HOBOPOXAEHHbIX PasfM4yHOro
recTaunoHHoro Bo3pacTta. B natoreHese pa3BuTus n nporpeccmpoBaHms KpUTUHECKNX COCTOSIHUIA HOBOPOXKAEHHbIX
OZIHY 13 BedyLux ponen urpaet aptepuanbHas runotoHus (AlN). Tak, cornacHo NpoBeAeHHbIM UCCNef0BaHUAM, Y
HOBOPOXEHHbIX B KpUTUYECKOM cocTosIHUM B 40% crnyyasix npu HopMaribHbIX BO3PACTHbIX NOKa3aTensax cpegHero
apTepuanbHOro AaBreHns ANarHoCTUPYIOTCS HapyLEHUS BHYTPUCEPAEYHOW U permoHapHo remogmHamuku [3,5].
leHe3 apTepranbHOW TMNOTOHUN Y HOBOPOXAEHHbIX MHOroo6pa3seH. Kak npaBuno, umeeTcsa coveTaHne pasnmyHbix
hakTopoB, HepeaKo TPyAHO OMArHOCTUPYEMbIX B KIIMHUYECKOW MpakTuke. HefocTaToyHO U3yYeHHOW ocTaeTcs
CBA3b Mexay 06beMOM LUPKYNUpYHOLLE KPOBU, YPOBHEM CEPAEYHOrO BbIOpPOCa M CUCTEMHbLIM apTepuarnbHbIM
nasnexveM [3,4]. B ocobeHHoCTM aTa npobnema Mano nsyvyeHa y HeJOHOLEHHbIX AeTel. CornacHo nutepaTypHbIM
OaHHbIM, OCHOBHbLIMU MPUYMHaMU Pa3BUTUSA TMNOTEH3UN SBMAKOTCA 3aMeANeHHbIE FEMOANHAMUYECKUE UBMEHEHUS
npv nepexoge OT BHYTPUYyTPOOHOro pa3BmuTUs K BHEYTPOOHOW XXN3HU, HE3PENOCTb MMoKapia (CHUXEHNE cokpaTu-
TernbHOW CNOCOBHOCTU MUOKapAa), PYHKLMOHMPYOLWNIA apTepuarnbHbli MPOTOK, XOPUOAMHUOHWT, NepuHaTanbHbIi
anctpecc/acukemns, He3penocTb PYHKLMOHANbHOW OCK «runoTanamyc-runogua-HagnovyeyHmkny, oTHOCUTENbHaNA
Hagno4Yye4YHMKoBast HeAOCTAaTOYHOCTb, CEMNCUC, HEKPOTUYECKUIA SHTEPOKONUT, runosonemus [6,7]. OTpuuatenbHoe
BNUSIHME Ha COCTOSIHME CUCTEMHOrO KpOBOOOpALLEHMS Y HOBOPOXAEHHbBIX MOXET OKa3blBaTb MOBbILLEHNE BHYTPU-
rpyaHOro AaBreHus Npu NpoBeAeHUN UCKYCCTBEHHOW BeHTunsauum nerknx (MBI) [2]. N3BecTHO, Hanpumep, 4To Yy
40% He[OHOLLEHHbIX recTalMoHHoro Bo3pacTta meHee 30 Hegenb Ha VIBJT oTmedaeTcsa Al B nepBblie 24 yaca XXU3Hu
[8]. Y HeOHOLLIEHHbIX HOBOPOXAEHHbBIX OTMeYaeTcsi 6onee MeaneHHOe CHUXEHME COCYANCTOro CONPOTUBNEHNS B
Marnom Kpyre kpoBoobpalleHus, a, cnefoBaTenbHo, U 6onee MeaneHHoe yBenuyeHme cepaeyvHoro Bbibpoca, npu-
YMHA OKOH4YaTerbHO He YCTaHOBMEHA, TEM HE MeHee, OOHO 13 BEPOSATHbIX OOBbACHEHUI Takoro heHoMeHa — 3TO
He3penocTb cocyancToro pycna [9]. PacnpocTpaHeHHOCTb runoTeH3nn y HoBopoxaeHHbix ¢ OHMT coctaBnsieT 20%
(Dasgupta SJ, 2003), c QHMT - ot 20% £o 45% (Al-Aveel |, 2001; Fernandez EF, 2005). PacnpocTtpaHeHHocTb Al y
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HOBOPOXEHHbIX C CENCUCOM HE3aBUCMMO OT recTalMoHHOro Bo3pacta coctasnset 38 —69% (Wynn JL, 2010). Knu-
HUYecKme NPosIBIIeHNs JaHHOro COCTOAHMSA pa3Ho0o0OpasHbl: OT NPaKTUYeCKN 6€CCUMNTOMHOIO TEHYEHNS [0 KITMHUKN
woka. Mo cytun, Al nexuT B oCHOBE nonuMopraHHon HegoctatoyHocTu [10]. ApTepuanbHas runoToHUSA 1, CBA3aHHasA ¢
HeW, CHUXeHHas LepebpanbHas nepdy3nsi Ha PoHe HapyLLEHHON ayTOPErynsALny MO3roBoro KpOBOTOKa NPUBOASIT K
uepebpanbHON NLLEMUM, MOPaXKEHMIO BELLIECTBA FONTOBHOIO MO3ra U pa3BUTUI0 NEPUBEHTPUKYNISPHON NENKOMansiLun.
Psn aBTOpOB CBA3bLIBAKOT pa3BUTME TSXKENMbIX BHY TPYXKENYA0YKOBbLIX KDOBOU3IUSAHWIA C apTepuanbHO M’MnoToOHNER
B nepBble Yackl ku3Hu. OnncaHHble 3aboneBaHns SBNATCA Hanbonee YacTon NPUYNHOW TAXKENOW UHBANMAHOCTH
[1,3,6]. ApTepuarnbHas TMNOTOHUS U TMnonepdy3nsa opraHoB BeAET He TOMbKO K TAXKenenwmnm HeBponormyeckum no-
CNeACTBUSIM, HO M K TaKMM rPO3HbIM OCINOXHEHWSAM, KaK HEKPOTU3MPYIOLLUIA QHTEPOKONNT, BpOHXONeroyHas gucnnasms
(BJ1A), HapyLeHne dyHKLMM NoYeK BNIOTb A0 ULLIEMUYECKON HedponaTUn 1 pasBnTMS NOYEYHON HEJOCTAaTOYHOCTH,
YTO 3HAYUTENBHO YBENMYMBAET NPOAOIIKUTENBHOCTb NPebbiBaHNA HOBOPOXAEHHbIX B OTAENEHUN peaHuManmmn
yBenuynBaeT 3aTpaTthbl Ha NneveHne, a Hepeako MOXeT OblTb MPUYNHONM NneTansHoro ncxopa. Mo gaHHeiM Centers
for Disease Control and Prevention (CDC) B CLLUA (2009) poxaanocb okono 550 TbiC. HEAOHOLLEHHbIX B FOA, UK
Kaxabl BocbMol pebeHok. CTOMMOCTb NeYeHUs OAHOr0 HEAOHOLLEHHOrO NPeBbILAeT TakoBYH Y JOHOLLIEHHOrO
B 10 pas. Pacxoabl Ha 04HOro HeAOHOLWeEHHOro maccon meHee 800 rpamMm AOCTUralOT B TedeHue ogHoro roga 1,2
MITH gonnapoB. ExerogHble 3atpatbl 3koHOMUKM CLUA Ha HeJOHOLIEHHbIX HOBOPOXAEHHbIX COCTaBMST 26 MnpAa
ponnapos. Taknm o6pa3om, HECMOTPA Ha GonbLIOe KONMMYECTBO UCCef0BaHNIA, MOCBSALLEHHbIX NOCNEACTBUAM U
MeToAam fiedeHus apTepuanbHOW TMMNOTOHUN, A0 HACTOSLLEro BpeMEHN OTCYTCTBYET CTaH4apTHOE onpeaeneHne
[AaHHOr0 COCTOSAHMSA, OTCYTCTBYET ONpeAeneHne HUXKHEWN rpaHuLbl, Mopora, apTepuarnbHOro AaBreHns npyM KOTOPOM
HeobxoanMo HaymHaTb nevyeHue. Becbma pa3HoobpasHbl NOAXOAbI K ANArHOCTHKE U Tepanumn apTepranbHON rmno-
TOHUWN Y HOBOPOXAEHHBIX B PA3NUYHbIX KITMHWKaxX Mypa.

Llenblo gaHHOro nccneaoBaHusa ABUIOCh n3yveHne hakToOpoB puUcKa pasBUTUS apTepuanbHON TMNOTOHUMK Y
HOBOpPOXAeHHbIX MNepuHatanbHoro ueHTpa Ne1 r.Cemelt n npegnoxeHme NnpounakTMYecKknx MeponpusTun.

3apaum uccnegoBaHus:

BbISsBUTb OCHOBHbIE (hakTopbl prcka (hopMMpOBaHNs apTepuanbHON TMNOTOHUM B NEPUOA HOBOPOXAEHHOCTH.

lMpoaHanuanpoBaTb AaHHble aHaMHe3a, KNMHUYECKNE AaHHble MPeACTaBNeHHOW MeANLNHCKOM OKYMEeHTaLum
Yy HOBOPOXAEHHbIX C apTepunarnbHON TMNOTOHUEN.

MaTepumanbl 1 meToabl uccnegoBaHus. [ina nposeaeHNs faHHOM paboTbl HAMU NPOBEAEHO PETPOCMNEKTUBHOE
nccnegoBaHne MegULMHCKUX KapT CTauMoHapHbIX 60MNbHbIX, UICTOPUW Pa3BUTUS HOBOPOXAEHHbIX, MPOTOKOSbI MaTo-
NoroaHaTOMUYECKUX BCKPbITUI, OBMEHHbIX KapT 6epeMeHHbIX 1 nctopumn pofos 3a 2016roa. YueTy u peructpaumm
noanexanu HOBOPOXAEHHbIE C apTepuarnbHOW TMNOTOHMEN BHE 3aBMCMMOCTM OT reCTalMOHHOro BO3pacTa 1 Macchl
Tena, KpUMTEPUAMN UCKITIOYEHUSA NOCNYXWUIW AeTU C BPOXAEHHBIMW NOPOKaMy pa3BMTUS U C KOMMIIEKCOM NMPOTUBO-
LLoKoBON Tepanun. KnnHnyeckoe nccnegoBaHne npoBoANIOCh Ha OCHOBaHUM 3anncen B UCTopumn 60nesHn 1 nucTos
HabnogeHun 3a nayneHTamu. [laHHble 0 BpeMeHn 1 06beMe Ha3Ha4YeHW eKapCTBEHHbIX MpenapaToB NonyYeHbl U3
NMCTOB Ha3Ha4YeHUn ncTopmmn 6onesHn HoOBOPOXAEHHOrO. [1ns OLEeHKN aHTe- MHTpaHaTanbHOro NepnoaoB pas3BUTUs
NnoAoB aHanM3npoBarnucb COCTOAHME 300POBbS, TeYeHne 6GepeMeHHOCTN N poAoB MX MaTepen. [ina obpaboTku
pes3ynbTaTtoB NPMMEHSANUCh O6LEenpuHATLIE MeToAbl rpaddU4eCcKoro aHanuaa cTaHgapTU30BaHHbIX BEMMYMH, ONu-
caTernbHOW 1 NapameTpUYeckon CTaTUCTUKK, IMHEVHON perpeccumn n koppensumm B nakete nporpamm Epilnfo 7.0.

Pe3ynbTtaTthl uccnepoBaHmA. CornacHo CTaTUCTUYECKMM OTHETHBLIM JaHHbBIM, KONMMYECTBO AETEN, POXAEHHbIX
6onbHbIMM 1 3aboneBlunx 3a 2016r B MepuHaTansHoMm ueHTpe Ne1 r.Cemen coctasuno 23,3% (811cnyyaes), 13
HUX B 5%(41cnyyvasx) gmarHoctupoBanach v NPoBOAMMAck Tepanus aptepuansHon runotoHnm. OCHoBHas YacTb
aeten-ymepuume, B 3-X cnyyasax otmedancs 6naronpuatHbin ucxod. CTonb BbICOKMI NPOLUEHT perncTpaunn Al
cpean ymepLumx Aeten NoCnyun OCHOBHOW NPUYNHOW Halwero nccrnegosaHus. He 6e3biaBecteH TOT hakT, 4To y
HOBOPOXAEHHbIX KMOYeBbIM (PakTOPOM pa3BUTUS apTepunanbHON rMNOTOHMM SBMSETCH HEe3PEenoCcTb MeXaHM3mMoB
cocyamucTon ayToperynsaunm, Tak B HaleM HabniogeHnn Hanbonee oTY4eTNMBO NPOABNALWAACSA Y HEAOHOLLIEHHbIX
neten -87%: ¢ rectaynmoHHbIM cpokoM meHee 30 Heaenb cocTaBuno 63%, cootTBeTcTBeHHO 6onee 30 Heaenb-37%,
npu cpoke rectaumm ot 34-36Heaenb- B UCCNeayeMon rpynne aptTepnansHON rmnoToHMM He oTMeYanock. CpeaHas
mMacca Tena coctaBuna 1374r, cpegHuii poct-40,2cm, rectaumoHHbin Bo3pacT-30,1 Hegend. Takum ob6pasom, apTte-
puansHas rMnoToHMSA JOBOMIBHO YaCTO PerncTpupyeTcs y 60MnbHbIX HEJOHOLEHHbIX HOBOPOXAEHHbIX. CTpykTypa
3aboneBaemocTn npeacTaBneHa cneaytowmm obpasom: 31%-HeoHaTanbHble MHEBMOHUU, 26%-HeoHaTanbHbIN
cencuc, 24%-POC, 12%-acdukcus HoBopoxaeHHbIX. B nccnegosanum Corredo ¢ coaBTopamu He 6bI1No BbISIBIEHO
aHTeHaTarnbHbIX aKTOPOB pYCKa pa3BUTUS apTepuarnbHON TMNOTOHWUW, HO NOCNE POXAEHNS (hakTOPOM pucKa iBUNach
oueHka no wkane Anrap meHee 3 6annos Ha 1 muHyTe (Corrdero L., 2002). Tak, B HaleM nccnegosaHum bonbLuen
YacTu paccMaTpyBaeMblX HOBOPOXAEHHbIX MPOBOAUNNCE peaHMMaLnoHHble MeponpusTum, B 19% notpebosanock
npoBefeHNe HEMPSIMOro Maccaxa cepaua, B 1 cnyvyae-BBefeHUe agpeHarnuHa, B 2-X clyyasix peaHnMaunoHHble
mMeponpuaTus He nposoaunucb. OueHka Anrap Ha 1 MuHyTe 16ann BeicTaBneH 9%, 26anna-29%, 36anna-14%,
46anna-19% HoBopOXAeHHbIM. [bixaTenbHble HapyleHus (BTsbkeHue noapebepuid, pasgyBaHWe KpbiibeB HOca
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n T.4.) n noTpebHocTb B VIBJ1 oTMeYanucb y HOBOPOXAEHHbIX NpW apTepuarnbHoi rmnoToHnn. Mapametpebl UBJT B
ndy4aemon rpynne 6binmn 6onee xectkumu. B 100% HoBopoxaeHHbIM noTpeboBanack VIBJ1 ¢ camoro poxaeHus, B
82%-npoBogunacb cypdakTaHT-3aMmecTuTenbHas Tepanus, B 14%-2 kypca, B 5%-3kypca, B 60% oTmeyanack Bbi-
cokas kucnopopgo3sasucumocTb (FiO-6onee 40%). B 24% cnyyaeB, CHWXeHMe apTepuanbHOro AaBrneHus oTmeva-
N0oCb C CaMOoro poXaeHus. To NO3BONSET BbiCKa3aTb NPEANONOXEeHUE, YTO CHUXEHNE apTepmnanbHOro AaBneHnst
B NepBble Yachl MOCNe POXAEHUA MOXET HOCUTb BTOPUYHbIA XapaKTep K pecnupaTopHbiM npobrnemam. Kpome Toro,
Ha OCHOBaHWW MONYYEHHbIX AaHHbIX COOTBETCTBEHHO MOXHO MoraraTb, YTO aHTeHaTanbHoe BBeAEHNE KOPTUKO-
cTepouaoB c uenbko npodunaktukn POC MoxeT cHuXaTb 4acToTy apTepuarnbHOW TMNOTOHWUM Y HEAOHOLLIEHHbIX
HOBOPOX/EHHbIX. B CBA3U C 3TUM HOpManu3auusa pecnnpaTtopHOro ctaTyca ABrseTcs OOHUM M3 BaXKHbIX (DaKTOPOB
Tepanuu apTepmanbHON M’MNOTOHMK, C KOTOPOro crefyeT HauMHaTh neyveHne. AHanm3 KNMHUKO-aHaMHEeCTUYECKUX
OaHHbIX MoKasarn, YTo y BCex eTen MaTepy MUMEenm OTSroLLEHHbIV aKyLLIEPCKO-TMHEKONornyecknn aHamHes. CpegHnia
BO3pacT XeHLMH cocTaBun 28,2 roga. Npn aHanu3e aHTeHaTanbHbIX (DAKTOPOB, BMMSIOLWMX Ha pas3BuTue apTe-
pvanbHON r’MNOTOHMMN Y HOBOPOXAEHHbIX ObINy NONy4YeHbl JaHHble 0 YacToTe pa3Butus Al y feTel, poAMBLUMXCH
nyTem onepauuun kecapeBa cevyeHus, 4To coctaBuno 56%. [leTu, poamBLunecsa nyTeM KecapeBa CeYeHunsi, KOTopoe
ObIfT0 NPOBEAEHO B CBA3U C cTpagaHmeM nnona-48%, npeaknamncum-21%, npeanexanue nnaueHTtbl-12%, xopuo-
aMHUOHNT-9% cnyyaeB. KnvHn4eckne NnposiBneHns apTepuanbHOW rTMNOTOHMU SBMAIOTCA O4eHb CYyOBEKTMBHBIMY U
marno crneuunduyeckumm. MNpu aHannse 0CNOXHEHWI U JaHHBIM NATONOroaHaTOMUYECKUX 3aKITFOYEHUN BIACHUOCh,
4YTO Y HOBOPOXAEHHbIX, NnepeHecunx Al pernctpupoBanuck Tsxenble BXK-24%, MBJ1-9,7% v BJ10-9,7%. B Bblwe
YNOMSAHYTbIX NPOBEAEHHbIX UCCIIeA0BaHUAX Takxe npegnonaranack ceasb mexay MNBJ1, BJ10 n BXXK taxenon cte-
neHu. AptepuanbHoe AaBrneHne 3aBUCUT He TOMbKO OT reCTauuMoHHOro Bo3pacTa nauueHTa, Ho, B 3HaUYNTENbHOW
cTeneHu, OT MoCTHaTanbHOro Bo3pacTta. B 86% cnyyaeB apTepuarnbHas rmnoTOHMSI OTMeYarnach B MOCTHaTalIbHOM
nepuone, Tak NepBUYHOE CHWKEHWE apTepuanbHOro AaBreHns perucTpuposanock B cpegHem 3a 30,7 yacoB o
cmepTu. B nayyaemon rpynne HOBOPOXAEHHbIX Tepanus apTepuanbHON rMNoTOHUM NPOBOAMUIIACE B COOTBETCTBUMU
C KnuHn4ecknumm npotokonamm M3 PK, ncnonb3oBanvcb npenapaTbl NEPBON JIMHUUN C MOCTEMNEHHBbIM YBESNTMYEHNEM
TUTpyemon Ao3bl 4% pacteBopa flonamuHa, B 2-x cnyyasax npuMeHanuch npenapaTtsbl 2-01M NnHWK. 1o AaHHbIM naTo-
noroaHaTOMMYECKMX BCKPbITUN HOBOPOXXAEHHbIX, Pa3BMBLUMX apTepuarbHy rmnoToHuIo, auarHo3 «Cencucy B 34%
clnyyaeB No3BONSAET NOATBEPANTL 3HAUNTENBHYIO POJSb MHPEKLIMOHHOTO NpoLiecca Kak pakTopa, CnocobCTBYOLLETO
pas3BUTUIO apTepmnarnbHON rMNOTOHUU. Ha BTOPOM mMecTe gmarHo3 «BHyTpuyTpobHble MHEBMOHUNY» -26,8%, TpeTbe
mecTo «PecnmpaTopHbI guctpecc cuHapom» -14%.

BbiBOoAbI.

Y HOBOPOXAEHHbIX KIMOYEBbIM (DAaKTOPOM Pa3BUTUSA apTepuanbHOM MMNOTOHUN SABNSETCS HE3PENOCTb Mexa-
HM3MOB COCYAMUCTON ayToperynaumm, Hanbonee oTY4ETNINBO NPOSBNASAOLAACA Y HEAOHOLWEHHbIX AeTeln. CHMKeHne
apTepuanbHOro AaBreHus U NopaxeHue rofioBHOro Mo3ra BCTpevaeTcs TeM yalle, YeM MeHbLUe reCcTauMOHHbIN
BO3pacT nauueHTa.

Hopmanusauusa pecnupaTtopHOro cratyca sBNseTCst OQHUM M3 BaXKHbIX (DAKTOPOB Tepanuu apTepuanbHOn
rMNOTOHUK, C KOTOPOro CneayeT HaunHaTb NeyveHme.

ApTepuarnbHasa runoTOHUSA NOYTK BCerga NnpucyTCTBYET NpU COCTOSHUAX, TpebyroLmnx npoBeaeHnst peaHuma-
LMOHHBLIX MEPOMNPUSTUN Y UHTEHCUBHOWN Tepanuu.

B nocTHaTanbHOM Bo3pacTe 3HaunTeNbHa pPonb MHAEKLMOHHOIO NpoLecca Kak OCHOBHOro paktopa, cnocob-
CTBYIOLLIErO Pa3BUTUIO apTepuarnbHON MMNOTOHUN.

HapyLueHunsa remognHamukm NnpuBoaaT K yBENUYEHUIO YaCTOThbl Pa3BUTUS TAKUX MHBANUAN3NPYIOLLMX COCTOSTHUN,
KaK BHy TPMKenygo4vkoBble KpoBouanuaHus l1-1V ctenexmn, nepMBeHTPUKYNsSipHON NenkoMansumm n 6poHxonéroyHas
aucnnasus.

Cnucok nutepaTypbl:

1. Merciera C. E., Dunnd M. S., Ferrellic K. R., Howardb D. B., Solla R. F. and the Vermont Oxford Network ELBW
Infant. Follow-Up Study Group. Neurodevelopmental outcome of extremely low birth weight infants from the Ver-
mont Oxford Network: 1998-2003 // Neonatology. 2010. Vol. 97. P. 329-338.

2. Fanaroff JM, Wilson-Costello DE, Newman NS, Montpetite MM, Fanaroff AA. Treated hypotension is associated
with neonatal morbidity and hearing loss in extremely low birth weight infants. Pediatrics. 2006; 117(4):1131-1135.

3. WeaHoBa A.B., Tonomnaos A.B., BeccoHoBa O.B., YepHbix A.A., Tpuropses E.B. «MOHWTOPUHI reMoanHaMuKku
C NPMMEHEHNEM YrNbTPa3BYKOBbIX METOAOB Y HOBOPOXAEHHbBIX B KPUTUYECKOM COCTOSHUM», Cnbupckun
MeaunumnHCKnn xypHan (UpkyTck), 2015, Ne 4— 2015, ctp. 37-40.

4. TapakaHosa T.[., Kosbipesa T.b. SKI-napameTpbl 1 COCTOAHWME reMOANHAMUKN Y HEAOHOLLEHHbBIX HOBOPOXAEHHbIX
C pa3nunyHbIM CPOKOM rectauum // dyHaameHTanbHble nccnegosanus. 2012. — Ne8. — C.435-439.

5. Goldstein RF, Thompson RJ, Oehler JM,et al. Influence of acidosis, hypoxemia, and hypotension on neurodevel-
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opmental out comein very low birth weight infants. Low JA, Froese AB, Galbraith RS, Smith JT, Sauerbrei EE,
Derrick EJ. The association between preterm newborn hypotension, hypoxemia, and outcome during the firstyear.
Acta Paediatr. 1993;82(5):433-437

6. CytynuHa M., KonecHukoBa H.b. «®akTopbl prcka pa3BUTUA MaCCUBHbIX NEPU- U MHTPABEHTPUKYISAPHbBIX
KpPOBOU3NUSAHUM B HEOHOLLEHHbIX HOBOPOXAEHHbIX», MaTepuansl koHdepeHuum, Ne7(8) 2001.

7. Laughon M, Bose C, Allred E, et al; ELGAN Study Investigators. Factors associated with treatment for hypotension
in extremely low gestational age newborns during the first postnatal week. Pediatrics.2007; 119(2):273-280.

8. Batton B, Batton D, Riggs T. Blood pressureduring the first 7 days in premature infants born at postmenstrual age
23 to 25weeks. Am J Perinatol. 2007;24(2):107-115.

9. Dempsey EM, Barrington KJ. Treating hypotension in the preterm infant: when and with what: a critical and sys-
tematic review. J Perinatol 2007; 27(8):469—478.

10. Anekcangposud KO.C., Hypmaramb6etoBa B.K., MweHuncHoB K.B. CnHapom nonnopraHHon HegoCTaTOUYHOCTM Y
HOBOPOXAEHHbIX // AHecTe3unonorusi u peaHnmatonorus. — 2008. — Ne 1.— C.11-14.

BO3PACTHBIE U CTPYKTYPHBIE OCOBEHHOCTH YEPEITHO-
MO3I'OBBIX TPABM ¥ JIETEA MABJIOJJAPCKOI'O PETHOHA

AprbiHoB K.B.
Masnogapckui dounuan lfocygapcteeHHoro MeguumHckoro YHusepcuteta r. Cemen.

AKTyanbHoOCTb. YepenHo-mo3rosas TpaBma y AeTen 3aHMMaeT O4HO M3 NepBblX MECT MO YacToTe Cpeaun BCex
TpaBM, OAHOBPEMEHHO OCTaBasACb NPUYMHON MHBANUAHOCTM U neTansHocTu [1]. B cTpykType cmepTHOCTM AeTen
(no gaHHbIM ApTapsiH 1 Ap.) BeAyLlee MecTo 3aHMMaloT HecHacTHbIE ClyYan, CpeAmn KOTOPbIX YEPENHO — MO3roBble
TpaBmbl coctaBnaAwT 35 — 56,9% n y 10% peten 9Bna0TCA OCHOBHON NPUYMHON cMmepTHocTH [1,6,7]. o gaHHbIM
poccuickmx asTopos (C.1O. BerHnep, B.W. NapbkuH, 2010 r.) netanbHocTb oT Tsxxkenon UMT B meranonucax gocturaet
00 40%. YMT valye BcTpeyaeTcs y Manb4mkos [5].

Tsxenasi yepenHo-Mo3roBasi TpaBMa, OTMeYaeTCsl TEM, YTO CONpPOBOXAaeTcsl 6orbLLe OTEKOM FOfIOBHOTO MO3ra
N BOLHO-3MEKTPONUTHBIMU HApPYLLEHUSIMUY, YaLle runepHatpuemuen [3].

Bce BbilwenepeyncneHHoe obycnosnmeatoT Npobnemy TsSxenown YyepenHo-mMo3roBol TpaBMbl B pa3psig npu-
OPUTETHbIX.

Lenb uccnepoBaHus. Liensio nccrnegoBaHunsi 6610 n3yyeHne BO3pacTHbIX U CTPYKTYPHbIX OCOBEHHOCTEeN,
MPUYUH U TAXKECTU YepernHo-mMOo3roBomn TpasMbl y AeTew [NaBnogapcKkoro permoHa, onpeaenntb 4acToTy netanbHbIX
NCXO[0B M BO3MOXHOCTM NPOrHO3a.

MaTtepuansl u meToabl uccnepoBaHua. M3 3040 rocnMtannanpoBaHHbIX JETEN C YePEnHO-MO3roBon TpPaBMon
6b1nn oTobpaHbl 97 nctopun 6onesHew getein. bonbHble 66K B Bo3pacTe oT 0 4o 18 neT, rocnutanusnMpoBaHHbIe B
OTAEereHne peaHumaL M u MHTEHCKMBHOM Tepanuu MaBnoaapckon o6nacTHom aeTckon 6onbHULbl 3a 2011 — 2017 roabi.

[HeTn Obinu yCNoBHO pasaeneHbl Ha rpynnbl: MO Moy U BO3pacTy, ce30HHOCTH nony4veHns UMT, dopmbl UMT.
Bbluncnanucee YactoTa netanbHbix cnyyaes oT UMT, otaenbHble hakTopbl NpMBEALLME K NTeTanbHOCTY.

HeTsim npoBoaununce HeBpornornyeckme obcnepgoanus (100%), peHtreHorpadus yepena (100%), amarHoctuye-
ckas cnvHHomo3sroBas nyHkums (4,1%), HerpocoHorpadus (18,5%), komnbtoTepHasa Tomorpadus (84,5%), marHMTHO
— pe3oHaHcHas Tomorpadus (22,6%).

Pe3ynbTaThl uccnegoBaHus. Pacnpeaenexve no nony v Bo3pacTty npeacTaBneHs B Tabnuue 1.

Tabnuya 1. YoenbHbili gec YMT y demeli o nosny u eo3pacmy.

BospacTt Manbuunku [eBouyku Bcero
Ab6c. Yucno % AbGcC. uncno % Abc. Yucno %
Ho 1ropa 7 12,6 5 12,3 12 12,4
1-3ropa 12 21,4 6 14,6 18 18,5
4 -7 net 13 23,2 15 36,6 28 28,8
8 — 11 ner 24 42,8 15 36,5 39 40,3
Bcero 56 100 41 100 97 100
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W3 npeactaBneHHo Tabnuubl cnegyeT, Y4To cpean aAeten noctynmslimx B OAPUT npeobnaganu manb4ymku - 56,
neBoyku — 41, To ecTb MeHble B 1,3 pasa.
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PucyHOK 1. Yacmoma 4epernHo-mo3208biX mpasm y demeli no g8o3pacmamM 8 3agucumMocmu om Mmecma
ux I'I,DOUCXO)KaeHLIFI

B rpynne peten go roga (puc. 1) npyynHamun TpaBMbl AeTel SABNANUCh: nageHne pebeHka ¢ HeBGOoMbLUON Bbl-
COTbl — C Kpecen, ANBaHOB, KpoBaTel, NMbo nageHne Ha pebeHka TsKenbiX NPeAMeTOB, U3-3a HEOCTOPOXHOCTU
n gemumTa BHUMaHKA Y B3pOCHbiX. Takke MMenu MecTo ClyYau XecToKoro obpalleHuns ¢ 4eTbMU, COYETaHHOro
3aTeM MOonbITKaMU CKPbITb CBEPLUMBLUMACA (haKT HACUIMUS.

B rpynne geteit 1 - 3 neT Takxke npeobnagana ObiToBas TpaBMa, HO 3TOMY YyXe Yalle «crnocobcTBoBan» cam
pebeHokK, NpuyYaBLUNCb XOOAUTb, 3ane3aTtb Ha CTOJ, NOAOKOHHMKKU. B aTol rpynne TpaBm Obinu AETH C TSXKENbIMU
«BbICOTHBIMWY» TPaBMaMu, U3-3a NageHUs N3 OKOH 3TaxkHbIX JOMOB. [1pnyunHa, Kak 1 B camoi MnagLuen rpynne, 31o
61110 00ycnoBneHa oTCyTCTBMEM [OIKHOIO BHUMAHUSA U KOHTPOISA CO CTOPOHbI poauTENEN.

B rpynne ot 4 go 7 net yxxe npeobnagan ynuyHbli TpaBMaTtuam. Yacto npoBoas 6onblue BpeMeHu Ha ynuue,
npefocTaBreHHble camu cebe AeTu nonagany B 30HY ONAacHOCTW, He 3Hasi NpaBuIT LOPOXHOIO ABUXEHUS, nepe-
Geranu ynuuy 4acTo B HEMOJIOXEHHOM MECTE.

Y peten cTapliero Bo3pacTa (8-18 neT) 4epenHo-mo3roBble TpaBMbl O6binv 06ycnoBneHsl B ocHoBHoM ¢ AT,
BbiCOKMIA NPOLIEHT TpaBMaTM3Ma B JaHHOW rpynne Obin cBA3aH C CaMOCTOATENbHbIM NEPeaBMXEHNEM OeTel Co-
YeTaBLUMECS HapyLUeHUeM npasun 6e30nacHOCTM Ha ynuLue.
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PucyHok 2. Hacmoma 4yepernHo-mMo03208bIX mpasm y 0emeli no Mmecsiyam 200a.
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M3 prcyHKa 2 BUAHO, Y4TO MWK YacTOTbl YepeMNHO-MO3roBbIX TPABM NPUXOAUTCS Ha KOHeL, eTa U Hadyarno OCeHU.

CnepyeTt OTMETUTb, YTO Cly4YaeB YEPENHO-MO3roBOM TpaBMbl y AeTel B LWKone He Obino. OTo MOXeT cBuae-
TenbCTBOBaTb KOCBEHHO O co3aHny 6e3onacHoin ob6CTaHOBKM AETSIM HA NepeEMeEHax MexXay ypokamu, a Takxke Ha
ypokax o1M3ny4eckomn KynbTypbl.

OdnarHocTnyeckune KpuTepmm NOCTYNUBLUUX AETEN C TSKenon YepenHo-mo3rosor Tpasmor B OAPUT. YpoBeHb
CO3HaHUA NOCTYMUBLUMX AEeTeln OLeHMBancsa no AeTCKon wkane koM Mmasro. B cooTBeTCTBMM NO HEN oOueHMBanu
TSXXECTb COCTOSHMSA U onpejensanack TakTvka neyveHns (nepesop Ha VIBJ1, oerngpartaumoHHble mepsbl, npegonepa-
LMOHHasi NoAroToBKa 1 Ap.).

Lkana kom MMasro
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ficHoe (15 YmepeHHoe nybokoe Conop (9-10  YmepeHHaa [nyboKas Koma
6anos) ornyweHue ornyweHue 6annos) Koma 1(6-8  (4-5 6annos)
(13-14 6annos.) (11-12 6annos) 6annos)
PucyHok 3. YposeHb co3HaHusi 0emel ¢ msxenold YMT nocmynuswux e OAPUT

Cpepnu Bcex rocnutanmanpoBaHHbix B OAPUT getew nsonnpoBaHHasg Tsxkenas YMT 6binay 72% noctpagaBLum,
B COMEeTaHumn ¢ Apyrumu Tpasmamu y 28%. [lons coyeTaHHbIX TpaBM Obina BbICOKOW y AeTel NoNy4YmMBLUNX TPaBMy B
pesynbtate OTI. B aTon rpynne geten ¢ codeTaHHbIMU TpaBMmamu, Tsxxenasa YUMT coyeTanack ¢ remopparmyeckmm
UM TPaBMaTUYECKMM LLUOKOM.

MHTeHcuBHaa Tepanus Tshkenblix UMT Bkntovana B cebs OCHOBHble MeTOAbl, Takue Kak: gervaparaunoHas
Tepanusi, UHPY3MoHHasA Tepanus No NokasaHusiM, NPU HEOOXOAMMOCTH 3HTepanbHOe NMTaHne, reMocTaTmyeckas,
aHTubakTepmnanbHasi Tepanus, aHanbreaus, Npu oueHKe no wkane koM [Mmasro meHbLue 10 6annoB, CpOYHbIN NepeBos,
Ha MBJ1, c Heobxoaumon agantaumen n Myopenakcaumen, a Takke nokanbHas runotepmus. Hapsagy ¢ KoHcepBa-
TMBHBIMW MeToA4amu, No NoKa3aHUsIM HENPOXMPYPrMYeckue onepavum.

3a nepuog c 2011 no 2017 rogsl B ctaunoHape u3 3040 rocnutanuanpoBaHHbix ¢ YMT ymepro 12 nauneHToB
(0,39%). Mpwu Tsxkenon YMT netanbHoOCTb cocTtaBuna 12,3%. MNpuynHammn netanbHOCTY ObINW TsKEmNble coYeTaH-
Hble TPaBMbl C MOBPEXAEHUEM BHYTPEHHUX OpraHoB n cuctem (3), Tsxkenbie UMT ¢ MaccuBHbIM KpOBOMOTEPAMU
N LWOKOM (3), TSXKenbIMK Cry4yasiMu oTeka rofloBHOro Mo3sra (2), HapyLueHMAMU BOAHO-3NEeKTPONUTHOro 6anaHca ¢
runepHatpvemmen (4), YMT c paamo3xeHneM rorioBHOro Moasra (1), HeJooLeHKa TSXXeCTM COCTOSIHUA U HeaeKBaTHO
oKasaHHas nepBUYHas MeanUMHCKasi MOMOLLb Ha JorocnuTaneHom aTtane (2).

BbIBOIbl.

1.3a 2011 —-2017 rogbl B [laBnogapckon 06ractv YepenHo — MO3roByo TPaBMy Pa3fiMYHOM TSXKECTU NOMNyYnnn
3040 geten. Tsxkenble UMT 6binv obycnoBneHsl B pesdynerate ATM. UMT manbumku 1,3 pasa 4alie nonyyatort, Yem
[eBOYKM. JleTanbHOCTb Npu TsKenow coctasuna 12,3%, 4To B LLeNTOM MEHbLLIE NPOaHanM3npoBaHHbIX MUTepaTypHbIX
[aHHbIX.

2. YnydweHune pesynbraToB nevyeHns YMT MOXHO OOMTLCA YeTKMM cOBnoAeHneM NpaBui «3010TOro Yacay.
OT10: KBanMdMUMpOBaHHas nepBas NOMOLLb; CKopelllasa TpaHCNOpPTUPOBKa pebeHka B cTauMoHap; MHTEHCUBHas
Tepanus Txeno UMT peaHumMaTonorom, TpaBmMaTonoroM, XMpypromM, HEBPOJIOrom, 3HAOKPUHOMOTOM;

3. CpoyHas Helpoxupyprudeckas onepauus, npu Heo6xogMMOCTMH.

4. lNMpn HapacTaHUM FUMOKCUKN, HapyLLeHUN BHeLIHero AbixaHus, nepesof Ha VBJI. Foe nokasaHuem k VBIJI
SIBNAETCHA YPOBEHb CO3HAHMA MO WKane kom [Mmasro meHee 10 6annos.. [ernapartaumoHHas Tepanvs SOJKHaA Npo-
BOAUTbLCA Nog vYeTkuM koHTponem KLLUC 1 anekTponuTHOro coctasa.
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5. TwartenbHoe cobniogeHre n obecneyeHne BbiLLENEPEYNCTIEHHBIX Mep  (C AONOMHEHWEM AermapaTaLnoH-
HOW, reMoCTaTU4eCKOM, U aHTUBMOTUKOB MO NOKa3aHNAM) MO3BONMNIO AOOUTLCA CHUXEHWNE NEeTarnbHbIX Clly4YaeB OT
YMT po 0,39%, a Takxke co3gaTtb Npefnocbinky Ang peabunuraumum, 4oNne4YnmBaHms n yMeHbLlUIEeHUe MHBANUOHOCTU.

Cnucok nuTteparypbl:

1. Oetckas Henpoxupyprus / fopensiwea C.K. / Mocksa, 2016 . — 256 cTp.

2. TMonutpasma / Mymuep ®.C., domuH MN.4. / Knes, 2013 r. — 736 cTp.

3. BopaHo-anekTponuTHble HapyleHus B HeripopeaHumauun / CasuH A.W., Topsayes A.C. / Mocksa, 2017 r. — 330
cTp.

4. HeoTnoxHasi noMOLb 1 MHTEHCUBHaA Tepanus B neguatpum / Nlasapes B.B. / Mocksa 2014, 566 cTp.

5. C.1O. BerHep, B./. JlapbkuH. Omckuin HayuHbIi BecTHUMK Ne1 (94) 2010 r.

6. VY.E. AcunbekoB Hewnpoxupyprus n Hesponorus KazaxctaHa Ne1 (26), 2012 .

7. AptapsaHA.A., Bpoackuii HO.C., NuxtepmaHt J1.6. n ap. KnuHuyeckas knaccudumkaums YepenHo-Mo3roBoi TpaBMbl

y aeten — M: 1992 r. — cTp. 50-67

TAKTHUKA BEJEHUSA JETEW C ®EBPUJIBHBIMHU CYJOPOTAMHU

AxaHoBa A.A., banrasueBa J1.B., Xonu A.X., OxakcbibaeBa A.X.
MenouuunHcknin yHusepcuteT AcTaHa, rr’AcTaHa
lopoackas getckas bonbHMua Ne2, r.ActaHa

AkTyanbHocTb. PebpunbHble Cyqoporn — 3To YacThle NapoKcM3MarnbHble COCTOSIHUS y eTel B BO3pacTe OT 6
MecsaueB 0 5 neT, BO3HUKAOLLME NPU NOBbILLEHWM TEMMNEPATYpPbI, HE CBA3aHHON HelipouHdekuunen. MccnegosaHus
hebpurnbHbIX cyaopor obycrnoBneHbl, BO-nepBbix, ebpunbHbie NPUCTYNbI reHepUpyTCsa Nnxopaakon. Bo BTopbIx,
3NMAEMUONOrMYECKNE NCCEeL0BaHNS NOKa3bIBaKOT, YTO ANUTENbHbIE PEOPUNBHBbIE NPUCTYMbI B NOCNEAYOLWLEM pas-
BMBAIOT BUCOYHYIO 3NUIENCUI0, aNunenTuyeckne aHuedanonatum.

Llenb aToro uccnegoBaHus:

1) BbISIBUTb HAckonbko hebpunbHbIe MPUCTYMbl ONAacHbl U CTaHOBATCS Ae6H0TOM anunencuy;

2) oueHUTb pUCK peunausa pebpunbHbIX NPUCTYMOB;

3) onpegenuTb ecTb N NokasaHusa aAns nposeaeHns A3 nNpu BNepBble BO3HUKLLUX hebpunbHbIX Cyaoporax.

MaTtepuansbi u meToAbl:

MpoBeneH peTpocnekTuBHbIA aHanu3 1110 MeguUUHCKUX KapT CcTauMoHapHbIX GOMbHBIX, HAXOAMBLUMXCS Ha
rocnutanusaunn B otgeneHun Hesponorun « MOKB r.Actanel B nepuoa 01.01.2017-31.12.2017, nocTynuBLUMX B
3KCTPEHHOM ¥ NnaHoBoOM nopsiake. MNpoBeaeHa ctatucTuyeckas obpaboTka Bcex AaHHbIX. Bbinuv BblaeneHbl 629
NnaumMeHToOB C NapoKCU3MarsibHbIMU NPUCTYNamMu, U3 HuX 188 NauMeHTOB C NEPBUYHBLIMU NMPUCTYNAMMU.

W3 629 peten (kaptuHa Ne1):

1. AdppekTnBHO-pecnupaTopHble npuctynbl — 38 (6% );

2. ®ebpunbHble cypoporn — 18 ( 2,8%);

3. MNepBWYHbIE eANHUYHbBIE NPUCTYNbI (HeanunenTuyeckme napokcmamanbHble npuctynsl) — 113 (18 %);

4. MpucTtynbl 06ycnoBreHHble C METaboNMMYECKUMIN HApPYLLUEHUSIMU (SMEKTPOSNUTHbBIE HAPYLLUEHUS, TMMNOrNKKe-
mus) — 19 ( 3%);

5. Onunencun (nanonaTnyeckme n cumntomatudeckme ) — 406 (64,6%);

6. OnunenTtuyeckas sHuedanonatusa — 35 (5,6%).

Takxxe, 661N NpoaHanNU3npoBaHbl BCe NaLMeHThl, UMetoLme B aHaMHe3e hebpunbHbie NPUCTYNbl, U3 HUX:

1) ¢ nepBUYHbBIMY NpUCTYNamu;

2) ¢ nepBUYHbIMU PEBPUNBHBIMU NPUCTYNaAMU;

3) B AMHaMuKe NoBTOPHbIMU hebpunbHBIMU NPUCTYNamMu;

4) naumeHTbl C ANUencuen, KOTopble B aHaMHe3e yxxe MMenu ebpunbHbie NPUCTyNbI.

B aHanu3 6b1nu BKAOYEHbLI MONIOBO3PaCTHbIE 0COBEHHOCTU, KITMHUKO-3MEKTPOdr3monormieckme n nabopartop-
Hble JaHHble, a Takxke ASI Tepanus.

M3 HMX peBoyek 25, manbinkos 35.

Ho ropa — 15 (25%)

o 3-x net — 22 (36,6%)

Ho 5 net—12 (20%)

Crapuwe 5 net — 11 (18,4%)
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Nel Ne2

5,60% 6% o B AdPeKTUBHO-pecnmpaTopHbIit
2’80/0 CnMHApoOMm
W ®ebpuibHble NPUCTYMbI
18% 18,40%
0
B [loropa
M MepBUYHbIE €AMHNYHbIE
npucTynbl m o 3 net
M MpucTynbl 06ycnoBAEHHbIE C 0o 5 net
3% meTabosmyeckumm
HapyLweHUAMMU
= Srmnencun B Crapwe 5 net

W OnunenTtuyeckan
3Huedanonatua

PE3YJIbTATbl U OBCYXOEHME:

Y 629 naumeHToB OTMeYanuchb NepBUYHbIE U MOBTOPHbBIE MapOKCM3Mbl, N3 HUX 60 nauneHToB ¢ ebpunbHLIMK
npucTynamu, n3 KotTopbix 18 — ¢ nepBUYHBIMU PebpPUNbHBIMU NPUCTYNaMu 1 42 — ¢ NOBTOPHbLIMW NPUCTYNaMu, KOTOpble
y>Xe umenu B aHamHe3se debpunbHble npucTtynbl. Cpean HMX 21 nauMeHToB He UMENU KOTHUTUBHbLIX HapyLUEHWN, He
nonyydanu A3l n nmenu guarHo3 — anunencus.

CornacHo aHaMHeCTUYeCKUM AaHHbIM Y NauneHToB, umeBLInX 6onee 3-x pebpunbHbIX NPUCTYNOB Ha oHe
NHMPEKLNOHHBIX 3aboneBaHuii, MOBbLILIANCA PUCK Pa3BUTUA anunencumn. [laHHbIi pUCK npocnexunsancay 8 naumex-
TOB (13%) . Y KOTOpbIX pa3Bunachk aNUEncusa: cMuMnToMmaTuieckas anunencus 1 anunentTuyeckasa aHuedanonaTuns.

Ananuns 33l y Bcex 60 nauneHToB ¢ hebpunnbHbIMU Cygoporamu nokasarn, 4to 49 n3 HUX He UMenu anekTpuye-
CKMX NaTonormyeckmx nameHeHun, a 'y 19 nauneHtoB Habnoganack 3agepka anekTporeHesa B Buae KOMMNIekcoB
ocTpasi-MeffeHHas BorHa.

BbIBOObl:

Takum obpasom, getn ¢ hebpunbHbiMM Cyagoporamm noABeprarvnTcs HU3KOMY PUCKY peuuansa nNpucTynos.
To ecTb, 13 629 nauuneHToB (100 %) Tonbko 8 naumneHToB (1,27 %) B aHamHe3de wnmenu pbebpunbHble cygoporu, y
KOTOPbIX B AanbHenLeM NposiBuniacb anunencus.

98,73% naumeHTOB, MMeEBLUME B aHaMHe3e hebpunbHble Cyqoporu, B AMHaMUKeE HE NepeLunn B aNunencuio.
OT0 cBAA3aHO C OCOBEHHOCTAMM pa3BUTUA FONOBHOro Mo3ra Ao 3-5 net. YunteiBasg 0CoO6eHHOCTY pa3BUTUS FOMNOB-
HOro Mo3sray aeteu, pebpunbHble Cyaoporu ABnaTCa 4o6pokayecTBEHHbIMU, BO3PacT —3aBUCKUMbIM, FTEHETUYECKU
[eTepMUHMPOBAHHBLIM COCTOSIHMEM, NPU KOTOPOM TFOfIOBHOW MO3r BOCMPUMMYMB K 3NUNENTUYECKUM NpUcTynam,
BO3HMKAOLMM B OTBET Ha BbICOKYIO TeMneparypy.

B 6onblunHcTBE cny4vaes hebpurnbHble cygoporn 6naronpuatHble. TONbKO B €4MHUYHbLIX CriyvasX, BO Bpems
ONUTENbHBIX NPUCTYNOB BO3MOXHO pa3BUTMe MOPAONOrmyecknx UIaMeHeH B ronoBHOM MO3re, KOTOpbIE B Nocneayo-
LeM opMUPYIOTCS B 3MUNENTOreHHbIE oYaru, B CUMNTOMAaTUYECKYH0 3NUNENCUIo, aNMUenTUYecKyto sHuedanonaTtuio.

OIIBLIT MPOBEJAEHUSI UICKYCCTBEHHOT'O KPOBOOBPAILIEHUS
C VJIbTPAOWJILTPALIMA U MOJAN®UILIMPOBAHHO
YABTPA®UJILTPAIIAN ITPU KOPPEKIIMM BPOKIEHHBIX
MOPOKOB CEP/ILIA

BamxurutoB H.B., Bunbge6aeB K.E., TneybepauH T.K., PamaszaHoBa M.X., AMaHrenbamHa K.K.
Kasaxckuin HauMoHanbHbIN MEAULIMHCKAA YHUBEPCUTET
mm. C.[1. AccheHansapoBa
AO «HaunoHanbHbIN Hay4HbIN LeHTP xupypriv um. A.H. CbidraHoBa»
'Kl Ha MXB «LleHTp nepuHaTonorum n 4eTCKon Kapanoxupypriny, rAnmaTtsl

AxTyanbHocTb: Metoabl ynstpadunstpaumm (Y®) n MmognduumpoBaHHol ynstpadunstpaumm (MY®) Hawnm
NPUMEHEHVEe B MPaKTMKE OnepaTuMBHbIX BMELLATENbCTB C UCMOSIb30BaHNEM MCKYCCTBEHHOrO kpoBoobpalueHust (MK)
6onee 20 net Hasag [1, 2]. icnonb3oBaHue metogos YO n MY® no3BonsieT KOHTPONMpyemo yaansiTe M30bITOK XMOKOCTU
U3 KPOBEHOCHOTO pycra, YMeHbLUATb BEPOSTHOCTb pa3BUTUsS OTeKoB [3, 4]. YoaneHue M3 KpOBOTOKA MELMATOpPOB
BOCMNaneHnsa CHUXKaeT NPosIBIIEHNST CUHAPOMA CUCTEMHOrO BocnanuTensHoro oreera [5, 6, 7, 8].
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Llenb nccnepoBaHuA - CpaBHUTENbHASA OLeHKa addeKkTUBHOCTM MeTogoB YO n MY® no 6anaHcy uaKoctu Bo
Bpems VK.

MaTtepuanbl U MeToabl. BbinonHeH ctatuctudecknin aHanua npotokonos WK geten maccon tena go 10 «r,
OnepupOBaHHbIX B OTAENEHUN OETCKON KapAMoXnpyprim LieHTpa nepuHaTonorum n AeTCKOWM KkapaMoxnpyprum, LAnNmaTsbl
B 2016 rogy ¢ npuMeHeHnem meTtonoB YO n MY®. MpoTtokonbl Ans ctatuctuyeckon obpaboTku Obinn pasgeneHsl Ha
3 rpynnbl. B 1 rpynny BHeceHbl npoTokonbl nepdy3un 6e3 ucnons3oaHnsa YO nnm MY® (15 yenosek), Bo 2 rpynny
BHECEHbI NPOTOKONbI Nepdy3nmn ¢ ucnonb3oBaHnem YO (27 yenosek) u B 3 rpynny BHECEHbI MPOTOKOIbI Nepdy3nmn ¢
ncnons3oBaHunem MY® (8 yen). NMpoBeaeH pacyeT pasHuLbl 06beMa BBEAEHHON U BbIBEAEHHOM XMAKOCTH 3a Bpems MK
(mn/kr/mMyH.), ¢ nocnepytoLLen ctatucTudeckor obpaboTkon AaHHbIX. O6bem BBEAEHHOWN XMAKOCTU COCTaBUIT CYyMMY
obvema 3anonHeHus koHTypa WK, obbema noctynusliero B KoHTyp MK kapgmonnernyeckoro pactesopa u obbema
BCEX BBOAMUMbIX JOMOMHUTENbHbIX NpenapaTtoB 3a Bpems nepdy3vun. O6bem BbIBEAEHHON XMUAKOCTU COCTaBu 06beM
Moun 3a Bpemsi VIK B cnyyasx, korga YO He npoBoaunack, 1 cymmy o6beMoB Moumn 1 ynstpadunsrpara 3a Bpems MK
B crnyyasix, korga npumeHsncs metoq YO nnm MY®. 3a nHtepsan BpemMeHU, B TEYEHNE KOTOPOro NPON3BEAEH pacyeT
6anaHca xungkocTu, 6bino npuHsaTo Bpemsi K B MmuHyTax. Mpumensanuck remodunstpsl DIDECO. Ang YO remocunstp
yCTaHaBMMBarcs B BO3BPaTHbIN LUYHT OKCUreHaTopa. YacTb KpoBu U3 apTepuanbHOn Marucrpanu, nogseprasicb YO,
BO3BpaLlanacb B kapaumoTtoMmuyeckuii pesepsyap. MY® nposogunace nocne okoHdaHus UK. 3abop kposu ang My®
Npoun3BoOaMIICS U3 apTepuanbHOM MarucTpanu ¢ UCNofib30BaHNEM AOMONHUTENBHOMO POSIMKOBOrO Hacoca.

YnbTpadunsTpoBaHHas KpoBb BO3Bpallanach MauueHTy yepe3 BeHO3Hyl Maructpanb. Cxema koHTypa WK
¢ ncnonb3oBaHnem MY® npeactaBneHa Ha puc. 1. [laHHble 06paboTaHbl ¢ MOMOLLLIO NakeToB nporpamm Microsoft
Excel n Statistica 6.0. [1na onpegeneHus cTaTUCTUYECKOW JOCTOBEPHOCTU Pasnunynii Mexay rpynnamm Ucnornb3oBaH
meTtoq MaHHa-YutHu. CpaBHeHNe 06bEMOB BBEAEHHOW 1 BbIBEAEHHON XUAKOCTM BHYTPW OOHON rPynbl MPOBEAEHO C
MCMonb3oBaHUeM kputepus BunkokcoHa. B cBsian ¢ manbim pasmepoM BbIGOPOK MCMNONb30BaHbl HeNapamMeTpuyeckme
METOAbI.
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PucyHok 2.

A — apTepuanbHasa maructpans; B — BeHosHas maructpans; C — nauuneHT; D — kapaMoToMmuyecknin pesepsyap;
E — okcureHaTop; F — ponukoBsblin Hacoc; G — AOMNONHUTENbHbLIM PONMKOBLIN Hacoc; H — remodunetp;

| — emkocTb ansa ynetpadpunsrpata; J — maructpans MY®; K — 3axvum BeHO3HOW Marmctpanm

B Hawen paboTe OCHOBHbIM METOAOM AMArHOCTUKM MOPOKA, OLEHKM (PYHKLMOHANBbHOIO COCTOSIHUS MUOKapaa
ObIn MeToa KoMMnekcHon axokapauorpacgpum (OxoKIh). MeTon Bkntodan ogHOMeEpHoe, ABYXMEPHOE WCCrenoBaHuve,
UMMYMbCHYIO W HEMPepbIBHYK Jonnneporpaduio, a Takke o0si3aTenlbHOM MopsiaKe LBETHOE [JOMnepoBCKOe
kapTvpoBaHue. [aHHbIn MeTond MO3BOMSAN B peanbHOM BpPeMeHW nonyvatb MHopMauuio 060 BCEX OCHOBHbIX
XapakTepucTukax cepgua: Mopdororvio, KMHETUKY CTPYKTYp U cepdua B LENOM, a Takke OLEHUTb COCTOsIHME
remogmHamukn. Bcem naumeHtam komnnekcHoe OxoKI™ nccnegoBaHve BbINOMHANOCH HA AOOMNepaLMoHHOM aTarne, a
Takke 1 B nocrieonepaunoHHOM Nepuoae B yCNoBUSIX CTalMoHapa 1 ambynaTopHo.

OxoKI™ BbINOMHANOCL Ha annapartax ¢ uBeTHou gonneporpaduen Ha annapatax Philips “IE-33”, a Takke Ha
noptatueHom annapare VIVID Q.

MpumeHaAnun gatynkm ¢ yactoton ot 12MIy go 5MIu. Metog Bkntoyan OgHOMEPHYH, ABYXMEPHYHO, aHanu3
MOTOKOB KPOBW C MOMOLLbK MOCTOSIHHOTO W MyNbCUPYHOLLErO [OMNSEPOB U LBETHOE KapTMpOBaHME MOTOKOB-
uBeTHyt0 gonneporpaduio. 1o obcneagoBaHre BbIMOMHANOCH C MOMOLLBI UHTPAOMNepaLUoHHON YPEeCnULLIEBOLHON
axokapguorpadun. [laHHble npeacTaBrneHbl B Tabn. 1.

Pe3ynbraTtbl. BanaHc xugkoctn B 1 rpynne coctasun 0,48+0,096 mn/kr/MuH.; 6anaHc Xnakoctn BO 2 rpynne
cocTtaBun -0,12+0,062 mn/kr/MuH.; 6anaHc »uagkoctn B 3 coctaBun - 0,46+0,068 mn/kr/MuH.; 6anaHc »XWAKOCTU BO 2
1 3 rpynnax ctaTuCTU4eckn 3Ha4MMo oTnnyaeTcst oT 6anaHca xugkoctu B 1 rpynne p<0,05 (puc. 2). Takke nmetotcs
pasnuuus mexay 2 un 3 rpynnamm p<0,05.
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Tabnuuya 1. JuHamuka nokazameneu negoeo xenyoodka MY® (n=23), YO (n=27)

MapameTp OTanbl nccnegoBaHus
Mocne VK Mocne MY® (ocH.rp.), KoHeu onepauuu
15 muH. nocne UK
(KoHTP. rp.)
KOP (Mm) MY® 28 (26;30) 29 (27;31)* 29 (27;30)*
Yo 27,5 (26,2;29) 27,6 (26,2;28,7) 28 (26,4;29)
KCP (mm) MY® 18 (18;20) 17 (17;20)* 17 (17;20)*
Yo 18,2 (18;21) 18,1 (18;20) 18 (18;20)
KOO (mn) MY® 30,5 (24,6;33,6) 32,7 (28,3;37,4)" 32,7 (28,4;37,5)"
Yo 29,9 (24,1;32,7) 30 (24,3;32,8) 30 (24,2;32,8)
KCO (mm) MY® 10,2 (9,4;13,3) 9,3 (8,7;12,8)* 9,2 (8,8;12,7)*
Yo 10 (9,6;13,2) 9,9 (9,6;13,1) 9,7 (9,4;13)
YO (mn) MY® 19,3 (16,8;20,5) 23 (19,4424,6)* 23,2 (19,7;24,9)*
Yo 19 (17,4;20) 19 (16;21) 19,3 (16,2;21,1)
DB (%) MY® 63 (58;65) 67 (65;71) * 66 (65;70) *
Yo 61 (56;63) 62 (56;64) 62 (56;64)
-0,6 -0,4 -0,2 0 0,2 0,4 0,6 0,8

BbiBogbl. CpaBHEHMe OanaHca >XuOKocTu 3a Bpemsa WK YKasblBaeT Ha npeoGnauaHme oTpuuaTenbHOro

nokasarens B 3 rpynne. PesynbraTbl CTAaTUCTUYECKUX aHaNM30B NoKasblBaloT apeKTUBHOCTb NpumMeHeHns YO n My®
C Lienbo KOppEeKUMM CTENEHN reMOAMIIOLMM NOCPEACTBOM yaaneHust n3bbiTka XMOKOCTU U3 KPOBEHOCHOIO pycra.

MpoBegeHne moanmumnpoBaHHON yJ'Iprad)I/IJ'IpraLI,MM KPOBU OKa3blBaET MNONoXunternbHoe BrinAHNE Ha MUOKapa

N nokasaTenv reMoauHamMuKK, Bbi3blBasi CHUKEHME MokasaTens yaenbHoro obbema oTeka muokapga [0 MCXOO4HOro
3Ha4YeHusl, Maccbl MMoKapAa NeBoro xenygoyka Ha 5,5% (p<0,05), TONWWHLI 3agHe CTEHKM NEBOro XXenygoyvka Ha
6,6%(p<0,05), noBbILeHNEM cpeHero apTepuanbHoro gaenexHus Ha 18% (p<0,05), cepaeyHoro nHaekca Ha 11,7%
(p<0,05), cHWXeHneM obLLErO NErOYHOro CONnpPoTMBNEHNs Ha 24,4% (p<0,05).

Cnucok nuTteparypbil:

Magilligan D.J. Indications for ultrafiltration in the cardiac surgical patients // J Thorac Cardiovasc Surgery. - 1985.
- Vol. 89. - P. 183-189.
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3. Francisco A. Portela, MD, Alberto Pensado, MD A simple technique to perform combined ultrafiltration// Annals
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4. Wang W, Huang H., Zhu D. et al. Modified ultrafiltration in pediatric cardiopulmonary bypass/ / Perfusion. - 1998.
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5. Onoe M., Oku H., Kitayama H. et al. Modified ultrafiltration may improve postoperative pulmonary function in
children with a ventricular septal defect / / Surgery Today. - 2001. - N 31. - P. 586-590.

6. Meliones J., Gaynor J.W., Wilson B.G. et al. Modified ultrafitration reduces airway pressures and improves lung
compliance after congenital heart surgery// Jurnal American Collage of Cardiology. - 1995. - N 25. - P 271.

7. Wang M.J., Chiu I.S., Hsu C.M. et al. Efficacy of ultrafiltration in removing inflammatory mediators during pediatric
cardiac operations //Annals of Thoracic Surgery. - 1996. - N 61. - P. 651-656.

8. Alaa-Basiouni S., Mohamed S., Burhani M. et al. Effect of Modified Ultrafiltration on Pulmonary Function After
Cardiopulmonary Bypass// Chest. - 2005. - N 128. - P 34473453.
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KOMBUHUPOBAHHASI UMMYHOCYIIPECCUBHAS TEPAIIUS Y
NETEHN C IPUOBPETEHHOM AIIVIACTUYECKOU AHEMUEN

Bac6awn ., Bazap6aeBa A.A., Hypbim6eToBa A.M.
HayuyHbIn ueHTp negnaTpum 1 4eTCKON Xnpypruu, r. AnmaTsl

MpurobpeTeHHas annactuyeckas aHemus (MAA) aBnsieTca OQHUM U3 TSXKENbIX 3aboneBaHuii CUCTEMbI KPOBU,
C NaHuuTOoneHuen nepudeprnyeckon KpOBU NPU CHMXKEHHOW KNETOYHOCTU KOCTHOro Mo3ra. OHa siBnsieTcs pesyrb-
TaTOM KPUTUYECKOTO CHWXEHUSA KONMMYECTBA U HapyLleHus nponndepaTMBHOro noTeHuuana KpoBeTBOPHbIX Npes-
LLIECTBEHHNKOB KOCTHOIO MO3ra, He oOycroBneHHble NekeMmen, onyxonblo, MHgekumen, numdoddarountTapHbiM
rTMCTUOLIMTO30M.

3anocneaHue NsTb 4eCATUNETUN BbXKMBaAeMOCTb naumeHToB ¢ MAA ynyywmnnack npumepHo ¢ 25% ao 60-83%,
3TOMy crnocobCcTBOBaNM HOBbIE METOAbI TEYEHUS - anforeHHas TpaHcnnaHTaums koctHoro moara (TICK) u ummyH-
HocynpeccusHada Tepanus (UCT) [1-4]. [lo coBpeMeHHbIM KaHOHaM KNMHUYEeCKoWn remaTtonorum annorexdHyto TIHCK
OT r’MCTOCOBMECTMMOrO JOHOPa pacCMaTpUBAtOT Kak NePBYHO MMHUIO TEpaNUM Npu TSXKENOW 1 CBEPXTskenon opme
MAA, koTopas obecnednBaeT AONTOCPOYHYH BblXMBAEMOCTb Yy 75-83% 6GonbHbix [5-7]. MNMouck JoOHOpa KOCTHOrO
MO3ra JOIKEH Ha4MHaTbCHA C MOMEHTA YCTaHOBINEHUS AnarHo3a annactuyecko aHemum (AA). OgHako NpUMeHeHne
TICK orpaHuyeHo, 1n3-3a TpyaHOCTM HaXOAUTb JOHOpa (peanbHasi BO3MOXHOCTb TONMbKO Y 25% nauneHToB). Ong
nauneHToB C annacTU4Yeckon aHemMuen He MMeLMX COBMECTUMOrO AOHOPa B KayecTBe NepBOv NMHMUK Tepanun
ucnonb3yeTcst KOMOUHMPOBaHHast UMMyHocynpeccuBHas Tepanus (KUCT) aHTuTumouuTapHbimM rnobynuHom (ATI)
n umknocnopuHoMm A (LcA). MNpu cpaBHeHUn achdheKkTUBHOCTM NneveHms kombrHmuposaHHon CT n TITCK B TeueHne
nocnegHux 10 neT Nnony4eHbl conocTaBumble pe3dynbTtatbl. OfgHaKko HEOCMOPUMbIM MPEUMYLLECTBOM UCMOMb30BaHUSA
kombuHnpoaHHoi ICT aBnsieTcs ero wmpokas 4OCTYNHOCTb [7, 8].

MpoToKON KOMBUHUPOBAHHOWM NMMYHOCYNPECCUBHOM Tepanuu ANs nevyeHns npmobpeTeHHON annacTnyeckon
aHeMun B oHkoremartonorudeckux otaeneHuax HUMOX BHegpeH B npakTuky ¢ 2009 roga, annoreHHyto TICK ¢
POACTBEHHbBIM LOHOPOM cTanu nposoauTb ¢ 2013 roga.

Lenbtlo Hawen paboTbl siBUNach oLeHka pe3ynbTaTtoB KOMOWHMPOBAHHOW MMMYHOCYNPECCUBHOW Tepanuu
y 60nbHbIX C NPMOBPETEHHON annacTU4eckon aHeM1en, Nomny4vaBLUmMX fedeHre B HayyHom LeHTpe neavatpum u
geTckon xmpyprum 3a 2012-2017 rogbl.

MaTtepuansl U meToabl o6cnepoBaHusas. [quarHo3 MNAA ycTaHaBnvMBanu Ha OCHOBaHUW TPEXPOCTKOBOWM
LMTONEHUN B reMorpaMme, CHUXKEHUN KNEeTOYHOCTM BCEX POCTKOB KPOBETBOPEHUS B MUENorpaMme v no AaHHbIM
TpenaHobnoncum KOCTHOro Mo3ra, O4HOBPEMEHHO MUCKITYanucb apyrne 3abonesaHns KOCTHOMO3rOBOW HeJocTa-
TOYHOCTH, Kak nenkemusi, MAC, mnenocpunbpos, numdoddarounTapHbli TMCTUOLMTO3 U MeTacTasbl OMyXonu.

CrteneHb TsxecTn AA oLleHMBanach No MexayHapoaHbiM kputepusim Camitta B 3aBUCUMOCTM OT rnyOuHbI Ln-
TONEHWW, PETUKYNOLMTO3a U OCTATOYHOM KNETOYHOCTM KOCTHOrO MO3ra no AaHHbIM TpenaHobuoncuu.

Bce GonbHble nonyyunu tTepanuio aHTUTUMOLUTaAPHBIM UMMYyHornobynuHom ATFAM (nowagmuHbii) ¢ LUKIo-
crnopuHom A (LicA) nnu aHTUTUMOLMTapHbEIM UMMYHOrNobynuH TumornobynuH (kponuyun) c LIcA, npu oTcyTCcTBUM
ATrama B KITMHUKE UNW Hanu4iumn annepruyeckon peakumnm Ha Hero y pebeHka.

ATTAM Ha3Hauanu B fo3e 40 mr/kr B feHb B TedeHue 4 aHer nytem 8—10-4yacoBoi UHY31Mn. TuMornobynuvH Ha-
3Hayancs — B KypcoBou go3se 3,5 Mr/kr/cyT B TedeHun 5 gHel B codeTaHum LIcA. LICA HasHavyanu B ctapToBon fo3e 5
MT/KI B CyTKM C MOMEHTa NOCTaHOoBKM AnarHosa. [lo3y LicA mognduunposanu ong nogaepxaHus KoHueHTpaumm LiIcA
B LileNIbHOM KpoBY B AnanasoHe 100—250 Hr/mn, npy oTCyTCTBUU NabopaTopHbIX MPU3HAKOB NOYE€YHOM TOKCUYHOCTH.
MeTunnpegHusonoH (solumedol), kKonoHnecTUMynupyoLLne akTpbl BBOAUIUCH MO cxeme. Bce KOMNOHEHTbI KpoBU
noasepranu ramma-obnyyeHuto Ha yctaHoBke «kRADGIL» («Giilardoni», UTanus) B gose 25 Mp.

Pe3ynbTaTbl NeyeHnss oLeHMBanu no obLwenprHATEIM KpUTePUsIM NpUHATEIM Ansa 6onbHbix ¢ MAA. Bee Buabl
remaTonormyeckoro OoTBeTa npegnonaralT HE3ABMCUMOCTb OT TpaHCdy3uUi 3pUTPOLIMTApPHOWM Macckl U Tpombo-
uuTapHoun B3Becw. [oNHbBIM reMaTonorM4eckM OTBETOM SIBNSIETCA AOCTUXEHWUE YPOBHS B KPOBM BCEX Tpex Mo-
kasatenen: He > 110 r/n, rpaHynounTtoB >1500/mkn 1 TpomGouuToB >150000/mMkn. YacTUYHBIM reMaTonorM4ecknm
oTBeTOM cnyxaT nokasatenu He> 90-110 r/n, rpaHynouuToB Ha 500/MKn Bbile, YeM Ha MOMEHT ANArHOCTUKU U
TpomboumToB >30000/mkn.

MoBTopHbLIN Kypc ATI (nowaanHOro/Kponmybero) HazHavyanum npy oTCYTCTBMM YaCTUYHOIO reMaTonorn4eckoro
oTBeTa Yyepe3 3 Mecsiua nocrne nposeaeHusi nepsoro kypca ATI.

Ha npepliecTtByowmnx atanax TevyeHus 3aboneBaHus Bce GOMnbHbIE NOMyYanu 3amecTUTENbHY Tepanuio
KomrnoHeHTamu kpoBWu. MNpu Hannumm HLA coBmecTumMoro goHopa y nauneHTa n nogrotoske k TIT'CK nepenunBaHus
TpoMOOKOHUEeHTpaTa, 3puTpoLMTapHO Macchl Heobxoaumo nsberaTb UMK MO BO3MOXHOCTU MUHUMU3NPOBATD,
4TOObI NPEgOTBPATUTL CEHCUBUNM3aLMI0 OpraHM3Ma U YMEHbLLUTb PUCK Pa3BUTUS peakLuuy TpaHnnaHTaT NnpoTus
xo3sivHa. [AnuTtensHas TpaHcdy3noHHasa Tepanusi npenapaTtamm KpoBU, MOXET NPUBECTU K UBMEHEHUSAM, KOTOpbIe
CBSI3aHbl C reMOCUAEPO30M KOCTHOrO MO3ra U BHYTPEHHUX OPraHoB — CENE3EHKU, NeYeHn, cepaua, Noaxenyaoy-
HOW XXene3sbl.

PacnpeneneHne nauneHToB No oTAenbHbIM pernoHam KasaxcTaHa B gaHHol Bblbopke coctasuna: u3 KOKO
— 32,7% (16), AnmaTtuHckon obnactun — 24,5% (12), >)Kambeinckon obnactu - 8,1% (4) ,no 6 naumMeHTOB 13 ropoaa
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AnmaTtbl n MaHreicTayckon obnactu - 12,2%(6), ns Xambeinckon obnactu - 8,1% (4), AktiobuHckon n 3KO no gea
nauveHTa — 4% (2) n n3 KeisbinopguHckowm obnactv oguH 6onbHon — 2%.

Mo BospacTty npeobnaganu aetn 11-16 net — 47% (23), petn 6 - 10 net coctaBunu 33% (16) n ot 1 go 5 net
—20% (10). ManbuunkoB 6bino 6onblue - 28 (57,1%), yem geBoyek — 21 (42,9%).

Mo cTeneHn TaxkecTM annacTU4eCKon aHeMUn AeTu, pacnpeaenvnmce cnegyowmnm obpasom: cpegHe-Tsxenas
6binay - 16,3% (8), Tsxenasa ctenerb y 63,3% (31) geten n ceepxTaxenasa annactnyeckasa aHemuns y 20,4% (10)
nauMeHTOoB.

[lo anarHocTnyecknin nepmnod OT MepBbiX MPM3HAKOB 3aboneBaHns 0O NMOCTAHOBKM AuarHo3a, cocTaBun oT
Hegenu o 6 mecsaues y 43 naumeHToB (87,8%), B OCHOBHOM 3TV AeTW ObINK C TSHKENON U CBEPXTSXENon hopmMon
annacTu4ecKon aHemMun, y OQHOro NauMeHTa AnMTenbLHOCTb A0 AMarHoctmyeckoro nepuoga — 1 roa, 6onee ogHoro
roga 6o y 5 geten (10,2%) co cpenHe Tskenowm (OpMOi.

M3 49 naumenToB c MAA, nonyyaswux nevyeHune B HLMNAX ¢ 2012 no 2017 rr . MoHoTepanuio LinknocnopuHom
A nonyuunu 11 (22,4%) 6onbHbIX, 13 kOTOpbIX 4 (36,3%) oTkaszanuck ot npoBefeHusa KUCT, ocTanbHble o cpeaHe-
TAXenon cteneHbto 7(63,6%). Moatomy achpdekTMBHOCTb KOMOMHUPOBAHHOW MMMYHOCYNpeccuBHoN Tepanum ATI 1
LIcA 6binv oueHeHbl y 38 geten ¢ MAA, B BospacTe oT 1 go 16 net, nony4yaswunx KNCT B ueHTpe.

Mpenapatom BeiGopa nepBoro kypca 6bin ATFTAM y 25 nauuneHTtoB , TumornobynuH y 13 6onbHbix. O0wuin re-
MaTONOrMYeCcknin OTBET OT NEPBOro Kypca KOMOUHMPOBAHHOW MMMYHOCYNPECCUBHON Tepanuu nonyyeH y 31 (82%)
NauMeHTOB, N3 HMX MOSTHbIV rEeMaToNorM4ecknii OTBET JOCTUTHYT Y 6 (16%) naumeHToB, YaCTUYHbIN remaTonornye-
ckum oTBeT y 25 (66%) aeten. He otBeTunun Ha nepsbivi Kypc KUCT 5 (13%) peten. Peunansbl 3aboneBanns 6binu
y 11(29%) nauneHToB .

BTopow Kypc KOMOBMHMPOBaAHHOM MMMYHOCYNPECCUBHON Tepanuu nonyynnu 14 naumeHTos. [penapatom BTOporo
kKypca 6bin TumornobynuH y 10, ATTAM y 4 peten. O6wmii remaTonornyeckmin oteeT ot BToporo kypca KNCT 6bin
nony4yeH y 11(79%) 60nbHbIX, OTBET y BCeX Obin YacTuyHbIi. He otBeTnnn Ha BTopon kypc ATl 3 (21%)naumeHTa.
Peunansos 3aboneBanns nocne BToporo kypca ATl 6bino 2(14%). Tpu kypca ATI nonyymnu 2 naumenTa c MNAA, y
KOTOPbIX MOMYY€eH TakXe YaCTUYHbIA reMaTonorMyeckuin OTBerT.

Takum obpasom, n3 49 nauyuneHTtoB ¢ NMAA obwmii MO nonyyeH y 41 (84%) 6onbHbIx. Mo pesynstaTtam KomMo6u-
HMPOBAaHHOW MMMYHOCYNpPEeCcCuBHOM Tepanun 38 naumMeHTOB C NPMOBPETEHHON annacTMYeckon aHeMmnen obLwni
rematonorunyeckunn oteset nonyyeH y 30 (79%) 6G0mnbHbIX.

He oTBeTMNM Ha KOMOMHMPOBAHHYIO MMMYHOCYNPECCUBHYIO Tepanuio 6 (16%), koTopble OCTalTCs TpaHCdy-
3MOHHO3aBMCUMbIMU. YMepnu ABoe GONbHbIX OT WHMEKLMNOHHBIX M reMOopparnyeckmx OCNOXHEHWN, BbI3BaHHbIX
naHUMTONEHMEN N annasmen KOCTHOro Mo3ara

MHTeHcuBHas kOMOMHMPOBaHHasA MMMYHOCYNpPEeCCBHasA Tepanus, NPoBeAeHHas Ha NepBbix dTanax 6onesHu,
no3sonuna B TedyeHne 6—12 mecsaueB [obnTbes y 6onblumMHCTBA 60MbHBIX AA HE3AaBMCUMOCTU OT reMoTpaHcdy-
3MOHHOW Tepanuu n [obutecs ctabunbHo pemmuccun. Takum o6pa3om, KOMOMHMPOBAHHAA MMMYHOCYNPECCUBHAs
Tepanus, ocyLecTBrsemas noaTanHo B 3aBMCMMOCTU OT TSXeCTu 3aboneBaHus 1 NonyyYyaemMoro oTeeTa Ha nede-
Hue, obrnagaeT BbICOKON 3P PEKTUBHOCTLIO U CNOCOBCTBYET ANUTENBbHON BbIXKMBAEMOCTU 6ONbLUIMHCTBA 6OMbHbBIX
annacTu4ecKkon aHeMnen.

HocTonHcTa MICT, B TOM 4TO OHa nerko BbinonHuma, 6onee goctynHa, yem TICK, kotopas 6onee acpdekTnsBHa
1 nocrne KOTOpOW MeHbLLE PUCKa BTOPUYHbBIX ManurHn3dauui, ogHako Tpebyet noaxoasilero goHopa v (oMHaHCOBbIX
pecypcos.
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CJIYUYAW BBISIBJIEHUS TUATHO3A TETPAJIA ®AJLJIO BIIEPBBIE
Y PEBEHKA B BO3PACTE 11 JIET C MAHU®ECTAIIMEN
TYBEPKYJIE3A IIVIEBPBI B IOCJIEOITEPAIITMOHHOM IIEPUOJE

BancanoB A.K., Tok6epreHoBa C.M.
MexayHapoaHbIN KadaxCcKo-TypeLKUin yHusepcuteT nm.X.Acasu, r.TypkectaH

AxTyanbHocTb: 10 AaHHBIM MHOMOYNCINIEHHBIX NCCNEA0BaHNIA BPOXAEHHbIE MOPOKM CepALIa OCTalOTCS OAHOW U3
BeOyLUMX NPUYMH cMepTu AeTewn paHHero Bo3pacTta-go 18 %. Cpeawm Bcex BIC yaoeneHbin Bec TeTpaga Panno 3aHu-
maeT 80 11%. TeTpaga ®anno cambli YacTbI CUHUIA MOPOK cepaLa. ConpoBOXAasCb rPO3HLIMY CUMITOMaMM1, TaKUMN
KaK «OAblILLIEYHO-LMaHOTUYHbBIN MPUCTYM», ABMSETCS abCoNoTHBIM NokasaHMeM K onepaTvBHOMY neyeHunto. OcobeH-
HOCTU AMarHOCTUKW, KapAMOXUPYPruyYeckon nomoLuy naumeHtam ¢ BIC BbISBNSIOTCS B CBA3U C MHAMBUAYaNbHLIMA
0COBEHHOCTAMMU AETCKOro opraHmama, coumanbHbIX hakTopoB 1 BO3MOXHBIX COMYTCTBYOLIMX 3aboneBaHui. Takune
CONyTCTBYOLME PakTOpbl HECYT JOMOMHUTENBHBIA PUCK A4S 6naronpusaTHOrO MCxo4a U NPOrHO3a >KU3HM.

MpencraBnsgeM BHUMaAHMIO CNELMAanUCTOB KIMHUYECKUIA Criydan AeMoHcTpupyellero TedeHne BIC Tetpagabl
danno, Bnepeble BbISBIIEHHOIO TOMNbKO B Bo3pacTe 11 neT ¢ maHudecTaumen B nocrneonepaLyuoHHOM nepuoae Tybep-
Kynesa nerkumx.

MauuweHT [., 11 neT 8 Mmec, nocne nony4eHnsi TpaBmbl rpyam B 6biTy pogutenu obpatunmck B NMMCI ¢ xanobamu Ha
6onu B obnactv rpyaum. MNpu ob6cneposaHnm obcnenoBasLIMin Bpay 06paTui BHUMaHWE Ha CepAeYHble WyMbl. [aumeHTy
BbicTaBneH auarHo3 BINC. dedeKT mexckenygoykoBor neperopoakn?. PebeHok Obin HanpaeneH Ans ganbHenwero
obcnepoBaHus 1 neveHnst B ObnactHyto geTckyto 6onbHuuy.[Jata nnaHoBoK rocnMtanM3aunm nepeHocunack HECKOSbKO
pa3 no nosogy OP3. MNauneHT xanyeTtcs Ha cnabocTb, yTOMIAEMOCTb, OAbILLKY NPU PU3NYECKUX HArpy3kax yMepeHHON
MHTEHCMBHOCTU. 13 aHaMHe3a-pebeHOoK OT 2 6epeMeHHOCTH, 2 CaMOCTOATENbHbBIX PoaoB B cpoke 39 Heaens. Bec npu
poxaeHun-3400 r, pocT 52 cm, hakTnyeckuii Bec npu noctynnexnn 29 kr, poct 138 cm. MHaekc maccel Tena-15,2 kr/m2.
Mnowaap nosepxHocTn Tena-1,05.

HacnencTBeHHOCTb CO CINOB Matepu He oTsirowleHa. BupycHbii renatut otpuuaet. Tybepkynes, KOXXHO-BEHepOo-
nornyeckne 3abonesaHus oTpvuaeT. ANNeTUT coxpaHeH, nuTaeTca ¢ obulero ctona. HacnegcTtBeHHOCTb OTpULAeT.
Annepro aHamHe3: CO CnoB CMOKOWHbIVA. [emMoTpaHcdy3numn He NpoBoANNIUCH. MNPYBMBKM NOMyYan He MOMHOCTLIO, Me-
poteofbl. [NepeHeceHHble 3aboneBaHusa-4acTble OCTpble pecnupaTopHble BUPYCHble MHpekuun. Co cnos maTepu B
MafgeH4YecTBe OTMeYanncb HECKOSbKO SMM3040B TSXKENOW UHEKUMM AbixaTenbHbIX NyTen. MogpobHOCTN HE MOMHUT,
BbINNCKM 13 UCTOpUI BonesHen He coxpaHunuce. B ganbHenwem pebeHok pexe Goneet, B LLeNOM poauTenu He oT-
Me4atoT ocobeHHocTen. CoumanbHO-ObITOBBIE YCMOBUSA CEMbU MOHWKEHHbIE.

Mpu noctynneHun B cTaumoHap obLuee COCTOSHUE CPeAHeN CTENeHN TSKecTn 00yCnoBneHHoe cepaeyHon Heao-
cTato4HocTbio. Co3HaHue AcHoe. NonoxeHne akTuBHoe. KoxHble MOKPOBbI-4YUCTbIE, BUANMbIE CIN3NCTbIE 060MOYKN-
6rneaHO-pO30BOIN OKpaCKM, KoXa Tennas, cyxas, Typrop yA0BNeTBOPUTENbHbIN, BbiCbiNaHWn HeT. HopMocTeHnYeckoro
TUNa TENOCNOXEHNS, MOHMKEHHOro NuTaHns. MNepudepnyeckne numoy3anbl He yBenuyeHsbl. Tun AbixaHns GproLLHON,
YyacToTta ApixaHus 22 B MUHYTY. AyCKynbTaTUBHO: BE3VKYNSPHOE AblXaHue, XpunoB He BbisiBneHo. CaTypauuns kucnopoaa
94%. B obnactu cepaLa BU3yanm3npyeTcst BepXyLLEYHbIA TONYOK B NATOM Mexpebepbe No NeBon CpeaHeKTIoUMYHON
nVHWUK. ToHBI cepaua sSicHbIe, PUTM NPaBUIbHbLIN, CUCTONO-ANACTONMYECKUI LLYM CrieBa OT rpyanHbl BO 2-M Mexpebepbe
cnesa OT rpyAVHbI MHTEHCUBHOCTU 3 cTeneHu, akueHT | T cnesa oT rpyavHel. HCC 103 yaapos B MuHyTy. Al nes. pyka
103/58 mm pT.cT, npas. pyka-109/57 mm pT. cT, nes.Hora 117/69 mm. pT. cT; npa.. Hora: 119/67 mm. pT. cT; AyckynbTauus
KPYnHbIX COCyA0B: 6€3 LymMoBOM cuMmnToMaTuku. MNynbcauuns nyyeBblX apTepuii yaoBneTBOPUTENBHOTO HanoMHEHUS 1
HanpshKeHUs. A3bIK YACTbIW, BMaXHbIA, 3€B YACTbIA. 2KUBOT MArKMIA, Npu nansnaumn 6e3bonesHeHHbIn. MNeveHb y kpas
pebepHon ayru, 6e3bonesHeHHas, pa3amepamu no Kyprnosy 10,0x7,0x6,0 cm. CeneseHka He nanenupyetcs. Ctyn 1
pa3 B AeHb, perynspHbi, 0POPMIEHHbIN.

Ob6nacTb noyek: 6e3 BuamMmon natonoruy. CUMNTOM NOKONaunBaHus oTpruaTtenbHbIi ¢ 06enx cTopoH. Moveuncny-
ckaHve cBobogHoe, 6e36one3HeHHoe. [1cMXOHeBPONOrMYeckmi ctatyc: Ha ocmMoTp pearmpyeT CNoKOMHO. YMCTBEHHOE
pas3BMTUE COOTBETCTBYET BO3pacTy. 3payku oanHakoBble ¢ 06enx CTOpPOH, dhoTopeakumst xuBasi. MblLLEYHbIA TOHYC
HKHUX Y BEPXHUX KOHEYHOCTEN coxpaHeHa. MeHUHreanbHbIX CUMNTOMOB HE OGHApPYKEHO.

M3 MHCTpyMeHTanbHo-nabopaTopHbIX AaHHbIX NPU NOCTYNNeHnn oTmevaeTcs Ha Axo-KIM-fedekt mexokenyaou-
KOBOW Neperopoaku neperopoaku, cybaoptanbHbii 1,3 cm. KnanaHnHein cteHos JIA ¢ ri-70 mm pT cT. [lekcTpanosuuus
A0-50%. M'mneptpodusa MK. -Tetpaga ®anno co CTEHO30M NEroyYHor apTepumn. Ha peHTreHorpaMmme rpyaHON KNneTku
0630pHoIi-cepaLe yBENMYEHO 3a CHET NpaBbiX OTAENO0B, KapanoTopakanbHbii uHaekc-0,5. Y3 novek-noyku MeHblue
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BO3pacTHoM HopMbl. Ha kaTteTepusauum nonoctew cepgua- BIMC. Tetpaga ®anno, Jedekt Mexckenyao4koBon nepe-
ropoakun. KnanaHHbIn CTEHO3 NErOYHOWN apTepun ¢ rpafiMeHToM npaBbll xenyaodek/JlerouHasa aptepusi-50 Mmm pT CT. ,
Mupekc Hakata-373, dekctpanoanums aopTel 6onee 50%. Mpasbii Tun kpoBocHabXeHnst Muokapaa. [NpaBoCTOPOHHASA
nyra aopTbl. BonbLuve aopToneroyHble KonnaTtepanu He BbiIBIIEHbI. NOCHe NpeaonepawyoHHO NOAroTOBKU MpoBeAeHa
onepauus -PagukanbHas koppekums TeTpagbl ®anno nog MHTY6auMOHHBIM HapKO30M B YCIOBUSIX UCKYCCTBEHHOMO
KpoBooOpalLeHns 1 hapMakoxonogoBor kapauonnerun. [JocTyn Ans onepauun-cpefvHHas CTepHOTOMUS, TeXHMKA
NCKYCCTBEHHOIO KpoBoOOpaLLeHus ctanaapTHas. [NposeaeHo 3akpbitre OMXKIT 3annaton ns aytonepukapaa ¢ nepe-
MeLLEeHEM aopTanbHOrO KrarnaHa B NeBbI Xenyao4ek, NCCeYEHNE rmnepTpoUpPOBaHHbIX MbILLL, BbIBOAHOMO TpakTa
NpaBoro Xenyao4ka, KOMMCCYpPOTOMUS KnanaHa NeroyHowm aptepun. B npoceeTe nepeaHero cpefocTeHus v nneBpasbHbIX
MONOCTSIX OCTaBMEHbI 2 MONUBUHUIXTOPUAHBIE ApeHaxHble Tpyokn Ne23. B nocrneonepakuMoHHOM nepuoae naumneHT
nepeBefeH B peaHnMaumoHHOe oTAeneHne. AKCTybrnpoBaH Ha 1-e cyTkv nocre onepaumn. PaHHuIn nocneonepaunoHHbIv
nepwop ctabunbHbIn. [NepeBeaeH B oTaeneHve Ha 2-e cyTku. B otageneHun nonyyan aHTMOMOTMKOTEPaNuio, NEPEBA3KU.
B AanbHeNLeM 13 OpPeHaXHbIX TPYOOK MacCUBHbIE CEPO3HbIE BblAENEHUS, exeaHeBHO B konnyectee 350-250 mn B
TeveHumn 35 gHel B nocneonepaumMoHHoM nepuoge. MNpy npoBeAeHN ONarHOCTUHECKOro NomMcKa UCKIOYEHbI CUCTEM-
Hble 3aboneBaHusi, MOBPEXHENs rPyAHbIX NMMAOY3noB. [poBeaeHO KOHCYNbTauum CO CMEXHbIMY CneLmanicTamu.
lMpoBeaeH Meaouko-reHeTUYeCkui aHanm3a (NnonMMepasHo-LenHasa peakuus) BbiAeneHs U3 nneBpanbHOro akccyaaTta.
MLP 6bin nonoxuTenbHbIV nocne 3-ro aHanunsa. B cBa3u ¢ aTum naumeHT Obin AnuTensHoe BpeMsi B AUArHoCTUYECKOM
rmoucke, B ycnoBusix ctaumoHapa, go 30 gHen. BeictaBneH guarHos-Ty6epkynes nnespsbl. [ocneonepaunoHHas paHa
rpaHynupoBana nepBUYHbIM HaTsHXKeHMEM. BbigeneHnsa u3 nneBpbl NOCTENEHHO YMeHbLuununck Ha 30-e cyTku nocne
onepauuu Ha hoHe HecreundUYecKkon KoHcepBaTNBHOM Tepanuu. [ipeHax Obin nepeBeaeH U3 akTMBHOTO B MaCCUBHbIN
nyTeMm nepexartus ApeHaXHbIX TPyOOK 3akMMaMy Ha HECKOJSIbKO 4acoB, C yBenuyeHnem nepvopa. Ha KOHTpomnbHOM
Oxo-KI™ nepen Bbinuckon-CocTosiHMe nocrne onepauun. PesvayanbHbeii [JedekT mexokenygoukoBor neperopoakum-0,1
cM. CucTonuyeckoe AaBreHne NpaBoro xenygoyka-28 mm pt 1. KnanaH neroyHon aptepuun/flerouHas aptepus-rpagm-
€eHT=26 MM pT cT. Ppakumsa BbIOpoCa NeBOro xenyaoyka-65%. B nonoctn nepukapga-0,5 cm. B nneBp. NONOCTU- BbINOT
cnea-0,5 cm. MauneHT 6naronony4YHo BbINUCAH U3 OTAENEHUS B OTHOCUTESNBHO YAOBETBOPUTENBHOM COCTOSHUMN A4St
JanbHEenWwero fneyeHns B crneunanu3MpoBaHHOM AucnaHcepe ¢ 6naronpusTHBIM UCXOAOM Ha Cpoke 6 MecsiLeB npu
NPOCMEKTUBHOM HabnoaeHUN.

BbiBoAabI:

[aHHoe HabntogeHne noavepkmBaeT ocobeHHoCTH TedeHus BINC y naumMeHToB ¢ ConyTCTBYHOLMMM CrieLnpoLecca-
MU B npogpomMaribHOM nepuoae, KoTopblie MOryT Bbl3BaTb MaHI/I(*)eCTaLI,I/IPO B nepunoabl CHMXEeHNA UMMYHUTETA, KakK npu
[aHHOM criyyae, B nocrieonepauvMoHHoM nepuoae. Takne MaHudecTaumm MOryT OCIIOXKHUTb TeYeHne nocreonepaum-
OHHOrO nepvoaa, 1 YaNIMHUTL CPOKU peKkoHBarnecueHunn pebeHka. Takum o6pa3om BO3pacTaeT PUCK COMyTCTBYHOLLIMX
I/IH(*)eKLLVIOHHbIX OCJ'IO)KHeHVII7I, yBennyeHne CtauMoHapHOro ne4vyeHund, gnnuteribHaa ncuxoamMmoumnoHanbHada Harpyska Ha
CeMbHo pe6eHKa. YuyutbiBas aTu AaHHble, Mbl HaaeeMc4d 4YTO OMUCaHHbIN cnyqa|7| MOXET NOMOYb peLllInTb 3aTpyaHEeHNA
npv BegeHumn naumeHToB ¢ BIMC B nocrneonepaunoHHOM nepuoae.

Cnucok nutepaTtypbl:

Benosepos HO.M. [letckas kapanonorua.— ME[npecc-nHdopwm, 2004. 600 c

Mepenbman M. U., KopsiknH B. A., BoragensHukoBa W. B. ®tusnatpusa. OAO N3pgaTtensctBo «MegnumHay, 2004.
Constantine Mavroudis, Pediatric cardiac surgery, 2013, Ch-22, pp-410-427

Richard A. Jonas., Comprehensive surgical management of congenital heart disease. 2004, pp-279-300
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PACIHHPOCTPAHEHHOCTbD, CTPYKTYPA U ®AKTOPBI PUCKA
PA3BUTHSI BPOXKJIEHHBIX IOPOKOB CEPAIIA CPEIM JETEM
FO’)KHO-KA3AXCTAHCKOM OBJIACTH

Bancanos A.K., Tok6epreHoBa C.M.
MexxayHapoOHbI KadaxcKo-Typeukun yHnsepcuteT nm.X.Acasu, rTypkecTaH

AkTyanbHocTb. [TpobrneMa BpoXxAeHHbIX MopokoB pa3suTusa (BIP) sBnseTca ogHOW U3 KNoYeBbIX Npo-
6nem B MeguumHe. BIMP BHOCAT cyllecTBeHHbIN Bknag B 3aboneBaeMoCTb, MHBANMAM3aUUIO U CMEPTHOCTb.
Yactota BIP, no gaHHbIM pa3snu4yHbiX aBTopoB, konebnetcsa ot 2,7 no 16,3%. Mo gaHHeim BO3 okono 2,5 %
HOBOPOXAEHHbIX MOSBIAIOTCS HA CBET C PasfNMYHbIMW NOpOKaMu pasBUTUSI.

BIP- npobnema Meauko-coumanbHas: AnMTerlbHoe U CroXHoe nedyeHue 6onbHbIX ¢ BIP, Heobxoanmas
KOHCepBaTUBHAsA W XuMpypruyeckas koppekums AedekToB U coumnanbHas NoMollb AeTsaM —uHBanugam Tpebyet
onpedeneHHbIX 3KOHOMUYECKUX 3aTpar.

B cTtpykTtype BINP petein Beayliee mecTo 3aHMMalT BpoxAeHHble nopoku cepaua (BMC). Poxagaemoctb
neten ¢ BIMC Bo Bcem mupe coctaBnsieT B cpegHeM 0,7-1,7%. YacTtoTa BbisiBneHus BIC - 3,23-8/1000 HoBo-
POXOEHHBbIX.

B nocnegHue roabl oTMeYaeTcsl yBeNneyeHue 3Toro nokasartensi, 00yCcnoBneHHOE, BEPOSITHO, NPUMEHEHM-
eM bOonee COBEpLUEHHbIX METOAOB (PYHKLMOHANLHOW AuarHOCTUKK. Mpu yyeTe MepTBOPOXKAEHHUA U MO3OHUX
BblkMAblWen yactoTa yBenuumsaeTcs o 9-12:1000, npeBbiwas pacnpocTpaHEHHOCTb BCEX APYrux aHomanun
pasBUTUS.

Mo paHHbIM NaTonoroaHatoMuyeckux uccnegosaxuii, BINC coctaBnsioT 1,9% Bcex ayToncui.

OpHUM M3 OCHOBHbIX YCNoBWIi NporHosupoBaHust BIMC y petelt sBnseTcs udydyeHuve akTOpoB pucka
pasBUTUSA OaHHOW matanorum u paspaboTka MPOrHOCTUYECKUX KPUTEPUEB, HEOOXOAMMBIX A5 OLEHKU TSXKECTU
N OKasaHuWsi CBOEBPEMEHHOW MeOULMHCKON MOMOLLN.

K coxxaneHuto, onpeaeneHHas YacTb NATONOrMmM AMarHoCTUPYeTCst TONBKO MPU MaHNMECTUPOBAHNMN CEPbE3HbIX
CUMNTOMOB UNKN cMepTu pebeHka. B Toxe BpeMs okaszaHue ObICTpor U 3hPEKTUBHOM NOMOLLM 3aBUCUT OT CTENEHU
B3aMMOZENCTBUSA aKyLLEePOB, HEOHATOJOrOB, AETCKNX KAPAMOIIOroB, peaHnMaTonoroB, KApANOXUPYProB,UXX 3HAHWIA
0 BO3MOXHbIX 3a00neBaHuit, a Takxe OT CBOEBPEMEHHOTO UX BbisIBNEHUs1. B HacTosLee BpeMsi BO3MOXHOCTU HEUH-
Ba3MBHOW AMArHOCTUKM CYLLLECTBEHHO PaCLUMPUITMCh 1 OHA BbINOJIHUMA Ha ABYX OCHOBHbIX 3Tanax: npeHaTanbHOM
(>KeHckas KoHcynbTauuMs, pOAAOM) Y MOCTHaTanNbHOM (POAAOM, OTAENEHME OETCKOM KapAnonorum).

FOKO BXOOWT B CMMCOK 3KOMOrMyeckn HebnaronpmsaTHbIX pernoHoB KasaxcTaHa Mo 3arpsi3HEHHOCTU OKpy-
XKarwllen cpean BbiOpocamu MPOMbIWEHbIX NpeanpuaTuin. CornacHo CTaTUCTUYUCKMM AaHHbIM B 00M1acTu He
CHMXXaeTcs Yncno GOonbHbIX AeTell C 31oKavyeCTBEHHbIM HOBOOOpa3oBaHUAMU, 3aboneBaHUAMUN KPOBU, HecneL-
nunymckumm 3aboneBaHUsIMU NErKUx, annepruvyeckumn 3abonesaHusimn. Cpegn BIP y geten nugupytoulyto
nosuuyuto B KOKO 3aHumaet BIC (guarpamma 1).

aBMnc
B BIMXKT

0,
15% EBMHC

: ®BMMC
@ BINK
amMmne

52%

Huaepamma 1. PacripocmpaHeHHocmb Bl1P y demed no FOKO 3a 2017 e.
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LUenb uccnepgoBaHus.

M3yyeHne pacnpocTpaHHOCTU,CTPYKTYpbl U ¢akTopoB pucka passutua BIMC cpegn petent HKOxHo-Kasax-
CcTaHckon obnacTtu .

MaTtepuanbl 1 MeToAbl McCCnedoOBaHUS.

WccnepoBanns nposBogunucek Ha 6ase obnacTHOW KMMHUYECKOW AeTckon GonbHuubl.[1poaHanvMampoBaHbl
OaHHble 3a 2016-2017 roabl. O6cnenosarbl 85 geten ¢ BINC B Bo3pacte ot 0 Ao 14 ner.

WccnenoBaHne BKNOYano peTpocnekTUMBHbIA aHanuni uctopumn 6GonesHen ( d. 003/y), uctopumn pasputus
pebeHka (.112/y).

JdeTam npoBoannuncb KnuHWYeckue, nabopaTopHble U MHCTPYMEHTanbHble MeToabl uccneposaHus ( ynb-
Tpa3BYKOBOE WCCMNeAoBaHME W PEHTreHonornvyeckoe uccrnefoBaHve cepaua v APYrMx BHYTPEHHUX OpPraHos,
NOPAMLP Ha BHYTpMYTpOOHbIE MHMEKLMMW,IMEKTPOKapAMOrpaMmmMa).

3aboneBaemocTb NpoaHanuanpoBaHa C ucrnonb3oBaHveM MexayHapoaHow knaccudumkaumm 6GonesHen
(MKB) X nepecmoTpa.

Pe3ynbTaTbl nccnepoBaHus.

YoenoHbii Bec BIC B obwen cTpykType 3aboneBaemocTu geTen 3a gea roga coctasun 13,2 %. Mpu-
YyeM BbISIBIIEHO €XerogHoe yBerieyeHne gaHHon nartonorum, Tak BMNC B 2016 rogy coctasun 8,4%, a B 2017
rogy - 15,2%, 4TO O4YEBMAHO CBHA3@HO C YMy4yllEHWEM AMarHOCTUKMU.

BbisBneHbl Havbornee pacnpoCTpaHeHHble MOPOKU CepAeYHO- COCYyQMCTON cuctemsl (Tabn.i):

Ta6nuuya 1. PacnpocmpaHeHHocms sudoe BI1C y demedi.

Bupg BrC YacTtota BCTpe4YyaemocTu
-0edEKT MEXKENYA0YKOBOW 23%
neperopogku (OMXIT)

-gedekT mexnpeacepgHom 16%
neperopogku (M)

-OTKPbITbIV apTepuanbHbin npoTtak (OAIT) 18%
-teTpaga Panno(TP) 14%
-TpaHCcno3numsa MarucTpanbHbix cocygoB(TMC) 20%
-OTKPbITbII aTPUOBEHTPUKYUSAPHBINA KaHar 5%
-CTEHO3 YCTbsi aopThbl 7%
-CTEHO3 1e4YO4YHON apTepumn 9%
-KoapKTaums aopTbl 15%
-OMXKI,0ANMN 3%
-OMMM,0AM 4 %
-OMXKT1,000 2%
-OMIMMN,cteHos MNMA 3 %
-ONMKM, AMIMN 5%

Couetanns BIIC c gpyrumy BpOXAEHHbIMW MOpOKamMu pasBuTUA oOTMevanucb B 12% cnydasx u vauie
Bcero BINC coyeTtanncb ¢ BPOXAEHHbIMU MOPOKaMU LEHTPanbHOW HEPBHOW CUCTEMBI, XXENYAOYHO - KULLEYHOTrO
TpakTa, HacrneacTBeHHbIMU 3aboneBaHuamu (cuHapom [ayHa). YacTtoTa poxaeHun geten ¢ 6onesHbio [ayHa B
coyetaHum ¢ BIMC B 2016 rogy coctasuna 1,75 Ha 1000 HoBopoxaeHHbIX, B 2017 roagy 1,28 Ha 1000 HOBOPOXAEHHbIX.

Kapaunonornyeckne npuaHaku, KOTOpble Yalle BCEro BCTpeYanucb y HOBOPOXKAEHHbIX: LWyMbl Hag 0bnactbio
cepaua, USMEHEeHUs apTepuanbHOro gaBneHus, oTknoHeHus Ha JKI, OTKMOHEeHUA Ha peHTreHorpammMme rpyaHon
KNeTKW, UMaHo3 unm aptepuansHas rmnokceMus, cepgevHas He4oCTaToOYHOCTb, apUTMUK.

[nsa BbisBNeHns akTopoB pucka B passutum BIC Obin npoBefeH aHanm3 COMaTUYECKOro WM aKyLlepcKo
— I'MHEKONOrM4YecKkoro aHamHesa maTepen BO Bpemsi 6epeMeHHOCTH.

CpegHuinn Bospact matepen geten ¢ BIC coctaBun 26,2 nert.

B pesynbTate npoBeAeHHOro aHanu3a yCTaHOBINEHa 3HAYMMOCTb BIMAHUSA (PakTOPOB pucKka Ha pasBuTue
BINC, a Takxe Mx BO3MOXHasd ponib B MatoreHese um3dyyaemon natonornn.BbiCokunm puck poxaeHust geten c
BINC ycTtaHOBNEHO y XeHWWuH ,nepeHecwnx B 1-i nonoBuHe GepemeHHocTn OPBW,repnecBnpycHuto, LnMTo-
MEeranoBUPYCHYIO WHeKUMIO ,xnammanos.y 12% XeHWwuH Obinv BbIABMEHbI TMHEKonorndyeckne sabonesaHune
(konbnuTbI 1 Ap.)

OnarHoctnka BYW BHYTpuyTpoOGHO BO3MOXHa Mpu OBHapy>XeHuu crneumduyeckoro MMMYHHOro oTeeTa Yy
nnoga Wnu BbISIBIIEHUSA Yy Hero Bo30yAMTens C NMOMOLLbI0 MHBA3VBHLIX METOAO0B, NPOBEeAeHNe KOTopbiX Hebes-
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onacHo M UMeeT MPOTMBOMOKa3aHus . ATU TPYAHOCTU C OL4HOW CTOPOHbI, MPUBOAAT K MO3AHOMY BbISIBIIEHIO U
3ano3fanomMy fiedeHuo AaHHOW maTanoruu, ¢ Apyron CTOPOHbI - MPOBEAEHNI0 HEOBOCHOBaHHOW aHTMGaKTepu-
anbHoOM Tepanuu, Yto Hebe3onacHO Kak Anst Matepu, Tak U Ans nnoga.B HocTaswme Bpems npobrnemy paHHen
avarHocTvkn BYW nbiTaloTcsi pewwmnTb C NOMOLLbI paHHEn 3KCrhpecc- AMAarHOCTUKM cpasdy MNocre poXAeHus
pebeHka 1 pas3paboTku AguarHoctuyeckux kputepueB BYW Bo Bpemsi 6GepemMeHHOCTW.

BepemeHHOCTb 1 poabl ¥ xeHwuH ¢ BIMC nnoga vmenu cBon ocobeHHocTu (Tabn.2).

Ta6nuua2. Omszowarujue cocmosiHusi 80 epeMsi bepeMeHHOCMuU.

lectos 9 %
Mpeaknamcus 12%
Yrposa camonpomn3BONbHOMO BbIKMAbILLIA 52%
OPBW B 1-t0 nmonoBuHy 6epemMeHHOCTU 82%
MHoroeogue 18%
X®IMH 47%
XpoHunyeckas BHyTPUyTPoOGHasA rmnokcus 62%
3BYP 17%
AHemunsi 56%
O6ocTpeHune xp. nuenoHedputa 9%
YporeHuTanbHas UHdekuuu 46%
MpexaeBpemeHHble poabl 24%

YcTaHOBMEHO, YTO yrpo3a npepbiBaHWs 6epeMeHHOCTU OblNo YacTblM OCMOXHEHUEM XeHLWUH.[Tpn aTom
yrpo3a BblKMAbllla No4a 4acTo BbISBNANACh YXe Ha paHHMX cpokax GepeMeHHOCTU (Y 52% XeHLuH).

BTopbiM M0 YacToTe OCMOXHEHWEM O6epeMeHHOCTU Y XeHLWUH ABUNNChb rectosbl (Y 9 % KeHLWH).

N3 doHoBbIX 3aboneBaHnii y maTtepei oTMevanucb aHemus(56%) ,xpoHuveckuin nuenoHedput ( 9%).

Bce atn dakTopbl, 06ycnaBnveas pa3BuTMe XPOHUYECKOW deTonnaueHTapHon HeJoCcTaToYHOCTU NPUBOANIN
K PasBUTUIO XPOHUYECKOW TMMNOKCUM MMOAA, HaMnpsPKEHHUIO ero KOMMNEeHCATOPHbIX peakuMin C paccTPOWCTBOM
YHKLMIA OpraHoB U CUCTEM.

Takxe, Npu deTonnaueHTapHoOW HedoCTaTOMHOCTM HapylaeTcs AuddepeHuMpoBka BOPCUH XOPUOHA U
pa3BuTMe eTanbHOro COCYAUCTOrO pycna, YTO MOXHO TPakToBaTb Kak Me3penocTb BOPCMHYATOrO XOPWMOH a
CrefoBaTeflbHO BPOXAEHHbIX MOPOKOB PasBUTWSA NNaueHTbl.

Mpu nsyyeHun TteveHuss GepemeHHocTM y MaTepen gdetewi ¢ BIIC BbisBneHa, YTO Yy HUX BepeMeHHOCTb
4acTO OCMOXHANOCb ManoBOAMEM M MHOroBoaueM, a Takxe y 14,2% GepeMeHHbIX 0OTMeYanucb HenpaBuiibHbIe
MOMOXEeHNA U TasoBble MpeanexaHus nnoga.

Poabl y XeHWMWH C BPOXAEHHbIMW MOPOKaMn pas3BUTUS, Kak 1 BepeMeHHOCTb , TakXe MMenu CBOW OCo-
6EHHOCTN. YCTaHOBMEHO, YTO Y >KEHLMH C MOpOoKaMu pasBWUTMSA Mroda npexaeBpeMeHHble poAbl HacTynanm
B 31% cny4yasx.

BbiBoAbI.

Takum 06pas3om, BbICOKMIA ypoBeHb BbisBngemocTun BINC obycnoBneHo ynydlweHuem [uarHOCTUKU 13-
y4YaeMoli naTornorum B pesynbTaTe COBEpLUEHCTBOBAHUSA METOAMKU aHTeHaTallbHOro CKPWHWHIA, pacluupeHunst
obbema pononHuTenbHoro obcnenoBaHus. Micnonb3oBaHne COBPEMEHHbLIX METOLOB ANArHOCTUKN C NePBbIX AHEN
XKUN3HM pebeHKa M Ha NPOTSKEHWM PaHHEro Bo3pacTa SIBNSIETCA BaXXHOW M OTBETCTBEHHOW 3agaden negmaTpos.
OnTumanbHbIM ABMASETCA NPUMEHEHNE COBOKYMHOCTU KITMHUYECKUX, MIHCTPYMEHTaIbHbIX M TabopaTopHbIX METOA0B
nccregoBaHus.

B cdopmupoBaHum BIC 3HauuTenbHylo ponb urpaeT UHMEKLMOHHAs naTtonorus matepu, Nnpu 3TOM OCHOB-
HbIM 3TMONOTMYECKMM (DaKTOPOM SBMAKTCHA reprnecHas U LMTOMeranoBUpycHas MHeKLMK.
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CJO’KHOCTHU IMATHOCTHUKHN HACJIEACTBEHHBIX
®OPM PAXHUTA

BanmyxaHoBa A.M., XXymarynoBa 3.E., QwaHnkynoB X.C., Aye3xaHoB B.M.
Kasaxckmn HaunoHanbHbih MeguumHckuim YHnsepcuteT nmenn C.[0. AcdeHansaposa,
YHuBepcuteTckas KnuHmka «Akcam», L,Anmatbl

HacnencTtBeHHble hOpPMbI paxuTa ABNAITCA akTyanbHOMW Npo6neMoi, BO3HUKAOLWEN Ha CTbiIKe OETCKOW He-
pornoruu, 3HAOKPUHOMNOTUN, MEAULMHCKOM FEHETUKM 1 paaa Apyrux obnacrtei. Bo-nepBbix, 3T0 00yCnOBNEHO TeM,
UYTO pas3nuuHblie HPOPMbl paxmTa OTIINYAKTCHA BbIpaXKEHHbBIM KITMHUYECKMM NONMMOP(M3MOM, B OCHOBE KOTOPOTO, MO
BCEWN BEPOSITHOCTU, NEXUT reHeTu4ecKkas reteporeHHocTsb [1]. Bo-BTopbIx, AaHHas rpynna 3abonesaHuii BCTpeyaeTcs
KpauniHe pefko. Tak, Mo AaHHbIM nopTana pefkux 3abonesaHunii 1 opdaHHbIX ekapCTBEHHbIX CPEACTB, pacnpocTpa-
HeHHOCTb BuTamuH [1-3aBucumoro paxuta (BA3P) | Tuna coctasnset 1-5:10000 HaceneHus, a pacnpocTpaHEHHOCTb
BuTamuH [1-3aBucumoro paxuTta |l Tvna B nonynsuumn octaeTcs Hem3BecTHOM [5].

ButamuH [J-3aBMCKMbIN paxuT npeacTaBnsieT cobon rpynny pefakmx ay TOCOMHO-peLIeCCUBHBIX 3aboneBaHui,
XapakTepusyLmecsi pasaBUTUEM KITMHUYECKON CUMNTOMATUMKMN U3-3a CHUXKEHUS BCacblBaHMSA KanbLUsA B CTEHKE KU-
LeYyHWKa BCNeACTBUE HapyLLIEHUS 3TanoB rmapoKCUNMpoBaH1sa HaTUBHON hopMbl BuTamuHa [l (xonekanbundepona)
UNU PE3UCTEHTHOCTbIO TKaHel-MuLLeHe K ropMoHanbHo-akTueHon gopme 1,25(0H),D, .

Bnepebie B 1973r. Fraser npeactaBui nepebie ONUCaHUs AeTel C KNMHUYECKON KapTUHOM TSHKENoro paxuTta,
HW3KMM YPOBHEM KanbLus, docdopa B KPOBU 1 BbICOKOW aKTMBHOCTbIO LLENOYHOM hocdaTtasbl, Hopmanusaunm
COCTOSIHMS KOTOPbIX YAAnoch AOCTUYb NPU Ha3HAYeHMM Hanbonee akTUBHOM hopMbl BUTaMuHa D -kanbuuTtpuona.
M3BecTHO, uTo pa3sutre BA3P IA Tuna ceasaHo c gecmumutom 1-rugpokcunasel B novkax B pesynsrarte gedekra reHa
CYP27B1, 4To NpMBOAMT K HAPYLLEHMIO OKUCIIEHNS KanbLMaMona Ao kanbumMtpuona. imerTca eguHUYHbIE ONucaHus
naumenToB ¢ BA3P IB Tuna ¢ mytaunamu reHa CYP2R1, koTopblin kogupyeT 25-ruapokcunasy nev4eHu, npuHumato-
Len yyacTue B cuHTe3e kanbumanona. B ocHose BAO3P Il Tuna nexuT He4yBCTBUTENBHOCTb PELENTOPOB-MULLEHEN
k 1,25(0H),[,, B TO Bpems Kak cuHTe3 aToro metabonuTa He HapylweH. YposeHb 25(0OH)[, B KpoBU HOpMasibHbIR,
nokasarenu 1,25(0OH),[l, Takxe B HOpMe Unu YyTb NoBbIWeHbl. Onpeaenexne yposHs 25(0OH)D, B KpoBY roBOpUT O
HaCbILLEHHOCTU AaHHLIM BUTaMUHOM, oaHako, 25(0H)D, obnagaeT MUHMMasbHOWM CNOCOBHOCTLIO CBA3LIBATLCA C
peuentopom BuTamuHa D (VDR) 1, COOTBETCTBEHHO, Bbi3biBaTh Buonornyeckmin acgexT [2,4].

KnuHunyeckasi kapTnHa HacneacTBEHHbIX PAaXUTOB MOXET NPOSIBNATHCS, MOMUMO XapakTepHbIX Aedopman i
ckerneTa, 3a4epXXKon M3N4eCcKoro pa3BuTUS, TMNOTOHNEN, HAPYLLUEHNEM aKkTa AbIXaHWsi, CyA0POXHbIM CUHOPOMOM,
yacTbiMy NepefniomamMu, paHHuUM BbinageHuem 3ybos, anoneuven (BA3P 2 tuna) [3,4].

B HekoTOpbIX cnyyasax HECBOEBPEMEHHOCTb AMAarHOCTUKKN, @ COOTBETCTBEHHO, OTCYTCTBME aleKBaTHOM Tepa-
nun, obycnasnuBaeT NporpeccrMpoBaHme 3aboneBaHuns C BbICOKMM PUCKOM PA3BUTUSA TSHXKENbIX UHBANUAN3NPYOLLINX
OCIOXXHEHW N BO3MOXHbIM NeTanbHbIM UCXO4OM B paHHEM AEeTCKOM Bo3pacTe. PaHHAs n cBoeBpeMeHHasi naeH-
TUdrKaums oTaeNbHbIX POPM HacneACTBEHHbIX (POPM paxuTa y AeTen NO3BOMSEeT UCMOMNb30BaTbh KOMMMEKCHYHO,
naTtoreHeTM4YecKku onpasaaHHyo 1 addekTuBHyto Tepanuio [1].

MpuBOOUM KNUHWYeckoe HabnaeHe 3 nauMeHTOK, POAHbIX CECTep M3 OOHOW CEMbM, HAXOAMBLUMXCS Ha
CTaLMOHAPHOM feYeHnn B YHNBEPCUTETCKOW KNHMKe «Akcany. CneayeT cpady OTMETUTb, YTO POAUTENN AEBOYEK
3[0POBbI, Y POACTBEHHMKOB NOA0OHbIX 3ab6oneBaHuin He BbISIBNEHO, NpeHaTanbHbIN aHaMHe3 6e3 ocobeHHoCTEN.

3 aHamHe3a nepBoW A4eBo4YKK, 9 neT, N3BECTHO, YTO B Bo3pacTe 1rdmec nepeHecna OPBW, korga BnepBble
oTMeYvanunck ToHnYeckue pebpunbHblie cygoporu, 6uin BeicTaBneH agnarHos: POB LHC, rugpouedanbHbii CUHAPOM.
HasHauyeH koHBynekc 15mr/kr. Yepes 1 MecsL BnepBble BO3HUKIN SBMEHUSA runepecTtesnn, pebeHok nocTeneHHo
nepectan xoautb. B peBpane 2010r y pebeHka BHoBb OPBW, dhebpunbHble cyaoporu, Ha 2ble CyTKU - 3aKPbITbIN
nepenom co CMeLleHEM BepXHEN TpeTu 6epeHHON KOCTU cnpaBa (CMOoHTaHHbIN Ha POHe Cyaopor), monyYvana ne-
yeHne B OUB ¢ 18.01 no 12.02.2010r. Mocne Yyero siBNeHNs runepecTe3nn Hapocnu, BnepBble NOABUIINCH KOCTHbIE
aedopmaumn. locnutanuanposaHa B otaeneHne Hesponorun KB Ne2, B aHanuaax BbIIBIIEHO CHVXKEHUE Karbuus
B KpoBu Ao kanbuun 0,77-0,79Mmons/n. Bein npoBeAeH KOHCUAMYM Bpayen, 3akrodYeHne: BPOXKAEHHbIN BUTaMUH
[-saBucumblii paxut. Cuiapom Mpagepa. bbinv HazHaueHb! rOKOHAT Kanbuus, kanbuui [1,Hukomed, sutamuH [,
Ha choHe npoBeAeHHOro NeveHns camodyBCcTBME pebeHka yny4yLumnnoch, pebeHokK cTan cnokoMHee, CoH ynyuyLUnmcs.
KoHcynbTupoBaHa reHeTUKOM: XpOMOCOMHOW NaToNornm He BbISIBIEHO.

3aTem 6bina rocnutanuanposana B POKB «Akcai» onsa aaneHenwen onarHocTuky 1 neveHus. MNpu noctynneHunm
camMou4yBCTBUe cTpagaeT, pebeHok 6ECNOKOMHbIA, Ha KOHTAKT He WAET, HAa OCMOTpP pearvpyeT nnayem, BbipaxeHa
NoTNMBOCTb. [leBoYKa OTCTaeT B NCMXOMOTOPHOM Pa3BUTUN: HE XOAMUT, CUANT B TPYAOM, PeYb — OTAENbHbIE, EANHNY-
Hble criora. PebeHok B co3HaHnn. OTekoB, NacTO3HOCTH HeT. [1py 0CMOTpe BbISIBNEHbI paxutnyeckue gedopmaunm
ckerneTa: KpaHuotabec, pebepHble YeTku, GpacneTku, KUPOCKONNO3, KKUNEeBUAHaS» rpyaHas knetka, UCKpuBreHme
HWXXHUX KOHEYHOCTEN. B aHann3ax oTMeyaeTcsi 04eHb BbICOKUI YPOBEHD LLieNoYHoM hocdaTassl (LLP) 3993 Ea/n (B
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Hopme 0-500 Ea/n), runokansunemus 1,2 mmons/n, ymepeHHas runodocdaremus 1,1 MMonb/n, a Takxe yMeHbLUeHne
UX CYyTOYHOM 3KCKPEeLMn ¢ MOYOI. YuuTeiBasa runogocdartemuto, runokansLmemuto, pebeHok nonyyan sutamuH [
30 000 ME/cyT, noakntoyeH kanbumui [l, — Hukomen 3 Tab/cyT. B amHamuke Ha poHe neveHns yposeHb pocdopa
HOpManun3oBarcs, YTo ucknyaeT docdaT-AnabeT, ypoBeHb [MNTI Obln Ha BepXHEN rpaHuLe HOPMbI MPU CHUXXEHHOM
YPOBHE Kanbuus n pocdopa B KPOBM, YTO UCKITHOYAET TakxXe rmnonapatmpeos.

Takum o6pa3om, y AeBOYKM UMEET MECTO BUTAMUH [1-3aBUCUMbIA PaxuT, KOCTHble AedopmaLmm ABNSIOTCS
nposiBNeHneM paxuTa, B CBA3U ¢ YeM Obino peKoMeHA0BaHO NPOAOIMKMTL NpenapaTthl BUTaMmmHa [1 B 04eHb BbICOKOMN
po3se - 60000 ME/cyT. Ha boHe npoBOoAMMON Tepanuu NaumMeHTKa Hayana aepxaTtb rofoBy, CAMOCTOATENBHO XOAUT,
Bblpa>X€HHOW NOTMIMBOCTU HET, ogHaKko pebeHOK XpomaeT Ha NpaByto HOXKY Npu xoabbe, ynyylumnnmce nokasartenu
kanbums, docdopa, CHU3WUICS YPOBEHD LLENOYHON hocdaTtasbl. B cBA3M ¢ nonoxutensHon anHammkon 6eino no-
CTENEHHOEe CHUXeHME BUTamMuHa [, ogHako Ha poHe ero oTMeHbl B TedeHue 2 Heflenb BHOBb MOAHSNCS YPOBEHb
L ¢ 75 Ea/n go 600 Ea/n, nocne Yyero BHOBb OblyT HA3HAYEH BUTAMUH 4,8 nose 10000 ME/cyT. anee B Te4yeHune
3 net pebeHok nocTtossHHO npuHumMan suT [1 B fo3e 10000-15000 ME/cyT, no3a perynspHo KoppurmpoBanach B 3a-
BUCMMOCTM OT nokasartenen WP, kanbums, doccdopa B AUHaAMMKE.

C 2014r. no 2017r. B nevyeHnn gobasneH npenapat anbdakanbungon 1 Mkr/cyT -1mkr/484. B 2016r. 6b1n onpe-
AeneH yposeHb 25(0H)[,: 118,4 Hr/Mn, YTO ABMIAETCA HECKOJILKO NOBbILEeHHbIM (Hopma 30-100 Hr/mn). MonyyeHHble
AaHHble TpebyloT fanbHeilen AMarHocTukn n onpeaenexduns ypoeHs 1,25(0H)M,, MOneKynapHO-reHeTuYecknx
METOAOB UCCNeA0BaHNA B Lenax Bepudukauum guarHo3a.

B HacToswwee Bpemsa pebeHok npuHnumaet ButamuH [ 15000 ME/cyT, yposeHb LLI® ocTaeTcs 4OCTaTOYHO Bbl-
cokuMm 729,4 Ea/n, runokansumemmns 1,75 mmone/n. [leBovka prsnyeckn akTMBHas, UMEIOTCS KOCTHbIE AedopmaLm
rpyaHOM KNeTKW, NMO3BOHOYHMKA.

Y BTOPOW AEBOYKN 13 3TON CeMbU, 7NneT, B Bo3pacTe 11MecsaLeB o4HOKpaTHO OTMeYanucb CyaAoporn Ha oHe
noBbIleHHoOW TemnepaTtypbl Tena (38,5°C), gnutenbHocTblo 20-30cek, TOHMYECKOrO XapakTepa, KOTopble camo-
CTOATENbHO KynupoBanuck. lanee, pooutenu 3ameTunu, YTo OHa, Kak 1 cTapLuas pogHas cecTpa He XoauT, UMetoT
MEeCTO BblpaxeHHas NOTNNBOCTb U paxuTndeckue gedopmaumm ckeneta. lNpu obcnegoBaHnm y Hee Takxe BbiiBNEH
0YeHb BbICOKMI ypoBeHb LL® 2143, Habntoganack Belpa)KeHHasi rmnokanbuuemMusl, ymepeHHas runogocdartemus.
MocTosiHHO nonyyana ButamuH [ B go3e 6000-10000ME/cyT, HekoTopoe BpeMs anbda-kanbumaon 0,5MKr/cyT un
kapboHaT KanbLMs, Ha OHE KOTOPbIX OTMEYEeHO yny4weHne cocToaHnsa. B 2016-2017rr coxpaHsieTca BbICOKUN
ypoBeHb BuTamuHa 25(0H)[, — 140Hr/mMn, 4To TpebyeT KOHTPONA 3a PEXMMOM [103MPOBaHus npenapaTtos. B Ha-
cTosuee BpeMsi mamyeckoe pasButme pebeHka COOTBETCTBYET BO3paCTy, CKeNeTHbIX AedopMaunii HeT. B To xe
BPEMsi B aHanu3ax coxpaHserca runokanbunemus 1,79Mmmons/n npn HopmansHom ypoBHe LWL®. B neveHun 6bino
PeLIeHO NPOAOIKMTL BUTAMUH [, B MMHMMAaTbHO BO3MOXHO Ao3e - S0000ME/cyT noa aanbHenwum HabogeHem
nokasatenen B AMHaMUKe.

Y MnagLwen cectpbl, 2r 6mec, Takxe ¢ 1roga nosiBUNUCbL aHanorMyHble CUMNTOMBI, Kak y CTapLuMx cecTtep.
Mpu ocmoTpe y AeBoYkM paxuTudeckne gedopmauunn: 6pacneTku, YeTKU, UCKPUBMEHNE HUXKHUX KOHEeYHocTel. 1o
Hayana Tepanuu yposeHb LL® 1800 Ea/n, kanbuuin Ha HUXKHEN rpaHuue HopMbl. B neveHun Takxe ButamMuH [, B
po3se 30000ME/mn, anbdakansumngon 0,25mr/cyT. B HacTosLLee Bpems AeBOYKa HECKOIIbKO OTCTAET B POCTE, XOAMUT,
Bblpa)KeHHbIX KOCTHbIX AedopmaLnii HeT.

[aHHoe HabnoaeHue 3 poaHbIX CeCTEP AEMOHCTPUPYET HE TONMbKO rEHETUYECKY0 OCHOBY 3aboneBaHusi, HO
1 TPYAHOCTM BepudukaLmm amarHo3a, onpeaeneHme KoHkpeTHoro tuna BA3P, a, cnegoBaTtensHO, U BbIOOP TakTUKK
BeJEHUs JaHHOWN KaTeropuy nauMeHToB.

Takum 006pasom, CnoXHOCTb AuddepeHLmanbHON ANarHOCTUKM pasnnyHbiX POPM 3aKi4aeTCsl He TONbKO
B CXOACTBE KIIMHUKO-NAbopaTOPHbIX AaHHbIX, HA3KOW 4YacToTe BCTPEYaeMOCT B NONynsiuMn, HO U B OTCYTCTBUU
MOMEKYINAPHO-reHeTMYeCKMX METOA0B NCCINEeA0BaHMsA B Py TUHHON NpakTuKe Bpava-neamnartpa u Hegponora. bonee
TOro, reHeTu4eckas Bepudrkaums anarHo3a Takxxke Heobxoanma Ang NnpoBeAeHUsi MEQUKO-TEHETUYECKOrO KOHCYIb-
TMPOBaHMWSA B BOMPOCax AalbHeNLWero nnaHMpoBaHus ceMbM.

Cnucok nuTtepaTtypbl:
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HHOKA3ATEJIN NN'IMKEMHWHU HA ®OHE ITPUMEHEHUSA
YJIBTPAKOPOTKOI'O ITPEITAPATA MHCYJIMHA

BaHaypuH ®.A., bekeHoB H.H.
MexayHapoaHbI ka3axCcKo-TypeLKuin YyHUBepcuTeT nmeHn Xoaxa Axmeta HAcasu,
r.TypkecTtaH

AkTyanbHocTb. B 2010 roay obuiee konvyecTtBo geTckon nonynsauum (0-15 net) npesbicuno B mupe 1,9 mun-
nuapgos, n3 Hux y 0,025% Obin BbisSIBreH caxapHblii guabeT. DTo ykasbiBaeT Ha To, YTO NpuMepHo y 498 000 peten
BO BCeM Mupe 6oneeT caxapHbiM uabeTom u exxerogHo gnarHoctupyetcsa 79 000 HoBbIx cnyyaeB 3abonesaHus [1].
BmecTe ¢ TeM pe3ynbTaTthl NONEBLIX UCCNEAOBaHUN CBUAETENBCTBYOT O TOM, Y4TO MO psigy cTpaH (0cobeHHOo 3To OT-
HOCUTCS K pa3BMBaloLLMMCS CTpaHaM) IaHHbIE MOTYT ObITb NPUONN3UTENBHBIMU UM HETOYHBIMU. ATOMY OFPOMHOMY
KONMMYeCTBY AeTew Hy)KHa MOMOLLb A1 BbPKMBAHUS 1 HEOOXOAMMbI MHBEKLNM MHCYTNNHA, YTOObI )KUTb MOMTHOW XXU3HbH,
6e3 orpaHuyeHnI NN UHBaNVMAN3UPYIOLLNX OCITOXHEHWUIA M CTUTMaTM3aunn, CBA3aHHOM C caxapHbiM AnabeTom [2,3].

Ha coBpemMeHHOM aTane rneyeHust CyLecTBYeT rpynna npenapatoB MHCYIIMHA — YENOBEYECKOTo NPOUCXoXae-
HUSA. IHCYNWH, CO34aHHbI HA OCHOBE reHHOW MHXXEHEPUIM YENTOBEYECKOTO reHesa, siBnseTca Hanbonee Ka4eCcTBeH-
HbIM 1 Gonee 6e3onacHbIM CPeACTBOM 4SS flevYeHus 6onbHbIX C caxapHbiM Anabetom nepsoro Tuna [4]. Mpwu ero
cOo34aHunKn B KNETKy nekapckux apoxxken unm E. Coli reHHO-MHXeHepPHbIM cNOCO60OM BBOAUTCS peKOMOUHaHTHas
OHK, cogepxalyasn reH 4YenoBe4eckoro MHCynumHa. B ntore gpoxku unv 6akTepum HaumHaT NpoayumpoBaTh
YernoBeYeCcKUn MHCYNUH. VIHaye roBops, YenoBeYeCcKne reHHO-MHXEHEPHbIE UHCYIUHBI SIBMSIIOTCS Hanbornee ka-
YECTBEHHbIM U C ONTUMarbHBIMU MHCYNTMHAMW, KOTOPbIE AOMKHbI UMETb NPENMYLLECTBO Npu BbiGope npenapara
Ans neyeHus. Tepanus 4eNOBEYECKOrO reHHO-UHXEHEPHOro MHCYIIMHA — 3TO HE TOMNbKO ONTUMAanbHbIA BapuaHT
ne4yeHus caxapHoro gnabeTta, HoO U camMoe rnaBHoe ABNSETCH KNYeBblIM hakToOpoOM NpodunakTnkn Nno3gHUX co-
CyOMUCTbIX OCMOXHeHuN [5,6].

Mo gaHHBIM NUTEpPaTYPHbIX UCTOYHMKOB, CBEAEHUS OTHOCUTENBHO NOCTANMMEHTAPHOWM IMMKEMUN NOCNe Npu-
MEHEHMS YeNTOBEYECKOro reHHOUHXXEHEPHOr0 MHCYNMHA OTHOCUTENBHO CKyAHbI [7,8]. CBeeHus, kacarLmuecs nocrta-
NMMEHTapPHOW rM1KeMum BoobLLe eMHUYHbI, K TOMY XXe AaHHbI BUA UCTOYHUKA, UCccriefoBaHbl Obinn 3apybexHbIMu
YyYeHbIMU, TAe NPOAYKTbl U CaMO NUTAHWE HaceneHus UMeeT CYLLECTBEHHbIE OTNNYUSA OT TakoBoro B KasaxcrtaHe
[9,10]. Tem 6onee, B koHUe 80-X IT., Koraa 661Ny NPoBeAeHbl faHHble NCCeAoBaHWs, BO3MOXHOCTU MHCYNMHOTEpanum
ObINM NPaKTUYeCKN Marbl, YTO He MOro ObiTb OCHOBOW AN AoKa3aTenbHOro ooHa nccnegoBaHus. Bo-nepBbix, Ha
TOT MOMEHT Bpa4u UCMOMb30Banu TOMbKO MMEKLLMECS Y HUX UHCYIMH XXMBOTHOIO MPOUCXOXAEHUS, Guonoruyeckas
aKTUBHOCTb KOTOPbIX HUXE, YeM YenoBeyecknx. Bo-BTopblx, B apceHane Bpayein He Obino ynbTpakopoTKUX npe-
napaToB MHCYNMHA — BbICOKO3(MEKTUBHbBIX CPEACTB A5 YCTPaHEeHUs NOCTNpaHAnansHON rMneprinkeMmm.

3apybeXHbIMU yYeHbIMU PEKOMEHA0BAHO MPY UHCYNMHOTEPanUU BO BCEX BO3PaACTHbIX rpynnax B KayecTBe
Lenu JOMKHbI ObITb NOCTABNEHBI MAKCMMarbHO 6rM3Koe K (pM3MonornyeckoMy 3ameLleHme MHCynnHa 1 onTumMarnb-
HbIW TNTMKEMUYECKMIA KOHTPOrb. MpeanovTuTeneH no BO3MOXHOCTU MHTEHCUBHbIM PEXMM MHCYNUHA (aHanoru unm
00bI4HbIA/HITX) [11,12]. HecMoTps Ha TO YTO HUKAKOW PEXUM MHBEKLMIA OTAENBHO B3SITONO UHCYNMHA HE MOXeT
YAOBMNETBOPUTENBHO BOCNPOU3BOAUTL HOPMarbHY U3NONOruio, NpYMEHEHNE 3apaHee 3aroTOBIEHHbIX CMecen
WHCYINWHa B NeguaTpuyeckon npakTuke He pekomeHayeTcs. Kakon 6bl pexXum MHbEKLUA MHCYNNHA HU Gbin Obl Bbl-
6paH, OH JOMKEH CONPOBOXA4ATbCA BCeoObemnioLLeln obpa3oBaTenbHON NporpamMmmoit, COOTBETCTBYHOLLIEN BO3paCTY,
3penocTv U MHAMBMAyanbHbIM HyXaaM pebeHka u cembu [13,14].

Llenb uccnegoBaHus: OLEHKa MMUKEMUYECKON KPpUBOM Ha hOHE NMPUMEHEHUS YNbTPaKOPOTKUX NpenapaTtoB
WHCYIUWHa.

MaTepuan u meToabl UccriegoBaHus. MiccnegoBaHue 6bino npoeeeHo Ha 6a3e AeTCKOro oTAeNneHns ropoa-
ckov nonuknuHukn Ne6 ropoga LbimkeHT. O6cnenosaHo 13 getelt B Bo3pacTe oT 5 0o 15 neT, 60MbHbIX caxapHbIM
anabetom Tvn 1. [leTn nonyyanu MHCYNMHOTEPanuio Mo MHTEHCUMULMPOBAHHOW CXEME C UCMOMb30BaHMEM B Kave-
cTBe 6ontcHOro npenapaT yNbTPakopoTKOro AencTBms (Xymanor).

C y4YeTOM ypOBHS KOMMNEeHcaLuy 3aboneBaHnst AeTU ObINK pasgeneHbl Ha ABE MNOArPYNMbl: KOMNEHCUPOBaHHbIE
(6)  pekomneHcmpoBaHHsble (7). [laHHble 0 COCTOSIHMM YTIeBoAHOro obmeHa y ob6cnejoBaHHbIX AeTEN, NO3BONMBLLNE
BKITIOUYUTb UX U UCCreaoBaHne, NpuBeaeHbl B Tabnuue 1. B kayecTBe KpuTepreB KOMMNEHcaL MM caxapHoro anabeTa
ObINK Ncnonb3oBaHbl pekomeHaaunn CeHT-BMHCEHTCKOM AeKnapaumnn, CornacHo KOTOPOW CBUAETENbLCTBOM KOMMEHCa-
uun geten, 6onbHbIX Anabetom TvN 1, ABNAOTCA NokasaTenu rMMKeMUmM, He NpeBbILLakLLMe yTpom HaTowak 7,0 ,
yepes 2 yaca nocne egbl - 10,0 mmonb/n.

Tabnuya 1. [Nokazamenu y2negodHo2o obmeHa y demell 605bHbIX caxapHbiM Ouabemom mun 1, MMOnb/m

Moarpynnel n [Munkemns HaTowak
KomneHcnpoBaHHble 6 4,8+2,0
[lekomneHcupoBaHHble 7 9,8+31

MpumeyaHue: n —kos1u4ecmaeo demeli
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MpoBoamnocke nccnefoBaHme rMUKEMUYECKON KpUBOW B TEYEHME OHS. Heobxoanmble ans nogcyeTta nokasartenu
rMYKEMUM ONpeaensanmcb YeTblpe pasa, kKak HenocpeacTBEHHO Nepea eou, Tak U nocrne npuemMa nuLmn.

PesynbTaThbl.

CornacHo nony4YeHHbIM AaHHbIM Y KOMMEHCUPOBaHHbIX AeTeln ¢ AnabeTomM MakcumanbHbIn NOABLEM FIMKEMUN
oTMeyvaeTcs B 12 1 16 yacoB T.e. nocne NuLeBbiX HAarpy3ok (Tadbn. 2). XoTs ypoBHU rmmMkemMun B 16 4acoB y KOMMNEH-
CMPOBaHHbIX 60MbHbLIX COOTBETCTBOBANM KPUTEPUAM KOMMEHCaLUW.

Tabnuya 2. KuHemuka yposHs anukemuu (M+m) e komneHcupogaHHoU nodzpyrmne

n 8-00 yac. 12-00 vac. 16-00yac. 20-00 vac.
6 5,351 9,4+5,8 8,3%4,2 8,0+5,4

Y fekoMneHCcUpoBaHHbIX 60MbHbLIX AnabeToM MakcumyMa rmnukemMun Hactynan Toxe B 12 n 16 yacos, gocturas
npv aTOM 3HaunTenNbHO Bonee BbICOKMX LMdp (Tabn. 3).

Tabnuya 3. KuHemuka yposHs enukemuu (M+m) e 0ekomneHcupogaHHOU nodepyrnne

n 8-00 vyac. 12-00 vac. 16-00yac. 20-00 vac.
7 10,1£5,2 15,6£5,7 14,7£5,3 12,1£5,9

MukeMusi nocrne eapbl AocTurana ocob6eHHO BbICOKMX LMP Y NauUeHToB B MoArpynne 4eKOMMNeHCUPOBaHHBIX.
MpoBefeHHOE ccefoBaHMe Nokasarno, YTo LUUdpbl FUKEMUYECKON KPUBOW He SIBMAIOTCS CTPOro MOCTOSIHHBIMU
BENMYMHaMK. Ha BENMUYUHY TNIUKEMUUN BIIUSIET MHOXECTBO (hakTOpOB, B MEPBYI0 oYepeb, COCTOSIHUE SHAOTEHHOM
cekpeuumn UHcynuHa. AGCONTHas MHCYNIMHOBAs HEAOCTAaTOYHOCTL, Npucywas auabety Tun 1, cnoco6¢cTBYeET Mno-
BbILUEHWNIO YPOBHS TMUKEMUU 0COBEHHO Nocrne npuema nuuin. BakHo oTMETUTb, YTO 3HAYUTESIbHOE MOBLILLEHME
YPOBHS rM1MKeMun HabnoaaeTcs B nepuop AekomneHcauum 3abonesaHus.

Takxe o4HUM U3 hakTopa, OKasbiBalOWMM BIMSHWE HA NoKasaTenu rMuKemMnm, SBnaeTcs BU4 NPUMEHSIEMOro
GONCHOrO MHCynuHa. [laHHoe uccrnefoBaHWe AoKasaro, YTO BO3MOXHOCTU COBPEMEHHON WHCYNMMHOTEpanuu,
HECMOTpPSl Ha NOosIBNEeHMe YNbTPakopoTKMUX NpenapaToB UHCYNNHA, OrpaHUYeHHbl. JTO CBSAA3aHO C 0COGEHHOCTSAMU
hapMaKkoKMHETUKM UMEIOLLMXCS NPenapaToB MHCYNMHA, He MO3BONAOLLMMUI BbIMONHUTL OCHOBHOE TpeGoBaHue UH-
CynUHOTepanuu, 3aknyarLLeecsi B He06X0AUMOCTU CO34aHUS NMOMHOro COOTBETCTBUS B KaXAbli OTPE30K BpEMEHU
YPOBHSI UHCYNTUHEMWUMN YPOBHIO MMKEMUN.

BbiBOoAbI:

1. TMokasaTenu ypoBHS rMMKeEMMM 3aBUCAT OT 06eCcnevYeHHOCT OpraHM3mMa MHCYNTMHOM. AGCONIOTHAs MHCYNMHOBas
HEeAOCTaTOYHOCTb CNOCOOCTBYET NOBbLILEHUIO MOKa3aTenen ypoBHS rMUKEMUN OCOBEHHO Nocne efbl.

2.  YnbTpakopOoTKWUi npenapaT UHCYNMHa okasbiBatoT bonbluee BNUSHWE Ha LMdpbl FMMKeMumy nocrne ynotpebnenns
NMULLK, YTO HAXOAUT OTPAXXeHME B BENMMYMHAX MMIMKEMUMN HALLErO UCCreOBaHUS.
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CJIYUAN YCHEHNIHOM TEPAIIMU TOKCUHYECKOI'O
SMUJEPMAJIBHOI'O HEKPOJIN3A Y PEBEHKA

BapmeHoBa A.C., lepgoBa O.10., NazanneBa M.A.
KaparaHanHckui locygapcTBeHHbIn MeanumHeckun YHueepcuTeT, r.KaparaHga,

Tokcuyecknii anuaepmarnbHbin Hekponua (TAOH) — cungpom Jlarienna — peako BCTpevalLlleecs, XU3Heyrpo-
Xawlulee nonMMopdHOe MopaxeHne KOXu M CnuancTbix obonovek ¢ akcgonuaumen anvaepmMmca, CBS3aHHoe C
peakunen runepyvyscTeutensHoctu IV tnna.

YacTtoTta BcTpevaemoctn TOH coctaBnset 0,05-2:1000000 B obuwen nonynauun n 0,3% Bcex cnyyaes ne-
kapcTBeHHon anneprun [1]. Mo gaHHBIM Opyrnx aBTOPOB, CUHAPOM Jlanenna BcTpevaeTcsa B CpegHEM C 4acTOTON
1,89 cnyyas Ha 1 MInH HaceneHWsa B roA 1 B 2 pasa valle y nuu, xeHckoro nona. Cpeam 6enoro HaceneHus yacTtota
BcTpeyaemocTn TOH HMXe, yeM y adppukaHueB. JleTanbHocTb cocTtaBnseT okono 30% [2,3].

B HacTosLwee Bpems aTMonorusa n natoreHe3 TOH 00 KOHUA He BbISICHEH. YYeHble BbIAENAT POSb MHEKLM-
OHHO-annepruyecknx N TOKCMKO-anneprmyeckmx TpurrepHbix akTopos. Y B3pocrnbix B 95% cnyyaeB TOH obycnos-
NeH NpUMeHeHNeM MeaANKaMeHTO3HbIX MpenapaTos, MPUYEM Yallle BCero MHAYKTOPOM BbICTYNakT HECTEPOUOHbIE
NpPOTUBOBOCNANUTENbHbIE CpeacTBa U aHTMbmnoTukn [1,4]. Y getern cuHapom Jlanenna nHayumpyeTcs vaile nHgek-
LUUAMN, YeM MeQNKaMeHTO3HOW Tepanuven [5].

MaHundecTtauns 3aboneBaHns Ha4YMHAETCH C NOSBNEHNEM OarpoBO-CUMHIOLLHBIX MNSATEH, CITMBAIOLWUXCS MEXAy
cobori no mepe pacnpocTpaHeHus npouecca. Ha mecTe BbiCbinaHuii 06pasyoTcs Nockme ny3bipu, Npy NoBpexae-
HUK KOTOPbIX 06pasyTcs obWwupHble 3po3nn. Pasmep ny3bipst MOXET yBENMYMBaTbCH NPy HAAaBNMBAHWUMN Ha HETO
(cumnTom ABco-laHseHa). MNpu nerkom TpeHun Bu3yarbHO MHTAKTHOrO y4acTKa KOXM NPONCX0oAUT OTCIOWKa anvaep-
Muca — cMMnToM Hukonbckoro. Y Bcex 60MnbHbIX OTMeYaeTCcsa NopaxKeHne Crnma3ncTtbix 060novek HOCOrnoTKu, rnas,
MOMOBbLIX OPraHoOB, B HEKOTOPbIX CyYasx 3aTparMBaeTcs CnM3ncTas gbixaTenbHblX MyTen, NULLEBOAA U KALLEYHMKA.
Mpw Taxxenom TeyeHny 3aboneBaHNs He pedKkn NapoOHMXMU C NOCMNEAYIOLLMM OTTOPXXEHNEM HOTTEBbIX MNACTUH, Bbl-
nagexve sonoc. OBLWMPHOE NopaKeHNe KOXN 1 CNN3NCTbIX 060noYek BrneveT 3a cobon pasBntne MHMEKLMOHHbIX
OCNOXHEHWI, B TOM Yucne cencuca [5].

JleyeHne pasBuBlierocs cuHgpoma Jlanenna Heob6xoAuMmMO NPOBOAWNTL B YCMNOBUAX PeaHUMaLMOHHOIO Unn
0XOroBoro otaeneHus. KpaiHe BaxXHO Kak MOXHO ObiCTpee BbIABUTb U YCTPaAHUTb 9TUONOrMYeCcKin paktop, 4To
3a4acTylo Bbi3biBaeT TPyAHOCTU. [iNs yCTpaHeHNss TOKCUKO-anneprnyeckoro paktopa pekomeHaoBaHo nposege-
Hue nnasmadepesa ¢ ageKkBaTHOM 3aMeCcTUTENbHOM Tepanuen 6enkoBbIMU Npenapatamu kposu [5]. B HacToswee
BpeMs cneumduyeckon Tepanmm TOKCMYECKOro anMaepmarnbHOro HEKponn3a He cyLecTByeT. BbiCOko a¢h(pekTMBHHO
paHHeee BBEAEHUSA BbICOKUX [03 BHYTPUBEHHbIX UMMYHOINoOynnHoB [6]. B kavyecTBe natoreHeTnyeckon tepannm
NPUMEHSIOT CUCTEMHbIE MIOKOKOPTUKOCTEPOUALI B UHANBUAYANbHON JO3NPOBKE M aHTUIMCTaMWHHBIE Npenaparbl.
B uenax npepynpexaeHns MHMEKLNOHHO-CENTUYECKMNX OCIIOXHEHUIN NPOBOAAT aHTMbakTepuanbHy Tepanuio.
Bbicoka ponb MeCTHOM Tepanumn NOPaxKeHHbIX Y4aCTKOB KOXHOr0 MOKpOBa U CNM3UCTbIX obonoyek [5,6].

Mpepnaraetcsa kNuHMYeckoe HabnoaeHue cuHgpoma Jlanenna y pebenka.

2 ceHTs6ps 2017 roga B NpUeMHbIN MOKOW 3KCTPEHHO AOCTaBneHa AeBoyka 8 net ¢ xanobamu Ha noBbILLe-
HWe TemnepaTypbl Tena go 39,8°C, cbinb No Bcemy Teny Gynnes3Horo xapaktepa co CrnylMBaHueM KoXu, 6Gorb,
KpOBOTOYMBOCTb U30 pTa, HOca, cBeTob0s3Hb. Co crnoB MamMbl pebeHok 3abonen ocTpo, 26 aBrycta noBbicunach
Temnepatypa o 39,8°C, cHuxanu napauetamosioMm per os, cynno3utopusimm LledekoH ¢ HenpoaomknTenbHbIM
achpekTom. Ha crnegytowmin AeHb NosiBUNach BE3UKyne3Has Cbinb Ha Nuue, B NOAMbILLEYHbIX 06nacTax, nagoHsXx,
NPOMEXHOCTH, rpyan. 28 aBrycra y4acTKOBbIM Bpayom BbicTaBneH anarHo3 OPBU, BeTpsiHasi ocna, KOHbIOHKTUBKT.
MecTHO HasHadeHbl kannu Anbbyuma, TeTpaumKIMHoOBas Masb, epopanbHO aunKnoBup, aMOKCULUITIIVH. YiyYile-
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HWUSI COCTOSIHMSA He Habnoaganocb. AMOKCULMNNUH 3aMeHunu uedanocnopuHom Il nokoneHns napeHTepansHo. B
OMHaMuKe MosBUSICSA OTEK Nnuua — BBeAEH NpeHU30MN0H BHYTPUMbIEYHO. COCTOSHME YXYALWMMIOCh. 2 CEHTAOPSA
ambynaTopHO ieBoYka OCMOTPEHa y4acTKOBbIM BpavoM, BeidaBaHa BCMI. [loctaBneHa B 0611acTHy0 UHPEKLMOHHYI0
6onbHULy, rae 6bina ocMoTpeHa peaHumaTonorom. IHekUMoHHas natonorus cHata. BeictaBneH anarHos: CuHgpom
Jlanenna. Cencuc. SKCTpeHHO NepeBeaeHa B 06N1acTHYI0 AETCKY0 KITMHUYECKYH 60MbHULY, rocnMTanM3MpoBaHa B
oTAeNneHve peaHMaun U MHTEHCUBHOW Tepanuu.

CocTosiHMe pebeHka Ha MOMEHT MOCTYMNIEHNSI OYEHb TSXKENoe, C MHTOKCHKaLumen, bonessiM cMHApoOMoM. B co-
3HaHUK, Nnepuoauveckn oTmeyvatrTcs 6GecnokocTBo. TeMnepaTtypa Tena Ha HopManbHbIX Uudgpax. lfemoguHamumka
cTabunbHa. Ha Bcex KOXHbIX MOKPOBax, UCKIOYast Aroauubl U 3aZiHIOI0 NOBEPXHOCTb rofieHel, 6onbLume nnockme
ny3bIpy C CEPO3HBIM N CEPO3HO-reMopparmyeckumMm coaepKmmMbiM. [y3bipy nerko BCKpbIBAKOTCS C NOSABIIEHVWEM
0OLIMPHBIX 3P03MI APKO-KPACHOro LBeTa. [MonoxuTenbHbIn cMMNTOM HMKONBbCKOro — npu CONMPUKOCHOBEHMM NPO-
UCXOOMT AecKBaMaLms anMaepMmca n obHaxeHne MOKHYLLe noBepxHocTu. CnnancTble poTOBOW NMOMNOCTU, TyObl
OTEeYHbI, C TPELMHAMM, KPOBOTOYAT, canuBauus foctatovHas. Ha cnnsncton o6onoyke Hoca, rmas — apo3uu. Bol-
pa)KeHHbIX OTEKOB Ha TynoBuLUe HeT. [ibixaHne Yepes3 ecTecTBEHHbIE NyTU cBoboAHOe. [MepKyTOpHO — NeroYHbIn
3BYK. AyCKynbTaTUBHO B NTETKNX AbIXaHWe XeCTKoe, MPOBOAUTCS NO BCeM nonsam, xpunos HeT, Y[ 30 B MuHyTy. Putm
CepAeYHbIX COKpaLLEeHNI NpaBuibHbIA, TOHbI NpUrnyLeHsl, Taxmkapaud, YCC 130 B MuHyTy. MNMynbc Ha nepudepun
onpegenseTcsd, yAOBNeTBOPUTENbHbIX CBONCTB. XKMBOT MArkMiA, nogayT, rMy0bokon nanenaunm He AOCTYNeH ns-3a
nopakeHns KOXHbIX NOKpoBoB. CTyrna npy ocMoTpe He 6bino. YCTaHOBNEH MOYEBOW KaTeTep, Moya cBeTnas.

B ycnosusix OPUT geBouyka Haxogunack 45 cytok ¢ guarHo3om: Cungpom Jarnenna. Cencuc. Mpu nccneno-
BaHWN KPOBU Ha CTEpUNbHOCTbL BbisiBNieHa centuuemus Klebsiella pneumonae ss pneumonia, 4yBCTBUTENbHAs K
MeporneHeMy, MOKCUMNoKcaLuHYy.

B peaHnmauMOHHOM OTAENEHUM Nonyyarna rioKOKOPTUKOCTEPOUAHYIO Tepanuio 13 pacyeTa 12 mr/kr/cyT ¢ no-
CNeayroLWnM NOCTENEHHLIM CHUXKEHUEM A03UPOBKY, aHTMOaKTepManbHy Tepanuio C y4eTOM YyBCTBUTENBHOCTHU K
BblA€NTEHHOMY BO30YAMTENIO0, aHTUTMCTAaMUHHBIE MpenapaTbl, MMMYHO3aMeCTUTENbHYIO Tepanuto, 6enkoBble npenapa-
Thl KPOBMU C LIENbBI BO3MELLEHMS TUMONPOTEMHEMUIN, BO3HUMKLLIEN BCIEACTBUE SKCCyAaumnm nrasmMbl Yepes o6LunpHble
NOBpPEXAEHMSI KOXXHOMO MOKPOBA M CIIM3UCTbIX 0005I04€EK, renapmHoTepanmio Ans ynyylleHnsi peosiormyecknx CBONCTB
kpoBu 1 npocunaktukn OBC-cnHapoma. PaHeBasi NOBEpXHOCTb exeaHeBHO obpabaTbiBanacb ¢ cobnogeHvem
NPUHUUMNOB acenTuKM U aHTUCENTUKN. 2 OKTSAOPS BbINOSIHEHA HEKPOIKTOMMSA NOA Hapko3oM. KOHBIOHKTMBA rnas
obpabaTtbiBanacb Ae3NHMULNPYOLLUMM pacTBOpaMu, aHTUbakTepuanbHbIMU U CTEPOULHBIMU FMAa3HBIMU KANIsiMU.

3a nepuopg HaxoxaeHust B OPUT Ha boHe KOMOUHUPOBAHHO Tepanun COCTOSIHNME pebeHKa C NONOXMUTENbHOMN
AnHamukon. CoxpaHseTcs BbipaXXeHHas MbllleyYHasi TMnoTOHNS. TemnepaTtypa Tena Ha HopManbHbIX U cybdebpurns-
HbIX UMdpax. NopaxeHHble y4acTKu SNUTENU3NpoBarnmchb, YaCTUYHO MOKPbITbl FEMOpPpParnvyecknmMm Kopodkamu,
6ornbLie B obnactu rpyan. Hosbix ovaros HeT. [lo3MpoBKa rOpMOHOB CHWkeHa A0 60 mr/cyTku. 16 okTabps 2017 roga
nepesefeHa B OTAEINIEHME UMMYHOMNOrM4Yeckon peabunuraumm ansa ganbHenwero npoAoibKeHns Tepanmu.

Mpn nocTynneHun B comaTU4eckoe oTaerieHne COCTOSAHNE AEBOYKN TSXKENOW CTENEHN, TAXeCTb 00ycrnoBneHa
NpenmyLLLECTBEHHO 3a CHET KOXXHOro cuHgpoma. CamouyBcTBME HapyLieHo. Co3HaHue CHOE, Ha BOMPOChI OTBEYaeT
npaBWIbHO, C 3a4epXKon. Banasi, aMounoHarnbHbIi POH CHXKEH. CamMOCTOATENBHO CUANT, AEPXKUT KPYXKKY, XOOMUT C
noaaepXkon. KoxxHble MOKPOBbI: Ha POHE rmnepemMmm KoXu remopparmyeckmne KOpoUyku Ha MecTe NoOpPaXXeHHbIX y4acT-
KOB Mo Bcemy Teny, 6onbLue B obnactu rpyan. HoBbix o4aros HeT. Ha Koxe Bek apkad runepemus. Cnuancras nonocTu
pTa n3ba3BneHa, A3blk 061oxeH 6enbiM HaneToM, MOKPbIT MHOXECTBEHHbIMY i3BaMM apTO3HOro xapaktepa. Pyku
Ha owynb Tennble. KOCTHO-cycTaBHasi cuctema 6e3 gedopmauun. lpygHas kneTka npasunbHoM popMbl. HocoBoe
ObixaHue ceBobogHoe. Kawns HeT. MepkyTOpHO Haf NErkMMmn neroYHom 3ByK. AyCKynbTaTUBHO XEeCTKOe NpOBOAHOE
AbixaHve, xpunos HeT. YO 28 B MuHyTy. TOHbI cepaua 4OCTAaTOYHON 3BYYHOCTU, PUTM NPaBUIbHbIA, Taxvkapaus,
UCC 128 B MyHyTY. 2KMBOT nNpu nanbnayumn MArkmui, crierka 60ne3HeHHbIN 3a CHET KOXHbIX Nopa)KeHun. MNevyeHb 1
ceneseHka He yBenuyeHbl. MoyencnyckaHue ceobogHoe 6esbonesHeHHoe. CTyn OAMH pas B CyTKW, ODOPMITEHHbIN.

B nepuop HaxoxaeHus pebeHka B 0TAENEHUM MMMYHOIOrMYeckon peabunmraumm y 0eBOYKM BbisiBIiEHA Bbl-
paxeHHas TpoMmbouutonexus (21x10%/n) NpeaAnonoXNTENLHO CBSI3aHHAs C TOKCUYECKUM LEACTBUEM ANUTENBHO
npumeHsoLwenca aHTnbaktepnanbHoOW Tepanum, O4HaKo NeYeHoYHble Npobbl ObINM HOPManbHbIX LHAYEHUSAX.
AHTMOMOTUKM peLleHO BbINo OTMEHUTbL 1 MPOBECTU TpaHcdy3unto TpomboMaccsl. [epennBaHne KOMMNOHEHTOB KPOBU
nepeHecna xopoLlo, ypoBeHb TPOMOOLMTOB C NocTeneHHowm HopManu3saumen. MNMpu o6cneposaHumn B OAK BbisiBNEHO
CHWXeHue remornobuHa o 112 r/n, o6ycnoBneHHoe remopparmyeckm CUHAPOMOM.

YunteiBas xanobbl, AaHHble aHaMHe3a, 0ObeKTUBHOrO OCMOTpa M pe3ynbraTbl UCCNeL0BaHUA BbICTaBIEH
anarHos: Cencuc, cenmuyemusi. UmmyHodeguyumHoe cocmosiHue. CuHOpowm flatienna c nopaxeHuem 75% Koxu,
cnusucmelx pma, Hoca u enas. PekoHsarnecuyeHyusi eempsiHol ocribl. BmopuyHas mpomboyumoneHus. Jegpuyum-
Hasi aHeMusi ie2kol cmereHu.

B otaeneHnn pebeHky Obina npogorkeHa ropMoHarnbHasi Tepanus, MectHas o6paboTKka KOXM U CITM3UCTbIX
obonoyek, BBOAUMNCb aHTUTMCTaMWHHbBIE M MPOTMBOrpMOKOBLIE NpenapaThl. Ha doHe npoBeaneHHOW Tepanuu
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CaMO4yBCTBUE AEeBOYKN He cTpazaeT. KoxHble MOKPOBbl U BUAMMbIE CMU3UCTbIE YNCTbIE, KOPOYKU OTNAsnm, HOBbIX
3M1IEMEHTOB HeT. B nonoctn pta apo3unn anuTenuampoBaHbl. [bixaHne yepe3 Hoc cBoboaHoe. B nerkux gbixaHue
BE3MKynsipHoe, XpunoB HeT. Cor TOHbI CpefiHEN FPOMKOCTU, pUTMUYHbIE. XKXMBOT mArkuii, 6e3bonesHeHHbi. CTyn
perynsapHbii, kawuueoobpasHbli. MoyencnyckaHne csobogHoe, 6e3bonesHeHHoe. CyTovHas [o3MpoBKa npeaHu-
3050Ha cHwxeHa fo 17,5 mr/cyT. KOHTponbHbI noceB KpoBuM cTepuneH. PebeHok Beinucancsa goMoun vyepes 81 oeHb
OT Havyana 3aboneBaHns B y1OBNETBOPUTENBHOM COCTOSHUM.

Takvm obpa3om, onvcaHHbIN criydan cuHgpoMa Jlanenna SBnseTcs TSHKenblM OCMOXHEHUEM BUPYCHOW WH-
dekunn. Mo gaHHbIM NUTepaTypbl, Yalle BCero CEMencTBO repnecBypycoB Bbi3bIBAET Pa3BUTME TOKCUYECKOTO
anuaepManbHoro Hekponuaa [7]. MNMpuynHoi Gonee TAXenoro TeyeHus 3aboneBaHus SIBMSIETCSA NpUcoeanHeHNe
centuuemun. CnoXXHOCTb BEAEHNS TaKMX NALMEHTOB 3aKto4aeTCsi B MOTHUEHOCHOM Pa3BUTUM XKMU3HEYTPOXKatoLLEro
COCTOSIHUS, CBOEBPEMEHHOW AMArHOCTMKM 3aboneBaHusl, co3gaHus ocobbiX YyCNoBUA ANA afEKBATHOIO fIeYEHNs.
B uensx paHHero BbisiBNeHNs 3aboneBaHnsa n He3aMeanMTeNbHOro Hayana Tepanmm HeobxoaMMo NpPosIBNASATb Ha-
CTOPOXXEHHOCTb MPY Ha3HaYeHUN NeKapCTBEHHbIX NpenapaToB, TSXKEN0 NPoTeKalLWmMX BUPYCHbIX MHEEKLMAX.
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OBCTPYKTUBHBIE ®OPMbI bPOHXHUTA B JIETCKOM BO3PACTE

BartbipxaHoB LU.K., UmambaeBa T.M., BanmypaTtoBa A.[l., As36ekoB E.A., LLlepumoBa M.
Kasaxcknin HaunoHanbHbln MeguumHckuim YHusepcuteT nmenun C.[0. AcdeHanaposa,
r.Anvatsl
lopoackas getckas knuHndeckasa 6onbHuua Ne 2 r,Anmarhl

AxkTyanbHocTb. OGCTPYKUMSA AblXaTernbHbIX NyTel B AeTCKOM BO3pacTe TOW UMM MHOM CTEMNeHN ConpoBoXaa-
eTcs nobbiM GPOHXUTOM, OAHAKO Y ManeHbKNX AeTew OHa, kak NpaBuso, nposenseT cebs knnHudeckn. CornacHo
COBPEMEHHON TEPMUHOMOIMN B AETCKOW MyNbMOHOMOMMW NOA4 TEPMUHOM «BpOHXMONUT» 0603HayalT BUPYCHbIE
nopaXeHus HUXXHUX OblxaTenbHbIX NyTen y AeTen Ao 2 net, npoTekaLmne ¢ aBneHMsammn obctpykummn. Yaie cpeam
neanaTpoB UCMOMb3YHT CUHOHUM «BPOHX0-06CPYKTUBHBIN cMHAPOMY (BOC). OTO CUMNTOMOKOMMIEKC, CBA3AHHbIV C
HapyLleHneM BpoHXMarnbHOM NPOXOANUMOCTU (DYHKLMOHANBHOIO UM OPraHNYeCcKoro NpomcxoxaeHuns. MHorvue asTopbl
B cTpaHax CHI 06o3HauatoT kak» GPOHXMONNUT» NepBbIi 06CTPYKTUBHBIN 3NM304 y pebeHka, T.K. NOBTOPHbIE 3M1304bl
Ha doHe HoBo OPBW otnuuatoTcs, npoTekas ¢ KapTUHOW 0BCTPYKTUBHOrO 6poHxuTa. Mpu NOBTOPHbLIX anM3oaax
6onee 3 pas B rogy npasunbHee roBopuTb 06 060CTPEHUN «peunanBupytoLLero o6cTpykTMBHOro 6poHxuTax(1,2).
TepMuH «OPOHXO0BCTPYKTUBHBIN CUHOPOM» HE MOXET UCNOMb30BaTbCsA Kak CaMOCTOATENbHbIN AnarHo3. Bo Bcex
cny4vasax 6poHxuaneHo ob6CTpyKLMN cneayeT yCTaHOBUTbL HO30Mornyeckyto hopmMy 3abonesaHus.

CornacHo gaHHbIX nccrnegosateneint no CHI, yactoTa pas3sButua 6poHxuaneHo obCTpyKLMK, pa3BUBLLMIACS
Ha doHe MHMEKLMOHHBIX 3ab0neBaHUi HUKHWUX AblxaTemnbHbIX NyTel, y AeTeN paHHero Bo3pacTta CoCcTaBnseT, Nno
OaHHbIM pa3HbIX aBTOpoB, oT 5 % [0 40%. Ay geTel C OTArOLWEHHbIM CeEMEVHbIM aHaMHe30M Mo anneprum 6poH-
XunanbHas o6CcTpyKuuMs, Kak NnpaBuno, passuaeTtcs yaule, B 30 — 40 % cnyyaes (3,4,5).

K dakTopam pucka pasButus k GpoHxmanbHoM 06CTPyKUMM y AeTel paHHero Bo3pacTa sABMSIOTCS Takxe aHa-
TOMO-bun3nonornyeckue oco6eHHOCTN — rMnepnnasuns xenesamcTon TkaHW, CeKpeLns NPenMyLLeCTBEHHO BS3KOM
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MOKPOTbI, OTHOCUTENbHASA Y30CTb AblXaTerbHbIX NyTeN, MEHbLUNA 06BEM rMafKuX MbILLL, HA3KasA KonnaTepanbHas
BEHTUNSALMSA, HeJOCTATOYHOCTb MECTHOIO MMMYHUTETa, 0COGEHHOCTM CTPOeHMs Anadparmbl. 3aboneBaHnst opraHoB
OblXaHusa B 4eTCKOM Bo3pacTe, COnpoBoXAatolmne 6poHX006CTPYKTUBHBIM CUHAPOM K HUM OTHOCATCA OpOHXWT,
BOpPOHXMONUT, NTHEBMOHMS, BpoHXManbHas actMa, acnupaunst MHOPOAHbIX TeM, BpoHXonero4yHas gucnnasus, Nopoku
pas3BUTUA NErKNX, 06nuTepupyoLwnn GpoHxnonut n Tybepkynes. BpoHxoo6CTpyKTUBHBIN cMHApPOM y AeTen ¢ OPBU
B paHHEM BO3pacTe NpoTeKaeT Kak NpaBurio, B BUAE OCTPOro 0OCTPYKTUBHOIO BpOHXMTa 1 OCTPOro GpoHxnonura.

[lo HacTosILEero BpeMeHM HET [ aHHbIX O pacnpoCcTpaHEeHHOCTU OBCTPYKTUBHOIO CUHAPOMA NpPY PasnuyHbIX
BGpOoHX0NEroYHbIx 3aboneBaHnn y feTel NepBbIX TPEX NET XKU3HWU. Pa3HOpPEeYMBOCTb CBEAEHUI O YacTOTe U CTPYKType
6poHxmansHo 06CTpyKLMKn 0bycrnoBneHa oTCyTCTBMEM €4MHOro NoAxoAa Kk AnddepeHunansHon gnarHoctuke. Ya-
cTOTa pa3BuTUS GPOHXO00OCTPYKTUBHOIO CUHAPOMA 3aBUCUT HE TONMbKO OT Bo3pacTa obcrneayembix rpynn AeTen, HO
M OT MHOXEeCTBa ApYrux (pakTOpPOB: 9KONOMMYECKMX, ANNAEMNONOTMYECKMX, COLNANbHO-ObITOBLIX, annepruieckmx n
T.n. Kpome Toro, cnegyet oTMETUTb, YTO GPOHX00OCTPYKTUBHBIN CUHAPOM He Bceraa prkcmpyeTcs B 3aKNO4MTENb-
HOM [MarHo3e 1 B 3TOM Criydae He NOoAMEXUT CTaTUCTUYECKOMY YUYeTy, Kak B cTalMoHape, Tak U B MOMUKINHUKE.
BmecTe ¢ TeM, HanbonbluMi MHTEpeC NPeAcTaBnsieT YacToTa TAXKENbIX U/UNN PELMANBUPYIOLLMX BapnaHTOB GPOH-
X00OCTPYyKUMHY, Kak NpaBuno, TpebyrLmx rocnutanm3auumn 1 NpoBeaeHNss akTUBHON MeANKaMeHTO3HOW Tepanuu B
ycrnoBusix ctaumoHapa.(6,7)

Takvm 06pasom, B pa3BuTun GpoHxXmnansHom o6CTPYKLUN Yy IETEN BaXHYIO PONb UrpatoT BO3pacTHbIe 0COOeH-
HOCTW pecnupaTopHON CUCTEMbI, CBOMCTBEHHbIE AETAM NEPBbIX NET XN3HWU. HECOMHEHHOE BMNUsIHUE Ha HapyLUeHne
hyHKLMOHNPOBAHMWS OPraHoB AbIXaHWs y ManeHbKoro pebeHka okasbiBaloT 1 Takme hakTopbl, kak bonee ANUTENbHbIN
COH, YacTbl Nnay, NpeMMyLLecTBeHHoe npebbiBaHNe Ha CNUHE B NepBble MecsLbl XU3Hu. [NaTodusnonornyeckne
MeXaHn3Mbl 6POHX00OCTPYKTUBHOIO CUMHAPOMA Ha CEroAHSALWHUIA AeHb U3yYeHbl NoAPOOHO U1 BKMOYAKOT: cnasm
rmagkow MyckynaTypbl OPOHXOB, OTEK CNM3NCTOM 06ONOYKM ObIXaTeNbHbIX NYTEN, CKOMMEHMEe BA3KOro cekpeTta B
npoceeTe OPOHXOB M HAKOHEL,, peMOAENMpPOBaHME CrM3ncTolr 060onoYku abixaTenbHbix nyTen. Kpome Toro duauno-
nornyeckne MexaHu3mbl perynsiumMm ToHyca 6poOHXOB - 9TO XONMMH3pruyeckas, agpeHoaprmyeckas 1 Hemporymo-
panbHble cuctemsl. (8,9,10).

Llenb uccnegoBaHus — onpeaennTb YacToTy U yAernbHbI BeC OpOHXOO0OGCTPYKTMBHOIO CMHApPOMA y AeTen
npv ocTpbIX BPOHXONEroYHbIX 3ab60NeBaHNN HXKHUX AblXaTeNbHbIX NyTeR y AeTeNn.

MaTtepuanbl u meToabl. ViccnegoBaHue npoBoaunoch Ha 6ase ropoAckon AeTCKOW KIMHUYECKON BOMNbHULbI
Ne2 . PetpocnekTusHo 3a 2014 — 2016 r.r. npoaHanuanpoBaHbl ncTopun 6onesHn 3583 geTtelt HaxoAMBLUMECS Ha
cTalMoHapHOM feyeHnmn B Bo3pacTe oT 2mec. [lo 14 neT ¢ BepudmumpoBaHHbIMK AnardHodamu: OcTpbin 06CTPYyKTUB-
HbI BPOHXUT, PELMANBUPYHOLLMIA OBCTPYKTUBHBIN BPOHXUT , GPOHXMONUT 1 NHEBMOHMSA. PacnpeneneHne 60nbHbIX
Nno BO3pacTy 1 HO30MOrM4Yecknum popmam npeacTaBreHsbl B Tab.1

Ta6nuuya 1. PacnipedeneHue 60/bHbIX 110 803pacmy U HO30/102U4ECKUM ¢hopMam

Mo Obuwee Mo Ho3onornvyeckum hopmam
BO3pacTam Konm- p
O6CTPYKTUBHbIN Peu,mnmampyrou_\vmm
4ecTBo 6 06CTPYKTUBHBIN BpoHxnonuT MNMHeBMOHMSA
BOsbHbIX POHXMT BPOHXMT
Abc. % Abc. % Abc. % Abc. %
yncno 4yncno 4yncno ymcno
0-1rog 1940 873 45,0 388 20,0 58 3,0 77 37,0
1-3 net 1000 400 40,0 300 30,0 30 3,0 260 26,0
3-7 net 435 130 30,0 261 60,0 - - 43 10,0
7-14 net 208 60 29,0 131 63,0 - - 14 7,0
BCEro 3583 1463 40,8 1080 30,1 88 2,4 1034 28,8

Pe3ynbTaTbl 1 ux obecyxaeHue

BbIn ncnonb3oBaH AMarHoCTUYECKUI anrOpUTM 1 KIIMHUKO PEHTTEHONOrMYEeCcKne AaHHble B Bepudukauum gmarHo-
3a. B ocHoBHOM BbIGpaHbI Te Ho3onornyeckme popmMbl KOTOPbIE NPOTEKANN C BbIpaXXeHHbIM OPOHX0-06CTPYKTUBHBLIM
CUHAPOMOM — 3TO OCTPbIN OBCTPYKTUBHbBIV BPOHXNT, peLnanBmpyoLWnn 06CTPYKTUHBIN BpOoHXKT, BpoHxuonut B 100
% cny4yaeB. OgHako B MeHbLUen cTeneHn 6poHxmnansHasa obcTpykuns Habnoganoce y 15 % geten ¢ nHEBMOHUeEN
COMPOBOXAAMOLLMECS OTArOLEHHbIM NPEMOPOVAHBLIM (POHOM ( paxuT,aKCCyAaTMBHBIN AnaTtes, rmnoTpodums, aHemums
), YTO CBMAETENbCTBYET O HEXapakTePHOCTN BPOHXOOBCTPYKTMBHOIO CMHAPOMa A5 MHEBMOHUN Y AETEN PaHHEro
Bo3pacTa. A Takxxe npoBoaunachk crneayouias auddepeHymnanms:

*  YcTaHoBUTb Hanuume 6poHxnansHOM o6CTpyKLnn

* YcTaHoBUTb aTMonoruio 3abonesaHns, NOCNyXunsLlero npnynHon passutua 6OC
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* [lpoBecTn guddepeHumanbHbIN AnarHo3 ¢ ApyrumMm BO3MOXHbIMU npudnHamm BOC

e VCKMOYNTb NPUYMHBI CUHOPOMA «LUYMHOFO AblXaHus», He cBasaHHble ¢ BOC

Ecnu y pe6eHka nepBbIX Tpex NeT XU3HU UMeeTCs:

» bonee 3-x annsogos BOC Ha choHe OPBU

* Atonuyeckue 3aborneBaHus B CEMbe

* Hanu4yne annepruyeckoro 3abonesaHus y pebeHka

Heo6xoaumo HaGnwpgaTb 3TOro nauueHTa Kak 60f1bHOro ¢ 6poOHXManbLHOM acTMOMN

Taxenble n noBTOpHbIe cny4yan BOC

* TpebyloT 065A3aTenbHON rocnuTanm3auumn 4ns ytouHeHus reHesa BOC, npoBeeHns agekBaTHoOM Tepanuu,
NpodUNakTUKM 1N OLLEHKN MPOrHo3a AanbHenwero teyeHnst 3abonesaHus

MokasaHusa ansa rocnutanusauum geten ¢ BOC, pasBuBlmMMcA Ha dhoHe OPBU

*  HeaddekTnBHOCTb NeveHus (kynupoBaHue cumntomoB 5OC) B fjomalLHNX yCrioBUsiX B TedeHune 1-3-x yacoB

*  BblpaxeHHas TSHXeCTb COCTOSAHUSA 6ONbHOro

*  BbICOKMI PUCK OCHIOXKHEHNN

+ CoumanbHble nokasaHus

* [lpun Heo6xoQMMOCTM yCTaHOBMEHMSA NpUpoabl 1 nogbopa Tepanuu Npu BNepBblE€ BO3HUKLLMX NPUCTynax
yRyWbs

3akntoyeHue. Takum obpasom knaccuyeckme knuHudeckne cumntomel BOC, kak ynoMmHanoce paHee, ckna-
OblBAOTCHA U3 YANMHEHHOTO BblAOXa, MOSABMEHUS CBUCTALLErO, LWYMHOMO AblXaHWs, MPUCTYMNOB yAYLbS, KOTOpPoe
COMPOBOXAAeTCs BTSHXKEHNEM YCTYNYMBbLIX MECT FPYAHON KNEeTKW, y4acTue BCnomMoraTenbHOW MycKynaTypbl B akTe
AblXaHWs C ManonpoayKTMBHbIM kawunem. [Npu pmankansHom o6crnefoBaHum ayckynsTaTMBHO ONPeAensaTCcs cyxue
CBUCTSALLME XpUNbl. Y AeTen paHHero Bo3pacTta 4OCTaTOYHO YacTo BbICMYLUMBAKOTCA U BNaXHble pasHokanubepHble
xpunbl. [pn nepkyccum nosiBnsieTcs KOpoboUHbI OTTEHOK 3ByKa. [1n5 Bbipa)KeHHON 06CTPYKLMN XapaKkTepeH LUYMHbIN
BbIJOX, YBENMYEeHNe YacToTbl AblXaHWs, pa3BuUTUE YCTanoCTu AbIXaTeNbHbIX MbILLL,.

A Npv NTHEBMOHUM MMENO MECTO floKanbHas CMMNTOMaTHKa, acCCUMETPUS ayCKyNbTaTUBHbIX AaHHbIX C Npeob-
najaHviem KpenuTupyoLmnX XpunoB, BbiCokas TemnepaTypHas peakumnsa 38,5 6onee Tpex AHeN, U UHUNLTPaTUBHbIE
N3MEHEeHWS Ha peHTreHorpamme. Tsxenslie PopMbl NTHEBMOHWM Y AeTEN PaHHEro Bo3pacTa CONpoBOXAanuCh Ablxa-
TeNbHOW HeAO0CTATOYHOCTbIO, @ He BPOHX00BCTPYKTUBHBIM CMHAPOMOM. B Hawwmnx HabnoaeHnax BOC BcTpeyanock
npu NMHEBMOHWUM NuLwb B 15%cnyyaes.

BbiBOoAbI:

1. B neguaTtpuyeckon npakTrke cpean NaTonorum HXHUX AblXaTenbHbIX MyTe NPaBoOMOYHbI AnarHo3bl: OCTpbIii
O06CTPYKTUBHbIN BPOHXUT, PELUANBUPYIOLLNA OBCTPYKTUBHbBIV BPOHXUT, OCTPbIN BPOHXMONUT N OCTpasi MHEBMOHMS
KOTOpble COMPOBOXAATCHA C BpOHXManbHOM 06CTPYyKLMEN.

2. BpoHx006CTpYKTUBHBLIM cHAPOM (BOC) — 3T0 CMMNTOMOKOMMIEKC, @ HE AnarHo3, CBA3aHHbIN C HapyLLEHNEM
BOpOoHXManbHOW NPOXOANMOCTU (PYHKLIMOHANBHOIO NN OPraHN4YeCcKoro reHesa.

3. Mpu ocTpoi NTHEBMOHUK, KOTOPAsi CONPOBOXAAETCS NPeMopOMaHbIM poHOM oTsroweHnss BOC HabnogaeT-
cs1 Tonbko B 15 % crniyvaeB, B OCTanbHbIX Cryvasx Npu TSXKENOM TeYEeHUN NHEBMOHMUM UMEeEeT MEeCTO AblxaTeNnbHas
Heao0CTaTOYHOCTb.

Cnucok nuTepaTtypbl:

1. Anneprunyeckue 6onesHu y AeTen: pykoBoACTBO AN Bpayen nof pea. M.A.CtyaennkmHa, N.M.banobonknHa,
- M.: MeanuunHa,1998-352 c.

2. bpoHxumanbHasa acTma y aetei: PykoBoacTtso ans Bpaden nog pea. C.HO.Karanosa. — M.:MeguumHa, 1999, -
367 c.

3. Baviuesa O.B. BpoHxuanbHas actMay feten (dakTopbl pucka, MpUHLMMIbLI TEPBUYHON 1 BTOPUYHON MPOUNAKTUKM)
/I[Qncc.pok.mea.Hayk.M.2001. c324.

4. MwusepHuuknin KO.J1. KnMHMKO-MMMyHOMNOrmyeckasa xapakTepnuctnka atonu4yeckor 6poHxmnarnbHOM acTMbl 1
OCTpOro o6CTpyKTUBHOIro GpoHXUTa y AeTel paHHero Bo3pacTa: ABToped.Aucc..kaHa.mea.Hayk.-M., 1988
—-22c.

5. TlpakTnyeckas nynbMoHonorusa getckoro Bodpacta: CnpaBoyHuk/ MNopg pea. B.K.TatoueHko.- M.2000, 268 c.

6. WHdekunn pecnupaTopHOro TpakTa y geten paHHero Bo3pacta. M.:2006. 279 c. lNoa pea. MNpodeccopa
CawmcbirnHon A,

7. B.KTatoueHko BonesHun opraHoB gbixaHusa y geten. M.:- 2015.395 c. NpakTnyeckoe pykoBoACTBO.

8. Blanchard B. Respiratory syncytial virus infection in children.//Arch. Pediatr. 1994. Vol.16 Ne 4 . — p.637 -656.

9. Busse W.W.,,Gern J.E. Viruses in asthma// J.Allergi Clin.Immunol., 1997.Aug.; 100(2):147 — 50.

10. American Academy of Pediatrics. Clinical Practice Guideline: The Diagnosis, Management and Prevention of

Bronchiolitis // Pediatrics J.2014.Ne 134.P.1474-1502.
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AHOMAJIUS PASBUTHUS YPETPBI -
MET'AYPETPA. KIMHUYECKUU CJOYUYAN

Buwmanos P. K., Pama3saHoBa K.C., CakeHoB B.T., Typc6ekoB Y.A.
HayuHbin ueHTp neanatpum n getckon xmpyprum M3 PK, otaeneHue yponorun,
AnmaTbl, KazaxcTaH.

BBepeHue.

MeraypeTpa (Meranoypetpa, megalourethra) — BpoxxaeHHasi aHomanus pasBuTusi, BblpaKeHHOE pacLunpeHme
BUCSYEN YacTu ypeTpsbl, 6€3 iBNeHUn HapyLLeHUs ypoauHaMUKK B aucTtanbHom ee yactu. B 1955 rogy Pug Munnep
Hecbut onpenenun ee kak «BpOXAEHHY Aunatauuio ypeTpbl 6e3 guctanbHow HenpoxoammMmocTu». OH BnepBble
BbIMOMHWI NEPBY PeAYKLUUOHHYI YPeTponnacTuky npu gaHHom coctosiHun. OuddepeHumanbHyo AnarHocTmky
[aHHOM NaTonornn Haao NPoBOANUTL C MPUOBPETEHHBIM MEraypeTepoM, KOTOPbIN Yallle BCEro BO3HUKAET B MO3AHEM
nocrneonepaumoHHOM Nepuoae, NPy OCNOXHEHUSAX NOCNE ANCTaNbHOW yPETPONMNACTMKU Y ManbyYnKoB C runocnaguei
unu anucnagunemn'-2.

Hopaiipsit (Dorairajan)® onvcan ase hopMbl BPOXAEHHOW MeraypeTpbl, Ha OCHOBaHUN HapyLLUeHUs OPMUPO-
BaHWA kaBepHo3Horo Tena (Puc. 1):

BepeTteHoob6pasHbIi (Fusiform) Tvn — BbipaxkeHHOe pacLumMpeHne ypeTphbl, 3a CHET OTCYTCTBUSI HA JAHHOM YPOBHE
MOSIOBOro YrieHa KaBePHO3HOIO U CMOHTMO3HOTO TeN.

NagbeBngHbin (Scaphoid) Tnn — Bblpa)xkeHHOe pacluMpeHne ypeTphbl, 3a cYeT OTCYTCTBUS Ha 4aHHOM YPOBHe
MOSIOBOro YrieHa CMOHIMO3HOro Tena, Npy HopMarnbHOM UK cnaboM pa3BUTMU KaBEPHO3HOIO Tena.

KasepHo3Hoe Teno

657,

%
CrioHrMosHoe Teno KasepHoaHoe Teno
/ /
PucyHok 1.

OTMONOrno pa3BnUTUA MeraypeTpbl YeTka He 0ObACHEeHa, HO CYLLECTBYIOT MHEHUSA O BPEMEHHON 06CTPyKLMK
ANCTarnbHOW YacTu ypeTpbl NAoA4a UK pasBUTUA Me3eHxMManbHoro gedekTa. [locneaHioo Teoputo 06bACHAKT
TeM, YTO MeraypeTpa coYeTaeTcs C TakMMmn BPOXAEHHbIMW NaToNornamum, kak: cuHgpom Prune-Belly, knoakanbHble
aHomanuu, HenepdgopUPOBaHHbIN aHyc, pedrtokeupyowmn meraypetep, cnHapom VACTERL (aHoManmsa no3BOHKOB,
aTpesusi aHyca, Nopok cepAua, TpaxeonuweBOAHbIN CBULL, AUCMNa3nsa U areHe3ns noyek, AedekTbl pa3BuTus
KOHeuYHocTemn)*”.

B amnarHocTvke AaHHOM NaTonorMm UCMNosnb3yT PEHTTEHOKOHTPACTHbIE UCCnefoBaHnsa (peTporpagHas ype-
Tporpadus, MUKLUMOHHAas LmcTorpadus, BHyTPUBEHHas yporpadus ¢ KOMNbIOTEPHON TOMorpaduren), LUCTOCKONUS.

JleyeHve — peKoHCTPYKTMBHO-NNacTU4eckasn onepauns, ypeTponnactvka nocne nccevyeHnsa AMnaTMpoBaHHON
BEHTParnbHOW YacTu ypeTpbl, HO NPW YCIIOBUX HOPManbHOro pasBUTUSA KaBepPHO3HOro Tena, Tak Kak nocnegHee
urpaeT pornb kapkaca. [1pu BepeteHoobpa3HOM Tune MeraypeTpbl, NpOBEAEHNE onepaTUBHOro nevyeHns 6oino Gbl
3aTpyAHEHO, 13-3a BbIPaXXEHHON AMNCNNAa3nm OCHOBHbLIX CTPYKTYP MOSIOBOrO YieHa, HO 1 4acTo He HYXXeH, Tak Kak na-
LUMEHTbI C AaHHbLIM TUMOM MeraypeTpbl He BbIXXMBAIOT U3-3a APYrMX CEPbEe3HbIX COMYTCTBYIOLUX aHOManNui pa3suTus.
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KnuHuyeckum cnyyan.

PebeHok 2 roga 3 mecsua, rocnutanusvMpoBaH B otaeneHune yponoruvi HUMuOX ¢ xxanob6amu Ha BbipaxeHHoe
WCKPUBIEHME NMOIOBOrO YrieHa, BblAeneHne MoYM KanmnsmMm ¢ pOXAEHUs, XUAKOCTHOe o6pa3oBaHue y OCHOBaHUA
nonosoro uneHa (Puc. 2).

PucyHok 2.

Mpy ocMoTpe NoKarbHO HapyXXHble MONOBblE OpraHbl CHOPMUPOBAHBI MO MYXKCKOMY TUMY, COOTBETCTBEHHO
BO3pacTy, 06a siuyka pacnonoxeHbl B MOLLUOHKE, HOPMaIbHbIX pa3MepoB, MNOMOBOMN YNeH BbipaXeHHO UCKPUBIIEH
3a CYET XXMOKOCTHOro o6pasoBaHus Mo BEHTParbHOWM NOBEPXHOCTU CTBONA, NMPU HaJaBMBaHWW C TPYAOM OMOPOX-
HAETCA BO BHYTPb, MOCHEe Yero MOXHO NponanbnupoBaTb CTBOJ MOJIOBOro YfieHa, rorioBka He obHaxaeTcsi U3-3a
CY)XEHHOTO0 MnepnyLmanbHOro oTeepcTusi. Y peGeHka oTcyTCTBOBaS MNO3bIB K MOYEUCTYCKaHUIO, MOYa BblAensanach
B TEYEHWs1 AHS KannsiMy B namnepc.

MpepBapuTenbHble AUarHo3bl: AUBEPTUKYI YPETPbl, UICKPUBIIEHUE MOJOBOIO YJleHa, KUCTO3HOe o6pasoBaHmne
MOJIOBOro YernHa, MeaTOCTEHO3, KIanaH U CTpUKTypa ypeTpbl.

YnbTpasBykoBO€E UCCreoBaHUe NonoBoro YneHa (Puc. 3) — XUAKOCTHOe, KUCTO3HOEe 06Gpa3oBaHue NonoBoro
ynexa.

PucyHok 3.
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PucyHok 4.

lMpoBeaeHne MUKLUMOHHON LMcTorpadum He yaanoch, Tak kak ypeTpansHble kateTepbl HenatoHa 6-8 Lp He
NpoXoAnnu Aanblue BUCSAYEeR YacTu ypeTpbl, 6bIN0 peLleHo NpoBecTw peTporpagHyto ypeTtporpaduio. bbino Bbi-
sABNeHo 6annoHHoe paclumMpeHne BucaYen Yyactu ypetpsbl (Puc. 5).

1 o o T

PucyHok 5. [Tony6okoeoli CHUMOK.
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Mo AaHHbIM BHYTPUBEHHOW yYporpaduv onpeaensieTcs ypetepornapoHedpos cnesa, ANBepTUKYe3Hoe n3me-
HeHue CTEHKI MOYEBOTO My3bipsi, a TakXe HaKoMNeHe KOHTpacTa Ha ypoBHE pacLUMpeHHO YacTu ypeTpbl (Puc. 6).

1ch30min

PucyHok 6. 90 MuHyma eHympugeHH020 KOHmpacmupo8aHuUsi.

[anee npoBeaeHnsa ypetpouncTockonums nog obwmm HapkosoM. Linctockon 9.5 Lp. npowen 6e3 npensatcTeuii
AncTarnbHyo YacTb ypeTpbl. [lanee npu peBr3nmn onpeaenaeTcs BblpaXXeHHoe pacLluMpeHne BUCAYeln YacTu ypeTpbl
(oT 6ynbbapHoM YacTu ypeTpbl 4O YPOBHS BEHEYHOM 60po3abl). [laHHbIX 3a CTEHO3 ypeTpbl UMK KNnanaH ypeTpbl He
BbiBNeHo. [lanee unctockon 6e3 3aTpyaHeHns BBe4EH B MOYEBOW My3blpb. CvM3nctas MO4eBOro ny3bipsi YMepeHHo
rmnepemMmpoBaHa, MHbeunpoBaHa cocygamu, TpabekynapHo nsmeHeHa. Cpepaa B cryctkax pubpuHa. YcTbsa pacno-
NOXEHO TUMWUYHO, CreBa NonynyHHON OPMbI, CMblKaHWE NOMHOE, BbIGPOC PUTMUYHBLIW, CNpaBa BO3BLILLAETCH HaA,
YPOBHEM CMM3NCTOMN, CTEHO3MPOBAHO, BbIGpOC BAnbINn (Puc. 7-8).

PucyHok 7.
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PucyHok 8.

JTabopaTopHble nccnegoBaHus Tpebytowmne BHumanmsa: OAM kon-Bo 50.0 mn, SG-1010, PH-5.5, LEU-75wbc/ul,
NIT-neg, PRO-neg, GLU-norm, KET-neg, UBG-norm, URO-neg, BlL-neg, ERY-neg, 6aktepumn 0 — ymepeHHas nen-
kountypus; AM no HeunnopeHko — nenkountbl 38500/Mn, aputpouunTbl 0/MNn — BblpaXkeHHasn nenkountypus; NMoces
Mouun Ha B6akTepuyputo — K. Oxytoca 1x10°KOE/mn.

Ha ocHoBaHMM BCeX MOMyYEeHHbIX AaHHbIX BbICTaBIeHbl AMarHo3bl: BpoxaeHHbIN MOpOK pa3BUTUS MOYEBLIBO-
aswen cuctemsl. iuBepTukyn ypeTpbl. HepombileyHasa Aucnnasmsa MOYeTOYHUKOB, cnpaBa B CTaaun ypeTeporu-
OpoHedpo3a, cnesa B cTaany axanasmu, o6cTpykTnBHas dopma.

OcnoxHeHMs OCHOBHOrO 3aboneBaHNs: BTOPUYHBIA XPOHUYECKUIA NMMENnoHedpuT B CTaAMM NaTEHTHOroO BOC-
naneHus. XpoHU4eckui umctut, pnbpuHosHo-kaTapanbHasa dopma.

Mocne obcyxaeHns Ha BpayebHom KoHdepeHUnn, BbINo peLleHo NPOBECTU PEKOHCTPYKTUBHO-MNNACTUYECKYHO
onepauuto No ycTpaHeHWIo ANBEPTUKyNa 1 nocreayoLlen ypeTponnacTki Ha ypeTpanbHOM KaTeTepe.

Onepauums.

Mop obwmm o6esbonuBaHmem, nocre o6paboTkn onepaunoHHOro Noss, rofioBKka B3siTa Ha Agepxanky. lanee
npoun3BeAeH NPOAONbHbBIN pas3pes3 Ha ypOBHE YNEeHO-MOLIOHOYHOW cKnaaku. BeligeneHa ypeTtpa, otmevaetcs ee
Bblpa)KeHHOE paclumMpeHne Ao 3 CM B AnaMeTpe, Ha NPOTSHKEHUN 7 CM, OT YPOBHS 3agHe ypeTpbl O BEHEYHON
6opo3abl. YpeTpa Ha BCeM NPOTSXEHMM NPOAOSIbHO UCCeYeHa, B MOYEBOW Ny3blpb YCTAHOBMNEH YpeTparnbHbIN Ka-
TeTep, Aanee Npov3Be[eHO KpaeBoOe UCCeYEHNe CTEHKM YPETPbI, C MOCNEeAYLWMM yIiMBaHueM gedekTa ypeTpbl
LWOBHbIM MaTepuanom nonycuHtetTndyeckum «PDS» Ne7/0, Ha kaTeTepe HenatoHa 8 wp. LoB ykpenneH yluneaHu-
eM OKpy>XarLwmx TkaHen. [JledeKT KoXn Mo BEHTPaAribHOM NOBEPXHOCTN yWUT. VickpuBneHne yctpaHeHo. Katetep
3achmkcmpoBaH. femocTas no xoay onepauun. PaHa obpaboTaHa, HanoxeHa CnMpT-Ba3enNMHOBAs LMPKynsapHaa
nossska (Puc. 9).
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PucyHok 9. ViccedyeHue ypempnl, nnacmuka ypempbi Memodom [rornnes.

OnutenbHocTb onepauyum 150 MuHyT. MNponsBeneHa KOppeKUnsa KNMHUYECKOro anarHosa, BbicTaBneH — Pac-
wnpeHne ypetpbl. MeraypeTtpa.

lMcTonornyeckoe nccnegoBaHne NCCEYEHHOW CTEHKNU ypeTpbl — SIBNIEHUS XPOHMYECKOro ypeTputa Ha hoHe
paspacTaHus KOnnareHoBOW TKaHW U rMnoTpoMmMmM MbILLEYHOMO CNos CTeHKU ypeTpsbl (Puc. 10-11).

PucyHok 10. Okpacka eeMamoKCUTUHOM-303UHOM, PucyHok 11. Okpacka 2eMamoKCUnuHOM-303UHOM, M0
no Van-Gizon, x20, de3opzaHu3sayusi u auriompogusi Van-Gizon, x10, pa3pacmaHue Kosna2eHo80U mKaHuU.
2/1a0KOMbIUWEYHbIX 80/TOKOH.

MocneonepaunoHHas paHa 3axuna nepBnYHbIM HaTsxeHneM. KocmeTtuyecknii adh ekt OTNMYHbIN. YpeTparnbHbIn
KaTeTep yAaneH Ha 9-e CyTKM nocre onepaumu, caMocTosTeNlbHOe MoYeuncnyckaHme csobogHoe, 6esbonesHeHHoe,
perynsipHoe, faHHbIX 3a ypeTparibHbI CBULY He BbiiBreHo. CTpys LWMPOKas, He NpepbIBUCTas, He HanpsxéHHas. Y
pebeHka NosBMCst N03bIB kK MOYencnyckaHuno (PucyHok 12).
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PucyHok 12.

3akn4eHue.

MeraypeTpa — o4eHb peakas aHomanusi pa3BuTus MOYencnyckaTenbHOro KaHarna, Bcero onmcaHo okono 100
Cry4yaeB onucaHnsi BO BCEX BO3PACTHbIX rpynnax. KnMH14ecknuin MeHeAXXMeHT AOMKeH UHAUBUAYanu3npoBaThCs B
3aBUCUMOCTM OT TMMa U HaNM4Yns aCCOLMMPOBAHHBIX C HUM BPOXAEHHbIX aHOManuin, otctoga TpebyeT AuarHoCTUKK U
Jle4eHus B BbICOKOCTNELNANM3npoBaHHbIX MEANLIMHCKMX yupexaeHusax. B nagbesmnaHom (scaphoid) Tune BpoxaeHHoM
MeraypeTpbl, MpoBeAeHMe NPOAOTIbHON pe3ekLUMOHHON YpeTponnacTukm aeT NpeBoCcxXoAHble (PpyHKLMOHamNbHbIE U
KOCMeTU4ecKkre pesynbrathl, Kak BUOHO B HaLWeM criyyae.

Cnucok nutepaTtypbl:

Nesbitt TE. Congenital megalourethra. J Urol. 1955; 73 : 839-42.

. Jones EA, Freedman AL, Ehrlich RM. Megalourethra and urethral diverticula. Urol Clin N Am. 2002;29:341e348.
3. Dorairajan T. Defects of spongy tissue and congenital diverticula of the penile urethra. Aust NZJ Surg.1962; 32 :
209-14.

Kester RR, Mooppan UM, Ohm HK, Kim H. Congenital megalourethra. J Urol. 1990;143:1213e1215.

Stephens FD, Fortune DW. Pathogenesis of megalourethra. J Urol. 1993;149:1512e1516.

Wax JR, Pinette MG, Landes A, et al. Prenatal sonographic diagnosis of congenital megalourethra with in utero
spontaneous resolution. J Ultrasound Med. 2009;28: 1385e1388.

7. Sharma AK, Kothari SK, Goel D, et al. Megalourethra with posterior urethral valves. Pediatr Surg Int. 1999;15:591e592.
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IHHEBMOIUCTOCKOIINYECKAS PEUMIIVIAHTALIUA
MOYETOYHHMKA Y JETEN

BuwmaHoB P. K., TacnonatoB [1.A.
HayuHbin ueHTp neanatpum n getckon xmpyprum M3 PK, rAnmatbl

AkTyanbHocTb. [y3blpHO-MOYeTouYHMKOBLIN pedrtoke (MMP) sBnsieTcs 4OBOMNBHO YacTon aHoOManuen MoveBbl-
Boasen cuctemol (MBC), koTopas anarHoctupyetcs y 0.4-1.8% comaTudeckmn 34opoBbix AeTew [1], n npucytcTasyeT
npumepHo y 30-50% fpeTelt ¢ YacTo peunanBupytoLlel nHgekumen modesbiBoasLnx nyten (MMIM)[2]. CoveTaHne
MMP, M, noBpexaeHne novYe4yHom napeHxmmbl U pedtokc HedpponaTmst 3TO rMaBHbIE NPUYNHBI apTepuanbHOn
TMNEpPTEH3UN U XPOHUYECKON MOYEeYHON HeJocTaTouHoCTH y AeTen [3]. OTKpbITas penmnnaHTaums MoYeTovHMKa
cuMTaeTcsa 305M0TbIM CTaHAAPTOM Ans Koppekuun «Bbicokoro» NMMP y netel, B cutyaumsax korga HEBO3MOXHO
yCTPaHWUTb NaToNorMi KOHCEPBATUBHLIM NMYTEM WM LUCTOCKONMYECKON MHBbeKuuen rugporens. Camasa BocTpe-
6oBaHHas 1 addekTnBHasA npouenypa koppekumm NMP aBnseTcs kpoccTpuroHanbHas ypeTepoLMcTOHEOCTOMMS
no metoay KoaHa. B nocnegHee BpeMsi MUHUMAanbHO MHBa3MBHbIE MpoLeaypbl CTaHOBATCS Gonee nonynsipHbIMy
B IETCKOWN ypONoruun, B Ka4eCcTBe anbTepHaTUBbI OTKPbITOM onepaLmm, Tak Kak MMeloT TOT e CPaBHUMbIN YPOBEHb
nonoxuTenosHoro acpdekTa [4].

B naHHOM cTaTbe NpeAcTaBrieH Hall ONbIT NPUMMEHEHUS MHEBMOLIMCTOCKONUYECKON peuMniaHTaLmm Mo4yeToy-
Huka (MPM) y getewn ¢ ogHocTopoHHUM MNMP.

Lienb paboTbl. 13y4nTb BO3MOXHOCTb NPUMEHEHMNS 1 pe3yrbTaThl MTHEBMOLMCTOCKOMMYECKOM peuMnnaHTaLmm
MOYETOYHVKA y AeTen.

Martepuanbl u metoabl. B nepuog ¢ sHBapsa 2017 roga Hamu metogom MNMPM npoonepupoBaHo 4 pebeHka ¢
MMP 3-4 cteneHn B Bo3pacTe oT 4 MecsiueB A0 4 neT, 1 manbunk n 3 geBoykun. Bcem getsam Obin NpoBedeH KOM-
Nnnekc gMarHocTMyeckux mccnegosaHun: Y3/ opraHoB Mo4YeBbIBOAALEN CUCTEMbI, MUKLMOHHANA LucTorpadus,
3KCKpeTopHas yporpadus. Y Bcex nauneHToB AuarHocTupoBaH ogHocTopoHHui NMMP (4 cnesa). B ogHom cny4yae
MMP 6bin B runonnasvpoBaHHY0 MOYKY.

Texnwuka onepaunu MPM. NpeponepawuoHHas NOAroToBKa Oblna HanpaBneHa Ha CHUXKEHKE ra3oobpa3oBaHus
B KMLLEYHUKE — 3CNyMM3aH— 3 AHSA, MUKPOKIN3Mbl HaKaHyHe onepauun. AHecTe3nonornyeckoe nocobue - KoMGMHU-
pOBaHHbIV SHAOTPaxearnbHbIN HAapPKO3.

lMonoxeHne 6ONbLHOrO Ha CNVHE, C pa3BeAeHHBIMU HUXKHUMU KOHEYHOCTSIMU. epBbIM 3TanoMm NpoBOANTCSA
AunarHocTnyeckasi LUCTOCKONKWS, C HaNnoMHEHVEM MOYEBOro My3bips M3nonornyecknm pactsopom. flanee nog
BM3yarnbHbIM LLUCTOCKONMUYECKUM KOHTPONEM NPOBOANTCA NPOLUMBaHNE NepeaHeln OPIOLIHON CTEHKN C MepeaHei
CTEHKOW MOYEBOTO Ny3bIps, C LieNbio HaAEeXHON UKcaLMen n UCKIYeHNA MOBUNBHOCTM NOCNeAHeN Npu yCTaHOBKE
LeHTpanbLHOro Tpoakapa, no CpeANHHOW JIMHUM B TOYKE MeXAY MynKoMm v nuHuen MNdaHHeHwTuns. Mecnonbaysa
[aHHbIV LWOB Kak Aepkanka, noJ Bu3yarnbHbIM KOHTPOMEM, B MOYEBOW Ny3blpb YCTaHaBNMBaeTcs 5 MM Tpoakap
Ans ontukun. Linctockon yganseTtcs, MOYEBOW My3bipb OMOPOXHSETCH 1 pa3gyBaetcs razom CO2, no gaBneHuns
10 mm/pT.CcT. YcTaHaBnmBaeTcs ypeTpanbHbin kateTtep dones, ¢ uenbio NCKYeHusa notepu rasa. Janee nog
BM3yarnbHbIM KOHTPOMEM 3HOO0CKOMNA, B NPOEKLMAX NnaTepanbHbiX TOYeK NHUN MNMdaHHeHWTMNS, B MegmanbHOM
HanpaBneHny yCcTaHaBNuBaKTCA ABa 3 MM Tpoakapa ANs MaHUNynaTopoB. Bce Tpoakapbl (OMKCUPYIOTCS K KOXKeE.
MomoLwHMK Xupypra, yaep>xmBawLLmi kamepy Haxoauncsa cboky pebeHka Ha nopaXkeHHOM CTOpoHe, a cam onepa-
Top HanpoTuB (Puc. Ne1). lanee natonoru4yeckoe ycTbe MOYETOYHMKA NPOLINBAETCSA MOHOMUNAMEHTHON HUTBIO U
OepeTtcs Ha gepxanky (Puc. Ne2A). NpeaBapuTenbHyo MHTYGaLNI0 MOYETOYHMKA Mbl HE MPOBOAMIMN. L-06pa3HbimM
3NeKTPOAOM MPOBOAUTLCS OKaNMMSIOLWUA pas3pes BOKPYT YCTbs, pacCeKM NOBEPXHOCTHbIE CIOW CIIM3UCTOW U
MblweyHon obonoyek (Puc. Ne2B). MNMoaTarvBas Mo4YeTOYHUK 3@ AepXKarKy, MCNONb3ysa ANEeKTPOHOX U Koaryns-
LMo, NPOM3BOAUM MOBMAN3aLMI0 ANCTANbHOIO OTAeNa MoYeToYHUKa Ha npoTskeHun 3-4 cm (Puc. Ne2B). lanee
OT TOYKM Bbllie Ha 1 CM OT MPOTUBOMOMOXHOIO YCThbs, HOXHULAMW B NONEpeYHO-AnaroHanbHOM HanpaBieHun
cchopMmnpoBaH NOACIN3UCTLIA TYHHESb, 4O MOOMNN30BaHHOro MmoyeTodHuka (Puc. Ne2lM). MoaTarmeas 3axMMmom
3a WOoB-AepXarnky, MOYeTOYHMK MPOBOAMM MO TYHHeN 6e3 HaTAXeHUs Ha NPOTUBOMOMOXHY CTOPOoHY (Puc.
Ne2[1). Pe3euunpyem AnMCnnasvpoBaHHbIN NCTanNbHbIA U3MULWHUIA Y4aCTOK MOYETOYHMKA U YLLIMBAEM €ro CTEHKN
K crnm3ncTon, yanobiMu weamu PDS 6-0 (Puc. Ne2E). MoyeTouHMK MHTYOuMpyeTcs kateTepoM Ne6, yepes ogHO
13 0TBEPCTMIN DOKOBLIX TPOAKapoB, U (PUKCUMPYETCS HUTBIO K Koxe. Koxa ylwmBaeTcsa TonbKo Ha 5 Mm Tpoakape,
Ha ocTanbHble ucnonbadyetcsa Steril Strip (Puc. Ne3). Yepes 5 gHewn yoanseTcsa ypeTpanbHbii katetep, yepes 7-10
OHeln yoanseTcs ypeTepocTomMa.
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Pe3ynbraTtbl. B nepuop c aHBaps 2017 r. Hamu metogom NPM npoonepupoBaHo 4 pebeHka ¢ NMP B Bo3pacTe
oT 4 mecsueB 0 4 neT. M3 Hux 1 manbyumk 1 3 4EBOYKN. Y BCEX NaUNEHTOB ANarHOCTMPOBaH O4HOCTOPOHHMI NMMP
(4 cnesa). AnuTtenbHocTb onepauunun konebdanack oT 120 go 240 MUHYT. MNPOJOIKMTENBHOCTL ONEPaTUBHOIO BMe-
LaTenbCTBa C HAKOMMEHNEM OMbITa COKpaLLanoch, NpMbnmxasicb K OTKPbITOM ypeTepounctoHeoctomun. B nocneo-
nepawlvoHHOM nepuoae AeTun 6bInu BeinncaHbl Ha 8-11 cyTkm nocne onepauun. AHTUOakTepuansHas, UHY3MoHHasA
n cuMmnToMaTudeckas Tepanusi 6bina 3HaunTenbHO cCokpalleHa U He TpeboBana NoBbILEHHbIX 403. XUpypruyeckune
nepeBsa3Ky 3aknoyanuce B 0bpaboTke paH OpunnuaHToBon 3eneHbto. OCNoXHeHN, TPeOyLLMX KOHBEPCUY He BbIno.
Mo npu4rMHe MeHee TpaBMaTMYHOrO AOCTYNa K MOYEBOMY My3bIpto, KpOBONOTEPS Obina cBeAeHa K Hynto. [NokasaHusa
N NpOTMBOMOKa3aHus k npoBeaeHuto NMPM 6binu cTaHgapTHBIMK, Kak Npu OTKPbITOM onepauun. Bcem getam yepes
4 mecsiua nNpoBeAeHbl KOHTPOSTbHbIE PEHTITEHOYPOOrMYEeCcKne UCCreaoBaHnst, No AaHHbIM KOTOPbLIX OTMeYaeTcs
NoNOXMTENbHAsA NocreonepaunoHHas AUHamMmKa.

3aknto4veHue. Takum 06pa3om, Ha OCHOBE NMOJTYYEHHOrO HaMu OMbiTa MOXHO YTBEPXAATb, YTO MHEBMOLIMCTO-
cKonuyeckas peumnnaHtTaumsa moyeTouHuka y geten ¢ NMMP mManouHBasuBHasa onepauus, koTopas, cokpaliaeT
OonepauMoHHYH Harpy3Ky Ha naumeHTa, yny4waeT Ka4eCcTBO XXU3HU B nocrieonepaumoHHom nepuoge. Kpome toro,
OHa MMEET MONOXUTESNbHbINA SKOHOMUYECKNIA 3O EKT 3a CHET COKpaLLEHUSI ANUTENbHOCTM rocnuTann3aunumn, paHHemn
peabunutaumm, cokpaleHne obbema aHTMbakTepranbHOW, MHY3NMOHHOW U CUMATOMATUYECKON Tepanun. Y BCcex
nauneHToB OTMeYanach NofioXuTenbHas nocreonepaunoHHas AuHaMu1Ka.

CnucokK nuTepartypbl:

1. Molitierno JA, Scherz HC, Kirsch AJ. Endoscopic treatment of vesicoureteral reflux using dextranomer hyaluronic
acid copolymer. J Pediatr Urol 2008;4:221e8.

2. Jacobson SH, Hansson S, Jakobsson B. Vesico-ureteric reflux: occurrence and long-term risks. Acta Paediatr
1999;88:22e30.

3. Gonza’'lez E, Papazyan JP, Girardin E. Impact of vesicoureteral reflux on the size of renal lesions after an episode
of acute pyelonephritis. J Urol 2005;173:571e4.

4. Lopez M, Varlet F. Laparoscopic extravesical transperitoneal approach following the Lich-Gregoir technique in the
treatment of vesicoureteral reflux in children. J Pediatr Surg 2010; 45:806e10.
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CJAU3UCTO-KOKHBIN TUM®POHOIYJISPHBIIA CUHIPOM
(CHHIPOM KABACAKH)

'BokaeBa J.A., 'XabuxaHoB B.X., 'XutyoBa J1.K., 2EpxxaHoBa I".E.
'Kazaxckui HaumoHarnbHbIn MeOULIMHCKUIA YHUBEPCUTET UMEHU
C.O.AcheHansaposa, rhAnmarsi
2Hay4HbIn LeHTp neguaTtpumn n getckon xupyprum M3 PK, rAnmarbl.

AkTyanbHocTb. CuHapom (n 6onesHb) KaBacaku - BTopoe HasBaHWe CIM3UCTO-KOXHBIN NUMMOHOAYNAPHEIN
cuHApoM, mopdpornornyeckn obocobnsaeTcst 4eCTPYKTUBHO-NponudepaTMBHbLIM BOCNaneHNeEM CpeaHNX U MENKNX
apTepuii, OEHTUYHO Yy3enKOBOMY MONUapTEPUUTY U remopparnyeckoMy Backynuty. KnuHuuyeckn 3aboneBaHue
NPOSIBNSAETCS NTMXOPaAKOW, KOXHO-CIM3UCTLIMU aneMeHTamu, nuMmdoazeHonaTmen, pexe npuaHakamm BocnaneHus
KOPOHAaPHbIX, MOAMbILLIEYHbIX U OPYTUX BUCLIEpanbHbIX apTepuil.

BonesHb KaBacaku, n3aBectHas B MUpe B TEYEHME NATU-LIECTU NOCNEeOHUX AECATUNETUNR, CYNTAETCA JOBOMBHO
YacTol hopMor cucTeMHbIX BackynuToB. OHa Gonblie pacnpocTpaHeHa cpeau a3naTtoB Tak, kak 4acTo BCcTpeya-
etcs. B Anonnn, Kutae n Kopee no 100-110-175 Ha 100.000 (1,2). B ctpaHax e EBponbl n CeBepHo AMeEpUKMN OHa
BCTpeYaeTCsi LOBOSbHO YacTo, M 04EBUAHO, MOSTOMY NPU3HaHa OAHOM U3 Be4YLLMX NPUYUH NPUOBPETEHHBIX cepaey-
HO-COCYANCTbIX 3aboneBaHUn y AeTen 1 4acTon NPUYNHON NLLeMUYeckon 6onesHn cepala u MHapkToB M1Mokapaa
cpeav MOmnoAbIX Noaen kak crneacTBue KOPOHApUTOB, NepeHeCceHHbIX B aeTcTee (6onesHun Kasacakum). [1,2,3].

B pa3BuThbIx CTpaHax Tak e NpoBefeHbl UCCIeL0BaHWs Mo 3NNAEMNONONM, KITMHUKK U TEYEeHUe 3To bonesHu.
YcTaHoBeHbl akTopbl, yXyALwatLme NporHo3- 3T0 My>KCKOW Mor, BO3pacT A0 rofia U BOCTOYHAs HaLUMOHAamNbHOCTb.

Lenb. Llens nccnenoBaHns 3aknoyaeTcs B OLLeHKe COOCTBEHHbIX Pe3ynbTaToB feYeHrst GOMNbHbIX M aHannM3om
hakTopoB, aCCOLMMPOBAHHbIX C MO3AHEN ANArHOCTUKON 1 He6naronpuaTHBIM UCXOL40M 41151 BbIBOAOB, HEOOX0AUMbIX
Ona neamaTpu4eckon cryxosbl.

MaTtepuanbl u meTtoabl. B otaeneHnn kapgnopesmartonorun HL, negnatpumn n geTckonm xvpyprum nccneno-
Banucb 1 NonyyYnnu neveHune 7 6onbHbIX ¢ AuarHo3om 6onesHs KaBacaku. Bce 6onbHble noaBeprnnck Heobxoau-
MbIM KITMHUYECKUM 1 NabopaTopHbiM nccrnegoBanusam. MNMpoesoannuck B anHamuke KT, OxoKT, R-rpacdus opraHos
rpyaHoM KNeTku, aHrnorpadus — ogHomy 60nbHOMY C aHEBPM3MOW aKCUMMSPHON apTepuun. BonbHbIM NpoBOANNOCH
aZileKkBaTHOe NneveHune, BKIYaKwLwme AoCTaToOMHO BbICOKME A03bl aCnMpyHa U BHYTPMBEHHOIO YernoBe4YeCcKoro uM-
MyHoOrnobyrnvHa n3 pacdeta 2 Mr/kr.

OwnarHocTuka 3aboneBaHns obecneynBanochb NOATBEPXKAEHUEM NPUCYTCTBUS LLUECTU OCHOBHbIX KPUTEPUEB:
R.HollisterM.D., 2001; SterlingB., 2001

1. Jluxopapgka, Bbicokas, 6bonee 5 gHel, pe3ancTeHTHaa aHTMBMOTNKAM U XKapOnoHMXKaoLW UM
CyXxo0l KOHBIOKTUBUT
“MannHOBbIN A3bIK”, TPELLMHbI Ha rybax
YBenuyeHune WenHbIX NTMMoy3nos, Yalle 0GHOCTOPOHHUI
MonvMopdHasg Cbinb Ha Terne U KOHEYHOCTAX
Opwutema nagoHen 1 NoJoLB, C OTEKOM M MOCNEeaYOLWUM LWenyLeHnem

Ll,marHoa CTaBUTCS NpW BbIABMEHNN 4-5 N3 NpyBeAeHHbIX LWEeCTU KpUTEPMEB + MPU pacLUMPEHUN KOPOHAaPHbIX
apTepum Ha OxoKI™ (Mnn «rMraHTckMe» aHeBpPM3Mbl KOPOHAPOB NN aKCUIMSIPHON apTepun).

Pe3ynbTaThl. [0 Bbille NpUBEAEHHBIM KPUTEPUSAM ANArHo3 Gbin BbicTaBneH 7 6onbHbIM. CriegyeT oTMEeTUTb,
4yTO BCe OOMbHbIE B KAPAMOPEBMATONOrMYeckoe oTaeneHne nocTynunu yepes 2-4 Hegenv oT Havana 3aboneBaHus.
Mpn aTom B Havane Tpomm AeTsiM Obin nocTaBneH guarHos: CkapnatnHa (“ManuMHOBbLIN A3bIK”, WeNyLWeHNEe KOXK
Ha NagoHSsX UMY NOJOLLBE UMW Ha Nanblax pykK, CTOM, MMXOpaKa, KOXHble BbICbINaHNS); TakxKe AnarHo3 kopu 6bin
nocTaBrfieH B NepBble AHN 60ne3Hn AByM GOMbHbIM OWNGOYHO (KOHBIOHKTUBUT, MONMMOPHbIE KOXHbIE BbICbhINa-
HUSA, Mxopapgka); o4HOMY pebeHKy NapoTUT 3ANUAEMUYECKUN (BbIPAXKEHHbIN NTMMGaaeHUT OKOJOYLLHON Xenesbl u
nepeaHeLeiHbIX TMMGOY3NOB C NTIMXOpPaAKoWn).

B uenom u3 7 60nbHbIX NpUCYyTCTBOBaNN: Nuxopaaka 6onee 5 gHewn, ctabunbHas y BCEX CEMU, KOHBOHKTUBUT-Y
5, ManuHoBbIV A3bik-y 4, KOXXHbl€ BbICbINaHMA-Y 6, LUenyLeHe KOXM Ha NanbLax unn nogoweax-y 5, numdbageHunT-y
4. Ha OxoKI aHeBpn3ma KOpOHapHbIX apTepuii Obina ycTaHOBNEHA Y OQHOIO Y 3aMeTHas Ha rnas‘ruraHTckasi” aHeB-
pu3Ma akCUsipHON apTepun CrieBa elle y oaHoro pebeHka.

B aHanusax kpoBu obpawano BHUMaHue «bonblon» Tpombountos, coctaBngwowmii 700-900-1010 TeiC. B
KyO1yecKkoM MUNANNUTPE KPOBU, BbIABIEHHON y 6 13 7 6onbHbIX. Ha runepTpomMbounToB B KPOBU yKa3biBaeTCA 1 B
NCTOYHMKAX NUTepaTypbl Kak €ANHCTBEHHbIV TabopaTopHbIN Noka3aTeNlb CBOMCTBEHHbIN Ans 6one3Hn Kasacaku. B
ocTanbHOM y 60MnbHbIX ObIN NenkounTo3 y 4, HemTpodunes —y 4 nosbiweHne CO3 n CPB y Bcex, 4To noATBEPX4ANo
NpPUCyTCTBME CUCTEMHOIO BOCMAaNUTENbHOrO npolecca y obcnenoBaHHbix aeten [5,6].
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B pesynbTtate neveHus y Bcex 60MbHbIX HAaCTYNUMO BbI3gopoBneHne. KnuHnyeckme npusHaky, OTMEYeHHble
BblLle, B Lleriom ucyesna yepes 10-15 gHert neveHunsa BBUI n acnvpuHom. MNpuinu Ha ypoBeHb HOPMbl ANS 300POBbIX
nabopaTopHble U3MEHEHUSA, B TOM YUcne rmneptpomboumnTos (Ha 15-18 geHb neyenus). ickniwoyeHne coctaBunm
N3MEHEHMS KOPOHAPHbIX apTEPUON U akCUNNAPHOW apTepUK, BbISIBIIEHHbIE Y ABYX O00MbHbIX. VIX n3mMeHeHus, ycTa-
HoBneHHble Ha OxoKT, y oaHOro Ha aHrnorpadun BUAHOMO Ha rnas nynbcauun pe3ko yBernm4yeHHON B BUAE Lapuka
D=2,5 cm akcunnsapHou apTepmm octanucb 6e3 BblpaXxeHHON AuHaMuku. MprynHa oTcyTcTBUS adhdekTa Tepanum
aHeBpuW3M apTepuror, B LLleNloM apTepunTa, 3aknoyaeTcs B TOM, YTO BceM B60onbHbIM AnarHo3 6onesHun KaBacakm 6bin
nocTaBreH Yepes 2-4 Hegenu oT Havano 3aboneBaHus, koraa yxxe 6biro No3aHo AobuTbesA adpekTa neveHnem. 1o
OCHOBbIBAETCS HAMU Ha yKka3aHWsIX uccrnegoBaTenen, KOTopble CHATAKOT 4ENCTBEHHONM Tepanuio, HavyaTyo TOMbKO B
nepsble 7-10 gHen oT Hayano 3abonesaxus [1,3,4].

BbiBoAbI:

CvHapom (6onesHb) KaBacaku sBnsgeTcs He pefkum 3aboneBaHeM, MOCKONbKY 3a NonTopa roga B oTaenexHve
NoCTynumno 7 60MbHbIX C YCTAHOBIEHHbIM AMarHO30M.

Oetun, nepeHeclune 6onesHb KaBacaku, kak npaBmno, BbI3AOPaBAMBaIOT, HO BbISBIIEHHbIE U3MEHEHMWS KOPO-
HapHbIX apTepuon octaBanvck 6e3 AnHaM1KN n33a No3aHen AMarHOCTUKN 1, MO3TOMY, MO3AHEro Havana Tepanuu.

Cnepnyet 06patnTb BHMMaHue neguaTtpos 1 BOI, paboTatowmx B ycnosusix NMMCIT o Tom, 4yto 60ne3Hb KaBa-
CaKu MOXeT OCTaTbCH He PacKpbITbIM MOA AUAarHO30M: CKapnaTWHbI UM KOPU — B 3TUX CAy4asix rmneptpoMooumTos
okono 1 MAH/MM® MoXeT aBnaTcs AuddepeHumnanbHbIM NPU3HAKOM 3TOM NaToNormn.
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WUHOPO/IHBIE TEJIA KEJYJOUYHO-KUIIEYHOI'O TPAKTA ¥ JIETEH

MNacbimoBa E.A., Axmegos X., Hacupnu T.
Hay4Ho-uccnegoBaTenbCkUi MHCTUTYT neguatpum nm. K.A.dapaxoson
Baky, AzepbangxaH

AkTyanbHocTb TeMbl. IHopoaHble Tena (MT) xenyao4yHO-KMLLEYHOro TpakTa NpeacTaBnsaioT akTyarnbHYH
npo6rnemy B AETCKOW XMPYPrumn B CBS3M C BbICOKON YAaCTOTON AAaHHOW NaTONOMM1 U CEPbe3HbIMU OCITOXHEHUSMU NpU
HECBOEBPEMEHHOM OKa3aHuu cneunanu3npoBaHHOW MeauuMHCKON nomown. Moa nHopoaHbIMK Tenamun- corpora
aliena - NOHMMaIOT pasnnyHble Tena u NpeamMeTbl Kak OpraHMyecKkoro, Tak U HEOPraHNYeCKOro MPONCXOXAEHNS,
Yy>XAble OpraHn3My 1 BHeAPVBLUMECH B TKAHUW, OpraHbl, NONOCTM €CTECTBEHHbBIM NyTeM NGO Yepes onepaLMoHHYo
UnNu Apyryto paHy. IHopoaHble Tena xenyaoyHo-kuweyvHoro Tpakta (PKKT)-aTo npeameTsl, KOTOpble NOCTYNUIN B
OpraHbl NMLeBapuTENbHOro TpakTa n3BHe unu obpasoBanncb B CaMOM OpraHu3mMe 1 no CBOEMy COCTaBy He MOTyT
6bITb MCNONb30BaHbl B 0ObIYHbIX YCNOBUSIX Kak nuLa.[1]

PasnuyHble nHOpoaHble Tena cpaBHUTENBHO YacTO NoNagatoT B XKeNyA0YHO-KMLLEeYHbIV TPaKT AeTel. Mi3BecTHO
cTpemneHve geTen, ocobeHHO MnagLwero Bo3pacTa, 6paTtb B pOT M rMoTaTb BCAKME NonasLuMecs UM npeameThbl, Mo
noBoAy Yero poauTenu 4acTo obpalyatoTcs K Bpady. [pornaTtbiBaHWe MHOPOAHbIX TEN NPOMCXOAUT B pedynbraTe He-
OCTOPOXHOro 06paLLeHns C MenknuMmn npegMmeTaMmm, He[OCMOTPa PoAUTENEN UK B PEAKUX Cyvasx npeaHamMmepeHHo.
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Mo nuTepaTypHbIM AAHHLIM MHOPOAHbIE TENa XeNnyA04YHO-KULLEYHOTO TpakTa y IeTEN BCTPEYakTCA OCTaTOYHO YacTo,
npv 3TOM OCHOBHYHO Ipynny COCTaBNSOT naumeHTsl Ao 5 net.[2] Yawe Bcero nHopoaHble Tena 6ecnpenaTcTBEHHO
NPOXOAST MO XenyA0YHO-KULLEYHOMY TPaKTy, O4HAKO YacTb U3 HUX 3aJepXKnBaeTcs TaM ANUTENbHOE BPEMS U MO-
XET Bbl3BaTb CEPbE3HbIE OCIMOXHEHMS (NPONeXeHb, Nnepdopauunio ¢ nocrneaywmnm neputoHnTom).[3] BoamoxHocTb
OCINOXHEHWI YBENMYNBAETCS C BENIMYMHON NPOrMOYEHHOro NpeamMeTa v Hanmynem Ha HeM 3a0CTpeHHbIX kpaeB. Co-
BPEMEHHbIE MEeTOAbl ANArHOCTUKM MHOPOAHbIX TEN NO3BOMSOT 3HAYUTENBHO COKPaTUTb BPEMSI AMHAMMUYECKOTrO
HabnwaeHns 1 CBOEBPEMEHHO OKa3biBaTb CMeLManM3MpoBaHHY NOMOLLb.[4]

K Hanbonee onacHbIM MHOPOAHbBIM TEeNaM, BCTpPeYalLLMMCH B 4ETCKOM BO3pacTe, crefyeT OTHECTUM MarHuTHble
UrpyLLKN-KOHCTPYKTOPBLI. Kak ykasbiBaeT PasymoBckuii A.KO. 1 coaBT. (2012), xapakTep M TSXKECTb OCITOXHEHUN,
CBSI3aHHbIX C MpornaTbiBaHNEM MarHUTHbIX MHOPOAHbLIX Ten, NpakTU4eckn He nogparTcs nporHody. OcobeHHo-
CTbi0 MarHUTHbIX UT aBnseTcs To, YTO A0 MaHMdECTaLUN OCITOXHEHUI KIMHNYECKas KapTuHa MOXET MOMHOCThLHO
OTCYTCTBOBaTb UMW NPOSABAATLCA HeCNeundryHeiMM cumnTomamu [5]. B Toxe Bpems UX cLenneHne Ha pasnmyHbiX
ypoBHAX XKKT MoXeT NpnBOAUTL K MLLEMUW KULLIEYHMKA, 3aBOPOTY, KALLEYHON HENPOXOANMOCTK, nepdopaLmm, 0b-
pa3oBaHMIO CBULLEV U MEPUTOHUTY, C COOTBETCTBYHOLLEN KITMHUYECKON KapTUHOW

BonblWMHCTBO 6OMbHBLIX MOCTYNAOT B CTaLMOHap B TeYEHWE NePBbIX CYyTOK OT MOMEHTa NpornaTtbiBaHNs MHOPOA-
Horo Tena. AnuteneHOCTb NepemMeLLeHns nHopoaHbIx Ten no XKT 3aBucKT oT nx paamepos, OPMbI U KONMYeCTBa.
OpunHoYHbIe NpeaMeThl ANNHOM A0 12 cM 0ObIYHO NEepeEMELLATCH U3 XenyaKa B TOHKYIO KMLLKY B TedeHune 1—4 cyTok,
O[lHaKO HEKOTOPbIE M3 HMX 3aCTPEBAIOT Ha YPOBHE MUITOPMYECKOTO KaHara Xernyaka 1 yKoBuULbl ABeHaaLaTUnepCcTHOm
KnWwKun. MNepemMecTUBLUNCH B TOHKYIO UMM TOFNCTYH KMLLKY, OHU, KaK MPaBuIo, BbIXOAAT €CTECTBEHHbIM nyTeM. OfHako
nepemMeLyeHne nHopoaHbix Ten no XXKT Bo MHOrom 3aBucuT OT Bo3pacTa pebeHka, ero huanyeckoro COCTOSIHUS,
OT pasMmepa 1 BuAa UHOPOAHOrO Tena, ero KOHCUCTEHL MM U MHOTUX APYrMX XapakTepucTtuk.[6] B 6onblunHcTBE Ha-
6roAeHUI HanM4Ye MHOPOAHOTO Tena B XeNnygo4yHO-KULLEYHOM TpakTe 0Obl4HO HE CONPOBOXAAETCHA HapyLLUEHNEM
obuero coctosHUg pebeHka. [inarHo3 yctaHaBnMBalT Ha OCHOBaHNM aHAMHECTUYECKNX OAaHHBIX U PEHTreHonormye-
ckoro obcnegoBaHus. B MoMeHT npornaTbiBaHWs MHOPOAHOMO Tena y AeTel AOWKONbHOro Bo3pacTta npeobnagator
SBNeHns ncnyra (nnay, gsuratenbHoe 6ecnokoncteo). CTapluve AeTn coobLiaT 0 NPOXOXKAEHUN «KOMKa B ropriey.
Ecnv npegmeT 6onbLuoi, To BCnea 3a akToM rMoTaHns NOABASTCA CMMNTOMbI Ancdaruu, TowHoTa, peoTta. B ganb-
HeWLweMm OeTV MOry T anoBaTbCs Ha 60b B ropne npu rnoTaHum Kak creAcTBme TpaBMbl CM3ncTon nuwesoda. MNpu
3arnaTbiBaHUN OCTPbIX MHOPOAHbIX TeN (Mronku, 6ynasBkun, OCKOMKM CTEKNA 1 T. A.) MOXeT NPOM30ONTN NOBPEXAeHNE
cnunsncTon 060noYKku poToBON NONOCTN. BO3HMKHOBEHME PBOTLI, OCOBEHHO Yy ManeHbKnX AeTen, NHOrAa NPUBOANT K
acnupauuv MHOPOAHOrO Tena B AblXaTenbHble NyTu. [py ocMoTpe 1 nanenauumn XnsoTta obbl4HO He yCTaHaBNUBAOT
Hanuyve NHOpoAHoro Tena. MIHoraa nanenauus XXmBoTa MOXeT CONPOBOXAaTbCs 60NE€3HEHHOCTBIO, YTO CBA3aHO C
BHe[peHMeM B CTEHKY OpraHa 0CTpOro MHOPOAHOro Tena, cna3MmoM KULWKK nnu nepdopaunent. Nanbnauumio xmsoTa
NpoBOAAT BCeraa NOBEPXHOCTHO, OCTOPOXHO, YTOObLI HE BbI3BaTb AOMOMNHUTENBLHYIO TpaBmy.[3,4] [leTu ¢ nHopon-
HbIM TEMNOM B XeNy404YHO-KULLEYHOM TPaKTe HyXX4alTCa B AMHaMMYeckoM HabnogeHnn. B 6onblumHcTBE criyvyaes
WHOPOAHOE TEeno BbIXOAUT €CTECTBEHHBIM MyTEM B CPOKM OT ABYX A0 YeTblpex CyTOK (4em mnagwe pebeHok, Tem
6bicTpee). OfHako B page cnyyaeB ObIBalOT OCMOXHEHWS B NepBble Yackl 3aboneBaHns nnn BO3HUKaET 3agepkka Ha
AnuTenbHOe BpeMs OCTPOKOHEYHOro npeamMeTa B KMLeYHMKe (Yalle B ABeHauaTunepcTHON), YTo co3haeT yrposy
NponexHs nnn npoboaeHns ee CTEHKN C pa3BUTUEM NEPUTOHMUTA.

OunardocTuka.

B AmvarHocTtmke MHOPOAHOrO Tena Xenygo4yHo-KULLEYHOro TpakTa B NepByto ovepenb HeobxoanMbIiM ABRseTCs
TwatenbHbI cbop aHamHesa (kanobbl, yTOYHEHNE XapakTePUCTMKN MHOPOAHOrO Tena, onpeaeneHue BpemMeHn ¢
MOMeHTa NpornaTtbiBaHus); CneayLwui Wwar - ocMoTp pebeHka; Aanee cnegyeT NPOBECTU KITMHUKO-rabopaTopHble
nccnegosaHus (rpynna kposu n pesyc-daktop, KM (aetsam ctape 10 net); Heo6xoaMMO Takxe NpoBefeHVe cne-
umnanbHbIX U AOMOMHUTENBHBLIX METOA0B MCCNeAoBaHNS (PeHTreHorpadus opraHoB rpygHOM U GPIOLLIHON MONOCTH,
Y3W, KT, a3ogarockonus, 33ocaroayoneHOCKoNus, KONIOHOCKOMKS, TanapoCKomnusi).

OcHOBHOE 3Ha4YeHWe B AUarHOCTUKE MHOPOAHOIO TeNa XXenyao4HO-KULLEYHOro TpakTa 1 Bbibopa MeToaa neveHns
UmeeT peHTreHonornyeckoe nccrneposaxuve.[1,2,5] Bhavyane nponssoaat 0630pHbIE CHUMKKN BPIOLLIHON NOMOCTU B
nepeaHesaaHen n 60KOBOM NPOEKLMAX, BbIACHAS HanmM4ne MHOPOAHOro Tena u ero opmy. 3atem (npu Heobxoau-
MOCTM) Ha3HavaloT npuuernbHble CHUMKKU. ViccrnenoBaHne ¢ 6apreBon B3BECbIO NOKa3aHo Npu NOA03PEHUM Ha Ha-
nnyYne HepeHTreHOKOHTPacTHOro MHOPOAHOro Tena. Baseck Gapus B Taknx criyqasx, o6Bonakmeas nporfioYeHHbIn
npeameT, co3gaeT HEKOTopble YCNOBUSA ANSA ero BbiABNeHus. [IpyMeHeHne KOHTPacTHOro BelLecTBa BO3MOXHO Npu
noao3peHnn Ha nepdopaumio opraHa OCTPOKOHEYHbIMU NpeaMeTamu. BeipoxaeHne BuGUMoro KOHTypa MHOPOAHOMO
Terna 3a TeHb KOHTPaCTUPOBAHHOM KULLKW UMW XXenyaKka nHoraa nomoraeT AnarHoctuke. B gpansHenwem 3a getomu,
y KOTOPbIX B NULLEBAPUTENIbHOM TPAKTe HaXOAUTCS MHOPOAHOE TeNo, NPOAOIXKAT NePUOANYECKUI PEHTIEHOMNOU-
YeCKMIN KOHTPOIb (He Yalle Yem oHM pa3 B Tpu AHs). B cnyyasx nosBneHus 60nu nnv nepmtoHeanbHbIX CUMITOMOB
pPEeHTreHonorn4eckoe nccnegoBaHne NpoBoAAT No NOKa3aHUAaM.
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JleyeHue.

Xupypruyeckas TakTuka npv nonagaHum UHOPOAHbIX TEN B XXeNyA04YHO-KMLIEYHbI TpakT pebeHka 3aBuCHT oT
XapakTepa ¥ BefIMYUHbI MPOrfOoYEHHOro NpeaMeTa Ui BO3HUKAKLWMX OCITOXHEHWUIA.

Hwxe npyBoAMM onucaHme KNMHU4eckoro HabnwaeHns 3a pebeHKoM ¢ MIHOPOAHbBIM TENOM XeNyA04YHO-KMLIeY-
Horo TpakTa. Llenbto onucaHus aBnseTcs 03HaKoMITEHUE C KparHe TSXXeNbIM M OCNOXHEHHbIM CMy4YaeM MHOPOOHOTO
Tena KiweYvHnka 1 Heo6X0ANMMOCTMN CBOEBPEMEHHON NOCTAHOBKN ANArHo3a u nevYeHuns.

BbonbHas X.C, Bo3pacT 1roa 3 Mmecsua, noctynuna B xupyprudeckoe otaenenne HAW Nepunatpunn 24.01.2018,8
02 4 20 MuH ¢ >xanobamu Ha 60nn B XXMBOTE B TeveHue 48 4. Y pebeHka oTMevyanacb pBOTa Xen4bto, obuiee bec-
nokoncTteo. Co crnoB matepu cocTosiHMe pebeHka yxyawmnock ¢ 22.01.2018 , 6bina 2-x kpaTHas pBoTa Xen4ybto, No
noBoAy 4Yero obpaTuUnuCb B MHPEKLMOHHYIO B0MbHMLY, Ha (DOHE NPOBELAEHHOrO Ne4YeHUs CocTosiHMe pebeHka He
yNy4yLwmnnock n pebeHok ¢ nogo3peHmem Ha nHopogHoe Tteno XXKT Gbin HanpaBneH B XMpyprudeckoe otaeneHve
HUWN TMepunatpun. Mpu ocMoTpe pebeHka COCTosIHME TSHXKEnoe 3a CYeT MHTOKCHKaLMKW, TemnepaTtypa Tena 38,6°C
,CO3HaHue sicHoe, HabntogatTcs 6negHOCTb KOXM Y BUANUMbIX CITM3UCTBIX 060m0o4ek, obwas Banocts, OTmevaeTcs
Taxuvkapaus, a3blk Cyxon, o6noxeH 6enbim Hanetom. Mpu nanbnauum XXMBOT B34YT, OTMe4aeTcsi 60Ne3HEeHHOCTb.

B TeyeHnn Bcero nepuofa rocnutanuaaunm pebeHok Obin obcnefoBaH C NOMOLLbO NabopaTopHO-MHCTPY-
MeHTanbHbIX METOA0B UccnenoBaHuns. Obwul aHanu3 kposu: remarnobuH- 94 r/n, rematokput -28,4%; QpUTpoUnTbI-
2,98*10%/n, NlenkouuTbl- 10,6 *10°/n, TpoMGouuTel- 202*10%/n; Buoxumudyeckul aHaIu3 Kpogu: MoYeBUHa-4,3MMonNb/M;
KpeaTuHUH - 54 mkmonb/n; anb0ymuH- 43 r/n; kanbuun -1,98 mmons/n; HaTpun-140,2 MMonk/n; Kanuin-4.3 MMonb/n;
CPB - 24 wmr/n; KucrnomHo-0CHO8HOE COCMOsIHUE KPOB8U : KOMNEHCUPOBAHHLIA MeTabonnyeckuin aungos . loces
Kpoegu: cTepunbHbIn. Obwuli aHaiu3 MoYu: LBET-KeNTblA Npo3payHasl, NnoTHocTb-1021; pH-5; nenkounTbl- 2-3 B
n/3. Obwul aHanu3 kana B npegenax HopMmbl. HelipocoHozpaghusi: MexnonylapHas LWenb 40 2 MM.; 60KOBble
Xenynoykun: 6okoBble pora cnpasa-3 MM., cneBa-3 MM.; 04aroBbIX U3MEHEHU BbiBNEHO He Obino. Y3/ opzaHos
6prowHOU Mos10cmMuU Nokasano CKOMEeHNE XXUAKOCTU B OPHOLLHOM NOSOCTU; NeYeHb pasMepbl N 9XOFeHHOCTb NapeH-
XUMbl B HOPME; NOYKN - pacnonoxeHne, opma, pasMmepbl B HOpMe.

Oxokapduoepagpusi cepdya: 6e3 natonorun. Ha peHmeeHoepaghuu OpraHoB rpy4HON NONOCTMN NATONOMMYECKNX
N3MEHEHWI BbISIBJIEHO He Obino. Ha 0630pHOM peHTreHorpammMe opraHoB OPHOLLHONM NONTIOCTU BbiSIBIIEHbI UHOPOAHbIE
Tena (6ycuHKKN) B NPOEKLUN Xenyaka u ABeHaaLaTUnepcTHOM KALWKN, ANnHONW 7 cm.,15 wTyk. (puc.1.)

P>

PucyHok 1. O630pHasi peHmaeHo2paMmma ¢ UHOPOOHbLIM MEIOM.
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Ha ocHoBaHMM KNMHMYECKOro HabnaeHns u npoBeneHHbIX J'IaGOpaTOpHO-VIHCprMeHTaJ'IbeIX mMeTogoB UC-
cnefoBaHus Obin BbICTaBMEH KITMHWYECKUIA ANArHO3: VHopoaHoe Teno Xenyao4yHO-KULEeYHOro Tpakra. YuutbiBas
AnarHo3 n cCoCTosdaHue pe6eHKa, NOKa3aHa 3KCTpeHHaA Xupyprmnyeckasa onepauus.

HasBaHune onepauun: Jlanapotomus. Pe3ekunsa TOHKOW KULLKW. YOaneHne MHOPOAHOro Tena, 3HTepo-aHTepPo-
cTomMumA.

PucyHok 2. MlHmpaonepayuoHHas ¢pomozpachusi.
lMepghopayuu MoHKOU KUWKU MEMHO20 ygema. YoaneHHble UHOPOOHbIe mera.

JocTyn B GploLLHY0 NONOCTb AOCTUTHYT NYTEM NPOBEAEHMS MONEPEYHOro pa3pesa NpaBoll HaAMnyno4YHow ob-
nactu. MNpn peBn3nm GpOLLHON NONOCTK 6bINO BbiBeAeHO A0 50 M. MyTHOWM CEPO3HOM XUAKOCTU U HA PaCCTOAHUMN
1 M. oT cBA3kM TpenTua obGHapyxeH BocnarneHHbI KoHrnmomMepaT, 00pa3oBaBLUMIACS B pe3ynbTaTte cnaviek netenb
KnyeyHuka. Ha yqacTke TOHKOW KULLKK NPTSXXeHHOCTbo B 30 CM., BbiiBreHbl 6 nepdopaTUBHbIX OTBEPCTUN. Y4Un-
TbiBasi, YTO NepdopaTMBHbIE OTBEPCTUS PacnonoXeHbl 6rM3Ko Apyr K Apyry, 6bino NPUHATO peLleHre Npon3BecTy
pe3eKLMIo 3TOro yyacTka KULLKW 1 yaaneHue MHOpoAHbIX Ten , 15-Tu marHnTHbIx 6ycuHok.(prc.2.) Mocne pesekunn
y4acTka TOHKOW KULLKM, KOHLbI KALLEYHUKa NpUBnvxXeHbl ApYyr K APYTy U HanoXxeHa aHTepo-aHTepocToma. bprowHas
NMonocTb MPOMbITa TeMNbIM hK3.paCTBOPOM U BbiCyLLEHA. HanoxeHbl NOCNoviHbIE LWBbI Ha paHy. [ocneonepauoHHbI
auarHos: MIHopogHoe Teno XXKT. Pesekuunsa TOHKOM kUKW, [Nepdopaums , NEPUTOHUT.

lMocneonepaunoHHbI Neprof npoTekan 6e3 0CNOXHEHWI, LUBbI CHATLI HA 7-€ CYTKW, paHa 3a)Xuna nepBuUYHbIM
HaTskeHnem. PebeHok 6bin BbinvcaH 4OMOW B YA0BNETBOPUTENBHOM COCTOSHUN.

Takvm 06pa3om, ONMCaHHbIN Bbille KIMHUYECKUIA Cryvaln cBUAeTenbCcTByeT 06 onacHOCTM ANUTENbHOMO Ha-
XOXOEHWUS MarHMTHbIX MHOPOAHBIX TeN B XeNyAOYHO-KMLLIEYHOM TpaKTe U BO3MOXHOCTU Pa3BUTUS OCITOXHEHWHN,
YTO ABNAETCH NOKa3aHNEM K SKCTPEHHOW onepauum.
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HNPUMEHEHME YPETEPOJIMTOTPUIICUU ITPU KAMHAX
MOYETOYHUKA C IBYX CTOPOH

Fadypos B.K., HagxumutaguHos 5.C.
TallkeHTCKas MeaguUUHCKas akagemus, . TallkeHT

AkTyanbHocTb. [Tp1 MoyekameHHon 6onesnn (MKB) cynpaBeaukanbHyo o6CTpyKLmMIo, 0OYCNOBNEHHYO KOH-
KpeMeHTaMu, pacrnosfioXXeHHbIMU B MOYETOUHMKE, BbISIBNAOT y 6onee yem 50% GonbHbIX, NpuyeM Habnwogaetcs
yBenuyeHune nogobHblx cnyyaes 3a nocnegHue rogbl [1]. KaMHM MOYETOUYHMKOB C ABYX CTOPOH 0BHapyxuBatoT y 2-6%
naumeHToB, cTpagatwmnx MKB, npu aTom HapyLlaeTcs yHKLUNUS NOYEK C BYX CTOPOH, ABMNSSICb NMPUYUHOM NOYEYHOW
HepgocTaToyHocTm [2]. O6ocTpeHue XpoHU4eckoro nuenoHedputa, B NogobHbIX criyvasix, HabnwaawT vaiwe no
CpPaBHEHNIO C MNaLMeHTaMu, y KOTOPbIX KAMHM pacrnofioXeHbl B NOYKaX, HEPEAKO OCMOXHAETCA CUHAPOMOM OCTPOro
BocnanutensHoro oteeTa [3]. MNpy neyeHnn GOMbHBIX C ABYXCTOPOHHUM YPETEPONNTMA30M CrneayeT B KOPOTKMNE
CPOKM U C MUHUMAaIbHOM TpaBMaTu3aumnein Mo4eBoro Tpakta n3baButb Ux 0T cynpaBe3unKanbHOW 06CTPyKLMK, YTO
NO3BONSIET COXPAHUTb PYHKLMOHAmMNbHbIE BO3MOXHOCTN 06eunx novex.

OTKpbITblE ONEpaTUBHbLIE BMELLATENbLCTBA Npu neyveHnn 6onbHbix ¢ MKB B HacTosiLee BpeMsi yponoru npu-
MEHSIIOT pefKo, oTAaBasi NpeAnoyYTeHNe ManonHBa3nuBHbLIM METOAaM YCTPaHEHWs cynpaBe3nKkanbHOW 06CTpyKLuu,
00yCcnoBneHHON KAMHSIMU MOYETOYHMKA. 3 NprMeHsieMbIX COBPEMEHHBLIX METOA0B ANSA yAaneHust KaMHel U3 Mo4ye-
TOYHMKA, TAKUX Kak Nlanapockonuyeckas U peTponepmuToHeOCKONMYeckas ypeTeponmToTOMMK, SKCTpakoprnopanbHasi
yAapHo-BonHoBas ypeTeponutoTpuncus (QYBI1) Hanbonee LenecoobpasHbiM CNOCOOOM CHUTAIOT YPETEPOCKOMNMIO.
CornacHo pekomeHgaumam Esponerickon Accoumanumm Yponoros, KOHTakTHas ypeteponutotpuncus (YI1T) ns tpaHc-
ypeTpanbHOro octyna, sBNsieTcs MeTogamm nepBoro Bbibopa B onepaTMBHOM NEYEHUMN KOCITOXKHEHHbLIX» KaMHEN
MOYETOYHMKA, B OTAENbHbIX Cy4asix ee MOXHO 6e30nacHO NPUMEHSITb ANsi NeYeHnss 6ONbHbIX C ABYXCTOPOHHEN
natonoruen [1-3]. HecmoTps Ha TO, YTO NPU YPETEPONUTOTPUNCUN B OAUH «CEAHC» C LieNbto yaaneHns kKamHen nua
MOYETOYHMKOB C ABYX CTOPOH, YANMHAETCS BpeMSs, 3aTpa4yeHHOe Ha BMeLLATeNbCTBO, OAHAKO COKpaLlaeTcs Konu-
4YeCTBO MeIMKaMEHTOB UCMOJb3YEMbIX 151 aHECTE3MMN Y YMEHbLUATCS 06Lme prHaHCOBbIE 3aTpaThl Ha NeyeHne
6onbHoro. Tem He MeHee, 0 HAaCTOSLLLErO BPEMEHN CPEAN YPOSIOrOB HET €AUHOrO MHEHUs 0 6e3onacHocTh 1 ad-
(hEKTMBHOCTM OQHOMOMEHTHOIO BMeELLATENbCTBA NpU CynpaBe3nkanbHOW 06CTPYKUMM 06YyCNOBNEHHON KaMHAMM
MOYETOYHVKOB C [IBYX CTOPOH.

Lenb nccnepgoBaHus. 3yuntb pesynstaTbl npyMeHeHns YT BbINONTHEHHOW, UCNOb3YS TpaHCypeTpanbHbIN
[OCTYM, NPy NeYeHM NaLNEHTOB C KAMHSMU MOYETOYHNKOB C [IBYX CTOPOH.

MaTtepuanbi u MeToAbl. PEeTpocnekTUBHO Obinv n3yyeHbl pedynbtathl npuMeHennst YT npu neveHun 61 geten
C KAMHSIMW MOYETOYHMKA, PAcNONOXEHHbLIMU C BYX CTOPOH 3a nepuog, ¢ sHeaps 2010 no aekabpb 2016 roga. Mepepn
npoBeAeHMEM NpoLeaypbl BCEM NaLMeHTaM BbIMONHANM aHann3 Moy, npy HeobxoaMMocTy 6akTepuonornyeckoe ee
nuccnegoBaHue, onpeferneHne ypoBHs KpeaTMHUHA U MOYEBUHBI B CbIBOPOTKE KPOBMU, yNbTPACOHOrpaduio MO4EBOro
TpakTa, 0630pHYI0 N BHYTPUBEHHYIO Yporpaduio (Npy HopMarnbHbIX MOKa3aTensx ypoBHsI KpeaTUHWHA B CbIBOPOTKE
kpoBwu). MynbTucnnpanbHy0 HaTUBHYO KOMMbloTepHyto Tomorpadpuio (MCKT) npumeHsanu B Tex cny4asx, korga
No AaHHbIM PYTUHHON yporpadumn He GbiNI0 BO3MOXHOCTU OMpPeAenTb MECTO PaCMONOXEHUSI U pa3Mepbl KaMHS
(«peHTreHHeraTuBHbIE» KOHKPEMEHTbI). 1o pe3ynbraTtam paguonorM4ecknx MeTodoB UCCreLoBaHWiA OLeHuBanm
pas3Mep KamHs, U3Mepsisi Ero MakCcMMarnbHbI NapaMeTp (ANUHY U LUMPUHY).

Mpu onepaTMBHOM BMeLLATENLCTBE NPUMEHSNW pUrMaHbIA ypeTtepockon 8 Fr, ana pparmeHTaumm kaMHs uc-
nonb30Barnu KOHTaKTHbIM NHeBMaTudeckui nutotpuntop (Karl Storz, Calcusplit 276300 20, Germany) unu ronbmm-
eBblil nasep (Accu-Tech, Kutan). MNocne YJT, koraa pasmep oparMeHTOB KaMHe NpeBblllan YeTblpe MUNIMMeTpa,
yaansanm ux ¢ NOMOLLbIO LLUMMYUKOB, B OCTalbHbIX Cryvasix OCTaBMNsANMU UX, Npeanonarasi CoHTaHHOE OTXOXAEHNeE.
YpeTeponuToTpuncuio Bo BCEX ClyYasx 3aBepLuanu, yctaHaBnmBas BHyTPEHHWI MOYETOYHUKOBbIV CTEHT, KOTOPbIN
yaansanu Ha 3-4 cyTKu nocne BMeLLaTeNbCTBa NpU OTCYTCTBUMN pe3nayarnbHbiX KaMHEN NpeBbllaLWwmnx pasMmepbl 4
MM (no AaHHbIM 0630pHON yporpadun nnu MCKT).

Pe3ynbTaTbl. CpegHuii Bo3pacT nauneHToB coctaBun 14,2+8,4 (gmanasoH ot 9 o 16 nert), n3 Hux 41 6binu
mManbumku n 20 6binmn gesodkn. CpegHun pasmep kamHel coctasun 11,3+0,3 mm (guanasoH ot 3 o 14 mm). KoH-
KpeMeHTbl pacnonaranucb y 24 (39,3%) 6onbHbIX B ANCTanbHOM OoTAene moyetodHuka, B 19 (31,1%) cnyyasx B
cpeaHeM n y 18 (29,5%) naumeHTOB B MPOKCMMAarnbHOM. TeHb KaMHSl Mo AaHHbIM 0630pHON yporpadum yaanocb
onpenenutb y 47 (82,0%) 60nbHbIX, TOrga kak B octanbHbix 13 (18,0%) cnyyasx oHU Gbiny peHTreHHeraTuBHbIMU,
1 BU3yanusampoBaTb UX YAanoch TOMbKO ¢ nomoubio HaTusHo MCKT. [JekoMmnpeccutio BEpXHUX MOYEBBIX NyTeNn C
MOMOLLbI0 YPECKOXHON HedpocToMun BelinonHunn y 8 (13,1%) 60nbHbIX 13-3a 3HAYNTENBHO MOBBILLEHHOIO YPOBHS
KpeaTuMHUHa B cbiBOpoTKke kKpoBu (bonee 0,3 mmonb/n) n anypesa meHee 200 mn.

®parmMeHTMpoBaTh M NMOMHOCTLI0 M36aBUTL OONBHOTO OT KAMHEN C ABYX CTOPOH 32 OZIMH CeaHC NUTOTPUNCUM yaanoch
B 56 (91,8%) cnyyasix, Torga kak B YeTblpex (6,5%) crnyyasx BbINOMHEHO NOBTOPHOE BMELLATENBCTBO C OHOW CTOPOHbI
(kameHb C KOHTpanaTeparnbHON CTOPOHbI BbIN yaaneH BO BpeMsi NEPBOro BMeLLaTenscTea). Pesynbtatbl nuToTpmrncum
3aBECUIN OT MECTa PacroSIOXEHNS KAMHS B MOYETOYHUKE U €ro paamepoB (Tabnuua). Yuutbisasi 0COGEHHOCTY BbINOSHE-
HYS1 ypPEeTEPOCKOMNUM, KOPOTKOE PACCTOSIHWE OT YCThs MOYETOYHUKA 1 OTCYTCTBUE (DU3NONOrMYECKUX N3rMBOB, MoKa3aTernb
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stone free Bbin nyyLue Npy neveHMn 6oMbHBIX C KAMHAMM PACMONOXEHHBIMW B AUCTanbHOM oTAene MoveToqHuka (<0,05)
n coctaBun 98%. Mpu HannumMm peanayarnbHbIX PparMeHTOB pa3aMepaMu MeHee 4 MM B AnameTpe, KOTopble Mo Kpute-
pusim EBponerickoro komuTeTa no ypororum MMerT TEHAEHLMIO K CAaMOCTOATENBbHOMY OTXOXAEHWUIO, U COOTBETCTBYET
kaTeropum «stone free rate» onepatneHoe BMmellaTenscTBo 3aBepLuanu. AYBJ1 BeinonHeHo ogHomy (1,6%) 6onbHOMY
n3-3a HanM4Msa pe3nayanbHOro kKamHs pasmepamu 6onee 6 MM, KOTOPbIN BbIN NPUYMHON NOYeYHON Konuku. CpeaHuii
pasmMep MCXOOHOro KaMHs B rpynne 60mnbHbIX NOABEPrHYThIX BTOPOMY CeaHcy nutoTpuncum coctasun 11,7+0,5 mm.
CnepnyeT OTMETUTb, YTO NOCHE YPETEPONUTOTPUNCUN Pe3nTyanbHble KamHu pa3Mmepamu 4 mm, y 12 (19,5%) nauneHToB
B MocneayoLLeM OTOLLM CaMoCToATENbHO. CpeaHAst NpOAOIMKMTENBHOCTEL ONEPATMBHONO BMeLLATENbCTBA (0T Havana
BbIMOJTHEHUST YPETPOLMCTOCKONNU, [0 YCTAHOBKN MOYETOYHUKOBOrO CTEHTAa) cocTaBuno 61,4+22,0 MyH (grManasoH ot
25 po 90 muH). Ansa dpparmeHTauum kamHen y 54 (88,5%) naumeHTOB UCMOMb30Banu NHEBMATUYECKUIA MUTOTPUNTOP,
TOraa Kak MMTOTPUICUIO C NOMOLLLIO Nasepa BbinonHunu B 7 (11,5%) cnydasx. lNepemelyeHne kKamHsi U3 MOYEeTOYHMKa
B MOYKy npowusoLuno B AByX (3,3%) cnyyasix, N03ToMy KaMeHb Obin yaaneH npu ncrnonb3oBaHun HedpocKonum Yyepes
UMerLLMICA AoCTyn B No4ky (bonbHoMy Gbina paHee ycTaHoBneHa HedpocToma). CpeaHee npebbiBaHWSA NaLUeHTOB
B cTaumoHape coctaBuno 3,4+0,4 gHsA (OnanasoH oT Tpex A0 5 AHewn).

Mepdopaumsa CTEHKM MOYETOYHMKA BO BpeMs NMUTOTPUMNCUKN, BO BCEX Clydasx NoBpexaeHne 6bino ¢ ogHon
CTOPOHBI, Npoun3oLunay 5 (8,2%) 60nbHbIX. YUUTbIBast HaNnu4me noBpexaeHnsi, MOYETOHYHUKOBbIV CTEHT Obin yaaneH y
3TWX MALMEHTOB B CPOKN OT 5 10 6 AHEN 1 B nocnenyoLeM Kaknx-nmbo nocneacTBmi UHUMAEHTA He BbINo BbISIBNEHO.

Ta6nuya 1. Peaynsmamsl ypemeponumompurcuu 8 3agUcUMOCMU OM pPacrofioXeHUsI KaMHSI 8 MOYeMOYHUKe U
ezo paamepos (n=61).

Jlokannsaumsa kamHs B Konnyectso CpenHuii pasmep [MokasaTtenb P
MOYETOYHMKE 60nbHbIX KaMHs (B MM) stone-free (B %)

OuctanbHbIN 24 12,1£0,1 98,0

CpepaHui 19 11,5+0,2 91,3 <0,05

MpokcnmanbHbIn 18 8,3+0,2 81,6

pasmep KamHs

Menee 10 mm 42 8,8 98,3 <0,05

Bonee 10 mm 19 11,9 84,4

MneptepmMuns n3-3a o60cTpeHUs XxpoHnyeckoro nuenoHedputa Habnwganuy 14 (22,9%) 60nbHbIX U TONBKO
B oaHoM (1,6%) cny4yae u3-3a KNMHUYECKMUX U nabopaTopHbIX NPOSIBNEHUI cencuca nauneHT 6bin nepeBeneH B
OTAEeNeHne UHTEHCUBHON Tepanunu. YcuneHne aHTubaktepmnansHon Tepanumu (4ob6aBneH BTOpoO aHTUBNOTUK)
No3BONUIIO KyNnupoBaTb 060CTPEHNE UHEKLUN MOYEBOTO TpaKTa U Kaknx-nnbo 4ONONHUTENbHBLIX MAHUNYNSLNIA
npoBeneHo He 6bino. MNocne ycTpaHeHUs cynpaBe3unkanbHOW 006CTPYKLUM ¥ BCEX NALNEHTOB OTMEYEHO YBENHU-
yeHune guypesa n B 59 (96,7%) cny4asx ypoBeHb KpeaTMHWHA B CbIBOPOTKE KPOBWU CHU3UMCS 4O HOPMalbHbIX
nokasatenen. OgHako B ABYyx cnyyasx (3,3%) HecmoTps Ha n3basneHne 60MbHBIX OT KAMHEN COXpaHMnachk no-
YyeyHas HeoCTaTOYHOCTb, XOTSl CHU3UIICS YPOBEHb KpeaTMHWHA B CbIBOPOTKE KPOBU, Tak kak 06e noyku 6binm
C TEHOEHLMEN K CMOPLLMBAHUIO.

Ounckyccusa. HeCoMHeHHO, NpUMeEHEeHNe 3Ha0CKoNMYeCcKkux NpnbopoB siBnsieTcs Hanbonee oNnTUMarnbHbIM CNo-
coboM, C NOMOLLbIO KOTOPbIX 3PHEKTUBHO U C MUHUMATIbHBIM PUCKOM BO3MOXHbIX OCMOXHEHU n36aBuUTb 6OMNbHbIX
OT KaMHel pacrnosioXKeHHbIX B MOYETOYHMKE. Bornee Toro, Nnpy NaTonorum ¢ AByX CTOPOH ypeTeponMToTpUncus UMeeT
CBOW NPEVMYLLECTBA MO CPABHEHUIO C APYTMMM ManoVHBa3BHbIMKU MeTogamMu, nogobHo kak QYBJ1, no3sonsas ns-
6aBnTbL 6ONBLHOrO OT CynpaBe3uKarnbHOW 0OCTPYKLNUN B KOPOTKME CPOKU, YTO NpeoTBpaLlaeT NoBpeXaeHUe NoYek.

OpHako, He BCe yporiorv cuntatoT LenecoobpasHbiM 1 6e30onacHbIM yaaneHne kKamHel pacnonoXeHHbIX B 0601x
MOYETOYHMKaX B TEYEHNE OHOro ceaHc, 060CHOBLIBasi N006HOE MHEHME YBENMYEHNEM PUCKa BO3MOXHbIX MOce-
onepaunoHHbIX ocrioxHeHuin. Mo gaHHbiM B.K.Hollenbeck 1 coaBT., nocne 0oAHOMOMEHTHOrO yaaneHus KamHen n3s
0060MX MOYETOYHMKOB ObINK pas3nuyHbie OCroXxHeHust B 29% crny4yaes, TOraa kak npu pa3aerbHblX BMeLlaTenbcTBax
3TOT nokasarernb cocTtaBun 14% [4]. Mbl He NPOBOAUIM CPAaBHUTENbBHbIV aHanM3 pe3ynsTaToB pas3fnyHbIX cnocobos
onepawui, HO OCNOXHEeHUs (Nnepdopaunsa CTEHKN MOYeTOUYHUKa, cencuc) nocne YPT BbINOMHEHHOW B TeYEHME OAHOM
aHecTe3un ¢ AByX CTOPOH Obinu B 9,8% cny4yaes. Mpu 3TOM OCNOXHEHUSt He NnoTpeboBanu, Kakmx-nMbo AoNonHU-
TenbHbIX BMELLATENBCTB U HE MOBMUANM HAa 3KOHOMUYECKYH0 3(PEKTUBHOCTL NEYEHUS.

Bce Gonblue yponoros, B nocrneaHve rogbl, oT4aloT NpeanovYTeHne ogHOMOMEHTHOW YPEeTePONUTOTPUNCUN
npy NeYeHuy NauueHTOB C KAMHSIMM MOYETOYHWKOB C ABYX CTOPOH, cYMTas 3TOT MeTO Haubonee pauMOHHbIM,
C HE3Ha4YUTENbHbIM KONMYECTBOM OCMOXHeHUI. B.Gunlusoy n coaBT. oueHunm 6e3onacHocTb U 3hHeKTUBHOCTb
OZIHOMOMEHTHOW YPeTepoNMTOTPUNCUM, YUUTLIBASI UX NTOKanu3aLumio, Npu nevyeHnn 38 naunmeHToB C KAMHSMU B MO-
YeTOYHUKax Cc ABYX CTOPOH [5]. V13 76 cnyyaeB y 67 (88,1%) 60NbHbIX KOHKPEMEHTLI yaanocb oparMeHTUpoBaTh BO
BPEMsi NepBoro ceaHca. MNonHocTbio M36aBnTb 6OMBHLIX OT KAMHEN NPeACTaBMUIOCh BO3MOXHbLIM B 93,1% cny4dasix
rocrie BTOPOro BMeLlaTenbCcTBa, 04HaK0 fokanuaaunsi KaMmHsi okasana BnusiHie Ha pe3ynbTaThl neveHus. Tak npu
pacrnonoXeHnn KOHKpeMeHTa B MPOKCUManbHOM oTAeNne MoveTouyHuKa nokasaTenb stone-free coctasun 72,7%, y
BOonbHbIX C KAMHSMY B CpegHeM oTAerne 3ToT nokasatens 6bin 80,9%, Toraa kak n3basuTb 60bHOro OT 06CTPYKLNK B
OucTanbHOM OTAene MoYeToYHMKa yaanock B 95,4% cnyyvaes. Pasamep kamMHA Takxke okasan BNusHWUE Ha pe3ynbTaThl
NUTOTPUNCUK, NPU UCXOAHOM pa3mepe KoHkpeMeHTa 6onee 10 Mm nokasatens stone-free coctasun 94,1%, Torga kak
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B TeX criyyvasix, korga ero paamep npesbiwan 10 MM, nonHocTbio n3baBrneHbl oT kamHel 76% nauneHToB. Mo Hawmm
OaHHbBIM MONTHOCTbI0 U36aBUTb BOMNbHBLIX OT KAMHEWN U UX DparMeHTOB, NOCMe NepPBOro BMeLlaTenbCcTBa, yaanach
B 91,8% cnyyaes, Torga kak nocrne NoBTOPHOro BMeLlaTenbcTBa nokasarernb stone-free coctasun 98,3%. Bmewwa-
TenbCTBO ObINO YCNELHbIM MPX PacrnonoXeHMN KaMHs B AucTanbHoOM oTaene movetovHurka B 90,0% cnyyaes, npu
nokanusauumn kaMHs B cpeaHeM otaene nokasarenb stone free coctaBun 94,3%, 1 B Tex cny4yasx, Korga KOHKpeMeHT
pacrnonarancs B NpokcMMarnbHOM OTAEere, NONTHOCTbIO U3baBneHbl OT KaMHen u nx dpparmeHToB 81,6% BGONbHbIX.
MokasaTtenb stone-free 6bIn Nyylie Npu NeYeHUN NALMEHTOB C KAMHAMUN pa3mephbl, KOTOpbIX 6binv MeHee 10 MM ©
coctaBun 98,3%, Toraa kak B rpynne 60nbHbIX ¢ pa3amepamu kamHer 6onee 10 MM 3TOT NnokasaTenb coctaBun 84,4%.
Taknm 06pa3om, C MOMOLLbI YPETEPOCKOMUN MOXHO M36aBUTb GOMbHOro OT KAMHEN MOYETOYHKKA PACMONOXEHHbIX
B NtoboM oTaene, ogHako Ha apPeKTUBHOCTb BMeLLATENbCTBA OKa3biBAET BNIMSHME €ro nokanvsauns u pasMmepsbi.

B. Gunlusoy 1 coaBT. yMTaloT, 4TO hparMeHTaLmno kKaMHa pasmepamun meHee 10 MM crnegyeT BbINOMHATb C
NomMoLLbio MHEBMATUYeckoro nutotTpunTopa [5]. Toraa kak npu kamHax pasmepamu 6onee 10 mm LenecoobpasHo
ncnonb3oBaTh AN IMTOTPUNCKM Nasep, YTo aBnaeTcst 6onee aPeKTUBHbLIM, NMPY 3TOM 3HAYUTENBHO YMEHbLLAETCH
NPOAOMKUTENBHOCTL ONepPaTUBHOrO BMeLLATENbCTBA, CHUXAETCSA PUCK NMOBPEXAEHUS CTEHKUM MOYeToYHMKa. Mbl
MCnonb30Banu nasepHyl nuToTpuncuio B 6onbnHcTee criyvaes (88,5%) npu cpegHem pa3mepe KamHel B 3Tow
rpynne 9,2+0,2 mM. NHEBMATMYECKYHO MUTOTPUMNCUIO Mbl UCNONb3oBanu Tonbko B 11,5% cnyyvasx. CpegHuin pasmep
kamHel B aTon rpynne coctasun 11,1+0,1 mm. OgHako cnefyeT ykasaTb, YTO MHEBMaTUYeckas nMToTpuncus umeet
HeJoCTaToK, MPU ero UCNonb3oBaHMM 06pasytoTcs «bonbLIoro» pasmepa parMeHTbl, KOTOpblie MOTyT ObITb MOTEH-
uuanbHOW NPUYMHON cynpaBe3unKanbHOW 06CTPyKLMM B MOCNeonepaLMoHHOM Nepuoae, co3aaBas npobnems npu
CMOHTaAHHOM OTXOXAEHUSA N YONUHATb CPOKN BbI3A0POBIeHUs 60nbHbIX. [03TOMY HEKOTOPbIE aBTOPbLI PEKOMEHAYOT
MCNonb30BaTh LUNMYUKM ANSA yaaneHnst KpynHblx doparMeHTOB KaMHS Nocrie NMMTOTPUNCKK, YTO No3BonsieT nsbexarb
NOBTOPHbIX BMeLlaTenscTB [5,6]. Mbl BO Bcex crny4vasix, Nocrne nUcnonb3oBaHWsi MTHEBMATUYECKOro NMMTOTPUNTOPA,
npy Hanuyuu cparmMeHToM pasmepamu 6onee 4 MM MCMNOMb30Bany WMNYMKKM. MuUurpaums kamHsa B NOYKy Npu mUc-
nonb30BaHWM MHEBMATUYECKOro nuToTpunTopa Habnoganu y 3,3% 6onbHbIX, 1 nepdopaunsi CTEHKM MOYETOYHMKA
npousowna B 8,2% cny4yaes.

Mo pekomeHgaunn EBponerickoro komuTteTa no ypororum ontuMarnbHbIM METOA0B AEKOMMNPECCUM BEPXHUX
MOYEBbIX MyTeWN NOCNe ypeTeponuToTPUNncum SBNAETCS YCTaHOBKA MOYETOYHUKOBOrO cTeHTa [3]. Hanuume cteHTa
YMEHbLUAET YacTOTy BO3HUKHOBEHNS NOYEYHOW KOINNKN 13-3a CyrnpaBe3nKanbHOW 06CTPYKLMMW, MPUYUHOM KOTOPOK
SIBMSAETCS OTEK CIIM3NCTON MOYETOYHMKA BCEACTBNE NOBPEXAEHMS ee Npy BMeLlaTeNnbCcTBe, obneryaet oTxoxaeHune
pe3vnayarnbHblX (hparMeHTOB 1 YMeEHbLUAeT BEPOATHOCTb (hOPMUPOBAHNS CTPUKTYPbl MoYeToYHMKa. Bonee Toro,
CTEHTUPOBaHME MOYETOYHUKA ABMSIETCA LienecoobpasHbIM Mpu onepaTMBHOM BMeLLATENbCTBE Y NaLUEHTOB Npu
KaMHsix 06oux moveTovHukoB. OpHako |.Kenan u coaBT., nocne NUTOTPUNCUM yCTaHaBNMBaNIM MOYETOYHUKOBbI
CTEHT C 1BYX CTOPOH TOJbKO Y GONbHbIX C BbICOKMM YPOBHEM KpeaTHUHA B CbIBOPOTKE KPOBU UM MPU NOBPEXAEHNN
CNN3NCTON MOYETOYHMKA, Y HE OTMETUIN KaKNX-NTMBO OCNOXKXHEHWI MO CPaBHEHMIO C FPYNNon 60MbHbIX KOTOPbIM HE
BbIMNOMHEHA AEKOMMPECCUS BEPXHETO MOYEBOro Tpakta [7]. ABTOpbI CUYMTAIOT, YTO CTEHTUPOBAHME MOYETOYHMKA
HeobXxoAMMO TONbKO AN TOro, YTobbl HOpManu3oBaTb YPOBEHb KpEaTUHNHA B KOPOTKME CPOKW. Mo HaWmMM faHHbIM
CTEHTUPOBaHNE MOYETOYHMKA ObINO HENPEMEHHBIM YCITOBUEM TPaHCypeTpanbHON NMTOTPUNCHUX, TOrAa Kak Npu Ha-
nnynn 'y 60nbHOrO BbICOKMX MOKa3aTenen ypoBHS KpeaTUHMHA B CbIBOPOTKE KPOBY IEKOMMPECCUIO MOYEK BbINOMHSAMMU
nepen BMeLlaTenbCTBOM C NOMOLL b HEPPOCTOMBI.

BbiBoAbI. Vicnonb3oBaHne OQHOMOMEHTHONM TpaHCypeTpanbHOW KOHTAKTHOW NMUTOTPUNCUSA C ABYX CTOPOH,
OnNs yaaneHns KamMHel MOYeTOYHMKA, SIBMSeTCa BnofiHe 3dEKTUBHLIM U AOCTAaTOYHO 6e30nacHbIM METOLOM.
MpeumyLiecTBamu NoAOOHON TAKTUKN SBNSETCHA MCMOMb30BaHNEe OAHOr0 ceaHca aHecTe3nn, YMeHbLLEHNE CPOKOB
npebblBaHMA NaLmeHTa B cTaunoHape n peabunurauumn, cnocobcTByeT NOBLILLEHUIO Ka4eCTBa OKasbiBaeMow cneuu-
anvM3MpoBaHHON yponorn4yeckorm nomoLn. Tem He MeHee, 3 PEKTUBHOCTb ONEPaTMBHOrO BMeLLIaTeNnbCTBa 3aBUCUT
OT MecTa pPacrnosioKeHUs1 KaMHS B MOYETOYHMKE M ero pasmepax. Mpu kaMHsIX QucTanbHOro oTaena MoYeToYHMKa
n nx pasmepax meHee 10 MM yaaeTcst NoNy4YnTb Ny4dline pesynbraThl.
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KOPPEJISIIUS KJIMHUYECKUX IMTPOSABJIEHUM Y TAIIUEHTOB,
CTPAJAIOIINX PACCTPOMCTBOM AYTUCTHUYECKOI'O
CIIEKTPA, C SIIWJIENTA®OPMHON AKTUBHOCTHIO HA

IJIEKTPOOHUEDPAJITOI'PAMME

OuranuuHa O.C., Kenxerynosa P.B.
HaunoHanbHbIN Hay4YHbIN LeHTp MaTepuHcTBa u getctea KO «UMC», r.ActaHa

AkTyanbHOCTb. PacnpocTpaHeHHOCTb NauMeHToB C ayTucTuyecknum cnektpom (ASD) pacTteT 13 roga
B roa. B cBA3nM ¢ HEO4HO3HAYHBEIMU NOAXO4aMU K OLEHKe ayTUCTUYECKUX pacCTPOMCTB B pa3sHbIX CTpaHax
pacnpocTpaHeHHOCTb ayTuama y aetei konebnetcs. Mo mHeHuto J1.B. MapgaxaeBon u E.A. OpnoBoii «cTa-
TUCTUYECKNE OaHHbIe O PAacCNpPOCTPAHEHHOCTU ayTM3mMa HEOOHO3HAYHbl B CUNY Creayrowmx NpudnH: 1 - He-
JocTaTovyHas onpeaeneHHOCTb AUAarHoCTUHECKUX KPUTEPUEB; 2 — pa3fiMyus B OLLEHKe BO3PACTHbLIX rpaHul,
cuHapoma (B Poccuun — He cTapwe 15 neT, B ctpaHax 3anagHon EBponbl, CLUA u AnoHnn — 6e3 Bo3pacTHbIX
orpaHuyeHunn); 3 — pasnmyms B NOHUMaHUN NPUYNH, MEXAHU3MOB Pa3BUTUS 1 CaMOI CyLLHOCTH ayTnamay [1].
OpHako nccrnegoBaHusa nokasanu npegnonaraemyt pacnpoctpaHeHHocTe ASD ~ 1% cpeau HaceneHus B
uenom [2]. B CoegnHeHHbIx LTaTtax AMepukn gaHHbIA NokasaTenb 3a nocnegHne 2 AecATUNeTUs Bbipoc oT
113 150 pgeten go 1 n3 68 geten [3].

Kpome TOro, 60onbLuoe KoNnM4yecTBo UccnefoBaHuin NOATBEPXKAAET CBA3b ANUIENCUN C PACCTPONCTBOM ayTu-
CTMYECKOrO CMeKTPa, OAHaKO OLleHKa pacnpoCTPaHEHHOCTH ANUMENCUN y AeTelN C ay TUCTUYECKUM CNIEKTPOM LUMPOKO
BapbupytoTcs. BapmaHTbl pacnpoCcTpaHeHHOCTU, NO-BUAMMOMY, HanpsMyto CBsi3aHbl C pa3nuynsiMvM B Xxapaktepu-
CTMKax BbIOOpKM MeXAy MccrnefoBaHUAMNU, TaKUMU Kak pa3mep BblOOPKMW, BO3pacCT, XapakTEPUCTUKM BKITHOYEHUS
NI ncknyeHns [4].

B fononHeHue K yBenmyeHuo pacnpocTpaHEHHOCTM 3MUIMENCUKM Y NnL, C ayTUCTUYECKUM CNEKTPOM TaKXe OT-
MeyeHa NoBbILIEHHasa YacToTa anunenTMgopmMHor akTuBHocTH Ha Q3T [6,7,8,9].

Lenb uccnegoBaHus. /I3yunTb pacnpoCTpaHEHHOCTb aNMnenTuopMHOIN akTUBHOCTU Ha aneKkTpoaHueda-
norpamme (O3I) y feTew ¢ pacCTPOMCTBOM ayTUCTUYECKOTO CreKTpa

OcHoBHas yacTb. PaccTpoiicTBa ayTUCTUYECKOrO CNeKTpa NPOSsIBSIOTCA B AMana3oHe COCTOSIHUIA, KOTopble
XapakTepuaylTcsa onpeaeneHHbIM HapyLLIeHMeM counanbHOro NnoBeaeHnsi, KOMMYHMKaL MM 1 BepbarnbHbIX Cnocoo-
HOCTEW 1 Cy>XEHNEM UHTEPECOB 1 AeATENBbHOCTUN, KOTOPbIE OAHOBPEMEHHO CreLMdUYHbl ANA UHANBMAYYMA M 4acTo
NMOBTOPSOTCS.

PaccTtpoiicTBa ayTMCTUYECKOro CrMekTpa HayMHalTCA B AETCTBE, OQHAKO COXPaHATCS B NOAPOCTKOBOM U
B3pOCIoM Bo3pacTe. B 6GonbLIMHCTBE CnyYaeB 9TU COCTOSAHMS NMPOSBNSAOTCS B NEPBbIE 5 NeT XNU3HK.

B HacTosLLee BpeMs 3T COCTOSTHUSA OTHOCAT K KaTErop1mn NnepBasvBHbIX PAaCCTPONCTB pa3BUTUSA B paMkax bornee
LLUMPOKOW KaTeropmm NCUXUYECKUX 1 NoBeSEeHYECKMX HapyLLEHWI, yKasaHHbIX B MexayHapoAHOW CTaTUCTUYECKOWN
knaccudukauum 6onesHen n npobnem, cBA3aHHbIX co 300poBbem (10-14 BbiNyck). PaccTponcTBa ayTMCTUYECKOTO
crnekTpa — 3TO cobupaTenbHbll TEPMUH, OXBaTbIBAKOLWMIA Takne HapyLlleHUs, Kak A4eTCKUA ayTu3M, aTUMUYHbIN
ayTusm u cuHgpom Acneprepa [4,5].

PacnpocTpaHeHHOCTb anunencuu npu ayTusMe Bbille, YeM MpY APYrux paccTpoNCTBax pas3BuTUS, U oue-
HuBaeTcsa oT 5 % 0o 46 % [7], coctaBnasa B cpegHem oT 20 % go 30 % B 3aBUCMMOCTM OT BO3pacTa nayueHTa u
dopmbl anunencuu [8]; ay 40-47 % feten ¢ ayTU3MOM BbIBMNSAOTCHA KMUMHUYECKME NPOABEHNS 3NUNENTUYECKNX
npuctynos [9].

PasnunyHblie pyHKLMM pa3BMBaOLLErOCs rofIOBHOIO MO3ra, BKYas CoLMo-aMOoLMoHansHoe pas3Butne, MoryT
n3bnpaTtenbHO HapyLwaTbCs Npu ANUnencuy, B TOM YMcne, CnocobCTBYs pa3BuTUIo ayTuctudeckoro cuHgpoma [10].
B BO3HUKHOBEHWY ay TUCTUYECKUX CUMMTOMOB Npu AebtoTe anunencumn B paHHEM AETCKOM BO3pacTe urpaeT posb BO-
BIleYEHNE CTPYKTYP MMMOUYECKON CUCTEMBI, KOTOPbIE, B CBOK OYEPEb, TAKXKE ABNATCS U BbICOKO SMUIIENTOrEeHHbIMU
30Hamu. B nocneaHue rogbl NPOAOIMKAETCS MOUCK OOLUX FEHETUYECKNX Y MOSEKYIISAPHBIX MEXAHU3MOB, KOTOpbIe
MOTNK GbITb OTBETCTBEHHbI Kak 3a anurencuto, Tak n 3a aytuam [11]. NMpeanonaraemsle «reHbl kKaHaMaatbi»: FOXP2,
WNT2, reHbl, kogmpytowme cyobeanHuubl FAMK-peuenTtopos, HeriponurHbl, ARX, SCN1A, SCN2A, MECP2, CDKL5
n DLX5 [9]. Mprmepbl HacneacTBeHHbIX 3aboneBaHnii, NPU KOTOPbIX COYETAaKTCSA ANUNEeNTUOPMHbIE U3MEHEHMWS Ha
O3r, anunencusa n aytnam: Ty6epo3HbIi CKNepos, CUHAPOM JTOMKOW X-XPOMOCOMbI, CUHAPOM AHrenbmMaHa, CUHAPOM
pynnukaumm 1591191, cuHapom Cmut Marenuc n cuigpom PetTa [14].

BospacTt — BaxHbI hakTop, BAUSIOLMIA Ha pacnpoCTPaHEHHOCTb 3NUMENCcumn y AeTen ¢ ayTu3MomMm (npu 3ToMm
MKW pacnpoCTPaHEHHOCTU NPUXOAATCA Ha PaHHUI AEeTCKUIM U MOAPOCTKOBLIV Bo3pacT). [leboT annnencun npwm ay-
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TM3Me BO3MOXeH B ntobom Bo3pacTe [9]. Mo aaHHbIM Rossi v coasT. (1995, 2000), yacTtoTa anunencum noBbiLLaeTcst
C BO3pacToM y AeTel ¢ uanonaTmyeckum ayTuamom un coctaensieT 24 % B rpynne geTen (cpenHuin BospacT — 12
net) n 38 % — y nogpocTKoB (cpeaHuii Bo3pacT — 17 neT). KymynaTuBHbIV PUCK Pa3BUTUSA 3MMNENCUM Y B3POCTbIX C
ayTuamom gocturaet 20-35 %. Mo pedynbratam MmacuTabHOro NpoCneKkTMBHOrO KaTaMHECTUYECKOro MCCrnefoBaHus
Danielsson u coaBrT. (2005), BkntoyasLuero 120 B3pocnbix NauMeHTOB C ayTU3MOM, ANarHOCTUPOBaHHbLIM B JETCKOM
Bo3pacTe, y 38 % naumeHToB Obina AnarHoCcTpoBaHa ANWMencusi Ha NPoTsXKeHUW uccnegosaHusa n 16 % nauneHToB
HaxoOuINUCcb B PEMUCCHUMN.

CBA3b Mexay anunencuen n ayTusMoM 0 CUX MOp He JOCTaTOYHO M3yveHa, OHAaKO, C KIIMHUYECKON TOYKM
3pEeHUs CyLLeCcTBOBaHNE 3TON CBA3W AOIMKHO ObITb CBOEBPEMEHHO AMArHOCTUPOBAHO, U 06crnefoBaHmne As NCKMHo-
YeHNs ANUNENCUN JOIMKHO B 06A3aTenbHOM Nopsiike NPOBOAUTLCS Y NAUMEHTOB C ayTU3MoM. [oaTomy B Hallem
oTAeNneHny BCeM naumeHTam ¢ pacCTPONCTBOM ay TUCTUYECKOrO CNekTpa npoBoanTcs 3-4acoBon Q3M-MOHUTOPVHT.

MaTtepuanbl u meToabl uccrnenoBaHua. VccrnenoBaHve NpoBOAMIIOCE B OTAENEHUM HEBPOMOTrMM paHHEro
Bo3pacTta HaunoHanbHoro HayyHoro LieHTpa MaTtepuHcTBa n [JetctBa «University Medical Center» r. AcTaHbl. 3a
nepuvog ¢ sHeaps no Hos6pb 2017 roga 661N o6cnefoBaH 71 naumeHT ¢ pacCTPOMCTBOM ay TUCTUYECKOTO NOBEAEHUS.
M3 Hux 23 geBoukn (32,4 %), 48 manbumkoB (67,6 %). CpegHuii Bo3pacTt coctaBun 3,6 net (MuH — 1,42 neT, makc —
6,83 neT). Bcsa Boibopka Obina pasgeneHa Ha 2 rpynnbl: NauMeHTbl, MMELWne B aHaMHe3€e NPUCTYMbI, Y NauueHThbl
6e3 NpMcTynoB B aHamMHe3e.

3anuce 33l npoBoaunack Ha annapate «HelpoH-cnekTp 5» (Mpoun3dBoacTBo Poccus) ¢ HanoXxeHnem cneumarnb-
HOW LWanoyky 13 19-Tn YallevHbIX CKanbMnoBbIX ANeKTPoA0B No MexayHapoaHoW cucTemMe pasMeLLeHns 3NeKTpoaoB
«10-20». Pernctpaumsa 33l Bcex nauMeHTOB NpoBOAMIIAaCh NPU HAaNU4YMM BUAEOMOHUTOPUHTA.

Pe3ynbTaTthl uccnepoBaHus. B pe3ynbraTte Hallero nccrnefoBaHns BbISCHUITOCh, YTO Y NALMEHTOB, UMEIOLLNX
NpuCTynbl B aHamHese, Ha O3l oTmevaeTcsa anunentudopmHas aktueHocTb B 100 % cny4vaes, B TO BpeMms kak 86,6
% naumeHToB 6€3 NPUCTYNOB B aHaMHe3e MMenu 3nunenTnyeckyo akTmBHocTb Ha O3l Cpeamn obuwen BbIGOPKK
y 58 nauuneHToB (81,7 %) Ha O3l Gbina 3aperucTpupoBaHa aNMNenTUPOpPMHaAsa aKTUBHOCTb B BUAE Pa3NUYHOr0
coyeTaHus - rpynn OCTPbIX BOSH, KOMMIIEKCOB MUK-OCTPas-MeAneHHasi BONHa, KOMMMEKCOB ocTpas-meaneHHas
BOJIHA, KOMMJIEKCOB cnank—gabncnank—nonucnank-meaneHHas BonHa, 13 naunenTos (18,3 %) He nmerno anunen-
TUOOPMHON aKTUBHOCTU. Mpn 3TOM 3nmMakTMBHOCTL Ha A3I Gbina 3adumkecnpoBaHa y 22 geBoyek (95,7 % ot obuiero
Konu4yecTtBa AeBoyek) 1 36 manbumkoB (75 % ot obuiero uncna manbymnkos). Y 4 naumeHToB (5,6 % oT obLiero konum-
YyecTBa naumeHToB 1 6,9 % OT NauMeHTOB C ANMaKTMBHOCTbBIO) HabNAanUCcb NPUCTYNbI B aHaMHe3e, y OCTanbHbIX
NPUCTYNOB HMKOrA4a He oTMeYanock. HM3knMn nHaekc annakTnBHocTn (<70 %) npu 3-x YacoBoM SOM-MOHUTOPUHTE
6b1n 3adukcupoBaH y 53 nauneHToB (91,4 %), BbICOKMIA MHAEKC annakTuBHOCTU (>70 %) Habniogancs y 5 geten
(8,6 %). JlokanbHOe nNposiBNeHne anunenTMOopMHOM akTUBHOCTM Habntoganock Ha O3l 55 nayneHToB (94,8 %),
Anddy3sHbIM NPosIBNEHNAM anmakTnBHocTu cooTBeTcTBOBano 3 93l (5,2 %). Jlokanv3oBaHHas anMakTUBHOCTb OT-
Me4anachk B pasHbix 0611acTsix, HO HanbonbLLY pacnPOCTPaHEHHOCTb NONyYnnM NO6HO-LeHTpanbHbIe OTBEAEHUSA
- 44 naumneHTa (80 %). lanee no pacnpocTpaHEeHHOCTY CneaoBanu: TEMeHHble oTBefeHus — 6 nauneHTos (10,9 %),
3aTbINnoYHble — 3 nauneHTa (5,5 %) n BucoyHble — 2 naumeHTa (3,6 %).

BbiBOoAbl.
1. 3HaunTenbHOE KONMMYECTBO AeTel C PAaCCTPOMCTBOM ayTUCTMYECKOrO CNEeKTpa UMEKT SMMaKTUBHOCTb Ha
Q3T (81,7 %)

2. 86,6 % nauveHTOB 6€3 NPUCTYNOB B aHaMHe3e MMenu ANUMenTUYeCKyo akTUBHOCTb Ha O3

3. Hawubonee pacnpoctpaHeHHas nokanusauusi o4yara — B NobHo-LeHTpanbHbIX oTBeaeHnsax (80 %)

O6cyxaeHue. O CcBA3M pacCTPONCTBA ayTUCTUYECKOrO CMeKTpa C aNMnenTUuOPMHON aKTUBHOCTbIO Ha O3l
n anunencuen nmeetcsa 6onbLIoe KONMMYECTBO UCCNEA0OBaHNA, OOHAKO pe3ynbTaTbl 3TUX UCCNEeL0BaHUIN HEOOQHO-
3Ha4yHbl. B nccnepgosaHum kutanckmx ydenbix Mei SL, Zhang Z, Liu X, Gao T.T., Peng X.X., B KOTOPOM NpuUHUManu
yvactne 190 geten, nposefeHHom B 2017 r, onpegenunack 3HavuTenbHas cBadb Mmexay ASD n anunencuen y
aeten. Takxxe OHM OMpPeAenunu, YTo NeYeHne ANUencmum NoNoXNUTENbLHO BNNAET Ha NOBeAEeHYeCKne cnocobHocTn
y aeten ¢ ASD (P <0,05).[15]

B uccneposaHumn poccunckmx yuyeHbix Manununa E. B., 3ab6osnaesa /. B., Cabnuna T. H., CeanHknH A. A.6b1no
onpeaeneHo, 4Yto 'y 25% geten ¢ pacCTPONCTBaMM ay TUCTUYECKOrO CNEKTPa BO3HUKAKOT 3NUEenTUYeckme npucTynbl
(anunencus). Mpu atom 30,6% AeTen ¢ ayTUCTUYECKMMI pacCTPOMCTBaAMU B AOLLKOITIbHOM BOo3pacTe umetoT 33-npu-
3HaKuW aNMNenTMOPMHON aKTUBHOCTH, cpeam HUX B 16,2% — no tuny A3, He conpoBOXAaLWUXCHA KINMHUYECKUMUN
NposABNEHUAMM (3NUNENTUYECKUMIN NPUCTyNamm).

lMunoTHoe n3yyeHne coveTaHHoM Tepanun ¢ BknoveHnem ASIT nokasano, 4To oHa He Bcerga adeKkTnBHa
Kak B OTHOLLUEHWUM ayTUCTUYECKMX CUMMTOMOB, Tak M aNunenTmopmMHON akTUBHOCTU, CpaBHUTENbHO Gonee BbICO-
Kne pesynbratbl Habnoaanucb Npu HasHaYeHU HEMPONENTUKOB Kak MO BO3AENCTBUIO HA NCUXOMNATONOMMYECKyo
KapTuHy, Tak u Ha A3MNAO. [16]
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Hawe nccnegoBaHve He NpPOTMBOPEYNT pe3ynbraTtaM y4YeHblX U3 Apyrmx CcTpaH - 3Ha4YnTesibHoe Konn4ecTBo

[eTel ¢ pacCTPOMCTBOM ay TUCTUYECKOrO CNeKTpa MMeloT annakTuBHocTb Ha Q3T (81,7 %). OgHako 60NbLUMHCTBO
aBTOpPOB NpeAnonaratT Haubornbluee 3HaYeHNe Nnokanusaumm anMnenTMopMHON akTUBHOCTM B BUCOYHON Jore,
B TO BPEMS KaK HEKOTOPbIe aBTOpbl COO6LLAIT O BaXKHOW ponun B 3TOM npouecce nobHbix gonen [17]. B pesynbtaTe
Hallero uccnegoBaHus BbISICHUMOCH, YTO Hanbornee pacnpocTpaHeHHasa nokanuaauus oyara — B No6HoO-LeHTpanb-
Hbix oTBeaeHusix (80 %). Mo ntoram NpoBOoAUMOro uccnenoBaHmsa nuwb 6,9 % nmenu NpUCTynbl B aHamMHe3e, YTo
MOXHO paccMaTpuBaTb Kak pe3ynbTaT He4oCTaTOYHOro HabnoaeHns 3a pebeHkom (6eccynopoxHbele hopmMbl anu-
nencun) Nnn Kak anekTpoaHuedanorpadguyeckoe NposBneHne Bo3pacT3aBUCMO AUCHYHKLNM FONTIOBHOTO MO3ra,
Kak MapKep OM30HTOreHesa, HapyLleHWIn pa3BMTUSA FONTOBHOIO MO3ra, He3penoCTH CTPYKTYP Y OYHKLUIA FONOBHOMO
MO3ra, HO He Kak cneuudgunyeckuin mapkep ayTnsma.
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KJIMHUYECKHUE MMPOSIBJEHUS IMTOMET AJIOBUPYCHOM
VWH®EKIIVA Y JETEN ITEPBOI'O T'OJIA KW3HU

DOxakcbibaeBa U.C., OpbiH6acapoBa K.K., Ucmaunosa [.B.
Kasaxckun HaunoHanbHbii MeguumHckuii YHueepcutet nm. C.[0.AccheHansaposa, rrAnmMarhi

BBepeHue. Yactota MmanomaHngecTHbIX )OpM CaMol pacnpocTpaHeHHON BHYTpUyTpobHow nHdekunn (BY W)
- uuTtomeranosupycHon nHdekumm (LLMBW), coctasnsaeT 85-90%, npu 9TOM pUCK OTAANEHHbIX NOCNeACTBUIA CO
CTOPOHbI OPraHoB 1 CUCTEM y 3TuX AeTel cocTaBnseT 50%), 4To npuaaeT gaHHoW NnpobnemMe GonblLUoe counansHoe,
MeOMLUMHCKOE N 3KOHOMMYECcKoe 3HayeHune [4,6].

3apaxeHue Ha No3aHMX Cpokax 6epeMeHHOCTU He HapyLllaeT CTPOEHUE OPraHoB U MPOSIBMSIETCA B NOCTHA-
TanbHOM Nepuoge CMMNTOMaMu, COCTaBMAOLWUMN KNacCuyeckyto Tpuagy BHyTpuyTpobHon LIMBW: xenTyxa (62%),
netexmm (58 %) n renatocnneHomeranus (50 %) [8,10].

Okono 50% HoBopoxAaeHHbIX ¢ LIMBU MoryT meTb pasnunyHble yHKLUNOHamNbHbIE Y OpraHnyecKkne nopaxeHue
LIHC. Y HOBOpPOXAEHHbIX C NMOpa)keHMeM rofloBHOro Mo3ra HabnwogatTcs yrHeTeHne 6e3ycrnoBHbIX pedrekcoB,
TpeMop BEPXHUX KOHEYHOCTEW, PUTMOHOCTb KOHEYHOCTEN, CyA0OPOru, HUCTArM, COHMMBOCTb, MbllLeyYHas cnabocTb.
O6paluaeT Ha cebst BHUMaHUe Tskenblx uameHeHun LUHC: cumntombl rugpouedanuu, aHuedanuT, kanbundukarhbl
ronoBHoOro moara, [3,5,11].

MopaxeHus rnas BkntoyatoT: XxopnopeTnHut (y 30% aeten ¢ knuHnyeckon popmon BY LIMBW), kocornasue u
aTpodus 3pUTENBLHOrO HEPBA, KaTapakTa, MUKpoTanbM, HEKPO3, KalnbLMHO3, crenoTa, AedeKkTbl nepeaHel Kamepbl
N 3pUTENBLHOIO AUCKa U cnefbl NanunnsipHbiXx MembpaH.

Hepepnko netun ¢ BHyTpuyTpobHoi LIMBU poxaatoTcst HEQOHOLEHHBIMU C HU3KOW Maccow Tena, C BHyTpuy-
Tpo6HoW 3aaepxKoi pocTa, oTMeydaeTcs runotpadus llI-1ll cT., pasBuBaeTcs NHEBMOHUS, SIBASOWASACSA NPUYUHOM
OblxatenbHon HegocTaTtoqHOCTU. OA4MH M3 YacTbiIX CUMNTOMOB — MOPaXXeHWe NoYek no Tuny Hedgposa-HedpuTa.
CnioHHble Xenesbl y HOBOPOXAEHHbIX NOPaXalTCs pexe, Yem y AeTen cTaplero Bo3pacTa u B3pocnbix [1,7,9].

Uenb: M3yuntb KNMHUYECKME NPOSBREHMA LuTomMeranosmupycHom uidekuumn (LUMBW) y petei nepsoro roga
KU3HW.

MaTtepuansi u meToabl. OCHOBHY!IO rpynny uccregoBaHus coctaBunu 173 pebeHka nepBoro roga XusHu ¢ aua-
rHozom LUMB nHdekuns. [leTn OCHOBHOW rpynnbl pa3aeneHsl Ha 2 noarpynnel: 1-123 pebenka ¢ LUMBW B akTuBHOM
nepuoge, 1-50 geten ¢ LUMBW nateHTHOM dpopmoii. AnarHos LLIMBU y o6cnenoBaHHbIX AeTein BepuduunpoBaHsl
MeToAamMn MMyHodepMeHTHoro aHanusa (MPA) n nonmmepasHoin uenHow peakuumu (MLUP).

[ns KoHTponbHOWM rpynnbl 6biNyM 0To6paHbl kapTel pa3BuTUs pebeHka (dbopma 112) 3gopoBbIX AeTei Ao roaa
(30 peteit), HabngawmMxca B ropodckon nonuknuHmnke Ne31r. Anmartsbi.

CraTtuctuyeckas obpaboTtka: [lonyyeHHble B Xoe UccnenoBaHns AaHHble CTaTUCTUYeCKN obpaboTaHbl npu
nomowun nporpammbl SPSS Bepcus 16.

[nsa xapakTepuCTUKM pas3nunynii Ka4eCTBEHHbIX NMPU3HAKOB UCMNOMNb30Banu HenapaMeTpUYEeCKUii KpUTepuii Ans
HenapameTpuUYecknx JaHHbIX: Xu-keagpaT [lMpcoHa ¢ nonpaskon Meiitca Ha HenpepbIBHOCTb, C NOMPAaBKOA Ha
npaegononobue, TOUHbI KpuTepun Puliepa ¢ pacyeToM KpUTepUs p Ans kaxxaoro nokasartens (p<0,05 cuntanoch
[OCTOBEPHbIM pasnmyunem Mexay Belbopkamu).

Pe3ynbTaThl uccnepgoBaHus: o nony u Bo3pacTy AeTu Obinu pacnpeaeneHsl cnegyowmnm obpasom:

Ta6nuuya 1. PacnpedeneHue demeli no nosy

q OcHoBHag rpynna KoHTponbHas
on
| nogrpynna Il nogrpynna rpynna
Abc M. % AbBc.u. % AbGc.u. %
[eBoyku 43 35% 22 44% 14 43,3%
Manbuuku 80 65% 28 56% 17 57,7%
Bcero peten 123 100% 50 100% 30 100%
Ta6nuua 2. PacnpedeneHue demeli o eo3pacmy
OcHoBHag rpynna KoHTponbHas
Bospact
| noarpynna Il noarpynna rpynna
AbCM. % Abc.u. % AbcC.u. %
o 3 mec. 91 74% 0 0% 11 36,6%
3-6 mec. 20 16,2% 31 62% 12 24%
6-12 mec. 12 9,8% 19 38% 7 21,4%
Bcero 123 100% 50 100% 30 100%
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Kak BugHo 13 Tabnuubl-1, B | nogrpynne geten ¢ akTMBHbIM Te4eHMeM npeobnanatoT AeTh A0 3 MECALLEB XU3HU
(91 pebeHok-74%), a yaenbHbI BeC AeTeln BToporo nonyroams 6euin Bcero 9,8% (12 peteit). Bo Il rpynne peteni ¢
naTeHTHbIM TevyeHnem npeobnaganu getn ot 3 o 6 mecsues xusuu (31 pebeHok — 62%) n 19 (38%) neTten — BTO-
poro nonyroaus.
B Tabnuvue 3 npeactaBneHbl JaHHbIE O TEYEHMM Mepuoaa HOBOPOXAEHHOCTN y AeTen ¢ LIMBU.

Tabnuya 3. TeyeHue nepuoda HogopoxdeHHocmu y demet ¢ LIMBU

OcHoBHas rpynna KoHTponbHas rpyn-
Mepuopg HoBopoxaeHHocTn y geten ¢ LIMBU (n=173) na (n=30) p
AbGc. % Abc %
Popabl nyTem kecapeBa ceveHus 45 24,5 2 6 P<0,05
HepoHolweHHOCTb 67 38.7 3 9 P<0,01
HepoHoweHHble 28-37 Hegenb rectauum 66 38,1 3 9 P<0,01
my6oko HegoHoOLEHHbIE 25-28 Hepenb rectayum 1 0,6 0 0
MarnoBecHbIe K CPOKY rectaumm 35 20,3 0 0 P<0,01
Huskasa macca Tena npu poxgexum (1500- 2499 r.) 20 11,6 0 0 P<0,05
OuyeHb HMskasa macca Tena (1000 — 1499 r.) n akcTpe -
MarnbHO HM3Kasa macca Tena npv poxaeHuu (go 1000r.) 15 8,7 0 0 P<0,05
P<0,05
3aboneBaHue B neprMoae HOBOPOXAEHHOCTH 148 85,5 12 40 P<0,01
MopaxeHune LIHC 102 59 10 33 P<0,05
BHyTpuyTpo6bHasa nHeBMOHUSA 21 12,1 0 0 P<0,05
Cencuc 2 1,2 0 0 P<0,05
KoHbloraumoHHas xentyxa 134 77,5 1" 36 P<0,05

PopopaspelueHre nyTeM kecapeBo cevyeHus ¢ goctoBepHocTb p<0,05 yaule 6bIn0 B aHamHese y aeTen
¢ LUMBW-25,4%, yem y 300poBbix AeTel-B 6%. Y geTen ¢ akTMBHbIM 1 NaTeHTHbIM TedyeHnem LUMBW aToT Xe
nokasaTernb JOCTOBEPHO He pasnu4yancsd - B | noagrpynne nyTém KecapeBo ceveHnsa pogunucs 28,5%, Bo Il noa-
rpynnax 32%.

Mpun cpaBHEHWM AaHHbIX CpOKa recTauun y eTe B OCHOBHOW rpynmne 1 B KOHTPOIbHO rpynne 6bin0 BbISBIIEHO
poctoBepHoe (p<0,05) pa3nuyne no nokasaTento HEJOHOLLIEHHOCTM CO CPOKOM rectauumn 28-37 Hepenb. [locToBep-
HbIX pas3nuuun mexagy obenmn nogrpynnamu y geten ¢ LIMBU noatomy ke nokasatento He Obino BbigBneHo. Hepo-
HOLLEHHbIMW B OCHOBHOW rpynne ¢ OCTOBEPHOW BeposaATHOCTbI0 p<0,01 poannunce, CpaBHUTENBHO C KOHTPOMbHOW
rpynnomn, 6onblue aeten-54% n 9% cooTBETCTBEHHO. HeJOHOLWEHHBIMU B CpOKe rectauumn 28-37 Heaenb poaunch
66 (54%) peten c UMBW 1 3 (9%) oeTen n3 KOHTPOrbHOW rpynmbl, rMy60Ko HEJOHOLEHHbIM B CpOKe rectaumm 25-38
Heaenb poauncs Tonbko oanH pebeHok 0,6% B OCHOBHOM rpynne.

Mpwn cpaBHeHUN mMacchl Tena npu poxaeHun y geten ¢ UMBW n y 300poBbIX AeTen JOCTOBEpPHbIe pasnmyuns
ObInn BbIsSIBNEHbI Mo BceM nokasatenam (p<0,01). C Huskon maccon Tena (HMT) npu poxaeHum (1500-1499 rp.)
poaunuck 20 (11,6%) geten ¢ UMBW, ¢ oueHb H13kon maccow Tena (OHMT) n akcTpemanbHO HU3KOW Maccon Tena
(BHMT) npu poxgenum (o1 1500-2499 rp.) pogunuck 15 (8,7%) neten. B koHTponeHom rpynne geten ¢ OHMT n GHMT
npv poxxgeHumn He 6bino. Mo nokasaTento HU3KOM Macchl Tena npu POXAEHUM Mexay noarpynnaMv 4OCTOBEPHbIX
pas3nunuyun He 6bino. B | nogrpynne OHMT n QHMT poaunuce 14 (11,4%) getewn, Bo Il nogrpynne 1 (2%) pebeHok
(x2=4.316, p<0,05).

Ha pucyHku 3 oTobpakeHbl NokasaTenv HeJOHOLLEHHOCTH 1 ManoBecHOCTU y aeten ¢ LIMBU
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PucyHok 1. YHacmoma HeOoHoweHHOCMU U ManogecHocmu y demet ¢ LIMBU

Mepunon HOBOPOXAEHHOCTU Dbl OCNOXHEH pa3nuyHbIMK 3abonesaHuammn y 148 (85%, p<0,01) neten c LLIMBU
ny 12 (36%) geten B KOHTponbHOM rpynne. Camblii BLICOKMI MPOLEHT cpean aTux 3abonesaHun B 06enx rpynnax
3aHMMarna npofIoHTMPOBaHHAs KOHbIOraLMOHHas xenTyxa, Habnoaaswasncay 134 (77,5%) aeten c LLIMBU 1 11 (33%)
neTten B KOHTpornbHou rpynne (x2=20.016, p<0,01).

Btopoe mecTo B 06eunx rpynnax saHumanu nopaxenuns LIHC nmeswmne mecto y 102 (59%) AeTenn B OCHOBHOW
rpynne n 10 (30%) AeTen B kOHTponbHoOW rpynne (X2=6.890, p<0,01).

BHyTpnyTpobHble nHeBMOHWUM (12,1%) n cencuc (1,6%) oTArowany HeoHaTanbHbIN NEPUO TOMbKO Y HEAOHO-
LLEHHBIX X MarnoBeCHbIX K CPOKy rectauun geten ¢ BY LUIMBW. Ha pucyHke 4 otobpaxéH HeoHaTanbHbI aHaMHe3
y aetewn ¢ LUMBU
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PucyHok 2. Hacmoma 3abosiesaHull 8 HeOHamarsnibHOM riepuode y demet ¢ LIMBU
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59%

LinTomeranoBupycHas nHeKLMsa B HacTosILee BPEMS SBIISIETCA OQHOM N3 CaMblX akTyarbHbIX Npobnem nHgek-
LMOHHOM NaToNornm, 4To o6yCcrioBrneHo e€ MOBCEMECTHBIM pacnpoCTpaHeHneM, MHOroobpasueM nyTen nepegayn n
Ype3BblYanHO 6ONbLINM CNEKTPOM KITMHUYECKMX CUMMITOMOB, OCIIOXKHEHUN, @ TakK e OTCYTCTBMEM CNeUNMUYHOCTH
KITMHUYECKNX NPOSABNEHNN [2]

B Hawem nccnegoBaHum Npu NPOBEAEHNN CPABHUTENBHOM OLEHKUN KITMHUYECKUX M3MeHeHn y aeten ¢ LLIMBU
1 300POBbIX AeTeln 6bINo BbIABNEHO MHOroobpasne KNMHUYECKUX M3MeHeHu (Tabn. 4).

78 Teouampus u oemckas xupypeus. Nel. 2018 2. Cneygvinyck.



RPN
TS
Tabnuya 4. Yacmoma knuHu4yeckux usmeHeHul y demed ¢ LIMBU u 30oposbix demed.
OcHoBHas rpynna KoHTponbHas rpynna
n-173 n-30 p
MpusHakm
YacToTa % YacToTa %
brneagHocTb 124 72% 3 9% p<0,01
Koxa/ MpamopHocTb 31 20% 2 6% p<0,01
cnusncTble
lemopparnyec- 1 11% 0 0% p<0,05
Kas Cbinb
MopaxeHus LIHC 130 75% 11 33% p<0,01
BIMP\MAP 56 32% 3 9% p<0,01
BpoHxoneroyHas natonorus 40 23% 5 15%
Tumomeranus 6 3,5% 1 3%
[enaTtomeranua 75 43,3% 2 6% p<0,01
CnneHomeranus 16 9,2% 0 0% p<0,01

Haunbonee yactbimm 6binun nopaxerunsa LIHC (y 75% peten). KoxHble nameHeHus 6binv B BUae 6negHoctu (y
72% peten, p<0,01), MpamopHocTu (y 20% aeten, p<0,05) n remopparudeckon ceinu (y 10,4% peten, p<0,05). lena-
Tomeranus BeiaBneHa y 43% (p<0,01) aetew n3 HUx renatuT BeicTasneH y 14,5% (p<0,05) geten, cnneHomeranus y
9,2% (p<0,05) peten. ObpallaeT BHUMaHWS BbICOKAsi HacToTa BPOXAEHHbBIX MOPOKOB M MarbiX aHOManui pa3suTtus,
KoTOpble Habnganuek y kaxaoro TpeTbero pebexka (p<0,01).
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PucyHok 3. Hacmoma knuHu4ecKkux rnposierieHul y demet ¢ LIMBU

Y peten c UMBW no cpaBHeEHMIO CO 340pOBbLIMU AETEMU C BLICOKOW 4OCTOBEPHOCTHLIO (p<0,01) 6bINK BhISIBNEHDI
pasnuyHble CUHOPOMbI U CUMNTOMbI nopaxeHua LUHC —y 75% peten.

Tskenble HEBPOINOrMYECKMNE OCMOXHEHUS Y IeTEN BO3MOXHbI TOMNBKO B TEX Cry4vasix, koraa nepsuyHasi LIMBU
y maTepu pa3BuBaeTcs B nepuoa 6epemeHHocTn. B uenom BepositTHocTb nepeuyHorn LIMBW B nepnon 6epemen-
HOCTM He npeBbiwaeT 1:100 [2].

B Hawwem nccnefnoBaHum Tsxkenble opraHudeckue nopaxeHuns LIHC 6binu BeisiBneHsl y 2,9% geten npemmyLie-
CTBEHHO C aKTUBHbIM TedeHnem LUMB nHdekumn. Y octanbHblx geten nameHeHuns LIHC Hocmnun He Takomn TAXENbIN
xapakTep v 6binv npeacTaBneHbl B BUAE cneayoLwmnx HEBPONOrM4eCcKUX CUMNTOMOB U CUHAPOMOB:

+  CuHppomoM HepBHO-pednekTopHon Bo3byammocTny 66 (53,6%) aeten B I nogrpynne ny 30 (66,6%) neten

Bo Il noarpynne

*  cuHApoma ABuraTenbHbIX HapyweHun - y 5 (4,1%) getewn B | nogrpynne u 2 (4%) peten so Il nogrpynne

*  TMNEePTEH3WNOHHO - rnagpouedansHoro cuHapom -y 2 (1,6%) aetew B | noarpynne ny 1 (2%) pebetka so Il

noarpynne
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CYHApOMa BereTo-BUcLepanbHbIX HapyweHun - y 3 (2,5%) geten B | nogrpynne u 3 (6%) AeTen Bo
rpynne
. cumnTomMaTtmyeckas anunencusa Habnganace Toneko y 2 (1,6%) geten B | nogrpynne.

Il noa-

*  3apepxka ncuxomoTopHoro pa3sutus (3NMP) focToBepHO Yallie BCTpeyanach y AeTei paHHero BospacTa
C aKkTuBHbIM TeveHnem LIMBW - y 14 (11,4%) geTen, yem y fgeTen ¢ naTeHTHbIM TedeHnem - y 1 (2%) pebeHka

(x2=4.261, p<0,05).
lenatomeranus 6eina y 43,3% (p<0,01) geten, cnneHomeranua y 9,2% (p<0,05)peten, 32% (p<0,01)
umenu BMNP n MAP, remopparnyeckas ceinb oTmevanace y 11% pgetein (p<0,05). Yactota BOH cpeau pgeten
He MMena [OCTOBEPHbIX PAa3NNYMI C KOHTPOSIBHOWN FPYMMNoNn.

nerten
c LUBU

Mpu cpaBHEHUM OpraHHbIX NOPaXXeHU NPU akTUBHOM M TaTeHTHOM TedeHun LIMBW, okasanock, YTo akTUBHOCTb
UHpeKUMoHHOro npouecca BnusieT Ha passuTtue 3MNMP (11,4%, p<0,05), renatomeranum (51,2%, p<0,01), renatuta

(20,3% p<0,05), cnneHomeranuu (12,2%, p<0,05) n remopparunyekon ceinu (14,6%, p<0,05). (Tabnuua 5).

Ta6nuuya 5. CpagHeHuUst yacmomabl KITUHUYECKUX nposieneHuli LIMBW no akmueHocmu UHheKUUOHHO20 rpouecca.
Mpun3Hak | —noarpynna (n=123) Il — nogrpynna
(n=50) Bcero
Abc % Abc %
BnegHocTb 90 73,2% 34 68% 173
Koxa/cnuauctble
MpamopHoCTb 20 16,3% 11 22% 31
lemopparuyeckas cbinb 18* 14,6% 1 2% 18
KOHBIOHKTUBUT 6 4,9% 1 2% 7
CUHOPOM HEPBHO - pedIIEKTOPHOM 66 53,6% 30 66,6% 96
B036yanMOCTM
BereTto-BucLeparnbHble HapyLLIeHUs 3 2,4% 3 6%
[MnepTeH3noHHO-rugpouedanbHbIn 2 1,6% 2 4%
CUHOPOM
* 0, o,
Mopaxetus LIHC 3MNMP 14 11,4% 1 2% 15
CvHOpoM ABuraTernbHbIX HapyLue- 5 41% 2 4%
HUI
CumMmnToMaTuryeckas anunencus 2 1,6% 0 0% 2
LHC OpraHu4deckue nopa- 4 3,.2% 1 2% 5
xeHus LIHC
Cepaua BlnC 9 7,3% 4 8,8% 13
BIP/ 5 S
MAP MAPC 13 10,6% 3 6% 16
Mouek BI1P nouek 6 4,9% 4 8% 10
[Op. opraHoB | CTurmel An3ambpuro- 7 57% 4 8% 15
reHesa
BIMP 4nc 2 1,6% 1 2% 3
BpoHxo - neroyHas cuctema [THeBMOHMN 14 11,4% 5 10% 19
BpoHxuTbI 13 10,6% 8 16% 25
Tumomeranusa 2-3 ctenenmn 5 41% 1 2% 7
Paxut
[enaTomeranus 63*** 51,2% 12 24% 75
lenatut 25* 20,3% 0 0 25
CnneHomeranus 15* 12,2% 1 2% 13

Pasnuuunsa ctatuctnyeckn 40CTOBEPHbI MeXAy rpynnamu: * - p<0,05; *** - p<0,01
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N3MeHeHUs1 KOXHbIX 1 CAIM3NCTBIX NMOKPOBOB BblpaXkanock 6regHocTbo (72%), MpaMopHOCTbio (31%), ChiMbio
(11%) 1 koHBIOHKTUBUTOM (6,35%). OTHOCUTENBHOE 3HAaYeHWe AeTel NOCTYNMBLUUX C 611IeAHOCTBI0O U MPAaMOPHOCTb
KO>XHbIX NOKPOBOB B | 1 Il moarpynne cylecTBeHHO He oTnnyanock. Chifb Ha KOXe U CM3UCTLIX MMena remoppa-
rMYecKui xapakTep 1 oTMevanacb MUKPOLIMPKYNATOPHbLIM TUMOM MNPEVMYLLECTBEHHO B BUAE NETEXUIA N CUHSIKOB.
Coyetanacsk ¢ TpomboumnToneHven B remorpamme. CpegHuii BO3pacT MaHudecTaumm reMopparm4eckoi Cbinu co-
ctaBun 3,5 (+ 14 gHew) mecsueB B | noarpynne n 5 (+ 20 aHelt) mecaues Bo |l noagrpynne. lfemopparmyeckuii CUHAPOM
AOCTOBEPHO oTnmyancs no noagrpynnam: Habmoganace y 17 (13,8%) geten | noarpynne ny 1 (2%) peberka Bo Il
noarpynne (x2=4.633, p<0,05).

BpoxaeHHble nopoku pa3sutus (BIMP) nu manble aHomanuu pa3sutus (MAP) Takxe Habnioganuce y neten c
OCTPbIM U NaTeHTHbIM TedeHneM LIMBW no4yTtn ¢ ognHakoBOM 4acTOTON, YTO CBSA3@HO C BO3AENCTBMEM 3TUOMNOMNYe-
ckoro cpakTopa Ha nnoj B 06eunx rpynnax Ha paHHUX cpokax ambpuoreHesa.

Ipy6ble oprannyeckue nopaxerus LIHC nmenuvce y 4 (3,3%) aeten B | nogrpynne ny 1 (2%) pebexka Bo Il noa-
rpynne. OHu Obinn npeactaBnexsl B | noarpynne: mukpouedanven y 2 (1,6%) netewn, nenkomansumen y 1 (0,8%)
pebeHka, HerpoaucTpoduen y 1 (0,8%) peberka. Bo Il noarpynne - rugpouedanuein y 1 (2%) pebeHka.

KnuHnyeckre nposiBNeHns naTonorny cepaevHo CoCyancTon cuctemsl B | nogrpynne v Bo Il nogrpynne rpynne
ObIniv 06ycnoBneHbl BpoxaeHHbIMU nopokamu cepaua (BIMC) u mansiMm aHomanusamm cepgua (MAPC). BpoxxaeHHble
nopokun cepaua Habnoganucb NOYTUM C OAMHAKOBOW YacTOTOM y AeTen ¢ akTMBHOW chopmoli - B 9 (7,3%) cny4dasx
1 nateHTHon oopmon - B 4 (8,8%) cnydasx. MAPC valle peructpupoBanuce y geten B | nogrpynne - B 13 (10,6%)
cnyyasx, yem Bo Il noarpynne — B 3 (6%) cnyyasx.

MpoueHT aeTer ¢ BPOXKAEHHLIMW NOPOKaMy PasBUTMSA MOYEBbIAENMTENbHON cucTeMbl B obenx nogrpynnax
CyLLIeCTBEHHO He oTnnyancs -y 7 (5,7%) neten B | nogrpynne u 4 (8%) neteni Bo |l noarpynne. B | nogrpynne Ha Y3U
mMo4eBbiaenutensHon cuctembl (MBC) BIP 6binv npeacTaBneHsl cneaywmmy aHomanusamu: T — obpa3Has noyka
y 1 (0,8%) pebeHka, S — obpasHasa nouka y 1 (0,8%) pebeHka, nnanoaktasusa y 3 (2,4%) neTen, HEMONHOE yABOEHME
noykn y 1 (0,8%) pebeHka, Ny3bIpHO - MOYETOUHMKOBLIN pedntokc y 1 (0,8%) pebeHka. Tak xe Ha Y3 noyek y oeten
3TOM NoArpynmnbl ObinNu BbisiBreHbl NnpusHaku Hedputa 'y 1 (0,8%) pebeHka, yBennyenne novek y 2 (1,6%) neten. Ha
Y3 MBC y geten Bo Il nogrpynne 6151 BbIIBMNEHbI CreayoLne nuameHeHus: rmgpoHecdpos noykny 1 (2%) peberka,
runonnasusa noykun y 1 (2%) pebeHka, nnenoskrasunsa novkn y 1 (2%) pebeHka, yaBoeHMe YalleyHO — NTIOXaHOYHOMN
cuctembl Y 1 (2%) pebeHka ny 1 pebeHka Obino 3adMKCMpOBaH YyBENNYEHME NOYEK.

CTurmbl gn3ambpuoreHesa n BIMP yentocTHO — NnLEBOW CUCTEMbI, TaK XXe Kak 1 Bce BINP Habnoganuce y geten
¢ UMBW B 06eunx noarpynnax noyt ¢ OANHaAKOBbIM OTHOCUTENbHbLIM 3HAYEHUEM.

OpraHnyeckne nopaxeHus rnas 6biny BeiSBNEHb! TONBKO y AeTen B | noarpynne v Bknovanu B cebs: peTuHo-
natunio y 6 (5,4%) oeten n HUCXOASALLYI0 aTpoduto 3puTensHoro Hepsa y 2 (1,6%) oeten.

MHeBmMOHMS Habnganack NOYTH C OAMHaKoBOM YacToTon y aeTen ¢ UMBW B 06eux nogrpynnax —y 14 (11,4%)
peten B |l nogrpynne ny 6 (12%) aeten Bo |l nogrpynne. MNpun 3TOM Ha MOMEHT NOCTYNMEHUSA BPOXAEHHAsA MHEBMOHUS,
obycnosneHHas LUIMBW, 6bina yctaHosneHa Tonbko y 1 (0,8%) pe6éHka B | noarpynne, y octanbHbIX AeTe NHEBMOHUS
He 6bina BbI3BaHa LIMBW 1 cTosna ocHOBHbBIM AMarH030Mm, No KOTOPOMY OHM BbINY rOCAMTanM3npoBaHbl 1 Nony4anu
cTaumoHapHoe neyeHue. B | nogrpynne kpome nHEBMOHUU Habn4anUcb No 0O4HOMY clyyat cybcermeHTapHoro
atenekTtasa (0,8%), peaktusHoro nnesputa (0,8%) n 6ponHxoneroyHon aucnnasum (0,8%). BpoHxuThl Yalle Gbinmn
BbISIBMEHbI y AeTeln C naTeHTHbIM TedeHneM LUMBW —y 16% peten, 4yem ¢ akTuBHbIM TedeHuem —y 10,6% geten. Y
3 (9%) peTelt ¢ KOHTPONbHOW rPpynNMbl OTMEYanUChb Criydam OCTPOro GpoHxuTa.

Bce nameHeHns co CTOpOHbI BPOHXONEero4Homn cuctTemMbl 6uinv noaTBepXAeHbl R-rpacdumen OIK, Ha koTopon fo-
nonHuTenbHoO Gbina BoiiBNeHa TMMoMeranus 2-3 cTeneHu, B 2 pasa yalle BcTpevarwwiasica y geten s l nogrpynne —y
5 neten (4,4%), yem Bo |l nogrpynne -y 1 (2%) pebeHka. Kapguomeranusa Ha R - rpacpun Ol'K, 6eina obycnosneHa
BINC un 3achmkcmnpoBaHa noyTn ¢ 0gUHAKOBOW YacToTou B 06enx nogrpynnax -y 6 (5,4%) neten | nogrpynne, 3 (6%)
peten Bo Il noarpynne.

Y nonosuHbl aeTen (51,2%) c aktuBHOW chopmoin LIMBU TeveHme nHdekumnmn conpoBoxaanoch yBennieHnem
neyvyeHu, y oeTen ¢ NnaTeHTHbIM TEYEHMEM renaTomerannga BcTpevanacb 4OCTOBEPHO pexe — Y 24% petent (x2=8.037,
p<0,01). Mpwn aToM HebornbLIasa cTeneHb yBenuieHus nevenn (2-3 cm) beina 'y 11 (9%) neten B | noarpynne v 3 (6%)
peten Bo Il nogrpynne. YmepeHHas cTteneHb yBenuyeHus nedveHn (3 cMm.) Habnwoganocb y 34 (27,6%) pneten B |
noarpynne ny 8 (16%) aeten Bo |l noarpynne. BeipaxeHHasa cTeneHb yBenuyeHus nedvenn (bonee 3cm.) 6uinay 18
(14,7%) peten B | noarpynne ny 1 (2%) pebeHka Bo Il nogrpynne. CnneHomeranusa B 06enx rpynnax covyeranach ¢
yBENMYEHNEM NEYEHN 1 TaK Xe [OCTOBEPHO Yalle BcTpevanack B | noarpynne —y 15 (12,2%) neten, 4yem Bo |l noa-
rpynne y 1 (2%) pebeHka (x2=4.206, p<0,05).

MoBblWeHMe NeYeHOoYHbIX (PEPMEHTOB AOCTOBEPHO Npeobnafano y geten ¢ akTuBHbIM TeyeHrem BY LIMBU.
MoBblWeHWe anaHMHaMmuHoTpaHcdepasbl (ANT) B | noarpynne 6eino y 25 peteii (x2=8.245, p<0,01), acnaptatamu-
HoTpaHcdepasbl (ACT)y 19 neten (x2=5.494, p<0,05). Bo Il nogrpynne n KOHTPONbHON rpynne geTen C NOBELUEeHHbIM
ANT n ACT He 6bino0.
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Y peten ¢ aktusHoun opmon LIMBW, noBeiweHne TpaHcammHas CBA3aHO C MHEKLNOHHbBIM renaTuTtoMm, Ko-
Topble Habnoganuck y 25 feten ¢ akTBHbIM TedeHnem LIMBU ¢ nopaxeHuem neyenn, npudem y 12 getew 6bina
JuarHocTupoBaHa reHepanuaoBaHHas popma LIMBU.

BbiBoAbI:

Mpu LUMBW BbisiBNeHa BbiCOKas YacToTa HeJOHOLWEHHbIX AeTen — 38,7% (p<0,01), 6onee NonoBuHbI, KOTOPbIX
61NN 1 ManoBeCHbIe K CPOKY rectauun, a 43% u3 HAUX UMENN HU3KY Maccy Tena. [lpu aToM Kaxabli YETBEPTHIN
pebeHok (25,4%, p<0,05) c LUMBW poguncs nytem kecapeBa cevyeHus.

B nepuopg HoBopoxaeHHocTn 85,5% (p<0,01) petert ¢ LLMBU umenun pasnuyHyto natonoruto: nopaxenus LIHC
59% (p<0,01), BHYTpuyTpObHas nHeBMoHus 12,1% (p<0,05), y 77,5% aeten bbina koHblorauMoHHas xentyxa (p<0,01).

Haunbonee xapakTepHbIMUN KMMHUYECKUMWN U3MEHEHVAMM Y AeTEN NePBOro roaa XXusHu 6binv nopaxeHue rena-
TobununapHou cuctemsl (52,5% p<0,05), LUHC (75%, p<0,001), 3MMP (11,4%, p<0,01), remopparuyeckas cbinb (13,8%,
p<0,05), passutue BMP/MAP — 32% (p<0,01), obycnosnenHbie LIMBW. Bce cnyyan LUMBW-renatuTa (20,3%, p<0,05)
OMarHoCTUPOBaHbI TakXXe B akTUBHYIO a3y 3aboneBaHus.
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AHAJIM3 HEOHATAJIBHOTI'O TEHETUYECKOI'O CKPUHHMHT A 110
BPOXKAEHHOMY I'MITIOTUPEO3Y B PECITYBJIMKE KAZAXCTAH

Ecnamranuena LWU.H., LLinxkaeBa E.B.
HayuHbIn LeHTp akywepcTBa, rmHekonorum n nepuHatonorun M3 PK, r. Anmarbl,

AKkTyanbHocTb. BpoxaeHHbin runotupeos (BIN) — reteporeHHas rpynna 3abonesaHuii, NposiBNSAOLLAACA BPOX-
OEeHHbIM edVLNTOM TUPEOUAHbBIX TOPMOHOB, Pa3BMBaOLLUMMCSH BCeACTBME ANCTEHE3NN LLNTOBUAHOW Xene3bl Unn
rmnocmsapHoOn CMCTEMBI, @ TakXKe BCNeaCTBUE BPOXAEHHbIX Ae(PEKTOB CMHTE3a TUPEOMAHbLIX TOPMOHOB M Pa3fNYHbIX
9K30reHHbIX BO3OENCTBUI (MeAMKaMeHTbl, MaTepuHCKMe Bnokvpylowmne aHTuTena u npoyee). [pyrumm cnosamu,
TEPMUHOM «BPOXOEHHbIA rTMNOTUPE03» 0003HaYaeTcs rmnoTnpeos nboro reHesa, KOTOpbIN MaHudecTupyeT n
OVarHocTupyeTcst Npu poXAeHUN.

Mo paHHbIM HaumoHanbHoro leHeTuveckoro Pernctpa Pecnybnukn KasaxctaH exerogHo B pecnybnvke pox-
paetcs ot 2 500 go 3 500 geTen ¢ BPOXKAEHHBIMY U HAaCNeACTBEHHbIMU 3aboneBaHusamMu, 4To coctaenseT ot 20,0
[o 24,3 Ha 1000 HoBopoxAeHHbIX [1].

BpoxaeHHbin runotupeos (BlN) apnaetcs Hanbonee pacnpocTpaHeHHOW NpeJoTBpaTUMON MPUYNHON YMCTBEH-
HOW OTCTanocTu y geten. [2].

CBOEBpPEMEHHO NOCTaBUTb AMArHo3 W, criegoBaTeslbHO, BOBPEMS HayaTb NevYeHne MOXHO TONbKO Nnpu npo-
BeZleHUN paHHero (B NepBble AHM XU3HM) 06CneaoBaHUsA BCEX HOBOPOXAEHHbIX.

Mo paHHbIM BO3 B cTpaHax, rae NnpoBOAUTCS HEOHATalbHbIA CKPUHUMHT HAcNeACTBEHHbIX 3aboneBaHunii y Ho-
BOPOXAEHHbIX, 3HAYNUTENTbHO CHU3UNOCh KOJIMYECTBO OCINOXHEHWIA U MHBANMAN3auumn geTel paHHero Bo3pacTta oT
3TUX 3aboneBaHuii.

MonynaunoHHas YacToTa BPOXAEHHOro rMnoTnpeosa coctaBnsieT npubnuantensHo oT 1:2000 go 1:4000 HoBo-
pOXAeHHbIX. Hanbonee Kputnyecknm nepnoaom siBnsieTcs nepmon co BTOPOro Tpumectpa 6epeMeHHOCTM 4O Tpe-
Tbero roga xmns3Hu pebeHka. B HeoHaTanbHOM Neproae TUPEONaHbIE FOPMOHbI OKa3blBatOT MOMOXUTENbHOE BNUSAHME
Ha pa3BUTME LIEHTPasribHOW HEPBHOM CUCTEMbI, B YHACTHOCTU Ha Mpouecc MuenuHusaumn. Jedumumt TMpeonaHbIX
rOpMOHOB MPUBOAUT K HEOOPATUMOMY HELOPa3BUTUO KOPbl FOJTOBHONO MO3ra, KOTOpOe NPOoSIBNSIETCS pas3fIMyHON
CTeneHbl YMCTBEHHOW OTCTANOCTM BNIOTb 40 KpeTUHM3Ma. KnuHnveckue nposiBneHns BpoXXAEeHHOro runotupeosa
4acTO He3aMETHbI UMM OTCYTCTBYIOT NPY POXAEHUN. DTO, BEPOSITHO, CBSA3AHO C TpaHCNnaLeHTapHbIM MEPEHOCOM
HEeKOTOpPOro KonuyecTsa MaTepUHCKUX FOPMOHOB LLMTOBUAHOM Xenesbl, B TO BpeMs Kak MHOT1e AeTU UMeKT He3Ha-
YnTEnbHbIA CUHTE3 ropMoHOoB LUK camocTosiTensHo. O6Lme cMMNTOMbI BKIIOYAKOT B Ce651 CHUXXEHUE aKTUBHOCTM U
yBENUYEHNE CHA, TPYAHOCTM KOPMIEHWS, 3aMnop U ANUTENbHbIE XenTyxu. [Tpyn ocmMoTpe 06Lmne NnpusHaky BKYaT
OLyTNOBAaTOCTb, 60MbLUNE POOHWUYKM, MAKPOTTIOCCUIO, B3AYTOCTb XXMBOTA C MYMOYHOW PbIXKEN Y MbILLEYHYHO FTMMOTOHMIO
[3]. Knaccudmkaums BpoxxaeHHOro runotmpeosa BKo4YaeT NOCTOsIHHbIE U NepexoaHble hopMbl, KOTOPLIE, B CBOKO
oyepedb, MOXHO pasfenvTb Mo 3TUONOrMN Ha NepPBUYHbIE, BTOPUYHBLIE UK Nepudepuiiible, KOTOpbIe Yalle BCero
BCTpPEYalTCs Y He[JOHOLLEHHbIX AeTeln, pOAUBLLMXCA B parioHax aHaeMu4eckoro geduuyunta noaa [4].

KoHueHTpauns TupeoTtponHoro ropmoHa (TTIT) B KpOBM Y HOBOPOXAEHHbIX SIBMISAETCHA LIEHHbIM NnokasaTenem
neduumnta noga. CKpUHUHI HOBOPOXAEHHBIX Ha BbISIBIEHNE BPOXAEHHbLIX 3ab0neBaHuii XOpoLLO pa3BUT BO MHOTUX
pa3BUTLIX CTPaHaxX M Nofy4yaeT LWMPOKoe BHeAPEHNEe BO MHOTMX BbICTpopa3BuBatoLLMxcs cTpaHax. HeoHaTanbHbIN
CKPWHWHT MO3BONSAET NPOBOAUTL PaHHEe NieYeHne BPOXAEHHOro rmnoTnpeosa, npeaoTepallarolee 3agepxky po-
CcTa 1 YMCTBEHHbIV AedunumT B 6onblumnHcTBe cnyyaes. OueHka opraHusaumym n 3HeKTUBHOCTM HEOHaTaNbHOro
CKPUHUHIa Ha BPOXAEHHbIN rmnoTupeos B pecnybnuke KazaxctaH ABNseTcs BeCbMma akTyanbHOW, YTO onpeaenuno
Lenb nccrnenoBaHus.

Lenb nccnepgoBaHus. AHanu3 BbiSIBIEHUSI BPOXAEHHOIO rMnoTMpeo3a Yy HOBOPOXAEHHbIX NPy NpoBeAeHUN
HeoHaTanbHOro ckpuHuHra B Pecnybnuke KaszaxcraH.

MaTtepuanbl n MeToabl uccnegoBaHus. AHanu3 gaHHbIX HaunoHanbHoro reHetuyeckoro peructpa PK 3a
2007-2017 roapbl.

OueHKy pe3ynbTaToB HEOHaTallbHOr0 CKPUHUHIA Ha BPOXAEHHbIV MMNOTUPEO3 NMPOBOAUNM NO ypoBHIO TTI
(MMMyHObOOpecLEHTHBIM MeTo ¢ ncnonb3oBaHneM HabopoB TSH Neonatal, PuHnaHans) B cyxmx naTHax ka-
NUNASPHON KPOBW AOHOLLEHHbLIX HOBOPOXAEHHbIX Ha 4—5-€ CYTKMN XU3HW, Y HEAOHOLLEHHbIX Ha 7-14-1 AeHb XU3HW.
dunbTpoBanbHblie ByMaxkku ¢ obpasuamu KpoBM 4OCTaBMANMUCH B MEONKO-TeHETUYECKNIA LLEHTP I. ACTaHbl He NO3A-
Hee YyeM Ha 3-11 AeHb nocne 3abopa kposu. lNMocTaHoBKa gnarHosa Bl npoBogunack B 2 aTana: 1 atan — BbiABNIeHNe
JeTen ¢ noBblWeHHbIM ypoBHeM TTI 6onee 20 ME[/n; 2 aTan — NOBTOPHOE onpeAeneHne TMPeoMaHoro cratyca
BbISIBITEHHbIX AETEN, MOCTAaHOBKA 1 B3ATUE HA yYeT C AuarHo3oM: BpoxaeHHbIN rmnoTupeos.

PesynbTtaThl. V13 Tabnuubl 1 cpegHuii oxBaT reHeTUYECKMM HeoHaTarbHbIM CKPUHUHIOM HauMeHbLwnin B FOKO-
26,8%, MaHructayckas 06n.-26,8% v AkTiobuHckas o6n.-41,1%. Hanbonblnii oxsat B AkMonuHckon 06:.-96,5%,
AnmaTtuHcknin-92,2%, KaparanguHckoi-96,3%, CKO-93,8%, r. ActaHa-97% v r. AnmaTbl-92,2%.
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Tabnuya 1. CpedHuli oxeam 2eHemu4ecKuM HeoHamalibHbIM CKpUHUH20M Ha Bl e PK, 2007 — 2013 2005/

PervoH 2007 | 2008 | 2009 | 2010 | 2011 | 2012 | 2013 | 2014 | 2015 | 2016 | 2017 | CPEAHIY
oxBaTt %
AkMonuHckas |97 |956 |956 |91,3 |90 |86,9 [93,0 |975 (991 [967 [994 |965
AkTioBuHCKas |0 52,8 |811 (481 [495 (99,8 |90,4 |876 [191 |354 (633 |41
AnmatuHckas |52 |49,7 |26,8 |285 |79,9 [792 |857 |86,4 (896 |954 |97,3 [922
ATbipayckas 0 258 |37 |82,4 |889 (82,3 |785 (996 |981 |99,8 |997 |72.4
BKO 0 24,2 (823 (939 |99 969 |991 |953 |979 |989 |977 |815
Xam6binckas |0 84,9 981 |99,9 [965 [958 (949 |978 |986 |997 |987 |79,0
3KO 0 316 [90,5 |98 [959 |997 [984 |99,2 (982 [994 (999 |825
KaparanpuHckas |87,4 |90  |871 991 |975 |97 |825 |977 |959 |977 |996 |96,3
KoctaHawnckas 35,2 |12,5 |62/1 0 70,4 |914 |899 (725 |786 [93,9 (904 (671
Kbi3binopauHckas |41,7 | 53,6 |34,8 |241 22,2 |22 29,5 |68,9 |741 96,1 91,8 |70,6
MaHrucrayckas | 28,2 |0 0 51,9 |41,2 |459 [372 [392 |361 [407 |448 |268
Maenopapckas |0 204 |425 |972 |954 |994 |96,9 [991 |999 [992 (999 |796
CKO 881 |90,3 |921 |925 |935 |941 |913 (86,8 |94,2 (993 |94,8 |93,8
IOKO 0 0 92 107 |61 |13 |190 |17.2 |44,9 |339 |783 |268
r. AcTaHa 421 |778 |895 |99,3 |871 |79.4 |811 |99.4 |958 |985 |941 |97,0
r. Anmathl 952 |96,9 |927 |997 |97.6 |936 |869 |873 |89,5 (983 |937 |922
PMIK 494 (482 |51,3 |944 |60,8
PK 279 |462 |557 |60 |64 |70 |691 |739 |764 |786 |894 |732

M3 Tabnuubl 2 BMAHO, 4TO obLee KonmMyecTBO HOBOpPOXAeHHbIX B PK coctaBuno 4 120 810, n3 koTopbIx Npo-
cknHupoBaHo Ha Bl 2 704 483, uto coctaBuno 66 %. B auHamuke oTmevaeTcsa pocT oxBaTa CKpUHUIoBbIM obcre-
[OBaHMEM HOBOPOXAEHHbIX, YTO CBMAETENbCTBYeT 06 yBenuuyeHun apekTMBHOCTU reHeTUYECKOro CKPUHUHra
HOBOPOXAEHHbIX B 6bonblnHcTBe pernoHos PK.

Tabnuya 2. Oxeam 2eHemMu4YeCKUM HeEOHamaribHbIM CKpuHuHaoMm Ha BI™ 8 PK, 2007 — 2017 200b1

KonuyecTtBo HOBOPOXAEHHbIX
lon Oxsar, %
Poannocs xusbiMu MpockpvHUpoBaHO
2007 319408 89 246 28 %
2008 349 945 161 693 46 %
2009 350 541 195 409 56 %
2010 368 895 221 283 60 %
2011 377 977 241719 64 %
2012 378 226 264 837 70 %
2013 385 230 266 095 69 %
2014 401 070 296 228 74 %
2015 399 586 305 204 76 %
2016 401 682 315737 79 %
2017 388 250 347 032 89 %
Bcero 4120 810 2704 483 66 %
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B Tabnuue 3 otpaxeHa yactoTta BI' B pernoHax PK. BugHo 4To, HauMeHblLUee KONM4YeCTBO HOBOPOXXAEHHbIX C
BI' B Kbi3blnopamHckoi 06nacTtu, YTo 06 bSACHUMO HU3KMM OXBAaTOM HOBOPOXXAEHHbIX CKPMHMHIOBBLIM 06CcnegoBaHneM
B nepuog 2007-2015 roabl. Hanbonbluee KonMYecTBO BbISIBIEHHbBIX HOBOPOXAEHHbIX ¢ BIM cocTaBuno 67 Yyenosek,
4yTO0 cooTBeTcTBYET 1:6 056 B 1. AnmaTbl. B To e Bpems B [NaBnogapckon obnacTtu 3a uccnegyemsiin nepuog 6uino
BbiBNeHO 40 HOBOpOXAEHHbIX ¢ Bl 4To coctaBumno 1:2 723.

Takvum 06pa3om, Ha OCHOBe nccnefoBaHus 2 711 717 HOBOPOXAEHHbIX M3Y4YeHbl pe3ynbTaThl, NPOBEAEH aHaNn3
N OLeHKa aPPEKTUBHOCTUN reHETUYECKOrO HeoHaTanbHOro ckpnHuHra Ha Bl B PK 3a 2007-2017 rogbl. Mo gaHHbIM
HeoHaTamnbHOro CKpUHWHIa, NPOBOAUMOrO CO cpedHuM oxBaTtoM 73,2 % B Pecnybnuke KasaxcTaH, yctaHoBneHa
yacTtoTa Bl koTopas coctaBuna 1:7 512, a Takxe ycTaHoBNeHbl YacToThbl BI' Ans kaxaoro permoHa B OT4EMbHOCTU.

Ta6nuuya 3. Yacmoma BI” e pa3pese peauoHoe PK o 0aHHbIM HEOHamarsbHO20 2eHEeMUYECK020 CKPUHUH2a 3a

2007-2017 200sb..

ObnacTb ObcnenosaHo BbisBrneHo Bl YacToTta Bl
AKMOMMHCKas 125 797 9 13 977
AkTHOGMHCKaA 125 637 19 6612
AnmaTtunHckas 275 511 15 18 367
ATbipayckas 117 764 32 3680
BKO 201 780 32 6 306
YKambbinckas 253779 10 25 378
3KO 113 762 35 3 250
KaparanguHckas 245 320 19 12 912
KocTaHarickas 87 607 12 7 301
Kbi3binopanHckas 104 789 4 26 197
MaHrucrayckas 61 809 11 5619
MaBnopapckas 108 939 40 2723
CKO 81924 10 8 192
HOKO 180 290 11 16 390
r. AnmaTbl 405 761 67 6 056
r. AcTaHa 193 910 34 5703
TOO «LIMM» 2736 -

Pecn. opraHusauuu 24 601 1 24 601
NTOIro 2711717 361 7 512
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Ipagpuk 1. Konuvecmeo u yacmoma 8bisierieHHbIX criy4aes Bl cpedu HogopoxOeHHbIx 8 PK 3a 2007-2017 2001
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BbiBoabl. B uenom no PK 3a nepunopg 2007-2017 rogbl o6cnegoaHo 2 711 717  HOBOPOXAEHHbIX, Cpeam Ko-
TopbIx 361 GonbHbLIX C BpoXAeHHbIM runotupeosom (BIN). OxeaTt HoBopoxaeHHbIX No PK coctaBun 66 %, cpeaHui
oxBaT BapbupyeT mexay 28-89 % B oTaenbHbIX pernoHax PK.

CpepHsis yactota BI' B PK coctaBuna 1:11 949 3a nepuopg 2007-2017 rogbl. MNpu 3ToM MUHUMaNbHas cpeaHss
yactoTta no PK 1:4 937 B 2014 roay, makcumanbHas 1: 36 881 B 2010 roay (Ipadmk 1).

Cnucok nuTeparypbl:

1. Tpwukas MuHucTtepcTBa 3apaBooxpaHeHuns Pecnybnukm Kazaxctan Ne140 ot 28 mapTta 2006 roga (28.03.2006)
«O CKpPUHWMHIOBOW NporpaMMe AOPOAOBON AMArHOCTUMKN U NPOMUNaKTUKN BPOXAEHHBIX M HAacNeACTBEHHbIX
3aboneBaHuii y getemn.

2. Rastogi M.V., Rastogi V., LaFranchi S.H. Congenital hypothyroidism // Orphanet J Rare Dis. — 2010 — Vol. 5. — P.
17. doi: 10.1186/1750-1172-5-17

3. Agrawal P, Philip R., Saran S., Gutch M., Razi M.S., Agroiya P., Gupta K Congenital hypothyroidism // Indian J
Endocrinol Metab. — 2015. — Vol. 19, N2. — P. 221-7. doi: 10.4103/2230-8210.131748

4. Tajima T., Nakamura A., Morikawa S., Ishizu K Neonatal screening and a new cause of congenital central hypo-
thyroidism // Ann Pediatr Endocrinol Metab. — 2014. — Vol. 19, N3. — P. 117-21. doi: 10.6065/apem.2014.19.3.117.
Epub 2014 Sep 30

KJIVHUYECKUAMN CJIYYAW CHHIPOMA AHT'EJIBMAHA

Ecnamranuesa LU.H., XXyHycoBa A.X., LUnxaeBa E.B.
Hay4HbIn LeHTp akylepcTBa, TMHEKOSIOrMM 1 nepuHaTonoruu, r. Animarthl

CuHOpom AHeenbmaHa, cuHOpom «llempywku», «CUHOPOM cyacmugoU KyKIlbi»

CvHapom AHrenbmaHa— 3TO Helpo-reHeTuveckoe 3aborneBaHune, XxapakTepusyrLlleecs UHTENNeKTyanbHoOm
N OU3NYECKON 3a[EPXKKOW pasBUTUS, HAPYLUEHUSMU CHA, NPUCTYNaMu Cyoopor, pe3kumMu OBUXEHUAMU (0co-
GEeHHO pyKonreckaHusl), YacTbiM BGECNPUYMHHBIM CMEXOM UMK yNnbIGKOW U, Kak npaBuno, 60nbHbIE CUHAPOMOM
AHrenbMaHa nwoau, BbIrMAASaT ov4eHb cyacTnuBbIMU.CMHAPOM AHrenbMaHa sIBNSeTCS KacCU4eckuM npume-
pPOM FEHOMHOIo UMMNPUHTUHTA, BEAb OH, Kak NpaBunIio, BO3HUKaeT BCNeACTBUEAENeLnn UM MHAKTMBALIMM FTEHOB Ha
yHacrnefoBaHHOW OT maTepu Konuu 15 XpoMOCOMbI, B TO BpeMsl Kak, AeATENbHOCTb POAUTENbLCKON Konuu (no-
cnefoBaTenbHOCTb KOTOPOW MOXET ObITb HOpMarnbHOW), HE BNUSIET Ha NpoLecc PYHKLUOHMPOBaHWUSI OpraHuama.
CeCTpUHCKNM CUHAPOMOM AHrenbMaHa MOXHO Ha3BaTb cMHApPOoM Npaaepa-Bunnu,koTopbii BO3HUKAET B CBSA3M C aHa-
NOrnYHbIMU AiehEKTAaMU, BO3HUKAOLLMMW Ha YHAcNeA0BaHHbIX OT OTUA reHax M UMNPUHTUHIOM MaTEPUHCKNX KOMUIA.
PaHee, nnsa xapaktepuctnkm CuHapoma AHrenbmaHa ncrnonb30Banochk Apyroe, ansTepHaTUBHOE Ha3BaHWE - CUHOPOM
cuyacTtnumBoi mapuoHeTkn (happy puppet syndrome), ogHako cerogHsi, ouumnansHo 3TOT TEPMUH Gonblue He npu-
MEHSIeTCSl, MOTOMY YTO OH cuMTaeTcs NpeHebpexunTenbHbIM. Takxe 3Ty 60ne3Hb HasbliBaT «CUHAPOM [eTpyLLKu»
UNU CMHOPOMOM «CYACTNUBOM Kyknbi».Jlloaen ¢ cuHaopoMoM AHrenbmaHa MHOrAa HasblBalT «aHrernamuy, 1u3-3a
Ha3BaHWs CMHAPOMA, UX MONOAOCTU MU CHACTNNBOro BMAaA.

Mo OMIM cuHgpomMy AHrenbmaHa cooTBeTCTBYeT nonoxeHue -105830.

Kapuotun 46 XX, del 15911-q13 unn46XY,del 15911-q13. O6bIMHO CMHAPOM BbI3bIBAE€TCSl CMOHTAHHbLIM XPO-
MOCOMHbIM AedeKTOM, korga oTCyTcTByeT bonbluasi cmexHas obnacte u3 3-4 MunnmMoHoB nap ocHosaHuii JHK B
obnactn q11 — q13 15-i1 xpomocombil [1].

CornacHo pesynstataMm MHOTMX He3aBUCUMbIX UCCNEA0BaAHUNA, NPUYMHON BO3HUKHOBEHWUSI CUHAPOMA AHrenb-
MaHa MOXeT ABnATbCs MyTauns B reHe UBE3A. NpoayKT aToro reHa — gepMeHTHbI KOMMOHEHT CNOXHOW CUCTEMbI
nerpagauuy 6enkos.

CuHOpoM Ha3BaH no nMmeHn GputaHckoro neguatpa Mappu AHrenbMaHa, Bnepsble onucasLlero ero B 1965 .

YacTtoTta Bctpevaemoctu ot 1:10 000 go 1:20 000 XMBOPOXKAEHHBLIX MNageHLEB.

KnuHu4yeckne nposiBrneHusi, xapakTepHble Ans cuHapoma AHrernbmaHa:

. B 75 % oTmeyvalTcs npobnemsl ¢ NMTaHNEM, 0COOEHHO C rpyaHbIM BCKapMIIMBaHMEM, Takue MnageHLbl Nioxo

HabupaloT Bec;

. 3a/lepxxKa B pa3aBUTUN HaBbIKOB 06LLEN MOTOPUKMN (YMEHWE CUAETb, XOOUTb);

. 3a/lep>xka peyeBoro pasBuTus, Hepassutas peyb (y Bcex AeTel);

. AeTu 6onblle NOHUMAIOT, YEM MOTYT Cka3aTb UMW BbIPa3unTb;

. AedULMT BHUMAHUSA U TMNEPAKTUBHOCTb;

. CINOXHOCTU C 0ByYeHunewm;

. anunencus (80 % cnyyaeB), HapyLLUEHWS BbISBAAIOTCSA TakXe Npu anekTpoaHuedanorpadum; cHMTaeTcs, 4to

y AeTein ¢ cuHapoMom AHrenbmaHa HabnogaeTcs BTopuyHas (CMMNToMaTuyeckas) anunencus;
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. HeoObblYHble ABVMXKEHUS (MENKNUIA TPEMOP, Xa0TUYECKME OBUKEHUSA KOHEYHOCTEN);
. yacTbIl cmex 6e3 noeoaa;
. xoAbba Ha HerHywmxcsa Horax — u3-3a aTol 0CoGEeHHOCTU AeTel C 3TUM CMHOPOMOM WHOTAa CpaBHMBamnuM C

MapUOHeTKaMu;

. pa3mep ronoBbl MeHbLUE CPeAHEro, HEPEAKO C YNIOWEeHUEM 3aTbINKa;

. MHOTAa XapakTepHble YepTbl Nnua — LWUPOKUIA POT, peAKo pacnonoXeHHble 3yObl, BblAaloWwmiica Bnepes noa-
60p0oa0K, BbICYHYThIN HapyXy SA3bIK;

. HapyLUEeHUs CHa;

*  cTpabusm (kocornasue) B 40 % cny4vaes;

*  CKONMO3 (MCKpuBMeHMe No3BoHoYHMKa) B 10 % cnyyaes;

. NOBbILLIEHHAsA YyBCTBUTENbHOCTb K BbICOKOW TEMMNEpPaTYpE;

. 4YyBCTBYIT cebsi KompopTHee B Boae.

CvHOpOM guarHoctTupyeTcst NyTéM reHeTnyeckoro aHanusa (15 xpomocoma), peKoMeHayeMoro Ans HoBO-
POXAEHHbIX C MOHWXKEHHbBIM MbILLIEYHbIM TOHYCOM (FMNOTOHYCOM), OTCTaBaHUMEM B pa3BUTUMN OOLLEN MOTOPUKA U B
pa3BuTUK peyn. Pogmtenu n Bpayn AoMmkHbl 06paTtuTb BHUMaHUE Ha ClyyYan MeNKoro Tpemopa, XxaoTu4eckue, no-
PbIBUCTbIE ABUMXEHUSA KOHEYHOCTEN, MOXOAKY C HEMHYLUMMWUCS HOraMu; B psifie crlyyaeB cneLmduyeckoe BblpaxeHne
nuua, CANLLIKOM YacTbI CMEX.

Bo3MoxHble MeTOAbl aHanu3aa: npouecc dryopecLeHTHON rmbpuansaumm insitu, metunuposanune JHK B obnactu
15911 — q13, aHanu3 myTauunm UMNPUHTUHIOBOIO LeHTPa, aHann3 npsaMon mytaumm reHa UBE3A.

CuHapoM AHrenbMaHa siBMsieTCS BPOXAEHHOW reHeTUYeCKo aHoOManunen n B HacTosiLiee BpeMsi cneundunye-
CKMe cnocoOkbl ero fieyeHust He paspaboTaHbl, 04HAKO HEKOTOpPble Ne4yebHble MeponpUATUSA NOBbLILLAKT Ka4yecTBO
XW3HW nofen ¢ cMHapoMoM. MnazieHubl C TMnOTOHYCOM [AOMKHbI NMOofyYaTh Maccax v Apyrue BuAbl cneunansHOm
Tepanuu (usmoTtepanum).

PekomeHayeTcsa ncnonb3oBaHue cneynanbHbiX METOANK Pa3BMTUSA pebeHka, 3aHSATUSA ¢ noroneioM U fedekTo-
norom. HapyLieHusi cHa KOppeKTUPYTCSt Ha3dHaYeHeM Nerkux CHOTBOpHbIX. [loktop Barctadpd (CLUA) cuutaert, uto
HaszHa4veHue 0.3 Mr MenaToHunHa 3a 30-60 MUHYT Nepea CHOM yry4yLllaeT COH NauMeHToOB C CUHAPOMOM AHrefnbmaHa.
HapyLlieHusa cTyna perynvpyloTca HasHa4yeHneMm Nnerknx cnabutenbHbiX.

MpucTynbl cyoopor nevaTtcs Tak Xe, kak anunencus. et ¢ cMHApoMoM AHrenbMaHa 4acTo UCMbITbIBAlOT
6onbLue ogHoro Tuna NnpucTynoB. [NokasaHa anekTpoaHuedanorpadgus.

HexenatensHoe nosefgeHue. [i-p Yapne3 Bunsamc (leriHceunn, ®nopuga), pabotawLwmii B OCHOBHOM C
ayTMYHbIMM OEeTbMU, OTMeYaeT obLlimMe Ana ayTUYHbIX AeTel u aeTen ¢ CMHAPOMOM AHrenbmaHa ocobGeHHOCTU
noBefeHUs: 3ameTHast ayTOCTUMYMSLMSA, UMMYNbCUBHOCTb, HABA34YMBbIE, MOBTOPSIOLLNECS ABUXEHUS, UHTEPEC K
HEeyMEeCTHbIM NMpeAMeTaM, a TakXKe CNOXHOCTb B 06LieHun ¢ gpyrumu nogbmu. Bpaun CLUA nokasbiBatoT, 4TO ANg
ayTUYHbIX AeTel BHYTPUBEHHbIE MHBEKLMM TOPMOHA CEKPETUH (HalAEHHOro B MOAXKENYA0YHOW Xenese) ycnewHo
YMEHbLUAT NPOSIBIIEHUSA HEXenaTenbHOro noBefeHns n obecneynBaoT XOpPOoLLMIA YPOBEHb O6LLNTENBHOCTU U KOM-
MYHMKaTUBHbIX HABbIKOB; BO3MOXHO, MeAuLMHa NPUAET K MCNONb30BaHMI0 CEKPETMHA AN1S KOPPEKLUN NoBeaeHUs
neten ¢ cMHapomom AHrenbmaHa.

OueHKa p1cka NOBTOPHOrO poXaeHns pebeHka ¢ CMHAPOMOM AHrenbMaHa y Tex e poanTenel 04eHb CNOXHa,
HeobxoanmMa KoHCcynbTalumnsa npodeccnoHanbHOro reHeTuka. CumtaeTtcs, 4To 06blvHasA Aeneuns sBNAeTC CNOHTaH-
HOW, puck noBTopa MeHbLue 1 %. B cnyvyae monekynsipHon mukpogeneuumn B 15911 — q13, ecnu oHa Habnogaetcany
maTtepu, puck TeopeTtunydeckn o 50 %. MyTtaunm BHyTpu reHa UBE3AMOryT ObITb CryYaiHbIMY M HEYHAcne40BaHHbIMU,
B 9TON cutyauun puck nostopa <1 %; ogHaKo aTM MyTaLMM MOXHO yHacneaoBaTb OT HOpMarbHOW MaTepu, 1 Toraa
TeopeTnyeckun puck 50 %. MapTeHoreHeTnyeckas aucomus 15-i1 napbl — cnyyawHas cuTyauusi; puck nostopa <1
%. EcTb Heckonbko ntoger ¢ AS ¢ HeoObIYHbIMKU Npeobpa3oBaHuAMKU XxpomocoMbl 15, Bkntovas obnactb 15911 —q13;
B 9TMX CNyyasax OLeHKa p1Mcka NnoBTopa 3aBNCUT OT XPOMOCOMHbIX HAPYLLUEHWUA y poauTeNe.

MepcnekTUBbI pa3BUTUA.

HeTtn c cuHagpomom AHrenbmaHa NoHMMarT HamHoro 6onblue, YeM MOryT cka3aTb. B HEKOTOpbIX cnyyasax y
HUX BOOOLLLE HET peyn; onmcaHbl 4ETM CO CNoBapHbIM 3anacoM okono 5-10 cros. Mpu 3TOM nOAM C CUHOPOMOM
AHrenbmaHa nobaT obwaTbcsa ¢ ApYrMMy NoAbMU, UTpaTbK , Kak NpaBumo, OHW APYXentoOHbI.

PekomeHayeTcsa oby4atb Takux AeTen S3bIKy KeCTOB. 3aHATHSI C paHHero Bo3pacTa no cneyunansHbIM nporpam-
Mam, HanpasrieHHble Ha pa3BUTNE HABLIKOB MENKOM 1 0OLLe MOTOPUKM, B pE CllyYaeB 4atoT XOPOLUUE pe3ynbTaThl.

MepcnekTuBbl pasBUTUSE 3aBUCAT OT CTEMEHM MOPaXEHHOCTM XPOMOCOMbI. HekoTopblie ntogn ¢ CUHAPOMOM
AHrenbmaHa cnocobHbl OCBOWTb HaBbIKM CAaMOOBCY>KMBAHUSA U peyb Ha NPUMUTUBHOM YPOBHE (0ObIYHO NPUYUHOW
CYHAPOMa B 3TOM Cllyyae ctana myTaums), HeKOTopble HUKOrA4a He CMOTYT XOAUTb Y TOBOPUTL (3TO 06bIYHO Npouc-
XOAWT B ClNyyae AerneLmm 4acTu XpoMOCOMbI).

C BO3pacTom, Kak npaBuo, CUMMTOMbI TMNEPAKTUBHOCTU U HApYLUEHWUSI CHa CMArvatoTcs. Y AeBOYEK C CUH-
Apomom AHrenbMaHa B nepuog nofioBoro co3peBaHnst MOryT y4acTUTbCS Npunagkvu. bonbwWnHCTBO Noaen ¢ CUH-
Opomom AHrernbmaHa cnocobHbl KOHTPONMPOBATbL SKCKPETOPHbIE PYHKLMM (MOYeuncnyckaHme n aedekaumno) AHEM,
HeKoTopble — M HOYb0. HekoTopble ntoan ¢ cMHAPOMOM AHrenbMaHa cnocobHbl eCTb NPU MOMOLLM HOXa U BUIKM,
O[leBaTbCsl CAMOCTOSITENBHO B Cly4ae OTCYTCTBUSA Ha odexae NyroBul, «MorHuiny. Bo B3pocnom Bo3pacTte MoXeT
NOSIBUTBLCSI OXKUPEHME U YXYALNTHCHA CUTYaLNsi CO CKONMO30M([2].

MeHcTpyaLum, NnonoBoe co3peBaHNe UHAMBUAOB C CUHAPOMOM AHrernbMaHa nponcxoamT B 06bi4HbIE cpoku. Onu-
CaH OAuH criyyan 6epeMeHHOCTM XKEHLLMHbI C CUHOPOMOM AHrerbMaHa: oHa poauna AEBOYKY C TaKUM e LMarHO30M.
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Ha koHcynbTaumio obpatmnack ceMbs ¢ pebeHkoM 7 nerT.

MauwnenT: ., Manbyuk, 7 net

Anamnesis morbi: Cygoporu Bnepsbie B 1,8 net.

Anamnesis vitae: PebeHok oT 1 6epemeHHOCTH, 1 NpexaeBpeMeHHbIX pofoB B cpoke 35-36 Hea, TedeHne ao
12 Hep. Ha boHe yrpo3bl NnpepbiBaHna 6epemeHHoCTU. Bec npu poxaeHumn 2960 rp., pocT 49 cm. Pusunyeckoe pas-
BuTME pebeHka He oTcTaBarno Ao 3 net. Pogutenun-3gopoBbl, B KDOBHOM POACTBE HE COCTOAT. HacneacTBEHHOCTb
He oTsAroweHa. Cnbcos HeT. PebeHok He roBopuT, obpaLleHHY pedb MOHMMAaEeT YacTUYHO.

OOBbEeKTUBHbIA ocMOTp. [MpobaHz, Manb4yrK, NPaBUIbHOIO TENOCMOXEHUS, YA0BNETBOPUTENBHOIO NUTaHUS.
Bec 17,5kr.

deHOTUNUYECKU: CTPabr3am, MUKPOreHUS, OTTOMbIPEHHbIE YLLIHbIE PAKOBUHbI, YAaCTUYHAs CUHOAKTUNUS 2-3 narnb-
ueB obenx cton, caHaaneesugHas wWenb 06enx cton. 3akntoyeHune anunenTtosnora ot 10.06.2016: Cungpom [Jpase?

MPT 'M ot 21.08.2013: MP npu3Hakv MUHUManbHOro pe3angyanbHoro nocTrunoKCUYeCcKoro N3MeHeHus B Te-
MEHHbIX ob6nacTax 6onbLnx nonywapun, 6e3 oUHaAMUKN.

3akntoveHue okynucta ot 08.06.2016: O-kocornasme pacxogsileecs anstepHupyrowmecs. lnepmetponus
cpeaHsis.

3aknto4veHue ncuxonora ot 06.06.2016: YpoBeHb NCUXNYECKOTO Pa3BUTUS HUXKE CPEOHErO.

3akntoyeHue opTtesucta ot 08.06.2016: NnockoBanbrycHele CTOMbI.

MpepBapuTenbHbIM AnarHo3: CumntomaTnyeckas anunencus. Cuigpom Opase?

Hoo6cnegoBaHue: XpOMOCOMHbI MUKPOMATPUYHbIA aHanms

Pe3ynbTaTbl XpOMOCOMHOIO MMKPOMaTPUYHOIO aHanun3aa, BbINONTHEHHOrO METO40M CPaBHUTENbHOW FEHOMHON
rmépuaunsauum ¢ ucnonb3oaHvem mnkpomatpuubiCGX™-HD (4 x 180 K), nporpammHoro obecneveHns Genoglyphix®;
ckaHepa MukpomaTpuuScanRI.

MonekynsapHbin kapuoTun: arr [2p16.3(48,535,718-48,707,689)x3* 5q35.2(176,340,193-176,432,555)
x1*6p25.3(266,079-598,618)x17p21.1(18,492,104-18,786,989)x1~2* 15911.2913.1(23,735,347-28,513,166)x1~2*
Xp11.4(37,636,301-37,878,279)x0]

PesynbTart: Mpu npoBeaeHn aHanuaa nornHoreHomHou rubpuausauum (aCGH) BbisiBNeHa KNMMHUYECKM 3Ha4YMMas
WHTEepCTMUManbHasa aAeneums Ha AnuHHoM nneve (q) 15 xpomocomel ¢ no3ununn 23735347 o nosmumm 28513166,
3axBaTbliBatowas permod 15911.2-q13.1 pasmepamu 4.778 Mb, accoummnpoBaHHbii c ANGELMAN SYNDROME.
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PekomeHpaauum:

- ncnaHcepHoe HabnaeHe No MECTY XUTENbCTBA;

- KOHCYNbTaLMs 1 NleYeHne OeTCKOro HEBPOOra;

- NpeHaTanbHas AnarHocTuka NnyTem NpoBeAEHUS MONEeKYNsipHOrokapMoTUNMPOBaHWSA NMpU NocnenyLwmx
OepeMeHHOCTSIX.

Cnucok nuTeparypbl:

1. Dagli Al, Mueller J, Williams CA. Angelman Syndrome. 1998 Sep 15 [Updated 2017 Dec 21]. In: Adam MP, Ar-
dinger HH, Pagon RA, et al., editors. GeneReviews® [Internet]. Seattle (WA): University of Washington, Seattle;
1993-2018. Available from: https://www.ncbi.nlm.nih.gov/books/NBK1144/
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K BOITPOCY ®OPMUPOBAHUA AHTUBUOTUKOPE3UCTEHTHOCTH

XymabaeBa A.E., Kyarubekosa A.b6., AbeyoBa B.A., EpemuyeBa I, AtoceHoBa C.B.
KaparaHguHckumn rocygapCTBEHHbIN MeauLMHCKUIA YHUBepcuTeT, r.KaparaHga

AkTyanbHOCTb. Ha coBpeMeHHOM 3Tane BO MHOIMMX CTpaHax Mupa TliaTenbHO n3yyaeTcs ypoBeHb UHAOp-
MUPOBAHHOCTU poauTenen 6onbHbIX AeTelN pa3Horo Bo3pacTa no Bonpocam paLyoHanbHOro MCNonb30BaHNS aHTU-
BMOTUKOB C Lenblo npeaynpexneHns gopMmmpoBaHnsa aHTnbnotTmukopesncteHtHoctu. OgHako, B PK aToT BONpoc
HeJOCTaTOYHO U3YYeH.

B cBsA3Ku c Yem, HamMuK NpeanpuHATa NOMbITKA U3YYEHUS U OLEHKa YPOBHA MHOPMUPOBAHHOCTU poauTenen
GonbHbIX AeTel pa3Horo Bo3pacTa No BONpPocaM paunoHanibHOro UCnofb30BaHnst aHTUOMOTUKOB ANt Npeaynpex-
OeHnst hpopMmpoBaHnst aHTUOMOTUKOPE3UCTEHTHOCTM.

Llenb nccnegoBaHus. CpaBHUTENbHAS OLEHKA BO3MOXHOCTM (hOPMUPOBaHUSI aHTUOMOTUKOPE3UCTEHTHOCTU
y pogutenen un ux geten B ycnosusax NMCI1 n ctaumoHapa.

MaTtepuan u metoabl uccnegoBaHus. OnpeaeneHsl rpynnbl COLMONOrMYECKOro onpoca — cpeau 277 pogu-
Tenewn geten pasHoro Bo3pacta B ycroBusax nonuknuHuk Ne1, Ne3 r. Kaparangel (1 rpynna) n 187 poautenen geten,
Haxo4sLKMXCS Ha cTaunmoHapHoM aTane (2 rpynna) nevyeHus B ycrnosusix O6nacTHOW AeTCKON KNMHUYeCcKon 6onb-
Huue (OOKB), lopoackoro getckoro ctaumoHapa (FOC). OT6op 1 hopMrUpoBaHME M3yvaemblx rpynn NPoBOANIOCH
MEeTOAO0M CIyYanHow BbIOOPKMU.

Kputepuu otbopa A4ns BKAYEHNS B UCCNefOBaHMeE SBNANUCH: poauTenu 6onbHbIX AeTen B Bo3pacTe oT 0 oo
17 neT, BepMpUUUPOBAHHbIV AuarHo3, UHpOpMMpPOBaAHHOE cornacue nauueHTa, OTCYTCTBME NPOTMBOMOKAa3aHUN.
KpuTepuu ucknioyeHuss B uccrnefoBaHve SBNANNCh: HAaNMyYne Bbipa)KeHHON OpraHMYeckon naTonorum, ConyTcTBy-
oL me 3aboneBaHnsa B cTagmm ekomneHcauum n cyokomneHcauuu. MNMpouenypa otbopa pecnoHAeHTOB: criyvyanHas
MapLLpyTHas Bbibopka ¢ kBOTOM No Bo3pacTy 6onbHbix geTei (0 -16 net 11 mec 29 gHen). MiccnegoBaTenbCKUin MH-
CTPYMeHT: AHKeTa, pa3paboTaHHas rpynnon uccrniegosateneii: Andre M, Vernby A, Berg J, Lundborg CS, Karolinska
Institutet, Ctokronem (LUBewus).

Pe3ynbTaThl uccnegoBaHus. [pu cpaBHUTENbHOM aHann3e AaHHbIX PECNOHAEHTOB, NOyYaBLUNX fleYeHne B
ycnosusix NMMCIT u ctaumoHapa, 6b1nmn nony4veHbl criefyowmne pesynstaThbl, KOTOpble NpUBeAeHbI Ha puc.1 BonbHble,
nosny4yaBLUME Ne4YeHne Ha YPOBHE NepBMNYHOrO 3BeHa, coctaBunu 1 rpynny. Bo 2 rpynny Bownu geTtun, nonyyaswne
neyeHue B ycrnoBusix ctaynoHapa. 1 rpynna 6eina npeacrtasneHa 277 pecnoHgeHtamu, 2 rpynna — 187 6onbHbIMU
OEeTbMU C pa3nMyHoi Ho3onornen. MNpu cpaBHUTENbHOM OLIEHKE KONMYecTBa PECMNOHAEHTOB B 3aBYCUMOCTM OT nona
yCTaHOBIEHO NpeBanupoBaHne MaTeper Kak cpeau onpoLLEeHHbIX B YCNoBusax ctaumoHapa (91,44% (AW 87,22;95,66)),
Tak 1 cpeam onpoweHHbIx B ycnosusx NMMCI (79,06% (OW 73,65;84,47)) Hap oTuamu, cooTBeTcTBEHHO 8,56% (O
0;22,36 1 20,94% (OW 10,42;31,46). No AaHHbIM CTAaTUCTMYECKOrO aHanuaa no JaHHoOMy napameTpy BbisiBNeHa cTa-
TUCTMYECKU 3Ha4YMmas pasHuua (p<0.05).
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CpaBHMTeanble AaHHbIe NOo Nofly pecnoHAeHTOB

91,44%
79,06% (p=0.05)
100% (p=0.05
80%
60%
20,94%
40% 8,56%
20%
0%
MyxuuHbI (Mans.l, Kenmunsl (MaMbl,
TIeTYIITKH ) 6a0y1IKn)

® % pecniongentos [IMCII (1 rpynmna)
¥ % pecroHJIEHTOB CTalMoHap (2 rpyrra)

PucyHok 1. PacnipedeneHue pecrioH0eHmos 1 u 2 epynn no nosy
Kak npencraesneHo Ha puc. 2 96,31% (OWN 94,01;98,61) pecnoHgeHToB 2 rpynnsl 1 91,3% (AW 87,01;95,59)

poautenei 1 rpynnbl UMeNu OnbIT NPUHATAS aHTUOBUOTUKOB. MpK 3TOM MMena MecTo CTaTUCTUYECKM 3HaYMMas
pasHuua (p<0.05).

OnbIT NpYema aHTUGUOTUKOB PECMOHAEHTOB CBefieHusi 0 Kypcax aHTUGMOTUKOB B aHaMHe3e
pecnoHAeHTOB

TIMCII (1 rpymnna) CraunoHapHbli

TIMCII (1 rpymnna) CraunoHapHbIi ypoeHs (2 rpyna)
YpoBeHb (2 rpymma)
# Cornacen ®He cornacen M 3arpyaHsieTcs OTBETUTh 8] pa3 ®@Menbwe 10pa3  ®@Bonbmel0 pas
PucyHok 2. CpasHeHUe omeemos pecrioHOeHmMos PucyHok 3. CpasHeHue Konu4yecmea npoloeHHbIX
KacameJibHO oribima ripuemMma aHmubuomukos Kypcos aHmu6uomUKomepanuu

Mpun n3y4eHnmn konmyecTsa NPONAEHHbIX KYpCOB aHTUOMOTUKOTEpanuu Obina BeisBNeHa eaMHas TeHAEeHUUS B
BuAe npeobnagaHusa pecnoHaeHToB B 1 1 2 rpynnax, koTopble Npubernm Kk nevyeHnto aHTubunotrkamm He 6onee 10
KypcoB (cooTBeTcTBeHHO 57,14% (AU 47,18;67,1) n 64,37% (OW 57,1;71,64)) (puc.3).

Cpeau cTaumoHapHbIX 60MbHbIX 6onbLue 610 Tex, koTopble npolwnv 6onee 10 kypcoB aHTMOMOTMKOTEPaNWK,
ux 6bino 29,17% (OW 16,36;41,98), B To Bpemsi kak cpeamn pecnoHaeHToB NMMCIT nx 6bino 25,29% (OW 14,76;35,82).
Ecnu konu4ecTBO pecnoHAEeHTOB 2 rpynmnbl, KOTOpblEe NOfb3oBanucbk aHTubuotnkamu 1 pas coctasunu 13,69%
(OW 0;27,83), To cpeam poguteneit 1 rpynnbl TakoBbix 6bino 10,34% (AW 0;21,88). Mony4eHHble AaHHbIE HE UMENU
CTaTUCTMYECKM 3HAUNUMOW pasHULbI.

AHanus gaBHOCTU Npuema aHTUOMOTUKOB, NMPEACTaBIEHHbIM Ha pUc.4, Nokasan eauHy TeHOeHUNo B Buae
npeBanMpoBaHWM pecnoHAeHTOB 060omX rpynn poauTenew, KOTopble MPUHUMANM aHTUOMOTUKN B TeYeHne nocnen-
Hero rofa (cpeau ctaumoHapHbix 6onbHbIx 67,26% (OW 58,55;75,97), cpean aHketupyembix NMMCI 48,28% (OU
39,52;57,04)). CpaBHUTENbHbIA aHaNU3 yCTaHOBWI CTaTUCTUYECKU 3HaYnMyto pasHuly (p<0.05), koTopas ykasbiBaeT
Ha npeobnagaHne pecnoHAeHTOB CTaLMOHAPHOrO YPOBHS, Yalle NpMHUMaBLUNE aHTUONOTUKN B TEYEHNE NOCNEeAHMX
mecsLeB. B To BpeMs kak pe3ynbTaTbl aHKeTUPOBAHUS MoKasanu, YTo pecrnoHAeHThl MPUHUMAaBLUNE aHTUOMOTUKN
bornee 4yeM 12 mecsiLeB cTaTUCTUYECKM 3HAYMMO npeobnaganu Ha yposHe MNMMCI1 (p<0.05), cOOTBETCTBEHHO Ha
MMCI1 (46,36% (OW 37,44;55,28)) no cpaBHeHWO C pecrnoHaeHTamu cTaunoHapa (27,38% (OW 14,41;40,35). MNpo-
LEHTHOE KONMMYEeCTBO PECMOHAEHTOB, KOTOPbIE NPUHANM aHTMOMOTUKN 6onee 10 neT Hasag 6610 B 06omx rpynnax
O[IMHaKoBbIM (B cTaumoHape 5,36% (OW 0;20,17 n B NMMCI1 5,36% (OW 0;17,21)).
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HaBHOCTb aHTMsaKTepMaanOVI Tepanun B aHaMmHe3e peCnoHOeHTOB

TIMCTI (1 rpymma)

Bl 5 36%

e 5.3
27,38%

46,36% (p<0.05)
67,26%
48,28% (p=0.05)

CrannoHapHbIi ypOBEHb
(2 rpyna)

H B teuenue nmocneanux 12 mecsiieB M bonee uem 12 mMecsiiieB Haza

8 Bosnee 10 niet Ha3ax

PucyHok 4. CpasHeHue dagHocmu ripuema aHmubuomukog pecrioHoeHmamu

Ha puc. 5, npvBeaeHbl pe3ynstaTthl Mo BONPOCY O UCMONb30BaHUM aHTUBMOTMKOB AETEMMW PECTIOHAEHTOB, KOTOPLIE
He Menu CTaTUCTMYECKN 3Ha4YMMOl pasHuLbl. OTBeTbl cpeam nauneHToB cTaumoHapa v MMCI 6bin aHanorMyHbIMMN.
MoYTn 04MHAKOBOE OTHOCUTENBHOE KOMMYECTBO AeTEN UMENM OMbIT MPUHSATUS aHTUOUMOTUKOB (COOTBETCTBEHHO 13
cTauumoHapHbIx pecnoHaeHToB 88,42% (O 81,53;95,31) n ns pecnongeHtos NMCI1 88,49% (AW 82,83;94,15). letn
9,47% (0N 0;28,72) pecnoHaeHToB cTaumoHapa u 10,79% (AW 0;26,56) aHkeTupyembix MMCI1 H1Kkoraa He npuHUManu
aHTU6MoTMKM. OCcTanbHble PECNOHAEHTbI 3aTPYAHUINCHL C OTBETOM (COOTBETCTBEHHO 0,72% 1 2,11%).

OnbIT NpMemMa aHTUOMOTUKOB B aHaMHe3e AeTen PecrnoHAeHTOB

88,49%
88,42%

Ja

B [IMCII (1 rpymma)

X

= X
- [ °
=) <. S =
[=} IS\ —
s =
u < -
Hert He 3marn

CranuoHapHslil ypoBeHs (2 rpymmna)

PucyHok 5. CpasHeHue AGT e aHamHe3e demeli

CpaBHUTENbHbIV aHanu3 KonM4yecTBa MPOWAEHHbBIX KYpPCOB aHTUOMOTUKOTEPaNUK BbIIBUIT CTATUCTUYECKMU
3Ha4mmyo pasHuuy (p<0.05) no rpynne pecnoHAeHTOB, AT KOTOpbIX MMenu meHee 10 pas KypcoB aHTUOMOTMKOB
B aHaMHe3e 1 Mo rpynne, pecnoHAeHTOB, AeTK KOTOpbIX nMmenn 6onee 10 KypcoB nevyeHns aHTMbrnoTukamu (puc.6)
YCTaHOBMEHO, YTO AEeTU, HAXOAUBLUMECS B CTaLMoHape n nveswne meHee 10 pa3 KypcoB aHTMOMOTUKOB B aHaM-
He3e cocTaBunu 66,67% (ON 54,24;79,1), B To Bpems kak cpeau getewn NMMCI1 aTtoT nokasatens 6bin 75,61% (OU

66,84;84,38), (p<0.05).

KonunyecTBO KypcoB aHTUGMOTMKOB B aHaMHe3e ieTeN PeCNOHAEHTOB

80%
70%
60%
50%
40%
30%

20% 13,82%11 99
-~
0%
1 pa3

B IMCTI (1 rpymma)

75,61%
66,67%
(p<0.05)

21,43%
(p=0.05)

10,57%

Memnee 10 pa3 Bonee 10 pa3

CrairoHapHsblii ypoBeHs (2 rpyrmna)

PucyHok 6. CpasHeHue konudecmesa Kypcos ABT y demell
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Cratuctmnyecku 3Hauymmas pastuua (p<0.05) yctaHoBneHa u B rpynne pecrnoHAeHTOB, AETU KOTOPbIX UMEenu
6onee 10 KypcoB neyeHunss aHTMbMoTUKamn. MiHavye roBops, AeTW, HAXOAMBLUMECH B CTauMoHape U MMeBLUME B
aHamHe3e 6onee 10 kypcos, coctaBunu 21,43% (OW 2,35;40,51) cnyyaes, B TO BpeMs Kak 3TOT nokasaTtenb cpeau
onpotlueHHbix poauTtenen NMMCI 6bin MmeHbLue noyvtn Baose (10,57% (O 0;27,36). CTatuctnyeckm 3Ha4MMon pas-
HUUbI cpeam 6oNnbHbIX, UMEBLUMX B aHaMHe3e 1 Kypc neyeHus B 000oumx rpynnax He BbisiBneHa (puc.6)

AHanun3 4aBHOCTU NPUHATUS aHTUBNOTMKOB IeTbMY NOKA3bIBAET OAUHAKOBYI0 3aKOHOMEPHOCTb B ABYX rpynnax
6e3 cTaTucTMyeckn 3Ha4ynumon pasHuubl. Ecnu yncno getent 2 rpynnel, KOTOpble NPUHMMany aHTUBUOTHKK B Teve-
HWe nocrnegHero roga coctasuno 65,48% (OW 52,83;78,13), To cpeau getent 1 rpynnbl X Konn4yecTso Obino 67,48%
(57,36;77,6).

34,52% (17,1;51,94) neten pecnoHAeHTOB cTaumoHapa u 32,52% (O 17,94;47,1) neten, aHkeTupyembix NMCII
npuHuManu aHTnbmnoTtukm 6onee 1 roga Hasap, (puc.6).

DaBHocTb npuema ABT cpeau aeten poautenen
80%
70% 67.48% 65489
60%

50%
40% 33,52% 34,52%
30%
20%
10%
0%

B Tedenue nocneqHux MecseB Bonee uem 12 mecsiuieB Hazan

B TIMCII (1 rpynma) CranmoHapHsIi ypoBeHb (2 rpyrma)

PucyHok 7. CpasHeHue dasHocmu ripuema ABT cpedu demel

MpoBeaeH cpaBHUTESbHBIN aHanU3 kacaTenbHO 06pa3oBaTENbHOrO YPOBHS poanuTENeN, NPUBEAEHHbIN Ha pyC.8.
CTatucTuyeckn 3HauyMmasi pasHula BbisiBlieHa cpeau pecrnoHAeHTOB C BbICLLIMM 06pa3oBaHNEM COOTBETCTBEHHO
MMCI 62,73% (O 55,43;70,03) no cpaBHEHUIO C Aa@HHbIMK MO CTauMoHapHOMY ypoBHIO 44,57% (OWN 33,74;55,4)
(p=<0.05).

Takxe cTaTUCTUYECKM 3HaYMMas pasHuLa BbiIBIleHa cpeaun poauTernei co cpegHe-crneyunanbHbiM obpa3oBa-
HMeM Ha ocHoBaHuu aaHHbIx NMMCI1 34,69% (OW 25,03;44,35) npotus 50,54% (AW 40,31;60,77) cpean pooutenen,
HaxoAMBLUMXCS Ha NnevyeHun B cTauuoHape. Mo cpefHeMy 06pa3oBaHMI0 CTaTUCTUYECKU 3HAYMMasi pasHuLa He
yCTaHoBMeHa.

CBegeHusi 06 o6pa3oBaTesibHOM YPOBHE poauTenen geten.

B o2ssw

O0s13aTenbHOE MIKOTbHOE 00pa3oBaHue
4,89%

Cpeane crier; o6pasoBanie 50,54%
(p<0.05)

44,57%
(p<0.05)

Beiciuee oOpazoBaHue

BTIMCII (1 rpymma) CraroHapHbIi ypoBeHb (2 rpymmna)
PucyHok 8. CpasHeHue daHHbIX 0bpa3osaHusi pecrnoHOeHmMos8

BbiBoabl. Takum 06paaoM, pe3romMupy4a Bblille N3NOXeHHoe, creanyet OTMEeTUTb, YTO 3Ha4YnTesibHaa 4acTb, Kak
poauTenen, Tak u nx oeten UMenu onbIT neyYeHuns aHTMbMoTMKaMu, KONMYECTBO KoTopbIX npesbiwano 10 pas, 3a4a-
CTyH0 B TEe4eHUn nocnegHero roga. CnepoBatenbHo, npoaHKeTUpoBaHHbIE PECNOHAEHTbI U X AeTn nMesin ycnoBua
ansa opMupoBaHus aHTVI6VIOTVIKOpe3VICTeHTHOCTVI N, BEPOATHO, HeobOCHOBaHHOE fleyeHne aHTVI6aKTepVIaJ'IbeIMVI
npenapartamu. nOJ'Iy‘-IeHHbIe AaHHbl€ YKa3blBalOT HA Hanun4une (hbaKkTopOoB pucka cpeamn pecrnoHAEHTOB, CI'IOCOGCTBy-
rowme opM1MpoOBaHUIO aHTVI6VIOTVIKOpe3VICTeHTHOCTVI N HU3KOM ypOBHE MeOMLNHCKON rpaMOTHOCTH, Tpe6yrou.|,|/|e
nposegeHne nHpopmMaLnoHHO — KOMMYHUKaTUBHbIX MepOonNpUATUN.
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KJIMHUYECKHN CIYYAU HACJIEACTBEHHOM
SH3UMOIEHUNYECKON METTEMOIJIOBMHEMWH I TUIIA
Y PEBEHKA 9 JIET

XymabaeBa A.H., TaweHoBa I'T, YckeHOaeBa Y.A.
KasHMYunm.C.O.AccheHaunsipoBa, I. Anmartbl
Kasaxckunin MeguuMHCKNA YyHUBEPCUTET HENpepbIBHOro o6pasoBaHus, r. Animathbl

HacnepncTteeHHas aH3uMoneHnyeckas metreMornobmHemus (HOM) — BpoxxaeHHoe 3aboneBaHne, Npy KOTOPOM
OTCYTCTBYET Ha reHHOM YpOBHe (bepMeHT MeTremMornobuH-peaykTasa unm e ero akTMBHOCTbHU3KAs, MpU 3TOM
cogepxaHue metremornobuna (MetHb) B kpoBu npesbiwaeTt > 1-2% obuwero konuyectsa Hb.["'B 1986 rogy Jaffe
ER npepnoxunn 6uoxmmumyeckyo knaccudukaumo BpOXKAEHHON 3H3MMOMEHUYECKOW MeTreMornobrvHemMmm B 3a-
BMCUMOCTM OT XapakTepa HapylleHus aktnsHoctn cpepmeHta NADH-cytochrome b5 reductase (cytb5r) B TkaHsix: |
TMn o6poKkayecTBEHHON SH3UMOMNEHNYECKON MeTreMornobnHeMmm — cBsizaH ¢ AeduumMToM LuTonnasMaTm4yeckomn
dpakumm hepmeHTa TonbKo B apuTpouuTax. |l Tun — netanbHbIA TUM, NOMUMO METreMOrNOBUHEMUN, KITMHUYECKU
NPOSsIBNSAETCH NPOrpeCCUpPYOLLUM HEBPOMOTrMYeCcKUM AerLMTOM 1 ABNSIETCA CNeACTBUEM reHepanm3oBaHHOro ae-
duunTa yuTonnasMmaTmyeckon n MembpaH-cesazaHHon popm cytb5r Bo Bcex TkaHsax. |l TMn — KNMHWYECKN CXOAHBIN
¢ | Tvnom, BbI3BaH HapyLleHWEM aKTUBHOCTU LUTOMNMNasMaTu4eckor hopmbl oepmMeHTa BO BCEX reMONO3TUYECKNX
kneTkax. [V Tun — Takxke [o6poKkayeCcTBEHHbIN, BbI3BaH Aeduuntom kodaktopa cytb5.1?!

HOM oTHocuKTCS K LOBONBHO pefkum 3aboneBaHnsiM ¢ 06LWIMpPHON reorpaduen obHapyXeHUst U ANUTENbHON
nctopuei. Hanbonee HOM pacnpocTpaHeHbl cpeau xutenen MpeHnangumn, nHaenues Ansicku 1 npeacTaButTenemn
nnemeHunHaBaxoc (CLUA), B AkyTum cpeaun Hapona Caxa, rae yactoTa eé coctaBnsiet 1:5700 yenoBek, T.e. Kaxablii
37 AKyT ABNsieTCA reTepo3nroTHbIM HocuTenem 3abonesaHumall.

Ha cerogHslWHUA OeHb YBENUYMBAETCHA KONMYECTBO MaLMEHTOB C peakMMu 3aboneBaHUsIMN, YTO CBSA3aHO C
ynyJdlleHnem anarHoctuku. [laHHble naumMeHTsl Gnarogaps uccnegoBaHmsam B 06nactn MeanumHbl UMET BO3MOX-
HOCTb BECTU KAa4E€CTBEHHYIO XU3Hb. MeTremornobnuHemnsi HECMOTPS Ha TO, YTO siBnsieTcsa peakum ans KaszaxcrtaHa
3aboneBaHneM, UMEET BO3MOXHOCTb BCTPeYaTbCs CPeAN MHOTOHALMOHANbHOTO HaceneHns (y4mTbisas 60nbLuyto-
pacnpoCTpaHEHHOCTb CPeaN OTAENbHbIX HALMOHANbHOCTEN).

HobpokayectBeHHas dpopma (tunesl |, 11, IV) —Hanbonee pacnpocTtpaHeHHas. AkTuBHocTb Cb5R B apuTpouumTtax
OTCYTCTBYET UIM 3HAYMTENBHO CHMXeHa. CTeneHb BbIPaXXEHHOCTU KNMHUYECKUX NPOSIBIIEHUI 3aBUCUT OT KOnun4ye-
ctBa meTHb, ckopocTun pa3Butust meTremornobnHeMnm, KOMMNEHCaToOPHbIX 0COBEHHOCTEN cepaeYvyHO-CoCyanCToNn,
OblXxaTenbHON U KPOBETBOPHOW CUCTEM B NpoLiecce agantaumm k runokcuu. MNMoebiweHne meTHb go 10% yvalue Bcero
He JaeT KITMHUYECKM BbipaXKeHHbIX NposBneHunii. Mpu nosbiweHnn meTHb B npeaenax 10—20% nosiBnseTcs LmMaHo3
CNU3NCTBIX U KOXHbIX MOKPOBOB, BO3HMKAKOT 00Lasa cnabocTb, HeJoMoraHue, ocrnabneHue namsaTtv, pasgpaxu-
TenbHOCTb, ronoBHble 6onu. Mpu cogepxannm meTHb B npegenax 30-50% K BbiLleNepeYNCrIEHHbIM CUMITOMaM
npucoeaunHsoTcs 6onu B ceple pasnvMyHoro xapaktepa, ogblLlka, rofloBOKPYXXeHUE, Pe3KO BblPaXKEHHbIN LIMaHo3,
noBbILLEHHas BA3KOCTb kpoBu. CoaepxaHne meTHb 6onee 70% HECOBMECTUMO C U3HbIO. B OCHOBHOM NauMeHTbI
Bornblue «CMHME, Hexenun «6onbHbley. LinaHo3 KoXn 1 BUAMMBIX CM3UCTbIX 060no4vek, 0cOBEHHO 3aMeTHbI B 06-
nacTn HOCOrybHOro TpeyronbHMKa, MOYEK YLLIEW, HOrTEBOTO NTOXa, NMOMNOCTU pTa, NposBnsAeTcs ¢ poxaeHus. Okpacka
KOXXHbIX MOKPOBOB BapbMpyeT OT CEPO3EMIIUCTON A0 TEMHOMUONETOBON. Y HOBOPOXAEHHbIX MOTyT HabnoaaTbca
N3MEHEHMS YacTOTbl CepAeYHbIX COKpaLLEeHU, CUCTONMYECKUIA LWYM B cepaLe, MpU3Haky runokcuyM Muokapaa Ha
OKT, TaxmnHo3,6pagunHoa, CHUXEHNE ABUraTeNbHON akTUBHOCTU, YacTble CPbIrMBaHNS. OTW COCTOSHMSA HE0OX0aMMO
anddepeHUnpoBaTh C BpOXXAEHHbIMM NMOpOKaMu cepala «cuHero» Tuna. NMpoaomKnTenbHOCTb XNU3HU NaluMeHToB
He cTpagaert.l

Takum o6pa3om, AnarHocTmka MeTreMornobnuHeMum SBNsieTca akTyanbHon npobrnemMoit. B kauecTBe unntoctpa-
LUK Mbl NpMBOAUM COBCTBEHHOE HabnaeHWe cnyyYas MeTreMornobuHemMmun y pebeHka.

KnuHnuyeckun cnyyvan. [leBoyka B Bo3pacTte 8 net Bnepsble obpatunacek B KB Ne2 11.03.2016 rogy c
)anobamu Ha CUHIOWHOCTL Ty6 nanbLeB pyK U HOMakpouMaHo3 nocrneaHve 4 roga, ObicTpyo yTOMISEMOCTb Npu
dusnyeckon Harpyake ronoBHele 60mnu, roNoBOKpYXeHWE, OAbILLKA, Taxnkapamus, COHNMBOCTb.

AHamHe3 xu3Hu. PebeHok oT 3 6epemeHHocTu, 3 poaoB. [laHHasi 6epemMeHHOCTb NpoTekana 6e3 ocobeHHo-
cteil. PogbicamocTtoaTenbHble, B cpok. OueHka no wkane Anrap 7-8 6annos. Bec npu poxaerHun 4000rp poct 53
cm. M3 pogaoma BeinncaHbl Ha 5 cyTku. Haxoguncs Ha rpygHom BckapmnvBaHum Ao 1 roga. MNMpodunaktnyeckme
NPVBUBKM MO KaneHgapHOMYy niaHy.

AHamHe3 3abonesaHusi. Co CNOB MaMbl CUHIOLLHbIA OTTEHOK KOXWU 6eCnoKouT C paHHero Bo3pacTa, Ho AebtoT
3aboneBaHnst oTMeyvatoTC 3 NneT, Koraa BnepBble KOXHbIe MOKPOBLI CTanu 6negHble, Habnogancs yMepeHHbIi una-
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HO3 HOCOryOHOro TPeyronbHUKa, CIIM3UCTLIX PTa, NanbLEB PyK 1 HOT, OTMeYanach oAblLlKa, bbICTpas yTOMNAEMOCTb
npy yMepeHHon uanyeckon Harpyske.HeoaHOKpaTHO KOHCYNbTUpOBanuch KapauonoromM, nposoaunu 3xoKr, Ho
nartonoruu He BbisiBneHo. locnutanuamposatnbl B HUMn X ¢ 18.01.16 no 01.02.16 ¢ gnarHo3om: BINC HeyTOYHEHHbI
cepAeyHasi HeoCTaTOYHOCTb, PYHKLUMOHanNbHbIVKNacc 1. PedynbsTathl 06CrnefoBaHnst B KapAMOXMPYPrum — AaHHbIX
3a MopoK cepAua u MarmctpanbHbIX cocyaoB HeT. [Mocne koHcynbTauun rematonora B AFKB Ne2 ansa yTouHeHus
AmnarHo3apekoMeHJ0BaHo rocnutanvaalms B reMmaTonormyeckoe oTaeneHme.

HaHHbie 06bekmugHo20 uccredosaHus. lNpu ocMoTpe cocTossHME pebeHKka ObINo OLEHEHO Kak TAXernoe ns-3a
Bblpa)K€HHOro akpoumnaHosa. lNonoxeHne akTMBHoe. HeBponormnyeckun crtatyc: CosHaHue sicHoe. CaMoyyBCTBUE
He cTpagaeTt.PebeHOoK KOHTaKTHbIW, Ha BOMPOCHl OTBeYaeT afekBaTHo. 3payvkn D=S, rmasHble s6m0kn oBMXKEHMS B
nonHom obbeme. TakTunbHasa n 6oneBas YyBCTBUTENBHOCTb COXpaHeHa. MeHuHreanbHble 3HaKy OTpuLaTENbHbI.
Comamuyeckuli cmamyc:PebeHok NpaBubHOro TEMNOCIOXEHNS, YMepeHHoro nutaHusa. Poct 124 cm, macca Tena
25 «r, oTcTaBaHme B (hnsmyeckom pasBuTuU. HapylieHne ocaHkm 1M noxoakm He oTMmevaeTtcd. KoxHble MOKpOBbI
4YnCTble, BNaxHble, ONeAHO-LUMaHOTUYECKMM OTTEHKOM, BbIPaXXEHHbIA akpoLmaHo3 ryd v nanbLeB KOHEYHOCTEN.
MoakoxHO-XMpoBas knetyaTka pacnpegeneHa paBHomepHo. OTeKoB HeT. JIumdaTnyeckme yanbl Ipyu 0CMOTpe He
nanbnupytotcs. ObLee pa3BuTE MbILLEYHOW CUCTEMBI YOOBNETBOPUTENBHOE. BONe3HeHHOCTb Npy nanbnauyMm MblLLL,
OTCYTCTBYET. TOHYC MbILLIL, OAMHAKOB C 06enx CTOpoH. MbilweyHas cuna ygoenetsoputenoHas. OpzaaHbl Obixamerib-
Hou cucmembi:HocoBoe abixaHne cBoboaHoe. IpyaHasa knetka NnpaBunbHOM KOHUrypaumm, acTeHNYeCcKoro Tmna.
[bixaHne putMmnyHoe. YactoTa gbixaHune 22 B MMHyTY. BcnomorartenbHas MyckynaTypa B akTe AbIXxaHue He y4acTByerT.
[Mpwv cpaBHUTENbHOW NEPKYCCUN NETKMX BbISIBNAETCHA SCHbIN 3BYK. [1py ayckynbTaumm Hag nerkummn onpegenserca
BE3VKYNsipHOE AblXaHue, Xpunbl He NpocnyLnBalTcs. BpoHXxodoHMa He n3mMeHeHa He n3MeHeHa, OAMHaKoBas ¢
ob6eunx ctopoH. OpeaHbl cepdeyHO-cocyducmol cucmembl:ObnacTb cepaua He u3meHeHa. BepxyLueyHbii TONYOK He
BM3yanusnpyeTcs, nanbnmpyeTcs B vMexpebepbe, Ha 1,5 CM KHyTpu OT NEBON CPEeAHEKMIOYMYHON NnHUKN. CepaeyHbIi
TONMYOK OTCYTCTBYET. [paHuLbl OTHOCUTENBHOW TYNOCTH cepaua: npaBasa 1 cM KHapyXu OT NpaBoro Kpas rpyauHsbl;
BepxHsAs Ha ypoBHe llImexpebepbs; neeas 1,5 cM KHyTpW OT NIEBOW CPeAHEKNIOYMYHON NuHuK. MNpu ayckynstaumm
cepaua TOHbI BO BCEX MPOEKLMAX SICHbIE, pUTMUYHbIE. OpeaHbl nuujesapumernbHolU cucmembl: Crninsnctas obonoyka
pPOTOBOW MOMOCTN YNCTasd, BNaxHasd, oTMeyaeTca oudysHas CUHIOWHOCTb, MMHAAMNHBI HE YBernu4YeHbl, HaneTa
HeT. A3bIk pO30BOW OKpacKK, BNaXHbIW, cnerka obnoxeH Hanetom 6enoro useta. >KnBoT He yBenuyeH. MNpu nosepx-
HOCTHOW nanbnauum XXMBOT MATKUA, yMepPEHHO BoNe3HeHHbIV B anuracTpansHon obnacTu. NeyeHb He yBennyeHa,
ceneseHka He nanenupyetcs. [1aTonorum co CTOPOHbI MOYEBbIAENUTENBHOW CUCTEMbI HE BbISBNEHO.

Ta6nuua 1. [JaHHbie pe3ynbmamos obuweao aHanu3a Kposu 8 OUHaMuKe

Oat Mokasatenu |Hb aputpoumTsl |lerikoy. | Tpombou. | PeTukynou. |Hentpod. |numdountsl | COS
npoeeneHus

12.03.16 165 5,9 5,58 334 10 52,6 38,2 4
24.03.16 150 52 5,57 315 4 47,4 41,2 3
30.03.16 153 5,45 6,20 301 3 69,7 229 3

YcTaHOBMNEHHOE yBENMYEHUE CoAepXaHus reMmornobuHa, apuTpoumnToB, O4EBUAHO, HOCAT KOMMNEHCATOPHbI
xapakTtep. Mopdonorus apuTpoLMTOB—yBENUYEHME YUCNa He3penbix POPM 3PUTPOLMUTOB, CO 3HAYUTENbHBLIM YBeE-
NMYeHneM fereHepaTuBHbIX U MIOCKUX (POPM 3pUTPOLIMTOB.

Tabnuya 2. Pe3yrnbmambl OKCUMeMPUUKPO8U

0aTb MNokasatenun| FMetHb FHHb sO, ctHb
npoBeaeHus

16.03.16 29,6% 311% 55,7% 145r/n
24.03.16 12,4% 12,8% 85,4% 146 r/n
30.03.16 11,9% 26,8% 69,5% 149 r/n

SOpuTpOonoaTuH kposwm 6bin B Nnpegenax Hopmbl (4,47 MME/mn). CaTypaums Ha pykax 92%, caTypaums Ha Horax
92%.39KT - B npegenax HOpPMbI.

Mwuenorpamma: o6a nyHKkTaTa KOCTHOro Mo3ra 06uNbHO-KIETOYHbIE, CXOAHbBI Mexay cobown no coctay. [paHy-
noumTapHbIi pOCTOK coxpaHeH. Co3peBaHune He HapyleHo. OTMevaloTca nNpusHaku M3apuMTponoasa (guccouna-
umMsa agpa v LMTonnasmbl, Takke MHOXECTBEHHbIE o4arn apuTponoasa MakpodaranbHbix kapmyLiek). MKLL pocTok
pasgpaxeH 6onblie 6a3ounbHbIE C OTLLHYPOBKON TpoMBOLMTOB. BCcTpeyatoTca anemeHTbl CTPOMbI M Makpodarm,
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nenkouunTbl/apuTpouunThl oTHoweHne 1,9:1 (pasgpaxeHne apuTpougHoro poctka 35% npu Hopme 26%).MaTonorus
CO CTOPOHbI KPOBETBOPEHMUS 1 CUHTE3A 3PUTPONO3TMHA UCKITHOYEHA.

Mpu pononHuTensHom obcnenoBaHumn: nokadateny KOC, rasbl KpOBW, KMCITOPOAHbIVA CTaTyC, 3NeKTPONuThI,
rnioko3a B npegenax Hopmbl,naktaT 1,1 Mmonb/n, Ht — 48,6%, Hb — 165 r/n, BbisiBNEHO Bbipa)XeHHOE NOBbILEHNEe
ypoBHs MetHb po 29,6%.MonekynsipHo-reHeTM4ecKoe nccrnefoBaHne He NPOBEAEHO U3-3a OTCYTCTBUSA TeXHUYe-
CKMX BO3MOXHOCTEN.

Takvm 06pa3om, Ha OCHOBaHWW AaHHbIX aHaMHe3a, KITMHUYECKUX NPOSIBNEHNI, pe3ynbTaToB nabopaTopHbIXMC-
cnepoBaHun y pebeHka, Npy OTCYTCTBMM BPeAHbIX (PaKTOPOB 1 MOCTENEHHOr0 HapacTaHWs LmaHo3a0bIn BbICTaBMeH
OMarHo3 HacnencTBeHHOWIH3MMOMEHNYECKOMMETreMornobuHemMnn, cpeiHe-Tsxenomn opmel.

B Tepanun naumeHTke 6bina HasHadveH: ButamuH C 5% no 6,0 B/B kKanenbHOHa hU3NONOrM4yeckomMm pacTBOpPEB
TeyeHun 14 gHen, kypaHTun no 1 Tabnetke 3 pasa B AeHb B TedeHun 20 aHeN.

B neuveHnn 3aboneBaHusA NonyyeH OTBET Ha Tepanuio ackopOMHOBOWM KNCNOTOMN. OTO JOKa3bIBAETCH CHUXXEHUEM
Hb 1 FMetHb, Hopmanusaueit (hopmynbl NENKOLMTOB, yry4lleHnem catypauust kucrnopoaa sO,85,4% no noBTOPHbIM
pesyneratam OAK 1 okcumeTpum (Tabn.1,2). Ho coxpaHancsa apuTpoumnTos 1 BbICOKUIA YPOBEHb reMornobuHa, 4To
rOBOPUT O BPOXAEHHOW 3TMONOrMn MetTreMorrnobmnHemun.

O6cyxaeHne. AHanM3npys NpeacTaBreHHYo UCTOPUo BONe3HK, K CoXaneHuto, HeMNb3s He NPUNTK K BbIBOAY,
4YTO MMENU MECTO OLWIMOKM B BeAeHUN naumeHTa. Y kapanonor n Bpaym NepBMYHOrO 3BeHa MOLUMN MO MNYyTU MUHK-
MarbHbIX MHTENMNEKTyanbHbIX 3aTpaT Npu oueHKe Xanob nauueHTa u ero aHamHesa. [1na NocTaHOBKM AuarHosa
ObIN0 JOCTATOYHO CBECTM BOEAMHO Takue AaHHble,Kak NosBNeHNe paHeeLnaHo3a Crn3ncTbiX U KOXHbIX MOKPOBOB,
BO3HMKHOBeHMe obuwen cnabocTtu, HegoMoraHus, ocnabneHve NamsaTv, pasapaXxmnTenbHOCTb, FONOBHbIE onw.

B onvcaHHOM cry4ae 3To CBSA3aHO C TEM, YTO Mbl pacCMaTpuBaeM TPaHCMOPTHYH PYHKLUIO KDOBW, HEPA3pPbIBHO
CBSI3aHHYI0 C 3pMTpouUTOM 1 remornobunHomM. CogepxaHue obLiero remorrnobrHa oTpaxaeT KUCNOPOAHY EMKOCTb
kpoBu. OgHako, HopmarnbHas KOHLEHTpaunsa reMornobrHa — elle He rapaHTysi HopMaribHOW TPaHCNOPTHOM cnocob-
HOCTU KPOBM, MOCKOINbKY 06LLasa KOHLEeHTpaLmsa remornobrHa BknovaeT B ce0s TakxkKe U AUCreMOrnoburHbl, Takmne kak
kapBokcu-, MeT- 1 cynbdremornobuH (CO,Hb, MetHb, SulHb), He cnocobHble cBA3bIBaTLCA ¢ kucropogom[1].Mpu
3HaYNTENbHOM MOBLILEHUN YPOBHSA AUCTEMOrNOOMHOB CHUXXAETCA KUCNIOPOAHAsEMKOCTb KPOBU, YTO B KOHEYHOM
UTOore NPMBOAMUT K TKAHEBOW TMMOKCUN.

MpencTaBneHHbIV KIMHUYECKNIA CyYan 4EMOHCTPUPYET, YTO MCMNOMb30BaHME ra3oBOro aHanuaaropa no3Bo-
N0 BbISBUTb TSHXKEMYI NaToNoruio B BUAE METFEMOrNodMHeMMI, NPOBECTM aeKBaTHY0 STUOTPOMHYO Tepanuio
N MOHUTOPUHI ee 3P (PEKTUBHOCTH.

BbiBoAbI:

1. KnuHuyeckasa kapTuHa HacrneACTBEHHOW 3H3MMOMNEHUYECKOW MeTremMornobmHemMmun y aaHHoro pebeHka
neboTvpoBana B paHHEM BO3pacTeC XapaKTepHbIM BbIpaXeHHbIM LnMaHo3, CUMNToOMaMu yHKLMOHaNbHOW Kap-
AnonaTtum Urnnokcun.

2. MNokasaTenu Maccbl Tena u pocta y IeBOYKUN HUXKE CPEAHMX BO3PaCTHbIX MoKasarternen, npudemM nx aeduunt
CO BpPEMEHEM NPOrpeccupyeT, YTO CBA3aHO C XPOHUYECKOW TMMNOKCUEN.

3. MaToreHeTn4eckas Tepanus ackKOpOUHOBOW KUCNOTON NpMBENa K yNy4yLLEHWIO COCTOSHMSA pebeHKa, CHUXKEHNIO
YPOBHS METreMornoburHa v yny4ieHno OKCUreHaumm Kucrnoponom.

4. BbIsiBNEHHble HapyLLUeHNst MOPONorMMapuTpoLMTOB- yBENMYEHUE NINOCKUX U AereHepaTuBHbIX,He3penbix(opm
MoxeT OblTb MCNONb30BaHO AN AnddepeHunansHongnarHoCTUKMHacneACTBEHHONIH3MMONEHNYECKOMMETremMo-
rnobuHemuer ¢ opyruMmm 3aboneBaHnaMM, CONPOBOXAAKLUMMNCA CUHTE30M NaToNOrMyecknx remornobmnHos.

5. [JaHHOW 6OMBbHOMOLINO PEKOMEHAOBAHO NMPUMEHEHNE acKOPOMHOBOW KMCMNOThLI B 4O3€, KOTOPLIA oKa3ar no-
NOXUTENbHbIV 3PEKT B CHMXKEHUN OOLLEN TMNOKCUM OpraHmM3mMa.

6. HecmMOTpsi Ha OTHOCUTENBHYHO PEAKOCTb ONUCAHHOW NaTONOrMN, AaHHbIV KNMHUYECKUA MpUMep no3sonseT
JeTanbHO OCBATUTL BaXKHeWLIne acnekTbl 6onesHu n oboraiaeT 3HaHUA cneunanncTa neaMaTpuyeckoro npouns.
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KJIWHUYECKHUN CJIYYAH )KUPOBOI'O TEITATO3A Y PEBEHKA B
BO3PACTE 1 T'OA

3eneHuoBa A.A., KucneHko A.B., LUlopuHa E.H.
KasHMYum.C.O.AccheHauspoBa, r. Anmatbl
HeTtckasa ropoackas knuHudeckasa 6onbHuUa, r. AnMarhbl

>KvpoBoWi renaTtos — 3abonesaHue Unm cMHAPOM, 06YCNOBNEHHbIN XUPOBON AUCTPOdUEN NEYEHOYHbIX KNETOK,
XapakTepuayLencs BHyTPpY UM BHEKNETOYHbLIM OTIOXEHUEM XUPOBbIX Kanenb U BCTPEeYalLLMIACs Yalle BCero y
OeTel C OXMPEHUEM, a Tak e Npu 3ab0oneBaHusIX, CBA3aHHbIX C MeTabonnMyeckMMm HapyLLUEHNSIMU (TUNEePrIMKeMUs,
aucnunuaeMums, MHCYNMHOPEe3UCTeHTHOCTb 1 Ap.) [1,2,3,8].

Yale Bcero cteatorenartos y AeTew paHHero Bo3pacTa sIBMNsieTca CnecTBUEM BPOXAEHHbIX MeTabonnyeckux
3aboneBaHuiA, TaKMX Kak CEMeNHbIN renatocTeaTtos, 6onesHn HakonneHus, bonesHe BunbcoHa-KoHoBanosa u ap.

Hapsigy ¢ BpOXXAEHHbIMU U reHeTudecknmmn 3aboneBaHusMmU Kk pakTopam pucka pasBUTUSE XUPOBOTO rena-
TO3a OTHOCATCH: ronogaHne, HegoctaToyHasa npubaeka Macchl Tena, cMHApPoOM Manbabcopbuun, aHemus, npuem
NeKkapCcTBEHHbIX NpenapaToB C renaToTOKCUYEeCKUMAENCTBMEM, HeEXBaTka 6enkoB B nuTaHum pebeHka, KuwiedHas
aHAoTOoKCEMMUSA U T.4.[4,5,6]

B T0 e Bpems faHHas naTonorunst 6biBaeT y 60MbHbIX C NOBbLILLIEHHON aKTUBHOCTbIO MEYEeHOYHbIX PepMEHTOB B
KpOBW 1 OTpULLATENbHLIMU pe3ynbTaTaMy MHBa3MBHbLIX MCCNEA0BaHUM NPU OTCY TCTBUM KMMHUYECKON CUMNTOMATUKMN.

Mopdonoruiyeckmm KpuTEPUEM XUPOBOrorenaTosa siBNseTCs HakonsieHMe TpUrnuuepruaoB B NeYeHU CBbIlle
10% cyxoi Maccbl, YTO NPUBOAMUT K AUCTPOUN renaToLmMToB, HANUYM0 B HUX (pUOPO3HBLIX U3MEHEHUN. [7]

>KvpoBoWi renaTos yalle Bcero nposiBNsieTcs crneayowmumMmm cuHapoMamMmu: 6oneBbiM, AUCNENCUYECKUM, acTe-
HOBereTaTMBHbLIM, renaTonmeHanbHbIM, KOXHbIM, ANCMEeTabonn4eckum, CUHAPOMOM NOPTaNbHON TMNEPTEH3NM U TA.
M3 Bcex BbllLenepeyncrneHHbIX CUHAPOMOB OCHOBHbBIM SIBNSIETCS renaTonnueHanbHbIi.

MHTepec cneunanucToB K JaHHOWM NaTonorum cBsi3aH ¢ TeM, YTO B JETCKOM BO3pacTe pa3BUTUE XUPOBOTO rena-
TO3a M MeTabonmM4yecKkoro CUHAPoOMa MOXeT ObITb NPeAoTBPaLLEHO UM 3aMeANIEHHO, Tak Kak NpoLecckl penapaumm
B JaHHOM BO3pacTe npoTekatoT 6onee akTUBHO, YEM B 3pENOM.

B cBsi3n Cc peako BCTpPeYaeMOCTbO XMPOBOrO renarto3a y AeTell paHHero Bo3pacta npegnaraemMm Ballemy
BHMMaHUIO ncTopurto 6onesHn pebeHka ¢ XMpPOoBLIMrenaTo3oM B BO3pacTe 0O4HOMoO roaa.

B knuHuky noctynaeT pebeHOK B BO3pacTe O4HOro roga ¢ xanobamu Ha yBenmyeHue xmeoTa.

Mpu onpoce BbISCHEHO, YTO A@HHbIE anobbl NOSBUNNCH B NEPUOAE HOBOPOXAEHHOCTU. [ocne BbINNCKN 13 po-
OnnbHOro foma y pebeHkaTak ke oTMevarncs YacTbiv kuakuii ctyn, oo 8-10 pas B AeHb, 3eneHoro useta. Obpallanuce
B NOMUKINMHKKY MO MECTY XUTEeNbCTBa, NeveHune (AcnymMmmnsaH), Ha3Ha4eHHOE y4aCTKOBbIM BPA4OMMOMOXUTENBHOTO
achdpekTa He gano. B TeyeHun roga Mama c pebeHKoMm kK Bpady He obpaluanuck. B ceHTabpe 2017 rona pebeHok ro-
CMMTanM3npoBaH B MH(EKLIMOHHYO 6onbHULY ¢ AnarHo3omM: OPBW, ocTpblii GpOHXMT, renatonmeHanbHbIi CUHOPOM,
aHemus 1 cteneHu. MNMocne npoBefeHHON Tepanuu pebeHok BeinncaH ¢ ynyyweHveMm (no OPBW). Yepes 1 mecsy
B CBS13U C pBOTOM GbIN rocnutanusmposax B LIAHMI, roe 6bino npoeeaeHoMPT OBl — o6HapyxeHo yBenuyeHune
nevyeHu ¢ ANPQysHeIMn n3MeHeHnaMn napeHxnmol. UGA Ha renatutel B n C - oTpuuatenHeii. B cBaA3n coxpaHs-
IOLMMCS renaTonveHanbHbIM CUHAPOMOM pebeHok 6bin HanpaeneH Ha goobenenoBaHue 1 nedveHune B JAFKBNe2.

3 aHaMHe3a XM3HU BbIICHEHO, YTO pebeHoK poanncs oT 8 JOHOLWEHHOW 6epeMeHHOCTU, 4-X pOAOoB, YeTbipe
npeablgyime 6epeMeHHOCTU 3aKOHYUNCh BbIKUAbILLEM Y MEOULUHCKUMU NpepbiBaHMAMU. [JaHHast 6epeMeHHOCTb
npotekana Ha oHe anneprun. PebeHok poguncs ¢ secom 3054 rp., poctom 51 cM. BbinncaH ns poannbHoro goma
Ha 3-1 AeHb Xu3Hu. NynovHas paHka 3axuBarna B Te4eHune 2 MmecsileB. PebeHok Haxoauncs Ha rpygqHoM BCKapM-
nuBaHun 0o 3 MecsLeB, 3aTeEM NepeBefeH Ha UCKYCCTBEHHOE BCKapMnnBaHue. [1cuxo-MOTOPHOE COCTOSIHUE COOT-
BETCTBEHHO Bo3pacTy. [podunaktnyeckme npuBMBKM NPOBEAEHbI B M0 KaneH4apHOMY nnaHy. Y ctapliero pebeHka
C pPOXAEHMSA U A0 NATU NeT Obina renatomeranusi; o MaTEPUHCKOM NTIMHUN: LMPPO3 NeYeHn y cecTpbl 6abyLuku; no
OTLOBCKOW NMHUK: y OTua renaTtut B.

CocTosiHne pebeHka ObIfo TAXEeNbIM 3a CHET CMMMNTOMOB MHTOKCUKALIMM, renatocnieHomMeranmu. AnneTuT CHu-
XeH. TenocnoxeHue HopMmocTeHuveckoe. Bec npu noctynnenun 8000rp, pocT 73cMm. NMoAKOXHO-XMpoBas KnetTyaTka
pa3BuTa yaoBneTBopuTenbHO. LenHble numdoy3anel He yBenu4yeHbl. KoxHble NOKpoBbl 6neaHble, Cyxue, Ha ykasa-
TenbHOM NanbLie NpaBoW Pyky B 06racTu HOrTEBOTO foXa runepemus n 6enecoe otaensiemoe. lNanbmapHas apuTema.
Bugumble cnuanctble YnucTble. A3bik YACTLIN, BNaxHbIi. [ObixaHne Yyepes Hoc cBobGoaHoe. B nerkux BesukynspHoe
abixaHue. YOO 44 B 1 MuHyTy. TOHbI cepaua sicHble, puTM npasunbHbl. YCC 105 yaapos B MuHyTy. A1 90/60 Mm.pT.
cT. XuBoT msirkmii, 6e3bonesHeHHbIN. MNeveHb yBenuyeHa, anactTuyHas, kpaw 3akpyrieHHbIi, BoICTynaeT n3-noj kpas
pebepHor ayru Ha 10 caHTUmeTpoB. CeneseHka BbICTynaeT n3-nog kpas pedbepHoi ayru Ha 1-2 caHTumeTpa. Co
CNOB MaMbl CTYI perynspHbii, kalwuueobpasHbii, 3 pasa B AeHb. Mo4veuncnyckaHve cBoboaHoe, 6e36one3HeHHoe.

3a BpeMs HaxoxAeHus B cTaumMoHape pebeHok nepeHec OCTpy BHEOONbHUYHYIO ABYCTOPOHHIOK 04YaroByto
crnpaga, CrieBa 04aroBO-CINMUBHYHO, MPUKOPHEBYH MHEBMOHMIO, C 6GPOHX006CTPYKTUBHBLIM cuHapom. MNT 1cTt, OH 2 cT.

B xone npoBeneHus anddepeHLmanbHOM AUAarHoCTUKN, NauneHTy Oblny UCKIYEHbI:

BHYTpMyTpoO6HbIe nHdpekumm (MOA:Anti-CMVIgM — otpuuatensHo, Anti-CMVIgG — nonoxuntensHo, MHOEKC aBua-
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HocTu — 63,6 %. MUP Ha LUMB: OHK LIMB kpoBb — He obHapyxeHo. NPA: anti-gerpessimplexlgM — oTpuuatenesHo,
anti-gerpes simplex IgG — nonoxwuTtensHo, iHaekc aBungHocTn — 68,0 %; Bupyc OnwrteiiHa-bappa VCA IgM — oTpuua-
TenbHo, Bupyc OnwreiiHa-bappa VCA IgG — nonoxutensHo, Bupyc OnwteriHa-bappa EA IgG — oTpuuartensHo, Bupyc
OnuwrTeriHa-bappa EBNA IgG — oTpuuaTtensHo; Skcnpecc TecT Ha UHEKLNOHHBIN MOHOHYKIIE03 — OTpULATENBHO).

BUpycHble renatutbl (MOA: HBsAg — oTpuuartensHo, Anti-HBs total — nonoxutensHo, Anti-HB core total — oTpu-
uatenbHo, Anti-HB core IgM — oTpuuatensHo, HBeAg — otpuuatensHo, Anti-HBe IgG — oTpuuaTtensHo, Anti-HCVtotal
— oTpuuarensHo, Anti-HCVIgM — otpuuatensHo, HCVcore — otpuuatensHo, HCVNS — oTpuuaTtensHo).

ayToMMMyHHbIn renatut (MPA Ha aHTutena — AMA M2 — 0,6 — otpuuaTteneHbii, ANA-Detect — 0,2 — oTpuua-
TernbHbIN)

6onesHb BunbcoHa — KoHoBanoBa (uepynonnasmuH 0,33r/n, cyTouHas aKcKpeuns Meamn ¢ Mo4or — 3 MKr/cyT)

OH3nmoamnarHocTuka Ha 6onesHb lowe meTogom «Cyxas kannsa KpoBM» - oTpuLaTensHas

300HO3HblEe MHMEKUMM (DaKTEepMOnorMyeckoe nccnegoBaHne Ha NMCcTepMos, MepcMHN03, nacTepennes — pe-
3ynbTaThl oTpulartensHble. Ceponornyeckoe nccnegosanue (PHIA) Ha nepcrnHmnos, nceBaoTybepkynes, nactepenes,
NUCTEPUO3, TYNAPEMUIO — OTPULATENBHO)

MpoBeneHbl obcrnenoBaHus:

MPT opraHoB 6pHOLLHON MNOMOCTH - yBENUYEHNE NeYeHn ¢ AN dY3HbIMU 3MEHEHUAMMN NapeHxmMbl. MPXIT -
BHYTPUMEYEHOYHbIE 1 BHENEYEHOYHbIE XeNYHble NPOTOKN ONpeaensTcs, He paclumnpeHbl. OTMeYaeTcs yMepeHHo
Bblpa)KeHHOE, NTOKanbHOE Cy)XXeHne renaTMkoxonenoxa, npyu 3ToM pacluMpeHnst BHY TPUNEYEHOYHbIX XXEMYHbIX Npo-
TOKOB He HabrnogaeTcs. [JonoNHUTENbHbBIX BHY TPUNPOTOKOBBLIX CTPYKTYP HE BbISIBIEHO.

O6wmin aHanu3 kposu: aHemusa 1 ctenexun (remornobuH — 108 r/n), nenkountos (14,54*10%n), s03uHOUIUA
(13%), yckopeHHoe CODJ (35 mm/uac).

O6wmn aHann3 Moyun — 6e3 NaToNnorm4eckmux USMeHeHUN.

Broxnmmnyecknin aHanma KpoBu: yBenuyeHme ypoBHs TpaHcamuHas (ANT — 93,8 Ea/n, ACT — 204,4 En/n), yBe-
nunyeHne yposHa NAT (460 Ex/n)

Y3W opraHoB 6ptoLLHO NONOCTW: renaTtoMeranus (BblpaxeHHasl), )KMpoBoW renaTtos neveHu. MNpusHakm nbposa
neyeHn. YMepeHHas cnieHomMmeranus.

OrAC: naTonormm He BbISIBEHO.

Y3l cocynoB neveHu: npu gonneporpaduy 0TMe4aeTcs NoBbILLEHNE NMMHENHbIX CKOPOCTEN B CTBONE U BETBSIX
BOPOTHOW BEHbI.

KT opraHoB GptoLLIHON MOMOCTU C KOHTPACTUPOBaHMEM— XMPOBOW renaTos. lfenatocnneHomeranus. MNMpu ncene-
[OBaHNUM C KOHTPACTHbIM ycuneHvem KT kapTrHa CeKLMOHHOTO CyXXeHWsi MPOCBETa HUXXHEN Moo BEHbI, yBENNYEHNE
pa3MepoB NneveHun n ceneseHkun. [laHHbix 3a 06beMHoe o6pa3oBaHue opraHoB GPHOLLIHON NONIOCTM U 326 PHOLLIMHHOTO
NpoCTpaHCTBa Ha MOMEHT UCCNeaoBaHNs He NOoMny4YeHo

PeHTreHorpadusa opraHoB rpygHoOM KNeTKU: [IBYXCTOPOHHSASA 04aroBo-CNMBHas, NPUKOpHEBast MHEBMOHUS.

KoHcynbTraums uHdekynonncta: LIMB nHdekums, nateHTHoe TedeHmne (MDA: LIMB IgM — oTpuuatensHeini, LIMB
IgG — nonoxuTensHbin (3,500), BMTIgM — nonoxuTtensHbin (1,599), BMINgG — nonoxuteneHobiii (1,387), TokcolgM —
oTpuuaTteneHbii, TokcolgG — oTpuuartensHbii. MNMUP Ha LLIMB—oTpuyaTensHas)

lMpoBoaMMoOe neveHune: guetotepanus, aHTubakTepumanbsHas, NPOTUBOBMPYCHAsA M CUMNTOMaTUYeckas Tepanvsi.

B pesynbTate NnpoBoAUMON Tepanumn cocTosiHMe pebeHka ocTaBanocb CTabuIbHO TSXKENbIM, 32 CHET COXPaHsi-
loLLLerocs renaToNMeHanbHoOro CUHApPoOMa 1 IBNEHWI LUMToNmn3a.

B pesynbraTe npoBefeHHbIX KNMHUKO-abopaTopHbIX nccrenoBaHnii pebeHky 6bin BbICTaBNeH AMarHo3: renatuT
HEeYyTOYHEHHOW 3TUONOrK, XXNPOBOW renaTos.

ConyTcTBYOLWMI AnarHo3: octpas BHebonbHUYHasi BYCTOPOHHSAS O4aroBasi cnpasa, 04aroBo-CrivBHas CneBsa,
NprYKopHeBas MHEBMOHWS, GPOHX006CTPYKTUBHBLIVM cuHapom. MNT 1cT, OH 2 cT. JeduuyutHas aHemuns 1 ctenenn. LIMB
UHMEKUUSA, NaTEHTHOE TEYEHNE.

Onsa naneHenwero nevyeHus pebeHok 6bin HanpasneH B Hay4HbIN LLEHTp negmMaTpum u 4EeTCKOM XMpYpruu.
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OCHOBHBIE PE3YJIBTATBI AHA/IN3A IMHAMUKHAU
3APETHCTPUPOBAHHBIX CJIYUYAEB BPOXKJEHHBIX AHOMAJIAM
PA3BUTHS 1 XPOMOCOMHBIX HAPYIIEHWH B PECITYBJIUKE
KA3AXCTAH 3A ITIEPUO/ 2012 - 2016IT.

MNembepanes A.M., Typpanuesa b.C., TaweHoBa I''T.
KasHMYum.C.O.AccheHauspoBa, . Anmatbl

BpoxxaeHHble aHoManum pa3sBnTnsa u XpoMocoMHble HapyLeHus (BIMP) ysenunumsatoTcs ¢ kaxabiM rogoM. OHu
OTHOCATCA K Yncny Hanbonee cepbesHbIX OTKITOHEHUI B COCTOSIHUM 340POBbS AEeTEN U CYLLECTBEHHO BNUSAIOT Ha
3aboneBaemMoCTb, CMEPTHOCTb M MHBANMAHOCTL B AeTCKOM Bo3pacTe [1]. BpoxaeHHble MOpOoKN pasBUTUS LUMPOKO
pacnpocTpaHeHbl B NONyNALUSX YeNOBeKa, COCTaBNSAS CYLLECTBEHHYIO YaCcTb reHeTu4Yeckoro rpysa [2]. 9ta naTono-
rMs ABNSIETCS CEpbe3HON MeQULUHCKOW 1 coumnanbHoi Npobnemon, YTo 0OyCrnoBneHo 3Ha4YMTENbHbLIM UX BKIAZA0M
B CTPYKTYpY MNnageH4yeckon n getcko cmepTHocTu [3]. TMpu aToM gaHHas npobnema He Tonbko KasaxctaHa, HO
N pa3BuUTbIX CTpaH mupa. Tak, Hanpumep, B CLUA kaxabin rog peructpupyetcs 120 TeicaYy cnyyaeB BPOXOEHHbIX
NopoKoB pa3euTus, T.e. 1 n3 33 HoBopoxaeHHbIx B CLLUA poxaaeTcs ¢ BIP n Ha gonto BINP 3geck npuxoantea 20%
cnyyaeB MnageHyeckon cMepTHocTu [4]. B 2010 roay BcemnpHas accambnesi 3apaBooxpaHeHusi NpUHsina pes3orto-
LU0, MPU3bIBAIOLLYIO BCE rOCYAapCTBa-YreHbl COAENCTBOBATL NEPBUYHOM NPOUNAKTUKE U YKPENTEHUIO 300POBbS
[eTel c NopokaMu pa3BMTUS NPY MOMOLLM: Pa3BUTUS U YKPENTIEHNUSI CUCTEM PErncTpaLmm 1 3NMAEMUONOTMYecKoro
Haa3o0pa; HaKoMNMeHWs ONbiTa Y CO34aHUs NoTeHuuana Ans NpoBeAeHNst HayYHbIX MCCNefoBaHWI Y Hay4YHbIX paboT
B 0611acTy 3TMONOrNKU, ANArHOCTMKU 1 NPOUNAKTUKN; Pa3BUTUS MEXAYHApPOOAHOro coTpyaHu4ecTBal5].

Mpukazom MuHucTpa 3gpaBooxpaHeHus PK ot 19 mapTta 2012 roga Ne 183 6bina yTBepxaeHa 1 BHeapsieTcs
[opoxHas kapTa No opraHvM3auuun npeHaTanbHoOro ckpuHuHra B Pecny6nuvke KasaxctaH [6], B koTopown cchopmy-
NMpOoBaHbl NEPBLINA 1 BTOPOWN, a Tak e pecnybnnkaHCKUIN YPOBHU NpeHaTanbHOro CKPUHMHIA C YETKUM 0O6beMoM
MeponpuUATUIA, CpOKaMu NPOBeAEHUS, KPUTEPUSIMU U OTBETCTBEHHBLIMM 3a NPOBeAEHNe CKpUHUHIa. MNpegnonaraeTcs,
4YTO CHM3UTCA YAENbHbINA BEC KONMYECTBA NPepbIBaHNN 6epeMeHHOCTUN B CPOKe A0 22 HeAEeNb MO NPUYNHE TSHKENbIX
HekypabenbHbIX BPOXAEHHbBIX MOPOKOB PasBUTUS, @ TaK )Xe CHU3UTCS YacToTa POXAEHUS AeTeW C TAXENbIMU He-
KypabenbHbIMU BPOXAEHHBIMY NOPOKaMK Pa3BUTUSA.

Llenb paboTbl: n3y4yeHne 3aperucTpMpoBaHHbIX CryvYaeB BPOXAEHHbIX MOPOKOB pa3BuTust B Pecnybnuke Ka-
3axcTaH B aAnHamuke ¢ 2012 no 2016 roakl B pa3pese obnacTten, cena v ropoaa.

MaTtepuan u meToabl UCCrneaoBaHUsA: AN onpeaeneHns AuHamukn BeisiBneHus BINP npoaHanuavMpoBaHbl
OaHHble oduLmanbHol cTaTucTuku MuHucTepcTBa 3gpaBooxpaHeHust Pecny6nuvku KazaxctaHn B guHamuke ¢ 2012
no 2016 roabl B paspese obnactei, cena u ropoaa [7].

Pe3ynbTaThl uccnegoBaHus: Hamu npoaHanuanpoBaHbl oduumanbHble CTaTUCTUYECKNE AaHHble, KOTOpble
nokasanu, 4to B nepuog c 2012 no 2016 rogbl HabnogaeTcs AMHaMyKa yBenMYeHus 3aperncTpupoBaHHbIX Criyvyaes
BIP B Pecnybnuke KasaxctaH Ha 24,9% (c 762,8 B 2012 rogy no 1015,6 B 2016 roay) (tabnuua 1). Npu 3TOM He-
06x04MMo oTMeTUTb, 4To B 2013 rogy nokasatenb cHU3uncs Ha 6,9% (709,8), notom Habnoganock yBenuyeHue 4o
747,0 B 2014 rogy (MeHbLue Ha 2,1%), a B 2015 rogy nokasatens BIP yxe 6bin Ha ypoBHe 999,0 (Bbiwe B 1,3 pasa
no cpaBHeHwuio ¢ 2012 rogom).

Tabnuya 1. Bpox0eHHble aHoMasuu (nopoku pazsumusi), dechopmayuu U XpoMOCOMHbIe HapyweHus Ha 100 000
coomeemcmeyuweao HaceneHus

BospacTt [oabl

2012 2013 2014 2015 2016
Pecnybnuka KasaxcTaH 762.8 709.8 747.0 999.0 1015.6
AkMonuHckasi obnactb 777.8 762.0 751.6 787.6 746.2
AkTOOMHCKas obnacTb 397.3 415.5 422.7 461.0 4291
AnmaTuHckasa obnacTb 2257 190.6 200.5 212.0 357.5
ATbipayckas obnactb 286.1 288.1 284.5 353.4 383.6
3-KasaxcTtaHckas obnactb 408.6 348.0 400.3 436.6 412.5
YKambbinckas obnactb 1529.4 1125.8 1135.4 2011.6 2223.3
KaparaHamnHckas obnactb 4445 417.6 5011 403.3 466.0
KocTanarickas obnactb 717.2 879.9 780.5 566.8 693.4
Kbi3binopanHckas obnactb 358.3 345.3 413.2 488.7 856.9
MaHrbicTayckas obnactb 1092.8 1082.8 861.3 7681 955.8
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KO-KasaxctaHckas obnacTb 979.7 957.8 894.5 1792.7 1393.9
MaBnogapckas o6nacTb 11991 1458.3 1539.3 1412.7 1679.1
C-KaszaxcTtaHckas obnactb 717.5 643.7 673.9 862.4 823.2
B-KasaxcTtaHckas obnactb 331.4 331.7 337.4 310.4 398.2
r.ActaHa 647.8 585.4 1125.5 1130.3 1209.5
r. AnmaTbl 16271 1318.5 1557.3 1609.8 1812.7

«Jlngepom» cpeam perMoHOB CTpaHbl B NpeAcTaBreHHbIn nepno octaetca r. Anmatbl. B 2012 rogy nokasaTernb
I0XHOW cTonuubl coctaBnsan 1627,1, 4To Bbiwe cpegHepecnybnvkaHckoro nokasartens B 2,1 pasa, a B 2016 — 8 1,8
pasa (1812,7). Takasi TeHAEHUUSA BO3MOXHO CBSi3aHa C ynyulleHnem gunarHocTtukm BIMP B meranonuce, ¢ 6onbLuon
UYMCMNEHHOCTbLIO JEeTCKOro HaceneHus. Tak e BbICOKME MokasaTenn Habnoganucb n B XXamOblinbckon obnactu u
OnHaMuka goctaTovHo HeratuBHas. Ecnv B 2012 rogy nokasatens BIP (1529,4) 6bin Bbiwe cpegHepecnybnmkaH-
CKOro nokasarens B 2 pa3sa, To B 2016 rogy oH yBenmunncs n 6bin Bbille noyTu B 2,2 pasa (2223,3 — caMblil BbICOKWNA
nokasaTenb cpeau pernoHos PK) B otnuumm oT cpegHero no pecnybnuke. B MNaBnogapckoi obnactu nokasartenb
BblLLe cpeaHepecnybnmkaHckoro B 2012 . Ha 36,4% (1199,1), a 2016 rogy 6bin Bbilwe ero Ha 39,5% v coctasun 1679,1.

Camas BbicoKasi HeraTuBHas AMHaMuKa BbisiBNeHHbIX cnyydaes BIP Habntoganack B Kei3blnopauHckorn obnactu.
OaHHbii nokasaTtenb B 2012 rogy coctasun 358,3, a k 2016 rogy Beipoc Ao 856,9 (B 2,4 pasa). Tak xxe HeraTuBHas
cutyauus Habnogaetcs n B . AcTaHa, roe nokasartens ¢ 647,8 B 2012 rogy yesenuuuncs go 1209,5 8 20-16 rogy
(yBenuyeHwue Ha 86,7%).

Cawmbiin HM3Kuin nokasatens 2012 rogy Habnogancsa B AnmaTtuHckon obnacTu, u nokasatens BIMP coctasnan
225,7, 4To HMXe NokasaTens no pecnybnuke Ha 70,4%, koTopble coxpaHunucs u k 2016 rogy — 357,2 (Ha 64,8%).

Heobxo4MMOo OTMETUTb, YTO ECTb PETMOHbLI, KOTOPLIE UMENM NMONOXUTENBHYH AUHAMMUKY CHUXEHUSI KONMYeCcTBa
3aperncTpupoBaHHbIx cnyyaes BIP. Jlngepos B faHHOM pasgene snsieTcs MaHreicTayckas obnacTb, rge noka-
3aTensb ¢ 2012 roga (1092,8) cHuauncs k 2016 rogy Ha 12,5% (955,8); B AkmonuHckon obnact - Ha4,1% (c 777,8 B
2012 ropy po 746,2 B 2016r.); B KoctaHarickor obnactu — Ha 3,3% (c 717,2 B 2012 rogy o 693,4 B 2016 roay).

Tak ke Hamu ObINM NpoaHanNU3npPoBaHbl JaHHbIE CPean ropOACKOro U CenbCKOro HaceneHus (tabnuupl 2,3).
OuHamuka 3apernctpupoBaHHbIX cnyydaes BIMP cpean ropoackoro HaceneHus ysenudunack ¢ 1160,2 8 2012 roagy
0o 1319,6 B8 2016 rogy (Ha 12,1%), a cpeam cenbckoro Hacenexusi — ¢ 372,0 B 2012 rogy go 662,4 B 2016 rogy (Ha
43,8%), 4TO rOBOPUT O TOM, YTO CENbCKON MECTHOCTU HabngaeTcs Hanbonee HeraTUBHasA AMHaMMKa No BPOXAEH-
HbIM MOPOKaM pas3BUTUSI.

Ecnu yuutbiBaTh, 4TO ropoAckoe HaceneHune B KazaxctaHe Bbllle cenbCKoro Ha 25,2%, TO COOTHOLLUEHNE KONu-
YecTBa BbISIBNIEHHbIX CITy4aeB roBOPUT He B NOSb3Y ropoackoro HacerneHus, T.e. B 2012 rogy BIMP cpean ropoackoro
HacerneHus 6bino Bbiwe B 3,1 pasa, a B 2016 rogy — B 2 pasa.

Tabnuya 2. BpoxdeHHble aHOMasuu (Mopoku passumusi), dechopmayuu U XpOMOCOMHbIE HapyweHUs (2opodckoe
HaceneHue) Ha 100 000 coomeemcmayrouje2o HacerneHus

BospacTt 0-14
lon 2012 2013 2014 2015 2016
Pecnybnuka KasaxctaH 1160.2 1060.7 1098.1 1386.8 1319.6
AKMonuHckasi obnacTb 1285.1 1231.2 1066.7 1142.9 1103.4
AkToOMHCKas obnacTb 561.7 586.4 577.0 612.8 553.8
AnmaTtuHckasa obnacTtb 384.5 310.7 2451 257.5 375.4
ATblpayckas obnacTb 281.9 2841 305.7 335.6 359.8
3-KasaxctaHckas obnacTb 409.5 388.1 483.6 495.3 410.6
YKambbinckast obnactb 2354.7 1452.6 1557.9 3517.3 3543.4
KaparaHanHckas obnactb 492.0 465.7 566.4 449.6 510.7
KocTaHavickasi obnactb 1236.0 1471.2 1273.9 765.3 929.7
Kbi3binopauHckasa obnactb 591.0 601.5 658.0 749.3 1383.8
MaHrbicTayckas obnactb 1992.7 1848.7 1493.4 1378.2 1805.3
K0-KasaxcTtaHckas obnactb 1985.0 1921.3 15951 2793.3 1791.2
MaBnogapckas obnactb 1570.8 2003.9 2076.6 1802.2 1986.7
C-KasaxcTaHckasi obnactb 1388.3 1163.9 995.5 1275.3 1176.3
B-KasaxcTtaHckasa obnactb 361.9 343.6 370.8 358.6 479.2
r.ActaHa 647.8 585.4 1125.5 1130.3 1209.5
r. AnmaTbl 16271 1318.5 1557.3 1609.8 1812.7
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Cpepav ropofckoro HacerneHns camblil BbICOKMIA NokasaTterb Nno pecnyonuke 3a natuneTHbin nepuog (2102-2016rr.)
Habroaancs B XKamb6binckon obnactu B 2016 rogy v octaBun 3543,4, a cambin H13kmi B 2014 rogy B AnNMaTUHCKOW
obnactu —245,1. Takas e cutyauns HabnrogaeTca cpeam CenbCKOro HaceneHns — cambliil BbiICOKue nokasaterns BI1P B
Xambbinckon obnactn B 2016 rogy coctaenan 1393,9, a cambliii HU3kuin B AnmatuHckor obnactu B 2013 rogy — 155,2.

Tabnuya 3. BpoxdeHHbIe aHOManuu (Mopoku pa3gumusi), 0eghopmayuu U XpOMOCOMHbIE HapyWweHUs (CenbcKoe
HaceneHue) Ha 100 000 coomeemcmeytouje2o HaceneHus

BospacTt 0-14
lon 2012 2013 2014 2015 2016
Pecnybnuka KasaxcTtaH 372.0 355.6 360.9 560.5 662.4
AKMonuHckas obnacTb 358.5 361.2 474.6 468.2 419.0
AkTOOMHCKas obnacTb 168.9 170.7 192.6 2251 2275
AnmaTtunHckas obnactb 179.4 155.2 186.6 197.7 351.9
ATbipayckas obnactb 289.8 291.8 266.0 369.5 405.8
3-KaszaxcTaHckasi obnactb 4079 312.8 325.2 382.5 414.3
XKambbinckas obnactb 1042.8 928.8 876.2 107541 1393.2
KaparaHamHckas obnactb 300.0 266.7 288.7 247.9 311.5
KocTaHaiickasi obnactb 261.2 334.8 302.9 363.8 439.2
Kbi3blmopamHckasa obnactb 195.6 161.0 231.9 288.8 436.5
MaHrbicTayckas obnactb 276.5 400.4 305.4 244.5 248.3
K0-KasaxcTtaHckas obnactb 399.0 391.9 370.4 1024.0 1081.5
MaBnogapckasa obnactb 505.7 405.3 472.8 615.7 1033.3
C-KasaxcTaHckasi obnactb 337.9 335.6 473.3 587.4 573.9
B-KasaxcTaHckas obnacTtb 2971 317.7 296.5 248.9 290.3

HeobxoamMMo oTMeTUTb, 4To B XKambGbinckon obnactv B aHanMampyembli nepyvof Habnwoganocb cHavyana CHu-
KeHue nokasaTtenen cpeay ropoackoro HaceneHus ¢ 2354,7 B 2012 roagy Ha 38,3% (1452,6) B 2013 roay, Ha 33,8%
(1557,9) B 2014 roay, a noToM pe3koe yBenuyeHue fo nokasartens 3517,3 (Ha 33,1%) B 2015 roay, a B 2016 rogy go
3543,4 (Ha 33,5% no cpaBHeHuto ¢ 2012 r.). A cpean cenbckoro HaceneHus XKamoObinckon obnacTu ysenumyeHme
nokasaTtenew BIMP Habnoganock nuwb Ha 25,1% (c 1042,8 B 2012r. po 1393,2 B 2016r.).

Ecnv cpaBHuBaThL NnokasaTenu Mexay ropoACK1M U CENbCKMM HaceneHmeM AnmaTuHckom obnacTu, To Habnto-
AaeTcs pasHoHanpaeBneHHas gMHaMuka. Ecnu cpeaun ropofckoro HaceneHust HabngaeTcsi HEKOTOPOE CHUXKEHME
c 384,5 B 2012 rogy po 375,4 B 2016 roay (Ha 2,4%), TO cpean CenbCKOro HaceneHus obnacTu HaobopoT BUAEH
HeraTuBHbIN TpeHA co 179,4 B 2012 rogy po 351,9 B 2016 rogy (yBenuyexue Ha 49,1%). Takas xxe cutyaumsa Habnto-
naetcs n B KoctaHanckon obnacTtu: cpeam ropofcKoro HaceneHusi CHUXeHue nokasartens Ha 24,7% (1236,0 — 2012r.,
929,7 — 2016r.), a B CenbCckoi MECTHOCTU HAo6opOT yBenuyeHne Ha 68,1% (261,2 — 2012r., 439,2 — 2016 1.).

BbiBOoAgbI

Takum o6pasom, NnpoaHann3npoBaB OMHAMUKY 3apEerMcTpMpoBaHHbIX CllyvYaeB BPOXAEHHbIX aHOManun pas-
BUTMS U XPOMOCOMHbIX HapyLleHnn B Pecnybnuke KasaxctaH 3a nepuopg 2012 — 2016rT., MOXXHO cAenaTb BbIBOAbI,
4YTO B Lenom HabnogaeTca HeraTuBHasa TeHAeHUNs BbigBrieHus BIP. KonvyecTBo cnyvaes 3a nATUNETHUIA Nepuog,
yBENMYUINOCH Ha 4eTBepTb (24,9%), CyLLeCTBYIOT PEerMoHbl, rae Habnwaaetcs ysennyeHne — B Kbl3blNOpAMHCOKIA
obnactu Ha 139,1%, r. AcTaHa Ha 86,7%), tOxxHo-KasaxcTaHckon obnacTtn — Ha 29,7%, MaBnogapckoi obnactu Ha
28,6%. Ho Tak e HabntogaeTcs B HEKOTOPbIX PETMOHAX CTPaHbl U NONOXMUTENbHAA AMHamMuKka: MaHrbicTayckas 06-
nacTb — CHUXeHue Ha 12,5%, AkmonuHckas obnacte — Ha 4,1%, KocTaHaickas obnacte — Ha 3,3%.

[aHHble NokasaTenun roBopsiT 0 He06XoaMMOCTU AarnbHENLLEero CoOBepLLIEHCTBOBaHNS AeATENbHOCTN PaHHEro
BbISIBNIEHMSI MOPOKOB 1 aHOManuin B Nnepnoa BHyTPUyTPOOGHOro pasBuTUSA Nnoaa, a Tak Xe yCUInMTb OpraHm3auuio
npeHaTanbHOro ckpuHuHra B Pecnybnuke KasaxcTaH.
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YACTOTA U TIPUYHHBI PA3BBUTHUS 3JIOKAYECTBEHHBIX
HOBOOBPA3OBAHUI Y JETEN

2MmaHranueBa A.C., 'bansakoBa B.A., 'bopaH6aeBa P.3., 2[lapubaeBa WU.C., 2AinT6aeBa P.
A., 2AnbmaxaHoBa A. A., 2KyaTtoBa A.P.
"HayuHbIvi LeHTp neguaTpum n geTckon xmpyprum M3 PK, rAnmartsbl
2Kazaxckui HauMoHanbHbIN MeQUUNHCKMIA yHUBepcuTeT uMmenn C.[1.AccheHansiposa, r,Anmathbl

Cpeav negnatpoB 1 poauTenein Hepeako 6bITyeT MHEHUE, YTO 3/10Ka4ECTBEHHbIE OMYXOSM Y HOBOPOXAEHHbIX
W rpyaHbIX AETEN NPaKTUYECKN HE BCTPEYatoTCs, YTO NPUBOAUT K NO34HEN AnarHoctuke 3abonesaHus. CyuwectsyeT
N Opyroe MHeHWe, YTO 3r10Ka4YeCTBEHHbIE HOBOOOpa3oBaHusay AeTen aBnatTcs hatanbHbeiMK 3abonesaHuamm [1].
OTCyTCTBME OHKOMOTrMYECKOW HACTOPOXEHHOCTU Y Bpada 1 poauTene Hepeako NpUBOAUT K ApamMaTuyeckum no-
cneacTBusM.

BmecTe ¢ Tem, cTano o4eBUOHbIM OTCTaBaHME MeOMKO-CTaTUCTUYECKOr0 MOHUTOPUHIA NeYeHust 4eTCKoro
«paka» B MpakTUKe OHKOoJora neamnarpa ¢ Ucnofib3oBaHNeM eauHbIX KpuTepueB. N3ydyeHne 3aboneBaemocTu geTen
¢ 3HO — obwiei n oTaenbHbIMKM HO30MOrMYecknMm hopMamMm — NpeacTaBnsieT 60MbLION NHTEPEC AN AETCKUX OH-
KOMoroB, NneanaTpoB, 3NMAEMUOIIOroB U OpraHn3aTopoB 34paBOOXPAHEHNS M MO3BONSET HAMETUTL peanbHbIe NyTH
COBEpPLUEHCTBOBAHMSI OHKONOTMYECKMIA MOMOLLM OETSAM.

Mo cBefeHuAM pas3nuyHbIX aBTOPOB, NokasaTenb 3abonesaemocT Bcemu Bugamu 3HO y geten B Bo3pacTte
0-15 net coctaenseT 13-16 Ha 100 Tebic. feTcKOro HaceneHus. Bo Bcem Mupe HabnogaeTca MeaneHHbIR, HO HEYKIMOH-
Hbi pocT 3HO y feTein, koTopbI 00YCNOBMNEH NPeXae BCEro poCTOM OMyXonewn LieHTpanbHON HEPBHOW CUCTEMBI U
numdcom. Mo aaHHbIM VIHCTUTYTa MEOULMHCKOM CTaTUCTUKK U foKyMeHTauun (fepmaHus), nokasatens 3aboneBae-
mocTtu 3HO Bbipoc 3a 12 net (c 1980 no 1992 roa) ¢ 10 go 14,6 Ha 100 Teic. peTel. [JlaHHble ABTOMaTU3NPOBaHHOWM
cuctembl ydyeta 3HO y neteri B EBpone (ACCIS) cBMaeTenbLCTBYIOT O TOM, 4TO 3a nepuopg 1978-1997 rr. HanbonbLmnn
noroZoBon NpupocT nokasartensa 3abonesaemoctn 3HO oTMeuYeH y AeTeln nepBoro roaa xu3Hu (2,1%), Torga kak
B pYrMX BO3pacCTHbIX rpynnax norofoBoW NpUPOCT aHanorMyHoro nokasatens sapbuposan ot 0,8 no 1,3%. [1,2].

B 6onblMHCTBE pa3BUTbIX CTpaH 3anaja MakcumarbHbI NokasaTenb 3aboneBaemocty Bcemu Bugamm 3HO
perncTpupyeTcs y AeTel NepBoro roga u3Hu. Tak, AaHHbiv nokasatens B CLUA (SEER, Cancer Statistics Revie,
1975-2005) coctaBnseT 22,3, a B l[epmaHum — 24,8 Ha 100 TbiC. feTew rpyaHoro Bo3pacta (German Childhoodcanc
er registry, 2005). Ha gonto nauneHToOB NepBoro roaa xu3Hu npuxoantca okono 10% ot Bcex cnyyaeB 3HO y peten
no 15 ner. [2].

B pasBuBatoLLmxcs cTpaHax u cTpaHax BocTtouHol EBponbl nokasaTens 3abonesaemoctn 3HO y feTer nepsoro
rofa XunsHu HXe, YeM B pa3BUTbIX CTpaHax, a Nk 3aboneBaeMocTn oTMevaeTcs y aeten B Bo3pacTte 1-4 roga.[3]

Mpwn aTom y geTen, N0 MUPOBLIM AaHHbLIM B CTPYKTYpe 31TOKAa4YeCTBEHHbIX ONyX0fiell NepBOe MECTO 3aHNMalOT
neviko3bl (32-34,0%), BTopoe - onyxonu LIHC (14-17,0%), TpeTbe — XoaXKuHckne n HexogxkmHckuenumdomsl (11-
14,0%) a 4yeTBeEpTOE - CONMAHbIE OMYXONU, U3 HNX -HedpobnacToma (6-7,0%), Henmpobnactoma (4-6,0%), ocTeoreHHble
capkombl (5-6,0%), onyxonu msrkux TkaHen (4-6,0%) v ap. [2]. B uenom conungHele onyxonu coctasnsawT o 40,0%
BCEX 3/10Ka4yeCTBEHHbIX HOBOOOpa3oBaHuii y AeTel, HO HeobXo4MMO yunTbiBaTh Gonee peakyo BCTPEYaeMoCTb
OTAENbHbIX HO30M10rMYEeCKNX hOPM B AETCKON OHKONOTrMYECKON NPaKTUKe.

CBoeobpa3sHas CTpyKTypa yCTaHOBUAChb 1 Cpean pasfiMyHbiX (OpM NENKO30B y AeTel: Ha 4O OCTPOro fINM-
dobnacTtHoro newkosa (OJ1J1) npuxoantca 76-82,0% cnyyaeB oT o6LLero Yncna nernko3oB, OCTanbHOE — OCTPbIM
mMuenobnacTtHbiM nerikodom (OMJT) — 17-21,0% n xpoHnyeckum muenonenkosom (XMI) — 3-7,0%.[3]

B cpegHem no Pecnybnuke KasaxcTtaH exerogHo anarHoctupyetcs okono 600 geten ¢ 3HO. B 2016 rogy
KONMMYeCTBO AeTew ¢ BnepBble anarHoctupoBaHHbiMn 3HO coctaBuno 558, n3 HMx ¢ conuaHbiMm onyxonsamu — 334
neten, ¢ nerkosamu - 224 pebeHka O6wan 3abonesaemocTtb aeten ¢ 3HO B PK B 2016rony coctaBmna 10,4 Ha 100
ThIC. 4E€TCKOro HAaCeNeHusl, YTO HaMHOTIO HXKe YeM B EBponenckmx ctpaHax v, BO3MOXHO CBsid3aHa C HeLJOCTaTOYHOM
X ANarHoCTMKOW. B Bo3pacTHoW cTpykType npeobnagatoT aetu go 3 net (48%) ot obuiero konnyecTtea 3abonesLumx
peten ¢ 3HO, cpeamn Hux 30% coctasnstoT getn go 1 roga. B Ho3onornyeckon ctpyktype cpean 3HO Ha nepBom
mecTe (34% ) ocTpble Nerkosbl, Ha BTOPOM MeCTe Mo YacToTe BcTpedaemocTun onyxonu LUIHC — 12% v Ha 3-m mecTe
numgombl 1 HerpobnactoMbl no 10%. Takum obpasom cTpyktypa 3HO y aeTen B Hallen cTpaHe He OTnn4aeTca
OT MUPOBbLIX AaHHbIX [4,5].

Nwmetotca ocobenHocTn 3HO B pacnpeaeneHnmn 60MbHbBIX MO NOMIOBOMY MPU3HaKy B pPa3fyyHbIX BO3PACTHbIX
rpynnax. Tak, Manbymkn 3aMmeTHO JOMUHUPYIOT B Bo3pacTe 2-4 neT, T.e. UMEHHO OHM (hOPMUPYIOT Tak Ha3biBaeMblii
MMageH4YecKunin Mk Bo3pacTtHou 3aboneBaemoctu ¢ 3HO, npuyem cooTHOLEHME 3a60NeBLUMX MaITbYMKOB 1 JEBOYEK
1,6-1,2:1,0, xoTsa pa3nunums B obLLen 3a60neBaeMoCTy He O4eHb NokasaTtenbHbl. HaunHasa ¢ BospacTa 11-12 ner, 3a-
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6oneBaemMoCTb Y Manb4MKoB U EBOYEK MMEET NPpUMEPHO paBHbIN ypoBeHb. Hanbonee Bbicokasi 3abonesaemMocTb
OJ1 npnxoguTCs Ha OOLIKOMbHbIN BO3pacT.

O6paluaeT Ha cebsa BHMMaHUe Hepa3peLLleHHOCTb 40 HacTOSsILLEro BpeMEHM Bonpoca O NpuYmMHax CyLlecTBoO-
BaHWS MageH4Yeckoro nuka, xapakTepusyLlero Bo3pacTHyto 3abonesaemoctb OJ1/1 B MHAYCTpManbHbIX CTpaHax.
Tak, N.M.BopoHuoB [6] caenan npeanonoXxeHue 0 CBA3U pasnnymi pycka BO3HUKHOBEHUS Nerko3a y AeTeln pasHblX
BO3pacToB C akcernepauuei. im Obina BbisiBrieHa npsimas KoppensunoHHas 3aBMCMMOCTb Mexay 3a60neBaeMocCTbio
n psigamMmu AuHaMyKM pocTa U Macchl Tena, a Takxe coBnajeHune nukos 3abonesaemMocTy C nepuogamm npenmyLle-
CTBEHHOrO BbITArMBaHUA AETEN U OTHOCUTENBHOIO OTCTaBaHWSA NX B Macce Tena.

Bnuskyto nosnumio no atomy Bonpocy BbickadbiBana H.C. Kucnsik [7]. o ee MHeHuI0, BbiCOKasi YactoTa BO3-
HukHoBeHus OJ1JTy neTten 3-4 net aBnsieTcs crieacTBnemM r3nMonorniyeckon nponudepaunmn nMMgongHon TkaHn
B NpoLiecce CTaHOBMEHUSA UMMYHUTETA, NPOXOASALLErO B OLIKONbHOM nepuoe. B kayecTBe 04HOMo 13 BO3MOXHbIX
NpOBOLMPYIOLLMX NerikemoreHes3 hakTopoB npeanonaraeTcsi COMaTtoTPOMHbIA FOPMOH, CNOCOGCTBYOLNIA HE TOMb-
KO pOCTy, HO 1 nponudepauny nMMEAPONLHbIX KNeTOK, MOBbILEHHbIN YPOBEHb KOTOPOro Obin BbIABNEH Y AeTeN C
T-knetouHbim O (T-OJJ1).

Mo panHbIM P. Jones u P. Campbell [8,9,10] okono 90% 3nokayecTBEHHbIX ONyXONnen y AeTe UMelT Me3eHXu-
MarbHbIA TMCTOreHe3, MpMYeM 3TO OTHOCUTCH Kak K OMyXonsiM 13 aMOpuoHanbHbIX, Tak U K ONyX0nsiM, pa3BrBato-
LMMCS U3 3penbiX TKaHeN.

Takvm 06pa3om, BbIABNAETCS, YTO B NEPBbIE FOAbl XKM3HWN B OpraHn3me pebeHka MMelTCs Kakne-To ycrnoBus,
crnocobCTBylOLLME OHKOreHe3dy, Npuyem, B nNepBble 5 neT y Aeten npeobnagatoT Tepatombl 1 onyxonu. Onyxonu
KOCTHOW TKaHW 1 3N10Ka4yeCTBEHHbIE aleHOMbI BCTPEYaloTCs Yalle BO BTOPOM 1 TpeTbeM 4-neTuu; pak opraHoB, CO-
npuKacarLmnXCcsa C BHELLHEN CPeao, BCTpeYaeTCsa UCKIUnTenbHo y aeten 11 —12 ner.

Mo paHHbIM P. Jones, P. Campbell[8,9,10]nepBble 4 roga )usHu onyxonu y AeTen pacnpefensioTcs cneayowmnm
obpasom: 25% napgaet Ha onyxonu LUHC, 13%—Helpobnactomsl, 37% — nenkosbl, 11%—ambpuroHansHytoHedpobna-
cTtomy, 5% — capkombl MArKux TkaHen 1 5%— numdomebl (MumdorpaHynemaTos), 4%—onyxonu Apyrux okanm3aumn.

B nocnepgytowme 4 roga xu3Hu Takxke npeobnagatT onyxonu LIHC v neiikosbl (27% 1 36% COOTBETCTBEHHO),
YMEHbLLAETCHA YacToTa Henpo- n Hecppobnactom (3%u 4% COOTBETCTBEHHO).

B TpeTbe 4-neTne Bo3pacTaeT Konn4ecTeo numdom n octeocapkom (18% n 10%), konnvecteo onyxonen LIHC
0oCTaeTcs BbICOKUM (27%), HO pe3Ko CHMXKaeTcs Konu4ecTBo Henmpobnactom, onyxonb Bunbmca (aMbpuoHanbHas
HedpobnacTtoma) He BcTpeyaeTcd. 1o gaHHbIM 3TKX e aBTopoB, B Bo3pacTe oT 0 o 4 net Haunbonee 4yacTo no
CpaBHEHVIO C APYrMMY BO3pacTHbIMW rpynnaMu BcTpeyalTca HeripobnacTtombl (84%) n ambpuoHansHble Hedpo-
6nactombl (80%). M1, HakoHel, Ha 3TOT Bo3pacT nagaet 45,9% Bcex 3nokayecTBeHHbIX onyxonen y aeten.[11]

YCTaHOBMEHO, 4YTO TONbKO cnycTH 6 1 6onee net nocne B3pbiBa B XMpOCME NMENO MECTO pPe3Koe yBennyeHne
3ab0reBaemMoCTN XPOHUYECKMM MUENOMNENKO30M 1 OCTPbIM NumdobnacTHeiM nenkosom. Jlvua, nonyymslume ob6-
nyyeHue B AeTcTBe, 3abonesanu B Bo3pacte oT 16 net go 31 roga.

B HacToswee Bpems ybeanTenbHO foka3daHa BO3MOXHOCTb TPAHCNaLeHTapHOro BO34eNCTBUSA HEKOTOPbIX
rOpMOHOB, NPUHUMaeMbIX C nNe4yebHoNn Lenblo BO BpeMsa 6epemeHHocTu. Tak, A. Herbst n coaBT. coobwunu,
4YTO nNpmem BonblMX 403 CTUNL6acTpona 6epeMeHHbIMUN XEHLWMHAMM SBAANCA NPUYNUHON pas3BUTUSA CTBETNO-
KNeTounow ageHoKapuMHOMbl Bnaranuila y jouyepen 3Tux XeHwuH B Bo3pacTte oT 14 0o 22 net. Y HEKOTOPbIX
n3 HMX Habnwganncb KPOBOTEYEHUSA, MO NOBOAY KOTOPbLIX O6bINO Npou3BefeHO BMoncuiHoe nccnegoBaHne u
obHapyxeHbl NpekapLMHOMaTO3HblE UBMEHEHNSA B BUAE MMKpOadeHoMaTo3a cnuancTtor obonoykn.[12] UmetoTtca
AaHHble, CBMAETENLCTBYOLWMNE O TPAHCNNaLeHTapHOMOHKOreHHOM AEeCTBUM HAPKOTMKOB, B YaCTHOCTKN Ande-
HunrngaHTovHa. HasHayeHune ero Bo BpeMsi 6epeMeHHOCTM XeHLWwmMHaM, cTpagatowum anunencmen, npuBoanT
K passutuio numdom (numdorpaHynemartosa) y ux geten. BoamoxHOCTb TpaHCcnnaueHTapHoro BANSAHUS BUPY-
COB, B YaCTHOCTM BMpYyCa KPACHYXN, Ha BHYTPUYTPOOHbIN OHKOreHe3 noka He ycTaHoBIeHa [3nokavyecTBEHHbIE
OnyXxonu y AeTen NepBoro rofa Xu3Hu He ABNSAIOTCA peakon natonornen. B cTpykType 3abonesaemocTtu npe-
obnapatoT nenkosbl n onyxonu LIHC.

OnarHoctnka 3HO y rpyaHbIX AeTen TpyaHa, Tak Kak YMCro BU3yarnbHO 0OHapyXnBaemblX ONyXonen HeBemnuko,
M OHW MOTYT NpoTekaTb NoA «MackaMmu» Apyrux sabonesanmin. 3HO y rpyaHbIX AeTen CONPOBOXAATCA «0bLMM
OnyxofneBbIM CUMNTOMOKOMMIIEKCOM», Y HEPEOKO OHM COYEeTalnTCsa C Npu3Hakamn gucMopdunama n BpoXaeHHbIMU
nopokammn pasBuTHS.

3apava negumaTpa 3akniovaeTcd B LieneHanpaBneHHoOM Noncke onyxonuny pebeHka ¢ HESICHON MHTOKCUKaLMen.
PaHHAA anarHoctuka v npasunbHas BepudukaLms onyxonu — 3anor yCneLwHoro eyeHums.

MoxHO BbICKa3aTb NpeAnonoXeHne, YTo B BOZHNKHOBEHMM OMYXONEeBOro pocTa B NepBble rofbl X13Hu UrpatoT
porb Kakue-To BNUsIHUS, KOTOPble pebeHOK Nony4Ymn OT MaTepu BO BpeEMsi BHY TPUYTPOBHOro pa3BuTusi TpaHcnaLeH-
TapHo. CBMAeTeNbLCTBO 3TOMy nNpeobnagaroliasi YactoTa onyxonen B nepBble 4 roga XXuU3Hu, NpeMmMyLLecTBEHHOE
pa3BUTUE B NEPBLIE TOAbl XXM3HU OMYyXOmNel B opraHax U TKaHsiX BHYTPEHHEN cpebl opraHu3Ma U, HakoHel, BO3-
HUKHOBEHWE 3TUX OMyXOmneln U3 aMGpUOHanbHbIX TKAHE.
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Heo6xoaumo Takxke MMeTb B BUAY, YTO KaHLepOreHbl BO3AEWCTBYIOT Ha NIOA, MMEIOLNIA HE3PENY UMMYHHYHO
CUCTEeMY, KOTopasi He CNocoGHa OCYLLECTBIISATL Pacrno3HaBaHNe U YHUUTOXEHUE YY)KePOAHbLIX MyTaHTHbIX KITOHOB.
370 co3naeT ycrnoBusl AN NEPCUCTUPOBAHUSA MYTaHTHbIX KITOHOB C Pa3BUTUEM U3 HUX B NepBble rofbl XWU3HW 3110-
KayeCTBEHHbIX OMyXonen.

B uTore, AaHHble Mo OHKOreMaTosIorMyeckum npoGrnemMam MHoroo6pasHbl 1 06LWMPHbI. [1o HACTOALEro BpeMEHM
W B Hallel cTpaHe, U 3a pyGekoM OHU HOCAT GorbLUe NMOMCKOBLIN XapakTep, HET eAMHOr0 MHEHMs! O BO3AENCTBUN
(hakTOpOB BHeLLHel cpeabl Ha 3a6oneeaemocTb 3HO cpeam B3pocnbix U AeTel. MeTodoB peanuaalnm nony4YeHHom
OHKOJIOTMYECKOM MHGOPMAaLMK B AETCKON OHKOMOrM pa3paboTaHo Marno v ecTb HEOGXOAUMOCTb UX AanbHENLero
nccnenoBaHus.
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OCHOBHBIE TOAXOJIbl K PAHHEN TUATHOCTHUKE
OCTPOI'O JIEMKO3A Y JETEN

’MmanranueBa A.C. 'bansakoBa B.A., 'BbopaH6aeBa P.3.,
"HayuHbI LeHTp neamnatpum u getckon xmpyprun M3 PK, rAnmaTbl
2Ka3axcKkuin HaunoHarnbHbIi MeauumMHckui yHnsepcuteT nmenn C.[0. AccheHansaposa,
rrAAnmatsl

Jleliko3bl NpeAcTaBnsT rpynny 3rokavYeCTBEHHbIX ONyXOmei, KOTOPble BO3HMKAKOT U3 KPOBETBOPHbLIX KIETOK.
Ha nx ponto npuxoantcs 1/3 Bcei oHko3abonesaemocTn y aeteii. CoBpeMEHHOE pa3BUTUE Hayku, MPOTOKOSIOB Ne-
YeHusi No3BonseT 6onee ONTUMUCTUYHO MNOAXOANUTL K NedeHunto AaHHon natonormum[1]. OgHako CBOEBPEMEHHOCTb
ONarHOCTUKM OCTaeTCs KINYeBbIM hakTOPOM yCrneLLHOro ucxoga. [laHHas paboTa akLeHTMpyeT BHMMaHWe Ha CBO-
€BPEMEHHYI0 MAarHoCcTMKy ocTpbix Nnenko3os (OJ1) Ha gorocnuTanbHOM 3Tane, KoTopas AaeT LWaHChl Ha ycnewHoe
n3neveHune nNpu AnarHoCTMpoBaHun paka y pebeHka Ha nepBoi ctaguu. NoBbICUTb OHKOHACTOPOXEHHOCTL Bpadei
MMCT1, 06paTnTb nx B3op Ha «macku» OJ1, npoBoauTe 6ecefbl C poaUTENSMU O NEPBLIX CUMNTOMAaXx, NpefoTBpaLLaTh
camosieyeHue no pekoMeHaaLumsamM, HalgeHHbIM B MIHTEPHET pecypcax U OHManH KOHCYNbTaLnsx.

OdnarHocTupoBaTtb Hanu4yMe 3110Ka4YeCTBEHHOW onyxonu y pebeHka Ha paHHen cTaauy OYeHb TPYAHO. JTO
CBS13aHO C TeM, 4TO pebeHOK He MOXET HYeTKO chopMynMpoBaTh CBOM Xanobbl. UrpaeT cBoto ponb 1 cBoeobpasHoe
TeYyeHune, M HEOQHO3HAaYHbIe NPOSIBIIEHNSI OMYXONEBOro NpoLiecca Ha paHHNX CTaausix, 0cob6eHHO He cneLnduYHOCTb
MepBUYHbLIX CUMNTOMOB, KOTOPbIE YacTO CKPbIBAKOTCS MOA «MackaMuy Apyrux 3abonesaHuii. Bce aTo 3aTpygHsieT
npoLecc BbIsIBNeHUs n guddepeHumnansHoi AnarHoCTUKX paka y AeTel OT ApYruX YacTo BCTPeYaoLmnXcst AeTCKUX
3aboneBaHuii. IMeHHO u3-3a aToro, B 60NbLUMHCTBE Cly4YaeB, OHKONIOMMYECKUIA AuarHo3 CTaBUTCS, kKoraa onyxosb
y>Xe HauMHaeT Bbi3biBaTb pasnunyHble HapylleHus B paboTe cuctem opraHmama. NoaToMy oHKonornyeckas HacTo-
POXXEHHOCTb M 3HaHNE BEPOATHBIX CUMMTOMOB MO3BOSUT NPaKTUYECKOMY Bpayy paHblle ANarHoCTUpOBaTh AaHHYI0
naTonoruio u, cnefoBaTeNbHO, CYLLECTBEHHO YNYYLLNTb NPOrHO3 ANs 6oNbHOrO.

HecmoTps Ha TO, YTO Ha NPOTSXKEHUN MHOTUX NET aKTUBHO M3y4atoTCs NPUYUHBI BO3HKMKHOBEHMSA OJ1, 4o HacTos-
LLIero BpEMeHM 3TMONOrs JaHHOro 3aboneBaHnst TOYHO He ycTaHoBrneHa. CyLLecTByeT HECKOIBKO «3TUONOMMYECKUX»
Teopui. JkcnepuMeHTanbHble MOAENY NenkeMoreHesa npegnonaratT, YTO ANS pa3BUTKS Nenko3a Heobxoammo
Kak MMHUMYM [Ba He3aBUCMMbIX NOCneAoBaTeNbHO AENCTBYOLWNX MyTareHHblx dpaktopa.[1,2]. Pabotamu MHOrmx
nuccnegoBarenen nokasaHo, YTo reHeTu4yeckne oakTopbl UrpatoT 3HAYUTENbHYI0 NPe- pacnonarawLlyo posb B
BO3HMKHOBeHUM OJ1, BKMoYasa n ocTpbii numdobnacTHbeii nenkos (OJ1J1). OToT hakT oCHOBLIBAETCS Ha BEPOATHOW
accoumnaumy pasnnyHbiX KOHCTUTYLIMOHANbHbLIX U3MEHEHUI B XPOMOCOMHOM annapate 6onbHbix OJ1J1, cniyyasx ce-
MEMHOro fenko3a, BO3MOXHOCTH 3aboneBaHuns nekosdamm 6nnM3HeLIoB 1 06HapyXeHN XPOMOCOMHbIX abeppaunii
(TpaHcnokauun, geneunn, MHBEPCUN) B NENKO3HbIX KNeTkax npu aTom 3abonesaHun. Pabotamm mHorux nccneno-
BaTenen gokasaHo, 4To puck Bo3HMKHoBeHusA OJ1 Boille npu 3aboneBaHnsix, KOTOPbIM CBONCTBEHHbI CMOHTAHHbIE
pa3pbIBbl XpOMOCOM: 6onesHu [layHa, aHeMun PaHkoHK, cuHapome britoma, cungpome Jlyum bap [3,4].

Mo paHHbIM aBTOpOB HaropHo H. B., BunbueBckori E. B., Ayavak A.l., ocTpbii nepuop nerikosa y 6onbLINHCTBA
neten umeeT BypHoe Havamno v xapakTepusyeTcs NonMMopdU3MOM KIMHUYecknx cumntomoB [4,5].Ctagusa npea-
neriko3a He UMeeT XapaKTEePHbIX KITIMHNYECKMX CUMNTOMOB, @ aHan13 CMMMTOMOB Ha4yanbHOro Nepruoaa NpoBOANTCS
pPeTpOCNEeKTUBHO, B CBA3M C YeM, ArMarHo3 He OGbiBaeT nocTaBneH BoBpeMsi. HecmoTps Ha nporpecc nabopaTtopHow
ONarHOCTUKK, BbISBUTb NENKO3 y AeTen Ha paHHUX dTanax CMOoXHO, T.K. 4TS MOSABNEHNS XapakTePHbIX NU3MEHEHWI B
remorpamMme onyxornb JOJIKHA JOCTUYb KpUTUYECKON Macchl, a MaHndecTaums OJ1 cessaHa ¢ 6nacTHom nHguneTpa-
LMen pasnu4YHbIX OPraHoB C HapyLleHneM nx pyHkumm. KnmHuyeckas cumntomaTtyvka B 4aHHOM Crydae onepexaet
nabopaTopHble U3MEHeEHNWs, 1 pebeHOK MOXET He roCNUTann3MpoBaTbCs CBOEBPEMEHHO B Creunann3npoBaHHbIi
OHKOreMaTosiorM4eckunin ctaumoHap.

Mpwn 6onbLUMHCTBE ONyXone CTaagupoBaHMeE - 3TO ONpeaeneHne pacnpocTpaHeHHOCTY npouecca. B 6onbLlumnH-
CTBE Clly4aeB CTaAusi OCHOBbLIBAETCS HA pa3Mepax Onyxonu 1 ee pacnpocTpaHeHuto No opraHnamy. OgHako ocTpble
NenKo3bl CTaanPYHTCS He Tak, Kak 6oNbLIMHCTBO cnyyaes paka. [pu nenkosax ye MCXo4HO NOpa)KaeTcsl KOCTHbIN
MO3r 1 nepudepunyeckasi KpoBb. OCHOBHOWN Npo6rieMon ABNAETCS BbIABIIEHWE NMPOHUKHOBEHUS NNENKO3HbIX KITETOK
B NeYeHb, CeneseHky, nMMmdaTnyeckme yanbl, audkun, audHukm nnu LHC.

Haunbonee paHHUMK 9BRAIOTCA CMMNTOMbI OBLLEN MHTOKCHKaLuK, nuxopagka, aHopekcus 6e3 3HauuTensHon
notepwu macchl [5,6,7]. Ha poHe obLiero HegoMoraHus y pebeHka MOXeT BO3HUKHYTb 005b B KOCTSIX U/UIM CycTaBax.
OHa MoxeT 6bITb Bblpa)XEHHOW, BO3HMKATb OCTPO, YCUITMBATBLCS MO HOYaM 1 JOMUHUPOBATb B KITMHNUYECKOW KapTUHE.
KocTHo-cycTaBHOM CUHOPOM OBYyCroBreH NenkeMmyeckon nHunbeTpaumen HagkoCTHULbI U CyCTaBHOW Kancynbl
3a CYeT OMyXoneBoro yBenumyeHnsa obbema KOCTHOro Mo3ra, pa3BMBLUMMCS OCTEONOPO3OM UM aceNTUYECKMM He-
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Kpo3oM. PaHHMM CMMMTOMOM OCTPOro felrko3a ABNsAeTCs HapacTatolwasa 6reHOCTb KOXHbIX MOKPOBOB M BUANMBIX
CnuU3ncTbIX. femopparnyeckuini CMHAPOM pPa3HOW CTEMEHMU BbIPaXEHHOCTU, 0BYCrNOBMEHHbI TpoMboLMTONEHMEN,
OTMeYaeTCsi MoYTU y MNONOBUHbLI 3ab0oneBLUKX.

OpunH un3 Begywmx cumntomoB OJ1 y netenn — 6e3bone3HeHHOe yBenuyeHne nepudepudeckmx numdarmye-
CKMX y3roB, Hanbonee 4acTo — MOAYENOCTHbIX, LWEWHbIX, MOAMBILLIEYHbIX, NaxoBbiX. [pakTnyeckn y Bcex aeten
HabnogaeTcs yBenMyYeHe He TONbKo NuMdaTnyecknx y3nos, HO U nevyeHn n ceneseHku. [8,9]. K pegkum npo-
aneHnsam OJ1 y neTell OTHOCATCS U3MEHEHWSI Ha KOXe U B NMOLKOXHOW KreTyaTke B BUAE CUHIOLIHBIX, NOTHbIX,
6e360ne3HeHHbIX MHUNBTPATUBHBIX 3NIEMEHTOB (nerikeMnaoB). BO3MOXHbI HEKPOTUYECKME MOPaXKEHUS KOXU U
CNN3NCTON 0BOMOYKM POTOBOM MONOCTU (TMHTUBUT, CTOMATUT). Y HEKOTOpbIX AeTel yxe B aebioTe 3aboneBaHus
UMEeKTCHA dKCTpameaynnsipHble oyarn nopaxeHus. Crneumndunyeckoe nopaxeHue LeHTpanbHON HEPBHOW CUCTEMBI
(L4HC) — Hemponenkemus, KoTopas MOXeET NpoTekaTb B (hOpMe MEHMHIUTA, MEHUHIOdHUedannTa, aHuedanura.
[pyron BO3MOXHOW fokanu3aumein akcTpamenynnapHoro nopaxeHus ABNATCA SMYKkn. KnuHuyeckn npu atom
nanenupytoTca 6e360ne3HeHHble, MNOTHbIE, OOHO- UMW ABYXCTOPOHHUE MHUNbLTpaThl. MNpu Nnogo3peHun Ha cneu-
ncuryeckoe nopaxeHve anyek obasarenbHO npoBeaeHue duoncumn. Pexe oyarn nerikeMu4eckon nHunsTpaunm
BbISIBMSOTCS B CITIOHHbIX XXene3ax (CMHgpom Mukynu4a), npy 3ToM 0OTMeYaeTCs NPUnyxXoCTb OKOJOYLLIHOM Xernesbl,
Kak npaBuo, ¢ 06enx cTopoH. Pexe mMoryT nopaxaTtbcs novku, nerkue, cepgue [9,10].

Llenb faHHOro nccnefoBaHus nokasartb, YTO 3aboneBaHve MoXeT Ae6TpoBaTh C MOPaXeHUs NpakTUYecku
nobor cucTeMbl OpraHM3Ma, YTo Ha NePBUYHOM dTane ANarHOCTUKM Nerko3a MOryT ObITb pa3nnmyHble KITMHUYeCKMe
n nabopaTtopHble «MacKku», 3aTpygHsawLwme auddepeHunanbHyo AMarHocTuKy U NPUBOASLLNE K NO3OHEN BbisiBrisie-
MocTu 3aboneBanus. [laHHasa paboTa MOXeT OblTb 0COOEHHO akTyanbHa AN NneanaTpoB, Bpaven o00Len NpakTuku,
OEeTCKMX OHKOMOroB, AETCKNX reMaTosoroB.

MaTtepuanbl u meToAabl

MpoBeaeH peTpocnekTUBHbIA aHanun3 114 nctopui geTen ¢ oCTpbiM NENKO30M, HaXOAMBLUMXCS HA NIEYEeHUN
B HayyHom ueHTpe negmatpum n getckon xmpyprum (HUMAOX) M3 PK 3a nepuog ¢ sHBapsa no gekabpb 2017r. Bee
naumMeHTbl NocTynunu B kKnuHuky HLIMAX no HanpaBneHuio permoHanbHbIX AeTCKMX OHKonoros/rematonoros. 1o
camoobpaliaeMocTy nauneHToB He Obino. narHos OJ1 Hu ogHoMyY pebeHKy He Bbin YCTaHOBIEH CIlyYanHO Ha Mpo-
docmoTpe.

[narHos nenkosa yctaHaBnmBancs no obwenpuHaTbIM KpUTEPUSAM Ha OCHOBaHWM reMorpaMMbl, MMenorpam-
Mbl, IMMYHOOEHOTUNNPOBAHNSA, LLUTOFEHETUYECKOrO UCCNeaoBaHNA U MHCTPYMEHTarnbHbIX nccrnegosaxdui (Y3[,
peHTreHorpadus, KT, MPT u gp.).

M3 114 peten ¢ O 87 (78%) 6Gbinun ¢ guarHo3om ocTpbin numdobnacTHein nenko3s (OJ11) n 27 (22%) ¢ ocTpbim
mMuenobnacTHeiM neriko3omM (OMIJT). ManbumkoB Obiio 84 (74%), neBoyek — 30 (26%), cooTHOLWwEHMe 3:1 COOTBETCTBEH-
Ho. NpeobnagaHve ManbyYMKoB B NMOJSIOBON CTPYKTYpe 3ab0oneBaemMocT COOTBETCTBYET OOLLUMM 3aKOHOMEPHOCTAM
ANNAEMNONOrNK OCTPLIX NENKO30B.

Mo BospacTy: geter go roga 6eino 14 (12%), ot 1 roga oo 3 net — 25 (22%), ¢ 3 po 10 net — 51 (45%), ¢ 10 oo
15 net — 19 (17%) v ctapwe 15 net — 5 (4%), T.e., Yawe 3aboneBanu getTn B BO3pacTHoM kaTeropum ot 3 go 10 ner,
YTO COOTBETCTBYET MUPOBbLIM OMUCAHUSM.

Y BCcex NauMeHTOB M3yyanucb NepBUYHbIE CUMMNTOMBI feKo3a, NPOSBNSABLUMECS Ha AOrocnuTanbHOM aTane,
HauynHag ¢ ypoBHa NMMCI n go noctynnenusa B HUMAX.

BonbHble geTn 6binn pa3geneHsl Ha 2 rpynnel: 1 rpynna - ato getu, anarHo3 OJ1y KoTopbix 6biN yCTaHOBMEH B
TeyeHue 3 HeenNb C MOMEHTAa NOSBMNEHWS NePBbLIX CUMMNTOMOB 1 2 rpynna AeTu, Y KOTOPbIX 4OroCnMTanbHbIN NePUOA,
cocTtaBun 6onee 3-x Hegenb. B nepBown rpynne Habntoganock ¢ OJ1 55 (48%) neten, Bo BTopon rpynne — 59 (52%),
13 HUX cBbiwe 12 Hefenb AnarHo3 yctaHasnueanca y 4 (7%) naumeHToB.

Mpun pacnpegenennn: no permoHam ua r. Anmartsbl 66110 rocnutanuamposaHo ¢ gnarHodom OJ1- 11 (10%) peten,
n3r. ActaHa — 1 (1%) pebeHok, AnmaTuHckom obnactu — 26 (23%) neten, AkTrobuHckon — 8 (7%), Xambbinckon — 12
(10%), 3anapgHokasaxcTtaHckon — 4 (3%), Kaparangmuckon — 1 (1%), KeiabinopanHckon — 10 (9%), MaHreictayckom — 7
(6%) n KOxxHokasaxcTaHckom obnactu — 34 (30%) pebeHka.

Cratuctmnyeckasa obpaboTka n cosgaHne 6a3bl AaHHbIX MO NayMeHTam ocyLecTBNAnock B nporpamme Excel.

Pe3ynbTaThl nccnepoBaHusa n obecyxaeHue

CTpykTypa Ho3onorui B 1-i rpynne, rae 4OAMarHOCTMYECKMI Nepuoa cocTaBun Ao 3 Hedenb, NpeacTaBneHa
OB 42 (76%) cnyyasx, c OMJI1 B 13 (24%) cnyyasx. Bo 2-i rpynne, rae anarHos 6bin ycTaHoBNEH nocne 3 Hefernb ¢
MOMEHTa NosABEeHNS NepBbIX CMMNTOMOB 3abonesanus, 6bino getew ¢ O -45 (76,3%) n c OMIN — 14 (23,7%) peten.

Mpwn pacnpegeneHun Nno Bo3pacTHbIM KaTeropusam B 1 rpynne geTten B Bo3pacTte Ao 3 net 6bino 23 (41,8%), ot
3 no 15 net — 30 (54,5%) n ctapwe 15 net — 2 (3,6%) geten. B rpynne getewn, rae gnarHo3 OJ1 6bin ycTaHOBMEH B
6ornee no3gHue cpokn, aeten fo 3 net 6uino 16 (27,1%), ot 3 o 15 net — 40 (67,8%) n ctapwe 15 net — 3 (5,1%)

Heouampus u oemckas xupypeus. Nel. 2018 e. Cneysvinyck. 105



netenn. Takum obpasom, Bo 2 rpynne geten ctaplie 3 net 6bino 73%, Toraa kak B 1-1 rpynne ux 6bino 58%, a Ha-
npoTtus aeten Ao 3 net B 1-i rpynne Obino 6onbLue, Yem Bo 2-1 (41,8% 1 27,1% cOOTBETCTBEHHO). Takyo TEHAEHLMIO
MOXXHO 0ObSICHUTbL TEM, YTO AETW MNaaLIero Bo3pacTa valle HaxoasaTcs nog npuMcMOoTPOM Matepen n MeaNLNHCKUX
paboTHMKOB, TOrAa Kak NoAPOCTKM He Bceraa nobAaT 4enuTcs co B3pOCbIMU C UMEKLLMMUCS Y HUX NOA03PUTENBHLIMA
CMMNTOMaMM1 HaynHarLwerocs 3aboneBaHnst N NPOCTO He aKUEHTUPYIOT Ha 3TOM CBOE BHUMaHMUeE.

OcHoBHbIe knHMYeckne nposienexHns B aebiote OJ1 6bINn NpeacTaBneHbl CNeayLWMMM «MackaMmy: pesma-
Tonormnyeckne (bonu B cycTtaBax, YTPEHHASs CKOBAHHOCTL), NMMdazeHnTbl (yBennyeHune rpynn nepmdepmnyeckux
nMMcOoy3noB NN nokanbHOe 3Ha4YMTENbHOE yBeNnYeHne nuMmdoysnos), aHruHa (honnukynspHas, nakyHapHas,
HekpoTuyeckasi), OPBU (c nHTOKCKKaumel, C TeMnepaTypHOI peakumuein unm 6e3), MHToKcukaums (crnabocTb, BANOCTb,
Temneparypa, CH/XKeHne annateTta u Ap.).

Tabnuua 1. OcHO8HbIe UHULUAIbHbIE KITUHUYEeCKUe rposisneHusi y 6onbHbIx 8 0ebome OJ1 (abs - 114)

KnuHunyeckne nposisneHuns | rpynna, N=55 Il rpynna, N=59
abc % abc %
PeesmaTtonorunyeckne 3 5 10 17
JInmdageHuTsbl 14 25,5 17 29
AHIMHa 1 1,8 4 6,8
OPBIA 20 36,4 18 30,5
NHTOoKCHKaums 36 65,4 39 66
He 6bin10 1 2 1 1,5
M3onnpoBaHHble 38 69 21 35,6
KomGuHunpoBaHHbie 16 291 37 63

Mo pesynbTatam aHanu3a NnepBUYHbIX KITIMHUYECKMX NPOSBIIEHUN C KOTOPbIX HavYanocb AebotuposaHue OJ1 B
obeunx rpynnax uccnegyembix y 60nbLLUMHCTBA AeTel Oblnv NPOSIBNEHWS BblpaXXeHHOW MHTOKCHKaL M B 1-oi rpynne
— 36 (65,4%), Bo 2-om — 39 (66%), OPBU — 20 (36,4%) n 18 (30,5%) cooTBeTCTBEHHO. 3HA4YMMON PasHULbI MEXAY
rpynnamu no aTMM nposiBfieHusm He Habnoganocb. Heobxoa4MMo oTMETUTb, YTO BO 2-01 rpynmne y nalMeHToB 3a-
6onesaHve Ha4yMHanock B 2 pasa 4alle ¢ peBmaTonormyeckux cumntomon (1 rpynna — 3 (5%), 2-a — 10 (17%)) un
noyTun B 4 pasa vaweBcTpeyanach B gebtote OJl Tsxkenas aHrnHa — 4 (6,8%), Toraa kak B 1-11 rpynne aHrnHa 6bina
Tonbko B 1 (1,8%) cnyyae.

Y HeKOTOpbIX BOMbHBIX KIMTMHUYECKME NPOSIBIeHUs B AeboTe BCTpeyanucb B codeTaHum (KoMObuHaumsa 2-x nnm
3-X MpM3HaKOB), 4YTO roBOpUT 0 nonmmopduame knuHuku OJ1. Tak, B 1-1A rpynne n3onMpoBaHHbIE KITMHUYECKNE CUM-
nTombl 6b1n B 38 (69%) cnyyasix, a KoMOMHMpoBaHHble B 16 (29,1%) cny4vasnx, a BO 2-1 rpynne n3onMpoBaHHble y
21 (35,6%) pebeHka, koMbuHMpoBaHHble y 37 (63%) aeTen.

Bce BbIIBMEHHbIE KNTMHUYECKME MPOSIBMNEHNS Yy AETEN HA AOrONUTanbHOM 3Tane MoryT OblTb MPUCYLLM MHOTUM
APYrMM comaTnyeckmm 3aboneBaHusaM, U e NpoTekaTb Kak caMocToATeNnbHoe 3aboneBaHne (aHrMHa, apTpuThl,
OPBW), 4To MOXeT yCrnoXHATb nepBuYHyto gmarHoctuky OJ1 Ha yposHe MMMCI. Hanuyne Heckonbkux Hecneundm-
YeCcKUX CMMNTOMOB B MaHMdeCTe NENKO30B Y AeTEN MOXET NPUBECTU K OLLIMOOYHOMY ANArHOCTUHECKOMY NMOUCKY 1
nosgHen rocnutanmsaumm B NPpOUNbHbIN LEHTP.

Mo pesynbTaTtaM CpaBHUTENbHON XapakKTEPUCTUKN MHULMATNBHOW remorpaMmmbl 60nbHbIX ¢ OJ1, nokasatenu
KpacHOM 1 6enon KpoBu ObINM NpaKkTUYECKM OANHAKOBbLIMM B 06EMX rpynnax, KonM4ecTBO AeTel C YPOBHEM TPOM-
6ountos > 100 x 10 °/nB 1-i rpynne 6bino 6onblue, Yem Bo 2-1 (11 —20% 1 4 — 7% COOTBETCTBEHHO), a Takxe B 1-
rpynne y 42 (76,4%) netew B remorpamme 6bin 6nacTos, Torga Kak Bo 2-i rpynne KonmyecTBo AeTel ¢ bnacto3om
6b1110 MeHbLue (34 —57,6%).(Tabn.2). 3TuM chakToM MOXHO 06bACHUTL DONee KOPOTKUI AOANArHOCTUYECKUIA Mepuosg,
B 1-# rpynne G6onbHbIX, T.K. HANM4Yne 6nacToB B NnepudepmnyeckomMm aHanuae KpoBu cpasy HaBoauT Bpadel Ha aua-
rHO3 nerikosa y pebeHka.
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Ta6nuuya 2. CpasHumerbHas xapakmepucmuka uHuyuaabHol eemozpammel y 60s1bHbIx ¢ Of1

| rpynna, N=55 Il rpynna, N=59

abc % abc %
AHemus
Jlerkas (110-90) 13 33 19 35
CpegHsas (90-70) 23 43 18 33
Taxenas (70 n Huxe) 18 24 17 32
NenkounThbl
0o 50 x 10 °/n 19 34 23 39
>50x 10 °/n 29 53 30 51
nenkoneHuns 7 13 6 10
Numdpoumntbl> 70 % 10 29 9 26
TpombGouunThl
0o 50 x 10 °/n 28 51 27 46
50-100 x 10 °/n 16 29 28 47
> 100 x 10 °/n 11 20 4 7
(6{0C) > 50 mm/yac 22 40 26 44
Bnactbl 42 76,4 34 57,6

lMpwn cpaBHEHWM remopparn4yecknx NposiBNeHnin B 06enx rpynnax 3Ha4ynTensHon pasHuubl He Habnoganocs,
HEeCKOMNbKO Yalue Obln N30NMPOBaHHbIN KOXHO-reMopparniyeckmin CUHAPOM Bo 2-i rpynne, y 13 (22%) neten, a B 1-i
rpynne y 7 (12,8%). KoxxHo-remopparmyeckuin CUHOPOM B COMETaHUM C HapyXXHbIMU KPOBOTEYEHUAMN B 1-11 rpynne
Habnopanca y 19 (34,5%) neten, Bo 2-ii rpynne y 12 (20,3%) neten (tabn.3).

Tabnuya 3. CpasHumesbHasi xapakmepucmuka 2emMoppazudeckux rnposierieHull y 6onbHeix ¢ OJ1

lemopparunyeckne | rpynna Il rpynna
npodaBfieHnda abc % abc %
KoxHble 7 12,8 13 22
HocoBoe kpoBoTeuyeHune 9 16,4 14 23,7
[ecHeBoe KpoBOTEYEHME 2 3,6 5 8,5
KOXHbIN + HapyXHOe KpoBOTeYEeHNe 19 34,5 12 20,3
He 6bino 18 32,7 15 25,5

B Llernom Hapy>xHbIX KPOBOTEYEHMI B COMETAHMMN C KOXHbIM CUAPOMOM U OTAENBHO B BUAE HOCOBOTO M AeCHe-
BOro kposoTeyHus B 1-1 rpynne 6bino y 30 (54,5%) netewi n Bo 2-n rpynne y 31 (52,5%) pebeHka, 4To ewe pas nog-
TBepxaaet yto OJ1y 6bonblumMHCTBa AeTel umeeT BypHOe Hayano 1 xapakTepuayeTcs NONMMOPdU3MOM KIMMHUYECKNX
CMMNTOMOB. B CBA3M C YeM, TPYAHO yNoBUTL CTaAMIo NPeAnenkosa, Koraa xapakTepHble KNMMHNYeCcKne CUMNTOMbI He
CTOSMb BblpaXeHbl 1 3a4acTyto AMarHO3 ycTaHaBNMBaETCS NPW Pa3BUTHMN OCHOBHbIX MPOSABEHWI C napanfefbHbiM
M3MEHeHMEeM B NoKasaTensx KpoBU. ATUM MOXXHO OObACHUTL OTCYTCTBME 3HAYUTENbHBIX PA3NNYNA B KITMHWKE Y TeMO-
rpamMmme y nauneHToB C pas3nnyHbIM 4OANArHOCTUYECKUM NepruofoM. HaobopoT no3aHssa guarHocTnka 3abonesaHus
BO 2-1 rpynne cBsa3aHa ¢ 6onee 3aTsXHbIM TEYEHNEM KITMHUYECKMX CUMMNTOMOB, NOSIBIIEHNEM BnacTHbIX KNETOK B
nepndepu4eckorn KpoBM y HUX B Gonee no3gHMe Cpoku, YTO NMPUBENO YANMHEHUIO AMAarHOCTMYECKOro nomcka u Bo3-
MO>HO MeYeHNto NaLuneHToB 3TOW rpynnbl No APyrMm avarHo3am. B 1-i rpynne y 42 (76,4%) neten B nHMLManbHOM
remorpamme yxe 6biny 6rnactHble KneTku, a Bo 2-11 rpynne Tonbko y 34 (57,6%) aeten (tabn.2).

lMnepnnacTnyeckuin cMHApoM (yBenuyeHme nuMmdoy3noBs, NeYeHn, Cenes3eHku, runepnnasmsa geceH) Habno-
pancsa B 1-n rpynne y 33 (60%) naumeHToB, a Bo 2-1 rpynne y 35 (59,3%) neten.

OKCTpameaynnspHble NOpaXXeHNs oTMeYanuch B BUae Herponenkemuy B obenx nccrnegyemolix rpynnax, B 1-i
rpynne 6binu BbisiBrieHbl Y 7 (7%) naumeHToB 1 Bo 2-n rpynne y 1 (7%) pebeHka.

3abop KOCTHOro mMo3ra ¢ uccnegoBaHMemM MUernorpaMMbl B permoHe y geten 1-i rpynnsl NPOBOANIICS TOMbKO
B 19 (36%) cny4asx, a Bo 2-1 rpynne B 24 (41%) cny4asx.

Bo 2-1i rpynne ¢ no3gHen anarHoctukon (6onee 3 Hegenb) 3 59 neten 4 (6,8%) netam guarHos OJ1 6bin ycTa-
HOBJIEH B KpanHe no3gHue cpoku (bonee 12 Hegenb) OT MOMEHTA NOSABMEHUSA NEPBbIX KITMHUYECKMX CUMMTOMOB.
MccnepnoBaHve nokasano, 4To B 3TOM rpynne nauneHToB MMerno MecTo No3fgHee obpalleHne poguTenei K Bpadam,
camorieyeHne Ha oMy B TedeHune 4-5 Heenb C KpaTKOBPEMEHHbIM YryYLleHneM 1 yXyaLeHeM COCTOsiHUSA pebeHka
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B nocneaywowem. Tonbko nocne ycyry6neHV|;| TaKMX CUMMTOMOB Kak cnaboCcTb, CHUXXeHNe anneTuTa, YyTOMNAEMOCTb,
noABJ1IeHNe Hapy>XHOro remopparm4eckoro cmHapoma pogntenum OGpaTVIJ'IMCb y4acCcTKOBOMY Bpady. Takxe Heobxoanmo
OTMETUTb, 4YTO Yy 2-X U3 4 NnauMeHTOB NENKO3 NpoTeKan nog «Mackom» apTpuTa.

3akno4veHue

Pa3Butne getckor oHkoremaTonornyeckom cnyxobl B PK, BHegpeHne HOBbIX NPOrpaMm ANarHoCTUKN 1 Tepanuu
NenKko3oB, NOAroTOBKA permoHanbHbIX CneuuanmncToB OHKOMOroB/reMaTonoros, opraHm3aumsi obpasoBaTernbHbIX
nporpamMm no OHKOHACTOPOXXEHHOCTU Y COBPEMEHHbLIX MeToAax ANarHOCTUKM NENKO30B NO3BONWIN 3a NocneaHne
rogbl ynyywuTb paHHioto amarHoctuky OJ1y geTei. Mo pesynbtatam HallUX UCCNEAOBaHUN paHHAS MarHOCTUKa
OJl ynyywunack Ha 19% no cpaBHeHUto € npoLunbiMy rogamu (2014r. — 29%) n coctasuna 48%.

B Bo3pacTHol cTpykType no3aHasa guarHoctuka OJ1 6onee xapakTtepHa 6bina ans getew ot 3 go 15 net (73%),
HECMOTPS Ha TO YTO, 3Ta KaTeropus AeTen ABNSeTCs OpraHn3oBaHHOWM, NocelaeT AeTCKMe caabl U LKoY U nog-
BepraeTcsi perynspHomy npogocmoTpy.

MHnumanbHble KNMHUKO-remaTtonornveckue nposieneHus OJ1 y geten ¢ paHHen 1 No3gHen guarHoCTUMKON 3a-
OoneBaHMsl 3HAYMMO He pasnuyanuck, TeYeHne nenkosa B 06enx rpynnax 661510 OCTpbIM Uy BONbLUMHCTBA AeTEN
nmMeno 6ypHoe Havarno, ¢ KIIMHMYECKMM NONMMOPEU3MOM CUMNTOMOB. Y AeTel C ANUTENbHbIM LOANArHOCTUYECKUM
nepuonom tedeHune OJ1 Obino 6onee 3aTsKHLIM, C NMO34HMM NOSIBIIEHMEM OMnacTHbIX KIETOK B nepudepuyeckon
KPOBW, YTO 3aTPYAHSAO CBOEBPEMEHHYIO ANArHOCTHUKY.

Ons ynyJyweHnusa gunarHoctukm Of1y AeTel BaXKHbIM SIBMSIETCA YUMThIBaTh, YTO 3ab0nieBaHMe MOXET NpoTeKkaTb
nog «Mackomn» nobbIX KITMHUYECKUX MPOSIBNEHNI, Hanbonee 3aTpyaHSNM ANarHOCTUKY Neko3a peBMaTosiornieckue
CUMNTOMbI, MPU HANMYNUN KOTOPbLIX Cpady HasHavanucb HecTepouaHble NPOTUBOBOCNANMUTENbHbIE CPEACTBA UMK
KOPTUKOCTEPOUAbI, KOTOPbIE CMa3biBani OCHOBHYH KIMMHUYECKY CUMNTOMATUKY.

Takxe oTCyTCTBUE BNACTHLIX KNETOK B Nepndepmnyeckom aHannae KpoBu He AaeT UCKITKYNTL MONHOCTLIO Ana-
rHo3 OJ1 n 6onee BaxHbIM aABnAeTca Ansa Bpaden NMCI oueHka Takux KNMHUYECKUX NPOSIBIIEHUI KakK: ANUTEeNbHas
WHTOKCMKALMs B BUAE 3aTAHYBLUENCS TMNEPTEPMUN, NOTEPU anneTuTa, BblpaXeHHON crabocTu, yTOMISAEMOCTH
pebeHka, Hann4nsi KOKHbIX FeMOppParMyeckmx NPOSIBIIEHNI U HEY TOYHEHHOTO NuMdazeHuTa. B remorpamme Heobxo-
OUMO 06paTUTb BHUMaHME Ha BbIpaXXeHHbIV NMMMEOLMTO3, 0COOEHHO Y AeTel CTapLUero Bo3pacTa 1 HauMHakLWycs
TPOMOBOLMTONEHMIO.

Ons gnarHocTtukm OJ1 OCHOBHbIM METOAOM BepudrKkaumm gnarHo3a aBnseTcsa uccrneaoBaHMe MMenorpaMmel,
KOoTopas no pesynbrataM Halux uccregoBaHuin nposoannack B pernoHax scero B 40%.
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BJIUAHUE HACBILNEHUA KUCJIOPOJA B KPOBU HA CTEIIEHb
HE3APAILEHUSA OTKPBITOI'O APTEPUAJIBHOI'O ITPOTOKA Y
HEJOHOIIEHHBIX HOBOPOXJEHHBIX JETEN

KapaneTsH T.WW., HypranueBa X.)XK., AntbiH6aeBa IB.
KasHMY um. C.[0. AccheHansiposa, r. Anmarbl

OTKpbITbIV apTepranbHbIi NPOTOK — AOCTATOYHO YacTo BCTpevYaeMas NnaTtonorus cpean HoBOpoXXAeHHbIX. B Ha-
CTOsILLiee BPEMS BCTpeYaeTcs Yalle, B CBA3W C yBENMYEHNEM BbKMBAEMOCTW HEJOHOLLEHHbIX. 3aZepKKa 3akpbITus
npoToKa HaxoanTcsa B 06paTHOM CBA3W C reCTaumoOHHbIM BO3PacTOM NpU POXAEHUN, C OXBAaTOM, BapbMpyOLWUM OT
20% cpeny HeoOHOLWWEHHbIX cO cpokamu bonee 32 Hepenb 0o 60 % cpeawn geTen, pOAMBLUMXCA paHee 28 Heaenu
rectauuu [1,2]. Tak ke n3BecTHbl cnyyau, korga OAll HabnogaeTcs U 'y JOHOLIEHHbIX HOBOPOXAEHHbIX, YTO MOXET
ObITb CNEACTBUEM BIUSIHUSA 3K30T€HHbIX U SHAOTEHHbIX (DaKTOPOB Ha Mo BO BPEMS BHYTPUYTPOOHOro pa3suTtus
(cemeliHbIV aHaMHe3 1 reHeTu4eckas npeapacnofnoXeHHOCTb, KpacHyxa, MeankaMeHTO3Hble npenapaTsl unu an-
Koronb BO BpeMsi 6epeMeHHOCTH, caxapHbli AnabeT matepu n T.4.).

Cnepyet oTnnyaTb NaToU3NONOrNi0 CyLLECTBOBAHNSA OTKPLITOrO apTepuarbHOro NpoToka Y HeJOHOLLEHHbIX
geTen, Yo MexaHU3Mbl 3aKpbITUSi MPOTOKA OCTAlOTCS HE3PENbIMU, 1 €ro NAaTOPU3NONOTMI0 Y AeTeln, POXKAEHHbIX
B CPOK, Y KOTOPbIX OTKPbITbIA apTepuarnbHbIl NPOTOK AEACTBUTENBHO SIBNSETCSH BPOXAEHHLIM MOPOKOM cepALa u
BO3MOXHO CBSi3aH C aHOManuen anacTuyeckomn TKaHW BHYTPU CTEHKU NpoToka [3,4].

Kak n3BecTHO, B HOpMe y IOHOLLEHHbIX AeTeN NoCTHaTanbHas KOHCTPUKLMSA CONnpoBoOXaaeTcsa obnutepavmen
npocBeTa, NpekpaLleHnem KpoBOTOKa MO vasa vasorum M1 yTOonweHneM MbILLEYHOro Crios CTEHKM NpoToka B 3 pasa,
nocne 4yero nNpouecc JOCTaBKM KMCNOPoAa U HYTPUEHTOB CTAHOBUTCHA HEBO3MOXHbIM [1 €.122;5].

Kpome Toro, Hanbonee BaXkHbIM PU3NONOrM4eckum hakTopom, OTBETCTBEHHbBIM 3a 3aKpbITME MPOTOKA, CYATAETCA
Cy>XMBatOLWNN 3 EKT HANPSKEHNS KUCNOPOAa B apTepuarnbHOM KpoBU. Takas CyunBatolLLlasi peakunsi ycunupaeTcs
no Mepe Co3peBaHus NIoAa U BO3HMKAET Npu 6oree HU3KOM HanpsXXeHUM Kucropoga no mepe npubnmkeHns koHua
6epemeHHocTn. OgHaKo, Ha MpakTMKe MMETCS criyyau, Korga npy yBenuyeHny napumarnbHOro JaBneHus kucnopoaa
B KpoBu pebeHka, ctpagatowero OAll, BotannoB NpoTok Ha4YMHaeT yMeHbluaTbCa B AuameTpe. B ocHOBHOM 3TO
MOXHO MpPOCNeanTb NpYU NPOBEAEHUN TMNEPOKCUYECKOro TecTa, KOTOPbIV NpUMeHseTca Ana anddepeHumanbHOn
OVarHoCTUKN KapAMOreHHOro unaHo3a v umaHosa npu Apyrux, Yalle nerovHbix, 3abonesaHusx.

He ncknioveHo cyxuBatllee BNMSHUE Ha apTepuanbHbI NPOTOK KaTexonaMuMHOB, OpaguKknHMHa U MHIMOKU-
TOPOB NpocTarnaHguHCHMHTETa3bl. Tak e, CHUTaIT , YTO TPOMOOKCaH, OOHapyXMBaeMbli B NErKMX NOCNe NepBoro
BOXa, MOXET BbICTYNaTb B pONv COCYAOCYXMBaILLEro areHTa Ans NpoToka, NoCTynas B HEro Yepes vasa vasorum
. BbIno nokasaHo, 4YTo Npu MHAY3MM NpocTarnaHauHa Tuna E paclumpsaeTcsi Cy>XeHHbI apTepuarnbHbIA NPOTOK Y
HOBOPOXXAEHHOTO, B TO BPEMS KaK MHIMOUTOPbI MpOCTarfnaHCUHTETasbl MOryT 3aKPbITb YCTONUYNBO (PYHKLIMOHUPYHO-
LUMIA NPOTOK B NEPBble HECKOMBKO AHEN UNW Heaenb XU3Hu pebeHka. B 3apalleHnmn npoToka He COBCEM siCHa porb
aBTOHOMHOW HEPBHOWN CUCTEMBI. VI3BECTHO, YTO MPOTOK YENOBEKA, @ TaKXKe HEKOTOPbIX BUAOB XMBOTHbLIX CHabXeH
Kak cMMMaTU4eCcKMMu, Tak U napacnumnatuyecknmMm HEpPBHbIMU BOJIOKHAMU. VIX XUMUYECKNEe MeanaTopbl CyxarT
NpOTOK, X AeNCTBME yCUnmBaeTcst Kucnoponom [6].

Takum obpasom, AaHHasa HayyHad paboTa HanpaBneHa Ha aHanu3 KITMHUYECKUX AaHHbIX C Lierbilo YyCTaHOB-
neHus B3aMMOCBA3N Mexay napuvanbHbiM JaBreHWEM KUCNOpoaAa B KPOBM HEQOHOLLEHHOTO HOBOPOXAEHHOIO U
anameTpoM apTepuarnbHOro NpoToka.

Lenb. 3yunTb BNUsSHME Kncnopoa Ha 3apalleHne apTepmanbHOro npoToka.

Mamepuarnbi u MemoOsi uccriedosaHus. MaTtepnanamu ons nccnegosaHus nocnyxunu 20 nctopun 6onesHu
He[OHOLUEHHbIX HOBOPOXAEHHbIX, CTPpaAaloLmnX BPOXKAEHHBIMU Nopokamu cepaua (B 4aCTHOCTU, OTKPbITbIM apTe-
puanbHbIM MPOTOKOM), HAXOAALLMXCSA Ha NedeHun B LieHTpe nepnHaTonorum n 4eTCKkom Kapanoxmpyprum (c aerycra
no okTA6pb 2017 roga). B KOHTPONbHYIO rpynny BOLAW 6 HEAOHOLUEHHbIX AeTeNn, NONY4YMBLUMX OKCUTEHOTEPAnUIo U
HabnogaBLINXCA B AUHAMUKE.

MeToabl uccrnefoBaHus BkNoYanu B cebsi:

1.KnuHuyeckne metoabl (recTaumMoHHbI BO3pacT, P13n4eckoe pa3BnTME Ha MOMEHT POXAEHWS, OLleHKa remo-
anHamukm (UCC);

2.JTabopatopHble nccneposarus (pO,; pH — kposwm);

3.NHcTpymeHTanbHble nccnegoBanus (AxoKT, peHTreHorpadwms rpyaHorn nonoctu) — wnpokuii OATT; yaknii OATT.

Pesynsmamsi uccnedosaHus. Kak BbIACHUNOCHL, NPy aHanu3e cobpaHHbIX AaHHbIX, GONbLUNHCTBO HOBOPOX-
OeHHbIX, cTpagatowmx OAT, okazanucb ManbyYmnKn, UX KONMYeCcTBO cocTaBuno 63%, a geBoyek —37%.

CpefHsasa macca Tena uccrnegyeMblx geten coctasuna 1651 rpamm. o macce Tena MOXHO BblAenuTb AeTen
C 9KCTpeMarsbHO HU3KOW Maccow Tena, kotopble coctaBunu 15,8%, geten ¢ o4eHb HUM3KOM Maccon Tena - 36,8%,
neTen ¢ HM3Kom maccon tena — 31,6% v geten ¢ HopmarnbHbIM Becom 6onee 2500 rpamm —15,8%.

lemogvMHamuka oueHuBanacb MO 4acToTe CepAeyYHblX CokpaleHui. CpeaHee KONMYeCcTBO CepAeYHbIX CO-
KpalleHu coctaBmno 147 yoapoB B MUHYTY, NpU UHAMBUAYANbHOM NoAX04e TaXMKapaus He permcTpupoBanach
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YT0 Kacaemo HenocpeaCcTBEHHO OTKPLITOrO apTepmnanbHOro NPOToKa, TO €ro NoApPa3aensioT Ha Y3KUIA 1 LUMPO-
k. Y3kun OAT Budyanuauposancs y 68,4% getewn, wmpokun —y 31,6%.

Mpn OAIN remognHammyeckuii cbpoc npomcxoauT crieBa-HanpaBo ¢ oboraleHmemM Manoro Kpyra kposoobpa-
WeHNsa U AanbHENLWM pa3BUTUEM NErovYHon runepteH3nn. KOCBEHHbIM OTpaKeHUeM FIErOYHON rMnepTeH3un Ha
peHTreHorpamme rpyaHoON KNeTkn Mbl BUAUM YCUTIEHWNE NErOYHOro pUcyHka. Hamu BbISIBNEHO YyCUMEHME NErO4HOro
pucyHka y 6% uccnenyembix geten ¢ OArll, He cBA3aHHbIX ¢ BYTI.

Y Bcex aeten ¢ OAIT 6bINo N3y4YeHO HachlleHe KpoBU Kucnopoaom — pO,. Takxe BaxHO 6bINo yCTaHOBUTL
koppensauuio mexay pO, n anametpom OATT. KoaddmumneHT koppensauum (r) Mexay 3TUMu Benu4Hamm cocTaBun —
0,1455. Tak kaKk y1cro otTpuuaTtenbHoe, crieayeT nonaraTb, YTo UMeeTcs obpaTHasa ceasb mexay pO, v anamMeTpom
apTepuanbHOro NpoToka, T.e. Yem Bonblue napumanbHoe AaBreHne KMCnopoaa B KPOBM HOBOPOXAEHHOrO, TeM
MeHbLle anameTp BoTtannoBoro npoToka.

Kpome Toro, 6bin paccuntaH KoahULMEHT KOPPENSLMU MEXAY CPOKOM rectaumm n guametpom OATT, KoTophIi
coctaBun 0,047, Tak kak JaHHOE 3Ha4YeHne NONOXUTENbHO, CrefoBaTeNbHO MEXAy 3TUMU BENUYMHAMU UMEEeTCH
NpsiMO NPOMOpLUUOHanbHas CBs3b, OAHAKO, TaK Kak 3HayeHne MmeHble 0,5, koppensaums cuntaeTcsa crnabon.

Tak kak Luernbio nccnefoBaHus ABUNOCH BbIIBIIEHME BITMSHUS KOHLEHTpaUum kucrnopoaa Ha 3apaweHue OATT,
TO npoaHanuanposas pH KPOBM HOBOPOXAEHHbIX, ObINO cAenaHo 3akmntoyeHne o ToM, 4YTo 26% 13 HUX nmenu ac-
dukcuto (5 geten). Npun yctaHOBRNEHUM CBA3KN pH KPOBK, OTpakatoLen cteneHb acUKcumn, U cpeaHero 3HavyeHus
pO, OTMEYEHO, YTO 3TU 3HAYEHUs HE3aBUCUMbI IPYT OT Apyra.

M3 20 peTert Obina BblaeneHa KOHTPOnbHas rpynmna, cocTtosiLas u3 6 HOBOPOXAEHHbIX, KOTOPbIM Obina npoBeaeHa
okcureHoTepanus. [py cpaBHeHWW OaHHbIX OO M NOCHe MPOBEAEHUS] OKCUreHoTepanun pesynbTaTbl Nokasanu, Y4To
cpenHu anameTp OAI, koTopbii Npu poxaeHun coctasun 0,325 cm, ymeHbLumnesi Ha 0,12 cm n coctasun 0,205 cm, npu
3TOM, €CNK1 A0 poXxaeHus konuyecTso aeten ¢ y3kum OAI coctaBnsano 17% (2 HOBOPOXAEHHbIX), a C LUMPOkUM — 83 % (4
HOBOPOXAEHHbIX), TO MOCME OKCUreHoTepanuu konuyectso aeten ¢ y3kum OAIl coctaBuno 83% , a ¢ wnpokum — 17%.

CpeaHee aHadeHune pO, B KpOBM Npy poxaeHun coctaenno 23,8% (8 Hopme 40—-60%), ogHako nocne okcure-
HoTepanuu 3aTo 3Ha4YeHne yeenuumnock o 50,3%, 4To ssBnsaeTcs HOpMOW.

CpepaHee 3HaveHue pH KpoBW Npu poXxaeHun coctaBuno 7,26, nocne okcureHoTepanum 3ToT nokasarternb 13-
MEHUNCSA He3HavnTenbHO — 7,38, n To 1 Apyroe 3HayeHvne pH aBngeTcs HOPMOW AN HOBOPOXAEHHOTO.

Bbi800b!.

1. BMNC (OAIl) yaLue pernctpupyeTcs y HOBOPOXAEHHbIX C HU3KOM Maccoi Tena (3kcTpemMarnbHO Hu3kon — 15,8%,
0YeHb HM3Kon maccol — 36,8%), Huskon maccor — 31,6%).

2.Y 68,4% HOBOPOXAEHHbIX AeTel BU3yanuampyeTcs LUIMPOKUIA AuaMeTp apTepuanbHOro npoToka c pa3Butnem
B 6% crny4aeB reMoanHaMM4YecKow Neperpysky Marnoro Kpyra KpoBoobpatlleHus.

3. Y HoBopoxaeHHbIx geten ¢ BIC (OAIlT) cocTosiHue achukcum He Bbino KpUTU4eCcKnM (CpeaHee HacbilweHne
KpoBu kucnoponom coctasuno 39,3%).

4. BoisBrieHa 06paTHO NponopuuroHansHasa ceasb Mexay anametpom OAM v pO, (r = - 0,15).

5. lecTauMOHHbIA BO3pacT HOBOPOXAEHHbIX CYLLECTBEHHO He BNUSIET HA pa3Mepbl apTepuanbHOro npoToka
(r=10,05).

6. PaHHee npMMeHeHne okcUreHoTepanmm HeJOHOLLEHHbIM HOBOPOXAEHHBIM JOCTOBEPHO BIIUAET Ha CyXeHne
apTepuanbHoro npotoka (p <0,01).
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KJIWHUYECKHUHN CJOYYAN HEMHO®EKIIMOHHOI'O TENTATUTA
B CTPYKTYPE JIUXOPAJAKHU HESACHOI'O I'EHE3A

'Kemenb6ekoBa M.T., '"HyputamHoBa M.M., 2MapwankuHa T.B., 'KypmaH6ekoBa C.K.
'KasHMY um.C.[1.AccheHausipoBa, rrAnmMarhl
2HayuHbl LeHTp neguatpum n getckon xmpyprumn PK, rAnmarsbl

B npakTuke Bpava-neguatpa HepeaKko NpUXOAUTCS CTanknBaTbCsA C CUTyaUnen, koraa AnuTenbHas nuxopagka
HEsICHOW 3TUONOMNN NOPOK SBMAETCA OCHOBHbIM UINMM [axe eAMHCTBEHHbIM Npu3Hakom 3aborneBaHus. Y Takux
NnauMeHToOB rMnepTepMus ocTaeTcs HEACHOW, 3a4acTyto, NOCrne NpoBeAeHNs LWMPOKOro kpyra nabopaTopHo-guna-
FHOCTUYECKMX mccrnedoBaHun. Anroputm BefeHus naumenTta ¢ JIHI npegnonaraet, kak npaBumio, NOUCK Tpex Be-
Aywmx rpynn 3abonesaHuin: MHPEKLUNOHHON, HEMHPEKLIMOHHOM U OHKONOrMYeckon. AHamnu3 AaHHbIX NUTepaTypbl
CBMAETENLCTBYIOT O TOM, YTO Hanbonee 4YacTon NPUYNHOM ANUTENbHbLIX HeAACHbIX Nuxopagok (JIHI) saBnstoTca
reHepanv3oBaHHbIE UITW NTOKaNn30BaHHblEe MHAEKLIMOHHO-BOCNANUTENbHbBIE MPOLECChI, KOTOPbIE BbISIBMAKTCA Npu
paclUMpeHHbIX MeTogax uccnenoBanus. NpuynHa cTonb ANMTENBHON BepudukaLmm agnarHo3a, Hepeako, KpoeTcs
B aTUMMYHOM T€YEHUN OCHOBHOrO 3abonesaHunsa. OgHum 13 3abonesaHuin, npoTtekatowmx ¢ JTHI, aenaetca ayTonm-
MYHHbIV renatuT [1].

AWT - oTHOCKTenbHO peakoe 3aboneBaHue, B NocrneHne rogbl OTMeYaeTcsl 3aMeTHOE NOBLILEHNE YaCTOThbI
3TOro AmarHosa, ocobeHHo B npe- unu nybeptaTtHom nepuoge. Jvua xeHCKoro nona aHa4uTenbHo Yalle noasep-
XeHbl JaHHOW NaToNorMu, No CPaBHEHUIO C NULAMKN MYXCKOro nona, 4:1 cooTBeTCTBEHHO [2,3].

KnnHnueckas kapTuHa u TeveHne AV Becbma pa3HoobpasHa. Mpu nepeom 06cneaoBaHmmy naumMeHTa BO3MOXHO
KakK MofIHOe OTCYTCTBME CUMMNTOMATUKN, Tak U OCTpoe, Aaxe pynbMUHAHTHOE Havano. Y 25-30 % nauveHTOB-geTen
Ha4yano MoXeT HanoMMHaTb OCTPbIA BUPYCHbIV renatuT. Ho Yalle Havano nocTeneHHoe: HapacTaeT crnabocTb, He-
JoMoraHue, NoBeJeHYECKMe pacCTPOMUCTBA, aHOPEKCUS U NULLIb CMYCTS HECKOMBbKO MECALEB NOSIBNSAOTCS XenTyxa
1 pmsmkanbHble JaHHble XpOHMYeckoro 3aboneBaHusi nevexun [4,5].

CornacHo gaHHbim C.[.IMogbiMoBoM Nnuxopagka, npu4emM B 00MbLUMHCTBE CryvaeB JocTurasLias pebpunbHbIX
umMdp K, 3a4acTyro, CONPOBOXAABLUAACSA apTpanrusiMn y Bcex HabntogaemMbix B3pocrbix 60nbHbIX AU Y HeKoTopbIX
6ornbHbIX NoBbileHne TemnepaTypbl oT 37,5 go 39 C, coveTaBweecsd ¢ ysennyeHnem COS o1 40 go 60 mm/4y npe-
obnagano B KNMHUYECKOWN KapTuUHe 1 3abonesaHne nedYeHn BHavane He gnarHoctupoBanochk [2]. lanonupytouwee
TeyeHne 6onesHn c NMXopanKkon 1 pesko BbIpaKeHHOW AMCNPOTENHEMMUEN BbIHYXXAAn0 NPOBOAUTbL AnddepeHLn-
anbHyl ANarHoCTuKy ¢ 3aboneBaHMsMU, MPOTEKAKLLNMU C BbICOKOW TEMMNEPaTYpOW.

B knunHuke AU Hapsigy C UISMEHEHUAMM CO CTOPOHbI NeYeHn Habno4aTCa CUMNTOMbI CUCTEMHOMO BOCnanu-
TernbHOro CMHApoMa: numdoageHonaTus, MManrum, apTpanrum, KoXHble BbicbinaHnsd [6]. Hecneumndwunyeckne KNUHM-
Yyeckue npusHaku npu AUT B 38 % cnyyaes coveTaoTCsd C UMMYHHbIMY 3a60neBaHns MU, TakKUMU Kak a8y TOUMMYHHbIN
TMpeouauT, Hecneundmnuyecknii A3BEHHbIN KONUT, AU dY3HbIV TUPEOTOKCUYECKUI 3006 1 CUHOBUT. B peakmx criyyasnx
AWl conyTcTBYlOT peBMaTouaHbIA apTpuUT, reMonMTMYeckne aHeMmmu, HedponaTumn, CUCTEMHAsI cKnepoaepmus,
dunbposupyowun anbBeonuT, yanosas aputema, cuHapom Lerpena, CREST-cungpom, Overlap-cuHgpowm c ML,
unu MCX, nonumMMosunT, nMxopagswmnin NaHHUKYIUT, caxapHbiin anabeT 1 Tuna. Y 25 % 6onbHbIX 0TMevaeTcsa bec-
CMMMTOMHOE cyOknunHuyeckoe TeveHne n AU gnarHocTupyeTcs yxe Ha cTaguun umppo3sa neyenu. [7,8]

N3meHeHnsa nabopaTopHbIX AaHHbIX, XapakTepHble Ana AU, BkroyatoT B cebs NoBbILLEHNE yPOBHS raMMarno-
6ynuHoB unu ummyHornobynuHa G (IgG) B 1,5 pasa no cpaBHEHUIO C AONYCTUMbIM 3HAYEHNEM, U NOSIBIIEHNE ayTO-
aHTuTen (ArM [SMA], AHA [ANA], AAA [AAA], LKM). MeToabl BU3yanbHOW ANArHOCTMKN HE UTPaIOT 3HAYNTENbHYHO
ponb B anarHoctuke AU ogHako No3BONAT OLEHMBATb aKTUBHOCTb 3a60neBaHns 1 UCKINoYaTh Apyrve NaTtonorum.
MexayHapogHow rpynnow no ndyyenuto AVl npeanoXeHbl AMarHocTuyeckne Kputepum n 6annbHas cuctema gua-
rHOCTUKM 3TOro 3aboneBaHus, npeacTaBneHHas F.Alvares, cornacHo KOTOpOI BblAENAETCs AnarHo3 «onpeaeneH-
Horo» n «BeposTHoro» AWI [9]. TucTonornveckne npusHaku «onpegeneHHoro» n «sepoatHoro» AU ognMHakoBsbl.

Mo panHbiM C.O.MogbimoBow [2], npy AU yacToTa nepexofa B LMPPO3 Bbille, YEM Y BOMNbHbIX C XPOHUYECKUM
BMPYCHbIM renaTnToM. MNpogonmKUTENbHOCTL XU3HU OOMbHbBIX C HEBBLISBMEHHBLIM MArHO30M U, COOTBETCTBEHHO, HE
nony4yaBLIMX HEOBXOAMMOro ropMoHanbHOro nevyeHus coctasnset 5 net B 50 % cnyyaes. [Npu nevyeHnmn coBpemeH-
HbIMU UMMyHocynpeccaHTamu B 80-90% cnyyasax NpoOAOMmKMUTENbHOCTb XU3HN B cpegHem coctaBnset 10-15 ner.

Ha cerogHsiwHum geHb agnarHoctuka AV aBnseTcst CoXHOW 1 B negnaTpudeckon npakTuke, 6onblioe 3Ha-
YeHne MMeeT KOMOUHUPOBAHHOE MPUMEHEHWE Pa3fMYHbIX METOAOB ANArHOCTUKW: OonpefeneHne ayToaHTUTEN K
rnagkow myckynatype (AIM), aHTuHykneapHbix aHTuten (AHA), aHTuakTuHoBbIX aHTuTen (AAA), ne4eHo4YHOo-MNo-
YeYHbIX MUKpOocoManbHbIX aHTuTen (LKM) 1 ructonornyeckoe noaTBep>KAeHne ¢ Lenblo Kak MOXHO Gonee paHHero
pacrno3HaBaHus 3aboneBaHnsa U CBOEBPEMEHHOro Havana nevennsa [10,11,12].

MpuBoauM co6CTBEHHOE HaGngeHue

Oesouka K. A., 4 roga B oktabpe 2017 r mocTynuna B OTAENEHUe CNOXHOMW coMaTuyeckon nartonorun Ha-
YYHOrO LeHTpa negmaTtpum n getckoit xupyprum M3 PK Ha 8 Hepene 3aboneBanus. XXanobbl npy NocTynneHumn Ha
eXxeaHeBHble, HeoQHOKpaTHble (0T 2 0o 4 pa3) nogbembl Temnepatypbl o 38,2°C — 39,5 — 39,8°C B TeyeHue oHs,
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cnabocTb, ObICTPYI0 YTOMIIAEMOCTb, CHUXXEHME anneTuTa.

AHamMHe3 3aboneBanus: NoBoAOM N8 rocnMTanuaaummn nocnyxuna anutensHas (6onee 1,5 mecsues) nuxopag-
Ka HesACHOro reHesa, oTcyTcTBME yOeanTensHOro guarHo3a nocrne nonHoro obcneaoBaHUs Ha aTanax NepBUYHOrO
MEAMLNHCKOro 3BEHa Y OTCY TCTBUSA NMONOXUTENBbHON KITMHUYECKON AVMHAMUKN Ha ONNTENbHYI0 aHTMOaKkTepranbHyo
Tepanuio ¢ npuMeHeHnem 6onee 7 KypcoB aHTUGaKTepManbHOW Tepanuu NpakTUYECKM BCEX Py, BKMYasA aHTU-
OMOTUKM (DTOPXMHOMOHOBOrO psfa. okaszaHuAMK ANsA Ha3HavYeHUs aHTUbaKTepmanbHOWM Tepanuu CRyXunu: onu-
TernbHas NMXopazka, Hannyme CMMNTOMOB OOLLEeNn MHTOKCUKALMW U U3MEHEHWSI B aHann3ax KpoBU, CBOWCTBEHHbIE
OakTepranbHOM NHEKUNN — BbICOKUIA HEMTPOUITbHBIV NENKOLUTO3, pe3koe 1 cTolkoe yckopeHust COB go 60 mm/
yac. 3a 10 — 14 gHen 00 NosiBNeHus nuxopaakm 6bin yKyc oBoga U Nerkve kataparnbHble SBreHUs.

Pocna un pa3snBanacb cCOOTBETCTBEHHO Bo3pacTy. /13 nepeHeceHHbIx 3aboneBaHui pegkne OPBU. XKuseT B
YaCTHOM JOME CENbCKOW MECTHOCTU, rAe MMETCS AOMaLUHNE XUBOTHbIE Y NTULLbI.

O6bekTMBHBIN cTaTyc: [Npy NoCTynneHnm coctosiHme pebeHka oLeHMBanNoch Kak CpefHEeTsKernoe, 3a c4eT CUM-
NTOMOB 00Len MHTOKCHKauun. KoxHble NokpoBbl 6riefHble, cBOGOAHbIE OT BbiCbiNaHWi. KaTapanbHbIX SBNEHUA He
obiro. OTekoB He Habnganock. B dumsnyeckom passuTtum He otcTtaBana. Macca Tena 17 kr (15-75% UeHTUNbHbIN
kopugop), pocT 104 cm (50-75 % ueHTunbHLIA kopruaop). [ogKoXKHO-KMpoBas kneTyaTka pacnpegeneHa paBHOMEpPHO.
Mepudpepnueckne nuMooy3nbl He yBenuyeHsbl. [Npu pusnkansHoM obcnegoBaHumn obpaTuno Ha cebsa BHUMaHue
yBENUYEHNE pa3MepPOB NeYeHn, KoTopas BbicTynana ns-nog kpasi pebepHon ayru Ha 2,0-3,5 cm, kpal NrOTHbIN.
CeneseHka He nanbnupoBanacb. B octansHoM no opraHam u cuctemam - 6e3 oTKIoHeHUn. Prusnonornveckme oT-
npaBrieHns 6binu B HOpMe. VIsaMeHeHus LBeTa Moun 1 Kana He 6bino.

Ha poHe npumeHeHns aHTMNMpeTMYeCcKMX NpenapaToB TemMnepaTypa Tefna CHKanacb 40 HopMarbHbIX Ludp,
noTpebHOCTbL B aHTMNMpeTrKax ot 2 4o 3-X pa3 B CyTKN.

OaHHble nabopaTopHbIx 06cnegoBaHuin: B o6LLeM aHann3e KpoBU Ha 2 AeHb rocnutanusauuun: 3p 3,97*10'%;
HB- 95 r/n; Tp-Tbl - 445*10°%; J1. — 10,53*10°%

B.—-0,1%; 303. - 0,6%; C—72,4%; Ndb. —21,7% ; M. - 5,2; CO3 40 mm/yac. Yepes 7 aHen B OAK npocnexmsa-
NOCb CHUXEHWUe YpOBHSA remornobuHa fo 91 r/n; noBbiweHWe nerikoumToB o 28,09*10° co caBUroM nemnkountTapHom
dopmynbl BNeBo u yckopeHnem COD o 42 mm/yac. MNosBunucb euHUYHbIE NNasMaTuyeckmne KNeTkM  MOHOLUTHI
C LUMPOKOW LMTONNasmon. Tokcnyeckas 3epHUCTOCTb HEMTPOMMoB.

B aHanuse KpoBM M3MEHEHMUS Kacanncb TakMx NnapaMeTpoB, kak TpaHcamuHasbl (AnT, AcT), J1O, 6unupybuna
1 Hecneuundguyecknx mapkepoB BocnaneHus (CPB), peBModakTtopa B CTOPOHY MX NOBbIWeHUS. 3HavyarnbHble no-
kasatenu AnT- 276 U/, AcT- 171 U/I, NAT- 1816 U/I, o6wero 6unupybuHa - 11.9 mkmonb/n. Ha 14-1 neHb oTmevanoch
pe3koe noBblWweHne nokasatene AnT o 1826U\L, AcT - 4326 U\L, o6uwero 6unupybuHa go 55,7Umol\l, npsimoro
oununpy6buHa go 45 Umol\l.

O6palanu Ha cebs BHMMaHne 1 NoBbleHne KoHueHTpaunn C- peakTuBHOro npoterHa go 95.68mg/l, wenou-
Hon cpocaTasbl go 331 U/l; pesmodpaktopa (RF) oo 2,43 Ul/mn; dpepputnHa — go 3832.4ng/ml.

B kauyecTBe nabopaTtopHOro mapkepa ayToMMmMyHHoro 3abonesaHus onpegened ANA - 0,55 (<1,00-otpuua-
TernbHO) — pe3ynbTaT OTpULATENBHbIN.

[aHHble MHCTPYMEHTanbHbIX METOOO0B MCCNefoBaHus:

PeHTreHorpadusa opraHoB rpyaHOM KNEeTKM He BbisiBUIIa MHAUITbTPATUBHBLIX U3MEHEHWI NTEFOYHOM TKaHM.

KT opraHoB rpyAHON KNeTKn nokasano Hannyne cBOOOAHON XMAKOCTM B NreBpanbHON NoNocTn cnpaea Ao 75
MM, yBEenuYeHne BHYTPUrPyAHbIX TMMEOY3noB 40 6 — 7 MMm.

Y3W opraHoB GproLLHON MOMOCTN ONPeAenno renaTomMeranuio ¢ peakTUBHbIMU U3MEHEHUSIMWU B HEW, C Npu-
3HaKamu acumTa no KOHTYPY NeYeHu.

KT opraHoB GpOLLIHOM MOMOCTM C KOHTPacTUpPOBaHMEM — renaTomeranusi, B MpoeKLMmM rofioBKM NOAXKENY404HON
Xenesbl onpefeneHo rmnogeHcHoe okpyrnoe obpasoBaHue pasmepom 1,2*1,1 cm, ¢ nnoTHocThlo 35H, yBenu-
YeHneM napakaBarbHbIX 1 napaaopTanbHbIX MMMdoy3noB A0 7 — 8 — 9MM NpoTsKeHHOCTbIo Ao 18 n 20 mm, ¢
YMEPEHHBLIM CKOMMEHNEM KNAKOCTU MeXAy NeTNsiM/ B KULLIEYHWKE U B AYrNacOBOM MPOCTPaHCTBE.

Mo paHHbIM OXxoKI™ He BbIsIBIIEHO pacluMpeHne nonocten cepaua KnanaHHbii annapat cepaua He U3MEeHeH.
CokpaTtutenbHasa cnocobHOCTb MMoKapaa B HopMe. epukapavanbHOro BbinoTa HeT

PebeHok 6bIn KOHCYNBTUPOBAH APYTMMW Y3KMMW CrieunannctamMmu: OHKOMNOroM - aHHbIX 3@ 3110Ka4eCTBEHHOe
HoBooGpa3oBaHue HeT. Kapguonorom - BropuyHbein mnokapauT. BeretatnusHasa ancdyHkums. [Baxabl KOHCYNbTU-
poBaHa MH(MPEKLUNOHNCTOM - HE UCKMYancs renatut 300HO3HOW 3TUONOTUN.

JleyeHve npegycmaTtpuBano oTkas oT aHTMbGakTepuasnbHON Tepanuu 40 BbIIBNEHWS MPUYMHbLI 3aboneBaHus,
renaTtonpoTeKkTopbl, Ae3MHTOKCUKALMOHHY0 Tepanuio. OQHAKo C pe3KUM MOBbILLEHWEM YPOBHSA TpaHcamuHas bbina
NoJKmoYeHa ropMoHarnbHasa Tepanust u3 pacyeta 3 Mr/kr, Ha oOHe KOTOpou 1 Gbina oTMeYeHa NonoXutenbHasa
KNMMHMYEecKast JMHaMuKa C MOSHOW HopManuaauuen TemnepaTypbl, yMEHbLUEHNEM Pa3MepPOB NeYeHN U HOpManu-
3aumen TpaHcaMmHas.

KaTtamHecTuveckoe HabrnogeHne 3a 4eBOYKON CNYCTA 2 HeAenu nocre BbIMUCKU U3 cTauMoHapa He BbISBUNO
naTonorvyeckon cuMmntTomaTuki. HopMmanusaumsa temnepartypbl Obina CTOMKON.

CnoXHOCTb JaHHOTO Cly4Yas 3akto4yaeTcs He TOMbKO B ANTMTENBHOM ANArHOCTUYECKOM NOUCKE, HO U B PEAKOM
COYeTaHMN BEPOATHOIo ayTOMMMYHHOIO renatuTa c IMCTEPMO3HON UHMeKunen, noaTeepxaeHHon 6onbLue nabopa-
TOPHO. JIMCTEpMO3HbIe renaTuTbl ABMNATCA Yalle NposiBlIEHNEM CENTUYECKOro npoLlecca npy AaHHOW MHEKUNN.
M3onmpoBaHHasa dopma renaTtMToB NUCTEPMO3HON STUONOTNK, BUANMO KpanHe pefkas cuTyauums C Cepbe3HbIMU
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nporHosamu. B amepukaHcKon nutepaTtype Mbl HaWNW OTAeNbHbIE COOOLLEHUS, rAe aBTOPbl ONMckIBatoT 3 cny4vas
TPYAHON AMArHOCTMKN renatuTa NMcCTeprMo3Homn aTnonoruv. B ogHoM crnyyae gnarHos 6bin nocTaBneH 4epes rof
OT Hayana 3abonesaHus. B 2—x Habnoganca nonoXxuTenbHbI OTBET Ha aHTMbakTepuanbHyto Tepanuio. B 3-em
crnyyae oTCcyTCTBOBana nonoXxuTensHas AnHaMmvka Ha aHTUOMOTUKM N1 NOCMEPTHO y pebeHka BbIABUNY MUNMKU-
apHble abcuecchl B eveHn. B cBA3M ¢ 3TUM BEpPOATHOCTb renatuta NMCTEPUMO3HON aTnonorun mana. 3a gaHHoe
npeanonoXeHne roBOPUT 1 TOT PaKT, YTO FOPMOHarbHasi Tepanust B OTCYTCTBUM aHTUBakTepmanbHOro fneveHms He
npuBena K yxXyAalweHnio B COCTOAHMM NauneHTa.

Hanuune aytommmyHHOro renatuta Gonee BepoATHO. B nonb3y AaHHOrO yTBEPXAEHUS CBMAETENbCTBYIOT
renatomeranus C NOBbILLEHHOW aKTMBHOCTbIO aMMHOTpaHcdepas B KPOBM, rmneprammarnodynmHemus, gucbanaHc
akTnBHocTn CD4 n CD8 T-nMMdounTOB N0 AaHHBIM UMMYHOrpaMM 1 NONOXUTENbHAs KNMHU4eckas n nabopaTtopHas
AVHaMuUKa Ha MPOBOAUMYIO FITIOKOKOPTUKOCTEPOUAHYIO Tepanuio.
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BPOXKJIEHHBIE IIOPOKU CEPAIIA M1 COCYJIOB Y JETEM:
YACTOTA, CTYKTYPA U ®PAKTOPBI PABBUTUSI.

Kypb6aHnoBa M.P., TacnonaTtoB [1.A., AykeHoB A.C.,BopaH6aeBa P.3, CapceH6aeBa I'U.
HayuHbin ueHTp neaunatpun n getckon xupyprum M3 PK, r. AnmaTbl

AkTyanbHocTb. BpoxageHHas nopoku cepaua (BIMNC) no onpegeneHuio 9BnsgeTcs CTPYKTYPHON UNN dOYHK-
LUMoHanbHon GonesHblo cepaua, NPUCYTCTBYIOLEN NpU POXAEHUU, faxe ecnu oHa obHapyxeHa no3sxe[1]. BMNC
SIBNAOTCA Haubonee pacnpocTpaHeHHow npobnemoi, 3aTparnsatollern novtn 25% Bcex geTert ¢ BPOXAEHHbIMU
nopokamu passutus [6,7].

B Pecnybnuke KazaxcTtaH B CTpyKType MnageH4ecko CMePTHOCTM No oULMaNbHON CTaTUCTUKE EXEroqHo B
cTpaHe poxaaetcs ot 2500 go 3 500 geTelt ¢ BpoXXAEHHbIMU M HacneACTBEHHbIMU 3ab0reBaHMaAMM, YTO COCTaBseT
o1 20,0 go 24,3 Ha 1000 HoBopoxAeHHbIX. Cpeamn HUX 80% AeTen Hy XAt TCsA B UX XUPYPruveckon koppekumm [1,2].

PaHHAs guarHocTuka un ceoeBpemeHHoe neveHneBlNC nmetoT 6onbluoe 3Ha4YeHWe ANsi IporHo3a u MoryT npu-
BECTU K 3HAYUTENbHOMY CHUXEHUIO 3ab60NeBaeMoCT/ U CMEPTHOCTU OT BPOXAEHHbIX MOPOKOB. HecmMompsi Ha 3Ha-
YumernbHbie yry4dweHus 8 obnacmu meduyuHsl, BI1C no-npexHemy siensstomcsi 00HOU U3 8edyuwux Npu4yuH cMepmu
U Mo2ym rpucymcmeogamb 8 pa3HbiX 803PacMHbIX epynnax om poxoeHus 00 NodpocmKo8oeo go3pacma [8].

3a nocnegHue 5 net B pecnybnvke oTMevyaeTcs BypHoe pa3BuTME OETCKOW KapAnOXnpyprudeckom cnyxobel, B
CBSI3K C 3TMM M3y4YeHne BonpocoB 3abonesaemMocT  cmepTHOCTH oT BINC ocTaeTcs akTyanbHbIM.
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Llenb nccnepgoBaHuUsA: N3y4nTb 4acToTy, CTPYKTYpPY U bakTopbl pucka doopmupoBanmus BINC y nauneHToB no-
NyYMBLLIMX NedYeHne B OTAENEHNE OETCKON KapaNOXUPYpPrnm U MHTEPBEHLMOHHON Kapauonornn HayyHoro ueHTpa
negunatpumn n getckon xupyprum (HLUMAOX).

MaTepuanbl U1 MeToAbl: PETPOCNEKTUBHO NpoaHanuampoBaHbl uctopum 6onesHen 250 geten ¢ BIC 3a no-
cnegHue 3 roga. Bce naumeHTbl Haxogunuce Ha neveHun B HUMOX.

OwnarHos BINC n conyTcTBytOLWaa Nnatonorus noaTBepXKAanncb Ha OCHOBaHUM CTaHA4apPTHbIX METOL0B uccne-
poBaHusa: OXOKT, peHTreHorpadusi rpygHoON KNeTku, KNMHUKO-NabapoTopHble UCCCrefoBaHNs,aHann3 KpoBu Ha
BYW, npokanbLUMTOHUH, MMMYHOrpamma, aHrnokapavorpadwms, KT n MPT no nokasaHusiM, 6akTepuonormyeckmne
ncccnenoBaHus MaskoB M MOKPOThI.

CtaTtuctmnyeckast o6paboTtka n cosgaHue 6asbl AaHHbIX MO NaLMeHTaM OCyLeCTBAsANOCk B nporpamme Excel.

Pe3ynbTaTbl M 06CyXaeHue.

M3 250 nauymeHToB ¢ BIC HoBopoxaeHHbIx (0T 0 Ao 28 gHen) 6bino 44 (17,6%), neten ot 28 gHer oo 1 roga 99
(39,6%), cTapwe 1-ro ropa 107 (43%) neten. Takum o6pa3om, B BO3pacTHON CTPYKType B BOMbLUMHCTBE Cry4aeB
BCTpeYanucb AeTn NepBOro roaa xusHu, coctasmBlune 57,2%. V13 Hux B 17,6% - 3TO HOBOPOXAEHHbIE OAETU C KpU-
TUYECKMMUN BPOXAEHHLIMU Nopokamu (Tabn.1).

Ta6nuya 1. PacnpedeneHue yacmomsl BI1C y 0emeli no eo3pacmy

BospacTt KonnyectBo

abc %
0-28 gHeml Xn3Hun 44 17,6
et go 1 roga 99 39,6
netu ctapwe 1 roga 107 43
UTOro 250 100

MaunenToB ¢ BIC myxckoro nona 6uino —111(44,6%), xeHckoro nona —139 (55,6%).

TaXKeCTb COCTOSIHUS y AeTel NpU NOCTynneHun 6bino 3a cHeT HeAOCTaTOYHOCTHN KpOBOOOpaLLEeHUS pasnnyHon
ctenenn. Cpeamn conyTcTBytowen doHoBoW natonorum y nauneHtoB B 120 (48,2%)cnyyasx BcTpeyanacb 6eno-
KOBO-3HepreTuyeckas HeJoCTaTOYHOCTb pa3nuyHon ctenenn (I ctenenn—33 (27,2%), 11-17 (14,4%) v 1l cteneHb
runotpodun-3 (1,2%).

Mpu n3yveHumn pesynbTaToB NpeHaTanbHOro ckpuHuHra BIMNC y nnoga, HaMu OTMEYEHO, YTO YPOBEHb A0PO-
[OBOV IMArHoCTUKN BPOXAEHHOrO Nopoka Obin o4eHb HU3KMIA. Tak nuwb B 56 (22.4%) cnyyaeB BbIsiIBNEH AMarHo3
BPOXAEHHOro Nopoka cepALa y nrofa Ha YpOoBHE XXeHCKoW koHcynbTaummn. A B 194 cnyvasx (77,6%) oetv noctynanm
npy NPOSIBIEHMN CUMNTOMOB NaTONOMMN cepALa nocne poXaeHus, C CUMNTOMaMu 3aTSXKHOW MHEBMOHWM, NIOXOW
BeCOBOM NpnbaBku, Kak criydyanHasa aMarHoctmyeckas Haxonka npu npoBeAeHUM yNbTpasByKoOBOro NccrnegoBaHus
cepAua 1 cocyaos.

Mpwu pacnpenenenun no pernoHam geten ¢ BIMC us AnmatuHckon obnactu 6eino 99(39,6%), ns >Xambbin-
ckon51(20,4%), n3 rrAnmatbi26 (10,4%) v KeisbinopaunHckon obnactu 20(8%).

Haunbonbluee konuyecTBo naumeHToB ¢ BIMC noctynuno n3 AnmartuHckon n Xabbinckor obnacTei.

Mpwv npoBeeHun aHannsa akTopoB pucka popmmpoBanus BIMC B 116(46,4%) cnyvasix oTMeYeHbl Takne dak-
TOpbIl, Kak aHemus 26 (10,4%), OPBW 27 (10,8%), recto3bl18 (7,2%), akcTpareHntanbHasa natonorus 7 (2,8%), otaro-
LLIeHHbIV aKkyLwepcknin aHamHe3s 14 (5,6%). CoveTaHnss HeckonbKnx OHOBbIX NaTosormn y 6epemeHHol BCTpe4anoch
B 24 (9,6%). Mo faHHbIM nccnenoBaHus B otaenexve kapavoxmpypruv HLUMAX 3a npegbigyime rogbl B 25% cnyyasax
13 aHaMHe3a BbISIBIIEHO, YTO BO BpEMS NEPBOro TpumecTpa 6€peMeHHOCTU KEHLLMHbI UCMbITbIBANMW TSXerble HepB-
HO-MCUXNYECKNE CTPECCOBbIE CUTYaLIMKW, KOTOPbIE CTanu hakTopamun opMmnpoBaHNs MOPOKOB cepaua y nnoaa [3].

Paccmatpusasg ctpyktypy BINC no Tuny HapyLleHus reMoauHaMMWKM Hamu BbISBMEHO, YTO «bneaHbie» BI1C
BcTpeyanuce B 138 (55%) cnyyasx ¢ runeponemueit Manoro kpyra kposoobpatiexus (QMXKI, MM, OAT, OOABK,
OAC) n o6cTpyKLMen BbIXOAHBIX TPAKTOB (KoapkTauusa aopThl). HactoTa «cuHux» BIC ¢ apTtepuanbHoi runokce-
muen otmevanacb y 18 (7,2%) neten ny 94 (37,6%) aeten anarHocTMpoBaHbl COMeTaHHble NoOpoku cepaua (puc.1).
B 4% cnyvaax y geten 6bin cHAT gnardHo3 OMXKIT 1 npu Tonn4eckon JMarHoCcTuKe NOATBEPXKAEH AMarHo3 - Manas
aHomanus cepaua, kak nepcucTmpytoLlee oBanbHOE OKHO.
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PucyHok 1. Cmpykmypa Bl1C no muny HapyweHus 2eMOOUHaMuKu

Hosonornyeckas ctpyktypa BINC 6bina npeacrasneHa B 30 (12%) cnyyasix OTKpbITbIM apTepuarnbHbIM MPOTOKOM
(OAI), B 34 (13,6%) — nedekT mexnpeacepaHon neperopoaku (AMIM), B 53 (21,2%) — nedekT Mexkeny104KoBon
neperopogku (AMXX), B 13 (5,2%) Tetpaga®anno, B 10 (4%) oTkpbiToe oBanbHoe okHO (OO0), B 7 (2,8%) cnyyasx
KnanaHHbI cTeHo3 neroyHoun aptepun (KCITA), no 2 (0,8%) cnyyas obwero aptepuansHoro ctesona (OAC) obwias
aTpno-BeHTpUKyNsapHas kommyHukauns (OOABK), koapkTauwns aopTel (KoA) nno 1 (0,4%) cnyyato aTpesun nerovyHomn
aptepun (AJ1A) TpaHcno3nnuumn marucTpaneHbii aptepuit (TMA) n dunbpoanacTtosa (tabn.1).

Tabnuya 2. Hosonoeuveckass cmpykmypa Bl1C

KonunyectBo geten
Hosonoruun

abc %
OANN 30 12
aOmMnn 34 13,6
OMXKIM 53 21,2
OAC 2 0,8
TO 13 5,2
ANA 1 0,4
TMA 1 0,4
OOABK 2 0,8
KoA 2 0,8
punbpoanacTos 1 0,4
000 10 4
KCNA 7 2,8

B HacTosiLee BpeMsi BO3MOXHOCTW onepaTuBHOW koppekuuun BINC y HOBOpOXAEHHbIX 1 AeTeln paclumnpstoTcs,
BHEAPSATCA AuarHoctuyeckne u nevyebHble MeANULMHCKME TEXHONOTNN, KOTOPbIE YMy4LlaloT KavyecTBO NeYeHus
peten ¢ BINC, cHuxasa pyck pas3BuTUs OCNOXHEHMWI NOCNe onepauuin Ha OTKPbITOM cepaLe U OeTCKYH CMEPTHOCTb
OT 9TOW natonoruu [4].

Mo AaHHBIM aHanu3a uctopun GonesHen, BCeM NaymMeHTam NpoBoAMIach AuarHoCTUKa, Be4eHve 1 Tepanums Ha
OCHOBE MEeXANCUUNINHAPHOro noaxoAa ¢ y4acTmeM HeBposora, NynbMOHOMNOra u Xxmpypra, HeoHaTonora, cneum-
anucToB nyyesow agnarHoctukn. N3 250 neten nposegeHo B 148 (59,2%) cnyyasx - pagukaneHble koppekuun BIC
B YCMNOBUSAX UCKYCCTBEHHOrO KpoBOOGpalleHnst U rMnoTepMun 1 3akpbiTble onepaunn; B 80 (32%) cnydaax npo-
BeAeHbl MUHUNHBA3UBHbIEPEHTIEHBACKyNAPHbIE OnepaLum Npu BPOXAEHHOW naTonorun cepaua u cocyqos. Y 95
(38%) nauneHTOB NpY NOCTYNNEHNN ANArHOCTUPOBAHO HaNU4Me ConyTCTBYOLMX BPOXAEHHbLIX MOPOKOB Pa3BUTUS.

CocTosiHne nocne onepaunv B aHannsMpyembIx rpynnax geten npu Beinncke 6bino ¢ ynyyweHvems 241 (96,4%)
cnyyasax n 9(8,4%) 6e3 nsmeHeHun. laxe B rpynnax, rae npoBOANNNCHL NannnaTmMBHbIE onepaLmn, COCTOSHNE aeTen
ynyyLanochk, KynMpoBanacb apTepvanbHas runokCeMmnst U rmnepBoNeMUANErknxm 3Tm naumeHTbl roTOBUIMCh Ha
aTanHble onepauum Ha cepaue B NOCNeayoLmM.
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3akntoyeHue. M3yyeHne npobnem BINC npogomkaet ocTaBaTbCsa akTyarnbHbIM B NeanaTpum, T.K. ypOBEHb J0-
pOAOBON AMarHoCTMKN 3TOro NOpoKa ocTaeTcs ewe HU3kMM. B Hawem nccnegoBaHum Toneko y 22,4% faeten 6bin
ycTaHoBneH guarHo3 BIMNC nnoga Ha ypoBHE XeHCKOW KOHCcynbTauuun, a B 78% MOpoK AnarHocTupoBarcs nocne
pPOXAEHUSA U AeTN ANUTENbHO NeYnnMchb NO NOBOAY 3aTSXXHON MHEBMOHMWM, MITOX0N BecoBon npnbasku nnu xe BINC
ObIn cCnyYaHOM AMarHocTMYeCcKo Haxo4KON NPy NPpoBeAeHNN yNbTPa3ByKOBOro MCCNeA0BaHWs cepaLla 1 COCyaoB.

B HLIMNAOX B BO3pacTHOM CTPYKTYpe cpeau nporevyeHHbix nauneHToB no nosoay BINC B 57,2% BcTpeyanuch aetu
0o 1 roga xu3Hu. Hambonee yacteimmn cpeam BIC Gbinv nOpoKM € runepBoneMrert Manoro Kpyra KpoBoobpatyeHus
(55%).ConyTcTBytoLme aKkTpakapamanbHeleManbdopmaunm Habnoganuck B 38% cnyyaes.

Takvm o6pa3oM, Heo6Xxo4UMO MOBLICMTL YPOBEHb NpeHaTaneHon gnarHoctukn BIC ana npodunakTukm oc-
NOXHEHUN A0 ¥ Nocrie onepaunii Ha cepALe; HeobxoaMMOo NPOBOANTL NPerpaBMaapHyo NPpouUNakTUKy NaTonorum
y 6epeMeHHbIX XEHLUWH; NPU HanMynumn nnoxon BeCoBov NpubaBkn 1 3aTSXKHOW MHEBMOHWUY HanpaBrnsaTb CBOEBpe-
MEHHO [eTel B cneuvanvM3vpoBaHHOE OTAeneHve Ang Tonm4eckon anarHoctuku BIC; Bcem getam Heobxoamnmo
nposefeHne Bo3pacTe 1 mecsaua —ynbTpa3ByKoBOE NCCneaoBaHue cepaua U coCcyaoB.
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OIINBKHU U OMTACHOCTH B IMAT'HOCTHUKE U JIEYEHUU
WHBATUHAIIUM KHIIEYHUKA Y JETEH

Kyat6ekoB [1.K., YmewoB A.Y.
Kazaxckuin MeQUUMHCKNIA YHUBEPCUTET HEMPEPLIBHOIO 0bpasoBaHus, . Anmarsl,

AKTyanbHOCTb. MIHeacuHayus KUWEYHUKa SIBNSIETCS CaMbIM YacTbiM BUAOM OCTPON KULLIEYHOW HENpoxoau-
MOCTM Yy AeTel, Yalle y manbyukoB B Bo3pacte 3 — 9 mec. KnuHuyeckne nposiBNEHNss UHBArMHaUUmM B TUMNYHbIX
Clnyyasix HAaCTONbKO SAPKM U XapaKTEPHbI, YTO ANArHO3 NEXMT Ha MOBEPXHOCTU, Y MOXHO TOJbKO YAMBNATLCS 06Mnnto
AnarHoctuyeckux ownbok, AonyckaeMblx Bpadyamum, 0COOEHHO NepBOro 3BeHa. VMayyas npuymnHbl U Xxapaktep gua-
FTHOCTUYECKUX OLIMBOK NPU MHBArMHaLUMmM KMLWOK, MOXHO OTMETUTb, YTO caMblii YacTol oLMbKoM ABNsieTcs AnarHo3
ocmpasi Kuwey4Hasi uHgekyus. NoaToMy AeTu cHavana rocnutanuanpyoTcs B 4eTCKYH UH(EKLMOHHY 6onbHULY
M MNO3AHO C pasnunyHbIMU OCIIOXKHEHHBIMWU NOCNEACTBUSIMU NEPEBOSNTCS B XMPYPru4ecKkuii cTaLmoHap.

Llenb uccnepgoBaHus. [NpoBecTn aHanu3 uccnefoBaHvm y AeTen ¢ MHBarnHaumen KUWeYyHuKka, paccMoTpeThb,
06cyanTb 0bLme AnarHocTuYeckue 1 TakTudeckne owmnbKu.

BpayvebHas owubka — 310 fobpocoBecTHoe 3abnyxaeHne Bpayva, KoTopasi BOBMEKIO WX MO0 BOBMEYb
onpeeneHHbIn yuepb nHrepecam 6onbHoro (M.P.Pokuukunia).

OTcyTCcTBME eQMHOro Noaxoaa K onpeferneHunto U NpuHumunaM pasgeneHunsi BpadyebHbix owmnbok nopoamno
obunune pasHoobpasHbix knaccudukaumin. bonee nonHon npeactaensieTcs knaccugukauma H.N.KpakoBckoro u
FO.A.lMpuuymana (1959), cornacHo KOTOpon BbigeneHbl 6 rpynn owunbok: 1) guarHocTuyeckue; 2) Taktmdeckue; 3)
TexHu4eckue; 4) opraHM3aLoHHble; 5) onMGKN B BBEAEHUN MEANLMHCKOM AOKyMeHTaunuy; 6) olumbkn B noBeaeHU
MeONUMHCKOro nepcoHana.
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Mporpecc nbon oTpacnun KNMHUYECKOW MeAULMNHBI HeMbICIIMM 6e3 NOCTOAHHOrO, NPUHUMMMANbLHOro, CUCTe-
MaTM4eCKOro aHanmaa owmnbok, 6e3 BbISBNEHWS U YCTPaHEHWS UX NPpUYKH, 6e3 pa3paboTku 1 OCyLLeCTBEHUs Mep
npeaynpexaeHvs BpaqebHbIx norpelHocTer n npocyeToB. OCOBEHHO OCTPO 3TOT BONPOC CTOUT 8 0emcKoU Xxupypauu.
Brcmapky npunuceliBatoT crnosa: «Ha ceoux owubkax y4amcs mosibKo 2/1ynybl, yMHbI€ y4amcs Ha YyXXuX ouwubKax».
Mo-BMAMMOMY, KaXXAblil Bpay AOMKEH YYMTbCA Ha OLLMBKaxX CBOMX U YyXUX, Y4UTb HA CBOUX OLIMBKax Konner, nmes
Lienbio YMEeHbLUEHNe Yucna NpoCcYeTOB B PACMO3HABaHWUMN U NneveHnn 6onesHen.

HenpasunbHas oueHka CMMNTOMa KMLLIEYHOrO KPOBOTEYEHUS MPU MHBArMHaumMm cBs3aHa C NpOYHO COXMB-
LIMMCA CTepeoTUnam B NeanaTpnyeckoM MblLLNEHUN: KposssHUCMbIU cmyrl — du3deHmepus. CneayeT uMeTb B BUAY,
YTO NPUMEHUTENBHO K FPYAHbLIM AETAM C OCTPbIMU NPUCTYN006pasHbiMM 6oMsiMU B XKMBOTE NOSIBNEHMNE KPOBSAHNCTOM
CM13n B BUAE «MarMHOBOTO Xenbey» 13 3a4Hero NpoxoAa B NofasnstoLiem 6oMnbLIMHCTBE Cy4YaeB PaBHOCUITBHO
AnarHosy uHea2uHayuu KUwWok!

BTopas npuyMHa gmMarHocTMyeckmx owmnbBoK Bpaven nepBoro 3BeHa obycrnoBreHa rmpucmynoobpasHbiM xa-
pakmepom 6osiel, NPUYeM «CBETMble» NPOMEXYTKN MHOFAA MOTYT ANUTLCA AOBOSLHO JOMI0. «JTO elle OfHa U3
nepepablLlek, CTOMb OMaCHbIX B HEOTMOXHON XMPYPrun... HackonbKo 3To 3aTpyaHseT nonoxeHve spada! Pogntenu
yBepstoT cebs B TOM, Y4TO HanpacHO UCNyrannch, UM KaxxeTcs, 4To pebeHokK yxe Bbizgoposeny. K coxaneHuto, Bpe-
MeHHOe, KaxyLllieecsa bnarononyyne nHorga BBOAMT B 3abnyxaeHne He TONbKO poauTenen, Ho Bpava. JuHamuye-
CKoe HabnodeHue, 1o8mMopHbIe y2iybreHHble OCMOMPbI, MPU COMHeHUU — 2ocrumarnu3ayus pebeHka e 0emckoe
Xupypaudyeckoe omdesieHue — 80m fymu, Komopsle nomoaym usbexams MPocMompa KUWeyHoU UHea2uHayuu.

NHoraa nprynHOn AnarHoCTUYECKON OLIMGBKN ABRSeTCS NpeHebpexeHne naabyessbiM pekmarbHbIM Ucciedo-
gaHUeM, KOTopoe Npv NMOAO3PEHUN HA MHBArMHALMIO KULLOK CTOMb e MHPOPMATMBHO 1 06A3aTenbHO, Kak 1 npu
NOAO3PEHUN Ha OCTPLIV anneHaMUUT. 3TO NccrneaoBaHue No3BONseT eLle A0 NOSABNEHNS KPOBAHNCTbIX BblAENEHNN
13 3agHero npoxoga obHapyXuTb 3TOT BaXHbI cumnToM. Kak npaBuno, Ha nansye uccredyrujeeo ocmaemcs
KpogsiHUcmasi criudb. TeM caMbiM OTKa3 OT 9TOro NPOCTeNLIero MetToAa 3aTpyaHAEeT CBOEBPEMEHHYIO ANAarHOCTUKY
WHBarmHaumm KULLIOK 1 MOXeT ObITb C MOMHbIM NPaBOM pacLeHeH Kak owmnbka npomeaneHus.

BHeapeHune B npakTuKy He MHBa3nBHoro Y3W ynpoliaeT AuarHoCTUKy MHBarnHaLmMm u no3BoNnseT oTkasaTbCHa OT
PEHTreHoBCKOro obnyyeHns 6onbHbix. [prMeHsemas nHTpananapockonMyeckas AuarHoctuka v Ae3uHBarmHauns
nHBarnHauum (OpoHoB A.®., NMopay6Hein .B., Kotnobosckuin B.U., 2002) cnocoGCTBYIOT KOPEHHOMY YIYULLEHUIO
pe3ynbTaToB NleYeHns O0MbHbIX.

JleuebHO-makmuy4eckue owubKu NPy MHBArMHaLMmn KALWOK y AeTen HOCAT CreAyoLWwnin XxapakTep: eMewamersib-
cmeo 6e3 npedonepayuoHHOU M1od20mos8KuU, omcymcmeue UHQY3UOHHOU mepanuu, cmosib Heobxodumoul npu
UHMOKCUKayuu, HernpaesubHass makmuka 80 8peMs oriepayuu, HedocmamoyHO UHMEeHCU8Has rocreonepayuoHHas
mepanusi. OgHako, NOMMMO 3TOro, 0Ccob0 crieayeT OCTAaHOBUTLCA U Ha Bonpoce o 8bibope memoda neyeHus. He-
CMOTPS HA MHOTOMETHUI ONbIT AETCKUX XMPYProB M Hay4yHOoe 060CHOBaHWEe NpYMEeHeHne MeToAa KoHcepeamugHoU
OesuHeazuHayuu (Powanb J1.M.,1964; MopTtHoi B.M., 1965; Banpos "A., 1973; Bensaes M.K.,2004; NynaTtos A.T.,2007
n Op.) pekomeHgyetcsa 0o 18 yacos ot Ha4yano 3abonesaHusd. NpumeHeHe KOHCEPBATMBHOrO MeToAa A0NYyCTUMO
TOSbKO B YCNOBMSAX CMeLManm3mpoBaHHOro AeTCKOro XMpyprmyeckoro ctaumoHapa.

Ownbkn B TEXHUKE Onepauuy No NOBOAY MHBArMHaL MM KULLIOK KacatoTCA B OCHOBHOM TpeX 3TanoB: MexHUKU
0e3uHsacuHayuu, OUeHKU XU3HecnocobHOCMU KUWKU U MeXHUKU pe3ekyuu. Bo Bcex pykoBoACcTBax No Xmpyprum
MHOFOKpaTHO yKasblBaeTCs Ha HefonyCTMMOCTb Ae3MHBarMHauum nyTem NOTArMBaHUS KULLIKW U peKOMeHAyeTCs
«BblAanBaHue» nHBarnHata. OgHako, 0CO6eHHO Yy MONOAbLIX XMPYProB, NHOTAa BO3HMKAET XenaHne «npocTo B3STb
1 BbITaWUTb UHBArMHMPOBAHHYO KULLKY». Heo6XxoaumMo NOMHUTL, 4TO Nogo6Hoe «BbITArMGaHme» YypeBaTo peanbHon
0ONacHOCTbIO pa3pbiBa KULLEYHOW CTEHKU N MHPMLIMPOBAHWS BPIOLLHON NONOCTMW.

Mocne ycTaHOBNEHUS HEXN3HECNOCOBHOCTM KULLIKK Nepes XMpyprom BctaeT Bonpoc 06 o6beme u rpaHunuax
pesekummn. CnegyeT noav4epkHyTb 0683aTenNbHOCTbL pe3eKkLmmn B Npeaernax 340P0BbIX TKaHen, OTCTYNS OT MOpaxeH-
Horo y4acTtka Ha 15 cm npokcumarnbHee 1 guctansHee. HapylieHmne aToro npasuna npMBoAUT K HECOCTOSATENBHOCTHU
aHacToMo3a C nocneayrLmMMmn pasnuyHbIMmn nocneacTensaMu. Ha nocnegHem BCECOO3HOM Che3fie XUMPYpros Npo-
weawmx B r. TawkeHT (1989 r.) npuHsaTa pesonoyus — nocne pes3ekumn KULWKK nocne Ae3nHBarMHauum ms-3a He-
XN3HECNOCOBHOCTU yyacTKa KMLLKK, HakNnagbiBaeTcs ueocmoma ¢ 3a2yuweHuem omgoosauwe2o KOHYa KUWeYHUKa
no ®eppepu. AHaCTOMO3 HaknagbiBaeTcsa yepes 3-4 Hegenu nocne nNepBoyv onepauuu, Npu ynyyweHnn obuiero
cocTosAHMA pebeHka. Tak Kak onbIT nokasan, YTO MareHbkue AeTU B TSXKENOM COCTOSHUM OMUTENbHYIO TSXENYHo
onepauuio He BbigepxusatoT!!!

MaTtepuanbl u metoabl uccnenoBaHuA. B Hawen knuHuke B nepuog ¢ 2006 no 2015 r. nponeveHsl 423
AeTen C KMWeYyHon nHearnHaumen. KoHcepsaTtuBHbIM METOAOM (MHEBMOMPPUTOCKONWS) nanedveHsl 334 naumeHTsl
1 TOonbko y 89 geTen NnpoBefeHO onepaTUBHOE feyeHne, YTO BKIoYano Ae3vHBarmHaumio nanapoCcKonMyeckum u
nanapoTOMHbIMW Ny TAMMU.

N3 onepupoBaHHbIX 6OMNbHbIX 3acnyxuBaeT BHUMaHMA manbuuk K., 5 mec. NepeBedeH B Hally KIUHUKY C
MHMEKUMOHHOM BonbHULBI Yepe3 Tpoe CyTOK OT Havana 3aboneBaHus. XKanobbl MaTepu Npy NOCTYNMEHUU Ha
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6ecnokoncTBo pebeHka, pBoTa, CTyN C KpOBbO M bnegHocTb. PebeHok Ha rpyagHOM BckapmnvBaHuy, 6€CnokoncTBo
NosiIBUNOCH Mocne NpukopmMa (pPUCOBbIN cyn).

Mpu nocTynneHnn coctosiHue pebeHka Taxenoe, CTOHET, o4eHb 6ecnokonHbIn, 6rneaHbIn. Status localis : A3bik
cyxoBaT. >KuBOT B3ayT, B anuracTpanbHon obnactv onpegenseTcs onyxonesnaHoe obpasoBaHue pasamepom 2,5 X 2,5
CM, MMOTHO-3MacTUYECKOM KOHCMCTEHUUN, BonesHeHHoe Npu nansnauun. CUMNTOMOB pasapa)KeHusi GpILLNHBI HET.

Ha peHTreHorpadum OptoLLIHOM NONOCTM CTOS — NaTonorn4yeckre ypoBHu (Yawm Knorbepa). KaptuHa octpon
MeXaHW4YeCKON KNLeYyHoN HenpoxoammocTu. AnarHos: MusaruHaums kuweyHunka (MK). OTBETCTBEHHBIM X1PYpProm
peKoOMeHAYyeTCs: KOHCepBaTMBHAdA Ae3MHBArMHauus v rocnutanuaauns B otaenennn. lNposoanTcsa KOHcepBaTBHadA
Ae3nHBaruHauus nog AasneHnem sosayxa 80-90 Mmm pT. cT. Ha KOHTponbHOM peHTreHorpadum (B onucaHum oexyp-
HOro Bpaya) ULy T — NHEBMAaTM3auus KULLIEeYHVKa yA0BNEeTBOPUTENbHOE.

Ha crnepytowimin feHb AenaeTcst KOHTPOnbHas peHTreHorpadus U ONpeaensatoTCs: pa3ayThie NETNN TOHKON KMLLKK
C ypoBHAMM xuakocTen (Yawm Knonbepa). HuxHMIA aTax 3aTeMHeH. 3aknioveHne peHTreHonora: KapTuHa HU3Kom
KMLLEYHOW HENPOXoAMMOCTH. KOHCUnuyM Bpaye peKoOMeHAY0T: O4UCTUTENBHYIO KIM3MY, KOHCEPBaTUBHOE NeYvYeHne
n HabnogeHve B guHamuke. K Bedyepy coctosiHne pebeHka yxyalwaeTcs (pBoTa C 3eNeHblo, XXUBOT 60re3HeHHbIn). U
pebeHok nepesoanTcs B OPUT. Ha BTOpoOI AeHb NPOBOAMTCS NOBTOPHASA peHTreHorpadus OproLlHOM NonocTu, rae
BbISIBNSETCA KapTUHa MEXaHWYeCKOW KULWEYHON HEeNPOXOAMMOCTU. Ha OCHOBaHUM KNMHUKM 3aboneBaHns n peHT-
reHorpacdun 6onbHol onepupyetca. OnepaunoHHas Haxo4Ka: TOHKO-TOHKOKULLEeYHas nHBarnHaums. NpovsseneHa
Oe3nHBaruHaunst MeToaoM «BblAavBaHusy. B coctaBe nHBarvHata — guBepTukyn Mekkensi Ha paccTposiHum 25-30
CM OT MneoLeKanbHOro yrrna, TeMHo-6arpoBoro LBeTta C LUMPOKUM OCHOBaHUEM.

Mpoeoantcsa onepauus (10 4 15 MnH — 12 4 20 MWH) — TpaHCpeKTanbHas nanapoToMusi, PEBU3US, Ae3nHBaru-
Hauus, pe3ekums U3MeHeHHOr0 y4acTka NoAB3A0LLHOM KULWKN C AUBEPTUKYNoM Mekkens, aHacTOMO3 NoAB340LIHON
KULLKM «KOHeL, B koHeL. TPAHCAHATNBHAA MHTYBALUMA KUWLEYHUKA U CAHALIMA BPIOLWLHOW MONOCTW.
lMocneonpeaunoHHbI guarHos: MNoae3gowHo-060a404Has uHBarnHauus. Aneeptukynut Mekkensi. Ha yetBepTbie
CyTKM MOCre onepauuy NpoBOAUTCS MOBTOPHAsA onepauus, U3-3a yXyAlweHUs COCToAHUSA pebeHka. MNoBTopHas
onepauus — penanapoToMns, peBu3uns, Ae3nHBarnHaums, HanoXeH1Us UIeoCTOMbI, caHaumsi OPIOLIHON MOMOCTU.
MHTybaums kuweyHvka n gpeHmpoBaxue 6prowHon nonoctn. ObHapyxnBaeTcs nneowuekanbHas uHBarnHauus. MNpu
Oe3nHBarnHaumm npomsoLlern pacxoXaeHnsa 0gHOro Wea aHaTomMo3a, NO3TOMY HaroXeHa uneoctoma. lNocneone-
paunoHHbIN AnarHo3: Peuname noaB3goWHO-000404HOM MHBArMHaumMm. Cepo3Hbli MEPUTOHUT.

Ha 9-ble 1 15-ble cyTKkn nocne penanapoTomMum NPOUCXOANT SBEHTPALMS KULLIEYHMKA U MPOBOAUTCS onepauunm
— yCTpaHeHue 3BeHTpaLMmn KMLWEeYHNKa C NIacTUKON nepeaHernt GPIoLLHON CTEHKN B 9KCTPEHHOM nopsaake. Ha 18-
ble CYyTKM Nocre penanapoToMuy NPOBOAUTCS Oonepauus — pe-penanapoToMns, yCTpaHEHME CnaevyHoW KULLEYHON
HEenpoxoaMMOCTH, MHTYbauns kuweyHuka. [lpeHmpoBaHme BpIOLLIHON NOMOCTM PE3MHOBOW Nonockon. Nocne aTown
ornepauum coctosiHue pebeHka NOCTENEHHO yrnyyllaeTCs 1 BbINMMCbIBAETCS JOMOW C MITe0CTOMOW nof HabnoaeHne
Xupypra no MecTy XUTenbCTBa B yOOBNETBOPUTENBHOM cocToAHMM. OBLwen cnoxHocTn 60NbHON HaXOAMMCH B
cTauunoHape 52 Konko/gHen.

BbiBOoAbI.

Kakune owmn6ku gonyulieHbl B ie4eHUM 3TOro pebeHka?

Bpayamu nepBoro 3BeHa gonylweHa duazHocmu4yeckas owubka. PebeHok ¢ anarHodom OKW rocnutanuaupy-
eTcs B MHEKLNOHHY0 BOMbHULY, rAe HaxoauTcsa ABOE CYTOK 1 NO34HO NEPEBOANTCH B XMPYPrUyYecKyto 60nbHULY.

PebeHok B npueMHbIN MOKON XMPYyprum NocTynaeT yepes Tpoe CyTOoK nocne Havyana 3aboneBaHus ¢ ABHOM KNu-
Hukon VK, Tem 6onee Ha peHTreHorpadgum 6proLLHON NONOCTN CTOS BbISABNAETCS NPU3HAKN OCTPON MeXaHUYeCKon
(HM3KOM) KNLLEYHOWN HENPOXOAMMOCTU, UTO ABMNsieTCs abCOMTHBIM MOKa3aHUsIM onepaTUBHOIO neyeHus. Hecmotps
Ha 3TO NPOBOAMTCS MOMNbITKA KOHCEPBATUBHOM Ae3nHBarnHaummn. [lonyckaetca makmudyeckasi owubka. Bo3amoxHo,
ecnu 60nbHOro cpasy onepMpoBanu B 3KCTPEHHOM NOpsAAKe A0 pasBUTUM HEKPO3a KMLLEYHMKA, TO 1 060LWwnncs Obl
0e3 peseKkunn KMLevH1Ka.

M3-3a 3Tux owmbok pebeHok onepupyeTcst O4eHb NO3HO C HEKPO3OM KuLLeYHuKa. Bo Bpems onepaumm gonycka-
eTcsa onaT makmuyeckas ouwubka —BMECTO TOro, YTOObI pe3eLmpoBaTh U3MEHEHHbIN YHACTOK KULLKN C HANOXeHNem
uneoctombl No ®eppepu Nocne pesekunn N3MEHEHHOro yyacTka KULIKW HaknagbiBaeTCa aHacTOMO3 KuLWeYHuKa
«KOHeL, B KOHeL», T.e. NpoBOAUTCA ANUTENbHAsA 1 Taxenas onepaumns. OTcloAa ncxoguT Bce nocnenyoLmne ocrox-
HEeHWs, MPMBOAMBLUME K HEOAHOKPATHBLIM Onepauunsam.
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NoOoR

TPYIHOCTU IMATHOCTUKHU CTEPOUAPE3SUCTEHTHOT' O
BAPUAHTA HEO@POTUYECKOI'O CUHIPOMA Y JETEN

MapartoBa M.M., [lukaH6aeBa C.A., XKymarynosa 3.E., Aye3axaHoB B.M.
KasHMY um. C.[0. AccheHansposa, r.Anmarhl

HedpoTtuueckuin cuHgpom (HC) - 3T0 CMMNTOMOKOMAEKC KITMHUYECKUX NPOSABIEHU rMOMepPYNApHON NnaTono-
rn XxapakTepusyrLnincs oTekamMmm 4o aHacapku, npoteuHypuen 3,5 n bonee rpamm B CyTKW, TMNONPOTEUHEMUEN,
runoansbymnHeMuen, runepxonectepuemuein. B ocHoBe natoreHesa nexut gucdhyHkumns T u B numdoumTos. Y
netenn 80% criy4aeB ropMOHO - YyBCTBUTESbHLIN BapuaHT Te4YEHUs!, MOPEONOrM4eckoin OCHOBOM KOTOPOTO SIBMAETCH
60ne3Hb MUHUMabHbIX NU3MEHEHWIA.

CTtepounape3nCTeHTHbIN BapuaHT HE(POTUYECKOTO CUHAPOMA XapakTepmayeTcs: OTCYy TCTBUEM PEMUCCUM NOCTe
NPUMEHEHUS NPEAHN30MOHA, Kak MMHMMYM B TeyeHue 8 Heaenb B fo3e 2Mr/kr/cyTku unu 60mr/m?/cyT, unv nocne
NPUMeEHEHUS NPeAHN300oHa B 03€ 2MI/Kr/Cy TKM nnu 60Mr/M2/cy T, kak MUHUMYM B TeveHue 4 Hepenb + 3 NynbCoBbIX
BBEeAEHNS MeTUNNPeaHM300Ha.

BblaensioT ngmonaTuyeckuii, BTOPUYHbIA U FTeHETUYECKUIA BapuaHTbl (poKanbHO-CETMEHTApPHOro roMepyno-
cknepo3sa (PCIrC). MUanonatuveckuii BapnaHt PCIrC umeeT Te e NnatoreHeTU4eckne OCHOBbI, YTO 1 6GONE3Hb MUHU-
MarnbHbIX U3MeHeHuI. MNMpouecchl ckrepo3a OTAENbHbIX KNyb6o4KOB CBA3aHbl C BO34eNCTBUEM NPOPUOPOTUIECKMX
cybcTaHuun, Taknx kak TpaHcopMUpyLLMIA hakTop pocTa u apyrue. [lokazaHa posfb NPOTEUHYPUN, Kak dhakTopa
cnocobcTByloLWEMY pa3BUTUO heHoOMeHa rMnepdunsTpaumumn, NOBPEXAEeHNI0 KanunnsapoB, nx cknepody. Hemano-
BaXkHasi posib OTBOAUTCS MUTOXOHAPUANBHON ANCHYHKLUM NOSOLUTOB.

BtopuyHbin ®CI'C passuBaeTcsa Ha poHe nHEKUUn, ayTOMMMYHHbIX 3aboneBaHusx, runepToHnyYeckon 60-
Ne3HU N COCTOSTHUX CBSA3aHHbIX C MeTabonnyeckMmMm HapyLLEHUSIMU — OXXUPEHWE, caxapHblii AunabeT, nogarpa v ap.

leHeTMYeckue BapuaHThbl CBA3aHbl C MyTauMel reHoB, OTBEYaloLMX 3a CUHTE3 BenkoB Lieneson guadgparmbl
nogountoB. Hanbonee nayyveHsl mytaumm reHoB NPHS 1(cpmHckmiA TN BpoXXAEHHOro HeppOTUYECKOro CUHAPOMA),
NPHS2 (HapyweHnune cuHtesa nogouunHa) n WT1, ACTN4, CD2AP u gpyrve. [JnarHocTuka ocHoBaHa Ha cbope aHam-
He3a, OTBETE MMMYHHOCYNPECCUBHON TEpannn 1 UMMYHHO-TEHETUYECKNX NCCNEeOBaHUAX.

B paboTe npeactaBneH cnyyan nporpeccupoBaHns U MHOXECTBEHHbIX 3NM3040B PELMANBUPOBAHUSA CTEPOU-
OPEe3NTEHTHOrO HedppoTUYECKOro cMHapoma y pebeHka. MNpu Hedbpobroncum o6HapyxeHbl PoKanbHO-CErMEHTapHbI
rMoMepyocknepos, HeyTOYHEHHbIN BapuaHT. OcTpoe noBpexzaeHue kaHanbueB. O4aroBbli MHTEPCTULMATBHbIN
dnbpos. ObpasLbl KpOBM NauneHTa ObiNu oTnpaBneHsbl B ViccnegoBatenscknini MeaununHcknii MHCTUTYT foBapaa
Xbto3a B CLUA, nonyyeHbl coveTaHHble MyTaLuum reHoB.

OnucaHue knuHu4yeckoro cnyyvas. Pe6eHok, M.E., 17.09.1997r.p. I3 aHamHe3a: BoneH c anpensa 2003 roga,
Korga B Bo3pacTe 6 neT nocre nepeHeceHHoro oCTporo pecnupaTopHoro 3aboneBaHns pasBuIcsa TUMUYHbLIA He-
dpoTMYECKNA CUHAPOM C OTEKaMM [0 aHacapku, npoTeuHypuen 6onee 3,5 r/cyT, runonpoTtenHemueii (38 r/n), runo-
anbbymuHemuen (18r/n), runepxonecrepuHemuen ( 8,3 MMmornb/n), MukporemaTtypuen (1-3 B none 3peHusi),yckopeHme
COJ3 po 50mm/yac. Tepanuen NpeaHU30MOHOM M3 pacyeTa 2Mr/Kr Macchl Tena, no cxeme, JOCTUTHyTa YacTU4Has
KIMMHUKO-nabopaTopHassa peMUCCUs C UICHE3HOBEHNEM OTEKOB, CHUXEHMEM TMNONPOTEUHEMUN, ANU30L4aMK OTCYT-
ctBus 6enka B mo4ve. C pgebiota HeppoTUYECKMIA CUHAPOM MMeEN FOPMOHOYYBCTBUTENbHbLIN-TOPMOHO3aBUCHMBIN
xapakTep TeueHus. Yepes 6 mecsiLeB oT AebtoTa 3aboneBaHns yunTbiBas OTCyTCTBMUE NOJTHON KNMHUKO-nabopaTtop-
HOWM peMnUCCUnN, HapacTaHne akTUBHOCTN HECPPOTUYECKOro CUHAPOMA NPU NOMbITKE CHUXXEHUSA 403bl NPeAHN30S0Ha,
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npoBegeHa Tepanus nerikepaHoM B TeveHne 4 mecsiueB, 6e3 acpdekta. Ha dboHe Tepannn Cenn-centom B o3e
750wmr B cyTkn 1 CaHaMMyHOM 13 pacyeTa 5 Mr/kr macchl Tena B TedeHune 5 mecsiueB yaanoch 4oOUTbCS MUHMManb-
HOW NPOTEMHYpPUM C aNn3ogamn «abcey.

YynTbiBasi pa3BMBLLYIOCA BTOPUYHYIO CTEPOMAPE3NCTEHTHOCTbL 24.11.2004 roga npoBefeHa Hecpobuoncus.
B 6uonTaTe npeacTaBneHbl KOPKOBbIA U MO3rOBOW CIIOM TKaHW Mo4yky; 14 kny6o4koB, B TOM YMcne y 7 ToTanbHO
CKIepO3MpOoBaHbl MO ULLIEMUYECKOMY TUNY (B 2 Bblpa)KEHHbIE MHCYAATUBHbIE U3MEHEHMS), B 1 CUHEXMS C Kancynon
BoymeHa, ocTanbHble BbIrMAAAT HEU3MEHEHHBIMU — KanWUNNApHble CTEHKM TOHKUE, MPOCBEThLI KanunnapoB OTKPbI-
Tble, TMNEepPKNeTOYHOCTb OTCYTCTBYeT. [unepnnasmsa okcTarnomepynspHoro annaparta B 1 kny6o4dke. O4aroBbii
WHTEpCTMUManbHbI pnbpo3. AnuTtennii KaHanbLeB COOEPXKUT MHOXECTBO OenkoBbix rpaHyn. KpynHele aptepumn
He M3MeHEHbI, CTEHKa apTepumn cpefHero kanubpa coaepXuT nHcyaaTMBHOE U3MEHEHME, CTEHKa ApYyron apTepumn
cpeaHero kanvbpa HeCKOMbKO yTorLeHa 3a cHeT UHTUManbHoro gubposa. MIMMyHornctoxmmmyeckoe nccnegoBa-
Hue: IgA, IgM, IgG, C4d HeraTuBHoO.

MpumeyaHue: N3ameHeHNs B kaHanbLax, BEpOATHO, 0OyCrnoBneHbl ANUTENbHbIM NIeYEHNEeM LUKITOCMOPUHOM
A. l3omeTpuyeckasi Bakyonunsaums xapaktepHa Ans n3bbITOYHOW KOHLeHTpauun umknocnopuHa A (LIcA) B kpoBu.

Mo pesynbTatam Hedpobmoncum gosa LIcA ymeHblueHa go 4 mr /kr, Cenn - cent OTMeHeH. [daHHyto Tepanuio
pebeHok nony4yan B TeyeHue 9 mecsiueB. B ceHTabpe 2006 1., Yyepes 4 mecsiLa nocre oTMeHbl LICA, oTmevancs pe-
uname HC: BbipaXKeHHbIN OTEYHbIA CUHAPOM, acumuT, runonpoteHnHemus (50 r/n), rmunepxonectpuHemus (6,8 Mmonb/n),
runepdundpuHoreHemus (7r/n), npoTeHnypusi 4o 9 r B CyTkW, runepasotemus (modesmHa 13.7), rmnepkpeatnHnemmus
(79 mkmonb/n), yaenbHbin Bec moun 1022, CO3 65 mm/yac. MpoeeaeHsbl 2 ceaHca Tepanun Cony-Megponowm, LicA
50-100-50 mr/cyT. Ha choHe Tepanumu nonyveHa YacTudHasa KnvHuka nabopaTopHon pemuccun: npotenHypusa 0,17
rp/cyT., obw.6enok 57 r/n., xonectepuH 6,8 moyeBMHa 3,6 MMonb/n, kKpeaTuHuH 47 Mmonb/n. B ganbHenwemM He-
PPOTUYECKUIN CUHAPOM UMEN PELMONBUPYIOLLNI XapaKTep TeYeHUs.

Takvum o6pasom, y naLmeHTa B Bo3pacTe 6 neT ¢ knaccu4yeckMm HedpoTU4ECKMM CMHAPOMOM B Aie6toTe 3abone-
BaHWSA Men MeCTO FOPMOHOPE3NUCTEHTHbIV BapnaHT, POoKarbHO-CErMeHTapHbIN FMOMEpPYOCKNEPO03, C BbIPAXXEHHbIM
TyOyno-uHTepcTMumnanbHbIM KOMMIOHEHTOM.

K nabopaTopHbiM Mapkepam nporpeccupytoiero TeyeHms HC MOXXHO OTHECTU CTOMKYHO TMNepxonieCTEPUHEMUIO,
yckopeHHyto COJ, runonpotenHemuto. Passutune ®CIC B Bo3pacTe 6 NeT He UCKIYaeT reHeTnyeckn o0ycrnoBneH-
HbIN HePPOTUYECKNA CUHAPOM. Pe3ynbTaTbl UMMYHOTrEHETMYECKOro uccneoBaHus kposu pebeHka, NnpoBeeHHoe B
nccrnegoBaTenbCKOM MeanumnHCKoM MHeTuTyTe NoBapaa Xetosa B CLUA, yctaHoBUNM myTauum reHoB. [1na noaTBepx-
OEeHNs CeMeNHOro aHamHesa Heobxoambl 06pa3subl KPOBU PoANTENEN, B CBA3W C YEM MNaHMpyeTcs NPOAOIKUTb
JanbHenwee nccrnegoBaHve. PeTpocnekTUBHLIN aHanm3 uctopumn 6onesHn pebeHka gokasbiBaeT HE0H6X0AMMOCTb
UMMYHOTr€HETUYECKMX NCCNEN0BAHNIN B CITyHasiXx FOPMOHOPE3UCTEHTHbIX hopm HC ¢ mopdhonornyeckom KapTuHon
®CI'C, Tak Kak BO3MOXHbl yMEPEHHblEe BapuaHTbl 60onesHu.
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OIIBIT JIEYUEHUSA TPOMBO®UJINU Y JETEN

MankoBa T.B., YckeH6aeBa Y.A.
Kasaxckuin meguumMHCKNA yHUBEPCUTET HENpepbiBHOro ob6pasoBaHus,
Kacbeapa neguaTpum ¢ KypCom AETCKOM OHKONOrMK U remaTonoruu. r. Anmatbl

Tpombodmnun npenctaBnsoT cobor HacNeACTBEHHbIE U NPUOOPETEHHbIE COCTOSIHUS, XapaKTepuayoLimnecs
Ype3MepHOW CKITOHHOCTbIO OpraHu3ma Kk Tpom6oobpa3oBaHnio B KpOBEHOCHbIX cocyaax [1]. TpomboobpasoBaHue
SIBNSIETCA HOPMarbHbIM M0 CBOEN CYTW NPOLECCOM, KOTOPLIN MPensiTCTBYET N30bITOYHOMY MCTEHEHUIO KPOBU B MECTaxX
noBpexaeHunii cocygucton cteHkn. OgHako B TOM criyvae, ecnv TpoMBoTMYeCKniA NPOLLECC CTAHOBUTCSA N3OLITOYHBIM
UNU ABMSIETCA CaMOCTOATENBHON NPUYNHOW NOBPEXAEHNS COCYAUCTLIX (DOPMUPOBAHUN, OH NpeacTaBnseT coboi
natonorvyeckun Tpom6o3. B ocHoBe TpomMGounun NeXnT HapyLleHne MexaHU3MOB CaMOPErynsiLMm CUCTEMBbI
remoctasa. HapylueHne B3anmMoaeNCTBUS KNETOYHbIX U NNa3MeHHbIX, MPOKOArynsaHTHbIX, aHTUKOArynsaHTHbIX
N PUOGPUHONUTUYECKNX €€ KOMIMOHEHTOB, @ TakXe KOMMEHCATOPHbIX BO3MOXHOCTEN opraHuamMa. 3aTpyaHeHue
MUKPOLMPKYNSALMM KPOBM B Kanumnnsipax, CBi3aHHOE C BHYTPUCOCYAMCTON akTMBaLMENn reMoKoarynsiiMoHHbIX
hakTopoB, arperaLMoHHbIX U BbIAENNTENbHbLIX PEAKLIMIA KNETOK KPOBU, MPUBOASILLNX K BO3HUKHOBEHMIO B 9KCTPEHHbIX
ans opraHmama cutyauusax BC cuHopoMa v cOOTBETCTBEHHO TpoMOOremopparmyeckux OCIOXHEHUI B BUAE
HapyLleHNn Mo3roBoro kposoobpaleHus [2,3]. BaXHO OTMETUTb, YTO Hanunume TpoMbodunum He aBnseTca
abconoTHO haTanbHbIM, a IBNAETCA hakToOPOM, NOBbILLIAKLLUM PUCK Ppa3BUTUS TPOMBOTHYECKMX 3aboneBaHuin Ha
NPOTSKEHWUW XN3HW. [MpoBoUMpytoLaa pornb NPUHAANEXNT MHAEKLNM, TPAaBME, XUPYPrMYeCKNUM BMeLLaTenbLCcTBaMm,
ONUTENbHON MMMOBUNM3aunn u T. a.

Mo AaHHbIM 3aNMAEMMONOTMYECKNX UCCeL0BaHNI psiia eBPONENCKNX CTPaH eXerogHo pernctpupyetcs ot 2,6
no 7,8 cnyyaes Ha 100 000 geTten B rog [2,3], npy 3TOM YacToTa pPasBUTUS CTOMKUX HEBPOSOrMYEeCKUX CUMNTOMOB
pocTturaet 76% cnyyaeB. ExxerogHo cMepTHOCTb OT MHCynbTa B AeTCKOM Bo3pacTte cocTaBnsieT 0,6 Ha 100 Toic.
[3]. B CLLA Habntopaetcsa 600 Tbic. cnyvYaeB Tpomb6oambonuy neroyHow aptepuun B rog, npy atom B 10% crnyvaes
HacTynaeT netanbHbl ucxon [2,3].

BriepBble reHeTU4ecKkasi NpuynHa BEHO3HbIX TPOMB030B — fiecpmumnT aHTutpombuHa lll (AT IIl) — 6bina obHapyxeHa
B 1965 r. B 1981-1982 rr. BbiIsBNEeHbl TpoMbodunuu, BeidaBaHHble geduuutom npotenHoB C n S (PC PS). 3atem
6bina BbisiBNeHa pe3ncteHTHocTb ®Va k aktuBnpoBaHHoMmy PC. AktuBnpoBaHHbIn PC nHrubupyet ®Va n ®Villa,
3amMeansas Tem cambiM BblpaboTky TpombuHa. Beckope aTa aHomanus 6bina ngeHTnduumpoBaHa kak 3aMelleHne
€[VHUYHON aMWHOKMCNOThI B 0AHOM 13 cybcTpaToB PC — ®V; no3gHee oHa nonyyuna HassaHune OV JlengeH (PVL)
[Bertina et al [3,4].

Cpean reHeTnyeckn obycrioBneHHbIX U3MeHeHUn Hanbornee 4acTo y AeTen AnarHocTupyT Tpombodumnmu,
CBsi3aHHble C 4ePULMTOM eCcTeCTBEHHbIX aHTukoarynsaHtoB —ATIII, PC, PS, pe3ncTeHTHOCTbIO K aKTUBMPOBAHHOMY
PC, obycnoeneHHon myTaumei reHa V coaktopa, myTaumen annens G20210A B reHe npoTpombuHa. Tpombodunuio
MOryT onpenensiTe U Apyrne reHeTUYeCKn 4eTEPMUHMPOBaHHbIE HapyLLEHWS reMOCTa3a: BbICOKME YPOBHU MHrMbuTopa
akTuBaTopa nnasmuHoreHa 1, geduuunT nnasMmmHoreHa, gepuunt renapuH-kodakTopa Il 1 gp. foMmo3nroTHble
hOpMbI HEKOTOPbIX N3 ATUX MyTaL M aCCOLMMPOBaHbI C BO3MOXHOCTbIO pa3BuTusA TpoMb03a y AeTen yxe B nepuoae
HOBOPOXAEHHOCTM (PYyNbMUHAHTHAA Nyprnypa HOBOPOXAEHHbIX). [Toka3aHo, 4To TPOMBO3 y AeTeln C reHeTU4eCcKn
obycnoBneHHbIMY TpoMBOoUNMAMN B BOMbLUMHCTBE CryYyaeB BO3HWKaET Mpu BO3AENCTBUM AOMOMHUTENbHbIX
dakTopoB pucka. Ho n naumeHTbl C reTepo3uroTHbIMU hopMaMy MyTauun HyXAawTca B NpodunakTu4eckon
aHTUTpOoMBOTMYECKOW Tepanuu, ecnu npegnonaraeTcsd Bo34eNCTBME HA HUX TEX UIN UHbIX 3apaHee M3BECTHbIX
hakTopoB pucka, Hanpumep XMpypruyeckoro BMeLlartenscrea. [4,5,6].

dVL-myTaums BCTpeyaeTcs B OCHOBHOM cpeau npeactaBuTenen 6enon packl. Ee pacnpocTtpaHeHHOCTb
coctaBensaet 5-8%, nocturas 15% B otaenbHbix pernoHax (Mpeuwms, LWBeuuns, Jluean). MHorne nccrnenoBaHus
nokasbiBatoT, UTo VL moxeT 6bITb NpuUMHON TpoMBb03a rnyboknx BeH, Hepeako nepexoasiero B TAJ1A. Kpome Toro,
3Ta MyTaums MOXXeT o0yCnoBnMBaTb NOBTOPSAIOLMECS BbIKUAILIN BCeacTeme TpoMmb0o3a nnaueHTapHbIX COCYA0B.
He meHee 25% HocuTenen PVL B BospacTte 50 neT umetot xoTa Obl 0ANH cnyyan TpoMboTuyeckoro 3abonesaHus.
B uenom puck passutua TpomM60aMO0NMKM y reTepo3nroTHbIX HOCUTENEN 3TON MyTauMK YBENMYEH CEMUKPATHO Mo
CpaBHEHWIO C HOPMOW; AN TOMO3UIOTHbLIX HOCMTENEN pUCK pa3BuTusa TpoMboTndeckux 3aboneBanunn Bo3pacraeT
B 80 pas.

MpoTpomMbUH — NpeflecTBEHHMK TPOMOMHA, KOHEYHOro NPOAYKTa Kackaga koarynsauuu, obnagarowmmn,
NMOMWMO NMPOKOArynAHTHON, TaKXe aHTUKOArynsaHTHON N aHTUPMOPMHONUTUYECKON akTUBHOCTBIO. MNoaTomy nobbie
HapyLeHnst ero PYHKLUMOHANBbHOW aKTUBHOCTU BMEKYT 3@ COOON MHOXECTBEHHbIE COBUIMM B reMOCTaTUYECKOM
paBHoBecun. MyTauus reHa npotpombuHa (npotpombuH G20210A) BCcTpeyaeTcs rmasHbiM obpasom cpeam 6enoro
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HaceneHus, npu4yem Hambonee oH pacnpocTpaHeH B McnaHun. Obwas ero pacnpoCTpaHEHHOCTb B PasfuyHbIX
pernoHax coctaBnset oT 0,7 go 6,5%. MNMpotpom6uH G20210A noBbIaeT puUck pasBuTns Tpombo3a y HocuTens
NpubnunanTenbLHO BTPOE MO CpaBHEHUIO C HOPMOW. [MpM 3TOM Kak reHeTMyeckas aHoOManus, Tak U NoBbILLEHHas
NpoTPOMOMHOBAs aKTUBHOCTb B PaBHOW Mepe ABNATCSA MapKepamMu npeapacnosioXeHHOCTU K TPOMOOTUYEeCKOMyY
3abonesanuto. [3,4,5].

Oedununt PC BcTpeyaeTcs pexe, yem VL unm myTtaumns reHa npotpombuHa. Ero pacnpoctpaHeHHOCTb cpeau
HaceneHuns coctaenseTt 0,2-0,5%. 3ToT NnpoTpoMOOreHHbI gedeKkT HacneayeTca No ayTOCOMHO-AOMUHAHTHOMY
TUNY Y HEPELKO acCOLMNPYETCS C CEMENHbIM BEHO3HbIM TpoMbBo3oMm. leH PC pacnonoxeH Ha XxpoMocome 2 U TECHO
cBsizaH ¢ reHom @ |X. Mpsamasa dyHKuna aToro 6enka — nHakTnBaums daktopoB ceepThiBaHusa Va u Villa. Oba atu
dakTopa He0OXO0AMMbI, B KOHEYHOM cYeTe, AN afeKBaTHOW BbIpaboTK TPOMOMHA; X N30bITOK BEAET K CTUMYMALN
ero BblpaboTkn cBepx HopMbl. Takum obpasom, aeduumnt PC (KONUYeCTBEHHbIN Unn yHKLMOHAmNbHbLIN) B UTOre
O3Ha4aeT NOBbILLIEHHY reHepauuio TPoMBuHa n TpomboreHHocTb. OcoBeHHOCTb 3Toro AedekTa COCTOUT B TOM,
YTO OH MOXET MMETb KITMHNYECKME NPOSABIIEHUS YXXe B MNaJeHYecTBe. Y rOMO3UTOTHbIX HOCUTENEN 3TO MOXET ObIThb
dynbMrHaHTHasa (MOMTHMEHOCHas) Nypnypa, y reTepo3nroTHbIX — MOBbILIEHHbIA PUCK BapdapuH-UHAYLMPOBAHHOIO
Hekpo3a koxu (B 6bonee no3gHem BospacTte). MNpubnuautensHo y 60% HocuTenen pasBuBaeTCcs peLnanBmpyoLnia
BEHO3HbI TPOM603 1 NnpnbnuantensHo y 40% nmetotcs npusHaku TAA. [3,4,5].

PS — kodaktop PC, cnocobcTtBytowmii pacwennennto nocnegHnm dVa mn dVlilla. 1ot 6enok kogmpyetcs
OBYMS rOMOSTOrMYHbLIMU reHamu, pacnonaratoLwmmMmmcs Ha xpomocome 3. leduunt PS HacneayeTcs no ayTOCOMHO-
OOMUHAHTHOMY TUMY Y UMEeET NPUBMIM3NTENBHO TY e PacnpoCTPaHEHHOCTb, YTO 1 Aeduunt PC. Y reTepo3nroTHbIx
HocuTenen geduumTta PS passuBaeTca TpoM603 Npu ypoBHE €ro yHKUMOHaNbHOM akTUBHOCTU 15—50% OT HOPMBbI.
KnunHnyeckne nposiBrieHVs y reTepo3nroTHbIX HOCUTENEN, Kak npaBuio, MMerT MecTo B 3penomM Bo3pacTte. B
coyeTaHum ¢ APYrMMy TPOMOOreHHbIMU fiedheKkTaMm U B roMo3nroTHom oopme aedpumumt PS o6bI4HO nposBnsieTcs
Y HOBOPOXAEHHbIX B BUAe PynbMUHAHTHOW nypnypsl. [4,5,6].

Oedwnumt ATIII, kKak 1 BCe onncaHHbIe Bbille reHeTu4eckne aedekTbl, HacneayeTcs no ayTOCOMHO-A0OMUHAHTHOMY
Tuny. MI3BecTHO Heckonbko TunoB geduumta ATII.

Tun | — CHWXKEHHbI BUOCUHTES3 BMOMOrMYECKN HOPMasbHbIX MOMEKY . ATOT TUM XapaKTepU3yeTCs CHMKEHNEM KaK
AHTWUIeHHON, Tak N OYHKLUMOHaNbHOW AT-akTUBHOCTM B KPOBM HOCUTENS. Y reTepo3nroTHbIX Hocuternen obe BenuynHbl
ObIBalOT CHMXEHbI NpnbnuanTensHo Ha 50%. B ocHoBe Tuna | geduunta ATIII moryT nexartb cBbiwe 80 myTauui.

Tun |l xapakTepnsyeTcd BHYTPUMONEKYNAPHbIMU AedeKTamMu, T.e. HAPYLWEHUAMU CTPYKTYpbl
monekyn 6enka ATIIl. lNMpoaBnaeTca OoH B TOM, YTO NPU HOPMalbHOW MMMYHOJTIOTMYECKOW aKTUBHOCTH
dpyHKUMOHanbHaa akTuBHocTb ATIIl pe3ko cHuxeHa, UTO BeAeT K PUCKY pa3BuTus Tpombo3sa.
Ona tuna |Ill xapakTepHbl HopmanbHble ypoBHU ATIII (PyHKUMOHANBHBLIN M @HTUIEHHBIN) NPU HapYLUEHHOM
B3aMMOAencTBMM ¢ renapunHom, 6e3 kotoporo ATIII BeinonHsieT cBoto pyHKLMIO KpariHe MeaneHHo. 70% 60onbHbIX Co
CHVXEHHON AT-aKTMBHOCTBIO MMEKOT B aHaMHe3e Tpomboambonuyeckue 3abonesaHnsa o focTmxeHnsa 50-netHero
Bo3pacTa. [lna geTckoro Bo3pacTa KnnHuyeckue npossneHmsa gedekra HexapakTepHsl. [5,7,9].

lMnepromouncTenHemMums B nocnegHue rogbl Npu3HaHa He3aBMCUMbIM (DakTOPOM prcka pa3BuTus Tpombosa.
OTOT AedeKT, KOTOPbIN MOXET OblTb Kak BPOXKAEHHbIM, Tak 1 MPMOGPETEHHbLIM, B YMEPEHHON hopMe BCTpeYvaeTcs
yacto — oT 5 0o 7% cnyyaes B obuwiern nonynayun. MexaHmam TpoMbOreHHoro AencTauns n3bbiTka romoyncTenHa
noka He BnomnHe AceH. Hanbonee xapakTepHbIM reHeTU4eckMMm AedeKkToM, CneAcTBMEM KOTOPOro SBMsieTcH
HaKomnmneHne roMouncTerMHa B KpOBM, cynmTaeTca MyTtauus, obycnosnusatoLas BelpaboTky TepmonabunsHoro
BapuaHTa metuneHteTparnapodonatpeayktasbl (MTIOP) co CHUXEHHOM aKTUBHOCTbLIO. OTOT AeEKT BbISIBNAETCH
y 1,4—15% 6enoro HaceneHus. CHmxeHHasa akTuBHOCTb MTI®OP MoxeT NnpMBECTM K 3aMeANeHno MeTUNMPOBaHNS
rOMOLIMCTENHA C ero NoCreAyoLMM HakonneHeMm. B To e BpeMs CHUXeHHas akTUBHOCTb 9TOro hpepmeHTa o3HavaeT
HeJOoCTaTO4HY10 BbIpaboTKy OKMCK a30Ta — BaXKHeNLLero Basognnaratopa. 3To, B CBOK o4epefb, BEAET K CYXXEHUI0
KPOBEHOCHbIX COCYAI0B C HapyLleHMeM LenoCcTHOCTU SHAOTENNA U nocneaywwmm TpombruposaHmem [5,7,8].

K HacTosllemy BpeMeHU CroXunnocb npeactasneHne o Tpombo3se y AeTen Kak o MynbTudakTopmanbHOn
naTonormm, 4To onpegenseT ero 3HayeHue B KayecTBe MyMbTUAUCUUNINHAPHON Npobnemsbl, NnpusnekawLlen
BHMMaHMe creumnanmcToB pasnnyHoro npodunsa: neanaTtpos, HEOHATONOroB, AETCKUX PEBMAaTONoroB, OHKOSOroB,
NHMEKLNOHNCTOB, Bpayewn oTAeNneHnn peaHuMaLnmm n UIHTEHCUBHOW Tepanuu 1 ap.

MpepcrtaBnaem KNMHUYECKUe crnyyvyam HabnwpeHns AeTen C reHeTuYyeckn JeTEePMUHUPOBAHHBLIMU
TpomMbBopunmsamu.

OeBouka [ 7 net, noctynuna B oTAeneHme rematonornm ¢ xxagobamm Ha XxpoMOTy NpaBow HOMW, yBENU4eHmne
1 oTek neBoW Horu. B gebioTe 3aboneBaHnsi oTMevanoch NoBbieHne TeMnepaTypbl Tena go 40C — gepxanacb
B TeYeHMe HeJenu, Takxke oTMevarncs kawenb. O6paTunucbk k y4acTKOBOMY Bpady, nonydanu ambynaTopHoe
neyeHune hneMokcuH contotab, pnasamen, nHranunt. 22.mas 2017roga coctossHne pebeHka yxyaLwmnnock, Hapocna.
locnuTanuanpoBaHa B akcTpeHHoM nopsiake B AFKBENe2 B OPUT, rae Haxogmnnack no 26 masi 2017roga € KNMHUYECKNM
aunarHosom: Tpom6oambonus BeTBel neroyHon aptepuini. MIHgapkT BepXxHel 4onn NeBoro fNerkoro, 0CNoXXHeHHbIN
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BEPXHEL0MeBO 04aroBO-ClMBHOM NHEBMOHMEN. OCTpbIi uneodemopanbHbii TpoM003 cneBa. HacneacteeHHas
TpoMbodunusa (HeyToOUHEHHas).

CocTosiHne pebeHka Obino TsXXenoe 3a cHeT CMMMTOMOB WMHTOKcuKauumn, H2, CCH1. [leBoyka Obina Bsanas,
cnabas. AMoumMmn 1 anneTuT pe3ko CHWXEHbI. [TpaBUNbHOIo TENOCNOXEHUS U NUTaHWs. KoxxHble NokpoBbl 6neaHble,
nepuoparnbHbI LUaHO3 B MOKOE, CbinNu He Obino. Typrop MbllLeYHOM TKaHW YA0BEeTBOPUTENbHbIN. [epndepudeckmx
OTEKOB He ObINo, KOHEYHOCTU Tennble, NeBas HUXHAA KOHEYHOCTb HECKONbKO npoxnagHen. becnokowun
ManonpoayKTUBHbIN Kawernb. Ofbilka 6bina BelpaXxeHHasd, CMeLaHHOro xapaktepa. pyaHas kneTka ymMepeHHa
B3ayTa. [1epkyTOpHO Hag NerkumMmm yKopodeHue NeroYyHoro 3Byka crnpaBa B BEpPXHUX oTAenax. AyCKynbTaTUBHO
OblxaHne pes3ko ocnabneHo, BbICMNyLIMBANMCh CyXue Xpunbl, BNaxHble, Kpenutupyowme Ha Bgoxe crnpasa. Co
CTOPOHbI CEPAEYHO COCyaUCTON cucTembl 6e3 natonoruv. XXuBoT npu nanbnaunm mMArknii n 6e360ne3HeHHbIN.
lMeyeHb N ceneseHka He yBenuyeHbl. [lnypes agekBaTHbIN.

Bbina npoBeneHa aHTubakTepuanbHas Tepanusa opTyM, ME3OHEKC, MeTpuz

Ha Y3[I cocyaoB HUXHEM KOHEYHOCTU OCTPbIN TPOMG03 BHYTPEHHEN NOAB34O0LHON BEHbI, MOBEPXHOCTHLIN U
rny6okon Tpomb03 6eapeHHON BeHbl, 6e3 Npn3HakoB rioTauumn n pekaHanm3auun ¢ NorHON OKKI03Ne npoceeTa.

B koarynorpamme ot 28 masi 2017 roga AMNTB-38,7"; AKT-14/ Ha 6MuH-11", Ha 10MnH-9”;MHO-1,2; MTN-59,9%;
hnbpuHoreH-2,8r/n; TpomGuHOBOE BpeMmsi-19,7"; B-HathTONOBbLIN-CI NOMOX; TONIEPAHTHOCTL Nia3Mbl K renapuHy-7MuH.

PebeHok Obin ocMoTpeH aHrnoxmnpyprom 29 masi 2017roga BeictaBneH avardo3: OcTpbin nneogemoparnbHbIn
Tpombo3 cneBsa.

C yyeTOM pekoMeHaauumi aHrmoxupypra B nedeHue gobasneHo renapuH 1500E4 noa koHTponem BCK BapdapuH
Y2 1ab (1,25wmr) 1 pas, nog koHTponem MNTU, MHO, exenHeBHo.

KoHcynbtupoBaH rematonorom 30 masa 2017ropa: yunTbiBast KIMHUYECKYH KapTUHY - Hanu4ne Tpomb6o3a
rny6oKMX BEH cneBa, NTHEBMOHMIO, NobapHasi cnpasa C pa3BUTMEM aTernekTesa, n3aMeHeHne nabopaTopHbIX aHanM3os
(rvnepkoarynsums, genpeccus hnbpmnHonM3a) MoXHO AymaTb O NEepBUYHOM Tpombohunum.

Bbino pekoMmeHgoBaHoO - reHeTuyeckoe obcnenoBaHve Ha Hanbonee YacTo BcTpedvarwmecs TpoMmobodunum
(HapyLueHus doonaTHoro obmeHa, MyTauusa reHa npoTpombuHa, npotenHa C, nengeHckas MyTaumns)

Ha cdoHe npoBogumor TpoMOBONMUTUYECKON Tepanuu BbICOKMMU A0O3aMu renapuHa u BapdapuHa nmeet
MECTO OTCYTCTBME NOMOXUTENbHOW AMHAMUKN CO CTOPOHbLI PEHTIEHONOMMYECKON KapTUHbI NTIErKUX NPY yry4dLlleHnn
obLero caMoyyBCTBMS,, HOpManM3auumn TemnepaTypbl Tena n KOPPeKL MM reMocTasnorpamMmmbl, YTO HE UCKMYaeT
TpomMO03 BETBEN NErOYHbIX apTepUit U MHGapPKT nerkoro. MNocne ctabunmsaumm coctosiHnA nepesegeHa B HUM n
OX, roe Haxogunack no 21uoHsa 2017 roga ¢ guarHo3om Tpom6oambonusa nerodHom aptepumn criea. [NMTHEBMOHUSA
ovaroBas cresa. ineodemopaneHbii TpoM603 creBa. [NpoBeaeHa onepaumns cenekTUBHbIA TPOMOONM3NC CneBsa,
aHrmonynbmoHorpadgus., BeinucaH Ha noggepxueatoLien fose sapapuHa 2,5 mr.

CocTosHne pebeHka npu NOCTYNNEeHUM K Ham B oTAerneHune 6bino Tsxenoe. PebeHok akTuBeH. AnneTuT
coxpaHeH. KoxHble NOKPOBbI YNCTbIe, 0ObIYHOTO LiBeTa, Tennble Ha owynb. OTMeYanoch HanMyne acuMMeTpun
NeBoOW 1 NpaBoi Horn (06bem NeBon Horn Gornblue No BCen AnvHe Ha 1 cM), CHKeHue nynbcauum 6egpeHHom
apTepuu crieBa. [1BxeHus B cycTaBax B NOMHOM o6beMe. MMpaBubHOro TENOCMNOXEHNS, YAOBNETBOPUTENBHOIO
nuTaHus. MoaKoXHO-XKNpoBas KneTyaTka pa3BuTa XOpoLLo, pacnpeneneHa paBHOMeEpPHO. TOHYC 1 Typrop TKkaHewn
yAoBrieTBopuTEnbHbIN. MNepudepnyeckne numdoysnel He yBenunyeHbl. B nerkux gbixaHne npoBoAMoch Mo BCeM
nonsm, XpmnoB He 6b1no. Co CTOPOHbI CepaevYHO COCYANCTON cucTemMbl 6e3 natonormm (TOHbI cepaua ACHbIe, pUTM
NpaBUNbHbINA, WYMOB HeT). >KnBOT 00bIYHOM hOpMbI, AOCTYyNeH nanbnauunn. NevyeHb n ceneseHka He YBENUYEHbI.
MoueucnyckaHue cBobogHoe. Moya ceeTtnada. CTyn perynspHbiin.

Bbino coenaHo reHeTuYeckoe nccnefoBaHne: 06HapyXeHo 2 nonumopduama B reHax perynatopax HakonmeHus
romouuctenHa —romo3urotHast Mytaums B rene MTRR unreteposurotHas mytaums B rene MTHFR. YTto noaTteepxaaet
AnarHo3 HacnepcrteseHHas nepBuyHas Tpombodunus.

B nccnegoBaHun koarynorpammel oT 22 ntoHs 2017 roga (npy nocTynneHnm) Ha hoHe nogaepKuBatoLLen 403bl
BapdapuHa otmevanocb cHmxeHne MHO — 1,7, MTN — 207-41,5%;

lomoumcTeunH kposm ot 05 niona 2017roga — 13,7mMkMonb/n (5-15 MKMonb/n B 3aBUCMMOCTHM OT Mona v Bo3pacTa
nauveHTa; y ieTen Ao 12 neT He 3aBUCKT OT nosna v cocTaBnsieT SMKMonb/n).

MpoBeaeH noa6op Ao3bl BapdaprHa No anbTepPHUPYIOLLER cxeme: No YeTHbIM AHAM o 1 Tabnetka (2,5mr) 1
pa3 B 21 yac 00 MWH, MO HeYeTHbIM AHAM no 1TabneTka (2,5 mr)+1/4 (1,2mr) 1 pa3 B 21 yac 00 MuH.

B avHamuke npu Bbinvcke B koarynorpamme 08 utong 2017 roga. NTU — 26,3//-30%; MHO — 2,1

B ctabunbHOM cocTosiHMM BbinucaHa gomoin. Koppekuusi BapgapuHa B 3aBucumoctn ot MHO: 1.1 — 1.4 —
yBenuuntb o3y Ha 20%; 1.5 — 1.9 — yBenuuntb fo3y Ha 10%; 2.0 — 3.0 — npogormxuTtb 6€3 nsmexHeHun, 3.1 — 3.5 —
yMeHbLnTb A03y Ha 10%, 3.6 —4.0 — ogHokpaTHO 50% [03bl, 3aTeEM B yMeHbLUeHHOW Ha 20% > 4/0 — naysa o Tex
nop noka MHO He cTtaHeT < 3,5, 3aTem Ha4yaTb NOBTOPHbLIV NoabeM (25% OT NpeALwlecTByOLWEN A03bl).

Peb6eHok H geBoyka 2 roga 9 mecsaueB noctynuna K HaM B reMaTosniormyeckoe otaerneHune ¢ xanobamu Ha
XPOMOTY NEBOW HOTW, YBENUYEHME N OTEK 06ENX HOT.
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M3 aHamHe3a 13BeCTHO, YTO poAbl MHAYLUMPOBaHHbIE CpoYHble, 6e3 natonorun. Bec-2899 rpamm, pocT-52
CM. Ha 4 [ieHb XN3HM B pOAAOME OTMEeYanuch nwemus ronosHoro mosra. LlepebpansHas genpeccus. CyqopoXHbIN
cuHapom. BXXK 3 cteneHun, cybapaxHovnaansHoe KpOBOU3NUSAHME, MapeHXMMaTo3HOoe KpoBom3nusHne. B Bospacte
1 mecsiua pebeHok Obin nepeBeneH B [AFKB Ne2 B HeBponoruyeckoe oTaeneHue, rae Haxoguncs ¢ AMarHo3oMm:
MocTrunokcuveckn-nwemmyeckn-noctremopparudeckoe (BXK3ct, cybapaxHoumganbHoe, napeHxmMMaTo3Hoe
kpoBonanusaHue) nopaxeHne LUHC. CnHopoM MbllleyHOW AUCTOHMK. Ha gucnaHcepHOM y4yeTe COCTOUT y
HeBponartonora c gnarHo3oM: CumnTomaTmnyeckas anunencus, ¢ 4-x MecsidHoro Bospacta. [lonyyaer perynspHoe
ambynaTopHoe reyeHne Tonamakc, kennpa. HacneacTtBeHHOCTb oTsrowleHa y 6abyuiku Tpomb603 rnyOokmx BEH.

PebeHok 6oneH ¢ 20 nekabps 2016 roaa, koraa Bnepsble Haxoaunuck B ATKNB Ne1 ¢ guarHosom «PonnukynsipHas
aHrnHa, pebpunbHble cygoporn». PebeHok 6bin rocnutanmanpoaH B OPUT, rae npoBogunach MHAY3NOHHasA Tepanmsi.
(KaTeTepusaumsa nponssegeHa B npaByo 6eJpeHHy0 BEHY)

28 pekabps 2016r nocne BbINMUCKM U3 CTauMoHapa, ooMa y pebeHka nosiBunacb OTEYHOCTb MPaBOW HOTW.
PebeHok obin rocnutanuaunposaH B [IFKE Ne1, B oTaeneHue xupyprum, rae Haxoguncs ¢ 01 aHeapst 2017 roga no 23
sHBaps 2017roga ¢ guarHo3om: ®nebut npaBoi HUXHE KoHeYHocTeln. COCTosIHME Nocre kaTeTepusauum npaBom
OeapeHHoN BeHbl. TpoM003 rny6okMx BeH 06enx HUKHUX KOHEYHOCTEN 1 MOAB3AOLHbLIX BEH C 06enx CTOpoH. BeinucaH
Ha noggepxuBatoLen fose BapdapuHa 2,5 mr. BapdapuH Tepanuto nonyyvan HeperynspHo.

CocTtosiHne pebeHka npu NOCTynneHun ObINo  Tsxkenoe. TsHKeCTb COCTOSIHMS 3a CYET OTeYHOCTU 1 Bonen
ob6enx Hor. COH 1 anneTuT He HapyLueHbl. KoxkHble MOKpOBbI YACTbIe, 6r1ieAHO-pO30BON OKpackun. Cygopor He Obino.
PebeHok oTcTaeT B pa3BuTUK - He pa3roBapuBaeT. KaTapanbHbix sBrieHWI He Obino. Nepudepuyeckue numdoysnbi
He yBenu4yeHbl. B nerknx nepkyTOpHO NIErOYHON 3BYK, AblXaHWe BEe3UKYNSAPHOe, XpUnoB HeT. CO CTOPOHbI CepaeyHo
cocyaucTon cuctembl 6e3 natonoruun. >Kuot 06bI4HOM OPMbI, MATKUIA, 6e360ne3HeHHbIV Npu nanenaunu. NeyeHsb,
ceneseHka He nanbnupyetcs. [paBas Hora Ha 1 cm Tonuwe no Bcew AnuHe. MNMynbcaunsa 6egpeHHoOW apTepun
ocnabneHa c 06enx cTopoH. Horu Tennele Ha owwynb. Mbiwusl ApsbnoBaTsl. Pe6eHoK 0Tka3biBAaeTCA MHOMO XOOUTh.

Mo pesynbTaTtaM MOMEKYNspHO-reHeTU4Yeckoro TectupoBaHnsa oT 14 uioHa 2017roga Ha OCHOBHbIE TeHbl
npeapacnonoX)XeHHOCTN kK TpoMbounmm (koarynsaumoHHble daktopsl F2, F5) n meTabonuama donmeBow KUCIOTbI
obHapyXeHo 2 nonumopduamMa B reHax-perynstopax HakonmeHus roMouncTemHa: romo3nroTHas MyTauusi B
reHe MTRR wn retepoaunrotHas myTtauus B reHe MTR. Pe3ynbratoM faHHbIX MyTauuid MOXET ObiTb HakonneHune
roMOLMCTENHA B KPOBMW.

lomoumctenH 8,79 mkmons/n ot 03 utonga 2017ropa - nosbiweH (y Aeten Ao 12 net He 3aBMCUT OT norna u
cocTaBnsieT SMKMonb/n).

Ha Y3[I cocynoB HMXHMX KOHEYHOoCTen oT 26 Mmast 2017roga NnoBepXHOCTHLIN TpoMbodnebuT (MTPB) obenx
HUXKHUX KOHEYHOCTEN.

T.k npuem BapdapuHa 6bin HeperynspHbeli B koarynorpamme ot 19 utoHsa 2017 roga oTMevaeTcsi CHUXeHne
MHO — 1,06. K Ham rocnutanuanpyeTtcs Ans Koppekunn 4o3bl BapdapuHa.

MpoBeneH noabop fo3bl BapdapuHa (1Tab — 2,5 mr) % Ttabnetkn (1,8mr) exxegHesHo B 21 yac 00 muH. MNopg
koHTponem MHO Llenesoi ypoBeHb MHO 2-3

B auHamuke koarynorpamma MNB/MTU — 27,5//-28,5%; MHO — 2,2; ¢onbpuHoreH — 1,8 r/n; TB — 19,6//;

B ctabunbHOM cocTosiHMM BbinMcaHa gomoin. Koppekuusi BapgdapuHa B 3aBucumoctn ot MHO: 1.1 — 1.4 —
yBenuuntb gosy Ha 20%; 1.5 — 1.9 — yBenuuntb go3y Ha 10%; 2.0 — 3.0 — npogonmxunte 6€3 nameHenui, 3.1 — 3.5 —
yMeHbWUTb 403y Ha 10% , 3.6 —4.0 — ogHokpaTHO 50% [03bl, 3aTeM B yMeHbLUeHHOW Ha 20% > 4/0 — nay3a o tex
nop noka MHO He cTaHeT < 3,5, 3aTem HayaTb NOBTOPHbLIN NoabeM (25% OT NpeALllecTBYOLLEN A03bl).

HeBouka A 10 net noctynuna B otaeneHue rematonorun ArKBNe2 ¢ xxano6amu Ha OHEMEHWME MO JIEBOWN CTOPOHE
BEPXHEN N HWXKHEN KOHEYHOCTN, HapyLLUEHME peydn, CXOASLMECH Kocornasue, ronoBHblie 6onu.

M3 aHamHe3a n3BecTHo 4To pebeHok boneet ¢ 03 sHBapsi 2011roaa, korga npomsowno OHMK no nwemmnyeckomy
Tuny (Bo3pacT Ha momeHT OHMK 4 roga), noctynuna B AFKNB ¢ gnarHo3om BupycHeii aHuedanmTt?. OTmevancs
cnabbiin MbILEeYHbIA TOHYC. B HOosiI6pe 3TOro e roga caenaHo reHeTuyeckoe obcnefoBaHme Ha Hambornee Yyacto
BCTpeyvawLwmecs Tpombocdunun. beina obHapyxeHa romo3urotHasa myTtaums red F5(Jlenger), reH MTRR reTtepo-
s3urotHasa- 5G/4G  YTo B nonb3y AmarHosa: [eHeTMyeckn AeTepMUHUPOBaHHas TpomMbodUnus, romo3uroTHas
JlenpeHckasa myTtauusa. Coctosna Ha gucnaHcepHoM yyeTe y remartonora B HLUIM n OX ¢ gnarHosom leHeTuveckunii
[eTepMUHMpOBaHHasa Tpombodunus, romo3urotHas JlegeHckas mytaumsa PebeHok nonydan BapdapuH nog
kKoHTponem MHO.

26 aHBaps no 10 cdesBpans 2012roga geBoyka Haxogunacb Ha ctaumoHapHom nedveHun B KB ropoga
EkaTepuHOypr, roe onarHo3 reHeTu4eckun AeTepMuHMpoBaHHasa Tpombodunms, romo3urotTHas JlengeHckas mytauus
ObIn noaTBEPXAEH. BbinucaHa Ha nogaepxuBatoLLen Ao3e BapdapuHa 2,0mr.

C anBaps 2013 roga oTMeyanoch yXyALleHne COCTOSHNS, MOSABUITUCH MUrpeHO3Hble ronoBHble 6onun. Kocornasne
NMOCTOSIHHOE COAPYXEeCTBEHHOE anbTEPHMHPYOLLEee CXOAALLMECH aKKOMOAALMOHHOE C NapeTnYeCKUM KOMMOHEHTOM
(napes n. Trochlearis OS). 3agepkka pe4eBoro pa3BnTHsi, COMETaOLLASCS C 3a4ePKKOM UHTENNEKTyanbHOro pa3BuTms
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n crneumdunyeckuM paccTponcTBOM y4yebHbIX HaBbIKOB. B cBs3u ¢ yem pogutenu obpatunuck B ®HKLL AFOU nm.
[.PorayeBa ropog MockBa, rae Haxogunmncb Ha cTaunmoHapHoOM feveHumn ¢ 21 auBap4a no 11 despana2013 roga.
Bbinn BeINMCaHbl Ha NnogaepKuBatoLLen Jose BapdapuHa 2,0mr+1,2mr.

YXyALeHne CoOCTOAHNSA OTMeYaeTCs HoYbto ¢ 7 Masi Ha 8 mas 2017roga, Ha4anocb OHEMEHMWE NO FIEBON CTOPOHE
BEPXHEW N HUXKHEW KOHEYHOCTW, flarnee C nocneayoLm nape3om rno eBon CTOPOHE, HapyLLEHNe peyn, CXoasLmnecs
kocornasue. B koarynorpamme otmedanocs yanuHenve MHO fo 3,42, knuHnyecku 6bin BbipaXkeH remopparmyecknia
CVYHAPOM B BUAE MHOXXECTBEHHbIX CUHAYKOB Ha pyKax 1 Horax. [nsi KoppeKumm 403bl FOCNUTann3vMpoBaH B oTAeneHme
remartonorum I KBNe2

O6uwee cocTtosHne pebeHka Ha MOMEHT NocTynneHust Tsxkenoe. CosHaHue AcHoe. MeHuHrnanbHble 3Haku
oTpuuaTtenbHble, PBOTbl U PUTMOHOCTM 3aThbITIOYHbIX MbIWL He Oblno. femogMHamuka ctabunbHas. MNMpusHakm
remMopparm4yeckoro CMHApomMa B BuAe OOLIMPHBLIX CUHAYKOB Ha Horax u pykax. [NpaBunbHOINO TENOCNOXEHUS,
yOOBNETBOPUTENBHOIO NuTaHus. KoxHble NOKPOBbI 1 BUAUMbIE CIU3UCTble OOLIYHOrO LUBeTa. Typrop TKaHu
coxpaHeH. MNMepudepunyeckrne numaoyansl He NanbnupytoTcs. KatapanbHbix SBeHWi He 6bino. B nerknx gbixaHme
NpPOBOAUTCSI MO BCEM MONAM, XpUnoB HeT. CO CTOPOHbI CepAEYHO COCYyaAUCTON cucTembl 6e3 natonormum. XXueot
MATKUIA, 6€300Me3HEHHbIN, NeYEeHb U cene3eHka He yBennyeHbl. Pusanonormyeckme oTnpaBeHns B HOpMe

[aHHble obcnepoBanusa: MPT ronosHoro mosra ot 1 masa 2017roga — pacwmpeHnue n yrinyoneHne 6oposa
nonyLapuim Mo3xeuka (He ncknrovaetca cybarpodumyecknii npouecc?) B cpaBHeHUn ¢ 28.01.13r 6e3 nameHeHus.

Koarynorpamma npu noctynneHun ot 1 mas 2017roga - MB/MN-34,8"-21,6%; MHO-2,7; koHTponvpyemas
runokoarynsaumsa B 2 dase.

KoHcynbtauns HeBponora — MNocneacteusi nepeHeceHHoro OHMK no uwemnyeckomy Tuny. ATakCUYeckuin
CUHAPOM. TpaH3UTOPHbIE MLIEMUYECKME aTakM.

Ha doHe npoBogumon Tepanuu BapdapuHom no 2,5 mr no 2 tabnetkn 1 pas 214 30 muH ¢ 19 masn 2017 roga
no 1 +3/4 Tabnetku 1 pas. CoctosiHne pebeHka B AMHAMUKe C ynydlieHnem. femopparmyeckuii CUHAPOM MOMTHOCTbIO
KynupoBaH. TpaH3MTOPHbIX ULeMuyeckux atak 6onee He 6bino. Koarynorpamma B guHamuke [MB/MA-28,8"-27%;
MHO-2,2 B ctabunbHOM COCTOSIHUM BbiNMcaHa JoMon. Ha nopaepxuBatowlen nose sapdapuHa (1tab — 2,5 mr) B
pose 1+3/4 Tabnetkn nog koHTponem MHO — uenesoii yposeHs MHO 2-3

BbiBoAbl

B HacTosee BpeMs «30M0TbIM CTaHAapTOM» U3 aHTMKOarynsiHToB Henpsmoro gencteusa (AHO) npusHaH
BapdapuH n3-3a ero MeHbLlUen TOKCMYHOCTU, BbICTPOro AENCTBUS U KOPOTKOro (OKOMo 2 cyT) nocrnenencraus.
JleyeHre TPOMBOTMHECKUX OCIOXHEHWIA Y AETEN C MOMOLLBI OparnbHbIX aHTUKOArynsHToOB ABMASIETCA NpegMeToM
aKTUBHOTO M3Y4YeHNs 1 06CyXAeHUs B TeYeHNe NocrnefHero AeCcaTuneTus, o4Hako pekomeHaaunm no NpuMeHeHnIo
AH[l y neTteli pasHoro Bo3pacTa eLe HaxoaaTcs B ctagum paspabotku. [10].

Hazo noMHUTb, 4TO pasBuTne TPOMOO30B 1 aMBONUIA y AeTel NponcxoaunT Ha hoHe (POPMUPYIOLLENCS CUCTEMDI
remMocTasa, YTo onpegenseT 0cobeHHOCTU MX NaToreHesa, a TakxKe 0TBETa OpraHnama pebeHka Ha hapMakonornyeckoe
OencTBne aHTUTPOMOOTMYECKMX MpenapaToB. YCTaHOBIEHO, B YaCTHOCTW, YTO pacnpenerneHue, cBA3biBaHne n
KIMpEHC aHTUTPOMOOTMYECKMX MpenapaToB MMEKT pasnuyms, accouMmpoBaHHble ¢ BO3pacToM. He BbidbiBaeT
COMHEHMI, YTO YacToTa U CNeKTP UHTEPKYPPEHTHbIX 3a00neBaHnii, a TakxKe NX NeYeHne 3Ha4YMTenbHO MEHSIIOTCA
C BO3pacTom BOnbHbIX, B TO BPEMSA Kak BO3AENCTBME aHTUTPOMOOTMYECKNX NMpenapaToB CYLLEeCTBEHHO 3aBUCUT
OT npvemMa 6onbLIoro psiaa APYrMx NnekapcTBeHHbIX npenapaTtoB. Cnegyet OTMETUTb, YTO aHTUTpomMboTu4eckme
npenapaTbl HE BbIMycKalTCA B A03ax unu dopmax, yaobHbIX Ans MCMONb30BaHWUS y AeTeW, Hanpumep B BUAe
cycneHsun unu xmngkocten. OcobeHHOCTN NUTaHUsA AeTelr pa3nuM4yHoro Bo3pacTa, B YaCTHOCTU BCKapMIIMBaHUS
rpyaHbIX OeTew, onpefensioT CylwecTBeHHble pa3nmyuuda B nx obecnedyeHHocTn BuTtammHoMm K, 4yto onpegenser
TPyAHOCTM B pa3paboTke CTaHAaPTHbLIX PEKOMEHAALNIA MO MPUMEHEHUIO OparibHbIX aHTUKOArynaHTOB y AETEN pa3Horo
Bo3pacTa. HakoHeu, npoBegeHne ANUTENbHOW Tepanuu aHTUKoarynsaHTaMmm MoXeT ObiTb 3aTPyAHEHO B CBA3W C
HeraTuBHbIM OTHOLLEHNEM pebeHka, YTo Hanbonee TUNUYHO AMs NOAPOCTKOB, UMW UX POAUTENEN, T. €. 3aBUCUT OT
coumnanbHbIx dakTopos [11,12].

JleyebHO-NpodnnakTnyeckoe nNnpuMmeHeHne BapdapuHa AOJIHKHO COMPOBOXAATbCA CUCTEMATUYECKUM
nabopaTopHbIM KOHTporeM. Lienb nabopaTopHOro KOHTPONSA Npu fiedeHnm BapapnHOM COCTOMT B HEOBXOOUMOCTU
OOCTVMXKEHUSI 1 NMOALEPXKaAHUA Ha HY>XHOM YPOBHE TMMoKoarynsiuMoHHOro addgekta npu MUHMManbHOM pUCKE
pas3BUTUSA reMopparm4ecknx oCrnoXxXHeHun. PesynstaTbl NPOTPOMOUMHOBOrO TECTa NPUHSTO OLEHMBATb C NMOMOLLbIO
nokasatens — MexayHapogHoro HopmanusosaHnHoro OTHoweHusa (MHO) (INR — International Normalized Ratio).
MHO nosBonsetr Nnpou3BoaMTb MaTeMaTUYECKY KOPPEKLMIO, CTaHAapTU3UPYOLWY NpoTpoMOMHOBOE BpeMS
pa3nuyHbIX TPOMGONNACTUHOB, MMEKLLNX Pa3NUYHY YYBCTBMTENBHOCTb. OpanbHble aHTUKOarynsiHTbl BCe valle
UCNONb3yKTCS B NeanaTpuyeckon npakTuke, NO3TOMy HeOOX0AMMO pacLUMpPsiTb BO3MOXHOCTW NabopaToOpHOro
MOHUTOPUHIa AeTen No MecTy XUTenbCcTBa U UX caMmokoHTpons. [11, 12].

MHO (kak n KoHLeHTpaLms rMKo3bl) 04eHb AMHAMUYHBIN NokasaTens. W ecnu Bpad nony4vaet pesdynstat MHO
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13 nabopaTopmm TONbKO Ha 3-i UNK Aaxe Ha 5-1 AeHb Nocne caayv aHanmaa, v B COOTBETCTBUM C 3TUM € BONbLUNM
onosgaHMeM KoppekTUpyoT o3y BapdapuHa, To OLWMBOK B eYeHun n3bexatb kpaiHe TpyaHo. M BOT Korga aToT
Hagnexallmin KOHTPONb OpraHM3oBaTh HEBO3MOXHO UMW KpaiHe 3aTpyAHMTENbHO — Torga v NMoMoratoT npsivble
nepoparsbHble aHTUKOAarynsiHTbl, KOTOPble MOXHO NPUHUMATL 6e3 MOCTOSIHHOTO KOHTPOSS reMocTasa. Celvac ecTb
HOBbIE OparnbHble aHTUKoarynsHTbl Npsimoro Aencteust (HOAK — puBapokcabaH, faburaTpoH, anmkcabaH), koTopble
He TpebyIoT KeCTKOro KOHTPOJIs reMocTasa, HO 3T npenapaThl eLle He oTpaboTaHbl B NeAnaTpUYecKomn NpakTuke.

B Tex xe cnyyasix, korga perynsipHbiit KoHTpornb MHO oTnaeH — BapdapuH ocTaeTcsi CTaH4apTOM B Fle4eHum
MHOTUX MaToONOrM4yeckmnx cCocTosiHUIA. OfHaKo He CTOMT 3abbiBaTh, YTo MHO fomkHO 6biTe 70% BpeMeH! B LieNeBoM
AvanasoHe, Torga v apdeKkTMBHOCTb U 6e3onacHOCTb Tepanumn GyayT COOTBETCTBYOLVMM.

Takum oGpasom, fevyeHne U NpounakTka TPOMBOTUYECKMUX OCIOXKHEHWUI NpeacTaBnsaoT coGoi ogHy U3
HanGonee akTyanbHbIX MyNbTUAMCLUNIMHAPHBLIX NPOGIeM COBPEMEHHOM NeanaTpum, KotTopasi 4o CUX Mop He peLleHa.
Heo6xoaMmMoCTb COBEPLUEHCTBOBAHUS MEAULIMHCKON MoMOLM AeTsSM TpeGyeT NpuBrneYeHnst BHUMaHus neauaTpos
K MOMCKY HanGonee onTUMarbHbIX CXEM aHTUKOArynsiHTHOW Tepanun y AeTen pasHoro Bo3pacTa.
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PELIWABEI OCTPBIX JIEMKO30B Y JETEN
(JINTEPATYPHBII OB30P)

MaxmyanoBa M., A6aukagupoBa A., AHapoBa [1., XabnaHoB A., KypmaHoBa X.,
BepoubekoBa A.
KasHMY umenn C.O.AchenmsipoBa, rLAnmaThl
HayuyHbIn ueHTp neanaTpum U 4eTCKON XUpyprum, r,AnmaThbl

OcTpbint newnkos (OJ1) — knoHanbHoe (OHKOMoOrm4yeckoe) 3abonesaHne, NEPBUYHO BO3HMKAKOLLEE B KOCTHOM
Mo3re B pesynbTaTte MyTaluu CTBOMOBOW KneTku kposu [1]. 3aboneBaHune, cunTtaBlieecsa datanbHbIM HECKOMBKO
[EeCATKOB NneT Hasap, Ha CEerofHsALWHNA AeHb 6narogapsi COBPEMEHHbIM NporpaMMam nonnxumMmoTepanum ycneLHo
neuutcs. Tak, 6eccobbITUIiHasA BbXKMBAEMOCTb AeTel, 60NbHbIX OCTPbIM MMM OONacTHbIM TENKO30M, yBEnm4munach
¢ 5% B 1960-e no 75-80% B 2000-€ roasbi [2].

HecMoTpsi Ha onpefeneHHble yCnexu, 4OCTUTHYThIe B Tepanuu Nenko3oB, akTyarbHbIMU OCTAKTCA BbiCOKas
neTanbHOCTb OT TOKCMYECKMX OCITOXXHEHWI Ha 3Tane peMmmuccum, npobnema HemponenkemMmm, 4OCTaTOYHO BbICOKas
yactoTa peumanBoB 3aboneaHus [3]. Peungne ocTpbix NENKO30B — 3TO BHOBb BO3HMKLWee 3aboneBaHue nocne
NepBUYHON ANArHOCTUKK, NEYEHNS U JOCTMXEHUSA pemuccun [1,4].

YCTaHOBMEHO, YTO B OCHOBE peLnanBa NexuT pa3MHOXEHME NENKO3HbIX KNEeTOK, BbPKMBLUMX NOCcne npoBeae-
HUSA Tepanun 1 He BbIIBNSEMbIX NPU CTaH4APTHOM MOPONOrM4eCcKkoOM UccrneaoBaHn BO BpEMS NOMHON PEMUCCUN.
OTW KNEeTKM HasbIBalT «ApeMMALWUMUY. Y OOHUX NALMEHTOB OHU MOTYT HAXOAUTLCS B HEAKTMBHOM COCTOSIHUM B
TeyeHve anutensHoro Bpemexu (fo 10 neT n Gonee), y Apyrux AatT Havyano peunauBy yxe Ha BTOPOM-TPETbEM
MecsiLe remartonornyeckon pemmccunm [1,3].

Ecnu cpaBHMBaTb pe3ynbTaTthl IeYeHUs NePBUYHbIX BOMNBHbIX, BEKMBAEMOCTb AETEN C peunansamMm ocTporo
nenko3a oCTaéTcs HU3KOW, 5-NeTHSS BbKMBAEMOCTb 3TUX NauneHToB He npeBbiwaeT 35-40%. LWaHcbl Ha BbI3ao-
pOBIEHME HanpsiMylo 3aBUCAT OT pa3paboTKM HOBbIX NMOAXOAOB B MOMMXMMUOTEPANUW, BapuaHTOB NpoBeaeHUs
TpaHcnnaHTauum KocTHoro moara v ap.[1,2,].

OJNJ1— camoe pacnpocTpaHeHHoe 3nokayecTBeHHOe 3aboneBaHune y feTewn. B cTpykType OeTCKNX OHKOormye-
ckmnx natonoruu gona OJ1J1 coctaBnseT go 25% Bcex onyxonen n oo 75% Bcex remobnacto3oB. 3abonesaemMocTb
OINN coctaBnsgeTt B cpeaHeM 30—40 cnyyaes Ha 1 MNH HaceneHus B roa. OcobeHHOo yBenuunnack 3aboneesaemMocTb
OIN B Bo3pacTe oT 2 0o 5 net 0o 75 Ha mnH B roa. bonee Huskas 3abonesaemoctb OJ1J1 oTMevaeTcsa B cTpaHax
Adpukn n CpegHen Asumn, oTHocuTenoHo 6onee Bbicokas — B Kntae, AnoHun, CLUA, EBpone. Yauwe 3abonesatot
Marnbyunkn (cootHoweHue 1,6:1 ana B-nuHenHoro u 4:1 ans T-nuHenHoro OJN). [4,5].

Haunbonee 6naronpusitHbim BapuaHtom OJ1J1 y feTer B NpOrHOCTUYeCKoM cMbicne cumtaetca Common (BII)
BapuaHT. OH JaéT HauMeHbLLEee YNCIO PELIMAMBOB U HAUMEHBLLNIA NPOLIEHT NeTansHocTu. Hanbonee Bbicokas cMepT-
HOCTb U CKITOHHOCTb K peLaMBupoBaHuio y 6onbHbix OJJ1 6e3 onpenenéHHon NMHENHOW NpuHaanexHocTu. [4,5,6]

BbisiBNeHne akcnpeccum MMenonaHblXx MapKkepoB U CTBONOBbLIX Mapkepos, (CD34+CD10+CD24+CD13+CD33
+CD9+), rmbpuaHbix 6enkos (BCR-ABL, MLL-AF4), xpomocomMHbix aHomanum ((9;21), (q34;p13.3), t(4;11) (921;923),
1p32) Ha numdobnacTax ABNAETCS oTAryarLwmMm akTopoM NPOrHo3a, 1 NoBbILLAET PUCK pa3BUTUSA peLvavBa 3a-
6oneBaHus. [4,5,6]

BeisBneHve Ha 33 AeHb NONUXMMMOTEPANMU OCTAaTOYHOW MONYNAUUN NENKO3HOro KroHa, NposBNSALWErocs
BbICOKOW 3KCMpeccuen OHKOMApPKEPOB Ha KIeTKax KOCTHOro Mo3ra npu HU3Kom 6racTtose, KOppenupyeTt C NoBbl-
LEeHMeM 4acToThl pa3BUTUSA peunanBoB 3abonesanus. [4,5,6]

Tak xxe HeGnaronpusaTHbiM nporHo3 OJ1J1 y geten genaet crneayowme gakTbl Kak — BO3pacT geten >1 roga u
>10 neTt, myxckon non, >1x109/n 6nacTHbIX KNETOK Ha 7-N AeHb MOHOTEpanuu NPeaHn3onoHoM, >25% (M3) Ha 7-n
n/vnn 15-n aeHb nHaykumm unmn 2-25% (M2) 6nactos Ha 15- geHb, oTcyTcTBUE pemuccun, >0,01% vepes 6-8 Hep
Tepanuu. [5]

OcTtpbint MuenobnacTHeln neko3 (OMJT) BcTpevaeTcs c yactoton 1,5 Ha 100 000 geteit n 3aHnmaeT 15-20 % B
CTPYKTYpe AETCKMX OCTPbIX Neinko3oB. Y aeteint OMJ1, kak npaBuno, ABNsieTcs nepBUYHbIM 3ab0neBaHneM, B KITMHUKE
3aboneBaHnst peako npellecTBYeT KNoHanbHas 3BONIOLUUSA MUenonponudepaTMBHbIX paccTporcTB. MpuHuunbl
neyenns OMIJ, 3a nckno4YeHMeM OCTPOro NPOMMENOLIUTapHOro NenKo3a, He N3MEHSNUCH B TedeHne nocnegHunx 30
neT, XOTS ypOBEHb BblXMBaemocTn yBenuyuncs ¢ 40 go 60—-65 % 3a cyet cTpaTudmkauum 6onbHbBIX MO rpynnam
pucka, MHTEHCUMdUKaALMN PEXNMOB XUMUOTEPaNnUW, NPUMEHEHUSA 3NUTreHEeTUYECKOW/TapreTHOM Tepanuu, ycoBep-
LLIEHCTBOBAHMS CONPOBOANTENBHOIO NEYeHNs U paclUMpeHns NoKasaHun Ansa TpaHcnnaHTauum reMonoaTUYecKmx
CTBOJIOBbIX KIIETOK B NporpaMmmMme BefAeHusi 60MbHbIX. [7,8]

OeTtn B Bo3pacte o 2 net, cTpagatwme OMJ1, npeactaBnsoT ocobyt rpynny 60MbHbIX, OTIINYAOLLYIOCA
Guonoruen npouecca, reHeTudeckumy abeppaumamm, KOHUeHTpaunen HebnaronpuaTHbIX (GakTOpOB prcKa U Bbl-
paxeHHOW NpeapacnofioXXeHHOCTbIO K TepaneBTUYECKON TOKCUYHOCTU. [Mporpecc B neyeHun 3Ton Noarpynnbl C
NCMNOMNb30BaHUEM PUCK-3aBUCUMbIX MPOTOKONOB NeveHns B nocnegHue 10 net npmeen K U3MEHeHUo NporHo3a, oH
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cTan conocTaBMMbIM C NaLMeHTamMmu cTapLunx Bo3pacTHbIX rpynmn. B ntore 25-30 % naumentoB ¢ OMJ1 B Bo3pacTe
ot 0 o 18 neT MoryT CTONKHYTbCA C peunausom nenkosa, 5—10 % rubHyT oT ocnoxHeHu 3abonesaHunsa n/mnm no-
00uYHbIX achbdekToB Tepanuu. [7,8]

Co BpeMeHW LUIMPOKOro BHEAPEHNWS B riedeHne 60nbHbIX ocTpbiMy nenkosdamu (OJF1) ctaHgapTHBIX NPOTOKOMNOB
Hayanocb AeTanbHOe U3y4YeHue NpUYMH ycnexa n Heycnexa Takoro nevyeHms. 1o B CBOK oyepenb NpyBeno k gop-
MUPOBAaHMIO Fpynn pucka u guddepeHunpoBaHHOMY NOAXOAY K Tepanuu, a Takxke K paspaboTtke hakTopos Gnaro-
NpUATHOro 1 HebnaronpuATHOro NporHo3a. Tak, AoKkasaHHbIM 06LWenpUHATBIM YHMBEPCanbHbIM hakTopoM NporHosa
y B3pOCHbIX SBMSETCA BO3pacT GOMbLHOro: YeM MeHblUe BO3pacT, TEM Nyylle NPOrHO3; Hauxyawune NporHo3Hble
pe3ynbTaTbl OTMEYeHbl Y nauneHToB B Bo3pacTte 60 n 6onee net. [pyron o6LwenpuHATLIA hakTop NporHo3a npu
OJ1-ypoBeHb nenkoumnToB B AebioTe 3abonesaHus. Tak, npu OMJ1 ypoBeHb nenkouutos meHee 2 1 6onee 50x109/n
paccmaTtpuBaeTcs kak pakTop HebnaronpusaTHoro nporHosa [9]. M3 nabopaTopHbix NokasaTenen yCTaHOBEHHOe
NPOrHOCTUYECKoe 3HaYeHUe UMeeT ypoBEHb aKTUBHOCTM depmeHTa naktatgermgporeHassl (JIOIN). MoBbiweHne
ypoBHs JIOIN paccmaTpuBaeTcsa Kak 0OLENPUHATLIA B NENKO30M0rMm npusHak HebnaronpuaTHOro nNporHosa npu
OCTpPbIX U XPOHUYECKNX nenkosax. [8]

YkasaHHble NPOrHoCcTUYecKe hakTopbl MO3BOMAOT A4ETaNM3npoBaTh MPOrHO3, MHAMBKAYaNM3nMpoBaTh TEPanuio,
caenaB ee puckaganTMpOBaHHOW AN KOHKPETHOro 605bHOro. BonbLINMHCTBO COBPEMEHHbBIX MPOrHOCTUYECKUX Map-
KepoB 6a3npyeTcd Ha LMTOreHETUYECKNX U MONEKYNAPHbIX U3MeHeHusXx. MHorme nccnegoBaTenbCKye rpynmbl yxe
npoBoaaT andpepeHunpoBaHHoe nevenHne OMJT ¢ y4eToM LUTOreHeTUYECKUX NPOrHOCTMYECKUX rpynn. OgHako npo-
rHOCTMYecKas 3Ha4MMOCTb MHOTMX aHOMarnuin KapuoTuna ocTaeTcsi CNopHOM 1 TpebyeT AanbHewnwero ndyveHuns. [8,9].

HapyweHus kapuoTtuna npu OJ1 ndyyarTtcsa yxe 6onee natuaecatn net. OHM TECHO CBA3aHbl C OCHOBHbBIMMU
BMonornyecknMn xapakTepucTMKkamm NENKO3HbIX KNEeTOK, NpeonpeaensolnMn TedeHe 3abonesaHns n 4yBCTBU-
TenbHOCTb K Aencteuam tepanuu [1,10].

Mpu cTaHOapTHOM LIMTOreHeTUYECKOM UccrefoBaHum y nauneHtTos ¢ OMJT obHapyxunBatoTcs pasnuyHbie Xpo-
MOCOMHbIE U3MEHEHUS, KOTOPbIE UTPAIOT BaXHY pofib B NatoreHese 3aboneBaHus 1 BNUSKOT BNOCNEACTBUM Ha
BbIKMBAEMOCTb. [1py LMTOreHeTMYEeCKOM UCCNEQ0BaHUMN MOTYT ObITh BbISIBNIEHbLI YACTIEHHbIE UBMEHEHUS KAapuoTMNa:
HanuuvMe AONONHUTENbBHbIX UMK NOTEPS LenbiX XpoMocoM (runepnnonausa unu runogunnonaunsi). Y 90% 6onbHbIx
OCTPbIMM NTENKO3aMW BbISIBIAOT CTPYKTYPHbIE UBMEHEHUSA KapnoTuna: TpaHcnokauuu (t) — obMeH y4acTkamu Mexay
XpomocoMamu; geneunu (del) — yTrpata XpoOMOCOMOW YacTu; MHBepcum (inv) — MOBOPOT y4YacTka XpoMocombl Ha 180
rpagycoB. BeigensioT Tpy NporHOCTUYECKME rpynibl HA OCHOBE BbIABMEHNS OnpeaeneHHbIX LUTOreHeTUYECKMX 13-
MEHEHMWI NpY MMenougHbix nerkosax (tabnvua). Takum 06pas3om, K NPOrHOCTUYECKM 6aronpUATHON rpynne OTHOCAT
naumeHToB ¢ Hanunuuem t (15;17), t (8;21) un inv (16). HopmanbHbIN KapnoOTUN U LNTOreHEeTUYECKNE U3MEHEHUS, He
knaccuduumpyemble kak bnaronpusatHele nnu HebnaronpuaTHbIE, BKNOYAKOT B rpynny cpegHero pucka. K Hebnaro-
NPUSTHOW NPOrHOCTUYECKON rpyrnmne OTHOCAT NauMeHTOB C NOMHbIM KapuoTunom, a Takxe c¢ del (5q), MoHocomunen 5
unu 7, uameHennsamu 3q u t (6;9). NMpnbnumsntensHo 45% B3pocnbix nauneHToB ¢ OMJ1 umetoT HopManbHbIN KapruoTUN
1 06bIYHO KNnaccMUUUPYOTCA Kak rpynna cpegHero pucka. Oblas 5-neTHAs BbIXKMBAEMOCTb Y Taknx naumeHToB
cocTtaBnseT oT 24 o 42%. MNporHo3 OMJ1 ¢ HopManbHbIM KAPMOTUMNOM OCHOBbLIBAETCS Ha HaNU4uu reHeTU4EeCKnX
nospexzaeHuin. Mpu OMJT BbISIBNSIETCA MHOXECTBO reHETUYECKUX N3MEHEHMNI Yy GonbLUen YacTu NaLNeHTOB, TOSbKO
25% nauneHToB C HOpMarbHbIM KapMOTUMOM HE MUMEIT M3BECTHbIX MyTauui. lNocneaHee gecaTuneTne o3Hame-
HOBamnoCb OTKPbITUEM HOBbIX OMIOMapKepoB, BNUSAKOLLMX HA TEYEHUE OCTPbIX NENKo30B. BaxHbl B NnaHe nporHosa
myTaumm reHoB NPM1, FLT3/ITD, MLL-PDT, WT1, CEBPA, RAS, IDH1, IDH2, CBL, DNMT3A n HekoTOopble Apyrue.
B pononHeHve K 3TUM MyTaunsM NMPOrHOCTUYECKN 3HAYUMbIMK AN NAUMEHTOB C HOpManbHbIM kapuotunom OMJT
aBnstoTca akenpeccum reHoB MN1, BAALC, ERG, IDI, AF1q, PRAME n WTA1. [7,8,9].

OcTpbIi MMenongHbIn nerkod ¢ myTtaunenn NPM1 nmeeT 4eTkne xapakTepuUCTUKM, BKIKOYAsa accouumauumio C
HOpMarnbHbIM KapMOTUMNOM, CNeundrUYecKnM reHHO-3KCMPECCUOHHBIM Npodrnem un knuHudeckn 6onee Gnaronpu-
SATHBIM OTBETOM Ha MHAYKLMOHHYIO MONMXMMUOTEPANUIO U NTyYLLIMM NporHo3om. [8,9].

FLT3/ITD BcTpeyaetca ¢ yactoton 35—45% y naumeHToB C HOpMarnbHbIM KapMOTUMOM OCTPOro MUENOUAHOIo
neviko3a v ABNsieTCA OAHMM M3 (bakTopoB HebnaronpuATHOro NporHo3sa.

MauneHntoB ¢ OMJ1 n BeisiBnsiemon CEBPA-myTaunen B OTHOCAT K rpynne cpegHero pucka

OcTpble MrenovaHble Nenko3bl C TaHAeMHoN Aynnukaumi MLL-reHa nmeroT XyaLwmnin IporHo3 1 accounmnpyoTes
C LOCTMXXEHMEM KOPOTKOM peEMUCCUN, KOPOTKOW 06LLel 1 6e3peLManBHON BblXX1BaeMocTbto. [8,9].

MauneHTtoB c OMJ1n BbiIsBNsiemon CEBPA-myTaumei B oTHoCAT K rpynne cpegHero pucka. OcTpble MuenovaHble
nenkosbl ¢ TaHAeMHon aynnukauuii MLL-reHa umetoT XyaLwmnim NporHo3 n acCoLUnnpyroTCs ¢ 4OCTUXEHUEM KOPOTKOM
pemMuccum, KopoTKom obLel 1 6e3peunanBHON BbXXKMBAaEMOCTbI0. [8,9].

AML1-ETO — mapkep 6naronpuaTHOro NporHo3a, TakXe MOXEeT CMy>XWUTb MapkepoMm Mnpu onpeaeneHnun mu-
HUManbHOW pe3nayanbHon 6onesHun. MNauneHTbl JOCTUralT PEMUCCUM YXe MOCNe NePBOro Kypca UHOYKLMOHHOWM
XUMUoTEpanuu, Takxe XOpOLUMIA pe3ynbTaT AaeT BbICOKOA403HAsA XMMuoTepanus umtapabuHom. AML1-myTaumio
HaxoAsT y NauMeHTOB C BnepBble BbiaBreHHbIM OMJT B BapnaHTax MO n M7 no FAB-knaccudukaumm, npu OMJT ¢
Tpucommen 21 xpomocombl 1 MAC. [lokasaHo, YTO HanNn4mMe 3ToM MyTaLuum NO3BONIET OTHECTU NALMEHTOB K rpynne
HebnaronpuATHOro NPorHo3a C HU3KMM YPOBHEM 00Lew BeknBaemocTu. [8,9].
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CoueTanus peapanxupook AML1 1 CBF( c opyrvMy reHamu Mory T NpUBECTH kK 00pa3oBaHMI0 XMMEPHbIX OENKOB,
KOTOpbI€ BbI3bIBAOT NOAABNEHNE aKTUBAL MU TPAHCKPUMLNUW, YTO ABMASIETCSA MNOXUM MPOrHOCTUYECKUM (DaKTOPOM.

RAS-myTauumn BcTpeyarTcs B OCHOBHOM NPY MOHOLIMTOMAHOM NOATUMNE OCTPOro MMeNouaHoro nernkosa M4/
M5 no FABknaccudpumkaumm. Hannume aton MyTaumm No3BOMSIET OTHECTU NALUEHTOB K rpynne HebnaronpuaTHOro
nporHoa3a. [8,9].

MpubnunauntensHo y 40% naunerHtoB myTtauua NPM1 coveTtaetca ¢ myTaumen FLT3 — BHyTpeHHen TaHAeMHON
aynnukauuen (FLT3/ITD). MauneHTsl, umetowme mytaumo NPM1 B couetanum ¢ mytaumen FLT3/ITD, umetoT nnoxon
nporHo3. MauneHTtbl ¢ myTaument NPM1 6e3 FLT3/ITD umetot 6GrnaronpustHbIn nporHos. [8,9].

Bo BpeMsi peunamBoB HepeaKo HabnoaaTCsa 3BOMNIOLMS KApMOTUNa: B NIENKO3HbIX KNeTKax BO3HMKAKOT HOBbIE
XPOMOCOMHbIE U3MEHEHUSI — pe3ynbTaTa OnyXoneBon nporpeccun. Bonpoc o KNMHUYECKOM 3HAYEHUU 3BOMOLN
kapuoTtuna npu peumamsax OJ1 TpebyeT ganbHenwero nayyveHus. [10]

B nccneposarHumn ALL-REZ-BFM-90 BnepBble 4OCTOBEPHO MOKa3aHO BAIMSAHWE UHTEHCMBHOCTM XMMUOTEPANuu,
a VMEHHO ANUTENbHOCTU NepepbIBOB Mexay bnokamu (Mexay Havyanom OAHOro 1M Hayanom crnefyloLwero 3a HUM
TepaneBTUYECKOro aNieMeHTa, COrnacHO NPOTOKOMY, He AOMMKHO npoxoanTb 6onee 21 gHs). [11]. Y 66 naumeHTOB
C NepepbiBOM MeXAy NepBbiM U BTOpbIM O61okoM MeHee 21 OHS BbikXuBaeMocTb cocTaBuna 40%, a y 65 60nbHbIX
¢ nepepbiBoM bonee 25 gHen - 20%. Taknm 06pa3om, MHTEHCMBHOCTb XMMMUOTEpPanuMu onpeaensieTcs He TONbKO
mMoaudukaLmen 403, HO U NNOTHOCTBIO NPOBEAEHNSI TepaneBTUYECKUX aneMeHToB. [11].

Pe3ncTteHTHOCTb onyxoneBbIX KNEeTOK K XMMMonpenaparam siBNsieTCsi OCHOBHOW NPUYNHON peumanBoB 3abo-
nesaHus n cmepTtu 6onbnHeTBa 60nbHbIX (90%) [Young, 1990; Effert et al., 1992; Bashir et al., 1993]. Paznuyatot
HeCcKomnbKo hakTOpOB Pa3BUTUS PE3NCTEHTHOCTU, K HUM oTHocaTcA[11]:

1) dapmakoknHeTn4eckas pe3nCTEHTHOCTb (HM3Kasa KOHLEHTpaLmsa npenaparta B Onyxonu, nrnoxas Backyns-
pu3aums onyxonemn, BbICOKOE BHYTPUOMYXONeBoe AaBneHue);

2) usmnonornyeckas pe3ancTeHTHOCTb (BNusHMe pH B onyxonu);

3) onyxoneBas pocToBasi KUHETUYECKas Pe3NCTEHTHOCTb (HM3Kas opakLms AENALLMXCS KNETOK);

CyllecTBYeT Ba OCHOBHbIX MEXaHU3Ma BO3HUKHOBEHWS KITETOYHOWN NEKapCTBEHHOW PE3UCTEHTHOCTY:

1. akcnpeccus cneumduyecknx 6enkoB, 0TBEYaLUX 3a KHEWTPanM3auunio» XuMmmonpenapara B onyxoneBoi
kneTke. K Takum 6enkam otHocatcsa Pgp170, MRP, LRP, rmytatnoH-TpaHcdepasa-lNu 1.4.;

2. HapylweHve MexaHuama rubenu kneTok nog AencTBMeM xummonpenapaTtoB. K aTomy MexaHu3my oTHOCUTCS
6rokmpoBaHue anonto3a npu mytauuax p53, runepakcnpeccun Bel-2, ymeHbLueHne akcnpeccun CD95 n 1.4. Beino
nokasaHo 4TO NMPOTUBOOMYXOJieBble NpenapaTbl MOryT AencrteoBaTb Yepe3d CD95(Fas/APO-1) peuenTop-nurang-
HYK CUCTEMY, UHOYLMPYSA 3Kcrpeccuto nuraHaa. Baaumopernicteue Fas-nuraHga ¢ akcTpaLenionsapHbIM JOMEHOM
Fas-peuentopa MoXeT NpMBOAUTL K €r0 TPMMEpMU3auumn 1 akTUBMPOBATL MPOLIECC NPOrpaMMUpPyeMOol KITeTOYHON
rmbenu. OtcyTcTBMe akcnpeccun CD95 peuentopa B onyxoneBbIX KNeTkax MOXeT NPpMBOAUTE K X YCKOMb3aHUIo
OT UMMYHOJTOrMYECKOro KOHTPOIS 1 6NOKMPOBAHNIO 3anycka anonTo3a, BbI3BaHHOIO XuMuoTepanuen. dkcnpeccus
CD95 peuenTtopa 1 ero cBa3b C NPOrHO30M 1Ucxona 3aboneBaHus NIOX0 U3yYeHbl B CONMAHbIX onyxonax. OaHako,
npu octpoM numdobnactHom nenkose (OJIJT) y geten n muenogucnnactnyeckom cuHgpome (MAC) akcnpeccus
peuenTtopa CD95 nmeeT nporHocTuyeckoe 3HavyeHue. bbino nokasaHo, 4to y getei 6onbHbix OJ1J1 ¢ CD95+ 6nacTa-
Mu MmeamaHa 10-neTHel BblXXMBaeMoCTU He Bbina 4oCcTUrHyTa, Toraa kak B CD95-oTpuyaTtensHon noarpynne aToT
nokasaTtenb cocTaBun 24 mec. bonbHble MIC, YbK KNETKN KOCTHOIO MO3ra 3KCNPECCMPOBANM 3TOT aHTUTEH, UMENH
Ny4LLIY0 BbKMBAEMOCTb MO CpaBHEHMIO ¢ 6omnbHbIMM ¢ CD95-0TpuuaTenbHbIMK knetkamu. [12,13]

B nccneposaHusax Johnstone R.W. ¢ coaBT. nenkemuyeckme nnHMmM KNeTok, akcnpeccupyoLlme reH mdr-1, B oT-
nnyune oT nx poauTenbckmx mdr-1-nnMHKIA, ObINM Pe3nNCTEeHTHBI K BO34eNCcTBUI0 pekoMbuHaHTHoro FasL n y-paguaunuy,
nHaykTopoB Fas-onocpenoBaHHoro anonto3a [13]. B onbiTax Friesen C. ¢ coaBT. oTMe4anock nogaBrieHne paclye-
nnexus MAPI n anonto3a B mdr-1+, HO He B mdr-1- kneTkax, nocre Bo3gencTBus Ha HMUX Kak FasL, Tak n untocta-
TUKOB. [NOBbILWEHHAs PE3UCTEHTHOCTb B Mdr-1+ NIMHUAX KNETOK K anonTo3y He Obifia Bbl3BaHa CHMKEHMEM 3axBaTta
UIV NOBbLILLEHNEM BbIOpPOCa LIMTOCTATUKOB U3 KNETKM U, BEPOATHO, Oblna cBA3aHa CO CHMXKeHnem akcnpeccum FasR
Ha mdr-1+ kneTkax, a TakXke OTCyTCTBMEM MNOBbILLEHNSA 3Kcnpeccun FasL B oTBET Ha BO3AENCTBME LUTOCTATMKOB
[13,14,15], x0T 3TO He ObINO NOATBEPXAEHO ApYyrMMuK aBTopamm [16,17,18].

MpuHATO cumTaTh, YTO CcybGCTpaTOM Mocneaylowero peynanea ABNSETCA Tak HasblBaeMas pesuayanbHas
6GnacTHas nonynsuus, T.e. KNOHOreHHbIE NENKEMUYECKUE KINETKM, MEPEXMUBLUNE aTaKn XMMUONpPenapaToB 1 coxpa-
HMBLLME cnocobHOCTL Kk Nponudepaumnm [19,20]. Hanbonee BaxHble U3 npeanonaraeMbix NPUYMH HEAOCTATOYHOMN
npoTuBonekeMmnyeckon 3HEKTUBHOCTU XUMMOTEPANUN CReayoLIne:

1. Bo3gencTBuio UMTOCTaTUYECKUX areHTOB B HaMbornbLUen cTeneHy NoABepratTCs KNeTku, Haxoasiuecs B
dasze mntosa. bnacTbl, KOTOpble B MOMEHT UHAYKLMOHHOW TEpanun HaxoaAaTCA BHE MUTOTUYECKON da3sbl KNeToY-
HOrO UuKna, MOryT COCTaB/Tb pe3ugyanbHyto nonynauuio. bonee toro, nokasaHo, 4to cuHte3 OHK 3HauntenbHo
YCUNMBAETCS B NNIEMKEMUYECKUX KNeTKkax Yepes 7 AHEeN nocne aKcnosnumm K umrtoctatukam [20,21].

2.HepocTaTtoyHOE HaKOMMEHWe LMTOCTaTUYeCKMX MpenapaTtoB B NTEMKEMUYECKUX KNeTKax.

3.Uutoctatmyeckme npenapartbl MOTyT NOABEPraTbCs «0O6paTHOMY TPAHCMOPTY» M3 OMYXONEBbIX KIETOK Npu
nomowm P-170, pacnonoxeHHOro B MemopaHax KIreTok.
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Kak nokasblBatoT uccrefoBaHusi, 6r1iokMpoBaTh 3TOT NPOLECC MOXHO, eCNi BBOAUTbL 60MbHOMY O4HOBPEMEHHO
C LMTOCTaTMKaMM BbICOKME [03bl BeponamMuna, XuHUAnHa, umknocnopuHa A [20,21].

Ha kneTto4yHoM ypoBHe NPOTMBOOMNYXONeBas 3aLiuTa OCyLLEeCTBNAETCA KNeTKkaMm — MMM OKMHAKTUBMPOBaHHbIMU
Knnnepamu. Hu3kuim ypoBeHb Uy HeJocTaTovHas X akTUBHOCTb Y HONBHOIO MOXET CMyXWUTb NPUYMHON TOrO, YTO
13 pe3ugyanbHon 6nacTHOM NonynsumMmM pa3BuBaeTCs KIMHUYECKUI peumane 3abonesanns [22,23].

Mpwn OJ143,8% cnyyaeB AnarHOCTUPYeTCSA paHHUA peunams, Y 56,2% 605bHbIX BO3HUKAKOT NO34HUE peunanBbl,
B OOMbLUMHCTBE CnyyYyaeB SKCTpaMeaynnsapHOro xapakrepa, B cpoku ot 0,5 roga fo 4 neT nocrne oTMeHbl Tepanuu.
M3onmpoBaHHbIV peunane Habnogaetcs B 62,5% cnydvaes, y 37,5% koMOuHMpoBaHHbIV peunams. Npu aTom Ha
0010 KOCTHOMO3roBoro peuuamea npuxogutcsa 75%, npyumepHo y 7-10% 60nbHbIX NPOUCXOANT peLnaunB nenkosa B
LeHTpanbHYyl0 HEPBHYIO cuctemy [22,23,24].

OTMeuYeHo, YTO Herponerkos Yalle pas3BuBaeTcst Npu NUM@oO6NacTHOM LMTOMOPGONOrMYECKOM BapuaHTte
OJl. Y manb4mKoB Heliponekos BCTpeyaeTcs B 2 pasa valle, 4em y aesoyek. B 6onbwnHcTee cnyyaes (55-60%)
Heponenkos AMarHocTMpyeTcs B Nepuos NosiHowM KOCTHOMo3roBon pemuccun. B 30-35% cnyyaeB coyetaeTcs ¢
reHepanu3oBaHHbIM peunansom [22].

Ecnu Heliponenkos pa3BuBaeTcs, kak MpaBumo, No NPoTsikeHnn 1-2 neT pemmccun, To cneunduyeckoe nopaxe-
HMe NOJOBbIX Xenes3 CYNTaeTCs OTAANEHHbIM KIMMHUYECKUM NPOSABIEeHMeM naToMmopdo3a NevyeHoro nerkosa u, kak
npaBuno, pa3BrBaeTcsa Ha POHe NPOAOIIKALLErocss KOCTHOMO3roBoro 6rnarononyyns [22]. Peungnebl OJ1 B an4kn

OOBACHATCS HanNM4YneM remaTo-opxmyeckoro 6apbepa u He3HaYnTENbHbIM MPOHMKHOBEHUEM XMMUOTEpPaneB-
TUYECKUX NpenapaToB B TKaHb Aunyka. [23].

Ha doHe xumoTepanuu Tepanum no npotokony ALL-REZ-BFM-90 y 60-70 % neteii ¢ OJ1 oTMeyanucb nosHble
pemmuccun NPoaoMKMTENBHOCTBLIO cBbiwe 5 net [20]. Ho gaxe B cambiXx ONTUMUCTUYECKMX COOBLLEHMAX LWaHChl Ha
BbI3AOPOBNEHNE nocne peunausa He npesblwaoT 25% [20]. [1oaTOMYy OCHOBHbLIMW HanMpaBlNeHNSIMU B NeYeHnn
peunausos OJ1y geTel CTaHyT: XMMMOTepanusi-paHA4oOMU3aLus B MHAYKLMMW, BnokTepanusi NpOTUB NPOAOIIKUTENb-
HOW Tepanuu, XEcTkoe cobnaeHNe UHTEPBANOB MeXAY MHULMaNbHbIMU 6110KaMu, CABUT TOMLKO MO KITMHUYECKUM
nokasaHusam, nogaepxueatowasn Tepanmst, MRD MOHUTOpPUHT. [24].

C nosiBneHneM HoBbIX npoTokonoB neveHus O (ALL-MB-2008, AML-BFM 2004.) BbixMBaeMOCTb yBEnu4in-
nacb, NPOLUEHT PeLnaNBOB NO AAHHBIM pa3HbIX MCTOYHUKOB cocTaBnseT oT 5 1o 10%. Ho akTyansHOCTb peunamBoB
BCe ellle ocTaeTcs. [25,26]. TyT BCTaeT BONpoC 0 MMHMMAarnbHOW ocTaToyHon 6ones3Hn (MOB), unu MMHMManbHoWM
peangyanbHon 6onesun (MPB, Minimal residual diseases). Moa 3TMM NOHMMAaOT NONYNALMIO OMYXONEBbIX KIETOK,
OCTaBLUYIOCH B OPraHM3Me nocrie JOCTMXEHNS KMMHUKO-reMaToNormyeckon peMmnccmm (Korga Konnyectso 6nacTHbIX
KNeTok B Muenorpamme meHee 5%).

Ha cerogHswHun geHb cumtaetcs 4yTo MRD sBnsieTcsi OCHOBHOM NPUYMHOW peunamBoB 60nesHn 1 ganbHen-
Las KOHCONMMAMpYoLWas unv NnoaaepXvaalLas Tepanns 6biBaeT HanpaBneHa MMEHHO Ha YHUYTOXEHMEe OCTaTKoB
onyxoneBsbIX KNeTok. [25,26].

Hanbonblwee 3HayeHne nmeet oueHka MRD no 3aBepleHun nepsoro atana tepanuu [[25,26]. B cepun
KPYMHbIX nccrnenosaHuii 6eino ybeamtensHo nokasaHo, 4to ctatyc MRD no 3aBeplieHnn 4—6 Hed. MHTEHCUBHOWM
Tepanuu siBnsieTcs Hanbonee 3HaYUMbIM NPOrHOCTUYECKUM (DAKTOPOM, MO3BOSSOLLUM BbISIBUTH FPYMNY C HU3KOM
BEPOATHOCTbIO peumansa (<5%) n rpynny ¢ BepoATHOCTbIO peunansa, npesbiwatoLlen 75%. Kak n paHHuii oTBET Ha
Tepanuio, uccriegoanne MRD aBnsieTcs MHTerpanbHbIM OTpaXXeHneM GUonornyeckmx ocobeHHOCTEN Onyxonu, ee
YyBCTBMTEMNBLHOCTM K NPOBOAUMOW TEpannu, a Takxe MHAUBUAYamNbHbIX Bapuauuin metabonnama xumuonpenapaTtos. B
60onbLUIMHCTBE COBPEMEHHBIX MPOTOKONIOB OKOHYATENbHOE OnpeaeneHmne rpynmbl pycka NpoBOAMTCSA B COOTBETCTBUN
co ctatycom MRD Ha ucxoge nepBoro atana Tepanuu. [JononHutenbHbln koHTponb MRD Ha 6onee oThaneHHbIX
Cpokax No3BorsieT BbISBUTb FPYMNy NauMeHTOB, KOTOPbIM HeobxoanmMa MakcMmMarnbHas nHTeHcudrkauusa Tepanuu,
BMMOTb [0 BbINOJIHEHMS Nepecaiku KPOBETBOPHbLIX CTBOMIOBbIX KIETOK B NepBO pemuccum [24,25,26].

Takum obpasom, B xofe aHanm3sa JOCTYMNHbIX HaM NUTEPaTYPHbIX MCTOYHMKOB, MOXHO NPEANONOXNTb YTO pas-
BuTUE peunansoB OJ1 3aBUCUT B 3HAYMTENbHON CTEMEHN OT TOrO, HACKOMBKO NMOMHO M FPaMOTHO Y4MTbIBAKOTCHA MPOrHO-
CTMYeCckM bnaronpuaTHble U, 0COBEHHO, HebnaronpuATHbIE hakTopbl, TAaK XXe OT He COBIIOAEHNSI MPOTOKOSIOB NEYEHNS.
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3THOJIOT'MYECKASI CTPYKTYPA I OCOBEHHOCTH
KJIMHUYECKOI'O TEUEHUS JINXOPAJIOK HESICHOT'O
TEHE3A Y JETEHA

'OpbiHGan @. 0., 'Ypasanuesa K.T., 'MbiHabl6aeBa C.P., 2LlLlapunoBa M.H.,
MapwankuHa T.B.
Kazaxckuit HauMoHanbHbIN MeQUUNHCKMUIA yHUBepcuTeT uMenun C.[1.Acenagusiposa’
HayuyHbI UeHTP neaunatpumn n getckon xupyprim M3 PK2

Mop nuxopapgkon HedcHoro reHesa (JIHIM) unu fever of unknownorigin (FUO) noHMmatoTcsa KnuHnyeckne crnyyau,
XapakTepuaytoLmecst CTokuM (6onee 3 Hefenb) NOBLILLIEHMEM TeMNepaTypbl Tena Bellwe 38°C, KoTopoe ABNsAeTcs
rmaBHbIM UMW JaXe eJUHCTBEHHbLIM CUMMTOMOM, NPU 3TOM NPUYUHBI 3a60neBaHNs 0CTaKTCSA HESICHBIMU NOCTIE NPO-
BeZleHUS PyTUHHOrO, a B psiie Cry4yaeB M LOMNONIHUTENBHOrO 06cnenoBaHus (TO eCTb NMXOpaZka HESICHOTO reHesa
SIBNAETCH AMAarH030M UCKITHYEHMS).

TepmuH nuxopagka HesicHoro reHesa (JTHI), BnepBble 6bin aaH Petersdorf n Beeson (1961), nogpasymeBas
WMEHHO Te COCTOSIHWS, MpU KOTOpbIX TeMnepaTtypa Tena Boiwe 38,3°C (101°F) npu HECKONbKUX U3MEPEHUAX; UMK
3aboneBaHue (COCTOsIHUE), CONPOBOXAatoLLeecs NOBbILEHHON TEMNepaTypon Tena, AnusLueecs 6onee 3 Heaens;
OTCYTCTBME AMarHo3a y naumeHTa, HeCMOTPS Ha AMarHocTuYeckne nNpoLeaypbl, BbIMOMHEHHbIE HA NPOTSXeHUN 1
HeJenu B yCrNoBMAX cTalMoHapHoro otaenenus [1]. B neanatpuyeckor NnpakTuke Yalle ctany ucnonb3oBaTb He-
CKOIbKO MHOE onpepenexHne, cornacHo kotopomMy JIHI — 3710 nMxopazka NpoAomKNTENbHOCTLIO Gonee 2 Heaenb,
B TEYEHME KOTOPbIX HEBO3MOXHO YCTAaHOBUTL AnarHo3, Aaxe obcnenosas pebeHka B yCNoBUSAX CTauuoHapa.

K HacTosilLieMy BpeMeHU cYnTaeTcs, YTo aTnonornyeckas ctpyktypa JIHI Bbirnsant cnegyrowmm obpasom:
UHeKUnoHHble 6onesHn (30—40 %), onyxonesble npouecchl (20—30 %), cuctemHble 3aboneBaHnsi COEAMHUTENBHOW
TkaHn (10-20 %) n apyrmne pasHoobpasHbledabonesaHmns (15-20 %). YaenbHbIn BeC Kax[ow n3 aTux rpynn 6ones-
Hew B cTpykType JIHI konebnetcsa no 4aHHbIM pasHbiX aBTOPOB, YTO MOXET ObITb 06YCNOBNEHO MHOFOYNUCTIEHHBIMU
dakTopamu (reorpadmyecknii permoH, cneundurka ctaymoHapoB, BO3pacT NauneHToB, ypoBeHb 00cnenoBaHus,
[OCTOBEPHOCTbL ANarHo3a).

Mo mepe coBepLUEHCTBOBaHUSA CTapbIX Y MOSIBNIEHNIO HOBbLIX ANArHOCTUYECKMX METOA0B HaMETUICH Nporpecc
B pacluMdpoBKe NpUYnH MHOTMX crny4aes nuxopagok. OgHako v no cen aeHb B 5—30 % ot Bcex criyvaes JIHI ee
NPUYUHY BbISICHUTb HE yAaeTCs Jaxe Nocne BCeCTOPOHHeEro un obctosTensHoro obcnenosanus [1-4]. Kak npasuno,
3TO NPOMCXOAUT NPU aTUMUYHOM TEYEHUM pPacnpoCTpaHeHHoro 3aboneBaHnsa Unv Npu pasBUTUN HECTAHOAPTHOM
peakumu Ha hbapmakonornyeckue cpeacTtea. K Tomy e no mepe yBenuyeHuns AnnTenbHOCTU NMMXOPaAKM LaHChl Ha
BblSiBNeHe MHMEKUNOHHbIX 3aboneBaHuii ymeHbliaTcss. OcCo6eHHO 3To KacaeTcs KIMMHUYECKMX Cryyaes, Koraa
ONuTenbHOE NOBbILLEHME TEMNepPaTypbl HE COBCEM yKNaAbiBaeTCs B paMK/ MH(PEKLMOHHOro npoLecca 1 TwaTenbHoe
BCECTOPOHHEE KITMHMYECKOE, MHCTPYMEHTanbHoe, buoxummyeckoe obcnefoBaHve, a Takxke anutensHoe Habno-
OeHve pebeHka He BbISBNAET Kakux NMnbo BocnanutenbHbIX o4aroB 3aboneBaHus, ¢ KOTOpbIMU 3Ty TeMnepaTypy
MOXHO CBSA3aTb, a NOBbILLEHVE TeMNepaTypbl TeNa, kak NpaBuIo, ABNAETCS eANHCTBEHHbBIM UNN €ANHCTBEHHO ABHbIM
KITMHMYECKMM NPpU3HaKoM, Mo KpanHen mepe B AebtoTe pa3suTtusa 3aboneaHus [3].

MHorouncneHHble nocrnegHve nyonnkauny B BeQyLUMX OTEHECTBEHHbIX 1 3apyDbexXHbIX MePUOANYECKNX N3OaHNAX
no-npexHemy ceuaetenbcTBytoT, 4To JIHI y geTen aBnseTca BeCcbMa akTyanbHOW U, 3a4acCTYt0, KpaHe CrOoXHOW
B CBOEM peLueHny Npobrnemor CoBpeMeHHOW neanaTpuyeckon NpakTUKKU, YTO CBA3AHO HE TONbKO C HESCHOCTbIO
OmnarHosa v 3agepXKKom NnevyeHns Ha HeonpeaerneHHbI CPOK, HO U € ANUTEeNbHbIM NpebbiBaHneM 60nbHOro B cTaum-
oHape, 6onblwnM 06beMoM 06cnefoBaHusA, Hepeako 4OPOrocTosALero, yrparton JoBepus 60nbHOro K Bpayy [2, 4].

LUEJIb PABOTbI — npoaHanusMpoBaTb 3TMOMOIMMYECKY CTPYKTYPY M OCOBEHHOCTU KITMHUYECKOro TeYeHus
JIHI y geTen.

MATEPUAINbI U METOOblI MCCNEOOBAHUA

lMpoBeneH peTpocnekTnBHbIN aHanua 1362 nuctopuin 6onesHen geTen, HAXOAMBLLMCS Ha CTAaLMOHaPHOM NeYeHn
B OTAENEHNN CMOXHOW coMaTU4eckon natonormm HayyHoro ueHTpa negmatpum n getckon xmpyprum (HL MOX) 3a
nepuopg ¢ 2015 no 2017 rogpbl. M3 HMX GbINo 0TOGpPaHO AN ganbHENWero TwaTenbHOoro aHanusa 16 uctopui 6ones-
Hen geTen B aHaMHe3€e KOTOpbIX OTMeYanach gnutenbHasa nuxopaaka (bonee 3 Hegenb) HEM3BECTHOM 3TUONOMUN.

Cpepnu Hux 8 geBoyek (50%) n 8 manbumkos (50%). CpeaHun Bo3pacT geten coctasmn 4,5 roga, meanana - 2,5
roga: 3 neten (18,75%) 6binn B Bo3pacTe Ao roaa, 8 aetent (50 %) - oT 1roga go 5ner, 3 (18,7%) - ot 5 go 10 ner, 2
peten (12,5%) — ctapwe 10 ner.
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PE3YIIbTATbl UCCNNEOOBAHUA

MpoaHanuanpoBaHo 1363 nctopum 6onesHer 6onbHbIX AeTeN, HaxoaMBLUMXCS B KnNHMke HLIM 1 O X 3a TpexneT-
Hu nepuog ¢ 2015 no 2017 roabl. bbino 3apernctpupoBaHo 19 MeANLMHCKUX KapT AeTEN, OTBEYABLUMX KpUTEPUSM
JIHT, yTto cocTtaBuno 1,4% cny4yaeB cpeaym BCEX roCnUTanu3vpoBaHHbIX OETEN.

CpefHsas 4nMTenbHOCTb NMMXOPaA04HOro NepmMoAa Ha MOMEHT rocnuTanu3aunm coctaBuna 79,2 AHen, a cpeHast
ONUTENbHOCTbL NpebbiBaHUA B cTaunoHape — 22,3 gHs.

JIHI peructprpoBanucb C 04UHAKOBOW YacTOTOW y AEBOYEK U ManbynKoB (CooTBeTCTBEHHO 50% 1 50%). Cpepn-
HWIA Bo3pacT aeten coctasun 4,5 roga, meguana - 2,5 roga: 3 geteni (18,75%) 6binmn B Bo3pacTe go roaa, 9 geten
(56,25%) - ot 1ropa po 5ner, 2 (12,5%) - ot 5 po 10 net, 2 geten (12,5%) — ctapwe 10 neT.

MpakTnyecku Bce getn, 6€3 NCKNYeHns, Ha AorocnMTanbHOM aTane nonyvyanu AnuTenbHO aHTUOMoTuKoTe-
panuio. Micnonb3oBanucb aHTUOMOTMKN NPAKTUYECKN BCEX TPYNM, BKMOYaA B HEKOTOPbIX Cryvasx v aHTUOMOTUKM
(TOPXMHOMOHOBOrO psaaa.

OnuTenbHOCTb NMXOpaAKX Ha Nepuoj rocnuTanuaauny Bapbuposana: y (43,75% -7 cnyyaeB) NPOAOKNUTENb-
HOCTb NIMXOpajkun coctaBnana [o 3 mecsaues, B 3 criyvasx (18,75 %) - ot 3 go 6 mecsues, no 3 (no18,75%) cnyyas
oT 6 0o 9 mecsueB 1 oT 9 fo 12 mecsaues.

Y Bcex 19 geTen nuxopagka passmBanacb OCTpPo, C NPOABMEHUAMU CUMNTOMOB MHTOKCUKauMu (crnabocTb,
CHVXXeHUe anneTuTa, NoTeps B BeCe), CoMeTasACb B €ANHUYHBIX CMy4Yasixc yBenmyeHmeM numdaTnyeckux y3nosy 1
(6,25%), ¢ MMHUMAaTNbHBIMM XEeNyao4YHO-KULLEYHBIMW paccTponcTBamu (cpeirmBanue) y 1 (6,25%).

Cy6ebpunbHbin TN TemnepaTtypbl (37,2-38 °C) ¢ AByMSA — TpeMs anu3ogaMm nogbema TeMnepaTypbl CBbILLE U
38,1°C B TeueHue gHsA oTmevancay 7 (43,75%) nauneHToB, hbebpunbHbii Tvn (38,1-39 ° C) y 5 (31,25%), y 3 (18,75%)
nauneHToB nupeTnyeckas nuxopagka (39,1-40°C), y 1 (6,25%) runepnupetuveckas (Bbiwe 40,0°C).

Xapaktep TemMnepaTypHOI KpMBOW cpeaun aHanuanpoBaHHbIX crnyyae JIHI Beirnsgen cnegyoowmm o6pasom.
Y 4 (25%) nauneHTOB Nuxopaaka umena nocnabnaLwmnn NN peMUTUPYIOLLNA TUN (CYyTOYHbIE KonebaHus Temnepa-
Typbl npeBbiwanu 1°C, onyckanuck Hxke 38°C, HO He gocTuranu HopManbHbIX Lnudp). Y 3 (18,75%) 60nbHbIX - BO3-
BpaTHbIV TV (BbICOKas NMXopaka B TedeHue 2-7 AHew, YepeayoLwascs ¢ nepnogaMmm HopmanbsHoOM TemnepaTtypbl,
ONSWencsa HeCKONbKO AHEN, NMMXOPaAoYHbIN Nepuon HaunHarncsa BHE3arnHo 1M TakXke BHe3anHo 3akaHumBancs). Y 2
(12,5%) nauneHTOB OblNM C BONTHOOOpPa3HOM (HapacTaHne TeMnepaTypbl NOCTENEHHOE, N30 AHSA B A€Hb 00 BbICOKNX
undp ¢ nocneayLWwumM CHUKEHNEM €€ 1 MOBTOPHBIM (hOPMUPOBaHNEM OTAENbHbIX BOSH), y 3 (18,75%) aTunnyHbiM
(oTcyTcTBME Kakmx-Nnnbo 3aKOHOMEPHOCTEN NOABbEMA U CHUXEeHNS TemnepaTypbl) Tunamu. Y 2 (12,5%) noctostHHON
(Temnepatypa Tena npesbiwana 39°C, ¢ MakcMManbHbIM pasnuunemM Mexay YTPeHHen n BedepHen Temnepartypon
Tena Hal1°C, B TeueHMe OHA ocTaBanacb paBHOMEpPHO Bbicokon). o ogHoMy crniyvato (6,25%) BcTpeyanucb aetu
C VHBEPCHOW (M3BpaLlleHne CyTOYHOro TemnepaTypHoro putma ¢ 6onee BbICOKMMM NogbeMamMu Temnepartypbl B
YyTPEHHMWE Yachbl), U UHTEPMUTUPYIOLLEN (CYTOYHbIE KOonebaHnsa MakCMManbHOM U MUHUMAanbLHOW TeMnepaTypbl He
meHee 1°C, c yepegoBaHMeM HOPMarnbHON 1 NOBbILLIEHHON TeMnepaTypbl) MMXopagkamm.

[eTn rocnutannanpoBaHbl CO CrieayLUMM HanpaBUTENbHbIMU AMarHo3amu: NepBUYHbIN UMMyHOAEUUNT?
- 6 (37,5%), nuxopapgka HesicHon aTuonorun - 3(18,75%), nuxopagka Heyctonumeas - 2 (12,5%), AnutensHbIn de-
Opunutet - 1(6,25%), yctonumsas nuxopagka - 1 (6,25%), [ByCTOPOHHSst MTHEBMOHUA - 1 (6,25%), MoyekameHHas
6onesHb — 1 (6,25%), numdpageHuT -1 (6,25%). CnegyeT 0OTMETUTb, YTO COBNAAEHUI C OKOHYATENbHBIM ANArHO30M
He ObINo HM B OAHOM cry4ae.

YpoBeHb remornobuHa nokasan, 4to y geten obina aHemunsa pasHon cteneHn. AHemus | ctenenm (90-110 r/n)
BcTpeyanacb y 6 (37,5%), aHemus |l crenenm (70-90r/n) y 5 (31,25%), anemus Il ctenenn (50-70r/n) y 1(6,25%). Y 4
(25%) ypoBeHb remornobuHa 6bin B npegenax BO3pacTHON HOPMbI.

Y 6onee nonosuHbl AeTen — 10 (62,5%) ypoBeHb NerKoLUTOB B Nepudeprnyeckon Kposu bbin B npegenax Bo3s-
pacTHoW HopMbl (4-10*10%/11), ymepeHHbI neikouuntos (10-20*10%/n) otmevancs B 5(31,25%) crnyyasx u HENTponeHus
(0-4*10%/n)y 1 (6,25%) nauneHTa. ¥ 6onblumHcTBa 60nbHbIX 12 (75%) oTMevancs TpombouuTos (320* 10°/n v Bbiwe),
TpombouunToneHus (100-150* 10°/n) Gbina y 1 (6,25%) n'y 3(18,75%) 6binu B npegenax HopMbl (150-320* 10°/n).

YposeHb CO3 B nonosuHe cny4vaes 7 (43,75%) 6bin B AvanasoHe HopMaTuBHbIX nokasaTtenen (4o 10 mm/y), y
ocTarnbHbIX 0TMeyanock yckopeHne CO3: y 5(31,25%) — ot 15-30mm/4, y 2 (12,5%) - 30MmM/y n Bbiwe, ¥ 1 (6,25%) —
30- 50mMm/y, y 1 (6,25%) - 50 MM/4 1 BbiLe.

B pesynbTaTte npoBeAeHHOro KOMMeKca AOMOMHUTENbHbBIX KITMHUYECKMX U NnabopaTopHO-MHCTPYMEHTarnb-
HbIX UccrefoBaHui cpean nauneHToB ¢ JIHI anarHos ytouHeH B 12 (75 %) cnyyvasx. 1o faHHbIM Hallero aHanusa
UH(pEKUMOHHO-BOCNanuTenbHble 3aboneBaHnsa Hawmnm ceBoe noareepxaeHue y 5 (31,3%) rocnutanmampyemsbix
6onbHbIX ¢ JIHI. B cTpykType aaHHon rpynnbl 3abonesaHun y 2 geter MMena MecTo MHEBMOHNS, 06ycnoBneHHas
aTUNWYHBIMK (MUKOMMa3Mon) pakTopamm U NepPCUCTUPYIOLUMUN BUPYCHBIMWU UHpekumamm — LLIM® 1 Bupycom 3n-
wHenH—bappa. B cTpykType JIHI oHkoremaTtonoruveckas natonorusa coctasuna 10,5% (2 peten) - paclunMpeHHbI
nabopaTopHO-AMarHoCTUYECKNA MONCK NO3BONUIT ONPeAEnUTbL rematodarounTapHbii CMHAPOM U KUCTY OploLIHOM
nonocTu. B rpynne npounx 3abonesaHuii no 1 (6,25%) cnyyar coctaBunu Takve 3aboneBaHusi, Kak NepBUYHbIA UM-
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MyHOZEeULNT, a8y TOMMMYHHbI renaTnTt, MeTabonu4ecknii CMHAPOM, coMaToopMHas ANCAYHKLMS BereTaTuBHOM
HepBHoOW cucTeMmbl. leTei ¢ faHHon naTtonoruen 6eino 6 (37,5%). B 25% cnyyaeB npuynHy AnNUTenbHOW NMxopaaku
YCTaHOBUTb HEe yAanoch.

Ha ocHoBaHMM NpoBeAEHHOro PETPOCNEKTUBHOMO aHanmn3a nctopuin 6onesHen ageten ¢ JIHI npeanaraem cne-
OYIOLNA AMAarHOCTUKUIA anropuTm Ans yTovyHeHus atnonorum JIHI, npeanonaratooLwmii 3TanHoCcTb UX NPOBeAEHNUS.

JTabopaTopHO-MHCTPYMEHTaNbHbIM METOAAM MCCNEeAOBaHMAM NpeaLecTBOBaNoO NpoBeeHNe Tpex4yacoBon
TEPMOMETPUN, a TakXKe acMpPUHOBOro TECTa: NMPMEM Pa3oBOI BO3PacTHON A03NPOBKM NapaLletaMorna ¢ KOHTPOIb-
HOW TepmomeTpuel Yepes 40 MUHYT, AN onpeaeneHnst NMPOreHHOro UM HEMMPOreHHOro XxapakTepa Nuxopanku.

1 aTan aTan: aHanu3 npeLecTByOLWUX (MPOBOAUMbIX HA OrocnuTansHOM nepuoae o6cnefoBaHns) unm npo-
BeleHNe B yCrOBKAX CTauMoHapa pyTMHHbIX METOAOB UCCMNeL0BaHUs, NpeanonaraBLumx noapobHbIvi cbop aHaMmHesa,
TwartenbHoe cumsmkansHoe obcnegoBaHme pebeHka n 06a3aTenbHbI OCMOTP CNeLManucToB (OTonapuHronora,
nynbMOHOMora, kKapaunornora, HeBponaTosnora), a no nokasaHusM — OHKOremMartoriora, racTpoaHTeporsnora, Xxupypra,
oKynucTa, HgekuMoHncTa, htrusmatpa. O6wuin aHanms3 KpoBm C NOACYETOM PETUKYOLUTOB, TpoMbountos, COJ;
obWwun aHanna mo4u; BMoOXMMMYeckoe nccnegoBaHme KpoBu, bakTepmnonornyeckme nocesbl GONOrnYeckoro maTe-
puana HOCOrmnoTkM (MOKpoTa, Ma3ok 13 3eBa) KPOBM Karna, MOYM Ha naToreHHy ropy u rpubbl; peHTreHorpadus
opraHoB rpyaHou knetku; 9K, OxoKT, Y3M opraHoB GpOLLHON NONOCTH.

2 aTan: gOnonHUTENbHbIe NabopaTOPHO-MHCTPYMEHTarbHbIE TECTbI— OOLLMIA aHanM3 KpoBM 1 00U aHanuns
Moun B anHamuke (kaxgble 7 — 10 gHeln, BMOXMMMYECKMIN aHanm3 KpoBW, C onpeaeneHnem Hecneunguyeckmx
dakTopos BocnaneHusi: CPB, ACO, peemodakTopa, LwenovHom docdaTtasbl); CeEposiormyeckne peakumm Ha onpe-
OeneHre TUTPOB CbIBOPOTOYHbBIX aHTUTEN NPOTMB BO3byauTenen 300HO3HbIX NHdekunin (bpyLennes, nucTepunos,
TyNnApeMusi, MepcrMHMO3bl, TOKCONMIa3mMos, Bupyc dnwteH—bappa (B3B), umtomeranosupyc (LUMB), MNMUP OHK BOb
n LIMB; mapkepbl napeHTepanbHbix renatutoB A, B, C; onpegeneHne aHTUHykneapHbix aHtuten. mmyHonorunye-
CKOe uccrnenoBaHue KrneTo4yHoro, ryMoparnbHOro 3BeHa MMMyHuTeTa u charoumTtosa. o nokazaHuam nccnegosaHme
rmasHoro AHa; npoBeAeHne NioMoanbHOM MyHKUUN.

[aHHbIV 3Tan AMarHoCTMKM TakXe npegnonaran npoBefeHne aHTnbakTepmanbHOM Tepanum, CorfiacHo YyBCTBU-
TENbHOCTU y OnpeaeneHHoN rpynnbl AgeTen, ¢ coxpanstowerica JIHI n BbigeneHMem ycnoBHoNaToreHHom oropkl B
YMEPEHHbIX 1 BBICOKUX TUTPaXx B OB1oNormyeckmx cpegax, npy OTCyTCTBUM ABHOTO o4ara 6aktepranbHOm MHpeKkUnu.

3 aTan: paclMpPEeHHbIN AUNAarHOCTMYECKMIA MOUCK PEHTIEHONOrM4Yeckoe nccnegoBaHne KOCTen, napaHasarbHbIX
CUHYCOB (peHTreHorpadus, kKOMnbloTEPHaa ToMorpadus, sAepHO—MarHUTHbIM pe3oHaHc); PIIAOC; anekTposHue-
danorpacus; axokapavnorpadgus; muenorpamma. MiccnepgoBaHns, o6begmMHeHHbIe B 3-10 rpynny, NpoOBOAUNCH B
NocneaHIo oYepeab 1 No NokasaHUsaM, C Y4eTOM npeabiayLwmx pe3ynstatoB UCCNeA0BaHMs 1 npegnonaraemon
naTonoruu.

Takvm obpasom, pesynbTaThl NPOBEAEHHOIO aHanu3a nokasanu, 4to y 6onbswinHcTBa 60nbHbIX (75%), nyTem
TLWaTENbHOro KIMHNYECKOro UCCneoBaHNA U BCECTOPOHHErO MCMNONb30BaHNS NabopaToOPHbIX U MHCTPYMEHTalb-
HbIX METOL0B UCCNEeAOBaHUsA, UMEeeTCsl BO3MOXHOCTb BbIACHUTbL NpudnHbl NI OuddepeHumanbHas guarHoctuka
JIHT - gnuTenbHbIZ 1 Yalle goporocTosAwmin meton obcnegoaHus. CnekTp 3aboneBaHun, nexaiimx B OCHOBE
JIHI, pocTtatoyHo Wwnpok kak nHdekumnoHHon (31,3%), Tak u HeMHEKLNOHHOM 3TUONOMUN. 1, Kak npaswuno, Tpebyet
KOHCyNnbTauuii cneunannucToB MHOrMX npodunen. Y onpegeneHHon vyactu 6onbHbIX (25%) npuynHa nuxopagku
ocTanacb Hepacno3HaHHOW, YTO OUKTYET HeOOXOAUMOCTb ANUTENbHOIO KaTaMHECTMYECKOro HabnaeHns 3a aTomn
rpynnou 6onbHbIX geTen.
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XAPAKTEPUCTHUKA NTHUIINAJIBHBIX KNIMHUKO-TABOPATOPHBIX
JIAHHBIX BOJIE3HM I'OIIE Y JIETEN B KA3AXCTAHE.

MnexaHoBa T. A., 2bopaH6aeBa P. 3., 2A6gunoBa K.
'Kazaxckui HaunoHanbHbIi MeguumnHckmii yHnsepcutet umenn C.[1. AccbeHansapoBa, r.
Anmarbl
2Hay4Hbin LeHTp neguaTtpumn n getckon xupyprum M3 PK, r. Anmatbl

BonesHb lowe - nn3ocoMHasi 6one3Hb HaKoMeHWs!, B €r0 OCHOBE KOTOPOW NeXUT geduumTt depMeHTa rnwo-
kouepebpo3maasbl, NpUBOASLLEE K NPOrPECCUPYIOLLEMY YBENMUYEHUIO NAPEHXUMATO3HbBIX OPraHoB, NMOPaXXeHMIo
KOCTHOW CUCTEMBbI, FMyOOKNM HapyLLEHUSIM FeMonoa3a 1 y HebonbLIOW YacTy 60MbHBIX MOPaXEeHUI0 LEHTPanbHOWM
HepBHOW cucTemsl [1].

KnuHunyeckas kaptuHa Bl nonumopdHa, UMeeT UCKITIOUYNTENBHO reTeporeHHbIe KIIMHUYECKoe TeYEHNE N MOXET
npoTekaTtb, HAYMHAs OT COBEPLUEHHO 6ECCUMNTOMHOIO TEYEHUS 40 CryvYaeB NeTanbHOCTM HOBOPOXAEHHbIX, pas-
BUTUS BOASIHKU Nnogda u uxtuo3sa [2, 3]. 31o 06ycnoBneHo Hanu4memM 60MbLLIOro KONMYecTBa pasnumyHbix MyTauui
B reHe GBA, a TakxXe fONONHUTENbHbIM BANSAHNUEM 3NUreHeTMYecknx bakTopoB Ha doeHoTun [3, 4].

B HacTosLee BpeMsi uaeHTuguumposaHo okorno 350 myTauwnii [4]. Hanbonee yactble myTaumm N370S, L444P,
84GG un IVS2+1. PesynbraTbl MONEKynspHO-reHeTU4eCckoro aHanusa B Mmpe OEMOHCTPUPYIOT BO3MOXHYHO KOH-
LeHTpauuio oTAeNbHbIX MyTauuin B pasnnyHbix aTHU4eckux rpynnax: N370S — Napaune, Poccus, CLUA, NepmaHus,
Wcnanus, Mpeums, L444P - Kopes, TanBaHb, AnoHus, Ernner, LWeeuna, 84GG — BTopas no YacToTe cpeaun eBpees
alwkeHasu [4, 5, 6].

Mpu n3yveHmne koppensaumnm reHoTMna n eHoTmna no AaHHbiM MexayHapogHoro peructpa Bl 6binmv BeiiBNeHbI
HeKoTopble 3akoHOMepHocTH [7]. Hanpumep, Hanu4yne xoTs 6bl ogHoro annens N370S siBnsieTcs AnarHOCTUYECKUM
BapuaHTom Tuna |, Torga kak reHotun L444P / L444P yacTto cBsi3aH C HeMpoHonaTudeckumm Tunamm [6, 7, 8]. Oa-
HaKO YeTKOW KoppensumMm Mexay reHoTUNnoMm, BENNYMHON hepMEHTATUBHOM aKTUBHOCTU rMniokoLiepebpo3ungassl
KnMHMYecknm TevyeHmeM BIC 0o HacTosLWero BpeMeHn He ycTaHoBreHo [9].

YuntbiBasi TOT pakT, 4To BI' MMeeT CBOU KNMHMKO-ANArHoCcTMYeckne ocCOBEHHOCTU B pa3NNYHbIX NONYNALNUSX B
3aBUCUMMOCTM OT NpeobnajaHns Tuna MyTauum 1 anNMreHeTUYecknx akTopoB, Mbl PELLWIU U3YUYUTb KITMHUYECKNE
nposisneHuns bl y Hawmnx nauneHToB.

B HacTosiLee BpeMsi B CBSI3U C pa3BUTMEM NePCOHaNn3npoBaHHoO MeaAnLnHbI Bce bonbluee BHUMaHWe B Mupe
yaensieTcs opdaHHbIM 3aboneBaHuam. BIT He ABnsieTCa UCKMOYEHNEM, B HACTosILLLee BpeMs pa3paboTaHbl MeToabl
OVarHoCTUKN 1 NeveHuns gaHHoro 3aboneBaHusi. 3a nocnegHue rogsl B PK 6bina npoBeaeHa 6onblias paboTa, Ha-
npaBneHHas Ha ynyJlleHne AMarHoCTUKU U OKasaHusa MeguumMHcKon nomolwm nauneHtam ¢ bl C 2009 roga nauym-
eHTbl 06ecneyvnBatoTCs NekapcTBEHHbIMM NpenapaTtaMu Ans NpoBeAeHNs NaToreHeTUYeCKoro nedYeHns 3 cpeacTs
pecnybnukaHckoro 6oaxeTa. B 2010 r. 6bina HanaxeHa oepMeHTHasA 1 reHeTndeckas anarHoctuka bl no o6pasuam
CyxoW KpoBw B pecpepeHc-nabopaTtopusx lepmaHum n ABctpun. ExxerogHo npoBoasaTcs obyyatoLme mactep-knacchbl
n cemuHapsbl cpeau Bpayen NMMCII. Ho, He cMOTps Ha CTONb 3HAYUTENBHYO NPOBEAEHHYI0 paboTy, BbISBNSAEMOCTb
nauueHToB ¢ BI' cpean kaszaxcTtaHcKoW nonynsumm octaeTcs HU3kon. Yactota BcTpevaemocTtun BIM B KasaxcTtaHe
cocTtaensieT 1:300 000, 4To 3HAUYNTENBLHO pa3HMUTCS ¢ 0beMnpoBbiMK NokasaTtenamu 1:60 000 — 1:100 000.

3Ha4YMMOCTb paHHen guarHocTuku bl Henb3s nepeoueHUTb, Tak kak BI" MoXeT NpMBOANTL K MHBaNMAN3aUnm
npu no3gHem Hayane pepmMmeHTo3amectutenoHon Tepanun (P3T). Mpu nporpeccuposaHum BIT moxeT pa3BuTbes
nopTtanbHas runepTeH3us, unppos neyenu [1, 10, 11], ogHako Hambonee 3Ha4YMMbIMU OCITOXXHEHUSIMU, NPUBOASLLMN-
MU K TSDKENOoM MHBanNuamM3aunm, aBnsit0TCs KOCTHbIe NopakeHusi. CnekTp BOBIeYEHUS KOCTEN Ype3BblHaNHO LUNPOK:
OCTEOoNneHns 1 0CTeONopo3, HapyLIeHNs: B peModennMpoBaHUM KOCTHOWN TKaHU, OCTEOHeKpo3, ocTeonuauc [9, 12, 13].

B Hawewm vccnegoBaHuu npeacTaBneH aHann3 Hanbornee 4acTo BCTPEYAKLWNXCH KITMHUYECKUX NPOSBNEHNN
Bl y neTelt B ka3axcTaHCKOW MONYNsUUN U HA OCHOBAHWUW MOJTYYEHHbIX JaHHbIX NPUBEAEHbI peKoMeHaauun ans
NPakTU4YEeCKOro 34paBOOXPaHEHNS C LENbIO YyYlleHnUs paHHen anarHoctukm bI.

Llenbto Hallero nccnefoBaHus ABUNOCH U3yYnTb 0COBEHHOCTU UHULMATBbHBIX KITMHUKO-NabopaTopHbIX AaHHbIX
y Aeten ¢ Bl B KazaxctaHe.

MaTtepuanbl 1 MmeTOAbI

B xone uccnepoBaHus Obin NpoBeAeH PETPOCNEKTMBHBIN aHaNM3 AaHHbIX UICTOPUIA GonesHn n ambynaTopHbIX
kapTy 15 geten c bBI' B Bo3pacte o1 0 o 17 net 11 mecaues. CpeaHuin BO3pacT Ha MOMEHT NOCTaHOBKM AnarHo3a
coctaBun 3 roga 8 mecsueB, MmeamaHa — 3 roga. Bcem getam gnarHos BI™ 6bin noateepxaeH B HUMOX Ha ocHo-
BaHUMN KIIMHNYECKUX CUMMTOMOB U CHUXXEHUS YPOBHS akTUBHOCTU coepmeHTa B-rntokouepebpo3unaassl B obpasuax
cyxoMn kpoBu. [llabopaTopHas AnarHoctvka hepMeHTaTUBHON aKTUBHOCTM B-rntokoLiepebpo3unaasbl M reHeTUYECKUI
aHanu3 npoBoaunnch B pedpepeHc-nabdopatopusx lfepmaHum n ABCTpun. lfeHeTUYeCKUin aHanna meTogomM NpsiMoro
aBTOMAaTMYECKOro cekBeHupoBaHus 6bin npoeeneH 14 (93%) getam us 15. buinu uccnegoBaHbl BCe KoaupyoLme
3K30HbI reHa (GBA), a Takxxe npuneratoLme NHTPOHHbIE obnacTu.
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B xope vccnenoBaHus MPOBOAMUIICA aHanM3 MHULManbHbIX NokasaTernen aHTPonoMeTpUYecKnx AaHHbIX (Bec
n pocT), obwero aHanunsa kposu (OAK), ynbTpa3ByKkoBOW AMArHOCTUKN NEYEHU U CENE3EHKMU, ONMUCAHO NPOsiBNeHne
reMopparmyeckoro CMHApPoMa 1 KOCTHbIX 6omneit. OueHka aHTPONOMETPUYECKUX AaHHbIX MPOBOAUIIACh C MOMOLLbIO
rpacdmkoB Beca (Kr) u pocTa (Cm) B 3aBMCMMOCTM OT Bo3pacTa pebeHka u nona, paspaboTaHHbIX MIHCTUTYTOM neguna-
Tpumn CLLA (Developed by the National Center for Health Statistics in collaboration with the National Center for Chronic
Disease Prevention and Health Promotion, 2000).

OAK npoBoguncsa pyyHbeiMm meTogom. OueHka nokasartensi remornobuHa: seiwe 110 r/n - Hopma, 90-110 r/n —
aHemus 1 ctenenun, 70-90 r/n aHemusa 2 ctenenun, Huxe 70 r/n — aHemus 3 cTeneHu.

OueHka nokasatens TpomooumToB: Bbie 150 x 1079/n - Hopma, 20-150 x 10°9/n — TpombGoumTOoneHus 1 cteneHwu,
10-20 x 1079/n — TpoMbouuToneHuns 2 cteneHu, meHee 10 x 10°9/n — TpomBoOLNTONEHNS 3 CTEMEHM.

OueHka nokasartens nenkountoBs: Boiwe 4,0 x 10°9/n —HopMa, 1,5-4,0 x 10°9/n — nelikonenus 1 ctenexn, 0,5-1,5
x 1029/n — nenkoneHus 2 cteneHun, meHee 0,5 x 1079/n — nerkoneHuns 3 cteneHn. C nomoLlbio nporpaMmbl Microsoft
Excel nocTpoeHbl rpadumku MHULMANbLHOrO YPOBHS reMornobuHa, nenkounToB 1 TPOMOOLMTOB Y NaLMEHTOB.

WHTepnpeTauns faHHbIX yNbTPa3BYKOBOW AMArHOCTUMKU MEeYEeHU U ceneseHkn npoBoaunacb No HopMatmBam
paspaboTaHHbIMK npodeccopom lMeikoBbIM M.U. [14]. YunteiBanuce BepTukanbHble padmepbl nesow (BJ1) n npasow
(BMNA) nonu neveHu, nnowaab ceneseHkun. Viccnenosanne mnenorpaMmmel npoBoamnock B nabopatopuun HUMOX,
okpacka no PomaHoBckomy — lMm3e. Ma3ku npocMaTpuBanuch nog manbsim yBenuyeHnem mukpockona (x100), 3a-
TeM nog 6onblwmM yBenudeHmem mukpockona (x1000) ¢ ummepcuei.

Pe3ynbTaTbl uccnepoBaHus

YacToTa BcTpeyaemocTtun BI' B KasaxctaHe coctaBnsieT 1:300 000, 4yTo pasHUTCA ¢ 00WeMMpoBbLIMY NOKa3a-
Tenamu 1:60 000 — 1:100 000 [15]. YacTtoTa BCcTpevaemocTn Bl no pernoHam PK 3HaunTenbHo BapbupyeT. Tak B
CeBepo-KasaxcTaHckolh obnactn oTmevaeTcs Hambornee Bbicokasi BbisiBssemMocTb naumeHToB ¢ bIT 1:80 000, a B
lOxHo-KasaxcTtaHckon obnactn Hanbonee HM3Kas, gaHHbIA NokasaTenb 3aecb coctasun 1:1 280 000.

Cpeon 15 naumeHTOB, BOleawmnx B nccnegosanue, 12 peteni ¢ | tunom (80%), tpoe c Il Tunom (20%). Mpun
pacnpeAeneHnn No HaumoHanbHOMy Npu3Haky kasaxum coctaunn 13 yenosek (86%), pycckuii — 1 (7%), kopeew,— 1 (7%).

M3 15 peTteit 14 6bin npoBeaeH UMTOreHETUYECKNIA aHann3, KOTOPLIN Nokasar, YTo Hanboree YacTo BCTpeyato-
LWMMU MyTaLMAMU cpeamn kasaxcTaHckon nonynsaumm ssnstotcsa L444P — 10 (37%), F2131 - 4 (15%), N370S - 3 (11%),
E272D - 2 (7%), apyrne myTtauum — 8 (30%). Y ogHOro nauMeHTa BbiiBIeHa TONbKO OHA MyTaLus, YTO BEPOATHO
CBA3aHO C BO3MOXHOCTSMW NMPUMEHEHHOro LIUTOreHEeTUYECKOro MeToa UCCNefoBaHus, Tak Kak KNmHu4eckas
KapTuHa, CHUXEHWEe aKkTUBHOCTU hepMeHTa rnokouepebpo3naasbl 1 NONOXUTENBHOW AMHAMUKN Ha doHe P3T,
NoATBEpPXAaT AaHHbIN AnarHos.

AHanus aHTponomMeTpUYeCcKnX nokasarternen, Taknx Kak BeC 1 pocCT, BbIIBUN OTCTaBaHue B (hU3NYEeCKoM pas-
BuTUN y 14 getenn n3 15 (93%). MNokasatens pocTta 6bIn B Npedenax Hopmbl y oaHoro pebeHka (7%), B obnactu Huxe
cpefHero y AByx Aetei (13%), B 06nactn HU3knx BenuumnH y Tpoux getew (20%), B 06nacTvt o4eHb HU3KMX BEMNYMH
y 9 geten (60%). MNMokasaTenb Beca 6bin B Npedenax HOpMbl Y ogHoro pebeHka (7%), B 06nacTtu Huxe cpegHero y
opHoro pebeHka (7%), B 06nacTv HU3KMX BENUYUH y 4 aeten (26%), B 06nactn o4eHb HU3KUX Benu4ynH y 9 geTen
(60%) (puc. 1n 2).

CDC Growth Charts: United States CDC Growth Charts: United States

| Stature-for-age percentiles: ] re-for- r les:
Boys, 2 1020 yoars | Stature-for-age percentiles:

Girls, 2 to 20 years

Age (years) Age (years)

PucyHok 1. VIHuyuarnbHble noka3damersnu pocma y 0emel ¢ bl
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CDC Growth Charts: United States CDC Growth Charts: United States
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PucyHok 2. MlHuyuanbHbie nokasamenu eeca y demel ¢ bI-

lemopparunyeckun cuHapom otmevancsa y 11 getent (73%), N3 KOTOPbIX Y ABYX B BUAE KPOBOTEYEHMWI Y KOXHOTO
CYHAPOMA, Y 8 TONMbKO B BUAE HOCOBbIX KDOBOTEYEHWIA Uy OAHOrO B BUAE HOCOBbIX Y IECHEBLIX KDOBOTEYEHWIA.

KocTHble 6onu owywanu 5 geteit (33%), y OAHOIo M3 HUX OTMEeYarncs annM3o KOCTHOrO Kpu3a B BUAE BbIpaXeH-
HbIx 6oren B NnpaBoM KOMIEHHOM CyCTaBe, OTEYHOCThIO U NMOKPacHEHMEM CycTaBa, rmnepTepMmnen.

Y Bcex AeTen Ha MOMEHT Bepudumkaumm anarHo3a BbisiBrieHa renaTocniieHomMeranus. YBennieHme pasamepos
neyeHn BO BCEX Cry4vasx He npesbiluano bonee yem B 2 pa3a. YBenuyeHue npason gonv nedenn 'y 11 geten s 1,5-2
pasa, y 4 geten meHblle Yem B 1,5 pasa. YBenunuyeHue nesou fonu neyeHu B 1,5-2 pasa y 6 geten, MeHbLUe YeM B
1,5 pasay Tpex geten, y 6 AeTen AaHHbIN Noka3aTenb ocTaBarncs B npegenax HopMel. CnneHomeranus umena 6o-
nee BblpaXKeHHbIN xapakTep. Y 5 aeten ceneseHka bbina ysennveHa B 1,5 pasay (33%), y 7 aeten B 2 pasa (47%), y
Tpex aeten B 3 pasa (20%) (tab.1). Mo gaHHbIM KnuHUYeckoro ocmoTtpa y 11 aeteit (73%) HUXKHUI NOMOC CeNe3eHKn
Haxoguncs B Manom Tasy, y 4 ceneseHka nanenuposanachk Ha 4,0-6,0 cm Huxe kpas neBon pebepHon ayru.

Tabnuya 1. ViHuyuanbHble 0aHHble Y3 uccriedosaHusi nevyeHu u cene3eHku y 0emel ¢ bI

MayneHTt BospacTt Ha MOMeHT Y3 nevenun Y3W ceneseHkun
nccnenoBaHns B (mm) BNA (mm) (cm?)
1 3 roga 114 92 94
2 5 net 121 100 57
3 2 roga 115 46 120
4 2,5roga 128 63 113
5 3ropa 141 87 81
6 3ropa 13 67 130
7 4 ropga 106 42 105
8 5 net 129 70 72
9 6 net 116 81 73
10 2ropa 121 70 82
11 2roga 117 72 116
12 9 net 124 45 133
13 1,5 ropa 96 42 83
14 4 ropa 104 39 68
15 3 roga 104 44 54

CHuxeHune nokasartenen kposu BeiaBneHo y 13 geten ns 15 (87%). AHemus | cteneHn BeisBNeHa y AByX AeTel
(13%), aHemus Il ctenenmn y 9 netenn (60%), aHemus Il ctenenn y Tpex getent (20%), nokasaTtens remornobuHa Obin B
npeaenax HopMbl TOMbKO y oAHOro pebeHka (7%) (Puc 3). AHemusa nmena Bo BCeX Criyvasix rMnoXpOMHbIV XapakTep,
uBeToBow nokasaTens (LIM) B npegenax 0,56-0,8. JlelikoneHnsa nerkon cteneHn otmevanacs y 7 aeten (47%) (Pvc.
4). TpombouunToneHns nerkon ctenexnn 6einay 11 geten (73%) (Puc.5).
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Muenorpamma 6bina nposegeHa 13 nauneHtam n3 15 (87%). Knetku lowe obHapyxeHbl y 9 feten (69%).

Bcem naumeHTam 6bIno NpoBeAeHO UCCnefoBaHe akTMBHOCTU depMeHTa B-rmtokouepebposnaasbl. B kax-
A0M crny4yae 6bIno AVarHOCTUPOBAHO CHUKEHME aKTUBHOCTM aHHOro hepMeHTa, YTo NOATBEpPXXAAno anarHos br.
3HauveHus pesynbTraToB aHanuaa coctasunu ot 0,01 go 0,5 ymol/l/h (>2,5).

BbiBoAabl

Mo pesynbTaTam Hawmx uccneposaHuin B 80% cnyyvaes nauneHTam 6bin BeicTaBneH guardos bl tun 1. Ho, no
pesynbTaTtam reHeTn4ecKoro nccrnefoBaHns B 52% sbisiBneHsl myTauun L444P n F2131. B nuTepaType aTn MyTaumm
6onee xapaktepHbl ans bI Tun 1l [15]. JaHHOe HeCOOTBETCTBUE MOXET OblTb CBSI3aHO C paHHUM BO3pacToM AeTen
Ha MOMEHT NOCTaHOBKN AnarHo3a v 6onee No3gHMM NPOSIBIIEHMEM HEBPOSOTMYECKON CUMNTOMATUKM.

MHuymnansHbIMK KnNnHKKo-nabopaTopHbiMU nposiBneHusamu y aeten ¢ bIK B PK 6binu: renatocnneHomeranus
B 100 %, otctaBaHue B hmnanveckom pas3sutum B 93%, runoxpomHas aHemusi B 87%, TpoMboumTOneHUs nerkomn
ctenenn B 73%, remopparu4eckuii cuHApoM B 73%, KOCTHble 6onu BcTpeyanuch Tonbko B 33%.

Muvenorpamma He ABnsieTCA JOCTOBEPHbLIM METOAOM nccnenoBaHus npu Bl Tak kak 6onee yem B Y4 cnyyaes
(69%), B Muenorpamme knetku lowwe He 6binv obHapyKeHbl.

B 73% cny4aeB cnneHoMeranus nmena BblpaXeHHbI XapakTep, HUXKHUIA MOMNC Cene3eHkn Haxoauncs B
Marom Tasy, YTO rOBOpPUT O No3aHel anarHocTukn bIN B KazaxctaHe n manon HacTOpoOXEHHOCTW NeanaTpoB K AaH-
HOW naTonoruu.

PekomeHaauuu ans npakTu4yeckoro 3apaBooxpaHeHuUs

Mpu BbISIBNEHWM TMNOXPOMHOW aHeMumn HeobxoaMmMo 0b6a3aTenbHO NPoBOAUTL AnddepeHunansHy AnarHo-
CTUKY MexXay XenesoaeduuntHon aHemmen n Bl [ina aToro o6s13aTensHO NPOBEeieHNE pa3BEPHYTOro KITMHUYECKO-
ro aHanmsa KpoBW, B KOTOPOM YaCcTO MOXHO BbISIBUTb JIENKONEHUIO 1 TPOMOOLMTONEHUIO, @ TakXXe NCccrneaoBaHne
nokasaTtenen metabonuama xenesa B 6MOXMMUYECKOM aHanm3e KpoBu. XOTsl B HAlleM MCCrNeaoBaHUN He BCEM
nauveHTam Obin NpoBeAEeH aHann3 Ha CbIBOPOTOYHOE Xernes3o, No NuTepaTypHbIM MCTOYHMKaM Ansa Bl xapakTepeH
HOpMarnbHbIN YPOBEHb Xernesa B KPOBU U MoBbIWeHWe deppuTtuHa [1, 11].

Mpwu guarHocTtuke Bl Henb3s MckNYaTh AaHHbLIA AMArHO3 OPUEHTUPYSACH TOMBbKO Ha MokasaTensax mue-
norpamMmbl. 30M0TbIM CTaHAAPTOM ANS AMarHocTvku 6onesHu lowe sBnseTcs BbiiBNIEHWE HU3KOW akTMBHOCTU
B-rntokouepebpo3naasbl B nerikoumTax nepudepuyeckor kpoeu [1, 4, 16].

OTcTaBaHue B hr3nyeckom pa3BuTUmM (BEC U POCT) ABMSIETCA YacTbiM nposiBneHnem bI' n TpebyeT yrnybnen-
Horo o6cnegoBaHue pebeHka Npu ero BbIBMEHWN.

Manbnaumsa nevyeHn n ceneseHkn JomKHa NPOBOAUTLCS B KaXX40M Cryvae npodmnakTU4eckoro ocMoTpa aeten
1 0COBEHHO NPY HANU4YMM U3MEHEHUI B NOKa3aTensax KpoBu. [laHHbI MeTo KNUHMYecKoro obcnefoBaHmsa ABnseTcs
[OCTYMHbIM, He TpebyeT bMHaHCOBbLIX 3aTpaT 1 NO3BONSAET NPeAOTBPaTUTL NO34HIOK AnarHocTuky bI.
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IMPOPECCUOHAJIBHBIE ®AKTOPBI, BJIMAIOIHINUE HA JIMYHOCTD
BPAYEN OHKOJIOT'OB NEJUATPUYECKOI'O ITIPO® WIS

CaragueB A.C., bopaHb6aeBa P.3., AcumoB M.A., Hukonaes E.J.,
Baruaposa ®.A.
HayuyHbIn UeHTp negnaTpumn 1 AeTCKON Xmpyprum, AnvaTsl

PaboTta B cpefe «4enoBeKk-4enoBeK» NPeabsiBNseT K NMMYHOCTU TPYASLWErocss HeKoTopble cneuunduyeckme
TpeboBaHus. B pabotax akagemuka Knumosa E. A., oCHOBONONOXHUKA y4eHus 06 nHaAMBUAyansHOM CTune ages-
TenbHOCTU, Ha NEPBbLIN NIaH BblAeNeHbl Takue Ka4ecTBa, Kak: TONePaHTHOCTb, PECYPCHOCTb, KOMMYHUKATUBHOCTb,
amnaTuiHocTb". AHanmn3 Harpysku B cTaunoHapax u ambynaTtopusix Pecny6nuku KazaxctaH nokasarn, Yto B Nonu-
KNUHMKaX Ha og4HOro Bpaya o6Luert npakTuku npuxoautcs B cpegHem 2020 (125 B Heento) NnaumMeHToB (M0 COCTOSIHUIO
Ha deBpanb 2017 roga) B cTaunmoHapax neguatpudeckoro npoduns — 22-23 (okono 100 B Heagento) naumeHTa®4,
[na cpaBHeHus B ambynaTopusix EBpocoto3a Hopma paboTel Bpada ambynaTopuu coctaBnseT 64 npuema B He-
nento. Ecnu yyecTb HexBaTKy kaZpOB B CTauMoHapax, To 3Tu undpsl BelpacTaloT. 1o gaHHbIM goknaga LleHTpa
3KOHOMMYECKUX U nonuTudecknx pecpopm Poccuiickoi heaepaumm, Bbicokas Harpy3ska, Hu3kume 3apaboTHble nnaTsl,
KOTOpble MOBCEMECTHO BCTpeyatTcs B cTpaHax CHI™ coveTaloTcs ¢ BbICOKOW Harpy3kon. B Buay BbilLeonMcaHHoro,
K kKayecTBaMm, BblABUHYTbIM KnumoBbiM E. A., cTouT £06aBUTb M anbTpyMCTUYHOCTL, BeAb B AaHHbIX cdepax aes-
TEeNbHOCTU BONbLUMHCTBO 3aHATLIX ABNATCS O0AXETHBIMU paboTHUKaMu. [ToMUMO Bo3HarpaxaeHust Tpyaa, Bcsi
obnacTb MeauLMHCKON AesaTeNbHOCTY CBA3aHa C rpy3oM OTBETCTBEHHOCTM Bpaya, ConepexvBaHnem 3a 60nbHoro
(1, nopoii 3a ero poacTeeHHuKkoB) @), Ocobo BblaenseTcs ob6nacTb OHKOMOrMKU B NneguaTpumn. HaunHatowme cneum-
anucTbl 3a4acTyl 3a4alTCcs BONPOCOM O CMpaBeAIMBOCTU MUPO34aHNSl, COMHEBAKTCS B NpaBMUbHOCTU BbiGopa
npodeccun, koraa ovepeaHon pebeHok TpyaHO nognaeTcs nevyeHuto, nMbo He oTBevaeT Ha neyveHue Bosce. lope
poauTenei, B NoMckax 3alnTbl OT NCUXONOrMYECKUX CTpagaHui, YacTo OOBUHSIOWNX Bpava B HEKA4YeCTBEHHOM
neyeHun (B TOM 4Yncre 1M COBEPLUEHHO He 0OOCHOBaHHO) TOMbKO yXyAllaeT n 6e3 Toro TpygHoe MonoXeHne me-
OVUMHCKNX paboTHUKOB. OTO OCHOBHas ©a3a pa3BuUTUS crneumduyeckmx M3MeHEHN NTMYHOCTM Bpaya OHKorlora B
neguaTpum — nx npodeccnoHanbHon gedopmaunm, pa3BUTUS CUHAPOMA 3MOLMOHANbHOI0 BbIrOPaHUs 1, Aaxe, Ha-
pyLleHWin aganTtaumm n ctpecca Ha pabote ©. deHoMeH AedopMaLmn akTUBHO UCMOMb3yeTcsl B NPUKagHow LWkone
ncuxonorumn — TenecHom tepanun®. TenecHble TepaneBTbl CPABHUBAIOT YENOBEKA C TEHCETPUTU — 0COBON apXUTEK-
TYPHOW CTPYKTYPOW, COCTOSILLLEN N3 )KECTKUX KOHCTPYKLIMIA M 3NaCTUYHbIX 3NeMeHToB. bnarogaps cBoemy cTpoeHuto,
TEHCErpuTu KpaHe TpyaHO cnomaTb — OHO AedopMUpyeTcs, NOACTPaMBasiCb Mo YCIOBUSA OKPYKatoLleln cpeabil:
rpaBMTauunn, AaBreHus, TPSCKU. Tak 1 OpraHn3M: eMHas CTPyKTypa TENECHOro 1 Ncuxu4eckoro, AedopmupyeTcs
B LleNnsix agantaumm K okpyxeHuto. OnpefeneHHble YepThbl XxapakTepa (LMHM3M, CTPECCOYCTONYMBOCTb, YEPCTBOCTb)
pasBuBatoTcs, Nnbo ycunmeatoTcs, Apyrue (ansTpyusm, MArkocTb, YyTKOCTb) — peayumpytotcas), BaxHo OTMETUTb,
4YTO Bpau, Kak cneumanucT B cpepe «4ernoBek-4enoBek» B NEPBYIO ovepeb, ABMSeTCs NONHOLEHHON 1 Mo ymornya-
HWIO 340POBOW NTMYHOCTLIO. [1Ns Bpayva ntoboi cneumnanbHOCTM Heob6XxoaMMO UMeTb IBE OCHOBHbIE COCTaBMsOLWME:
npodeccuoHarnbHble 3HaHUSA/YMEHUS 1 KOMMYHUKATUBHbIE HABbIKM - A3bIKOBbIE 3HAHUS, yMEHWUE NMPaBUIIBHO U YETKO
U3bACHATLCS, YMEHME NOHATbL cobeceHMKa, SMMNaTUsA, TONepaHTHOCTb, YyBCTBO COOCTBEHHOIO JOCTOUHCTBA, JHTY-
31a3m nomoraTb Noasam, ymeHne abectparnpoBaTtbesl OT COOCTBEHHBIX MPOONeM, HaBbIk CaMOMNpPe3eHTaL W, aKTUBHOE
cnyluaHue, yMeH1e KOHTponmpoBaTb U BecTu 6eceny 1 1.4. Takum 06pasomM, KOMMYHUKaLMSA Kak HEMOCPEACTBEHHbIN
NPOAYKT NCUXMYECKON AeATENbHOCTU — KIHOYEeBOE NOHSATUE B NPpodheCcCcuoHanbHom komneTeHuun®, A ncuxuka spava
— Kak O4UH MHCTPYMEHTOB paboTkl Bpaya TpebyeT 3alnTbl U TMrneHbl. B OTHOLIEHMN NCMXONOrMYecKom 3aLnThl y
Bpaya (kak 1 y nobow apyron 3penow 1 3qopoBON NIMYHOCTN) eCTb LIENbIN apceHan NpuemMoB, BbipaboTaHHbIX Kak
3BOMOLMOHHO (MexaHU3Mbl ncuxonorundeckon 3awmutel no 3. dperiay), Tak n unoreHeTudeckn (6poHsa xapakTepa,
KONWHr cTpateruy) (1011213149 BcTaeT BONPOC 0 NCUXOTUTMEHE Tpyada W XusHeaesTensHocTy Bpada. CywecTBytoT
cTaHgapTbl NPOUNAKTUKN MHOTUX 3aboneBaHunin, B 0COOEHHOCTM MHPEKLIMOHHBIX, HO BO BCEMUPHOW nuTepaTtype
HeT YeTKOro CornalleHust B OTHOLLEHUM NcuXorurmersl (151817 EcTb MHOXeCTBO paGoT, MOCBSALLEHHbIX NCUXOrMrneHe
B apMuu, B HAaCTHOCTU B CNeLann3npoBaHHbIX BOCKax, CyLLeCcTByeT Macca pa3HOBUMAHOCTEN KoAeKkcoB paboThl ncu-
X0TepaneBTOB U NCUXMATPOB (Kak OTAENbHbIX LUKOM, TaK U UHTErpaTUBHbLIX CNEeLManmMcToB) HO AaHHbIX KacaTenbHO
NCUXOrnMrneHbl Bpadya — mano. (18:19.20.21.22.23) Koy npiii lwiar B paboTe Bpaya CTPOMTCSA UCXOAS U3 MPOTOKOMOB AMarHo-
CTVIKM U NIeYEHUS, UCMONb30BaHNe U yxon 3a MeEQULUHCKUMW Npubopamu, OT NepyaTok U ckanbnenemn 4o CroXHON
UM POBOW TEXHUKMN, KOHTPOIMPYETCSA CaHUTAPHbLIMU NPaBuamMm U HopMamm, a TaKOW BaXKHbI MUHCTPYMEHT paboTbl,
KaK NIMYHOCTb — HE pernameHTupyeTcs. AToT napameTp TpebyeT ocoboro pacCMOTPEHUSI B CUIY CBOEN BaXXHOCTH,
KOTOPYH UrpaeT KOMMYHUKATUBHAs KOMMETEHTHOCTb B AEATENBHOCTM TUMA «4YENOBEK - YENOBEKY, 3HAYNTENBHOE
BHMMaHMWe criefyeT yaenuTb N3y4eHuo KOMMYHUKAaTUBHOIO NapameTpa NMYHOCTY B NPOdeCcCUoHanbHOM AeATeNb-
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HOCTM Bpaya © 242538 Bpicokasi ponb (MCUXMYECKOro npoLiecca) aMnaTm, kak BaXKHOro acnekta KOMMYHUKaTUBHOM
KOMMNETEHTHOCTM Bpaya B NPOLIeCCe fieYeHs U BbI3AOPOBIEHMS NALMEHTa, BbIABMHYMA €€ B YACIIO NepBOoYEpeHbIX
COCTaBMSOLWMX N3yYeHUs1 BpauebHON AesTENBHOCTY Pas3NnYHbIX rpynn cneunanucToBs. @627.28.29 Ha Haw B3rnag
HeJOoCTaTOYHO yaenseTcsa BHMMaHusa obnactu oHkonornn. MHoxecTBo paboT NOCBSALLEHO MOMOLLM NaUneHTaM, Y4To
6eccnopHo urpaeT BaxHeNLW Yy porb. Ho noMoLm Bpayam, KoTopble HaxoaAaTcs ¢ 60MbHbIMM eTbMU B CTaLMOHapax
Oornblue, YeM ¢ COOBCTBEHHbIMU, BUAS CTPagaHMsa Ux poautenen — HegoctaTovHo. YacTble aMoUMOHarbHble nepe-
XMBaHUSA MeANLMHCKNX pabOTHUKOB CNOCOBCTBYOT NOAPbLIBY UX 300POBbA U, NCUXMKA, KaK BaXXHENLLNA MEXaHN3M
ajanTauum CTPEMUTCA OpraHM3oBaTh 3aLUUTYy — pa3BMBaeTCs AMOLMOHanbHoe BblropaHue 282930 CeoeobpasHas
OpOHSI NPOTUB 3MOLIMOHATbHbLIX MOTPSICEHWIA.

Mpobnema BNuAHMA NpodeccnoHanbHON AeATENbHOCTM Ha (POPMUPOBAHME NIMYHOCTM 3aHUMAro yMbl eLwé
OpeBHMX unocodoB. B kaxxaow cTpaHe, B KaXAOM KyNbTypPHOM NriacTe CyLeCTBYHOT 3aKpenuBLLUMECS B CO3HAHUN
noaern o6pasbl-knuvLle TOro UM MHOro MHAMBUAYYMa 3aHUMaloLWerocs onpeaeneHHon eaTenbHOCTb. HaunHas
C BbICOKOrO MCKYCCTBa, Takoro Kak kKuHemaTorpad, nurepartypa, 1 gaxe n3obpasntenbHOe UCKYCCTBO, 3akaH4nBas
«HapoLHOW MONBOWY» (AHEKAOTbI, FOPOACKME NereHabl) eCTb CTPOrne pamMku Ans oTpaxeHus BrnvsHus cdepbl aes-
TENbHOCTUN Ha XapaKkTep YerloBeKa, eto 3aHMMatowerocs. He ctouT fokasbiBaTh TOT paKT, YTO CTAHOBJIEHNE Y€ENOo-
Beka B npodpeccumn HeceT B cebe rmybokuin cnep Ha ero NMMYHOCTHbIX 0cobeHHoCTaX. Coumonor 1 NoNUTUYECKNiA
peatenb Havana 20 Beka Mutrupmm CopokuH aan o6bAcHEHNE 3TUM U3MEHEHNSM, Ha3BaB UX «NpodeccnoHanbHON
nedopmaumen»®), Takum o6pasom, GbINO NONOKEHO Ha4Yano GONbLINM U3bICKAHUSIM B MCUXOMNOMNK, COLMONOTUN,
ncuxmaTpum NoA Ha3BaHWEM «BIUSIHWE MPOdECCUOHANbHOW cdepbl HA NUYHOCTLY, KyAa BXOOAT U COBCTBEHHO
CTOMKME N3MEHEHMNS NIMYHOCTM NoA BO34EeNCTBMEM NpodeccMoHanbHoN A4eATeNbHOCTN («npodeccrMoHanbHas ae-
dopmauunsi») n bonee rposHas peakums — CUHAPOM 3MOLMOHAIHOrO BbIrOpaHus, CknagbiBarollaca n3 MHOXecTBa
dakTopoB. CUHOPOM «BbIFrOPaHNSI» — MHOTO0Opa3HbI PeHOMEH, BblpakatoLLNNCs B MCUXUYECKMX U COMATUYECKNX
peakumsaX, BO3HUKaLNX BCNEACTBME UCTOLLEHNSI 3HEPTUM Y CMeLManmcToB NoMorawLLmx npodeccui, Ybs pabota
CBsi3aHa C KaXAOAHEBHbIM N BbIHYXAEHHbIM 06LLeHMEM C BONbLUMM KONMYEeCTBOM Ntoein@” 28.29.32),

CnepyeT noavyepkHyTb, YTO NpobrneMa 3MOLMOHAaNbHOrO BbIrOPaHUsi HOCUT HE CTONbKO NMCUXONOrMYECKUHN,
CKOJbKO McMxocoMaTtuyeckuii xapaktep @7-2833, HekoTopble uccrnenoBaTeny paccmMaTpuBaloT U3yvyaemoe siBneHne
KaK pe3Ko Bblpa)KeHHbIV CUHAPOM, NPOSIBNSAOLLMACA 3MOLMOHABHBIM UCTOLLEHUEM, MCMXOCOMaTUYECKMMM HapyLle-
HUAMKU. MeanunHCKnin paboTHMK B 00acTun OHKOMOrMu, faxe obnagas BcemMu HeobxoanmMbIMu NPodeccroHanbHbIMK
HaBbIKaMu, pUCKYeT MNONy4Y1Tb AMOLMOHANbHOE BbirOpaHue no NpuymnHe BbICOKOW CTpeccoreHHocTun Tpyaa. Kak npa-
BWIO, BbIFOPaHMe NCCreayoT y paboTalLmx CneLmanmcToB, B TOM YMCE Ha paHHKX 3Tanax npodeccnoHanbHoro
cTaHoBneHus ?9, OgHako Heo6Xo0AUMOCTb NPOPUNAKTUKN AaHHOTO CUHOPOMA BO3HUKAET elLle paHblie — B npoLiecce
npodeccuoHanbHoN NOAroTOBKM Bpaya, KIMMHUYECKOro Ncuxorora u cneumanmcta no counanbHon padote” 2 2627,

Ha EBponewickon koHdepeHuun BO3, npoxoamsLuer B sHBape 2005 roaa B . XenbCUHKM, OTMEYEHO, YTO CTpecc,
CBSI3aHHbIV ¢ paboTon, sBNAETCS BaXXHOM NpobnemMor NnpyMepHo A51s O4HOW TpeTu TpyASLmnxcsa cTpaH EBponerickoro
Cot03a U CTOMMOCTb peLLeHust Mpobrnem ¢ NCUXMYECKMM 300POBbEM B CBSI3M C 3TUM COCTaBMsieT B cpeaHeM 3-4%
BaNoBOro HauMoHanbHoro goxoga ©°

PeweHune npobnemMbl. 3a OCHOBHblE MPUHLMMbLI OCYLLECTBNEHMS BbiOOpa TEOPETUYECKUX OCHOBaHMI Npu
pa3paboTke TEXHOMNOrMI NCUXonpodunakTUKN ANs Bpavyei OHKONMOrMYeCcKNx OTAENEHUn negmuaTpuyecKkoro npo-
dunsa, moryT 6bITb NPUHAT: NPUHLMN aganTauny, NPUHLUN YHUBEPCANbHOCTM NPUMEHEHNST TEXHONOTMU, NPUHLMN
onepauuoHanbHOCTK TeopeTudeckoro Matepuana. lNMpyvHUMN aganTaunm yxe BHeOPEHHbIX NCCneaoBaTenbCKux
Moaenen no npobnemam BbiropaHns k KasaxcTaHCKMM peanbHOCTAM npegnonaraeT, YTo U3 onbiTa NPUMEHEeHUs
Kak4on n3 mogenen BoidbmpatoTca Hanbonee xm3HecnocobHble B Hay4HOM nnaHe acnektel. B 2015, 2016 rogax
B AnmaTbl npoluna cepus obyyaroLlmx TPEHUHIOB N0 aBTOPCKOW MeToauke npodpeccopa Jlendnuurckoro yHuBep-
cuteTa K. Pelwike «CTpeccMeHedXMeHT. YnpaBnsiii CTPeccoM ¢ onTuMmuaMomM»©®), LLIkonbHble NCUXOMNOrK B3ANM Ha
BOOpPYXXeHMe 3Ty MeToAuKy Ans paboTbl CO WKOMNbHbIMKU yuntenamu. Metoq «CTpeccMeHeaXMeHT» addeKkTUBEH
Kak Npu nepexnBaHum cTpecca, Tak 1 Ans ero npodpunakTnku. Ho B paccmaTtprBaemMol HaMmu Teme, CTpecc Urpaer,
XOTb M HE MarioBa)HYH, HO BCE e He MepBOCTENEHHY ponb. MNoaToMy cTouT paccMoTpeTb 6onee macwtabHo
npobnemy amoumnoHanbHOro BeiropaHus. OgHodakTopHass Mogenb 3aMOUUOHaNbHOro Beiropanus [. ManHs n A.
ApOHCOHa paccMaTpuMBaeT UCTOLLLEHNE B KAYECTBE NPUYMHbI, @ ANCTAaPMOHUIO NEPEXNBAHUI U NOBELAEHMUS — B Kaye-
cTBe cneacTBus BbiropaHus. [iByxdgaktopHasa mogens [. OnupeHaoHk, B. LWaydenu n X. Cukcma faet BO3MOXHOCTb
anddepeHunpoBaTe KOMMNOHEHTbI CUHAPOMA BbIrOpaHUsa Ha adpPEeKTUBHBIN M COGCTBEHHO YCTAaHOBOYHbIN. Tpex-
dakTopHasa mogenb K. Macnau n C. [[)kekcoHa No3BoNnsieT aHanM3MpoBaTb CUHAPOM NMCUXMYECKOTO BbIrOpaHus no
KOMMOHEHTaM: UCTOLLEeHNe, AenepcoHanuaauns, nM4HocTHas peaykuums. NMpoueccyansHas moaens M. Byrpuwa gaet
BO3MOXXHOCTb MPOCNEeANTb pa3BuTUe CMHAPOMA No CTaansaM NposiBfeHNs, a AuHaMmuyeckasa mogens b. MNepnmana
n E. XapTmMaHa npegocTaBnsieT MHTEPNpPEeTaLMOHHbIN MaTepuan AN HanoNMHEHUS KaXXA0N N3 cTaguii pasfimyHbIMK
cogepXaTernbHbIMU XapakTepucTukamu. MNpuHUMn yHMBEPCanbHOCTU NPUMEHEHUST TeopeTU4ecknx paspaboTok K
pasfiMyHbIM TPYNMnaM UCMbITYEMbIX — MeOULMHCKMX PabOTHUKOB pasfnnyHbIX crneumanbHOCTeN (a Tak e npoymx
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HeMeOUUUHCKUX cneuunanbHoCTel cdepbl 4eATENbHOCTU «4EIOBEK-HYEMOBEK»: y4MTeNnen, MEHEeAXEPOB, BOEHHbIX
M T.0.) NO3BONUT CO34aTb MHOIrO(akTOPHYI OTKPbITYH KOHLENUUI0, KoTopasi ByaeT Nnerko npunoxmMa K peLleHuto
nccrnenoBaTesnibCKMX 1 NCUxoTepaneBTMYeckmx 3agay. MNpuHUMn onepaunoHanbHOCTM TEOPETUYECKOTO MaTepmana
saBnsieTcs 06s3aTtenbHbIM TpeboBaHNEM AN CO30aHUS U MTPUMEHEHUS AMarHOCTUYECKUX MeToamK ?7-29),

OnbIT Halek paboTbl C MEAULMHCKMMN pabOoTHUKaAMKM pa3fiMyHbIX crneumanbHOCTeN nokasbiBaeT HaM, YTO
WHTErpaTuBHbIA MeToA, pa3paboTaHHbI Ha kadeape KOMMYHMKATUBHBLIX HaBblkOB Ka3axckoro HauMoHarnbHOro
mMeguumHckoro yHuBepcuteta umenn C. [1. AcceHgmapoBa noa pykoBoacTtBoM npodeccopa Acumoa M. A. noa
Ha3BaHuem «CamocoBnagaHue no ACMMOBY», coyeTaroLwuin B cebe 1 NCUxornrmeHm4Yeckne Meponpusitus U ncuxo-
TepaneBTUYeCKOe BO34ENCTBME UMEET XOpOLUNE NMepPCrnekTUBLI B KAYECTBE YHMBEpPCanbHOro cnocoba ncuxonpodm-
NaKTUKN B cchepe AeATEeNbHOCTU «4enoBeK-4enoBeky. MNaTb WaroB, KOTOpble HEO6XO0AMMO NPONTU ANST OCBOEHUS
[aHHOM MeToAMKM obyyatowemycs (a B HaleM cryvae 370 Bpayu, MeANLMHCKME CECTPbI OHKOreMaTOoNornyeckux
oTAeneHuni negmaTpmyeckoro npodund) No3BonsAT BelpaboTaTb HaBblk caMoHabnogeHns, ocobeHHo, B cuTya-
LMAX 3MOLMOHANbBHOr0 HanpsXeHus (rHeea, cTpaxa, TOCKU U T.A.), pacno3HaBaHWs CBOEro AyLLIEBHOro COCTOSIHUSA,
KOHTPONS YyBCTB U1, KaK CreacTBME 3TOr0 — «3KONOrMyHoe nosepeHuer. MNpu paboTte ¢ NoabMU caMbiX pasHbIX
crneunanbHOCTEN, pasHOro YpoBHsi 00pa3oBaHusa 1 BO3pacTa, Mbl BbISIBUITW, YTO MATU 3aHATUIN JOCTATOYHO, YTOObI
KIIMEHT y>Ke NMoYyBCTBOBaN U3MeHeHus B cebe” %), 3aHaTna no camocoBnagaHuio CTPoATCS B BUAE TPYMMNOBbIX
ceccuit no 50 MUHYT, Ha kax bl Wwar TpebyeTca obbl4HO He Bonee AByx ceccuin. MeTon OCHOBaH Ha HECKOMbKNX
00LLEeNPMHATBLIX B3rMsAax: CUMBONApama, relutansT-repanusi, TeNecHO-OpUeHTUPOBaHHAs Tepanusi, KOTHUTUBHas
ncuxoTepanusi, a Tak e BKIloYaeT B cest MPUEMbl HENPO-NTIMHIBUCTUYECKOrO NpOorpaMMmMpoOBaHns U TPaH3aKTHOIO
aHanusa. Vicnonb3oBaHve MeTofa Ha NpakTuke He TpebyeT ocobbix MaTepuanbHbix 3Hepro3aTtpaT. TpebyeTcs ewe
[0CTaTOYHO MHOTo paboThbl ANSA BHEAPEHMUS AaHHOro MeToa B Ka4eCcTBe YHMBepcanbHOro cnocoba npodunakTukm
3MOLMOHANBHOIO BbIFOPaHUS, HapyLLIEHNIA aganTauumn 1 IMYHOCTHBIX Npobnem, cBA3aHHbIX ¢ paboTon y MeauLUnH-
CKMX paboTHMKOB. [JOCTYNHOCTb MOHMMaHUA JAHHOrO MeToAa No3BoNuT 6e3 3aTpyaAHEHUIN 06YUYNTb MEONLMHCKNX
NMCUXOSOroB B Ne4YebHO-NPOUNaKTUYECKMX yUPEXOEeHNAX ONS AanbHENLero ero npumeHeHnsa B paboTe Kak ¢
nauneHTamm n ux poACTBEHHUKAMMU, Tak U C MEAULMHCKAM MEPCOHAN0oM.
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KJIMHUYECKHH CJOYUYAHN: BPOXKIEHHBIN IOPOK PASBUTHUS
JEIT'KUX. HATHOUBIINECS KUCTOAJAEHOMATO3bI HUKHEN
JTOJIM JIEBOI'O JIETKOI'O Y PEBEHKA.

CarbimbaeBa A.A., CarbimbaeBa A.A.
Kasaxckunin meguumMHCKNA yHUBEPCUTET HENpepbiBHOro ob6pasoBaHus,
r. AnmaTbl

AkTyanbHocTb. BpoxaeHHas knctosHo-ageHomarto3Has manbdopmauns (BKAMJIT) npeacraesnsiet cobon
aHoMarnuio pa3BuTUS NErkoro, kotopas Bnepsble onucaHa B 1949 rogy Ch’in u Tang kak otaensHoe 3abonesaHune
[1]. BHauane pgaHHoe 3aboneBaHne knaccuduumpoBanoch Ha 3 noatuna, B 1977 rogy [2] knaccudukaums BKAMIT
pacwwupunack Ao 5 tunos, B 2002 rogy Stocker Bbllleyka3aHHy0 aHOManumio Hasgar, kak BpOXAeHHble MOPOKM pas-
BuTua nerkumx [3]. OT 80% po 85% cnyyaeB BcTpeyaeTcs y AeTel B NepBble 2 rofa XU3Hu, B IuTepaTypax onncaHbl
eauHWNYHble cnydan BcTpedaemoctu BKAMI y B3pocnbix [4]. B 0OCHOBHOM Yy B3pOCHbIX KNCTO3HO-aAeHoMaTo3Has
MarnbgopMaLms NEerkoro OCrNoXHSTCA NEroYHbIMY 6akTepnanbHbIMU MHEKLUSIMUA U HAFTHOEHNEM KUCTbI NErKOro
[5]. HarHoeHue kncTo3Ho-ageHoOMaTo3HOW ManbgopmaLmy nerkoro y pebeHka BcTpevaeTcs KpanHe peaiko, Mo3ToMy
B [laHHOW cTaTbe Mbl onucanu cnyyan BKAMJ1y pebeHka 1 rona 4 mecsaues.

28.12.2017r. B npuemHbI nokon «LleHTpa geTckon HeOTNOXHON MeauLmMHcKon nomolmy («LLAHMI») r. AnmaTsl
obpaTtunucb poautenu peberka H. A. 1 roga 4 mecsiLeB ¢ xanobamu Ha Kallernb, NOBbILLIEHWEe TEMMepaTypbl Tena
00 40° C, BANOCTb, OObILLKY.

U3 aHamMHe3a 3a6oneBaHuA N3BECTHO, YTO pebeHok 6oneeT ¢ 15.12.2017r., 3aboneBaHMe Ha4yanochk C NoBbl-
weHusa Temnepatypbl Tena o 38°C, 3a MeanUMHCKONM NOMOLLLI0 He obpallanuck, NPUHUManM camoCTOATENbHO
HypodeH, uedekoH. 16.12.2017r. BbI3aBanu Bpaya MOMAUKIIMHUKW, Ha3HavyeHbl MHTepdepoHOoBas Masb, LedeKoH.
B ovMHamuKe COCTOSIHWE He yNyLINNOCh, MPUCOEAUHUICS Kallerb, MOBbILEHWE TEMMNEpaTypbl Tefna CoOXpaHANocCh.
Bbi3biBanu ckopyl MeAMLMHCKY0 NMOMOLLb, OCTaBMEHbl JOMA, AOMNOMHUTENBHO Ha3HayYeHbl abutpakc, BUPEpPOH,
nuHekc, ambpobeHe, nHranauum c am6pobeHe. TeM He MeHee COCTOsIHME yXyALIMIOCh, TeMnepaTypa nosBbicUnach
00 40°C. Obpalianucb B YacTHYH KIIMHWKY, OTKYAa HanpasBneHbl B «[1eTCKyto MHEKLMOHHYI0 6onbHuLy» («ANB»),
roe pebeHok Haxoauncs Ha ctauMoHapHoM neveHun. 25.12.2017r. goctaBneH Ha koHcynbTauumio B «LOAHMIM», roe
3anofo3peH: BpoxaeHHbI Nopok pa3suTtus nerknx. KuctoageHomatos neBoro nerkoro. PekomenHgosaH ocMoTp
dTr3naTpa. Ana ganbHenwen AnarHoCTUKN 1 TakTUKK nevenuns 28.12.2017r. nepeseaeH B «JOHMI».

M3 aHamHe3a XXU3HU N3BECTHO, YTO pebeHok oT 1 6epeMeHHOoCTH, 1-biX poaoB. bepemMeHHOCTL NpoTekana Ha
doHe OPBW B 1 TpumecTpe, Tokcukosa. Poabl pusmonorudecknm nytem, B cpoke 39 Hegenb. Poguncs B «LleHTpe
nepvHaToONoOrMmM 1N AeTCKON kapanoxupyprumn» ¢ maccow Tena 3380 rpamm, poctom 52 cm. MNepeBeneH B OPUT B
TeyeHue 6 yacoB. C pogunbHOro fomMa BbinucaH B Bo3pacTe 1,5 mecsues. MNMpodunakrnyeckme nNpMBUBKK - Me-
poteoa. Ha «[ducnaHcepHom y4eTe» COCTOWUT y Kapauonora ¢ AgunarHo3om: BpoxaeHHbin nopok cepgua. JedekT
MexXnpeacepaHon neperopodku. AHeBpM3Ma MexnpencepaHon neperopofkn. OTKPbIThIA apTepuanbHbI NOPOK.
HepoctatoyHocTh kpoBoobpalleHus 1; y nynbmoHonora: BpoxaeHHbIn nopok nerkmx. KnctosHo-ageHomaTto3Has
MarnbgopMaLmsa HUXKHEN JONW NEBOro NErkoro; y Hespornora: [MnepTeH3noHHbIA CUHOPOM.

V3 pononHMTeNnbHOro aHamHe3a U3BEeCTHO, YTo pebeHok B anpene 2017r. Haxoauncs Ha nevyeHumn B «LUOHMM»
C AvarHo3om: 3akpbiTasi YHepenHo-mMmo3roBas TpaBma. Ywmnb ronoBHoro Moara. JInHeliHbIi nepenom nobHoM KOCTH.

AnneproaHamHes: CO CMOB MaTepu anneprum nuLLeBon N MeaAnkaMeHTO3HOM HE 0TMeYanoch.

OnupaHamHes: KoHTakT ¢ 6onbHbIMY TyGepKyne3om, BUpycCHbIv renatut B,C, BeHepuyeckumm 3aboneBaHnsiMu,
BWY 6onbHbIMKM OTprLI@ET. DNnaemMmnonormiecknin aHamHes: nepeseaeH n3 «AMb», kapaHTuHa HeT. HacneacTBeHHbIN
aHamHe3: y feflyLLKn caxapHbli gnaber.

Mpun 06bEKTUBHOM OCMOTpPE COCTOSIHNE pebeHka KpaHe TsKenoe, 3a CHET MHTOKCUKALIMK U AblXxaTeNnbHOW Hefo-
CTaTOYHOCTM 2 cTeneHn. B co3HaHum, BAMbIA, TMNOAMHAMUYHBIN, HA OCMOTP pearmpyeT BblpaXKeHHbIM 6ECMOKONCTBOM.
MpaBnnbHOro TENOCNOXEHWS, YAOBNETBOPUTENBHOIO NUTaHNs. Co CTOPOHbI KOCTHO-MbILLEYHOW CUCTEMbI NAaTONOrnn
HeT. KoxHble NokpoBbl 6riegHOM OKpacku, akpoLMaHo3 KUCTEN 1 CTOMN, HOCOryBHOro TpeyromnbHKKa, YACTbIE OT ChIMW.
Typrop KoXu yaoBneTBOPUTENbHbIA. 3€B yMEepeHHO runepeMmpoBaH. MuHaanvHbl He yBenuyeHsl. lNepudepuyeckne
numdoysnbl He yBenuyeHbl. MpaHuLbl cepaua CMeLLeHbl BNpaBo, pacluupeHbl B nonepeyHuke. CepaeyvHble TOHbI
NpUrnyLIeHbl, CUCTONMYECKNIA LLIYM BO BCEX TOYKaxX BbICNyLIMBaHUA. Taxukapans BbipaxeHHas, YCC 136 ygapos
B 1 MUHYTY. XKMBOT He B3AYyT, MArkuii, 6e3bonesHeHHbIN. [levyeHb NanbnmpyeTcsa Huxe kpasa pebepHon ayrm +1,0,
+0,5, +0,5 cm. CeneseHka He nanbnupyetcs. CTyna Ha MOMEHT ocMoTpa He 6bino. MoveuncnyckaHve agekBaTHoOE.

Status localis: [bixaHne ¢ yyacTuem BcnoMoraTenbHON MycKynaTypbl, C BTSXeHMeM MexpebepHbIX npome-
XyTKoB. OTMEYaeTca acuMMEeTPUs rpyaHOM KIMeTKN. DKCKypCUs rpyAHON KNeTku cnesa otctaeT. Ofpbillka cMeLlaH-
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HOro xapakTepa € y4acTueM B aKTe AblxaHus BcrnomoratenbHon myckynatypsl, Y 40 B 1 MUHYTY. AyCKynbTaTUBHO:
AblXaHve B Nerkux cnesa B HWKHUX OTAenax He BbicnywmnBaeTcs. Cnpasa AblxaHve NpoBOAMTCS, BbICNYLLUMBAKOTCA
eONHNYHbIE XPUMbI.

UHcTpymeHTanbHble uccneaoBaHuA: Ha KOMNbOTEPHOW TOMOrpadumn opraHoB rpyaHOM kneTku ot 25.12.2017r.
- 06LWMPHOE 3aTeMHEHNE HMXKHEN A0 NEeBOro Nerkoro, ycuneHne nero4Horo pucyHka (PucyHok-1).

PucyHok 1. KomnbiomepHas momoepacghusi rie2kux.

Bbinv npoBeaeHbl koHcynbTaumm cneunannctos HMLU® - ncknovaetca TybepkynesHas aTMonornst npoLecca;
KOHCYynbTaLmMsa Kapanoxmpypra — BpoxaeHHbin nopok cepaua. dedekt mexxnpeacepaHon neperopoaku. AHeBpusma
cvHyca BanbcanbBbl ¢ HegocTaToyHOCThIO 2 cTenenn. CuHapom MapdaHa? MNpoTuBonokasaHuin Kk onepaTuBHOMY
NeYeHnto Co CTOPOHbI BPOXAEHHOIO Nopoka cepaua HeT; koHcynbTaumusa JIOP - gaHHbix 3a JIOP natonorumn Her;
KOHCYNbTaLMs OHKONOra - JaHHbIX 3a 3110Ka4eCTBEHHOro 06pa3oBaHuns HET; KOHCYNbTauusa remaTosnora - aHeMus 2
CTENeHn CMeLLaHHOro reHesa.

Ha ocHOBaHUM BbILLEN3MOXEHHOTO BbICTaBIEH NpeaBapUTeNibHbIA ANnarHo3: Bpox0eHHbIl MopoK pa3gumusi
neekux. MHguuuposaHHbIl kKucmoadeHoMamo3 HUXxHel 005U y1ieeo20 neakoeo. Ocmpas ObixamersibHasi Hedocma-
moy4yHocmb 2 cmeneHu. Ocmpasi cepdedHo-cocyducmasi HedocmamoyHocmb 2 cmerneHu. Tokcudeckul Muokapoum,
eenamum. Bpoxx0eHHbIl nopok cepoua. Jegpekm mexnpedcepOHol nepe2opodku. AHegpu3ma cuHyca Basibcanbeni
¢ Hedocmamo4yHoCcmbio 2 cmeneHu. AHeMusi 2 cmerneHu CMelWwaHHo20 eeHe3sa.

B cBA3M C TAXKECTbIO COCTOAHMSA pebeHOK rocnMTanvM3MpoBaH B peaHnMaunoHHoe otaenexuve. lNposogunach
WHTEHCcKBHasA Tepanus. 29.12.2017 r. KOHCUIMYMOM Bpayvem ObINo PeLleHo: YYUTbIBas, TSXKECTb COCTOSAHNS pebeHka
00yCnoBreHHbIM rTHOMHO-BOCMANUTENBHBIM NPOLLECCOM MHOXECTBEHHbIX a4€HOMAaTO3HbIX KUCT HVXKHEN 40NV NTEBOro
nerkoro, oTcyTcTBMeE appeKkTa OT KOHCEPBATUBHOIO fie4YeHns 6e3 yaaneHus rHoMHbIX 04aros, Noka3aHo onepaTMBHOE
neyeHne B 3KCTPEHHOM MOPSIAKE MO XU3HEHHbIM Noka3aHuaM. lNpoBeaeHa 6ecena ¢ poouTensaMu.

29.12.20172. npoussedeHa orepayusi — 1€80CMOPOHHSSI 3a0HebOK0o8asi MOPaKkoOMOMUS], Pe3EKUUST HUXHeU
0os1u 1e8020 fieek020, caHayusi, OpeHuUposaHue raespasnbHoU nonocmu. B ycnoBusax onepauyMoHHOro, nog ooLwmnm
MHTY6aUNOHHBIM HAapPKO30M, Ha NpaBoM 60Ky, nocne o6paboTkM onepaunoHHOro nons, Ha 5-mexpebepbe Npouns-
Be[ileHa NeBOCTOPOHHSAA 3agHebokoBas TopakoTomus. MNnespa yTonuleHa B HUXHEM oTAene. BepxHsas gons neso-
ro fierkoro Gre4HO-PO30BON OKpacky BO3AYLLUHas!, akTUBHO y4acTBYeT B akTe AbixaHusi. bornbluasi YacTb HUXKHEN
[ONY TEMHO-B6YpOro LBeTa, COCTOUT U3 MHOXXEeCMBEeHHbIX HanpsiXeHHbIX KUCMO3HbIX 06pa3oeaHuli ¢ 2ycmbiM
2HOUHbIM COOepPXUMbIM, KOTOPbIE MIIOTHO NpUMNasiHbl K NapueTanbHOW NeBpe co BCeX CTOPOH U K guadparmve.
KucTbl ocBobOXAEHbBI OT CNAEK, ONOPOXHEHbI, COAEPXKMUMbIE — FTHOW aCnMpUPOBaH 31EKTPOOTCOCOM, B3SIT Ha bakTe-
pYONornyeckunii NoceB. TkaHb NIEFKOro NIIOTHO-3M1ACTUYECKON KOHCUCTEHUMM, 6e3B03YLUHbIE U HE Y4aCTBYET B akTe
AblxaHus. HxkHss gons ocBoboxaeHa OT OKpyKatoLWMX TKaHENW OCTPbIM U TyMbIM MyTeM, Nnocrie no oTAeNbHOCTH
nepeBsidaHbl cocyabl, KynbTs GpOHXa ylMTa OTAENbHLIMU Y3I0BLIMU HE paccachkiBatoWwnmMm weamu (3TM6oHT Ne3),
rocrie Yero yaaneHa HUXHss 4onsi ieBoro nerkoro. NpoBepka Ha repMeTUYHOCTL: KyrbTsi GpoHXa — repmMeTuyHasl.
BepxHsis gonst pacnpaBunacb NOAHOCTbIO. Takke yaaneHbl yBenMyeHHble A0 pa3mepoB dacony NpuKopHeEBble
numdaTuyeckme yansl (3 wr.) femocTas. MocnoliHble WwBbl Ha paHy. Moa. CnnpTosas noesska.
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PucyHok 2. Makponpenapam HuxHel 00U 51e8020 /162K020

Makponpenapat: H/xxHSst [ons neBoro nerkoro TeMHo-0yporo LBeTa, cnasLune, NIoTHO-311acTUYECKOW KOH-
cucTeHLMM, 6e3BO3aYyLUIHbIE Y HE YYaCTBYET B aKT€e [ibIXaHUSA, COCTOUT N3 MHOXECTBEHHbIX KNCTO3HbIX 0Opa3oBaHui,
3anosiHeHHbIE THOMHBIM coaepXnmMbiM (PUCYHOK-2).

MocneonepauMoHHbIN AMarHo3: BpoxaeHHbI NOPOK pa3BUTUS Nerkux. HarHovBlivMecs ageHoMaTo3Hble
KMCTbI HYXXHEW fonu nesoro nerkoro. OcTpasi 4BYCTOPOHHAS 04aroBo-cnvBHasa nHeBMoHus. OcTpas abixaTenbHas
HeJocTaTo4HOCTb 2 cTeneHun. OcTpasi cepAevHO-CoCyaAnCTast HeAOCTaTOYHOCTb 2 CTeneHW. TOKCUYECKUIA MUOKapauT,
renaTut. BpoxaeHHbIn nopok cepaua. [lepekt mexnpeacepaHon neperopofku. AHeBpr3ma cuHyca Banbcarnbsbl ¢
HeJOoCTaTOYHOCTbIO 2 CTeNeHU. AHEMUS 2 CTEMEHU CMELLaHHOrO reHesa.

'J

PucyHok 3. PeHmzeHoepadhusi rieckux rocrie ornepayuu.

Ha KOHTpONMbHOW peHTreHorpaMme mnocre onepauun B MPSMOW NPOEKLUU NErOYHbIE MONSA BO3AYLUHbIE.
CocyamncTo-KOpHEBOWM PUCYHOK HeYeTKMI. TeHb cpeaocTeHnst cMelleHa Bnpaso. KTW 0,64. O4varoBbix U MHWIb-
TpaTUBHbIX TeHeN He BbisBneHo. CuHyckl cBoboaHble. Quadparma Ha IX pebpe. B nneBpanbHOW nonocTtu cnesa
BM3yanu3npyeTcs TeHb ApPEHaxHOW TPyOKN. B MSArkmx TkaHax NoaMblLLeYHOM obnacTu crneea onpeaensitoTcsa oyaru
npoceeTtnenns. 3akntoveHume: CoctoaHme nocne onepaumn. Makpokapams. Omdursema MArkMx TKaHe NoaMblLLey-
How obrnacTtu cnesa (PucyHok-3).
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PucyHok 4. KoHmpornbHas peHmaeHoapaghusi ie2ko2o

MocneonepaunoHHbI Nepuog NnpoTekan 6naronpuaTHO. Ha KOHTPOMbHOM peHTreHorpadun Nerknx oTmevanach
nonoxutenbHas guHamuka (PucyHok-4).

Ha doHe npoBoaMMON Tepanuun COCTOSHUE YyYLLMUMOCh, paHa 3a)Xuna nepBuYHbIM HaTsxeHnem. Ha 20 cyTku
nocrne XuMpypruyeckoro rnevyeHums pebeHok B y10BNeTBOPUTENbHOM COCTOSIHUM C PEKOMEHAALMAMU BbINNCaH JOMOW
noa HabnogeHneM AeTCKOro Xxmpypra v y4acTkoBOro negmarpa.

BbiBoa. B AnarHocTuke BpOXXAEHHbBIX MOPOKOB Pa3BUTUSA NErKMX HEMaOBaXkHYO pOJib UrpaeT aHTeHaTanbHas ana-
FHOCTMKA, TaK Kak AarbHeNnlasn TakTUka BEAEHWUsI NaLMeHTOB C AaHHbIM 3abofieBaHMEM U MPouakTMKa BO3MOXKHbIX
OCINOXXHEHWI 3aBUCUT OT CPOKOB BbISIBNIEHUS A@HHOW naTonornn. MNMpu oCnoXXeHHOM TeYeHMN JaHHOrO NopoKa pasBUTUS
nokasaHo — ornepaTMBHOE JNieYeHue.

Cnucok nuTeparypbl:
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HOUTOMETI'AJIOBUPYCHASA NTHOEKIIUA KAK ®AKTOP PUCKA
PETUHONATUUN HEJOHOIEHHBIX (OB30P JIUTEPATYPbI)

CapbikoBa A.XK., Kauypuna [.P.
Hayunslii nentp nenuatpuu u aetckor xupypruu M3 PK, r.AnmMatel, Kazaxcran

B HacToswee Bpema BcemunpHasa opraHusaumnsa sgpasooxpaHeHus (BO3) npusHana LMToMeranoBUpyCHYO
nHdpekuyuio kak CMNO-nHankaTopHyto 6onesHs [1]. Ha ceroaHs Bo Bcex cTpaHax Myupa oTmevaeTcs pocT 3aboneBa-
emocTtun LUMBW, 4To cBA3aHO Kak Cc yny4dleHneM KavecTBa OQUArHOCTUKU, TaK U C UCTUHHBIM POCTOM MHGEKLMU
[2]. B 60onblUMHCTBE CTpaH M1pa ypoBeHb MHULUPOBAHHOCTU HACENEHMS LMTOMErasnioBMpyCcHOM NHdeKunei kone-
6netcsa B npegenax ot 50% o 90%. bonee Bbicokasi MHpMLMPOBAHHOCTbL HAbND4AETCS B pa3BMBaOLLMXCS CTpaHax
Asun, Adppukn,a B MiHann-80-100%, no cpaBHEHUIO C SKOHOMUYECKM pa3BUTbIMK cTpaHamu EBponbl 1 Amepuku [3].
CornacHo pasfnu4yHbIM CTaTUCTUYECKUM AaHHbIM, B POoccuMM 4YnCneHHOCTb MHPULIMPOBaAHHbLIX NMoAen konebneTcs
oT 32 0o 94% - y B3pocnbix 1 oT 13 go 90% - cpean aeten, npoaorkasa yBenuumBaTtbCs ¢ Kaxabim rogom [4]. Mo
AaHHbIM Xiao-YingZheng B Kutae uuMtomeranosupycHas MHpeKUnsa ABnseTcs o4HOM U3 caMblX pacnpoCTPaHEeHHbIX
BPOXAEHHbIX HEKUUI, koTopas BbisBnseTcs y 0,9%-3,5% [5] .

B KasaxcTtaHe Takxe Bblpocra porib BHyTpUyTpobHOW uHekLmm, no aaHHbIM Katapbaes A.K., 2006 1. B CTpyk-
Type nepuvHaTanbHOM CMEePTHOCTM 4O CUX NOP OHa 3aHUMaeT BTopoe MecTo [7]. OgHako B KasaxcTaHe yactoTta LIMBU
Yy HOBOPOXAEHHbIX AeTel 0ohULMansHO He PerMcTpupyeTes, U LWMPOKOMacLUTabHbIX NONYNSLMOHHbBIX UCCIeL0BaHNi
Mo M3YYEeHUo ee pacnpoCcTpaHEeHHOCTW He MPOBOAMITOCH, MO3TOMYy Hay4YHO o6oCHOBaHHOM cTtatucTuku no LIMB
MHEKLUN Y HOBOPOXAEHHbIX U AeTel paHHero Bo3pacTa HerT.

Ocobyto onacHocTb LIMBU nprnobpeTaeT y 6epeMeHHbIX XEHLLUWH, Bbi3biBas Y N0Aa pasnuyHble BPOXAEHHbIE
NMOPOKN pPasBUTUS, T.K NO TepaToreHHon 3HaymmocTn LUMBW 3aHnmaeT 2-e mecTo nocne Bupyca kpacHyxu. Ha ce-
rOAHSALHUA AeHb MOXHO roBopuTb 0 naHgemun LUIMBW y keHLWKWH, Ha OCHOBaHUU BbIBNAEMOCTH crneumpuyeckmnx
aHTuTen Kk umtomeranosupycy (LUMB) y 40% B pa3sutbix 'y 100% B pasBuBatowmuxcsa ctpaHax [8]. YactoTa TpaHc-
nnavueHTapHou nepegaym LIMB yctaHoBneHa B npegenax 0,2-2,2%, B cpegHeM cocTaBnsasa okono 1% B nonynsiuum [8].

KnuHuyeckme nposenexns LIMBU 6onbLien yacTsio ctepTole (Kygawos H.A. ,2006 .), ocobeHHO y 6epeMeHHbIX
XKEHLLUWH, NpoTeKasi B BUAE OCTPOW pecnnpatopHo-BUpYyCHOM nHdekunn. CrnegoBaTtenbHO, CBOEBPEMEHHas Ana-
rHOCTUKa AlaHHOoro 3aboneBaHns 3aTpyaHeHa. Cneuuduryeckn ocobo He NposBNsAch y 6epeMeHHON, y nnoga oHa
MOXET BbI3blBaTb pasnnyHble MOPOKW pasBUTUSA,HaNpumep, LieHTpanbHOW HEPBHOW CUCTeMbI, cepAua, noyek [9].

JletanbHocTb 0T LUIMBW B Mm1pe ocTaeTcs no npexHeMy Ha BblCOkMx undpax. LLIMB uHdekuma asnsetca segyLuemn
BPOXAEHHOW MHEKLMEN cpean HOBOPOXAEHHbIX B Pa3BUTbIX CTpaHaX.YuntelBas AaHHble CTaTUCTUKN MUHUCTepCTBa
3apaBooxpaHeHusa CLUA, kaxabivi rog ot LUMB-uHdekunn nornbatot 6onee 8000—10 000 HoBopoxaeHHbIX [10]. Mo
oueHKaMm akcnepToB exerogHo B Amepuke y 28 000 mnageHueB pernctpupyeTcs BpoxaeHHas LMB nHgekums, ns
Hux 150 ymupatot, a y 6onee 5500 geTen pa3BMBaeTCs rMyxoTa, YMCTBEHHAsi OTCTANOCThb, MCMXOMOTOPHAs 3af4epX-
Ka, pa3roBopHas u A3blKoBas 3afepkka pasBuTus, noBegeH4Yeckme paccTponcTea, HapyLweHus 3pennsa n UM [11].

Kak nssectHo, 3ab6oneBaemMocTb Y HE[JOHOLLIEHHbIX AETEN NOBbILIEHA, N0 CPABHEHMNIO C AOHOLIEHHBIMU HOBO-
POXOEHHBIMW, MO3TOMY OHU NPEACTaBNAT rpynny BbICOKOro pucka.y HeAoHolweHHbIX AeTen LIMBW moxeT cTtatb
NPUYNHOW BLICTPOro NeTanbHOro UCXoA4a.

LIMB nopaxaeT npakTU4ecku Bce opraHbl U TKaHW, pacrnpocTPaHsasaCb remMaToreHHbIM nyTeM noBCEeMeCTHO.
Ocob6ow TponHocThio LIMB obnagaet k anutenuio, 6onee BCEro K aNMTENMo BbIBOAHbBIX MPOTOKOB CITHOHHbIX Xernes,
XEMYHbIX MPOTOKOB, AUCTANbHbIX OTAENOB MOYEYHOro HedpoHa, ANeHAMMbl Xenyao4ykoB moa3ra [12].

CnocobHocTb Bupyca K gnutenbHon nepcucteHumm B LUIHC npuBoauT Kk passutuio y nnoga crneundunye-
CKOro 3aHuedanuta, B UCXxo4e KOTOPOro Hepeako hopMUpYyHTCA HeBponornyeckme gedekTsl B BUAE YMCTBEHHON
OTCTanoCTU, ANUMENCUN, CEHCOPHO-HEBPAITbHOM FMYyX0Thl. Y MHOTMX BbDKMBLUMX OETEeN ONUTENbHO, a UHOraa B
TeYeHne BCeW XKN3HU, COXPaAHSAITCS OCMNOXHeHUus: y 28% — oTcTaBaHMe B YMCTBEHHOM pa3Butumn, y 58% — Herpo-
MbILLEYHbIE HApyLLeHUs, B TOM 4nucne uepebpanbHblii napanuy, a Takke COMaTOCEHCOpPHas HeAOCTATOYHOCTb,
y 20% — noteps cnyxa, y 24% — HapylweHusa 3peHusi . Bce ato npuBeno EBponenickoe pervoHanbHoe Owpo
BO3 B 1984 rogy k peweHuto Bknounte LIMBW B rpynny 3aGoneBaHuii, KOTOpble onpeaenswoT Oyayuiee
UH(PEKLUMOHHOM naTomnorum [24].

KnuHnyeckun cnekTtp nposieneHun LIMBW B nepnofe HOBOPOXAEHHOCTU OTNMYyalroTcs 6onbwmnm nonmmMmop-
pu3mom. Hanbonee yacTbiMu NPOSIBNEHNSAMU SBIISAOTCA: TpombounToneHnyeckaa nypnypa (76%), xxentyxa (67%),
renatocnneHomeranus (60%), Mukpouedanus (53%), runotpodus (50%), HegoHoweHHOCTb (34%), renatut (20%),
3HaYMTENbHO pexe - aHUedanuT, XopuopeTuHuT [16].
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OcobeHHoe BnusaHve LIMBW okasbiBaeT Ha CEHCOPHbIE OpraHbl HOBOPOXAEHHOIO, B OCOGEHHOCTN Y HEJOHO-
LWeHHbIX AeTen. Bcem n3secTHa TecHas B3anmocBsasb Mexay LUIMBUW n TyroyxocTbio y AeTen, kotopasa ycTaHoBMNeHa
yxe 6onee 40 net Hasag. O606LeHHasa cTaTUCTMKa ANMTENbHbIX HabNaeHU AeTen nokasbiBaeT, 4To oT 30 8o 50%
OeTel ¢ BPOXAEHHbIMY KNHMYecknmun npossnennsmmu LUMBW n 8-12% feten ¢ nepBoHayanbHO 6€CCMMNTOMHbBIM
Te4YeHneM UHPEKLMN NMEIOT B NOCNEACTBME XPOHUYECKYI0 CEHCOHEBPAIbHYI TYroyxocTb [23].

BmecTe ¢ Tem B flaHHOE BpeMs 3apybexXHbIMU YYeHbIMU paccMaTprBaeTCs MOMOXeHNe BEPOATHOIO BIINSHUS
BMpyCa LMTOMEeranum gaxe Ha peTMHonaTuio HeJOHOLIEHHbIX.

Cnepyet 06paTnth o0coboe BHMMaHue Ha pe3ynbraTthl UcCcneaoBaHus 3apybexHbix aBTopoB (Irene Wilkerson,
Joshua Laban, Johnathan Mitchell, Nader Sheibani and Donald J Alcendor,2015r.), koTOpble, yKa3blBaloT Ha TO, YTO
LUMTOMEranoBMpyc okasblBaeTcsi MOXeT 06razaTth ¥ TPOMHOCTBIO K MepuuMTamM CeTyaTkn U K 9HAOTENNIO COCYAOB,
BbI3blBas X BocnaneHune n nponudepaumio [13]. MUHTepecHbIM ABRSETCSA TOT (PaKT, YTO B XOAE UX TMCTONOMMYECKOro
nccnegoBaHus 0 CBSA3M NepuumnToB ceTyaTtkn u LIMBU BbI3BaHHbLIX PETUHONATUI, OHU YCTAHOBUIW, YTO UMEHHO ne-
pULMTBI, BbICTUMNAOLWME SHAOTENMI COCYA0B ceTyaTkm 6onee Bcero noasepkeHbl nopaxeHunto LIMBW. Mpu Bo3HWMK-
HOBEHUW BMPYCEMUY LIUTOMEranioBUPyCOM NPONCXOAUT BOCNanuUTemNbHasi peakunsi Ha KNeTOYHOM YPOBHE CeTHaTKu,
MOBbILLAETCH €€ NPOHMLIAEMOCTb, HAYMHAET NpoAyLMpoBaTbhCs hakTop pocTa aHgoTenus cocynos (VEGF- Vascular
endothelial growth factor), koTopbI Kak U3BECTHO SABNSIETCSA OAHUM M3 (DaKTOPOB, KOHTPONMPYIOLLNX BAcKynoreHes
ceTyaTKu, U CnocobCTBYeT ee NMPOaHrMoreHe3Hom akTMBHOCTUM, B pe3ynbrare Yero NpoBOLUPYETCH HOBbIA POCT
cocynoB. Takxe MMM GbINo yCTaHOBMEHA CBA3b MEXAY BMUSHUEM BblCOKOro Tutpa LIMBW n HeoBackynspHon BO3-
pacTHOW AereHepauunein xentoro nsatHa [13].

ABTop PatriziaCaposio (2012 r.) B cBOewn paboTe ykasbiBaeT Ha CBA3b Mexay pa3sutnem LIMB nHdpekumen n
POCTOM Takmx COCyAMCTbIX 3aboneBaHuin, Kak aTepoCcKnepos 1 BacKyrnonaTusi B TpaHCNNaHTUPOBaHHbIX opraHax [15].

B pecnybnuke KasaxctaH BONpoc peTMHonaTum HeAOHOLLIEHHbIX cenvac cTtout ocobeHHo ocTpo. C 2015 roga
B PK oTmMeuvaeTca peskoe yBenuyeHue 4acToTbl TSXKeNbIX MPonmdepaTuBHbIX M MONTHMEHOCHBLIX (DOPM peTuHonaTuni
HeOHOLUEHHbIX, @ 3HA4YUT U MHBanNuau3aumm geten ¢ paHHero getctea. B 2012 rogy yactoTa Takmx oopm Obina Ha
ypoBHe 6,06%, a B 2016 y>e pe3ko Bo3pocna go 21,8 [20].

CornacHo xe nutepaTypHbIM AaHHbIM B CLLUA peTuHonaTnst He[OHOLWEHHbIX eXerogHo nopaxaet okono 14 000
HeOHOLUEHHbIX AeTel, N3 HUXcTaHoBaTca cnenbimu ot 400 go 600 geten[17, 18]. B lepmanum ot 5 o 30% Bcex
HEJOHOLUEHHbIX AeTel UMeloT peTuHonaTuio, okono 5-10% 13 H1X 3aTem NONHOCTbLIO crenHyT [17, 19].

PeTunHonatna HeOHOLWEHHbIX 9BRsSeTca MynbTudakTopranbHbiM 3aboneBaHmem.

B cBsi3M ¢ noBcemMeCcTHOW nopaxeHHOoCTbio LIMBW HaceneHunsa 3eMHoro wapa puck npexgeBpeMeHHbIX POAoB
N PETUHOMNAaTUN HEAOHOLUEHHbIX MOXET YBENUYMUTLCS, a C YY4EeTOM BIIMSHUS BMpPYCa Ha CeTYaTKy HeJOHOLLEHHbIX
NPOrHO3Mpyemoe Konm4ecTBO TaxXenbix popm PH cooTBETCTBEHHO BO3pacTeT.

Tem Oonee, 4TO B NocnegHee Bpems NpoaosKatT NPOBOANTLCA UCCNenoBaHus no Teme BnvsHua LUMBU Ha
ceTyatky. Tak, Hanpumep, KONNeKTUB SAINOHCKMX aBTOPOB Tagami, Honda n Morioka He oTpuLaeT BO3MOXHOM CBA3M
¢ BpoxgeHHon LIMBU n petuHonatuen. Mimetlotca egmHUYHble paboTtebl B 4OCTYNHOM nutepaType (AnoHus, 2016 r.),
roae y HegoHoweHHOoro pebeHka ¢ BpoxaeHHbIMu npossrieHnamun LIMBW, y koToporo 6bina guarHoctupoBaHa peTu-
HOMaTus HeOHOLLEHHbIX, perpeccnupoBasLlas nocne NpUMeHeHNs opanbHOro raHuuknosupa [21].

Ocoboro BHuMaHud 3acnyxusaeT pabota aBTopoB Martins n”Yamamoto (2016 r.), KoTopble npoaHanuanposanu
LIMB-cepono3nTuBHbIX MaM U UX UHPULMPOBAHHbIX HEAOHOLLEHHbIX AeTeln CO CPOKOM rectauumn o 33 Heagenb u
BbISIBMMW, 4YTO y nocnegHux ¢ nonoxurtensHon LIMBW Habnioganvce Hanbonee Taxensie ctagum PH [22].

Takum ob6pasom, B HacToswee Bpems LIMBU yoensetca ocoboe BH/MMaHWE B CBA3U C TEM,MTO OHA ABMSETCSA OAHOMN
13 Hanbonee pacnpoCTPaHEHHbIX BHYTPUYTPOOHbLIX MHPEKLMI, BCTPEYaeTCs Yalle y HeJOHOLWEHHbIX AeTer,umeeT
pas3Hoobpasne KNMHUYECKNX NPOSBNEHN, a TakXKe Ha OCHOBAHMM BbILLEN3IOXEHHOrO aHann3a COBpeMeHHbIX Nu-
TepaTypHbIX AaHHBIXMOXHO elle n cyauTb, 4To LIMBU moxeT sBnaTeCca ogHMM 13 hakTopoB prcka peTuHonatum
HegoHolweHHbIX.Cam MexaHu3m BnnaHusa LIMBUW Ha cTpyKkTypy ceTyaTkmn ocTaeTcsi Noka Hem3BeCTHbIM, 6e3yCrnoBHO,
Tpebysa AONONHUTENbHbBIX UCCNEeA0BaHUN.
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MPOI'HO3UPOBAHUE XPOHUYECKOM BOJIE3HA
MOYEK Y JETEH

CapceHb6aes K. K., AroceHoBa C.Bb., Ky3arubekoBa A.b.
KaparaHguHckumn rocygapCTBeHHbIN MeauLMHCKUIA YHUBepcuTeT, r.KaparaHga

AKTyanbHOCTb. YUMTbIBas LUMPOKOE pacnpocTpaHeHWe XPOHUYECKOW NaTonorum novek y aeTten 1 BbICOKUN
puck pa3suTtus TXMNH (TepMuHanbHasi XpoHU4Yeckas noYeyHas He4OCTaTOYHOCTb) BOMPOChI, CBA3aHHbIE C AeTalNbHbIM
n3y4yeHneM 1 BbisBIieHMeM (pakTOpOB pucka, pa3paboTkoi cnocoboB NpOrHo3mpoBaHus Anst GoOpMUPOBaHUS rpynn
pvcka n 3apPEKTUBHBLIX MEPONPUSTUI paHHEN NPoUNaKTUKK, NO-NPEXHEMY, COXPaHSIOT CBOK akTyarnbHOCTb. YacTas
BCTPEYaEeMOCTb XpPOHMYeckon 6onesHn nodvek y aeten KaparaHamHckon obnactu onpegensieT HE0OXo0AMMOCTb
yrny6neHHOro n3y4yeHnst 3Ton KNnHUYeckon npobnemsl. MpodunakTuka XpoHU4eckon 6one3Hn Novek y 4eTen MoOXeT
ObITb yCNELHON TOMLKO B Clly4ae BO3MOXHOCTU MPOrHO3UPOBaHUSA 3TUX OCNOXHeHuN [1,2,3].

Lenb nccnepoBaHua. OnpegeneHme paHHUX KNMHUKO-NabopaTopHbIX KpUTEPUEB ANATHOCTUKM U NMPOrHO3M-
poBaHune xpoHuyeckon 6onesHun noyek (XBI) y geTei.

MaTtepuan u MeToabl UccrneaoBaHUsA. V3yyeHbl YacToTa, KNNMHKUKO-NabopaTopHas xapakTepucTuka v Knu-
HU4Yeckas kapTuHa XpoHudeckon 6onesxu noyek y 460 neten, B Bo3pacTe OT poxaeHust oo 18 net (aeBovek — 258,
MarnbyukoB - 202); Bce AeTH NeYnnnch B Heporornyeckom otaeneHnm o6nacTHom AeTCKOM KNMHUYECKON 6ONbHULbI
(OOKB). KonTponeHyto rpynny coctasunu 175 geten na nonuknuHunkn Ne4 r.Kaparangbl. [lnarHocTnka XpoHn4eckomn
6onesHu noyek (XBIT) ocyLlecTBNsinack B COOTBETCTBUM C CYLLECTBYHOLLMMU KPUTEPUSIMU U UX Kraccudukaumnen [4].

CraTn4yeckasa o6pabotka Ctatnyeckas obpaboTka nonyveHHbIX LMEPOBLIX pe3ynbTaToB NpoBoAMiach B
nporpamme «bunoctatucTtuka 9,0».

C Lenbto KIMMHUYECKOro NPOrHO3UPOBaHKS pUCKa pPa3BUTUSt XPOHUYECKOM 6oNe3HM NoYek y AeTel ncnonb3oBaHa
nocnegosaTtenbHas anarHoctudeckas npoueaypa [5]. Mpu aTom aHanuay nogsepranuck Hanbonee NpocTblie, 4OCTYN-
Hble 4N y4pexaeHWIn BCEX YPOBHEN KNHMYeckme nokasartenu. OwmnbKom nepBoro poga (NoxHas runepamnarHoctmka

XBI) npuHaTa BenuuunHa o = 0,1 (10%), owumbkow BToporo poaa (noxHas anarHoctuka otcytcteua XbBIT) npuHaTa
BENNYMHA [3 =0,1 (10%). Taknm o6pasom, nopor A (Heobxoaumas MUHMManeHas cymMma 6annoB Ans NporHo3npo-

1- 1-0.1
BaHusi pucka pa3sutus XBI ¢ BepoaTHocTbio 90%) cocTaBun IOIgTa =10lg————=+13 . Mopor B (Heobxo

Anmas cymma 6annoB ang otsepraHus passutuns XbI1 ¢ BeposaTHocTeio 90%) cocTtaBun IOIg% = 101g% =-13

[ns ot6opa Haubonee 3Ha4YMMbIX B CMbICIIE Pa3BUTUS NMPOrHO3MpPoOBaHuUst pucka passutus XBI onpepgenexHa vH-
hopmaTMBHOCTb Kaxaoro npusHaka (tabnvua 1).
NHdopmaTnBHOCTL Kaxaoro npusHaka (J(x)) onpeaensinack kak cymma MHPOPMAaTUBHOCTEN Kax/joro Aua-

nasoHa (i) npuaHaka (j): ZJ(x ) I/IchopmaTMBHOCTb (J) avanasoHa (i) npn3Haka (j) onpegensanace no popmyne

Kynebaka: J(xj.):DK(xj.)*E P(j)—P(E’) , roe DK - gnarHocTnyecknin koadULMEHT guanasoHa i npu3Haka j,
P(-)) x
7"% , P(—’) - YyacToTa gmanasoHa i npusHaka j B rpynne gerten c
X .
vl
.PEY

X,
MO3rOBbIMU OCIOXHEHUAMU A; P(—’) - YacToTa AnanasoHa i npusHaka j B rpynne geten XbI1 (B).
B

onpegensemsiii no dopmyne: DK =101g

Pe3ynbmambi uccriedogaHusi.

YcTaHOBNEHO, YTO B pa3BUTHM XPOHNYECKOWN 6ONE3HN NoOYeEK y AeTel UMEIOT 3Ha4YeHne psig npegpacnonararLumx
dakTopoB: HebnaronpusaTHoe TeveHne 6epeMeHHOCTH, TedeHne 6epeMeHHOCTH, ICKYCCTBEHHOMO BCKapMITMBaHUS,
Hedponornyeckasi NaTonorMsa Ha NepBOM FrOAY XU3HW, MPUHAATEXHOCTb K rpynne 4acTo U ANUTenbHO bonetowumx,
annepronornyecknii aHamHes, MECTO NPOXMBAHUS, COCTaB CEMbM) 1 pa3peLlatoLLmX: Hanuyne 601eBoro CMHAPOMA,
ON3YPUYECKUA CUHAPOM, CTUrMbl AM33MOpUOreHesa, oTe4YHbI CUHOAPOM, MUKpOremMaTypus. BaxkHbIM € TOUKM 3peHunst
nporHosmpoBaHus XBI1 siBnseTcs, Bo-nepBbIX, onpeaeneHne AnarHoCTUHeCKOW 3HaYMMOCTH Kaxaoro dpaktopa u,
BO-BTOPbIX, 00A3aTeNbHbIN y4eT yCTaHOBMNEHHbIX (DaKTOPOB B COBOKYMHOCTMW.

M3 yncna npepcraBneHHblx B Tabnuue -1 NpM3HakoB ANs BKMOYEHUS B AUarHocTuyeckyto Tabnuuy otobpaHbl
TONbKO Te, UHPOPMAaTUBHOCTL KOTOPbLIX cocTaBuna 6onee 0,50.

[vnarHocTnyeckas LLeHHOCTb pa3paboTaHHON Tabnuubl n3yyeHa nyTem onpeaeneHnst Takux Hanbornee BaxKHbIX
onepaumnoHHbIX XapakTepucTuK Npu UCCNefoBaHUN TOro UM UHOTO AMArHOCTUYECKOro MeToAa, Kak YyBCTBUTESb-
HOCTb U cneumduUyHoOCTb [5].
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Ta6nuuya 1. [fpoeHocmuyeckue Kpumepuu pucka pazeumusi xpoHuyeckol 6os1ie3Hu novyek y demetli

dakTopbl pucka lpapgauns dakTopa Moporoseiv
KoadpdumumeHT (MK)
TeueHne 6epemMeHHOCTH - 6e3 0CNOXHEHU; -8,92
- recto3 1 u/unu 2 nonoBuHbl 6epemeH- +10,62
HOCTW;
- aHemMus +3,56
- rMnepToHnyeckas 6onesHb y matepu +9,87
- nuenoHedpuT 6epemeHHON y maTepu +6,74
- BIMP OMC y oTua -5,0
- MKB y maTepu -3,4
- MKB y oTua 0
- yrposa npepbiBaHus +2,86
- OPBM +3,54
- NnpodeccnoHarnbHble BpeAHOCTU Y +3,21
martepu
2. TeyeHue popoB y maTepum - OCITOXXHEHHOEe +2,99
- HEe OCMOXHEHHOoe -2,08
3. UckyccTBEeHHOro - na -3,45
BckapmnuBaHus - HeT +7,56
4. Hedpponornyeckas natonorusa - eCThb; +3,58
Ha NepBOM roay XXuU3Hu - HeT. -2,99
5. Annepronornyeckum aHamHes - OTArOLLEH; +3,65
- HE OTATOLLEH. -1,87
6. NMpuHagnexHoOCTb K rpynne ya- - NPUHASNEXMNT; +4,84
CTO U AnuTenbHO Gonerwunx - He NpUHaanexuT. -418
7. MecTo npoXxuBaHusa - B LleHTpe ropoaa +5,04
- Ha OKpaunHe -4,36
- B6Nmn3un npegnpuatus +18,1
8. CocTaB ceMbu - HenomnHas +4.74
- nonHas. -5,73
9. NaBneHune -HOpMarsbHoe -4,87
-TUNOTOHMSA +7,79
-TUNepPToHNA +3,9
10. Hanuumne GoneBoro cuHapoma - He nmeeTcs -3,68
- UMeeTcH +6,12
11. An3ypuyecKkum CUHAPOM -nmeeTcs +9,3
- He nmeeTcs -11,4
12. Cturmbl gu3ambpuoreHesa -nmeeTcs +9,5
- He nmeeTcA -1.7
13. OTeyYHbIN CUHAPOM -nmeeTcs +8.5
- He nmeeTcs -2,9
14. MukporemaTtypumn -MmeeTcs +7,2
- HE nmeeTcH -11,4

C aton uenbio paspaboTtaHHas Tabnuua ncnonb3oBanack npu noctynneHun B ctaynoHap OOKE neter paHHero

Bo3pacTa ¢ XBI1. Bcero aHanunsnpoBaHo 460 cnyyaes XbI1 go 2018 roga.

Mpy nonb3oBaHuM cocTaBneHHon Tabnuuen ana nporHosnpoBaHus XBI y pebeHka HeobxooMMo HanMTu
anrebpaunyeckyto cymmy no Bcem 14-tn npusHakam. Npu cymme 6annos +13 n 6onee ¢ BepoATHOCTLI0 90% MOXHO
nporHo3sumposatb XbI1y pebeHka, npu cymme -13 1 meHee oTBepratb NporHo3 Takoro XbI1 ¢ Ton xe BepoATHOCTbIO.
Mpw nony4eHun cymmbl 6annoB B gnanasoHe ot -13 4o +13 NporHo3 B OTHOLUEHMN M3yYaeMOon NaTonorny noyvek
OCTaeTCs HeonpeaeneHHbIM, YTo TpebyeT AanbHenwero HabnaeHs 1 MCNoNb30BaHKs pa3paboTaHHON Tabnuubl

B AMHaMuKe 6onesHun.
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MpodmnakTuka xpoHn4eckon 6onesHn NoYek y aeten MoxeT ObiTb YCNELHOM TONbKO B Cyyae BO3MOXHOCTU
nporHo3npoBaHus pucka passutusa XbI1. B ocHoBy co3aaHunsa niobor cucteMbl MPOrHO3MpoBaHWs BCeraa nosnoxeHbl
HECKOMNbKO B3aMMOCBHA3aHHbIX MPOLECCOB:

* BbIOOp ONTMManbHOro KonMyecTsa napaMeTpoB, MO3BONALWMX AOCTATOYHO MOSTHO XapakTepu3oBaTb MC-
cnegyembivi NpoLecc;

* BbIGOp MatemaTuyeckoro annapaTta, KOTopbli MO3BONUT 06BbEAMHUTL BblAENEHHble (PaKTOpPbl B O0LLYO Ma-
TeMaTU4eCKyto CXemy;

* apheKTUBHOCTb NpeanoxeHHoro cnocoba NporHo3MpoBaHus byaeT 3aBMCETb HE TOMbKO OT AOCTATOYHOro
BblIGOpa MHMOPMaLMK MO KaXA0MY KIMHUYECKOMY Cry4ato, HO M OT BO3MOXHOCTEN MaTeMaTmnyeckoro obecnevyeHus.
lMporHo3uposaHue nobor natonorun TpebyeT KOMMNNEKCHOro NOAX0AA, MO3BOMSALWEro y4UThiBaTb MakcMMarbHoe
4Mcno hakTopoB pucka, CNOCOBCTBYOLMX BO3HUKHOBEHUIO TOW U MHOW NaToONOrmnun.

B pocTtynHon nutepatype Mbl He BCTpeTMnu paboT, NnocBsieHHbIX nporHo3uposaHuio XbIy aeten. B cBAsu
C 9TUM Mbl paspaboTanu NPoCcTON U AOCTYMHbLIN METOA MPOrHO3NPOBaHUSA, MO3BONSAOLWMX ONPeAennuTb PUCK pas-
Butna XbINy peten.

BbiBoAbl. Ha ocHOBE KOMMMEKCHON KNMHWYECKOW OLEHKN AaHHbIX C Y4ETOM MPOrHo3a Hamu BbliAeneHbl Tpu
rpynnel pucka passutua XbIy geten:

Mpynna «BbICOKOrO pucka» - rpynna HebnaronpustHoro nporHosa. B Hee BxogaT getu, ctpagatowume XbBI1, y
koTopbix cymma 6annos MK 6onee 13, a BepoATHOCTb BO3HUKHOBEHUS 3TUX hakTopoB npesbiwaeT 90%.

lpynna «cpegHero pucka» - «rpynna BHUMaHWUsSI» - cloga BXOOAT OEeTU, U3 Tpynmnbl pUCKa, Y KOTOPbIX CyMMa
6annos. MK ans nporHo3npoBaHus pa3suTtus XBI cocTtaBnsiet B npegenax 8-13, 4To COOTBETCTBYET BEPOATHOCTU
BO3HMKHOBEHUSA 3TUX ocnoxHeHn B 50-90% crnyyvaes.

Mpynna «MUHUManbLHOro pucka - rpynna Kyaa BxoasT AeTu, uMmetowne cymmy 6annos MK ans passutusa XBI1
MeHblUe 8. BoamoxHoCTb BO3HUKHOBeHUS XBI1 B aTux cnyyasx meHbwe 50%. Cuctema npegycmatpmBaeT npo-
BeZleHVe JUHAMNYECKOro aHanmaa, YTo Cry>XUT AOMOMHUTENbHbLIM KpUTepUeM 3hPEeKTUBHOCTH NPOBOANMBIX NPO-
unakTUYecknx u nevyebHbIX MeponpUATUNA.

Onsa guHamuyeckoro aHanmnsa Heobxogmmo cymmbl MK oTMevaTth B kapTax pa3suTus pebeHka u npoBeneHne
neyebHo-NpodunakTnyeckmx meponpuaTnin. Ocoboro BHUMaHWs 3acinyXnBaeT TPeTbs rpynna, Tak Ha3blBAeMOro
«MWHMMAarbHOIo prcka, OT Ka4yecTBa fie4ebHO-NPohNaKkTUHECKNX MEPOMNPUSTUIN KOTOPO, MOXKET B AaNbHENLLIEM,
3aBUCETb UCXOA 3aboneBaHuin NoYeK y aeTew.

Cnucok nuTteparypbl:

1. TpoTtokon «NHMeKkuns Mo4eBON cCUCTEMbl Y AeTen» IJKCNepTHOW KOMUCCUM MO BOMpocam pasBuTUSA
3gpaBooxpaHeHnsa MuHuctepcTtea 3gpaBooxpaHeHns PK npotokon Ne10 ot «04» nions 2014 .

2. [poTokonbl 3acefgaHuii OKCNepTHON KOMUCCUKM MO BoNpocam pas3Butus 3gpasooxpaHeHus M3 PK, 2014.

3. O.JlorimaH, A.H.UbirvH, A.A.CapkucsH. [leTckast Hedpponorus. MNpakTuyeckoe pykoBoacTso. Mocksa, 2010 roga.

4. XpoHu4yeckas 6onesHb noyek — rnobansHas npobnema obuiecTBeHHoro 3qopoBbs / KaHatbaesa A.b., Kabynbaes
K.A. //IMegnunna- 2009.-9.

5. TnaHy C. Meguko-6uonoruyeckas ctatuctuka / Maty C. //- M. —MpakTtuka. —1998. — 459c.
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BOJIE3HbB OJIBE Y PEBEHKA 13 JIET

CepukoBa I. X., EpémuueBa I'l",, AbeyoBa B.A.,
KysrubekoBa A.B., X)KymakaHoBa K.C., CtaH6ekoBa P.K.
KaparaHguHckumn rocygapCTBeHHbIN MEOULIMHCKUIA YHUBEPCUTET,
O6nacTHas geTckas knmHu4deckas bonbHuua, r. Kaparanga

Bone3Hb Onbe - peko BcTpeyvawLleecs 3abonesaHue, 4ns KOTOPOW XapakTePHO aHOMarnbHOe pasBuTune
KOCTHOro ckeneTta B BuAe Auvcnnasuu. 3Ta naTtonorust MoxeT AebTMpoBaTth y AeTelN C pOXAEHMUS, HO valle 6o-
ne3Hb MaHUeCTUpyeT B paHHEM BO3pacTe, Korga oTMevarTcst Aedopmauny KOCTEN UMM aHOManuu B pa3sButum
KOHEYHOCTEW: B NEPBYI0 04epeb NMopaxarTcs KOCTU, XPSLLM B CycTaBax PyK U HOT, NPENMYLLIECTBEHHO B MeTadu-
3ax kocTen. [NaTonornyeckme N3MeHeHUs MOTYT TaK e pa3BUBaTbCS B KOCTSAX Ta3a, B pebpax, rpyavHe, B peakunx
cnyyasix mopaxarTcs KOCTU Yepena.

KnuHuyeckne npusHaku 6onesnHm Onbe NposiBNATCA B BUAE HAPOCTA XPsALLA B ANIMHHBIX KOCTAX PYK M HOT, Npu
3TOM HapyXHbI (KOPTUKAmNbHbINA) CIOW KOCTU CTAHOBUTCHA TOHKMM 1 Bonee Xpynkum. OTU HapoCTbl Xpsiia MoryT
pa3BuTbCS B Nt06O BO3paCcTHOM NEPUOA M YaLLe BCEro ABNATCA [OOpOKayeCTBEHHBbIMM 0Ny XONsAMM (SHXOHAPOMbI),
OZIHaKO B peAKMX Cly4Yasix BO3MOXHa 3/10Ka4yecTBEHHas TpaHcopMauus X B XOHAPOCaPKOMYy.

OcCHOBHbI€e KNUHMYEeCKMe NposiBreHns 6onesHun Onbe y AeTel Mnagliero Bo3pacTta - 4epopMUpOBaHHbIE UK
MeMEeHHO pacTyLLMe PYKU U HOTK, NpU Nopa)keHun o6eunx Hor y aeTel pa3BnuBaeTCs HU3KOPOCOCTb, MOpaXxeHne
OZIHOWM HOTU NPUBOAMUT K XpomoTe. Nockonbky 6one3Hb Onbe NPUBOAUT K HapyLUEHUIO MPOLECCOB OKOCTEHEHNS,
3Tn GonbHbIE CTpaZaloT YacTbiMK NepenoMamMmu, KoTopblie B 6OMbLUMHCTBE CyYaeB NpoTekaloT 6e3 0CNOXHEHWU.
O1nonorus 6ones3Hn Onbe He M3BECTHA, HEKOTOPbIE aBTOPbI YKa3biBalOT HA ayTOCOMHO-AOMWHAHTHbIN TUM Hacrne-
[oBaHus 3aboneBaHus. [luarHocTUpyoT 60ne3Hb Ha OCHOBaHWMM NPOBEAEHUS OMOMNCUKN KOCTU, PEHTIEHONOMMYECKOro
nccnegoBaHus U NPOBeAeHUA MarHMTHO-pe3oHaHCHoW Tomorpadun. OCHOBHOW METOA NEYEHUSA — XUPYPrUYECKUNA,
13 KOHCEPBATMBHOIO NeYeHns —cMMNToMaTU4eckas n nogaepXxusaroLlas Tepanus. MpuBoamm cnyyar 6onesHn
Onbe y pebeHka neT 13 Halew KnNuHnyeckon npaktukun. PebeHok K. 13 neT, npoxueatowas B r. Kaparange, nocty-
nuna B 3HOOKpUHonornyeckoe otaeneHne O6nacTHOM JETCKON KIMHUYECKOM BoNbHULBI C Xanobamu Ha oTCcTaBaHue
B (pM3NYECKOM pa3BMTMU OT CBEPCTHUKOB, Nepuoanyeckne 6onm B KONeHHbIX cyctaBax. W3 aHamHesa 6onesHu
N3BECTHO, YTO OTCTaBaHNe B (PM3MYECKOM pPa3BUTUM OTMEYaAETCs Ha NPOTSHKEHUN HecKonbknx net. B okTabpe
2017 ropa ocmMoTpeHa 3HAOKPUHOMOroMm, Npu obcrnefoBaHny BbiiBNEHbI AaHHbIe 3a rmnodusapHo-LepebpanbHbii
HaHu3M. [poBeaeHo KapmMoTUNMpoBaHne ANa NcknyeHne cuHgpoma Lepelesckoro-TepHepa: kapnoTtun 46.XX.
XpOMOCOMHOW NaToNornn He BbIABrIeHO. KOHCYNbTMpOBaHa XMpyprom.

3aknoyeHne: Octeonopos. [lecdbopmanmsa kocten kuctu. NocTynaeT B cTaumMoHap C Lenblo MpoBEAEHUS KO-
denuHoBon nNpobbl ANA UCKNOYEeHNS AeduunTa ropMoHa pocTa.

PebeHok oT 4 GepeMeHHOCTU, 4 CPOYHbIX poaoB. bepemMeHHOCTbL NpoTekana dusnonornyeckn. Pogunace ¢
BecoM 4100 rp, poctom 54 cm. 3akpnyana cpasy. K rpyam npunoxeHa B poaunbHoM 3ane. Beinvcana ns pogaoma
Ha 4 cyTku. C poxaeHus Haxogmnacb Ha NCKYCCTBEHHOM BckapmnvBaHuu. Pocna v pasBuBana cCOOTBETCTBEHHO
Bo3pacTy. /13 nepeHeceHHbIx 3aboneBaHuii — HeyacTele OPBU, 2 ropa Hasaa nepeHecna kopb. B TeueHne nocnen-
HUX NeT OTMEeYaeT TeMMbl CHYXXEHUS pocTa. ANnepronornyeckuin aHamHes — CNokoeH. HacrneacTBeHHbI aHaMHe3
He OTAroLeH.

CocTosiHMe npu NocTynneHnn cpegHen ctenenn tshkectu. YO-20 B 1 muH. YCC-92 ynapos B 1 MuHyTy. ALl-
90 n 60 mm. pT. cT. Camo4vyBCTBME CTpafaeT n3-3a 6onen B KoneHHbIXx cyctaBax. Co3HaHue sicHoe. MpaBunbHOro
TENOCNOXEHNS.

Ko)Hble MOKPOBbI CMYTTIble, CyXue, 0OTMeYalTcs hokamaTo3Hble NATHA Ha NepeaHer NMOBEPXHOCTY GPHOLLHON
CTEHKM, Ha NnLe - y4acTKuN AeNUrMeHTaUmn, Ha KOXe CNNHbI - y4acTKu runepnurmeHtaumn. Nepudepnyeckme numdo-
y3nbl He yBenu4yeHbl. OTmevaeTcsa gedpopmaums 2,4,5 nansLeB NpaBon pyKn, NCKPUBIIEHUE HVXKHEN TPETU Ny4eBOr
KOCTU, YKOpPOY€EeHMe 2 narnbLia NpaBo CTOMbI, NPy Nanbnauumn KOCTHbIE pa3pacTaHnsa Ha 5-m nanbLe NeBow pyku, 2-ro
nanbLa npaBow cTonbl. [IbixaHne Yepes Hoc cBOOoaHoe. Bbicokoe roTudeckoe He6o. 3eB cnokoeH. [NepkyTopHo Hag
NEerknumm ICHbIN NEroYvHbIn 3ByK. B nerkux Be3mkynsapHoe gbixaHue, Xpunos HeT. TOHbI cepALa rpoMKMe, pUTMUYHbIE.
A3bIK cyxoBaT, YNCTbIN. XKMBOT MArkui, npu nanbnaunmn 6e36onesHeHHbINn. [levyeHb N ceneseHka He yBEITMYEHbI.
CumnTOM NOKONaYMBaHUSA oTpuLaTenbHbIA C 06enx cTopoH. MoyeuncnyckaHme cBoboaHoe, 6e3bonesHeHHoe. CTyn
1 pa3 B 2-3 gHs, 0DOPMMEHHbIN.

OHOOKPUHHBIN cTaTyc: Bo3pacT pebeHka 13 neT, Bec 29 kr, pocT 130 cm.

dusnyeckoe pasBuTue cpegHee, Ha 9 nert. LLuToBuaHas xenesa He yBenvmyeHa, MArkoaiacTMYHON KOHCUCTEH-
uun, npu nanenauyun 6esbonesHeHHas. MNonosoe pa3sutre nNo TaHHepy 1. HapyxHble reHmTanum chopMmnpoBaHsbl
NpaBuUbHO MO XXeHcKomy Tuny. Mensis oTcyTCcTBYHOT. [InarHocTu4eckne nccnefoBaHns NnpoBeeHHbIE B CTaLMoHape:
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O6wwuin aHanus kposu: Hb - 131 r/n, ap. — 5,2 * 10?/n, LM - 0,75, TpomBountsl — 281* 10° /n, nenk. — 7,0 * 10%/n,
HenTp- 50,2%, numdd.37,1%, MOH. 5,3%, 903- 6,7%, 6a3od-0,7%, COJI - 6 MM/4, ANUTENBHOCTbL KPOBOTEYEHUS- 45
cek, Bpemsi cBepTbiBaHus- 4 MUH. 38 cek. Buoxnmmuyeckuin aHanmsa kpoBu: obwnin 6enok — 81 r/n, moyeBnHa — 2,76
MMoOnb/n, kpeaTuHuH — 38 mkmonb/n, AnaTl — 11 ea/n, AcaT — 30 ea/n, GunupybuH obwmin — 12,0 mkmone/n, Gunu-
py6uH npamon — 3,0 mkmons/n, amunasa- 135, weno4vHas ocdartasa — 139, caxap-4,1 Mmmonb/n, xonectepuH — 4,8
mmonb/n, CPB- 0,60, ACJ1-O -465, PO —oTpuuaTenbHO. QneKTponmnTbl KpOBU:

HaTpun -143, kanuii-4,9, kanbumii NOHN3NpoBaHHbI -1,04,xnopuabl- 106 Mmonb/n. OOLWKMIA aHanNn3 Mo4K: Ko-
nu4yecTBo - 60,0 MmN, UBET-CB/KeNT, Npo3payHas, OTH. NNoTHocTb- 1008, 6Genok - HeT, caxap- HeT, NenKounTbl-5-6
B n/3p, nn.anutenui — 1-0 B 0 /3p.

KnodgenuHosas npoba: CTI: 8:00- 0,12 Hr/mn, 8:30- 0,16 Hr/mn, 9:00- 13,2 Hr/mn, 9:30- 7,8 Hr/mn, 10:00- 7,3 Hr/
mI — B HopMe. Mo pe3ynbratam npobbl pebeHOoK He HyXX4aeTCcs B NeYeHN ropMOHOM pocTa.

PeHTreHorpamma obenx KncTew B NpsiMo NPOEKLMM C 3aXBaTOM Ny4e3ansaCcTHbIX KOCTel: [nMHHbIe TpybyaTbie
KOCTU KNCTEWN aCUMMETPUYHBI, C 06enx CTOPOH AiehOpMUPOBaHbI 3a CHET B3AYTUSA B MeTaaMadun3apHomn 30He, O4HO-
KamMepHbIX 1 MHOTOKaMepHbIX. Ha ux ypoBHe pe3Kko NCTOHYEH KOPKOBbIV CIMOW, COAepXXNMOe B34y TN XpsLeBoe, C
MENKNUMU BKITFOYEHNAMUN 0ObI3BBECTBNEHWIA.

AHanornyHble U3MeHeHUs onpefensaTca B MeTadumse ny4eBon u guadumse noKTEBOW KOCTAX cnpasa. 3a-
kntoyeHne: Xpsawesas ancnnasus. MHOXeCTBeHHbIN xoHapamaTos kocTel (6onesHb Onbe). KocTHbIM Bo3pacT co-
oTBeTCTBYEeT 8-Mu rogam (puc. 1).

PucyHok 1. PeHmeeHoepagpus kucmel peberka K., 13 nem

Ha peHTreHorpammax 6enep, roneHen, cTon B NpsiMON MPOEKLNN - aHANOTUYHbIE PEHTTEHONOrnYecKne name-
HEHMA onpeaensaTcs B 06racTu Mmanoro Beptena npaeoro 6enpa, B MeTaguiax, 6onbliebepLoBor KOCTU NpaBon
ronexu, B metagnaduae manobepLiOBON KOCTY NTEBOW FONEeHU, B NIFOCHEBBIX KOCTAX 1 hanaHrax o6eux cton (puc.2).

Ha peHTreHorpammax nneyveBbiX ¥ IOKTEBbLIX CyCTaBOB B 2-X NPOEKLUMSIX - aHANOMMYHbIe PEHTreHOonornyeckme
M3MEHEHNS KOCTHOWM TKaHW ONpeaensitoTcs B NPoKCMManbHOM MeTadum3e NpaBoro nreya, B Agnaduse npaBow OK-
TEBOW KOCTU, B ANCTaNIbHOM MeTadm3e NeBow y4eBOmn KOCTH.
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PucyHok 2. PeHmeeHoepagus cmon peberka K., 13 nem

Y3W ractpoayoneHanbHom 30HbI: [le4yeHb HopMmanbHbIX pa3MepoB.

OX0CTpyKTypa o4HOpOAHAas!, mopTanbHas BeHa 5 MM, XXenyHbl ny3blipb 69X17 MM, MHOTO en4yu, cTeHka 1 MM,
xonepox 2 mm. MNogxenynoyHas xenesa: ronoska 19 Mm, Teno 8 Mm, XBOCT 17 MM, KOHTYpbl YeTKue, CTPYKTypa He-
04HOpPOAHas, 3XOreHHOCTb cMeLlaHHas. 3akntoveHne: Y3 kaptuHa OXKBI1. PeakTUBHbIA NaHKpeaTuT.

Y3W noyek 1 moyeBoro ny3bips ot 23.11.17r: MNoyku pacnonoxeHbl Tunu4yHo. MNMpasas 86 x 30 mm, nes 88 x 31 Mm.
MopBwxHOCTb AocTaToyHasd. MapeHxruma ynnotHeHa. CooTHoweHure 1:1. YJ1C ynnoTHeHa, ApKk1ue runepaxoreHHble
BKItoYeHUs 6e3 akycTU4eckomn AopOoXKM. JloxaHka neB 4 Mmm, np 14 mm.

BakntoyeHue: Y3 kapTuHa OMH. NMuenoakTtasus cnpaBa. Y3W MonoyHbIx xenes: MNpu coHorpadumn MonoYHbIX
xenes nounpyTcs parMeHTbl XKENE3NCTON 1 MPOTOKOBOW cucTeMbl. COCOK MHaHTUMBLHOrO BUAa, pacnnacTaH. B
NOAKOXHOWM obnacTn gparMeHTbl XMPOBOW TkaHW. 3akntoveHune: Y3 kapTuHa npeanyb6epTaTHON MOMOYHOM Xenesbl.

KoHcynbTauns reHeTrka. 3aknoveHue: [ns UCKMYeHns cuHgpoma

LLiepeweBckoro- TepHepa Heo6Xxo4MMO NPOBECTU KapuoTunmpoBaHue. KoHcynbTaunsa AeTckoro TpasMarornora
—opToneaa. 3aknyeHune: XpsileBas gucnnasus nanbLeB npaBon KUCTU. MHOXeCTBEHHbI XoHApoMaTo3. bonesHb
Onbe. KoHcynbTauusa Hedponora. 3akntodeHume: XBI 1 ctaanm Ha doHe 0CHOBHOro 3aboneBaHus.

PebeHKy BbICTaBMNeH KNMHWYECKUIA AMarHo3: HaHW3M cmellaHHoro reHesa. Xpswesasi AMcnnasvs nanbLes
npaBou KUCTU. MHOXECTBEHHbIN XOHOPOMATO3.

BonesHb Onbe. AncdyHkUMs GunuapHoro Tpakta no cMeLaHHoOMy TUMy.

PeakTuBHbI NnaHkpeaTUT. XpoHu4eckas 6onesHb noyek 1 ctagnu.

Monyyana nevyeHve B 3HOAOKPUHONOrMYeckoM otTaeneHnn: Pexnm waasawmn, gueta cton Ne5, knodenuH 150
MKF nepopanbHo (NpoBeaeHne knodenmHoBon Nnpobbi).

BbinucaHa Ha amOynaTopHbI aTan HabnAEeHUS U NNeYEeHNs NO MECTY XUTENbCTBA C PEKOMEHAALMAMMU.

MpepncTaBneHHbIV criyvyan npeacTaBnseT KINMHNYECKUIA MHTepec ANg Bpaden-neamaTpoB, XMPYpros, SHA0KPU-
HOJOroB, Kak pefko BCTpeyvatlleecs 3aboneBaHne B AETCKOM Bo3pacTe.

Cnucok nuTteparypbl:

1. WaBblpnH AnekcaHap bopucosuy. - XoHApPOMaTo3 KOCTen: KNUHMKa, AnarHocTuka, Xmpypruyeckoe neveHune. —
aBToped. Aucc. K. M. H. - Mocksa. - 1992.- 19 c.

2. Chun K. A. Enchondroma of the Foot / K. A. Chun, S. Stephanie, J. Y. Choi [et al.] // J. Foot Ankle Surg. — 2015.
—Vol. 54 (5). — P. 836-839.

3. Cerny M. Clinical images: enchondromatosis (Ollier disease) / M. Cerny, H. A. Rudiger, B. Aubry-Rozier [et al.] //
Arthritis Rheum. — 2013. — Vol. 65 (11). — P. 2886.

4. Herget G. W. Insights into Enchondroma, Enchondromatosis and the risk of secondary Chondrosarcoma. Review
of the literature with an emphasis on the clinical behaviour, radiology, malignant transformation and the follow up
/ G. W. Herget, P. Strohm, C. Rottenburger [et al.] // Neoplasma. — 2014. — Vol. 61 (4). — P. 365-78.

5. Khan S. H. Bone scintigraphy in Ollier’s disease: A rare case report/ S. H. Khan, T. A. Rather, P. A. Koul [et al.] //
Indian J. Nucl. Med. — 2013. — Vol. 28 (4). — P. 226-229.

6. Kumar A. Ollier Disease: Pathogenesis, Diagnosis, and Management / A. Kumar, V. K. Jain, M. Bharadwaj, R. K.
Arya // Orthopedics. — 2015. — Vol. 38 (6). — P. 497-506.
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OIIBIT JIEYEHUS BOJIE3HU TUPIICIIPYHI'A Y IETEH

CuBak U.[., Kybangynnaes A.P., KabaeB P.T., Jlatbinos H.U.
3anapgHo-KasaxcTaHckuin rocyaapCTBEHHbI MEAULMHCKUIA YHUBEPCUTET
nm. Mapara OcnaHoBa, . AkT00E

AkTyanbHocTb. CornacHo coBpeMeHHbIM MpeaCcTaBNeHUsM, OCHOBaHHbIM Ha MOPMONornyeckux, yHKLno-
HanbHbIX U APYTUX BbICOKOMH(OPMATUBHbLIX METOAAX UCCMNEA0BaHNS, B OCHOBE 60ne3Hn MpLucnpyHra nexxuT nopok
pa3BUTKSI ANIEMEHTOB CTEHKW TONCTOM KULLKW B AUCTaNbHOM OTAENE, CYLLHOCTb KOTOPOro CBOAUTCS K MOMTHOMY OTCYT-
CTBUIO UNW AeULUTY UHTPaMyparbHbIX HEPBHbIX FAHIIMEB U HAPYLLEHWIO NPOBOAMMOCTHY B HEPBHO-PEIEKTOPHbBIX
ayrax. BTOpMyHO u3aMeHsieTcst MbllEeYHbIA U NOACAU3UCTLIN croun, cnuancTtas obonoyka. [aHHbIA y4acTOK KULLKK
(araHrnnoHapHasi 30Ha, U CErMEHT) CINYXUT NPEnATCTBUEM AN HOPMarbHOro Nacca)a KMLLIEYHOro CoA4ePXXMMOro,
BCNeACTBME Yero KOMNEHCATOPHO PacLUMPSOTCA Bbillenexalyue otaensl 060404HON KULLKN.

BonesHb MMpLlicnpyHra — cpaBHUTENBHO pacnpocTpaHeHHoe y aeTel 3aboneBaHue. YacToTta ero (exerogHoe
YMCMO BCEX BbISIBNEHHbIX CMy4YaeB, AeNEHHOE Ha eXXerogHoe YNCIo POXAEHHbIX) COCTaBMNSAET, N0 NOCNEeAHUM AaH-
HbiM, 1:5000. Manbuunku 6onetoT B 5 pas valle, YeM AEBOYKMU.

Bonpochkl xupyprudeckoro nevyeHus 6onesHun MpLucnpyHra 4o HacTosILLEero BpeMeHN 0CTakTCs akTyanbHbIMU
B JETCKOW XMPYpPrumn, 0 Yem CBUAETENbCTBYIOT MHOTOYMCIIEHHbIE NYONMKauum, NocBsLWeHHble pa3paboTke HOBbIX
MEeTOA0B ANarHoCTMKKM, CNoCcOOOB ONEpPaTMBHOIO NeYEHNs, OLleHKEe pPe3ynbTaToB XUMPYPrnyeckon KoppekLum aToro
TSXXENOoro nopoka pa3BUTUS TONCTOW KULLIKU.

MeToabl AMarHOCTUKK, CNocobbl U CPOKM OnepaTUBHOW KoppeKuny 6onesHu MpLunpyHra, oLeHka pe3ynstaToB
XUPYPru4ECKOro revyeHuns ABnsTCsS NpefMeTOM Henpekpallawmnxcst ANCKYCCMM Ha CTpaHuuax MeauLMHCKON
neyaTu, a TakXke Ha NpeacTaBUTENbHbBIX (OPyMax AETCKUX XMPYPros, B TOM YMCIE MEXAYHAPOOHbIX.

Lenb nccnegoBaHus.

N3yunTb KNMHUYeckoe TedeHne 6onesHn MpLicnpyHra B COBpEMEHHbIX YCNIOBUSAX, OLEHUTb NPUMEHSLMECS
MeTOoAbl [UArHOCTUKM U NEYEHUS.

MaTtepuan u MeToabl UCCriefOBaHUA.

O6cnepoBaHo [0 onepaTUBHOM Koppekuun 6onesHu MpcnpyHra, B bnuxkaniiem n otTaaneHHoM nocrneonepa-
unoHHoM nepuofgax 120 geTew B Bo3pacTe oT 5 Mmecaues 4o 5 neT (nuy My>kckoro nona 6eino 102, skeHckoro —y 18).

Mpun o6cnegoBaHun yaensany BHUMaHue u3nyeckomMy cTaTycy, COCTOSIHUIO NCUX03MOoLManbHON cepbl, NanbLe-
BOMY MCCNEAOBaHMWI0 MPAMON KMLWKM obcreayembix, XxapakTepy 1 yacTtoTe cTyna. [IpoBoanMnmMcb aHTponomeTpudeckune
namepeHusi, cuHkTepometpus, Y3U, MPT, KT, peHTreHonornyeckune n ructomopdonornyeckme nccnegoBaHus
XKenyAOo4YHO-KMLLEYHOro TpakTa A0 U Nocre onepauun, 4To NO3BOINII0 TOYHO ONPeAennTbCS B AMarHo3e U u3yunTb
3BaKyaTOPHYH PYHKLUIO N y4acTne OCTaBLUMXCS OTAEIOB TONCTOM KMLLKM B NMpoLieccax aganTtaunm, KOMneHcaumm.

C 1981 no 2016 rog onepupoBaHo 120 geTei ¢ 6onesHbto MpLicnpyHra B Bo3pacTe oT 6 MecsaueB 40 5 neTt B Ak-
THOOMHCKOM 06nacTHOM AeTCKoM kKnnHnyeckon 6onbHuue. Onepauma Coase-JleHowknHa npumeHeHa y 105 60nbHbIX,
c 2013 roga 15 nauueHTam BbiNonHeHa onepauns xxopacoHa. Bo3pacT onepupoBaHHbIX MO NepBON METOAMKE
ot 1,5 po 5 net. Onepauusa [xopAacoHa npoBogunach getam oT 6 mecdaues Ao 1 roga. ABTOpbI, NPUMEHSABLUME
onepauuto [IxopacoHa, OTMeYaloT, YTO OHa coBMeLllaeT B cebe paankanbHOCTb, MEHbLLYIO TPaBMaTUYHOCTb MpU
XUPYPruyeCcKkoM NeYeHnn araHrnmo3sa TONCTON KULLKKN Y AeTen, NPOXOAMUT C MeHbLUEe KpoBonoTepen, obecneymsaet
ObICTpOE BOCCTaHOBMNEHME PU3NYECKON aKTUBHOCTU, yMEHbLUAET CPOKM agantauny u peabunuraumm,m paccmaTtpu-
BaeTCs KakK « 30/10TON CTaHAApPT» B NneveHnn 6onesHun MipwcnpyHra.

Pe3ynbTaThbl uCCNeaoBaHuUS.

Hamu onpegeneHo, 4to 3anopbl y 60MbHbBIX FPYAHOro BO3pacTa B OOMNbLIMHCTBE criyyaeB o 1-2 gHA, y aeTen
cTapliero Bo3pacta NpOAOMKUTENbHOCTbIO 3-4 AHA. QPdPEKTUBHOCTb KOHCEPBATUBHBIX MEPOMNPUSATUMN (OYUCTU-
TernbHble KMM3Mbl, Maccax XvnBoTa, BBe4eHNe raso0TBOAHOW TpyOKM) 3aBMCUT OT perynapHoCTH, CUCTEMaTUYHOCTHU
npeanpuHUMaembiX poagmTenammu mep. B 6onbluMHCTBE cnyyaeB ygaeTcs yaepaTb COCTOSAHUE BOMbHbIX B CTaann
KOMMeHcaumu, pexe 6onesHb nepexoguT B CyOKOMNEHCMPOBAHHYIO U eLle pexe B AEKOMMNEHCMPOBAHHYIO,YTO Mbl
cBA3biBaeM, 6€3yCcrnoBHO, C pa3BMTMEM CMeLanm3npoBaHHON Cry>0bl, paHHeW AMarHoCTUKOW, CAHUTapHOW Kyrb-
Typow HaceneHus, paboTon NepBMYHOrO 3BEHa MEOULMHCKNX YyYPEXOEHNN.

Haww HabniogeHns cBMaeTenbCTBYIOT, YTO B B psife crniyyaeB 6onbHble C ANWHHOW araHrmMOHapHOW 30HON
nocTynanu B KNWHWKY B CPaBHUTENbHO yAOBNETBOPUTENBbHOM COCTOSHWUM T.€. B CTaguu KoOMneHcaumm un, Haobo-
poT, TSXernble CyOKOMMNEHCUPOBaHHbIE N AEKOMMNEHCUPOBaHHbIE CTaauMu Habnganucb Npu pekTanbHon dopme n
yNbTPaKkopOTKOM CEerMeHTe.
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Ha cerogHsWwHWN aeHb gnarHoctmka 6onesHn MplicnpyHra B 60NbLUMHCTBE CBOEM He TPyAHa: peTporpagHoe
KOHTpacTMpoBaHue TONCTON KULLKKN GapreBol B3BECHIO U peHTreHorpadus no3BossoT NocTaBuTb AnarHos. Ha-
nMYMe Cy>XeHHOM 30HbI, pacluMpeHmne Bbillenexaliero otTaena B BUAe BOPOHKOOOpasHOro nepexoda ABMASIOTCS
A0CTOBEPHBIMU MAaTOFHOMOHUYHbLIMY NPU3HaKamn nMetoLencs 6onesHn . 3aTpyaHeHNs BO3HUKAIOT NPU PeKTanbHOWM
dopme 6one3Hn 1 0CoOBEHHO NpU YNbTPAKOPOTKOM CermMeHTe ee. B AaHHbIX crnyyasix BO3HMKaeT HeobxoanmMocTb
B JOMNOJSTHUTENbHbIX uccnepoBaHusax: Y3, MPT, KT n 6uoncus cnuancton ¢ onpeaeneHnemM TkaHeBOW aLeTusxo-
NMH3CTepasbl, onpefeneHne raHrmMoHapHbIX KNEeTok napacumnaTnyeckoro cnneteHns. Obunve AoNONHUTENbHbIX
MeTOA0B, NPOBOAVMbIE KONOAUHAMUYeCcKne,anekTpoMmorpaduyeckme nccnegosanms He rapaHtupytot 100% po-
cToBEepHOCTU. Bo3amoxHa rvnep u runogmarHoctvka 6onesHn. [locTOBEPHOCTU MOXHO JOBUTLCH NpU TLATENBHOM
N3yYeHNn aHaMHe3a, KNIMHUYECKOro HabntoAeHNs N ConoCcTaBNeHNs BCEX UMEIOLLNXCS PEHTIEHONOMMYECKNX, Yilb-
Tpa3BYKOBbIX, (PYHKLMOHAMNBHBIX U TMCTOXUMUYECKUX NCCIEA0BAHNN.

B Hawwmnx HabnogeHnsax 80% nauneHToB HaxoAMnIuCcb B CTaauMmn KoMmneHcaumm, 15% - B cOCTOAHWUM CyBkoMm-
neHcauum u nuwb 5% - B AEKOMMNEHCUPOBaHHOW. [leTn ¢ 4eKOMNeHCUPOBaHHONM cTagmen 6onesHu MpwcnpyHra
nocTynanu yaiie BCero 13 poaurbHOro 4oma, nocne BbiMMCKN N3 pogAa0oMa NN U3 OTAANEHHbIX PaioHOB PErnMoHa,
rae KOHCepBaTUBHbIE MEPOMPUATUSA HE MPOBOANIUCH B MOMHOW Mepe MUnn BoobLe He MPOBOAUIICH, YTO He AaBano
xenaemoro adpekTa. Bcem um HaknagbiBanack BpeMeHHas konoctoma. lNocnefHss cdopmmpoBbiBanack B nepe-
XOAHOW 30He B B1Ae pasgernbHor no MNeHbs. Bonpoc o pagnkansHon onepauum, MeToaax ee, cpokax npoBeaeHUs
Ha CerofgHsALWHWN AeHb CTOUT Ha NOBECTKe AHA. AHanM3 nutepaTtypbl CBUAETENbCTBYET, YTO UMEETCA TeHAeHUMS
CMELLLEeHUS HVXKHEeW rpaHunLibl BO3pacTa NpoBeAeHns onepaummn oT nepmoga HoBopoxaeHHocTu Ao 1 roga. O6ocHo-
BaHHOCTb 3TOro 06bACHAETCHA TPYAHOCTAMM yxoAa, o6s3aTtenbHbIM NPOBEAEHNEM KOHCEPBATUBHbLIX MEPOMNPUATIN,
oTcyTCTBMEM 3P EKTA OT NPOBOAMMbBIX NEYEOHbIX Mep, OXMAAEMbIMU OCITOXHEHUSIMU, MPUCOEANHEHNEM ANapeN.
B psipe cnyyaeB poguteny ynopHo HacTavMBalT Ha paHHEM NPOBEAEHMMN ONepaTUBHOIO BMeLlaTenbcTBa. Bospaxe-
HUSIMM NPOTMB CABMIa CPOKOB OMNepaLmn K 3TOMy BO3PacTy ABMASIOTCS MOBbILLIEHHbI ONepaLoHHbIN PUCK, TPYAHOCTH
onpegeneHns rpaHnLbl araHrnno3a u CynpacTeHOTUYECKIO pacLUMpeHns, TEXHUYECKME MOMEHTbI, BCEBO3MOXHbIE
NMOPOKMN CO CTOPOHbI APYrMX OPraHoB 1 CUCTEM.

Mpn KOMNMNEKCHOM MCCneAoBaHUW pesynbTaThl IeYeHns oueHnBanu no TpexbannbHoOn cucTeMe: xopoLuve,
YAOBMNETBOPUTENbHbIE U HEYAOBNETBOPUTENBHBIE. XOPOLUMMY CHUTaNM pe3ynbTaThl Y vy, He NpeasaBnsioLwmx xxanob,
XOpOLUO yAepXKMBaKLWMX CTYN W rasbl, UMEILMX PErynspHbI CaMOCTOSATENbHbIN CTYI, HAYEM He OTnnYaLmecs
OT CBEPCTHMKOB 1 BeayLune o6pas )XnsHu, COOTBETCTBYHOLLMI BO3PaCTy; yAOBNETBOPUTENbHBIMU- B TEX CryyasX,
koraa Ha ooHe obLLero XxopoLlero pa3BnTrs U perynapHoro CamoCTOATENbHOMO CTyna ann3oanyeckn NosBAsncs
3anop nnu oTMevyanocb HEMPOM3BOMNbHOE OTXOXAEHNe HebomnbLInX nopuny kana Ao 3-4 pas B CyTKW; HeyaoBMeT-
BOpUTENbLHLIMU — Npy 6onee NN meHee NOCTOSHHOM HeyAepXXaHuu Kana u rasos, yyalleHumn ctyna o 5-6 pas s
CyTKW, peunans 6onesHn nnun NnonHoe HegepxaHue kana v rasos. Cpean obcrnefoBaHHbIX HAMY NALMEHTOB ONepu-
poBaHHbIX No meTody Coase-JleHoWwKnHa xopoLume pedynstaTtel oTMeveHbl Yy 100 (83%), yaoBneTBopuTENbHbIE- Y
15 (13%), HeyooBneTBopuTenbHble - B 5 (4%), paHee nornbnu 2 pebeHka No NnpuyMHamMm He CBSA3aHHbIM C TEXHUKOW
onepaunn. CnegyeTt 3aMeTuTb, YTO Gonee nnu MeHee Bblpa)keHHble (PyHKLMOHanNbHbIE paccTponcTea Aedekaumm
oTMeyvanuck y 1/3 onepupoBaHHbIX. B rpynne oneprpoBaHHbIX B Bo3pacTe Ao 1 roga no metoay [xopacoHa otme-
YaeTCcHa HecKonbKo 6onbLIMA MPOLEHT XopoLwwux pesynbtaToB 86%), yaoBnetBopuTternbHble -14%, HeyaoBneTBopu-
TenbHbIX pe3ynbTaToB He 3adukcupoaHo. OgHako 1 B 3TON rpynne oTMevanucb MyHKLNOHaNbHbIE OTKITOHEHWS.
lMpoBeneHHble HabMOAEHUA Nokasanu, YTO NPUYNH DYHKLMOHAMNbHbBIX OTKITOHEHUW NOCNE pagnKanbHOro nevyeHns
6onesHu MpLunpyHra MoxeT ObITb HECKONBKO. ANN30ANYECKNI 3anop, HeyAepXXaHne kana MoryT ObiTb CBA3aHbI C
HeJOoCTaTOYHOW pe3eKumnen CynpacTeHOTUYECKN PaCLLUMPEHHOM KULLIKW, BO3MOXHbIM MMMOraHrnnmo3om 3Tux OTAEN0B,
YTO MOATBEPXKAEHO PEHTITEHONOMMYECKMMU 1 3NeKTpoMmorpadmnyecknMm nccriefoBaHns MM OTCY TCTBUE raycTpaumm
N CHUXXEHMNE NePUCTaNbTUKM B HYXKHUX OTAEeNax HU3BEeO4EHHOM KULIKW, OTCYTCTBUE NMOTHOrO ONOPOXHEHNSA chopmu-
POBaHHOW NPAMOW KULLIKK.

YaenbHbI BEC XOPOLUMX WU yAOBMNETBOPUTENbHbBIX Pe3yNnbTaToB NOBLILLAETCA CO BPEMEHEeM NPOAOIKUTENb-
HOCTW HabnoAeHNs 1 NPOBOAMMbIMU LiefieHanpaBrieHHbIMY peabunutalMoHHbIMU MeponpuaTusamMu. Y 15 60nbHbIX
YeTKOW 3aBNUCUMOCTU (PYHKLMOHAMbHBLIX OTKIIOHEHUN OT ONepaTUBHOW TaKTVKN 1 BO3pacTa YCTaHOBUTL He yaanock. B
BornbLuen CTeneHn 3T0 OTHOCUTCSA K rpynne o6cnefoBaHHbIX C YA0BNETBOPUTENbHBIMU pedynbTaTtamn. KomnnekcHble
obcnenoBaHMsa nokasanu, YTo aTa rpynna B (oM3M4ecKoM U MCUXUYECKOM Pa3BUTUM HE OTNUYaeTCa OT CBEPCTHU-
koB. MNanbLeBoe nccnegoBaHne y HUX He MO3BONUIM BbIBUTL Y HUX cnabocTn chuHkTepa nnu pesngyanbHoro
CTEHO03a, C YeM NPenonoOXNUTENbHO CBA3LIBAIOT MPUYMHY 3anopa unun ANUTENbHOTO HeyaepXaHUs Kana v rasos.
OpHaKo peHTreHoNornMYecky ToncTas KMLKka oCTaeTCs HECKOMbKO PaCLLUMPEHHON, TMMTOTOHWYHON, rayCTpaLmns Kak npu
3anofHeHnn,TaK 1 Npu ONopoXHeHUn oT BapueBol B3BecK BbipaxkeHa cnabo onopoxHeHve HenonHoe. Micxoas ns
KIIMHWKO- PEHTITEHONOMNYECKMX AaHHBIX , MOXXHO CHMTAaTb YTO NPUYMHA ONUTENbHbIX (PYHKLMOHANbHbIX PACCTPONCTB
y AeTel 3TOW rpynmnbl 3aknioyaeTcs B 3aMmeaNIeHHOM pa3BUTUM KOMMEHCATOPHbIX NPoLEeccoB, 06ycnoBneHHOM dyHK-
LiMOHanNbHOW HEMONMHOLIEHHOCTbIO OCTaBLUMXCS OTAEMNOB TONCTON KULLKK.
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B cBs3u ¢ 3TUM BonbLIOe 3HaYeHNe NpUoBGpeTaeT BONPOC 0 BOCCTAHOBUTENBHOM NepUoe nocre pagukanbHbIX
KoppervpyoLwmnx onepauunin npyu 6onesxHmn MmpinpyHra. NpoaomKkMTenbHOCTb €ro 3aBUCUT OT psiaa hakTopoB: BO3-
pacTa onepupyemoro, Noly4YeHHbIX UM HABbIKOB OMOPOXHEHWS KULLeYHUKa, opMbl 3a6oneBaHns, pacnpcTpaHeH-
HOCTM araHrnuo3a-un rMnoraHrnnosa. TOYHO YyCTaHOBUTbL PaMKM BOCCTAHOBUTENBHOrO Nepuoaa He npeacransieTcs
BO3MOXHbIM. ECnu MUHMManbHBI CPOK NOCHe onepaLmn MOXHO Ha3BaTb Boree MeHee TOYHO - 6 MecsLeB — 1 rog,
TO MakcumarsbHbIA BapbUpyeT B LUMPOKUX Npeaenax BnioTb A0 B3POCHOro COCTOSHUS.

N3MeHEeHNs1 KOHCMCTEHUUN N 4acTOTbl CTyna CYMTAETCSH OAHMM M3 OCHOBHbIX KPUTEPUEB, UCMOMb3YyEMbIX
GONbLUMHCTBOM MUCCneaoBaTenen Ans CY>XXAEHUSI O COCTOSIHUM KMLLIEYHMKA U Jaxe CTEMNEHN KoMneHcaumm nocre
06LWMPHBIX pe3ekuun. Cpean obcnefoBaHHbIX HAMW NaLUEHTOB B NEPBbIA MeCsL, NOCne onepauun npakTuyeckm
y Bcex 6onbHbIX 0OTMeYanoch yyatleHve ctyna go 5-10 pas B cyTku, YTO OCOBEHHO BbIPaXXEHO Y NUL, NEPEHECLLMX
OBLUMPHYIO pe3eKLMIo TONCTON KULWKKM B Bo3pacTe Ao 3 net.3aTeM YactoTa cTyna B npefenax 3-5 pas B cyTku aep-
xanacb Jo 4-6 MecsAueB, a B fanbHeweM HopManuaaums esTeNnbHOCTM KULWEeYHUKa HacTynana B pasHble CPOKU.
[Ownapes kak npaBuno He Habntoganack. JaHHoe 06CTOATENBLCTBO, Mbl CBA3LIBAEM C TEM, YTO Mbl B XOZ€ NOAFOTOBKM
K onepauuy 1 nocrneonepalmoHHOM rnepuoge 6onblioe BHUMaHWE YOENSNM COCTOSHUIO KULLEYHOW (nopbl, T.e
neynnu MMpLUNPYHr -acCoLMPOBaHHbIA 3HTEPOKONUT. NocTeneHHan HopManusauus cTyna, No Hawemy MHEHMIO, OT-
pa)kaeT KOMMNEHCATOPHbIE MEXAaHU3Mbl OCTAaBLUMXCS OTAENOB TONCTON KULWKKX. YeM 6onbLUMIA CPOK NpoLUen nocne
onepauuu, TeM nydile pesynbsraThbl.

PeTpocneKkTMBHbIV aHanM3 CBUAETENbCTBYET, YTO NMPUMEPHO NNLLL NOMOBMHY ONEPUPOBAHHBLIX MOXHO CYMTATb
MOMHOCTbIO 34,0POBLIMU K KOHLY 2 rofa nocrie onepauun. B octanbHbIx HabnoaeHWAX aganTalMoHHO-KOMIeHcaTop-
Hble Npouecchl pa3BuBatoTcs bonee meaneHHo. ATo NOATBEPXKAAET, B YACTHOCTU, ,pEHTIEHONOMMYECKOE Nccneno-
BaHMe: HopmManunsauuna gnameTpa TONCTOJN KULLIKK N ee TOHYCa NponcxoauT NOCTENneHHO B Te4eHe HECKONbKNX neT.

PeabunutaunoHHble MeponpusaTUs, HanpasneHHble Ha ObICTPEenLLYI0 HopManu3auml (QyHKLMW N1WeBapuTenb-
HOro TpakKTa, OOJTXHbI ObITb CTpOro nuamemnayann3npoBaHHbIMU U BKITHOYATb NCUXOTepanutio, ﬂd)K, TPEHNPOBOYHbIE
KIMN3Mbl, 6y>|<|/|posaHv|e BHOBb C03,D,aHHOI7I I'IpﬂMOl7I KULLKW, 3NEKTPOCTUMYNALNIO KULLEeYHUKA N MbILLUL MPOMEXHOCTH .

Cpean obcnegoBaHHbIX HAMU NaLMEHTOB peabunuTaunoHHbIE MEPONPUATHS NPOBOANMNCE Y 42, HeperynsapHo
1 He B NonHow mepe — y 58, BooGLe He npoBoannucek y 20 getel. [Npun 3TOM YETKO MpPOCHeXnBaeTcs 3akoHOMep-
HOCTb: Y 60J'IbeIX, KOTOPbIM 3TN MeponpunaTna nposoaunnncb, HopmMmanmsauua q.)yHKU,VII/I KNWEeYHUKa KINHN4YeCcKn
HacTynana B 6ornee KOPOTKUE CPOKMU.

BbiBOAbI:

1. B knnHnyeckow kapTvHe 6onesHn MMpwnpyHra y geten nponsoLwwnmn n3MeHeH1s: yBENUYUICS NPOLIEHT pek-
TanbHoW chopmMbl 3aboneBaHns, COOTBETCTBEHHO NPOSABIIEHNSA OONe3Hn cTanu « Maryey, yalle cran BcTpeyaTbes
[MpLINpyHr-accoUMpPOBaHHbIN 3HTEPOKONUT.

2. bnivxanwime n oTAaneHHble pesynbTaThl ONepaTMBHOrO neyveHns 6onesHun MpnpyHra y geten BHe 3aBu-
CMMOCTM OT MeTOAa MMEIOT XapakTep pe3unayanbHbiX PYHKLNOHaMNbHbIX PACCTPOWCTB AEATENbHOCTU KULLEYHUKA U
CBSi3aHbl C OTCYTCTBMEM [00MNEPaLMOHHOIO HaBblKa OMOPOXHEHWS KMLWEYHMKa 1 3aMeeHeM pa3B1Tisa aganTta-
LIMOHHO-KOMMNEHCATOPHbIX NPOLECCOB Ha (hOHE (PYHKLMOHANBHON HENOMHOLEHHOCTM OCTaBLUMXCS NOCIe pe3ekunm
OTAEMN0B TONICTOWN KULLKW.

3. MocneonepaunoHHbIN BOCCTaHOBUTENbHLIN Nepuoa ANnTcs oT 5-6 mecsiLeB 40 HECKONMbKUX NeT. [Ans yckope-
HWS HOpManu3auun esTenbHOCTU KULWEeYHNKa HeobXoauMo NPOBOANTEL NPOrPaMMUPOBaHHbIE peabunuTaunoHHbIe
MEeponpuUAaTUS.

Heouampus u oemckas xupypeus. Nel. 2018 e. Cneysvinyck. 159



YACTOTA HHOEKIIMOHHBIX OCJIOKHEHUN
ITPY PEHUJIUBE OCTPOI'O JUM®OBJACTHOT' O JJEHKO3A
Y IETEN

Tynen6eToBa A.l., BopaH6aeBa P.3., ManxyoBa J1.H., 9m A,
UcaTtunna M., UmmnugxaHos P.
HayuyHbIN UeHTp neanaTpum U AeTCKON XMpyprum, ,AnmaThbl

B cTpykType negnatpuyeckoi OHKONOrM4ecKkor naTtonorum Bo BCEM MUpPe AO0Msi ocTporo numdobrnacTtHoro
nenko3sa (OJ1) coctaBnsieT 8o 25% Bcex onyxonew n o 75% scex remobnacTto3os. 3abonesaemocTb OJ1J1 npeTep-
neBaeT CyLLEeCTBEHHbIe reorpadunyeckme Bapuaunm, coctarnss B cpegHem 30—40 cnyyaeB Ha 1 MiH HaceneHus B
rog [1]. B KasaxctaHe remo6nacTtosbl coctaBnstoT 44-45,0% B CTPYKType BCEX 310Ka4YECTBEHHbLIX HOBOOOpa3oBaHuii
y netei. OJ1J1 cpeam HUX NnpeacTasneH B 76,4% . Obwas natunetHas BbxusaemocTb npu OJ1J1y geTen coctaBuna
B PK 75,43% [2]. aHHble pe3ynbTaThl NpubnmXkeHbl k pe3ynsratam 3apybexHbiX aBTOPOB.

HecmoTps Ha coBepLUeHCTBOBaHME 1 ONTUMU3ALMIO XMMUOTEPanun peLmamnBbl OCTPbIX NENKO30B OCTaloTCA
BCE €eLle aKkTyarnbHOon NpobnemMon COBPEMEHHOW OHKOreMaTonornm AeTCKoro Bo3pacta. AKTyanbHOCTb 06ycroBneHa
BbICOKOW arpecCUBHOCTbLIO OMYXONeBOro NpoLecca, kak npaBuio, Pe3NCTEHTHOTO K XMMuonpenapaTam, 60nbLLON Ky-
MYMSITUBHOM TOKCUYHOCTbIO MPOBEAEHHON XMMUOTEepanuu, a Takxe Bblpa)KeHHbIM UMMYHOCYNPeCCUBHbIM (POHOM [3,4].

OcobeHHocTn ocTporo neinkosa (Of1) n daktopbl, 06ycrnoBneHHsble cneLumduKkon Tepanum, co3garoT npeano-
CbIJTKW N5l BO3HUKHOBEHUS U Pa3BUTUSI MHPEKLMOHHBIX OCITOXXHEHWIA 1 CMOCOBCTBYIOT HETUMMYHOMY UX TEYEHMIO.
MHMEKLMOHHbIE OCITOXHEHMWS OCTAOTCS OCHOBHOWN NPUYMHON HEYA a4y NeYeHns U CMepTr Y AIETEN C OHKONOrMYECKNUMU
3aboneBaHNsiMM, HECMOTPS HAa COBEPLLEHCTBOBAHUE CUCTEM MPOUNAKTUKMA, MOHUTOPUHIA U MEANKAMEHTO3HOr0O
KOoHTpons [5]. YacToTa MHEKLMOHHBLIX OCNOXHEHMWIA NPU LMTOCTaTUYECKOM Tepanun remobnacTo3oB cocTaBnseT
80% n 6onee. OcHOBHbIMM (hakTOpamMn, oNpeaensoLLNMN pa3BUTME MHMEKLNUIA Y MMMYHOKOMMPOMETMPOBAHHbIX
BOOnbHbIX, ABMNSATCS HEeNTponeHust (rMMybuHa, ANUTENbHOCTbL U BbICTPOTa pasBUTUSA), HAPYLUEHNS KNETOYHOIO U
rymopanbHOro MMMyHUTETa, NOBPEXAEHNE CNN3NCTON XeNyLOoYHO-KALLEYHOro TpakTa, Hanu4me LieHTpanbHOro
BEHO3HOro kaTeTepa [6]. JleTanbHOCTb OT MHEKLIMOHHbBIX OCIOXHEHWI B Nepuoa xumuotepanun y getei ¢ OJ1 co-
ctaBnset oT 5 0o 20% [7].

HecmoTps Ha psig nccnenoBaHuin, n3yyaroLmx MHPEKUMOoHHbIe ocrioxHeHus npu OJ1, MHOroe B natoreHese vH-
hEKLMOHHBIX OCITOXHEHWUIA NPY peLanBe reMobnacTo30B 0CTaeTCA Hen3yyYeHHbIM. Hall HayYHbI MHTepecC HanpaBneH
NpevMyLLeCTBEHHO Ha U3y4YeHne 0CoOBEHHOCTEN TeYeHNSI MHADEKLMOHHBIX OCINIOXKHEHUI y aeTel ¢ peuunamsom OJ1J1.

Llenblo Hawero nccnegoBaHUsA SIBNAETCH onpefeneHne 4acToTbl M XxapakTepa MHPEKLNOHHbIX OCIIOXKHEHUN,
a Takxe paKkTopoB Kk HUM Npeapacnonararwum y geten ¢ peumansom OJJ1.

MaTtepuanbi n metoabl

MpoBeaeH peTpocnekTUBHbIA aHann3 85 nctopun 6onesHn 49 naumeHToB ¢ peunagusom OJ1J1, nonyyaBLmx
NpoTUBOPELNAMBHYIO Tepanuto no 6nokam F1 n F2 nporpammbl ALL Rez BFM 2002 B oHKOremaTonormieckmx otae-
neHuax Hay4dHoro ueHTtpa lNMeguatpum n detckon Xupyprum 3a nepuog 2015-2016 rogos. Kputeprem ANs BKOYEHNS
KITMHUYECKOro criyvas B UCCiejoBaHne ABUOCh cneaytollee: nabopaTopHo U KNMHUYECKN BEPUULIMPOBANHHbIN
peunans OJ1J1, neyeHne peumansa no ogHomMy M3 npoTokonos F1 n F2. 13 49 nauneHToB, BKOYEHHbIX B UCCeao-
BaHue, 25 nonyyanu neyvyexHune no npotokony 1, 24 — no npotokony 2.

CTaTyc HEMTPONEHUN yCTaHaBNNBAIICA NPU CHUXEHMM abCOMTHOro konnyecTea HenTpodgunos meHee 1000
KNeToK B MKM. VIHEKLNOHHbIE OCNOXHEHWS ANAarHOCTUPOBANUCh C yYETOM COCTOSIHUSA BOMbHbBIX NPU eXXe4HEBHOM
nx HabrnogeHUn B JHEBHMKAX UCTOPMK BONe3HK, a Takke C NPMMEHEHUEM AONONTHUTENbHbIX TabopaTopHO-UHCTPY-
MEeHTanbHbIX NCCNEeA0BaHUN.

Mo pe3ynbratam nccnefoBaHnsa Ha NepCcoHanbHOM KoMmnbloTepe Bbina chopmmupoBaHa 6asa gaHHbIx B Excel.
Pesynbrathl cTatucTnyeckon o6paboTkm cBeaeHbl B Tabnuuax u ncnonb3oBaHbl B rpadurkax.

B pesynbraTe cpaBHUTENBHOIO aHanu3a BbISIBIIEHO, YTO peunamB Obinl MarHoCTUpoOBaH y ManbumkoB (65,3%)
B 2 pa3a valle, YeM y feBouek (34,7%). PacnpefneneHvne nauneHTOB No BO3pacTy nokasarno, 4To Yalle BCTpeyanunchb
netn ot 3 go 10 net (pucyHok 1).
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s 1-3roana m 3-7 ner 7-10 net = 10-15 ner = > 15 ner

PucyHok 1. PacnpedeneHue nayueHmos ¢ peyudusom OJIJ1 no so3pacmy

Hanbonee yacTtoli nokanuaawmen 6binm N30NMpoBaHHble KOCTHOMO3rOBbIE PeLMAnNBLIl, KOTOpble Habnganucb
y 30 geten (61,2%), n30nNnpoBaHHbIN HEMPONenko3 BcTpevancay 7 aeten (14,3% cnyyaes), U30IMPOBAHHbIV TECTU-
KynsipHbl peunamB 6biny 2 geten (4%). Y ogHoro pebeHka 6bin peumamB BHEKOCTHOMO3IOBOM C M30JIMPOBaHHbLIM
nopaxeHmem MArkmx TkaHen rnasa. KombuHnpoBaHHble peumnamsbl coctaBunu 18,36% cny4vaes (Habnoganuce y 9
petent). VI3 Hux y 5 peten 66110 KOMOUHMPOBAHHOE MOpaXXeHNe KOCTHOro MO3ra C LleHTparnbHON HEPBHOW CUCTEMOW,
y 4 netel ouarHoCTMpoBaH KOMOMHMPOBAHHbIN PEeLMAMB KOCTHOMO3rOBOW+TECTUKYMSPHbIN.

Pe3ynbTaThbl 1 06CyXAeHUA:

B uenom nHdekunoHHble ocnoxHeHus npu peungusax OJ1J1 otmeyeHbl y 29 geten, 4yTo coctaBuno 59,2% ot
BCEX U3YYEHHbIX CIy4aeB.

AHanun3 4acToTbl UHPEKLMOHHBLIX OCITOXXHEHUI HA MOMEHT BepudmrKaum peunamBa nokasar, 4To npu n3onmpo-
BaHHbIX KOCTHOMO3rOBbIX M M30/IMPOBaHHbLIX BHEKOCTHOMO3rOBbIX PeLnaMBax 4actoTa BCTPEYaEMOCTU MHAEKLMOH-
HbIX OCroXHeHun coctasmuna no 30% B Kax4oW OTAENbHO B3ATON rpynne nauMeHToB, y AeTel C KOMOMHUPOBaHHbBIM
peunanBoM MHAEKLMOHHbIE OCMOXHEHUSA OTMeYeHbl Y 2 aeten ns 9, yto coctaBsuno 22,2%. To ecTb, 3Ha4YnMom
3aBMCUMOCTUN BO3HUKHOBEHMUS UHPEKLNOHHOIO OCIOXHEHUS OT fIoKanusauum peumansa HaMmm He 3aMeyeHo.

Cpean HabnogaeMbix 60NbHbIX OTMEYeHO npeobnagaHve KonmyecTBa MHAEKUNOHHHBIX OCMOXHEHUI Yy
peten po 7 net (tabnuua 1). Takoe siBneHne MoxeT O6bITb CBA3aHO C OOHUM U3 KPUTUYECKUX NEPUOOB XKU3HU B
CTaHOBINEHUN UMMYHHOI cucTeMbl. B 4-6 neT oTMevaeTcsi BTOPOW NEPEKPECT B COAEPXKaHUN (DOPMEHHBIX ANTIEMEH-
TOB KpoBU. CucTema MecTHOro MMMyHuTeTa y OONbLUMHCTBA AEeTEl 3aBepLUAEeT CBOE pa3BUTHNE, U AaHHBIN NEPUOL,
XapakTepunayeTcsi NOBbILUEHWEM YaCTOTbl annepruyeckmx, napasnuTapHbIX, MMMYHOKOMIMIEKCHbIX 3abonesaHun [8].

Ta6nuua 1. YactoTa MHEKLUMOHHbIX OCNOXHEeHMI npu peungmeax OJ1JT B 3aBUCMMOCTM OT BO3pacTa.

. KonuyectBo cnyyaeB MHMPEKLUMOHHbIX
BospacTHble kaTeropum Konuuectso peten OCIOXHEHUN
B rpynne
abc %

1-3ropga 1" 8 72,7
3-7 net 14 8 72,7
7-10 net 15 10 66,7
10-15 net 7 3 42,9
ctapwe 15 nert 2 0 0
Bceeo 49 29 59,2

Hamu npoBefeH cpaBHUTENbBHbIM aHanNM3 YacToTbl MHAEKLMOHHbBIX OCIOXHEHUN y AeTen Ha bnokax F1 n F2.
OTn 6NOKM ABNAOTCA MHOYKLMOHHBIMY B MPOTUBOPELMAMBHOM NporpaMMe XumMmmoTepanun, NpoBoAATCSA NPU akTUB-
HOM MPOSIBMIEHMM OMYXONEeBOro npoLecca, COOTBETCTBEHHO NPW BblpaXXEHHOM MMMYHHOAE(PULMTHOM COCTOSTHUMN.

M3BecTHO 4TO, NPOTUBOOMYXONEBLIE Npenaparhl y psaga AeTer A0CTaTOMHO YacTo BbI3bIBAOT CEPbE3HbIE OC-
TNOXHEHMWSA CO CTOPOHbI MHOTMX CUCTEM XMN3HeobecneyeHns. TO CBSA3aHO C MacCUBHbIM pacnagom OnyXoneBbiX
KINEeTOK B Mepuop LMTOCTaTU4eCKoro yaapa, YTo NpuBOAUT K HAKOMMEHWIO B OpraHn3Me n3bbiTOYHOro KonnyecTtaa
NMPOMEXYTOYHbIX MPOAYKTOB 06MeHa, OKa3bIBakLLMX TOKCUYECKOE BO3AENCTBUNE Ha (DYHKLMOHMPOBaAHMNE HEKOTOPbIX
cuctem opraHuama [9].
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MHMeKUMOHHbIE OCNOXHEHWS BCTpeYanuch Yalle nocne Tepanuun no npotokony 1. Tak, Ha poHe aToro npo-
TOKOMNa XMMmMoTepanum 1 Nocne Hero MHpeKL MM pasnuyHbIX okanuaauui otMmeyanuce y 23 AeTeln, 4To CoCTaBuo
92% cny4aeB (PUCYHOK 2).

92
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PucyHOK 2. Yacmoma UHGeKUUOHHbIX OCTOXXHEHUU 8 3agucumocmu om 6r10Kk08 xumuomepanuu

O6bsicHseTCA Takasa pasHuLa TeM, YTO K Ha4Yany Tepanuu no npotokony F2 66,7% fgetew Obinu yxe B COCTOAHNM
pemuccun, To ecTb BEPOATHEE BCENO MMeNa MecTO HEKOTOPast UMMYHHasi PEKOHCTUTYLINS.

Bo Bpems neveHusa no 6noky £1 npeBanvpoBanu MHMEKLNOHHbIE OCITOXXHEHNS XXeNyA04YHO-KMLIEYHOro TpakTa
(PKKT) -y 18 peten (72%). N3 Hux ractputbl Habnopganuck y 2 geteii (6,1%), ctomatntel —y 16 (48,4%), sHTepona-
TMn —y 4 (12,1%), azodarutsel B 3 cny4vasnx (9,1%).

Mo nccnepoBaHUAM MHOTMX aBTOPOB 40Ka3aHo, 4YTo knetku anutenus XKKT sBnstoTca ObICTPO AenAWMMAUCa n
0c060 YyBCTBUTENbHLIMU K BO3AENCTBUIO LMTOCTaTU4EeCKon Tepanun. K Tomy e cam XenyLoYHO-KULLIEYHbIA TpakT
SBNAeTCcsa pe3epByapoM HGaKTepun 1 HEKOTOPbLIX BUOOB APOXXKEBbIX rpMbOOB. Becneacteue noBpexaeHnsi noBepx-
HOCTU 1 MHULMPOBAHUSA pa3BMBaeTCsa BocnaneHme meMopaH cnm3nctor o6onoyvku. M3-3a aToro MHPEKUNOHHbIE
ocnoxHeHust XKKT valle BcTpeyvatotcs Bo Bpems Tepanuu OJ1J1. B cTpyKType MH(PEKLNOHHBIX OCNOXHEHWI Yalle
BCTpevanucb ctToMaTtuTbl 1 aHTepokonuTel [10,11].

Co CTOpOHbI CepaevYHO-COCYaNCTON CUCTEMbI UH(EKLNOHHBIE OCITOXHEHUS ObINK TONBKO y OAHOro nauneHTa
(4%), BEISABNEHHBbIE B BUAE MMOKapAuTa v nepukapauta. MiHdekunmn opraHoB AbixaHus 3amedeHbl y 5 geten (20%),
13 HMX 6poHxnT y 1 pebeHka (4%), nHeBMOHUA 6bina 'y 3 getent (12,5%).

Mocne 6noka F2 pazanunyHblie MH(EKLMOHHbIE OCITOXHEHWSI 3aperncTpupoBaHbl y 11 naLmMeHToB, YacToTa BCTpe-
yaemocTu coctasuna 45,8%.

AHanun3 4acToTbl MOpPaXeHUs pasnuMyHbIX CUCTEM Nocne Tepanumn no 6roky F2 nokasan 4To, MHPEKUNOHHbIE
oCrnoxHeHus co cTopoHbl XKT 6binuny 7 getein (30%), ns Hux ractputel B 2 (8%) cnyyasx, ctomatutbl y 4 (16%)
neten, aHTeponatun y 2 (8%) neten, asodarnt y 1(4%) pebeHka. PeunanBrnpoBaHne MmokapanTa c nepukapantom
Habnoganocb y Toro xe pebeHka, y KOTOpOro ObinNn aHanoruvHble OCMNoXHeHUsa nocne Tepanuu no 6noky F1. Co
CTOPOHbI OPraHoOB [AblXxaHUsA pasHuLa okasanacb He3Ha4YMTeNbHOW NO CPaBHEHUIO C NpoTokosniom F1, a nmeHHo — 4
cny4as (17%), koTopble 6bInn NpeacTaBneHbl BpoHXUTaMm.

HelTponeHusa npy NpoBeAEHMN XMMUOTEPaneBTnYeckoro nevyeHusa 6onsHomy ¢ OJ1J1 - ocnoxHeHne, KOTopoe
HabntogaeTcs y Bcex naumeHToB [7]. KnuHnyeckn aTo 6bino noaTBepxaeHo B uccnegosanuu J.P.Bodey, nokasas-
LWEeM, YTO PUCK UHMEKLMOHHbBIX OCIOXHEHUN npesBbiwaeT 50% Npy yMeHbLUEHUM Ynucna HEUTPOUIIOB B KPOBU
Huxe 0,5x109/n. MNpuYnH ANA CHUXEHUS Yncna LMpKYnMpyoLwWwmnx HEMTPOMrnoB MoXeT ObiTb MHOTO: BbITECHEHNE
MUENOUAHbIX NPeALEeCcTBEHHNKOB KOCTHOrO MO3ra 3110Ka4eCTBEHHbIM KITOHOM (NeNnKo3bl), HapyLleHne NpoLeccoB
CO3peBaHUsA HEWTPOUIIOB (ManonaTnyeckas n BpOXAEHHAs HEWTPONEeHUs); OAHaKo Yalle BCero HemTponeHus
BCTPEYaeTCs Kak OCIMOXHEeHWe xumuorepanum n nevebHoro obnyveHus 6onblioro o6bema reMonoaTMyYeckn ak-
TUBHOIO KOCTHOro moara [7].
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PucyHok 3. 3agucumocmb UHGEKYUOHHbIX OC/IOXHEHULU om ypo8Hs1 abCcomomHo20 Konudecmea Helimpoguiios.
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MN3y4eHo 4TOo, annsoapl HeVTpPoneHnn B Tepanuu ¢ npotokonom £1 npyn abcontoTHOM KonNnyecTse HEMTPOPUIoB
(AKH) meHee 200 kneTok BcTpeyanuch B 8 (32%) cnyyvasx, AKH 200-500 knetok B 4 (16%), AKH 500-1000 kneTok B
3 (12%) cnyyasax n AKH 6onee 1000 knetok y 8 (32%) neten. MNpn Tepanum no npotokony £2 ann3oabl HENTPONEeHUN
¢ AKH meHee 200 kneTok 6binn B 2 (9%) cnyyasx, AKH 200-500 knetok B 3 (13%), AKH 500-1000 kneTtok B 5 (22%)
cnyyaax n AKH 6onee 1000 kneTok y 2 cny4aes, 4To coctaBuno 9% (pucyHok 3). To ecTb, HelTponeHus beina
6onee BbIpaxXeHHON Ha Tepanuu no npoTtokony F1.

MpoBeaeH aHann3 3aBMCUMOCTU HYaCTOTbl MHAPEKLMOHHbLIX ocnoxHeHu oT AKH y neTten Ha npoTtokorne F1.
Tabnuya 2. 3agucumocmb UH(EKYUOHHbIX OCITOKHEHUU om ypo8Hs abCcoomHo20 Konudecmaa Helimpogurios
Ha npomokorne F1.

AKH KonuyectBo geten MHdeKLMOHHOE OCTNOXHEHNE Bcero %
Kn/mkn C JAHHOW CTENEHbIO
AKH KT Ic
Menee 200 3 3 0 100
200-500 3 2 1 100
500-1000 3 2 0 75
Bbonee 1000 16 1" 1 75

Kak BugHo 13 Tabnuubl 2, cyuecTByeT npsamas 3aBMCMMOCTb pUcka NpucoeanHeHns MHPEKLNOHHOIO OCMOX-
HeHUs OT cTeneHn HelTponeHun. HanbonbLnn puck MHPEKLMOHHO-CENTUYECKMX OCMOXHEHWIN HabntogaeTcs npu
AKH Hwxe 500 knetok B 1 MKI.

Hamu ObInn n3yyeHbl AaHHbIE MMKPOOMONOrMyecKknx nccrnefoBaHuim N3 pasnuyHbIX TOKYCoB 60MbHbIX HA (hoHe
Tepanuu no 6nokam 1 1 F2. Yawe nonoxutenbHble pesynstaTel Habnoganmce ns 3eea — 79,6%, 13 Hoca B 47%.
BakTepuonornyecknit noces KpoBu Ha NOpy 1 Ha rpmbbl He Aan NOMOXUTENbHbIX pe3ynbTatoB B 60NbWNHCTBE
cny4aeB (MOMOXUTeNbHbIE BbiCEBbI ObINy NULb B 8,2% criyyaes).

Mo paHHbIM NTepaTypbl, U3yHeHne STUOMOrMYECKOW CTPYKTYPbI 6akTepuemMuii y naLMeHToB C OHKONOrMYeCcKu-
MU 1 rematonorn4yeckumu 3aboneBaHuAMN 3a YeTbipe AeCATUNETUS PerynsapHbIX HabnogeHnn cengeTenscTeyeT
0 ApamaTU4eCcKoM U3MEHEHMM cniekTpa Bo3byauTenen. Ecnu B 60-x rogax XX Beka rnaBHOM NPUYNHONM NeTanbHbIX
NCXOAOB MaLMEHTOB C NIeMKEMUAMU, HAXOAALMXCA B MHAYLMPOBAHHON anna3ny KpoBETBOPEHUS MOCHe KypcoB
XuMuoTepanuu, 6binnm 3ono0TUCTble cTaunokokkn, To B 70-x rogax ¢ NosiBNIeHMeM NeHULUNINHA30yCTONYMBbIX
NOMYCUHTETUYECKUX MEHULMUIITTIMHOB - METULIMANNHA N €r0 aHarnoros, CTany JOMUHUPOBaTb rpamMoTpuuaTenbHble
6akTepum — Escherichia coli, Klebsiella spp., Pseudomonas aeruginosa. B 80-e rogbl XX Beka CnekTp AOMUHUPYOLWUX
BO3OyauTenel BHOBb M3MEHUIICSA B CTOPOHY FpamnonoXuTenbHbix 6akTepuin, 4To 66110 0bycnoBneHo ycnexamu B
nevYeHnn NHMEKLMIA, Bbi3blBaEMbIX rPaMOTPULI@TENbHBIMU MUKPOOPraHM3Mamu, WNPOKNUM UCNOMNb30BaHNEM ANN-
TeNbHO CTOSALWMX LeHTpanbHbIX BEHO3HbIX KaTeTepoB, NPOMUNakTM4eckumMm npuMmeHeHmem pToOpXMHONOHOB U 1C-
nonb30BaHWEM NPOTUBOOMYXONEBLIX NPenapaToB, Bbl3bIBaOLLMX HEKPOTUYECKME NOpaXeHns nonoctu prta [11,12].

B HacToslLwee BpeMs BHOBb NosiBUIACh TEHAEHLMSA K YBENMYEHWIO PONM rpaMoTpuLaTenbHbIX MUKPOOPraHun3-
MOB B 3TMonorum 6aktepnemnii y naumeHToB ¢ HerTponeHuen. LA. Knscoson (2009 r.) npoBegeHo nepsoe B Poccun
MHOrOLEHTPOBOE UCCNefoBaHne No n3yyeHunto Bo3byamTenen cencrca y B3pocnbix 60nbHbIX reMobnacrto3amu u
Aenpeccusammn KpoBETBOPEHMS, KOTOPOE nokasaro, YTo cpean Hux npeobnapatoT rpamoTpuuatenbHble 6aktepun
(49,1%), nanee cnenytoT rpaMnonoxuTensHble baktepun (43,4%), pexe BbiaBNAT rpubsl (7,3%) n aHaspobHble
6aktepun (0,2%). OnpegeneHo, YTO OCHOBHbIMW MUKpoopraHmamamu sensatTca Escherichia coli (18,6%) n koary-
nasoHeraTuBHbIA cTadunokokk (18,0%). OTmeveHa BbicOkas YacToTa BblAeneHnsa aHTepobakTepuii C NpoayKunen
6eTa - nakTamas pacwmpeHHoro crnektpa (BJIPC) [13].

Mo paHHbIM HalKMX uccnegoBaHui, aHanmM3 MukpobHoro cnekTpa (Tabnuua 3) nokasan npesanuMpoBaHue
pamm nonoxuTensHon dpnopsl B 43 cny4vasnx (87,8%). 3 Hux ctpenTokokkn B 23 crnyyasx (46,9%), cTadunnokokkm
B 20 cnyyasx (40,8%). l/pamm oTpuuatensHasa driopa BCTpeyanacb TONbKO B OAHOM crniyyae (Ps. aeruginusa), 4To
cocTaBuno 2%. baktepnonoruyeckoe nccnegoBaHune Ha rpnbel N3 3eBa OTMNEYEHO B €AMHCTBEHHOM cnyyae (2%).
KombuHuposaHHas dpnopa Habnoganack B 10 crniyyasx (20%).

Ta6nuua 3. OTnonornyeckas CTpykTypa Bo3byautenen y geten c peungnsom OJ1J1.

Bosbyautenb Tokycbl Bcero

3eB Hoc KpoBb abc %
CTpenToKoKKK 22 1 --- 23 46,9
CTaduUnokokku 3 15 2 20 40,8
Candida 1 o — 1 2
Kom6uHupoBaHHble | g 2 - 10 20
Mpamm - 1 - --- 1 2
lpamm + 25 16 2 43 87,8
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Y nauMeHTOB C OHKOMOrMyecknmmn 3aboneBaHmaMmN U CBA3aHHbIM C HUMWU UITU C NMPOBOAUMbIM FIEYEHNEM UM-
MYHOLEMULNTOM, CITOXXHO YPaBHOBECUTb HEOOXOANMMOCTb Ha3HaYeHNs UM aHTUMUKPOOHbIX MpenapaToB LLUMPOKOro
crnekTpa OencTBUs ANSA NpefynpexaeHus Unm rnedeHns MHGEKLMn 1 pUCKOM MOSIBIIEHUSA U Ccenekuum aHTubuo-
TUKOPE3NCTEHTHbIX LUTAMMOB MUKPOOPraHM3MOB, KpaliHe CINOXHO NoaAalLmuxcsa nocneayowemy nevexuio [14].

Hamu nsyveHa pe3mcTeHTHOCTb BbicEBaeMon oriopbl K onpeaeneHHbIM rpynnam aHTubakTepranbHbiX npena-
paToB. MynbTMPE3nUCTEHTHOCTBIO CHMTAETCS YCTOMYMBOCTL dhropbl K 3 1 6onee rpynnam aHTMOMOTUKOB. Mo faHHbIM
Hallero uccrneaoBaHnsa MynbTUPE3UCTEHTHOCTb BbisiBNIeHa B 6onee nonoBMHbI Clly4yaeB BCEX MONOXMUTENbHbIX
BbiceBOB (54,7%). Pe3ancTeHTHOCTb Yalle oTMevanack Ha uedanocnopuHosyto rpynny B 31 (63,26%) cny4yae, B 10
cny4asx (20,4%) pe3ancTeHTHOCTb OTMeYanach Ha kapbaneHemsl, Ha Makponuabl B 20 (41%) cnyvaax n B 10 (20,4%)
cnyyasx Ha (oTOPXMHOIOHBI.

Takum obpa3om, aHanu3 nccneaoBaHUs MHPEKLNOHHBbIX OCITOXHEeHUN y aeTen ¢ peunanesamu ONJ no-
Kasan:

Y peten ¢ peuuavMBoM OCTPOro nuMmdobrnacTHOro nerkosa Ha HadanbHbIX 6rokax XxuMmuoTepanuu vactoTa
NHEKLMOHHbBIX OCMNOXHEHUIN Bbicokasa 1 coctaBuna 59,2%.

Yalue MHEKLMOHHBIE OCNIOXXHEHUS OTMEYEHbI Y IeTEN Ha Tepanum No NpoTokony F1, KoTopbiv SBNsSieTCst nepBbiM
WHOYKUMOHHBIM KYPCOM XMMUOTEPanu1 B NpOTMBOPEAMBHON Nporpamme Tepanun. 3amedeHa npsimMas 3aBMcMMoCTb Ya-
CTOTbl UHPEKLMOHHbBIX OCITIOXXHEHWUI OT CTENEHW BblPaXKeHHOCTU HerTponeHun, npu AKH Hke 500 kneTok B MK YactoTa
ocnoxHeHui coctasuna 100%. Nocne 4OCTUXEHNS peMUCCUMM Ha nocneayowmx 6rnokax XummoTepanumn CHUXaeTcst
CTeneHb BbIpaXXEHHOCTW HEVTPOMNEHUN M COOTBETCTBEHHO YMEHbBLLIAETCSA YacToTa pa3BUTUS ann3on0B UHdeKUMn —49%.

Ha 6nokax xummuoTepanuu Yaile BCTpeyanucb MHPEKLNOHHbIE OCNOXHEHMS co cTopoHbl XKKT (Ha 6noke F1 B
72% v F2 B 30%), cpean KOTOpbIX MpeBanupoBan CTOMatuTbl U QHTEPOKONUTHI.

AHanma M1KkpoBbHOro cnekTpa no AaHHbIM 6GaKTEPMONOrMYeCcKMX UCCNefoBaHNA Nokasan npesanvpoBaHne Mpamm
nonoxutenbHow cdnopbl. B 6onee nonoBuHbl cnyyaes hrnopa okasanack MynbTUPE3NCTEHTHOM K aHTUBMOTMKaM.

Cnucok nuTeparypbl:

1. Spector L.G., Ross J.A., Robinson L.L. Epidemiology and Etiology. In: Childhood leukemias, C.-H. Pui (ed.), 2nd
ed. Cambridge University Press, 2006.

2. Owmaposa K.O., A6gunosa 'K, Tynebaesa A.b., Hypranues [.K., MycataeBa A.A., basapbaeBa A.A. AHanu3
COCTOSIHWS remaTonornyeckom cnyxobl B Pecnybnuke KazaxcraH «[Negnatpus n getckas xupyprusa KazaxcraHa»
AnmaTbl, Ne2, 2009. — C. 8-10.

3. CapyoBa A.T. UmMyHOdeHOTUNMYECKNE U TEHETUYECKNE OCODEHHOCTU PELNANBOB OCTPOro nMMmdobrnacTHoro
neviko3a y aeten Ha npotokonax BFM. // ABTopedbepaT, auc.kaH.men.Hayk. //AnmaTsl., 2005r.//c — 8-9.

4. AneniHukoBa O.B., beigaHos O.M., 36oposckas A.A., Bopucesundy H.B.,Pomawesckas W.IN, WymknHa A.E., Ada
HacbeB B.A., Onanesa H.B., Bupusckas M.B., Pagynecky I'I", Ipagckas T.B., KopwyHosa T.E, Omaposa K.O. //
Pes3ynbrathbl neyeHns nepBoro peunansa octporo NumdgobnacTHOro nerkosa y AeTen n NogpoCTKOB: AaHHbIe
peTpOCMNEKTUBHOIO MynbTULEHTPOBOro nccrnegosannsa (benapyce—Poccua—KasaxctaH), 2004 — 15-20c.//
lemaTtonorusa n TpaHcdysmonorusa Ne4 //2009.

5. Owmaposa K.O., ManxyoBa J1.H., A6annosa K. ViHBa3nBHblE MVKO3HbIE UH(EKLMN BO BPEMS MPOrpamMmMHON
XUMUoTEpanun ocTpbIX Nenko3oB y AeTten.// Meanatpusa n getckas xmpyprus, Ne3//2014, c.22-25.

6. Jl.®d.MBaHoBa, H.B.Omutpuesa, H.C.barnposa, J1.A.[lypHoB// MNMpodunaktnka n nevyeHme hebpunbHbIX
HEeWTpOneHn y oHKonornyeckux 6onbHbIx// Pocciickuii oHkonormdecknii xxypHan ,Ne4// Mocksa ,2001.

7. Bodey, G.P. The changing face of febrile neutropenia-from monotherapy to moulds to mucositis. Fever and neu-
tropenia: the early years. / Bodey G.P. // J Antimicrob Chemother. — 2009. - Vol.63 (suppl_1). — P.3-13.

8. Lepbuna A. 1O. MawaHosa E. [I. UmmyHonorusa aetckoro Bo3pacta. Mocksa 2006, T.8 74c.

9. KappuuyeBa TatbsiHa leHHagbeBHa / guccepTaums ... KaHAnAaTa MeOULNHCKUX HayK VIHEKUMOHHbIe
OCINOXHEHWst OCTporo NumdobnacTHOro nekosa y AeTem: KNMHUYEeCKas kapTuHa 1 yHKLMOHaNbHas akTMBHOCTb
HelTpodunbHbIX rpaHynouunToB kKpoBw :: 14.01.08 / [MecTo 3awmTsl: FTOYBIMO «KpacHosipckas rocyaapcTBeHHast
MeauunHckasa akagemus»].- KpacHosipck, 2011.- 132 c.

10. Escherich G, Horstmann MA, Zimmermann M, Janka-Schaub GE, COALL study group: Cooperative study group
for childhood acute lymphoblastic leukaemia (COALL): long-term results of trials 82,85,89,92 and 97.Leukemia :
2010, 24: 298.

11. Santolaya, M.E. Prospective, multicenter evaluation of risk factors associated with invasive bacterial infection in
children with cancer, neutropenia, and fever. / Santolaya M.E., Alvarez A.M., Becker A., Cofré J., Enriquez N.,
O’'Ryan M., et al. // J ClinOncol. — 2001. — Vol. 19(14). — P.3415-3421.

12. Castagnola, E. Bloodstream infections and invasive mycoses in children undergoing acute leukaemia treatment:
a 13-year experience at a single Italian institution. / Castagnola E., Caviglia I., Pistorio A., Fioredda F., Micalizzi
C., Viscoli C., et al. // Eur J Cancer. — 2005. — Vol.41(10). — P.1439-1445

13. MaHuHa Mapus BnagumunpoBHa //OTuonorndeckas CTpykTypa, fedeHvne un ucxoabl 6aktepuemun y geten c
OHKOremaTtonornyecknumm 3aboneBaHMsaMmn 1 enpeccusiMmm KpoBeTsopeHus// iuccepraunsi Ha COMCKaHNE K.M.H.,//
MockBa, 2017 roga.

14. banawesa W.W., lecatoBa J1.®. // OcnoXHeHnsa xMMmruoTepanuu npu NnpoBeAeHun nporpamHoro nevexmns Oy
neten //Cnbupcknii oHkonoruyeckun xypHan ,Ne2// Tomck., 2002r. 118-119c.

164 IHeouampus u oemckas xupypeus. Nel. 2018 e. Cneysvinyck.



»

COBPEMEHHOE COCTOSIHUE TPOBJEMbI MTHO®EKIIMOHHBIX
OCJIO)KHEHUM ITPU PEIUJIUBE OCTPOI'O JINM®OBJIACTHOI'O
JEUKO3A VY JETEA

Tynen6eTtoBa A.l., BopaH6aeBa P.3., ManxyoBa J1.H., 9m A., Ucatunna M.,
UmunuaxaHosB P.
HayuyHbIn ueHTp negnaTpum U 4eTCKON XUpyprum, r,AnmaThbl

OcTpbit numcobnacTHeln nenkos (OJ1J1) aBnseTca caMo MHOTOYMCIIEHHONW NOATPYNMNON NENKO30B Yy AeTel 1
cocTaBnsieT 70-80% oT nx obuiero Yncna. CMepTHOCTb OT NIENKO30B SABMAETCSA NUAMPYHOLLEN B CTPYKTYpe CMepT-
HOCTM OT 3rI0Ka4ecTBEHHbIX HOBOOOpa3oBaHuUi B aeTckom Bo3pacTe. [1]. 3abonesaemocTtb OJ1J1 npeTepneBaeT
CYyLLIeCTBEHHbIe reorpaduyeckme Bapuauun, coctasnss B cpegHeM 30—40 cnyyaeB Ha 1 MINH HaceneHus B rof.
XapakTepHoI 0COOEHHOCThIO ABMNSIETCSA Tak Ha3biBaeMbli MNaZeHYeCcKuii MUk — yenuveHune 3abonesaemoctu OJ1J1
[0 75 Ha MIH B rof, B Bo3pacTe oT 2 Ao 5 net. Yale 3abonesatoT Manb4ymkmn (CooTHowweHne 1,6:1 ans B-nuHenHoro
n 4:1 ana T-nuHenHoro OJIT)[2].

B KasaxcTtaHe remobnacTto3bl cocTaBnsitoT 44-45,0% B obLuel CTPYKType BCEX 3M10KaYeCTBEHHbIX HOBOOO-
pa3oBaHuii, BcTpeyatoTest oT 220 go 250 BHOBb BbISIBIEHHbIX CriyvaeB B rod. HanbonbLluunin yaenbHbIN BEC B 3TOW
CTPYKTYpe NpUHaANexXuT nerkosam, kotopble peructpupytotcs 185 — 220 cnydaes B roa. 1o AgaHHbIM UMMYHOde-
HoTununyeckux nccreposanun Oy neten B KazaxctaHe npepcTtaBrieH B 76,4% cpean BCeX OCTPbIX NENKO30B.
Ecnn B 1992 roagy pacnpactpaHeHHocTb OJ1 B PK cocTtasnsana 2,6 Ha 100 Tbic.A4.H., To B 2008 r. 9TOT nokasaTernb
BbIPOC 3a CYET HaKOMNMeHNs geTen Haxoaawmcs B pemmccum, n coctasun 13,4 Ha 100 ThiC. 4ETCKOro HaceneHus.
O6was natuneTHas BbhkeBaemocTb npu OJJ1y neteit coctaBuna B PK-75,43% [3]. Tem He MeHee, pUCK paBUTUS
peunanBa octaeTtcs BblcokuM (40-50%) [4].

PeungmBom cuntatoT cOCTosiHME, KOrga MMeeTcs BO3BpaT akTMBHOW cTaaumn 3aboneBaHus nocne nonHon pe-
MUCCUU U OOMH U3 CredyoLwmx NnpusHakos [5]:

— Konn4yecTBO 6nacToB B KOCTHOM Mo3re 6onee 20 %;

— Hanuune aKkcTpameaynnsapHbIx oyaros nopaxenus (LLHC, nonosble xenesbl 1 T.4.) Npy coaepkaHum 6nacTHbIX
KNeToK B KOCTHOM Mo3re meHee 5 %;

— Hannuune 5 n 6onee NenNKo3HbIX KNEeTok B 1 MK/ NMKBOpA.

HecMoTps Ha 3HaunTenbHbI Nporpecc B neveHnn OJ1J1 3a nocnegHue rogbl NOBTOPHOE NPOBeAEHNE XUMMNO-
Tepanuv nNpy BO3HUKHOBEHUU peLnamBa ocnabnsaoT MUMMYHHYO cucteMy pebeHka, NoBbillas pUCK BOSHUKHOBEHNS
NHEKLMOHHbBIX OCIOXHEeHUN. CMepTHOCTb AeTel, CBsi3aHHasi C OCINOXHEHUSIMU Tepanuu, KOTopble BO3HUKAOT B
YCIOBUSIX MMMYHOCYNPECCUUN, OOHUM U3 NPOSBIIEHNIA KOTOPbIX SBMSETCA MHPEKLUNOHHbIE, COCTABNSAET NbBUHYIO
[Onto Heyaay B Tepanvm oCHOBHOro 3aboneBanus [6,7,8]. Mo gaHHbIM pa3HbIX aBTOPOB, UHDEKLMOHHbIE OCIIOXKHEHUS
otmevatotes y 40 -70% 60nbHbIX, ABNSeTCs Hanbonee YyacTom npudmHon cMmepT [5,9]. MHeKLMOHHBIE OCIOXHEHNS
C OAMHAKOBOW 4YaCcTOTOM BCTpeYatoTCsl Npy OCTPOM NTMME061acTHOM M OCTPOM MUeNo6acTHOM BapuaHTax feinkosa,
OZIHaKO B MOCNeaHEM criyvae OHM NpoTekatT 3HaunTensHo Tsxenee [10].

Mo pesynbTaTam peTpPOCNEKTUBHOIO UCCIeLoBaHWs, MPOBEAEHHOMY B OTAENEHUAX OHkoremaTonorny Hayuy-
HOro ueHTpa negnatpumn n getckon xupyprum B 2014 rogy us 540 npoaHanuanpoBaHHbIX MeAULMHCKUX KapT geTen
C OCTpbIM nenko3om y 422 nauuneHTtoB (78,1%) Habnoaanucb pasnuyHbie UHPEKLNOHHBIE OCNOXHeHMS. Y 86 aeten
(15,9%) nopobHbIE OCNOXHEHUS NPOABNSANMUCHL MO 2 1 Gonee pasa 3a Nepuoj OAHOW rocnuTanMaauuun, Nnpyu aToM y
OJHOro 1 TOro e pebeHka Mornn OblTb NPOSBNEHUS U CTOMATUTa, U MHEBMOHMU, N MUOKapAUTa O4HOBPEMEHHO.
9710 GbINM B OCHOBHOM [T Ha 3Tanax MHAYKLMOHHOW Tepanuu (I npoTtokon nporpammsl ALL IC BFM 2002, npoTo-
konbl nHaykunm ADE n HAM nporpammel AML BFM 2004), unu getu ¢ peunanBamMu oCTpOro ferikosa nocrne 6noka
BbICOKOJO3HOW XMMMOTEpanuu, T.e. 4ETU, HE AOCTUTLLNE KITMHUKO-remaTtonorndyeckomn pemmccunm [11].

CoBpeMeHHoe fievyeHne OCTPbIX 1ENKO30B B AETCKOM BO3pacTe HEBO3MOXHO 6e3 NPUMEHEHUS XKECTKUX NPO-
rpamMm XMMrMoTepanum, KOTopble BrekyT 3a cobow Aenpeccuto reMmonoasa, pa3Butue rnyboknx HeUTponeHuii 1 arpa-
HynouuTo3a. B pesynbrate xummuotepanuu cHuxxaeTcs 1 6e3 Toro yrHeTeHHbIN UMMYHUTET, YTO MOXET YBENUYUTL
4aCTOTY UH(PEKLNOHHBLIX OCIIOXHEHUI, KOTOPbIE B CBOK 04Yepeb MOTYT MPUBECTU K NETarbHOMY UCXOAY MNOTEHLN-
anbHO usnevmmoro 60neHOro. B 3TOT MOMEHT HapyLlalTCst PUTMUYHOCTb BBEAEHUS LUTOCTATMKOB, YTO CHMXaET
3PPEKTUBHOCTb XMMUOTEPANUM U Ka4eCTBO XN3HU 6onbHbIX [10].

[eTun c oHKkoremartonormyeckumu 3aboneBaHUAMN 1 AeNpeccusiMmn KpOBETBOPEHNS NOABEPXKEHbI HAUBbLICLLEMY
puUcky Tsbxenbix 6akTepuanbHbix HdekUnin. OCHOBHLIMU hakTopamMu, NpegpacnonaratLL MMy OHKoremaTonormye-
CKMX BOMbHbIX K MHPEKLMOHHLIM OCIOXXHEHUAM, ABMNAIOTCS: NOBPEeXAeHNe aHaTOMUYeCKnXx 6apbepoB - CIIN3UCTbIX
000n0YeEK 1 KOXU, HEUTPOMEHWS, HAPYLLUEHUS KNETOYHOrO U r'yMoparnbHOro UMMYHUTETA, Pa3fMyHble ONyXorneBble
0OCTPYKTUBHbIE CUHAPOMBI (KMLLEYHAs HEMPOXOAMMOCTb, HAPYLLUEHUS Maccaxa MOoYU, HapyLLEeHUst MPOXOAUMOCTM
OpOHXOB), @ Takxe pasnuyHble UHBA3UBHbIE MaHUNYMALMN 1 UMNINAHTUPYEMbIE YyCTpPONCTBA. Bce BUAbI neveHus
— XMpypruyeckoe BMeLLaTENbCTBO, ydYeBas Tepanusi, MMMyHOCYNpPECCMBHAsA U NONUXMMUOTEPANUst HapyLlaT
ecTecTBeHHble Buonornyeckme 6apbepbl, o6ecnednBatoLLe YCTOMYUBOCTbL OpPraHn3Ma K MHBa3nmM MHAEKLMOHHbIX
areHToB M3 BHELUHEW cpeabl UNK NPUBOAAT K UBMEHEHUIO NaTOreHHOCTH canpodUTOB, NOCTOSIHHO obuTatoLwWmx Ha
KOXKe 1 crnm3uncTbix obonoyvkax. Pe3ko Bo3pacTaeT pUCKk BO3HUKHOBEHUS CePbE3HbIX U, 0COOEHHO, HO30KOMMATTbHbIX
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UHpeKkuunn y 6onbHbIX, HaXoasawWwmuxcs B ctaumoHape [12,13,14]. lokazaHa cnocoBHOCTb MHOMMX NpenapaToB Bbl3bl-
BaTb MOPaXXeHNs KOXN, 0COOEHHO NPY 3TOM BaXHO, HA KaKOM y4YaCTKe KOXHbIX MOKPOBOB HapyLUeHa LLeNOCTHOCTb.
MopaxeHne KoXun B nepuaHanbHOM o06nacTu conpoBoXxaaeTcsi 6ornee BbICOKONM NeTanbHOCTbO OT CUHETHOMHOIO
cerncuca, YeM npu noBpeXAeHnAX APYrMx MecTa Koxu. Bcneacteue xummuotepanum B 75% cnyyaeB y 60MbHbIX
remobnacro3amu BbIsIBNATCA pa3nuyHbie gucdyHkuumn XKT, y 40% pasBuBatoTca ctomatuThbl, Y 75% - NPOKTUTDI,
y 56% -230darnTbl, 4acTo pa3BMBaAOTCA IHTEPONATUM, @ MYKO3UTbl CHUTAOTCH HENIOEXKHBIM OCMOXHEHNEM.

JleyeHne ocTporo nemnkosa NpPoBOAMTCS TOMBbKO B YCMOBUSAX Ceuuanm3npoBaHHOro ctauMoHapa npu Hanu-
YUK M30MATOPOB, OTAENEHUSA NepennBaHnsA KPOBU U peaHMMaLMoHHOro obopyaoBaHus. MNockonbKy NpUMeHeHne
crneumduyeckmx nekapCTBEHHbIX NpenapaToB NPMBOAUT K MONTHOMY YTHETEHUIO UMMYHUTETa, Hanbornee BaXHbIM
MOMEHTOM, obecneymnBaoLLNM BbXKMBAEMOCTb BOMbHbIX, ABNAETCA UX NonHasa nsonsauus [15].

CHMXEeHNe VMMMYHOMNOMMYECKMX 3aLUMTHBLIX CUIT OpraHM3Ma CBA3aHO Kak CO cneumnduKkon pa3srBatoLLerocs
NerKo3HOro npouecca, Tak u Cc UMMYHO- eNPECCUBHBIMU AENCTBUAMU XUMUOTepanuu. MNpuyem nMmyHonorn4yeckme
nedekTbl HabnaTCA BO BCEX 3BEHbAX Hecneundgmryeckon peakTMBHOCTU. MIMeTCa HapyLleHusa B rymoparnb-
HOM 3BeHe MMMyHuTeTa. LiuTocTaTtuveckas Tepanusa NpUBOAUT K CHWXXEHUIO KOHLEHTpaLuMmM UMMYHOTOOYNMHOB.
MMmyHonornyeckas He,oCTaTOMHOCTb OpraHuama onpegensieT pag ocobeHHOCTEN BO3HMKHOBEHUSI U TEYEHUSA
NHEKLMOHHO-BOCMANUTENbHbLIX MPOLECCOB. 3HAYNTENBHO TSXKENee BNUSAIOT Ha TeYeHMEe NENKO3HOro npolecca
UHeKuun, Bbi3BaHHbIE BUpPyCcaMu renaTuta, NpoCTOro reprneca, BETPSAHOM OCMbl, OMOSCLIBAOLLErO NuLLAs, Kopw,
umToMeranosupycom [10].

Bo3HrKkHOBEHME MHIEKLMOHHOIO Npouecca coBnagaeTt ¢ pa3BUTUEM NaHUUTONEHUM U arpaHynouuTosa, na-
OEHVEM MMMYHOIOTMYECKO peakTMBHOCTM OpraHM3Ma Ha BbICOTE LUTocTatuyeckon Tepanun. Hemtponexus npum
npoBefeHUn XnMmmnotepaneBTu4eckoro neveHmsa 6onsHomy ¢ OJJ1 - ocnoxHeHne, KOTopoe HabnaaeTcs y BCex
nauneHToB [5]. CyLlecTBYeT NpsAmMas CBA3b MeXAy CTEMEHbI OMUTENbHOCTU CHUXEHUSA HeMTpodUIoB B coveTa-
HUW C NOBPEXAEHMEM KNETOYHOro U rymopanbHOro UMMyHuTeTa, AeeKTOM aHaTOMUYeCckux 6apbepoB C YNCITOM
pa3BUTUSA MHEKLMOHHBIX ann3oaoB [16]. KnuHnyeckn ato 66110 noaTBEpKAEHO B uccnegosaHum J.P.Bodey, noka-
3aBLLUEM, YTO PUCK UH(PEKLMOHHBIX OCNOXHEHWI npeBbiaeT 50% npu yMeHbLIEHNM YnCa HENTPOUNOB B KPOBU
Huxe 0,5x10%/n. MpUUYnH ANA CHWKEHNUA Yncna LMPKYIUPYOWMX HERTPOMUIOB MOXET ObiTb MHOFO: BbITECHEHMWE
MUENoUAHbIX NPeALEeCcTBEHHNKOB KOCTHOrO MO3ra 3110Ka4eCTBEHHbIM KITOHOM (NeNnKo3bl), HapyLleHne NpoLeccoB
CO3peBaHUsA HEWTPOUIIOB (ManMonaTnyeckas n BpOXAEHHAs HEWTPONEeHUs); OAHaKo Yalle BCero HemTponeHus
BCTPEYaeTCs Kak OCIOXHEeHWe xumuotepanum n neyebHoro obnyveHus 6onblioro o6bema reMonoaTMyYeckn ak-
TUBHOIO KOCTHOrO Mo3ra [17]. Puck pasBntna MHMEKLMOHHBIX OCNOXHEHUI NPU 4NUTENBHOCTU HENTPONEHUN OT 7
0o 14 gHeli Bo3pacTtaeT o 41% [18].

Kak npaBuno, MHeKLMOHHO-BOCNANUTENbHbIE OCINOXHEHUSA NOSIBNAOTCSA 663 MaHU(ECTHbIX NPU3HAKOB.
TeueHne xapakTepuayeTcs CrnaXXeHHOCTbI0 M aTUNMM3MOM KITMHUYECKON KapTuHbI. PaHHAsA guarHocTuka bbiBaeT 3a-
TpyOHeEHa, Tak Kak NpoLecc pa3BnBaeTCst UCNOABOMb, OTCYTCTBYHOT 0bLLMe NpM3HaKM BocnanuTenbHbIX 3abonesaHuni
— HapyLueHue obLero CocTosiHUS, TemnepaTtypHas peakuusa u T. 4. O6wmun oH — ummyHonornyeckas 4edekTHOCTb
opraHuama — crnoco6CcTByeT ObICTPON reHepanu3auumn npouecca ¢ NopaKeHMeEM HECKOIbKMX OPraHoB 1 CUCTEM.

MHorve aBTOpbI yKa3blBalOT HA CMOXHOCTb paHHeW 1 anddepeHLmanbHON ANarHOCTUKM MHAEKLIMOHHbIX OC-
NOXHeHUN. Hepeako nepBbIvi NpU3Hak MHMEKLUN — NoBbILLEHNE TeMNepPaTypbl — TPYAHO oTANM depeHLMpoBaThL OT
BO3MOXXHOW peakLum Ha XMM1UoTepanuio, reMoTpaHcdy3uto. Tem He MeHee BCAKOE NOBLILLEHNE TeMMepaTypbl, Aaxe
ecnuv He BbisiBNEH oyar 3aboneBaHus, ykasblBaeT Ha pa3BUTUE MHEKLIMOHHOTO npouecca 1 TpebyeT HeMeNeHHOro
neveHus. Tepanus MHPEKLMOHHO-BOCNANUTENbHbIX OCITOXXHEHUI OCTPOro ieliko3a Ype3BblYaliHO CroXHa 1 B psige
cny4vyaeB MOXET okasaTbcs HeadpdekTusHom [10].

debpunbHble HeliTponeHnn passuBatoTca nodtn y 100% peten ¢ ocTpbIM NERKO30M Ha NPOTSXKEHUU BCETO
nepuoga nporpaMmMHoro fiedyeHus. CornacHo kputepmsamMm AMeprKaHCKoro obLecTsa MHEKLNOHHbIX 3aboneBaHni
heBpunbHy0 HENTPOMEHUIO ONPeaENsOT Kak OAHOKPaTHOE NOBbILLEHWe TeMnepaTypbl Tena 6onee 38.3°C unu ee
OByKpaTHoe noBeblleHne 6onee 38,0°C ¢ nHTEpBanNom B OAWH Yac Npu coaepXKaHum HENTPOPUNOB KPOBU MeHee
0.5x10°n nnu mexee 1.0x10%/n npu TeHAEHLUN K BbICTPOMY CHMKeHMIO [18].

OTronorns MHPEKLMOHHBIX OCITOXXHEHUI SABMNSIETCSA HEMaNoBaXHbIM hakTopoMm. I3MeHeHNst 3TMONOrMyeckoro
cnekTpa 6akTepmemMunii ABNSIOTCS AUHAMUYHBIM NPOLIECCOM: 3a NOCNeHNE YEeTbIpe AECATUNETUS N3YHYEHUS STUOMNOTK
WHMEKLNOHHBIX OCINOXHEHWI Y NaLMeHTOB ObINo 3aMKCMPOBAHO HECKONBKO CMEHSIOLLMX APYr Apyra NaTTePHOB:
B 60-x rogax XX Beka JOMUHVPYOLLNM 3TUONOTMYECKNUM areHToM 6akTepmemMmnin y naumMeHToB, Nony4vaBLUnMX MUeo-
TOKCMYECKYH0 XMMUOTEPaNuIo, SIBNANUCH 30110TUCTbIE CTapmnokokky, B 70-x rogax XX Beka — rpaMoTpulatenbHble
6akTepuu, B 80-x rogax Beka n Havane 90-x rogoB XX Beka — koarynasoHeraTvBHble CTaUIOKOKKU 1 3eneHsaLme
ctpenTokokokku [19]. 3a nocnenHue 15 net HabngaeTcsa yBenmyeHne JonNu MHEKLNIA, BbI3BAHHbIX MIECHEBbLIMU
rpubamu, a Takxe MHEKLMIN, BbI3BAHHBIX MYNbTMPE3NUCTEHTHLIMU LUITAMMaMy rpaMoTpulaTenbHbIX BO30yauTene.
[20,21,22]. Kpome TOro, B pasnuyHbIX cTaumoHapax CnekTp Bo30yauTenen MHMEKUMOHHbLIX OCINOXHEHUI cyLle-
CTBEHHO BapbupyeT. Taknum 06pas3om, n3yvyeHme MMKpoOMONOrM4ecKkoro nensaxa B KOHKPETHON CTpaHe, PETMOHE U
cTalnoHape akTyanbHO A5 BbipaboTku GbICTPON 1 aieKkBaTHOWM CTpaTernm MHAEKLMOHHOTO KOHTPOISA Y B YAaCTHOCTU
3MMMpPUYECKO aHTUMUKPOBOHOM Tepanuu.

Y nauneHToB C OHKOMOrM4YeckMMy 3aboneBaHMsaMU U CBSI3aHHbIM C HUMW U C MPOBOAUMbIM NIEYEHNEM UM-
MYHOLEMULNTOM, CITOXKHO YPaBHOBECUTb HEOOXOAUMOCTb Ha3HaYeHNs UM @aHTUMUKPOOHbIX MpenapaToB LLUMPOKOro
crnekTpa OencTBUs ANSA NpefynpexaeHus Unm rnedYeHns MHQEKLMn 1 pUCKOM MOSIBIIEHUSA U Cenekuum aHTubuo-
TUKOPE3NCTEHTHbIX LUTAMMOB MMKPOOPraHM3MOB, KpaHe CNOXHO NogAalLmnxcsa nocnegyowemy neveHuio [23].
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Ocobyto onacHOCTb B nocnegHue rogbl NpeacTaBnsaioT MHMEKUNW, BbI3BAHHbIE TPAMMONOXUTENbHBIMU NaTo-
reHamu, 0CO6eHHO METULMIINTMHPE3UCTEHTHLIMU LUTaMMaMu cTadmnokokkoB. OCOBEHHO yrpoxatoLmmM BeIrnaanTt
NnosiBNeHne y NauneHToB C HEUTPONEHEN BAHKOMULIMHPE3NCTEHTHBIX CTPENTOKOKKOB 1 3HTEPOKOKKOB. B paznunyHbix
cTauMoHapax cnekTp Bo3byauTtenen n yactota ux BblAeNeHUs CyLECTBEHHO BapbupytoT [24].

CuncTemHble rpubKoBble MHMEKLNN SABMAIOTCA YaCTbIMU OCITOXXHEHUAMU COBPEMEHHOW MONMxumMumoTepanmm
OCTpbIX Nenko3oB. Mo AaHHbIM NUTepaTypbl, B OHKOreMaToNornm Yyactota MHBa3MBHbIX MUKO30B gocturaet 50%
[25,26,27,28].

OwnarHocTturka rpnbKoBbIX MHPEKLUIN HEpe Ko SABNAETCS CNOXHOM npobnemoii. KnnHuyeckne npuaHaku MMKO30B
YacTo HecneundmnyHbl, 0COOEHHO Y MMMYHOKOMMPOMETUPOBAHHbIX NauneHToB. JlabopaTopHoe noaTBeEpPXAEHME
OmnarHosa MOXeT ObiTb 3aTpyAHEHO M3-3a NoKanusauuy oyara nopaxeHusl, BbICOKOTO pucka KpOBOTEYEHUA Unn
TAXECTU coCcTosAHMSA GonbHoro. KyneTypanbHbele uccnenoBaHmsa ManoadekTUBHbI U CBSA3aHbl C BPEMEHHbLIMU 3a-
TpaTamu. Takum obpas3om, peLleHre 0 Ha3Ha4YeHUM CUCTEMHON NPOTUBOIrPUOKOBON Tepanum 3a4acTyto MPUXOAUTCS
NPUHMMATb HA OCHOBAHUN KITMHNYECKOW KapTuHbI [28,29].

Hepepko npusHaku 3aboneBaHusi BbISBNAOT CIIULLIKOM MO34HO, @ MHOrMe rpubkoBble MHMEKLMM OTNNYatoTCA
0YeHb ObICTPLIM U arpeccuBHbIM Te4eHneM. 10 faHHbIM pa3HbiX aBTOPOB, NeTanbHOCTb OT CUCTEMHbIX FPUOKOBBIX
nHdpekuun coctaenset ot 40 go 80% B 3aBUCMMOCTM OT BMAa Bo3byautens uHdekumm [28,30,31]. BaxHenumm
YCITOBUEM YCMELIHOrO NeYEHNS MMKO30B ABMAETCSA PaHHSAS U UHTEHCKMBHAA aHTUdYHranbHas Tepanus, B psae cny-
YaeB cama nokasaBllasi BbICOKYI TOKCMYHOCTb. [py aHanuae nutepaTypbl oOTMeYaeTcsa BapnabenbHOCTb AaHHbIX
B OTHOLUEHUUN UX 3(pPEKTUBHOCTM M H&30NacHOCTN NP OAHOBPEMEHHOM NMPMMEHEHUN LUTOCTATUKOB, MMMYyHOAE-
npeccaHToB U APYrUX fiekapcTBeHHbIX cpeacTs [32,33].

OHporeHHoe MHMLMpoBaHKe yCnoBHO natoreHHon prnopon XKKT sBnseTcsa BegyLum 3BeHOM B naTtoreHese
pasBUTKA MHAEKLIMOHHbBIX OCIIOXXHEHWUI Y IETEW C OCTPbIM Neko3oM. 1o nccrnegoBaHAM MHOTMX aBTOPOB joKa3aHo,
yTO Knetku anutenusa XXKT asnsawTcs ObicTpo genawmmmcsa n ocobo YyBCTBUTENbHLIMU K BO34ENCTBUIO LUTOCTa-
Tuyeckon Tepanun. K Tomy e cam Xenyao4YHO-KMLLEYHbIA TPaKT ABNAETCHA pe3epByapoM GakTepuii 1 HEKOTOPbIX
BUOOB OpOX>keBbIX rpnboB [34]. YacToe MukosHoe nopakeHue opraHoB YKKT o6bsACHSEeTCA BbICOKOW CTEMEHbLIO
KONMOHU3aLMK CIM3NUCTbIX APOXOKEBLIMU FpubamMm, 4TO NOATBEPXKAAETCA AaHHbIMU MHOTMX UCCcreaoBaHui [26,29].
BcneacTtere noBpexaeHUs NOBEPXHOCTU U MHPMLIMPOBaHWS pa3BMBaeTCsl BocnaneHne meMbpaH crnvaumcton obo-
nouykn. N3-3a atoro nHdekumoHHble ocnoxHeHus XKKT valye BcTpevatoTcsa Bo Bpemsa Tepanuu OJ1I1. B cTpykType
NHAEKLNOHHbBIX OCNOXHEHWI Yalle BCTpedYanncb CTOMaTuTbl U aHTepokonuTthl [33-35].

BupycHble MHeKLUN He ABNAIOTCA OCHOBHOWN MPUYNHON MH(PEKLMOHHbBIX OCITOXHEHWUI Y AIeTEN C OCTPbLIM Nen-
ko3om [10].

3a nocnegHue rogbl OblNM OCTUTHYThI 3HAYUTENbBHbBIE YCNEeXn B NeYeHnn 6omnbHbIX C MHAEeKLMen Ha oHe
CHVXXEHUS YPOBHSA HEWTPOMUNOB. VIcnonb3oBaHWe COBPEMEHHbIX CXeM aHTMOMOTUKOTEpanuu no3sonuno Gonee
yem B 10 pas cokpaTuTb feTanbHOCTb OT 3TUX ONACHbLIX OCNOXHEHUN [36].

Takvm 06pa3om, MHEKLNOHHBIE OCMNOXHEHMS Yy aeTel ¢ peunameom OJ1J1 noBCEMECTHO OCTaeTCs CNOXHOWM
KITMHUKO-OMAarHOCTUYECKOM 1 TepaneBTnyeckon npobnemon. HecmoTtps Ha 6onblLuve OCTUXKEHNS B AUArHOCTUKE U
Tepanuu, 0CTaeTcs No cen AeHb akTyarnbHbIM U3yYeHNsi STUONOrMYECKON CTPYKTYPbI, 4aCTOThl, XapakTepa pasnuyHbIX
WHPEKLNOHHBIX OCMOXHEHUN, 4TOObI BEIOpaTh afeKkBaTHYyO cTpaTeruio neveHus y getewn c ONJ1.
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BAJIAJIAPJIAFBI ICTHY CUH/IPOMBIHBIH TU®®EPEHIIAAJIbI
JTMATHOCTUKACBIHBIH KUBIHIBIKTAPBI

TonraHbaeBa A.A., UcmaunoBa O.B., Jocbim C.M., BasikoBa K.T., Ucaesa H.[.
C. K. Achenaunapos atbiHaarbl Kasak ¥NnTTblk MeguunHa YHuBepcuteTi, AnMarsbl K.

Kipicne. bananappgarbl iciHy comaTtukanbik naTonorusaHbiH, AnddepeHumanabl AMarHo3blHblH KMbIHObLIFbIH
TYFbI3aTblH cCMMNTOMAAapbIHbIH Gipi 6onbin Tabbinagbl. bananappafbl iCiHy CUHAPOMbIHBIH, XuWi cebenTepi
HedpoTMKanblK XXaHe HedpPUTUKanblKk CUHAPOMAAP, CO3blManbl Xypek XeTicneywiniri, 6ayblp xeTicneywiniri,
HOpPYbI3AbIK aLlbIFy, KBALLMOPKOP, Lenunakus, akccyaatuTi sHTeponatusi, KpoH aypysbl xaHe T.6. 60nbin Tabbinags.

XKypek xeTicneywiniringeri iciHynep 6ipTingen gamnapl, egeTTe iciHyaiH anabliHAa eHTiry 6onaabl. Cosbinmansl
XKYPeK KeTicneywiniHgeri iciHynep askra, konga, 6en anmarbiHaa naiga 6onaabl xxaHe OyMpeKKe ToH iCiHynep TaHfbl
yakbITTa yNnfanca, xypekke 6annaHbICTbl iCiHynep Keluke ynfasgpl. ICiHyMeH katap MOMbIH BEHACbIHbIH, iCiHYi XaHe
OayblpablH ipKinyi OH akK KapblHLWaHbIH xeTicneywiniriHiy 6enrinepi 6onbin Tabbinaabl. XKypek iciHynepiHae Tepi
cepnimai, erep iciHy y3ak cakranca Tbifbl3, CybIK, LMaHoTMKanblk 6onagbl. XKypekTik iciHynep XypeTiH HaykacTapaa
XIiNiHWIK )XoHe caHAa, an TecekTe xaTaTblH HaykacTapaa 6en oaHe ceri3ke3 TiHAepiHAe, COHAan-aK apkacbiHAa
CUMMeETpUANbl opHanacaabl. XKui acuuT, OH XXakKTbl TMOPOTOPAKC, CUPEK rTMaponepukapa aHblikTanaabl. Haykactapabl
TekcepreHae XXypek aypynapbliHblH KNMHUKATbIK )XaHe 3epTxaHanblk 6enrinepi renatomeranus, HUKTYpuUsi, BEHO34bIK
KbICBIMHbIH, KeTepinyi, a3 gapexeni NpoTenHypusi, Xui ekneae ipkinic kepiHictepi 6arkanagbl. AiHanbIMaarbl KaH
kenemi ynraagbl. XXypek nakTblpbiCbl TOMEHAEreH, OYMPEKTiK KaHAaHy a3aifaH, COHbIMEH KaTap WyMakTblK (unb-
Tpauusa TemMeHAereH, HaTpun MeH cyablH TyTikwenik peabcopbuwnscel ynfanfaH. Jlumda areimbl 6asynaraH, an
KanunnapnblK ©TKI3riWTiK )xofapbinaraH. KaH capbiCybiHAaFbl 6ENOKThIH Xarnmnbl Kypambl ©3repicke a3 yLbipanabl. KaH
capbiCyblHOaFbl XONEeCTEPUHHIH AeHreni TemeHaenai. bipak arsagarbl anmacyfa KabineTTi HaTpuii Kypambl asgan
XorapbinaraH. OHbIH KaH capbICyblHAAFbl KOHLEHTpaLUKMAChl ackbiHOaraH Xafqannapaa KkanbinTbl, an )xacylanapaa
asgan xofapbinaraH. Arnmacyra kabineTTi kKanun kypambl TOMEHOEreH, keinge asgan runokannemus 6avkanagbl. Anb-
OO0CTEPOH CEKPeLMACHI XXaHe KaHAafbl, COHAan-aK 3apaeri aHtuanypeTtukanblk 6enceHinik kentereH Haykactapaa
ynFaagpl. AnfawbliHAa 39paiH canbiCThipMansl ThiFbI3AbIfbl )KOFapblnaraH, Xypek )xeTicneyLwiniriHii ANCTpouanbIk
caTbiCblHOA TeMeHaereH. Ayblp xafganaarbl Haykactapaa TypakTbl onurypusaa asoteMust Aamybl MYMKIH.

Bayblp UMppo3bl Ke3iHAEeri iCiHY MOCTHEKPOTUKAIbIK XXaHe nopTanabl LMPpPOo3ablH Kell caTbiCbiHAA AaMUAbI.
AsKTarbl iCiHyre kKaparaHga Xui akblH KepiHEeTiH 6enri—acuuT; kenge rmapoTOpPaKe aHblKkTanaabl (OH akThbl). ICiHreH
Tepi ThIFbI3, XbiNbl Gonaabl. TekcepreHae Herisri aypyablH KNMHUKanNbIK XXaHe 3epTxaHarblk 6enrinepi aHbikTanagp.
AnHanbIMAarbl kKaH kenemi azasabl. [lopTangbl BeHa XXyNeciHeH TbiC BEHO3 bl KbICbIM KarnbINTbl. ByNpekTiH KaHaaHybI
XoHe WyMakTblik dounbTpaunsa asgan TemeHgenai. Cy xxeHe HaTpUNAIH TyTiKwWenik peabcopbumschl Kywenegi, an
3KcKpeumsachl TemeHaenai. KaHTamblp ©TKi3riwTiri )korapbinangsl. Jiumda arsiMbIHbIH XbiNgamMmaayblHa KapaMmacTaH,
numda anHanbIMbIHbIH AVHaMUKanbIK XeTKinikciaairi 6ankanagbl. KaH capbicyblHAarbl )kannbsl 6enok KansinTbl, anb-
OymunHaep TeMeHaereH, rmobynuHaep ofapblnaraH, KaH capbliCyblHAAFbl KONMOWATLI-OCMOCThIK KbICbIM KanbInThbl
Hemece a3gan TeMeHaeni. KaH capbiCyblHAaFbl HATPUIA, KENAE Kanui KOHUEeHTpaunsacel TomeHaendi. AnbaoCTEepPOH
YKOHe Ba30MpecCuH CEKPEeLUSACHI XOoFapblranabl.

AKybI3abIK alblFyaa iCiHy MeH runoanbbymMuHemus 6ip-6ipimeH 6annaHbICThl. ICIHyNep kediHAe akybl3ablK XXaHe
TOMbIK alblfy CYMbIKTBIKTbI €pKiH NanganaHy XafganbiHga gamuabl. byn xarganga iciHynep 3-5 Teynikte navga
6onagbl. AXblpaTy AMarHOCTMKaChIH XXYprisreHae Taram KyHAEeniri KypanfaH HayKacka cypak KO, OHbl XKYpriy,
coHpaw-ak runoanbbyMUHeMUAHbIH 60nybl )XoHe NMPOTENHYPUSHBLIH BonmMaybl MaHbi3apl. ICiHynep cMMMeTpUAnbIK
cunatTa 6onaabl. XKui askta opHanacagbl.

BynpekTik iciHynepain epekLueniri oHbIH Te3 ynfatobl, 6eTTe opHanacysl (acipece kabak anHanacbiHAa), TaHFbl
yakbITTa ankblH KepiHeai. OnuroaHypusiHbiH, yrfFatobiHa 6ainaHbICTbl asKTbiH, angblHFbl KYpCcaK KybICbIHbIH, iCiHYi
navga 6onaabl. Ayblp xafgannapaa acuuT, rugpoTopakc, rmaponepukapa gamuabl. bynpekTik iciHynepae miHaeTTi
Typae 39pnik cuHapom 6onagebl. HedpoTurkanbik xeHe HedpuTukanblk CMHApoMAapAbl axbipatagsl. HedpoTukansik
iCiHynepre ToH AuMarHoCcTuKanblk KpuTepunnepnep — MaccuBTi NpoTenHypus (3-3,5 r/n )ofapsbl), TMNONPOTENHEMUS,
runoansbymuHemus (25 r/n TemeH), runepxonectepuHemus, STXK-H xoFapbinaybl, XyMcak iciHynep.

HedpuTtukanbslk CUHOPOM XWi CTPENTOKOKKTbI MHPEKUMSaaaH KeriH gamuibl, iCiHymMeH katap apTepuangbl
rmnepTeH3ns, ap TYpri Aopexeaeri reMaTypus XoHe asfaraH NpoTenHypus ToH. Hedponor gapirep Hedpo- xaHe
HedpUTUKaNbIK CUHAPOMHbBIH AUarHOCTUKanbIK KpUTepuiinepiH Bince, axblpaTy OMArHOCTUKACLIH XYprisreHae
katenikTep asasgabl. bananap Hedponorusicel TexipubeciHae iciHyaiH axblpaTy AMarHoCTUKaCbIHbIH, KUbIHOBIFbIH
KepCeTeTiH eKi KNUHMKanbIK Xafgangbl KapacTblpambi3.

Ne1 mbican.

1 xac 8 avnblK kb3 6ana 28.11. Hedponorus GeniMweciHe XMPYpPrusnblK KNMHUKagaH Bypek cosblnmansl
XeTicneyLwiniri anarHo3elMeH Tycegi, kabbingay 6eniMmiecine HedpoTukanbslk CUHAPOMAbI AnarHocTukananael. bana
1-XKYKTiNikTeH, aHacbl aNUNencusMeH ayblpabl, CoFaH 6annaHbICTbl TypakThbl Typae KOHBYIEKC kabbinganabl. bocany
e3giriHeH 37-antaga, TybinFaHaarbl canmarbl 2800 rp, epTe xacaHabl TamakTaHFaH, 8 afa AeliH AeHcaynbifbiHAa
anTapnblkTan earepictep 6onfaH Xok. AybipFaHbliHa 6ip angan 6onfaH, XKPBW aybipbin 60nfaH COH, ancisgik,
cenkocTblk Nanga 6ongbl. CanmarbliH AypbIC KOcnadbl, XafgalbiHblH HalwapnaraHbliHa 1 antagan 6onfaH: iwiHae
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aypy cesimi, kKeHeTTeH 603FbINTThIK, YAKbILWbBINABLIK, TabaHbiHAA, banTeipbiHAA iCiHY, onurypus nanga 6onapl. lwiHaeri
aypy cesiMi XoHe eCiHeH TaHyblHa 0annaHbICTbl XUPYPTrUANbIK KNMUHUKAHbIH peaHnmaumsa GeniMiieciHe xenen
XopAaeMMmeH xekisingi. MNpotenHypus 2,6 r/n, 3spAaiH canbiCTeipmansl Teifbi3gblfbl 1015, runonpotenHemus 56 r/n.
YKKA-ge remorno6un 93 r/n, nerikounttep 10x10°n, TXK 10 mm/car. ToynikTik anypes 770 mn. Keyae KybICbIHbIH PEHT-
reHorpammacbiHaa kapgnomeranus (KT — 0,63). Kypcak KybICbIHbIH )XeHE KYpCaKTaH TbIC KEHICTIKTiH KOMMNbIOTEPIIK
ToMorpacdhumsicblHAaa: renatomeranus, 6aybipabid anddysabl esrepici, acunt. AKI-aa cuHycTbiK Taxmkapausa 162 MuH.,
KapblHLLA MUOKapAbIHbIH TMNOKCUACHI. XMPYPruanblk NaTonorns Xokka WhlFapblngbl. focnMTtann3ayusacbiHbiH 6-KyHi
HedpoTUKanbik CUHAPOMFa KyAikTeHIN, Hedponorus GeniMweciHe aybICTbIPbINAbI.

Hedponorus 6enimweciHaeri 3eptreynep:

Bana ackblHFaH XYKTinikTeH. 1 ac 8 alblHOa HEPBTIK-NMCUXMKaNbIK 4aMybl aiikbiH apTTa KanfaH. (canmarbl 8,1
Kr, Tanwbinbik 30%).

IciHy cuHApombl BonFaHMeH, rmomepynapnblk 3aksiMaanyFa ToH maniMeTTep xok. XK3A-ge — naTonornscol3.
Kangarbl xannel 6enok 88 r/n, xonectepuH 1,2 mmonb/n. TeynikTik guypes 700 mn, ctumynsaumameH. fmnepasoTte-
MUS @aHbIKTanfFaH: MoveBrHa 12,65 mmonb/n, kaHaarbl kpeaTuHUH 81,6 mkmonb/n, LXK 39 mn/muH. Bynpek YO3-ae
natonorus xok. Ocbl e3repictep 6yrpek xxegen 3akbimaaybiHbiH |l caTtbickl (Rifle 6onbiHWa) peTiHae 6aranaHabl.

HerisiHeH nonuopraHablk e3repictep opbiH anagbl.

XKypek: KnMHUKanblK XXoHe pPeHTreHOoMNornsAnbIKk kKapguomMeranus, Xypek YHAEpPiHiH TyiblkTanybl, 165 MUHYyTKa
aenid Taxukapans, AKK 90/60 mm.c.6. OxoKI-aa »)ypekTiH OH xak 6eniriHiH )koHe con KapblHLWaHbIH AUNATaUNUAChI,
COJ1 KapblHLAHbIH apTKbl KAObIPFACbIHbIH @3AafraH runepTpoduaChl, MUTpanabl KaknakKLwaHbIH XbIKYbIHbIH LUEKTENYi,
NakTbIpbIC PpakuuaCbIHbIH ToMeHaeyi (22%). AKI-ga «P pulmonale», con xak kapblHLarFa xxykTeme Tycy benrinepi,
KapblHLIa MUOKapAblHAAFbl penonspuaaLms npoueciHiy, Oy3binybi.

©kKne: KNMHUKanbIK TYpFblAa — KaTaH ThiHbIC, Maida KenipLUiKTi Cbipblniaap, PeHTreHONorusanbIK TypFblaa — ipkinic
KepiHicTepi.

Baybip: renatomeranus, renatountonus AJT 123,4 6ipn/n, ACT 139,5 6ipn/n, GunupybuH KansinThbl.

KaH »xymneci: runoxpomabl aHemus 3 gapexeni.

VDA agicimeH LIMB aHe BINI IgG >xofapbl TUTPi aHbIKTangpi.

YKypriginreH 3epTtTeynep KnvHUKanblk gMarH03 Kolfa MyMKiHAik 6epai.

Herisri: Epte kypcak iwinik kapauT, dpunbpoanactos, KX Il cateicel. KapanopeHangbl cuHapoMm. BynpekTiH
xepnen 3akbiMaanybiHbliH || catbickl (Rifle 6olibiHLWLA), NpepeHanabl reHe3ai.

Kocankbl aypynapbl: Kypcak iwinik nHdekunsi: MukcT uHdekumsa (LUIMB+BIII), nepcucTepneHreH arbiMabl,
XanbinFaH popmackl (OXKXK 3akbimpanybl, renatuT, KapauT).

BepinreH knuukansik xxaraanga epre Kypcak iwinik kapaut (pupoanactos), KX I 6 kepiHici opbiH anfaH. Totangbl
KaH anHanbiM By3bInbICbl HOTUXECIHAE TPaH3UTOPIbI NPOTENHYPUA 2,6 /T xoHe BXX3 npepeHangbl reHesi MeH iciHy
CUHOPOMBI, «ipKinicTi Bynpek» aambliabl.

Ne2 mbican.

10 xacTarbl kbI3 6ana. BipiHWi KanbiNTbl ©TKEH XYKTIMIKTEH XaHe TybITTaH. TybinFangarbl canmarbl 3300 rp,
6oibl 51 cMm. 4 xxacka aeniH KyHTi3bere calikec erynepiH anfaH, 1,5 xxacblHaa Kbi3blfamMeH, 5 xxacblHAa XenLeLlek-
neH ayblpfaH. 5 xacbiHaa AnwTenH-bapp BUpYyCbIMEH accoLMprieHreH AeMUENVHUPIIEHTEH aHLUedanuT, katepni
afbIMbl, CO3blNTManbl renaTuT anarHoctukananfaH. CaHkT-MNeTepOypr kanacbiHaa 6ananap F3W yw pet emaenreH,
ypaic Typakrangbl.

AypyxaHara TycnecTeH 2 anta OypblH Xafganbl HawapnaraH. baraHa xxacylwanapbiHa «TeCy» XacanfaH, cogaH
kewiH XXPBW 6enrinepi narpga 6onbin, dhebpunbai caHFa AeiiH Kbidy XKofapbinaraH, onurypusi nainga 6onfaH xaHe
anablHFbl Kypcak kabbipracol iciHreH. 2K3A-ge canbicTbipmarnsl Thifbidabifbl 1030, 6enok — 0,033r/n, apuTpoumnTTep
10 k/a. Hedponorus 6eniMieciHe xenen rnomepynoHedpuT gMarHo3biIMeH rocnutanmaaumsinadipl.

Hedponorua 6eniMmiwieciHae 3eptrereHae:

Kacara ycTiHgeri iciHy, Y3 kopbITbIHALICHI GOMbIHLIA Kypcak KybICblHAA XaHe Kiwi xambac KybicbiHAa 6oc
CYMbIKTbIK aHbIKTanabl.

AKK 90/60 mm c.6., Mukporematypus, aputpoumnttep 15-20 k/a., NpOoTENHYPUS XOK, CanbiCTbipMarbl TbIfbI3AbIfbl
1030, WPXK - 58,1 mn/mMuH.

XKannbl 6enok - 41,4 r/n, ANT - 236 6ipn/n, ACT - 611 6ipn/n, xxannbl 6unupybuH - 9,42 mmonb/n.

XKypek yHaepi TyibikTanfaH, nynbc 180 muH., AKI-ga cuHycTbIK Taxnkapaus, TeMeH BonbTaxabl. Keyae TopbIHbIH
peHreHorpaMmachbiHAa XXYPEKTiH 4-LUi AOFACbIHbIH COJ XXaK KOHTYypFa y3apybl.

N®A-ga SnwrtenH-bapp BupycbiHa Ig M, Ig G — oH.

Xorapblgarbl ManimeTTepre cynerin «Cosblnmarnbl xarbinFad SnwtenH-bapp BupycTbl MHdekumsacsl, 6enceHai
Oapexeci» anarHoctukanaHapl, Keneci 3aKksiMaaHynapMeH:

OXK: pemmnenuHupneHreH aHuedanuT, epLlireH arbiMbl.

Baybip: Co3binmansl 6enceHai renatnt, 6€NoK-CUHTETUKANbIK PYHKLMUACBIHBIH TOMEHOEYI MEH EeKiHLWIiNikK
KoarynonaTusiHbIH XX8He ackasaHaa xapa nanga 6ony ypAaici MeH eHell BeHaCbIHbIH BapuKo34bl KEHEH Kayni )XoFapbl.

XKypek: mnokapaunT, KX Il b caTtbicbl.

BynpekTiH rmomepynspnbl 3akeiMAaanybiHa ToH 6enrinep xok. LUPX — 58,1 mn/muH Temengeyi BXK3 | papexeci,
npepeHangbl reHesiHe (rmnonpotenHemuns, AKK Temergeyi) covikec.

KopbITbiHabl: Bananapza iciHy cuHapombl dpkaluaH avddepeHumanasl AMarHoCTUKaHbl Tanan eteqi. byrpekTik
reHesre 6avnaHbICTbl iCiHY CMHAPOMBIH Aanenaeyre kaxeT 3eptreynep: XK3A, AKK enwuey, kaHaarb! xannsl 6€noKThbl,
anbObyMVHAI, XoNnecTepyHAI aHbIKTay.
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JUXOPAJIKA HESICHOT'O TEHE3A Y JETEM

'YpasanueBa K. T., 'llepumoBa M. E., 'CabgeHb6ekoBa A. K.,
'Kyb6ereHoBa [i. Y., 2 lLlapunosa M.H.
Kasaxckuin HaunoHarnbHbIi MeguuMHCKnA yHnsepcutet nmenn C.[0.AcheHaunsposa
2Hay4HbI LEHTp neanaTpum n AeTCKOW XMpypruum, rAnmvatbl

Jlnxopagka — noBbIWeEHWE TeMnepaTypbl Tena Bbille HopMarbHOro ypoBHsa (6onblue 38 °C npu pekTanbHOM
namepexuu, 6onblie 37,2 °C npu namepeHun B akcunnspHon obnactu) [1]. Jiuxopagka asnsetca Hecneuundmyeckomn
3aLlMTHO-NPMUCNOCOBUTENBHOW peakuuen opraHama B OTBET Ha BO34ENCTBME NATOreHHbIX pasgpaxuTenen, ctu-
MynMpyloLas eCTeCTBEHHY peakTMBHOCTb opraHuama [30]. MpuynHbl ee BO3HNKHOBEHUS O0YeHb pa3HoObpasHbI.
BblaensioT ABe rpynmnbl NPUYKH IMXOPaAKN: MHAEKLMOHHbIE U HEMHEKLMOHHbIE [2, 30].

Y HeKOTOpbIX BOMbHBIX NMMXOpPaAKa CTAHOBUTCS AOMUHUPYOLWMM NPU3HAKOM U, KOrga npuynHa ee BO3HUKHO-
BEHWS He YCTaHOBIEHa, Takoe COCTOSIHME Ha3blBalT NNXopaaKonW HedACHOro reHesa. OCHOBHbIE pasHornacus B
nutTepatype OTHOCUTENBLHO CriydYaeB NMXopaaky HesicHoro reHesa (JTHI) nponcxoasT ns-3a HenpaBunbHOro Beibopa
KpuTepues, MCNONb3YHOLINXCA ANSA knaccudukaunm 6onbHbix. Bnepsble kpuTepumn Anst ycTaHOBNEHUS AnarHosa
Obinn npeanoxeHsl B 1961 rogy Petersdorf R.G. n Beeson P.B.:

*  Hanunyue y 6onbHoro Temnepatypsl 38,3°C (101°F) u BbiLle;

*  ONUTENbHOCTb Nnuxopagku 3 Hegenu n 6onee unu nepuogudeckue NogbemMbl TeMnepaTypbl B TeYeHue

3TOr0 CpoKa;

*  HEesICHOCTb AmarHosa nocre nposegeHns obcnefoBaHnsa ¢ NOMOLLbIO OBLLENPUHATLIX (PYTUHHBIX) Me-

ToposB [2].

OpHako cnepyet yunTbiBaTh, 4TO B CLUA TemnepaTtypy n3amepsoT B NONOCTM pTa unu npsiMon kuwwke [1] B To
BpeMs Kak B KazakcTaHe NpuMHATO TemnepaTtypy Tena usMepsaTb B NOAMbILLEYHOW BNaanHe, rae oHa Huxe Ha 0,5-1°C.

CnepoBaTtenbHO, KpuTepmem Ans yctaHoeneHus anarHo3da JIHI cnegyet cumtaTth Temnepatypy Bobiwee 37,3°C .

B TeveHune 20-ro cTtonetmsa HeogHOKpaTHO MeHsanock onpeaenenune JIHM Tak, FO.IM. epsruH ¢ coasT. nog tep-
MUHOM «Jlnxopazka HEsICHOIO reHe3ax» NPeAnoXunm o603Ha4YaTb HEPEeaKO BCTPEYaLLMECS B KITMHUYECKON NPaKTMKe
cuUTyauuu, NPy KOTOPbIX NMMXOpazKa SABMASIETCS OCHOBHbLIM UM €AUHCTBEHHBIM MPU3HAKOM pa3nuyHbIX 3abonesaHuin,
[MnarHo3 KOTOpbIX OCTAETCs HESICHLIM NOCe NPoBeAeHNst OObIYHOTO, a B psiie CryYaeB U AONONHUTENbHOro obecne-
posanus [21]. No onpenenexuto KoposuHon H.A. JIHIT — 3TO MHOrokpaTHOe NOBbLILLIEHWE TEMMNepPATypbl TeNna Boille
38°C B TeueHune bonee 3-x Hegernb, NPU HEBO3MOXHOCTU YCTAHOBNEHUS! AnarHo3a npu obcnenoBaHmm naumMeHTa B
yCoBUSIX CTauMoHapa B TeveHune Hegenu [13]. B HacTosilee BpeMsi, B pyCCKOSI3bIYHON NMTepaType, MPUHATO NOSb-
30BaTbCs crnegyrowmm onpegenennem JIHI - knnHuyeckun anarHo3, o6o3HavaLWwmnin NaToNnornyeckoe CoCcTosHNE,
OCHOBHbIM NPOSIBNIEHNEM KOTOPOTO SABMSIETCA NMXopazka Bbiwe 38°C, AnntenbHOCTbIO 3 Heaenu u 6onee, NPUYNHY
KOTOPOW He yaaeTcs yCTaHOBUTL MOCHe NpoBeAeHNst 06cneaoBaHUs C MOMOLLH0 OOLLENPUHATLIX (PY TUHHBIX) METOOB.

dnuaemuonoruyeckune AaHHble 0 BCTpevaemMocTn 60nbHbIx ¢ JIHI 1OBONBHO CKYAHbI B CBSI3W C ONPEeAENEeHHbIMU
TPYOHOCTSAMMU MOMYYEHUs M aHanuaa cratuctTudecknx Beibopok. Mo gaHHbiMm likuni Y. et al., 1994 3a nepwog ¢ 1982-ro
no 1992 r., cpean 5245 60nbHbIX, HAXOAUBLUMXCS B KITMHUKE OOHOM U3 SIMOHCKUX YHUBEPCUTETCKUX BONbHMUL, ObINno
3apernctpupoBaHo 153 6onbHbIX, oTBeYaBLuux kputepusam JTHI, yto coctaBnsino 2,9% [16].

Roth A.R., Basello G.M., 2003 npeAnoXunu BblAeNATb YeTblipe KaTeropum noteHymanbHbIX npuyimnH JIHI
(Tabnuua):

. knaccudeckas JIHI (npeactaBneHa nHOEKLNOHHBIMU, OHKONOrMYeckumMmn 3abonesaHnaMu 1 A gy3HbIMU

3aboneBaHVs MU COeAMHUTENBHON TKAHN)

*  HosokomuanbHasg JTIHI

*  HenmTponeHudeckas JIHI

* JIHI, accounnpoBaHHas ¢ BUY-nHdekuymen
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Tabnuya. Knaccugukayus nuxopadok HesicHoz2o 2eHe3a (Roth A.R., Basello G.M., 2003)

Kateropwms JIHI OnpepeneHue YacTble npUYnHbI
Knaccuyeckas Temnepartypa > 38,30C nHekyun, onyxonwu, 3abonesaHuns co-
ONUTENbHOCTL > 3 Hep. €0VHUTENBHON TKaHN
3apermctpmpoBaHa BO BpeMs Kak MUHUMYM
Tpex ambynaTopHbIX BUSUTOB UK 3 OHA B
cTaumoHape
Ho3okomunanbHas Temnepatypa > 38,30C Clostridium difficile aHTepokonuT, nekap-
naumMeHT rocnnTann3npoBaH = 24 4., HO He CTBEHHO-MHAYLMPOBaHHANA, TPOMBIM-
ObIN0 NXopaaKky NPy NOCTYNNEHNN 60onmsa neroyHom apTepum, CENTUYECKNI
OLleHKa, MO MeHbLUeNn Mepe, 3 oHSA TpoM60odneduTt, CUHyCuT (y NauneHToB
C HasoracTparnbHbIM UMK Ha3oTpaxearb-
HbIM 30HOOM) ¥ Ap.
HewntponeHnyeckas | TemnepaTtypa > 38,30C OMnOpTYHUCTUYECKNE DakTepmnanbHbie
HenTpodunbl < 500/mMkn MHdEKLNKN, acneprunnes, KaHanaos, rep-
OLEeHKa, N0 MeHbLUeN Mepe, 3 AHSA nec-Bupychl
AccouunmpoBaHHas Temnepartypa > 38,30C Cytomegalovirus, Mycobacterium avium-

¢ BUY-nHdekunen

ONUTENBHOCTL > 4 Hed. ANs amOynaTopHbIX

intracellulare complex, nHeBMOLKNCTbI,

naumeHToB, > 3 OHEeN
Ons cTaunoHapHbIX
BUY-nHbekunsa noareepxageHa

neKkapcTBEHHO-MHAYLMPOBaHHAs, capKo-
Ma Kanowwu, numdoma

Mo aaHHbIM Mukysa O.M. n 3akmposa A.M. (2013r.) B ocHoBe anutensHon JTHI B 70% okasbiBaeTcsa «bonbluas
Tponkay:

1 — nHdekunn — 35%,

2 — 3n0ka4yecTBeHHble onyxonu — 20%,

3 — cuctemHble 3aboneBanHns coeguHNTENbHOM TKaHn — 15%.

Ewe 15-20 % npuxogutcsa Ha apyrue 3abonesaHus 1, npumepHo, B 10-15% cnyyaes npuynHa JIHI Tak n octa-
eTCs Hem3BeCcTHOW [4].

Takue xe gaHHble npusoasTca Mykosososol J1.A. ¢ coaB. (2014r.) - Hanbonee yactoun npudnHon JTHI aensaoTca
3aboneBaHusi, KOTOpPbIe YCNOBHO pa3feneHbl Ha crieyoLwme rpynnbl:

*  reHepanusoBaHHbIE UK NIOKANN30BaHHbIE MHPEKLNOHHO-BOCNanuTenbHble npouecchl (30-50%);

+ onyxonesble 3abonesaHus (20-30%);

*  CUCTEMHble NopaxeHus coeguHnTenbHon TkaHu (10-20%);

*  npouve 3aboneBaHusi, padHoobpasHbie MO 3TUOMOrMK, NaToreHesy, MeToAaM AUArHOCTUKU, NEeYeHUs 1

nporHo3sy (10-20%);

*  noboYyHble NPOABNEHNS MeAMKaMEHTOB B BuAe nmxopaaku (3-5%) [5].

B Ho3onoruveckon cTpyktype npuyuH JTIHI B TeyeHre nocnegHnx AeCATUNETMIN NPOU3OLLIN onpeaeneHHble
nameHexus. Ecnn B 50-x rogax npoLunoro cronetus nHdeKkunoHHble 6onbHble coctaBnanu 40 % ot obuiero ynucna
60onbHbIX C MMXOpaZKamMn HESICHOTO reHesa, To B 70-x rogax B aHanornyHblX rpynnax 4ons MHEKLMOHHbIX bonesHen
cHu3unucek 0o 32 %, 3aTo npoueHT onyxornen Bo3poc ¢ 20% po 33% [29].

Mo paHHbIM B.B. Beno6opogosa (2000r.) B cTpykType JIHI nHdeKUMOHHbIE 3ab0neBaHNs, OCTATCS 3HAYM-
TenbHbiMM (23-36%) [9].

B nccneposaHusx, nposeAeHHbIX B KazaxcTaHe yCTaHOBNEHO, YTO Cpean NauMeHToB, roCNUTanmM3mpoBaHHbIX C
anarHosom J1OI 3a nepmog ¢ 2009 no 2012 roabl 95,8% cnyyaeB cocTaBNAT MHAEKLMOHHbIE 6ONE3HM 1 rokanb-
Hble MHEKLNOHHO-BOCNAaNMTEeNbHbIE NPOLECCHI B PA3NNYHbIX OpraHax u TkaHax [5].

AHanornyHas kapTuHa NPOCNEXMNBAETCH U B NeAnaTpu4ecKol npakTrke. Tak, No JaHHbIM MHOTOUYUCIIEHHbIX UC-
cnepoBaHui B cTpykType JIHI cpeaun aeten ocHoBHY Aosto (0T 34% [0 59%) cocTaBnAT pasnnyHble MHGEKL MK,
npuyem NHgekLmMa MoYeBbIX NyTen aensaeTtcs Hepeakon (11,4%) npuunHon JTHI 1 3a4acTylo npoTekaeT B coMeTaHnn
C BMPYCHbIMU UHbeKunamn: ageHoBupycHon (16,7%), nepernyHon IAnwtenHa bapp BupycHon nHdekuyuen (10,4%),
peakTuBauuen BOb-nHdpekummn (8,3%) [22, 26]. Kpome Toro, aTmonorusi UHPEKLNOHHbIX 3aboneBaHun nmeeT CBOU
0CcobBeHHOCTH, B 3aBUCMMOCTM OT reorpadmyeckoro mecrta npoxmnsaHusa getein. Hanpumep, ecnv B AdprkaHCcKoMm
KOHTUHEeHTe Hambonee 4acTo BcTpeyaeTcs nuxopanka Henre (30,1%), nentocnunpos (7,0%), nHdekunsa supyca
SiINOHCKOro aHuedanuta (3,5%), ceinHon Tud (2,6%), nHdekums natHucTon nuxopaaku (0,9%), Hecneunduyeckas
dnasmeupycHasa nHdekuns (0,9%) n moiwmHein Tudg (0,4%) [19], To B Poccun - kuweyHeln nepcuHnos (10,4%) ,
canbmoHennes (2,08%), 6B 8,3% [26].

172 IHeouampus u oemckas xupypeus. Nel. 2018 e. Cneysvinyck.



K cepbesHbIiM 3aTpyaHEHUS NPy yCTaHOBMNEHWM NpUYKH AnuTtensHon JIHI npuBogunu Takne 3abonesaHus, kak
UMMYHHas HeOCTAaTOYHOCTb (7,5%), naTonorus coeanHuTeneHou Tkanu (12,5%), Heonnasus (2,5%), bonesHb KaBa-
caku, MHOPOAHOE TeIo B pecnupaTtopHoi cucteme u 6onesHb KpoHa, ocTphii nenkos - 2,08 %, peBmokapauT - 2,08
%, onyxonb 3abptowmHHOro npoctpaHcTea u BCL - 2,08 %, TepmoHeBpos - 2,08 % [21, 22, 26].

B cTpykType JIHI Hepeako BCTpeyatoTcs Takue rpynnbl 3abonesaHun, kak nuxopagka, MHAyUMpoBaHHast Meau-
kameHTamu — 3,0%, camonHayumnpoBaHHasa nuxopaaka — 3,0%), npuBblidHasa runeptepmus — 2,5%, pasHoe — 14,5%.
NpyvYnHa NUxopagkn He yctaHoBneHa — 25,6% [3].

CTOouT OTMETUTb, YTO BEpUdULMPOBATL AMarHo3 He yaaetcs B 6,25% - 25,6% cny4vasx [3,24,26].

KnuHunyeckoe ob6cnenoBaHue naymeHTa ¢ JIHM Hocut nHanBmnayanbHbIN Xxapaktep. [na ncknioveHnst Hambonee
YacTbIX MHEKLMI HeobXxoaMMO TLaTenbHO cobpaTb NoAPOOHLIN aHaMHe3 3aboneBaHUs 1 XU3HU, BHUMATENbHO
npoBecTn o6beKkTUBHbIE M NabopaTopHble MeToAbl UCCNef0BaHMS.

Kokopesa C.I1. n coas.(2010r.), ucnonb3ysa pekomeHgauum lloypuHa M.W., npeanaraet anroputm AMarHocTuku
JIHT y peten, KOTOpbIN COCTOUT U3 CrieayroLmnx 3 aTanos.

1-n aTan: obLwmn aHanns KPOBM C NOACHETOM PETUKYNOLMTOB, TPoMBouuToB, COJ; 06LWmii aHanu3 mouu; Tybep-
KynMHOBasi KoxxHas npoba; peHTreHorpadus opraHoB rpyaHon knetku; KT, Guoxummuyeckoe nccnegoBaHne Kposu
1 pa3 B Hegento; 6akTepnonornyeckre NoceBbl kana, MoOYn Ha NaToreHHy rnopy; NoCeBbl KPOBM Ha CTEPUITBHOCTb
TpexkpaTHO Ha BbICOTE TeMMepaTypbl, MOCEB KPOBU HA FEMOKYINbLTYpPY; MPOBEAEHNE CEPONOTMYECKUX peakLmii Ha
BbISIBMIEHME TUTPOB CbIBOPOTOYHbBIX aHTUTEN MPOTUB CanbMOHennesa, 6proLwHoro Tuda v napatnda; nccnegoBaHune
Ma3ka KpOBW Ha Hanuuve nnasMoaun Mmanspuu.

2-1A 3Tan: 4ONONHUTENbHbIE TECTbI, ECIN AUArHO3 He YCTaHOBMNEH — O6BLLMIA aHanmu3 KpoBU 1 06LLMIA aHann3 Moyn
B AVHaMuKe (Kaxxable 5—7 AHewn, Aaxe Npu paHee HopMarnbHbIX MOKa3aTensx); NOBTOpPHbIe 6akTepuonornyeckme no-
CeBbl KPOBU, BKIOYaLLMeE creLmanbHble cpeabl ANS BbISBIEHUSA Kak adpo0bHbIX, Tak M aHadpoOHbIX Bo3byanTenen;
nccrieioBaHMe B CEPONOrMYECKNX peakuUaX TUTPOB CbIBOPOTOYHbIX aHTUTEN NPOTMB BO3OyanTENEN MHPEKLNOHHbBIX
3aboneBaHuii (bptowHOW T NOBTOPHO, OBpyuennes, TynspemMmnsi, MEPCMHNO3bI, TENTOCNNPO3, OPHUTO3, CbIMHOM
Tnd, 6onesHb Bpunna, Ky-nuxopagka, Tokconnasmos, BUpyCbl pecnmpaTtopHOW rpynnbl, 3HTepoBupychl; BUY, Bupyc
OnwrTenHa — bapp (B3B), untomeranosupyc (LMB)); NMUP OHK BSBE n LMB; mapkepbl napeHTeparnbHbIX renatntos
B, C, D; onpefeneHne aHTUHyKeapHbIX aHTUTEN, peBMatongHoro dpaktopa, LE-kneTok; yneTpa3BykoBoe nccneno-
BaHWe OpraHoB OPHOLIHON NONOCTK; MCCNegoBaHNE rMa3HOro AHa; NpoBeaeHne nomoanbHOM NYHKUNN.

3-11 aTan: peHTreHonorn4yeckoe (peHTreHorpadus, KoOMnbloTEpHasi ToMorpadus, MarHUTHO-pe3oHaHCHast
ToMorpadus) nccnegoBaHve KOCTeln, napaHasanbHbIX CMHYCOB, Xeny4o4YHO-KULEYHOro TpakTa, BHYTPMBEHHAs
yporpadusi; anekTpoaHLuedanorpadus; axokapamorpadus; cTepHanbHas NyHKUUS.

MepBbIi 3Tan nabopaTopHbIX UCCNea0BaHUI NPOBOAAT Cpasy, Mocrie NOCTaHOBKM paboyero anarHosa JIHIL Ecnu
nocrie 9Toro AuarHo3 yCTaHOBIIEH, TO Ha3Ha4yalTCA TeCThbl 2-ro atana. IHCTpyMeHTanbHble MeToAbl UCCNeaoBaHus,
0b0beauHeHHbIE B 3-10 rpynny, AenatTcs B MOCNEAHIO o4Yepeib BBUAY UX MHBA3MBHOCTH (B TOM YUCHE U NTy4EBOM
Harpysku). B pesynbtaTe npoBeAeHHOro KOMNIIEKCHOTO KNNMHUKO-NabopaToOpHO-NHCTPYMEHTanbHOro nccneaoBaHus
[OaHHbIN anropyMTM No3BonseT yTOYHUTL anarHos B 91 % cnyyaes [26].

AHanornyHble uccnegoBanust ana guarHoctuku JIHE npepnaraet Xomexko B.E. (2013r). Ho oH akueHTupyeT
BHUMaHMWE Ha 3HaYeHue TwaTensHoro cbopa aHamHesa, uamkanbHOro obcrneoBaHUs ¢ OLEHKOM XapakTepa Temne-
paTypHON KPMBOW U KIMHUYECKMX NPOSABAEHUM Nuxopaaku. Kpome Toro, ykasbiBaeT, YTo Hepeako npuyunHon JTHI moryT
ObITb NapasvTapHble 3abonesaHus (amebunas, NAMBINO3, TOKCONNAasMo3, TPUXMHENNE3, TOKCOKapo3), BocnanutenbHble
6onesHn KnweyHuKa (A3BeHHbIN KonuT, 6oneaHb KpoHa), annepruyeckuii NHEBMOHUT, CbIBOPOTOYHas 6omnesHb, Ha-
crneacTBeHHble 60ne3Hn (MXTUOo3, IMNepPTPUrNMLEPUAEMUS), LUKINYeckasi HEMTPOMEHUS, OTpaBneHns, TpombodnebuTsr;
TUPEOTOKCMKO3; HecaxapHblii AnabeT; bonesHb AQAMCOHa; rMnoTanamMo-LUeHTpansHas Nnuxopazaka; naHkpeaTtut u ap [28].

Palestro CJ, Love C (2017r.) cuutaet, 4To B AnarHoctuke npuynH JIHI 6onee nHgopmaTtmMBHOW SiBNseTcd no-
3UTPOHHO-3MUCCUOHHada Tomorpadusa (MI3T), no cpaBHeHuto ¢ Y3U u KT, 4To npMBOAMT K CBOEBPEMEHHOW 3TUONAaTo-
reHeTuyeckomn Tepanuu [18]. Mo gaHHBIM MHOTOLLEEHTPOBOrO COBMECTHOIO peTpocnekTuBHoro nccnegosanns (Naito
T., Mizooka M., 2013r), Bkntoyaswero 121 nauueHTa ¢ JIHI npoBegeHune 3T no3Bonuno yctaHOBUTbL AMArHO3 B
29,8% cnyuvaes [24].

B MHOroueHTpoBOM KOropTHOM uccnegosaHum 164 naumenTos ¢ JIHI, atnonorusa 3abonesaHmns 6bina yctaHoB-
neHa no faHHbIM MUKpobuonorum n ceponorun B 25%, no ructonatonorum B 18%, ¢ NOMOLL b0 METOZ0B BU3yanuaa-
umm - 1,3%, Ha OCHOBE KITMHMYECKOM 3BOMOLNN U 0TBETA Ha neveHune - 33% v gpyrummn metogamu B 7,3% cnyvaes.
YnbTpacoHorpadusi 6proLLHOM NONoCcTM nMena vYyBcTBuUTENbHOCTE 60%, cneymnduryHocTs 70% [27].

Takum obpasom, JIHIT Hepeako BCTpeyaeTcs B negMaTpuyeckor npakTuke U npeactaBnseT cobon CroXHy
3ajadvy, B pelleHun KOTOpou, KpoMe onbiTa cneunanucTa, Tpebyetca ncnonb3oBaHne pasnmyHbiX COBPEMEHHbIX
MEeTOA0B AMarHOCTUKK, B ToM vucne u MNM3T. B HacToswee BpemMs AN COKpalleHUs BpEMEHU ANarHoCTUYECKOro
noucka Heob6xoAMMO NCNONb30BaTb CTAHAAPTU3NPOBAHHbIV NOAXO0A K YCTAaHOBIEHMO npuynH JTHI (anroputm gua-
FTHOCTUKM M KITMHUYECKMIA MPOTOKON).
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OCOBEHHOCTH PEIIUJIUBOB OCTPOI'O JIEMKO3A Y JIETEN

2Xa6naHoB A.Ll., 'BopaH6aeBa P.3., '"MaHxyoBa J1.H., 2A6aukagupoBa A., 2MaxmyaoBa
M., 2AHapoBa [., 2bepaunbekoBa A., 2KypmaHoBa X.
"Hay4HbIn LeHTp neanatpun n getckon xupyprum M3 PK, r,Anmartsbl
2Kazaxckuin HaunmoHanbHbIi MeanumHckmii yaueepcutet um. C.[1. AcheHamsiposa, rAnmarthbl

OcTpbin nenko3s (OJ1) — knoHanbHoe (OHKoMornyeckoe) 3aboneBaHne, NEPBUYHO BO3HMKAKOLLEE B KOCTHOM
Mo3re B pe3ynbTaTte MyTaluu CTBONOBOW KneTkun kposu [1]. 3aboneBaHune, cunTaBlieecsa daranbHbIM HECKOSBKO
[EeCATKOB NeT Ha3ap, Ha CEeroAHsILLIHMI AeHb YCMNELIHO nevnTcsa rnarogaps cCoBpeMeHHbIM MporpammMam nofmxmuMum-
otepanuu [2]. Tak, no gaHHbiM K.O.OmapoBon ¢ coaBTopamu, 5-neTHss 6eccobbiTuiiHaa BbIXXMBAEeMOCTb Y AeTel
C ocTpbIM NMMMdobracTHbIM neriko3om coctaBngaeT 75,43% [3]. Habnogaembln Ha cerogHsa NPoOrpecc B NnevYeHun
OIJ1 cTtan Bo3MoxeH bnarogaps onpefeneHnto MonekynsipHo-61Monornyecknx 1 UMMYHONorm4eckmx ocobeHHocTen
3aboneBaHus, KNUHNKO-Bronornyecknx akTopoB NPOrHo3a v paspaboTke puck-aganTMupoBaHHOM Tepanun [4].

HecmoTps Ha ycnexu, [OCTUTHYTble B Tepanun Nenko3oB, akTyanbHbIMY OCTAlTCS BbICOKasi eTanbHOCTb OT
TOKCUYECKUX OCMOXHEHUN Ha 3Tane peMmmnccun, npobrnema HerlponemnkemMmnn, Bce eLlle BbiCokas YacToTa peunanBoB
3abonesaHus [5]. PeunauB ocTpbIX NENKO30B — 3TO BHOBb BO3HMKLIEe 3aboneBaHne nocne nepBuYHON anarHo-
CTUKK, NEeYEeHNs N JOCTUXKEHNs pemuccun [1,2].

YCTaHOBMEHO, YTO B OCHOBE peLuanBa NeXnT pa3MHOXEHME NENKO3HbIX KNEeToK, BbRKMBLUMX MOCHe Tepa-
MU N He BbISIBNSIEMbIX NPU CTAH4APTHOM MOPEOSIOrMYEeCKOM NCCel0BaHNM BO BPEMS NMOJTHOW peMuccun. 3tn
KIMEeTKM Ha3blBalTCA «APEMMOWMMU». Y OOHUX NALUEHTOB OHM MOTYT HAaXOAUTbCA B HEAKTUBHOM COCTOSIHUN B
TeyeHune anutensHoro Bpemenu (o 10 net n Gonee), y Apyrux AatwT Ha4ano peuunamBy yxXe Ha BTOPOM-TPETbEM
MecsLe remaTtonoruyeckon pemmuccuu [2,4,5]. NpucyTcTBUE B OpraHn3Me naumeHTa MMHMMarnbHOro KonuyecTsea
NEeWNKO3HbIX KNEeTOK, OCTaBLUMXCSA NOCMe NPOBeAEeHMs Tepannn 1 COXpPaHSALNXCS B Nepruoae remMaTonormyeckomn
pemuccun, obo3HavYaeTcsa kak MMHMManbHasa octaTtodHas 6onesHb. [Moka He ACHO, Kakme UMEHHO M3MEHEHNS
«OPEMITIOLLNX» KITETOK CNOCOBCTBYIOT X Nepexoay B akTUBHoOe cocTosiHue [2,4]. o cpaBHeHMIO ¢ pedynbTatamu
neYyeHns nNepBUYHbIX BOMbHbIX, BEXKMBAEMOCTb AeTeN C peuugnuBaMy ocTporo numdornenkosa ocTaéTcs HU3KOMW,
5-neTHsA BbKMBAEMOCTb 3TUX NauneHToB He npesbiwaeT 35-40% [2,5].

Llenb: n3y4ynTb BO3MOXHbIE MPUYNHBI PELIMONBOB OCTPbIX NENKO30B Y AETEN, NONYYMBLUNX NIeYeHne B oTaene-
HWUW OHKOoremaTonornm Hay4Horo ueHTpa neguatpum n getckon xmpyprumn (HUMAX) B nepuoa ¢ 2015 no 2017 roabl.

Matepuansl u Metoabl: Becero 3a nepuog ¢ 2015 rog no 2017 rog npoaHanuanpoBaHbl MeAULMHCKNE KapThbl
49 nauMeHTOB C peunanuBoOM OCTPOro Nenko3sa, Nony4YMBLUMX NeYeHne B OTAENEHUM OHKoreMaTtonorun Hay4dHoro
ueHTpa neguatpum n getckon xupyprum (HUMOX). N3yvyanuce Bo3pacT Ha MOMEHT 3aboneBaHusi Nernko3om, Anu-
TenbHOCTb JOANArHOCTUYECKOro Nnepnoaa, 0CoO6eHHOCTM UMMYHOMEHOTUNA NEKo3a, HanMyne LMTOreHEeTUYECKUX 1
MOIEKYNAPHO-reHEeTUYECKNX OTKIIOHEHUI, 0COBEHHOCTM MHOYKLMOHHOIO U KOHCONMANPYHOLLErO NIeYeHns B nepuoae
nepBu4HOro 3aboneBaHns, a Takxe Ha aTanax noaaepXuBatoLLlen XMMmmoTepanuu.

MaumneHTbl oTOMpanuck Npu cobnogeHun cneayoLmnx yCrnoBuin, CYUTaLWUMMUCS Npu3Hakamu peunanea [1,6]:

- N30MMPOBaHHBIN KOCTHOMO3rOBOW peLMAMB ANArHOCTUPYETCS, eCrM KOCTHBIN MO3r coaepxut > 25% nuwm-
dobnacToB nNpu OTCYTCTBMU OAHOBPEMEHHOIO NMOPaXeHUs LeHTpanbHon HepBHou cuctembl (LIHC) n/wunu agpyrmnx
3KCTpamMeynnspHbIX 04aros.;

- KOMOUHMPOBAHHBIN KOCTHOMO3rOBOM peLnAnB OUAarHOCTUPYETCS, €CNN KOCTHBIN MO3r cogepXuT > 5% nuwm-
¢obnacToB 1 MMeeTCsa He MeHee OOHOro aKcTpamenynnapHoro ovara OJ1JT;

- UHC peumname gnarHoctmpyeTtcs, ecnv knetku ¢ mopdonornen numdobnactos onpeaensoTcs B NMKBOpe
npv nneountose > 5/ul aAepHbIX KNeTok.

- TECTUKYNSIPHBLIA peunaus ANarHoCTUPYETCs B Criyvae OA4HO UIK ABYXCTOPOHHEro 6e360ne3HeHHOro yBenu-
YeHUs1 ANYEeK C UHPUNBTPaUUER NenKeMNMYeCcKMMU KneTkaMu, NoATBepXKAeHHOW 6uoncuen. B cnyyae, koraa KoH-
TpanaTepanbHoe ANYKO KIMMHUYECKN HE UBMEHEHO, CYOKNUHMYECKOE NopaxeHUe AOMKHO UCKNoYaTbesa buoncuen
C NocrneayLmMM rmcTonorM4ecknm nccrefoBaHneM;

- peunamBbl Apyrnx riokanmsaumin o6HapyK1BatTCs COOTBETCTBYHOLWUMY METOAAMM U LLOSKHBLI NOATBEPXKAATLCS
ovoncuen.

Ta6nuua 1. Knaccugukayusi peyudugos ro epemMeHu pazgumus peyuduea [1]

OTHOLIEeHNe K OKOHYaHM0
Tun peunanea OTHOLUEeHne K MHUUManbHOMYy gnarHosy o~
noagepXxusatoLLlen Tepanum
Mo3gHun He nmeeT 3HayeHus Bonee 6 mec.
PaHHui Bonee 18 mec. MeHee 6 mec.
OueHb paHHuI MeHee 18 mec. MeHee 6 mec.
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Pe3ynbTaTbl M 06CyXaeHue:

M3 49 6onbHbIX C peunamBoM OCTPOro nerikosa 32 cnyyas Habnoganucb y AeTen ¢ ocTpbiM MMM O6nacTHbIM
nevikodom (OJ1J1), 16 cny4aeB npu ocTpom MuenobnactHom nenkose (OMI1), 1 — 6bin y pebeHka ¢ OMJ1, no3xe Ha
aTanax nogaepXusarLlen xMMmuoTepanum aaswemy TpaHcdopmauuio B OJNJ1, 4To 66110 HEBO3MOXHO OAHO3HAYHO
OTHECTM K peunauBy nerkosa.

Cpeav nauMeHTOB C peunanBoM OCTPOro nenkosa ManedmnkoB 6bino 33(67%), nesoyek 16 (33%), T.e. npesa-
nMpoBanu Manb4mnku.

orlpo3
4,0%

W an
4

Crapwe 15-4,0%
ot 10 go 15 oy

e ——

PucyHok 1. PacnpedeneHue nayueHmos ¢ peyudusom OJ1 no eo3pacmy

Mo AaHHbIM, NpeAcTaBnNeHHbIM B Anarpamme 1, peunamsbl B 60MbLIMHCTBE CryvYaeB BCTpeYyanuch y AeTel B
Bo3pacTe oT 3 go 7 net (41%).

Mpu atom y BonbHbIX Yalle Habnoganca KOCTHO-MO3roBow peunams. Cpeaun 41 criyvyasi KOCTHO-MO3roOBOro
peunamnsa 36 (74%) cocTaBunn U30NNPOBAHHBIE KOCTHO-MO3roBble, Y 3 (7%) — 6bin KOMOBMHUPOBAHHbLIN KOCTHO-
MO3roBOV peunanB 1 Henponewnkos, 2 (4%) — KOMOUHNPOBAHHBIN KOCTHO-MO3rOBOW U TECTUKYMAPHbIA peunans. Y 7
(15%) poeTen BepndnLMPOBaH M30NTMPOBAHHbIV BHEKOCTHOMO3rOBOW peuuamns.

Ta6bnuua 2. PacnpedeneHue nayueHmos ¢ peyudusom OJ] 8 3agucumocmu om fiokanusayuu peyudusa

Bug peungmsa KocTHO-MO3ro- BHekocTHOMO3roBowm KoMGuHupoBaHHbI
Bon (KM) Heliponerkos opxuT KM+ KM+
HENpOnenKkos Opxut
Konnyectso 36 (75%) 6 (12,5%) 1(2,1%) 3 (6,2%) 2 (4,2%)
naumeHToB C
peunansom OJ1

Peunamsbl Yalle BO3HMKaNM B NepBble ABa roa oT Havana 3abonesanus. Tak, CBEpXpaHHUA peLMamnB Cryyuncs
y 21 naumneHTa (44%), panHun peungue 6biny 19 (40%), no3gHuii Bo3Huk y 8 netei ¢ ONJ1 (16%). YkasaHHble akThbl
NO3BONSIOT MPEANONOXNUTbL, YTO BEPOSTHEE BCETO PELMANBLI MOMMM BbITb CBA3aHbI B0 C BbICOKOW BMONornyeckon
3110Ka4YeCTBEHHOCTbIO OMYXOnK, NMMBO C HEMOMHbLIM BbINOMHEHWEM YCIOBWIN MPOTOKOMA Tepanuu.

3aBNCUMOCTb BO3HUKHOBEHMWS peunanBa oT MMMYHosorndeckoro BapmarTta OJ1J1 n mopdonoruyeckoro Bapu-

aHTa OMIJ1 nokasaHa B Tabnuue 3.

Ta6nuya 3. 3asucumocmb CpoKa 803HUKHOBEHUS peyudusa om ummyHogpeHomuna OJ1J1

Cpok peunauea CBepxpaHHUn PaHHui Mo3gHuin
Common 6 (18%) 7 (22%) 7 (22%)
Pre-B 3 (9%) 4 (11%)

B-kneTouHbIn 3 (9%)

T-KNEeTOYHbIV 2 (6%) 1 (3%)

Bcero 14 (42%) 12 (36%) 7 (22%)

Takvum o6pasom, cpeam n3HavanbHO HebnaronpPUATHLIX PEHOTUNUYECKNX BapuaHToB (pre-B 1 3penoknetoyHble
B n T BapwuanTel OJ1J1) npeBanupoBanu ceepxpaHHune peumavebl. OgHako peunavBsebl B rpynne geten ¢ bnaronpu-
SATHBIM NO NUTEpPaTYPHbLIM AaHHLIM common BapuaHTom OJ1JT okazannck HeOXnOaHHbIMK.
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B aToii cBA3K Mbl noaBeprny 6onee NnogpoOHOMY aHanm3y BO3MOXHbIE NPUYMHBI PELUANBOB Y 3TUX BOMNbHbIX.

PesynbraT M3yyeHns meguumuHckux kapT B AebroTe 3abonesaHusa nokasarn, 4yto 30% (6) oeter ¢ peunameom
common-BapuaHTa OJJ1 6binn B Bo3pacTe 1-3 net, 60% (12) — B Bo3pacTte 3-7 net, 10% (2) — B Bo3pacTte 7-10 ner.
To ecTb, Wb TpeTb AeTel 3abonenu neriko3om B 6onee paHHeM Bo3pacTHOM nepuoge. N3 atux 6 naymeHToB 3
pebeHKka fanu cBepxpaHHUi peunanBs, 2 AeTel — paHHui 1y 1 MmanbumMka oTMevancs no3gHui peunams, YTo nog-
TBEpPXAaeT hakT 0 3Ha4YeHUn Bo3pacTa pebeHka Ha NPOrHO3 OCTPOro Nenko3a.

B rpynne 14 getewn, Bnepsble 3ab6oneBLUNX OCTPbIM NENKO30M B NPOrHOCTUYECKM «BnaronpuaTtHOM» Bo3pacTte
(3-10 nerT), y 9 (64,3%) MMMYHONOrM4YeckMii BapuaHT COOTBETCTBOBAST COMMON BapuaHTy C KO3KCNpeccuen mue-
noungHbIx aHTUreHoB. Becero xe cpean 20 crnyvyaeB peuManBOB y AeTeil C common BapuaHToMm, y 6onee nonoBuHbI
(11 peten — 55%) Gbina conyTcTByOLAsA KOSKCNIPECCUSI MUENONAHBIX aHTUIEHOB, YTO MO MCCNeaoBaHUAM APYrUxX
aBTOPOB pacLieHMBaETCS Kak NPOrHoCTUYeckn HebnaronpuaTHeln bakTop [6]. 3 aTux 11 aeten y oBonx Gbina Bbi-
siBNneHa reHetTnyeckas aHomanusa BCR/ABL, 1 pebeHok 6bin ¢ cuHgpomoM [layHa, To ecTb y HUX 6binv nsHayansHo
HebnaronpuATHbIE XPOMOCOMHbIE NEPECTPONKM.

Takum obpasom, 3 pebGeHka B JaHHOM uccnenoBaHum 3aboneny B OTHOCUTENbHO GraronpMsTHOM Bo3pacTe
1 MeNnu n3Ha4varnbHO UCKIIOYMTENBHO COMMON BapuaHT Uy HUX He Obino o6HapyeHO Kaknx-nmbo XpOMOCOMHBbIX
nepectpoek. B gaHHou rpynne 1 pebGeHoK He 3aBepLunm MHAYKUMOHHYIO Tepanuio B CBA3U C OTKa3OoM poauTenem
OT NneveHus.

Y 7 (35%) naumeHTOB ¢ common BapuaHToM auarHo3 OJ1 6bin ycTaHoBMNeH B nepuog 6onee 1 mecsaua ¢ Mmo-
MEeHTa NepBbIX NPOABNEHNN 3aboneBaHus, U3 HUX 1 pebeHoK okasancsa n3 rpynnbel C U3Ha4YanbHO 6naronpPUATHLIM
nporHo3omM. lNMeproa OT Hayana NepBbiX KMUMHUYECKUX MPOSIBNEHUA 0O BEpUPULNPOBAHHOIO AMarHo3a oCcTporo
nenko3a He paccMaTpMBaEeTCsl B KayecTBe NMPOrHOCTUYECKOro pakTopa, O4HAKo HaM npeacTaBnsaeTcs, YTo caMm
hakT He MOXeT BbITb He yYTEeH.

lMpoBeneH aHanu3 nepunoga AOCTUXEHMA peMmccumn Ha atanax tepanuun: y 11 (55%) geten remaTonornyeckas
pemuccus 6bina gocTUrHyTa yxe k 15-My gHio npoTokona |, YTo COOTBETCTBYET NMTEPATYPHbLIM AaHHBIM. Y 8 feTei
pemuccusi 6bina 3apernctTpupoBaHa k 33-my gHIO NpoTokona, v nuwb y 1 pebeHka pemuccust He Obina 4ocTUrHyTa
paxe Kk 33-my AHio.

Bbino npegnonoxeHo, 4To He Obin BblaepXKaH TaMWHT B MPOBEAEHUM XMMUOTEPanuKn, O4HaKO BbICHUIOCH,
4YTO B 3TOM rpynne Nuilb Yy 3 nauueHToB ObiNn NepepbiBbl B TEpanuu, CBA3aHHbIe C BO3HWKaBLUMMU Pa3nmMyHbIMU
OCINOXHEHUSIMU, T.€. CBSA3M C PELUANBOM N HEBLIMOMTHEHNEM YCITOBUIA NPOTOKONA XMMMOTEPanun He yCTaHOBIEHO.

AHanu3 NonHOLEHHOCTU NogAepXKMBatoLWen Tepanumu nokasan, uto 6 (18,7%) nauveHToB Nony4anu nogaep-
XUBAIOLLYIO XMMUOTEPANUIo B HEMOMHOM 06beMe (Obinv NnepepbiBbl B TEpanuu, 0Tkas oT NoAAepKUBatoLLEN XMMNO-
Tepanuu Ha onpegeneHHoMm aTane), 2 (6,3%) pebeHka He NpMHUManu NoAAePXKUBALLY XMMUOTEpPanuio BoooOLe.

Taknm 06pas3om, MOXXHO CHMTaTb, YTO yXyALIEHMEe pe3ynbTaToB Tepanuun y nauneHToB ¢ common BapuaHtom OJ1J1
ObIN10 CBSI3aHO BO MHOFOM C COMYTCTBYIOLLIEN KOIKCNIPEecCcuen MmenonaHbix MapkepoB. Bo3HMKHOBEHNE peunamBoB Yy
6 neTten, n3HavyanbHO 3a60NEBLUNM OCTPbIM NENKO30M B BO3pacTe A0 3 feT, eLle pa3 nog4epknBaeT NPOrHOCTUYECKM
HebnaronpusaTHY 3Ha4YMMOCTb Bo3pacTa. CHxXeHuo 6e3peLmanBHON BbIXXMBAEMOCTUN Y BOMNbHbLIX CNOCOBCTBOBANMO
HapyLUeHne pexrMMoB NoAAEPXKUBAOLLEN XMMUOTEPanuu, oTkas oT Tepannn Ha MHAYKUMOHHbIX 3Tanax. Kpome Toro,
BEPOSATHO, HEGNAroNnpPUSATHLIM NPOrHOCTUYECKMM (hakTOPOM OKasanach no3aHss (bonee yem 4Yepes 1 mecsy nocne
NosiBNEeHNs CMMNTOMOB 3ab0reBaHus) AuarHoCTUKa OCTPOro fneriko3a B AebtoTe.

MuvHMManbHasa ocTaTodHasi 60nes3Hb B JaHHOM UCCnefoBaHumM He n3y4vanach, HO UCKMOYUTE MOMTHOCTLIO HamMu-
Yme OCTaTOYHOrO KITOHA NaTONOrMYecKuX KNeTok y AeTewn ¢ 3abnaroBpemMeHHo 6naronpuaTHbIM UMMYHOSOMMYECKUM
BapuaHTOM He NpeAcTaBnseTCsl BO3MOXHbIM.

Cpenu cnyyaeB peumanBa y geten ¢ OMJ1 npeobnagan M2 sapuaHt OMJ1y 12 geten, yto coctaBuno 75%
(tTabnuua 4).

Tabnuuya 4. 3asucumocmb CPOKO8 BO3HUKHOBEHUS peyudusa om ummyHogheHomuna OMJ1

BapuaHt OMJ1 CBepxpaHHU PaHHun Mo3gHun
M, 2(13%) 1(6%) -
M, 5(31%) 7(44%) -
M, . 1(6%) - -
BCEIO 8 8 -

Mo AaHHBIM MMMYHOMEHOTMNPOBaHUA BRNacTHbIX KNeTok npu peunamse OMJ1 nsonuposaHHbin M, BapuaHT
3aperncTpupoBaH B 6 cny4asx (36%) u Takxe 6bino BoisBneHo 6 cnyvaes M, Bapuanta OMJ1 ¢ koskcnpeccuen
nUMOonIHbIX aHTUreHoB (36%). BeisisneH 1 cnyyan peunamsa M-, BaprardTa OMJT ¢ koskcnpeccren MMenonaHbIx
aHTureHoB (5%) ceepxpaHHero peuungmea. ¥ 1 pebeHka ¢ M7 BapunaHtom OMJ1 npy BO3HUKHOBEHWMN CBEPXPAHHEro
peumamnsa npounsowna tpaHcdopmauus B OJNJ1, T-kneToYHbIV BapuaHT, NO3TOMY AaHHbIV NALMEHT He yYTeH B Tabnuue.

Kak BugHo n3 tabnuubl 2, npu OMJ1 npakTudecku He Habnoganucek no3aHune peungmsbl. [peBanupoBanu
cBepxpaHHue peungmssl OMJI.
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PucyHok 2. PacnipedeneHue nayueHmos ¢ peyudusom OMJI no eo3pacmy Ha nepuod duaecHOCMUKU ieltikosa

Kak BMaHO u3 pucyHka 2, nauneHTbl ¢ peunamsom OMJ1 Ha MOMEHT nepBUYHOro 3aboneBaHnsi NenKo3om Gbinu
B Gonee cTapLuem Bo3pacTe, Hexenu naumeHTsl ¢ peunansom OJ1J1.

M3BecTHa 3aBmucumocTb nporHoda OMJT oT pa3nuyHbIX XPOMOCOMHbIX TPAHCNOKALUMIA U TEHETUYECKNX MyTaL i
[4,7]. AHann3 HanNMYNsA XPOMOCOMHBIX My TaL M BbISBUI Hannyne TpaHcnokaumm B 8 cnyyasx peuungnsos OMJT (50%).
M3 Hux y 2 geTel 6bina TpaHcnokaums £(8;21), kotopasi npy yCnoBUN AOCTUMXEHUS PEMUCCUM NOcre NepBoro npo-
TOKONa MHAYKUMOHHON Tepanun, paH4OMU3NPYETCs Kak cTaHaapTHas (HU3kas) rpynna pucka. OgHako y 1 pebeHka
c TpaHcnokauuen t(8;21) obHapyxeHa conyTCTByOLLas XpOMOCOMHasi abbepaunsi — MOHOCOMUSI NO MOSIOBOMN XPO-
MocoMe. HeobxoanmMo OTMETUTb, YTO HEFaTMBHOE BIIMSIHWE Ha NPOrHO3, B TOM Yncrie Y 60MbHbIX ¢ 6riaronpusiTHbIMu
LMTOreHeTU4eCKMMy aHoManusamu, okasbiBaloT akTusmpyowme myTtauum Il knacca TmposuHkuHas c-kit Flt-3 [6,71],
4YTO y AIeTeN B AA@HHOW rpynne He UccreaoBanoch.

Y oboux geteli ¢ TpaHcnokaumei t(8;21) nccnegoBaHne MMMYyHONOMMYECKMX OCOBEHHOCTEN BLISIBUIIO Hanuyne
KoaKcnpeccum nuM@ounaHblx aHTureHoB. Beero B rpynne 6onbHbIx ¢ peumamsom OMJT Hannyune numdonaHbix no-
BEPXHOCTHbIX aHTUreHOB Ha GnacTHbIX KneTkax BbisiBreHo B 7 crny4asx (43,8%). B Hay4yHOn nuTepaType Ham He
BCTpeyanacb MHopMaLmnsa 0 NPOrHOCTUYECKON 3HAYMMOCTU KOIKCMPEeCcCcun NnMMOonaHbIX MapKkepoB Ha 6nacTHbIX
kneTtkax npu OMJI. MNpuBoasTcs faHHble 0 HEGNAronpuUATHOMW NPOrHOCTUYECKON 3HAYUMMOCTU ABYyHanpaBreHHoW
anddepeHUnpPoBKN OCTPOro Nnenkosa, nnu GueHoTUNMYecKoro nenkosa, CoOCTOsIHUS, NPy KOTOPOM cymma 6annos
MUENnougHon NuHUM auddepeHUpoBKM Ha BNacTHLIX KNeTkax, paBHas Uiy NpeBbillaollas 2, B COMETaHUMN He
MeHee Yem ¢ 2 Gannamm ogHoro u3 nuMdonaHbix mapkepos [8].

OcTpblii MMENobnacTHbIN NEKO3 OTNMYAETCH Bblpa)KeHHOW MUeNoCcynpeccueii, ConpoBOXAatoLLENCS TSHKENbIMU
NHMEKLNOHHBIMY U TOKCUYECKUMU OCINIOXKHEHUSIMU, MPY HANUYMKN KOTOPbIX NPOBEAEHNE MHTEHCUMBHOM XMMMOTEpanum
B BbICOKOO3HbIX PEXMMaXx He NpeacTaBnseTcst BO3MOXHbIM [7]. CornacHo npoTtokony AML-BFM 2004 [8] anutenb-
HOCTb MeXOMOYHbIX NepepbIBOB HE AOMMKHA NpeBbllwaTh bonee 4 Hepenb. Hamu npoBeaeH aHanma onMTEeNbLHOCTH
nepepbIBOB Mexay 6rokamu BbICOKOAO3HOW XMMUOTEpPanuu Ha HavanbHOM npoTokone. Y 5 geten ns 16 (31,2%)
oTMeYanucb nNepepbiBbl B Tepanuu, npesbillatlne 4 Hegenu, To ecTb y TPETU NaLMEHTOB He Obin BbiaepkaH Tau-
MUHT Tepanuun. OCHOBHas NpUYMHa OTCPOYEHHOMO Havyana ovyepeaHoro 6roka xuMmoTepanum — pa3BuTne TAXKENbIX
WHPEKLNOHHBIX OCIIOXHEHWI HAa hoHEe NOMNHOro arpaHynouuTosa. ¥ 3 nauMeHTOB B AaHHOM rpynne BO3HUK CBEPX-
paHHUI peunanB 3aboneBaHus, y 2 ocTanbHbIX — paHHWE peuuamnBbl.

Tabnuya 3. AHanus nonHomsi noddepXxusaroujeli mepanuu

KonnyecTBo nauneHToB
MoppepxnBarowas Tepanua
AbcC. %
He npuHumann 5 31,2
lMpepBanu Tepanuto 3 18,8
Bbbinn nepepbiBbl B TEpannn 5 31,2
MpuHMManu B NofIHOM o6beme 3 18,8
BCEro 16 100
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Kak BuaHo n3 tabnuubl 3, B 81,2% cnyyaeB peuumavsa 6bInmn HapyLLeHUs NoagepXusatoLLen Tepanum, n3 Hux 5
nauMeHTOB He Nnonyyanu NnoaaepXunBatoLLyo Tepanuio Boobule. MNMpepbiBaHue nogaepXxmBaoLLen XmMmmotTepanuy B
2 cnyyasx 13 3 661110 CBA3aHO C BO3HUKHOBEHWEM peunanBa 3abonesaHus, 1 pebeHky Tepanusa npepeaHa B CBA3N C
oTKa3oM poauTenein ot Tepanun. Y 5 naumeHnToB (31,2%) 6binv nepepbiBbl B NOAEPXKUBAIOLLEN TEpanum, CBA3aHHbIE
C BO3HMKaBLUMMUN MHAPEKLNOHHBIMU OCIOXHEHNUSIMU Ha DOHE rryOOoKON LMTONEHUN.

Takvm 06pa3om, NOMHOCTbIO ObIN BblAepKaH NPOTOKON XMMUOTEPanuu ToNbko y 3 AeTen. AHanu3 npuyvH peuu-
OMBOB Y 3TWX AeTel nokasan, YTo oguH pebeHok 3abornern BnepsBble Neko3om B Bo3pacTe 1 rofa, y oaHoro pebeHka
61NN XpOMOCOMHbIE aHOManuu B AebtoTe 3aboneBaHns. OOUH U3 Tpex AeTern umern 6naronpuaTHy TpaHCnokaLlmio
t(8;21), HO UMen Ko3KCNpPeccuo NMMQONAHBLIX aHTUTEHOB.

Bbllwe nprvBeaeHHOE NO3BONSET cAeNaTb BbIBOAbLI O TOM, YTO BEPOATHOCTL peLmanBa OCTPOro fieiko3a 3Haum-
TENbHO BblLle NPY HECOOMOAEHUN PEXUMOB XMMUOTEPANUK, a TaKXE Y AeTel C HanMinemM XpOMOCOMHbIX aHOMarni.

BbiBoAbI:

1. Cpeau naumeHToB C peunanBoM OCTPOro fneriko3a npeobnaganv Manbumku — 67%.

2. Mo nokanunsaumu peunanBoB OCTPbIX JTIENKO30B Yallle BO3HUKANM U30NMpoBaHHbIE KOCTHO-MO3roBble peuu-
amBbl — 75%.

3. Peumamebl B 60nblUMHCTBE criyvaeB BO3HMKanuv B nepeble 1,5 roga nocre yctaHOBNEHWS NEPBUYHOIO Ana-
rHo3a, 4to coctaBnseT — 81,6%, Npy 3TOM paHHU peungune coctaBun 47,5%, ceepxpaHHuii — 52,5%.

4. Cpeam peungmsos OJJ1 npeobnagan common BapuaHT — 62,5%. YXyALleHuo TporHo3a npyv AaHHOM MMMYHO-
NorMyeckoM BapuaHTe cnocobcTBoBana Ko3KCNpeccus MMenonaHbIX aHTUreHoB (B 55% crnyyaes) n MpOrHOCTUYECKN
HebnaronpuATHbIN paHHU Bo3dpacT oT 1 roga o 3-x net (8 30%).

5. Y 6onbHbIx ¢ peuynamamu OMJ1 nporHocTMyeckn HebnaronpmMaTHbeIM hakTopom okasanock B 50% cnyyaes
Hanuyve XpOMOCOMHbIX aHOManwui, a TakXe HEeMosiHoe BbIMOMHEHME YCMNOBUI NPOTOKONa Tepanuu (3agepXxkn B
MeXOnMo4YHbI Nepuoa, HenonHas NoAAepK1BatoLLLasa Tepanusi, 0TKas OT JIeYeHUs Ha pasHbiX 3Tanax Tepanum).

6. Y BCex nauMeHTOB C peuuaMBOM OCTPOro nenkosa B 51% cnyvasix umena MecTo NMo3fHsSs AMarHOCTMKa
OCTporo neriko3a B AebtoTe 3aboneBaHns, coctaensowas 1 mecsu OT Havana nepBbiX KIMTMHUYECKUX CUMNTOMOB.

Cnucok nutepaTypbl:

1. KnuHnyecknii NnpoToKON AMarHOCTUKU U NevYeHns ocTporo nuMmdobnactHoro nenkosa y geten (peungme). M3
CP PK 2016r.

2.  M.A.MacyaH, H.B. MsakoBa. OcTpbin numcobnacTtHbin nenkos y geten Oy degepanbHblin HAYHYHO-KIMHUYECKNI
LEHTp AETCKOW remMaTofiorMm, OHKonorum n nmmyHonorun M3 P®, ®I'Y Poccuiickan getckas KnuHuyeckas
6onbHuua M3 P®, Mocksa. // OHkoremaTtonorusa Ne1—2, 2006r.

3. Owmaposa K.O., MaHnxyoBa JI.H., Abgunosa K. NHBa3nBHbIe rpubKoBbIE MHMEKLMN HA NPpOrpaMMHON
XUMmnoTepanuu ocTpbIxX Nenko3oB y aeten. «Megnatpusa n getckas xmpyprusa KasaxcraHa» , Anmatbl , Ne3.,22-
25c.

4. KosnuX.M.1, Hoeuk [.K.1, CmupHoBa J1.A. NporHoctuyeckoe 3Ha4YeHne MONEKYNSIPHO-TEHETUYECKMX MapKepPOB
npv octpoMm muenobnactHom nenkose.// MeguuuHckue HoBocTu. 2015r. Ne 9. Ctp.4-6

5. MaskoBa H.B., KapauyHckun A.U. Henponenkemuns. Npobnembl AnarH0CTUKK, NPOPUNaKTUKL 1 neveHus. //
lemaTtonorusa n TpaHcdyaunonorud. -2000.- Ne6.- C.35-39.

6. A.I' PymaHues, A.A. MacuaH, E.B. XXykoBcknii. KnnuHnyeckue pekomenpaummn. fletckas rematonornd. 2015r.
Mockea. F'QOTAP-Meana.

7. Ox.E. Py6HuTy. CoBpeMeHHble cTpaTernn fie4yeHns ocTporo MMenoungHoro nenkosa.// Poccumnckniin xxypHan
lematonoruun n oHkonorun, 2016r. tom 3. C1p.49-51.

8. AML-BFM 2004 zur Behandlung der akuten myeloischen Leuk-mien bei kindern und Jugendlichen gesellschaft
fur P-diatrische onkologie und H-matologie. // Therapieprotokoll in der Fassung 3/2010
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IKCTPEHHAS S9KCTPAKOPIIOPAJIBHASA YAAPHO-BOJTHOBASA
JUTOTPUIICUA ITPU KAMHAX MOUYETOYHUKA VY IETEN

logmaHoB XK.A., HagpxumutauHos 4A.C.
PecnybnukaHckuin cneumannanpoBaHHbIN LEHTP yporioruu, r.TawkeHT, Y3bekncTaH

BBepeHue. KamHu, pacnonoxeHHble B MOYETOYHMKE, KaK NPaBuUmo, SABMASKTCA NPUYMHOW OCTPON cynpase-
3MKanbHOM 0OCTPYKLMM, KOTOPas KMMHUYECKN MPOSBMNSIETCS NOYEYHOW KOMMKOMW, MPUYUHSAS OETSIM HECcTepnumble
cTpajaHusa n Tpebys ycTpaHeHUs NpUYnHbI 06CTPYKLMM B SKCTPEHHOM NOPSAAKE U Aaxe LeHOW UHCTPYMEHTanbHoro
BMeLlaTenbcTBa. Cnocobbl neyeHnsi paaHo0OpasHbl, Y BKITHOYAT: BbKMAATENBHYO TaKTUKY, YCTAHOBKY MOYETOY-
HWKOBOTO CTEHTA, 3KCTPaKoprnoparsnbHyo yaapHo-BonHoByto nutoTpuncuto (QYBI), ypeTepockonuto ¢ MHTpakapno-
panbHON NIUTOTPUMNCUI N HAKOHEL, TPAAULMNOHHYI0 YPETEPOIMTOTOMUIO, KOTOPYH HA CEroAHALIHUIA LIeHb UCMOMb3YHT
oyeHb peako. OgHako, Npy NPoOBEAEHUM KOHCEPBATUBHOIO NEYEHUst MPUCTYMbl MOYEYHOW KONMKU HEe OLHOKPaTHO
NOBTOPSIOTCS 10 MOMEHTa CaMOCTOSITENbHOIO OTXOXAEHUSI KAMHSA U poanUTEenu pebeHka BbiHYXAeHbl MHOTOKPaTHO
obpalartbes K Bpady. [py 3TOM yBENMYMBAETCS PUCK PA3BUTUSA Pa3NNYHbIX OCITOXHEHWUA, MPOUCXOAMUT YrHETEHNE
hbyHKLMM NOYKKN, 06OCTPEHNE UHPEKLMN MOYEBOrO TpakTa, YTO MOXeT ObiTb NpUYMHON cencuca. [Jo HacTosLero
BPEMEHU HET EANHOTO MHEHWS, Kako Hanbonee onNTuMarnbHbIA METOZ NeYeHnst Heo6XxoaUMO BbIGPaTb NPU MOYEYHOW
KOnvKe y naLMeHTOB AeTCKOro Bo3pacTa.

Pes3ynbTaThl nccnenoBaHuii, NPoOBEAEHHbIE Y B3POCIbIX MNaLMEHTOB NOATBEPXAAOT, YTO IKCTpeHHast JYBJI
sBnsieTca Hambonee NpeanoYTUTENBHBIM METOAOM NIEYEHUS NPU KAMHAX MOYETOYHMKA, KOTOPbIE CONPOBOXAAKTCS
NoYeYHOI KOMNMNKON, He «NoafaloLLnXCca» MeANKaMeHTO3HOW Tepanuuy 1 TOMNbKO B TEX Cry4vasix, Korga OTCyTCTBYHOT
abconoTHbIe Noka3aHus K Agekomnpeccun noyku (1). bonee Toro, cpaBHUTENBHbIN PETPOCMNEKTUBHbINA aHanu3 no-
Kasarn, 4YTo Npu 3KCTPEHHbIX cuTyaumnsax, AYBJ1 senseTca 6onee ahekTUBHLIM METOLOM NEYEHUS, YEM YCTaHOBKA
HepPOCTOMbI NI MOYETOYHNKOBOTO BHYTPEHHENO CTEHTA, HE MPUYMHASA cTpagaHusa 6onbHomy (2). OgHako pesynb-
TaToB npumeHeHus JYBJ1 npu noyevHoN Konvke y AeTen B nuTepaType Mbl HE 06HapyXunu.

MaTtepuanbi u meToabl. B nccnepoBaHune BknoyeHbl 58 nauneHToB 0OpaTMBLUMXCS B KOHCYNbTaTUBHO-AMA-
rHocTuyeckoe otaeneHne PecnybnukaHckoro cneymanm3mpoBaHHoro LeHTpa yponorum ¢ sueaps 2015 no Hosb6pb
2017 roga c No4eYHON KOMMKON, KOTOpasi He KynupoBanachk Npuv NpUMEHEeHUN HECTEPOUAHbIX MPOTMBOBOCMANMUTENb-
HbIX CPEeACTB UMY HE OJHOKpPaTHO MOBTOpsinack B TedeHue 24 yacoB. Bcem 60mMbHBIM BbIMOMHANM 00K aHanuns
KpOBMU, onpeaensnu ypoBeHb MOYEBUHbI 1 KpeaTMHUHA B CbIBOPOTKE KPOBW; MCCEA0Bany CpeAHH NOpLM0 MOYn
1 Npuy Hanu4um 6akTepuii, NPOBOAMIM BaKTEPMONOrMYecKoe nccrefoBaHne; BbINOMHANM ynbTpacoHorpaduio novek
MO4Y€eBOro TpakTa 1 0630pHyto yporpaduto. BHyTpuBeHHyt yporpaduio (BBY) npon3Boannm TonbKko B TEX Cry4vasix,
Korga no gaHHbIM 0630pHOW yporpadun 6binv COMHEHMSI B pa3Mepax Y YPOBHSA pacrnofioXeHus KamHs. VicxogHas
XapaKTepucTnka KaMHew onpeaerneHa no AaHHbIM BU3yanm3auroHHbIX METOL0B MCCNef0BaHNs U BKIioYana pasmepsbl
(HanbGonbLKN NoNepeYHbI AuameTp No AaHHbIM 0030PHON PEHTreHOrpaMMbl) 1 MOKanM3auunio ero B MOYETOYHMKE
(MOSAICHNYHbBIN OTAEN, MOAB3A0LWHbIA UM TA30BbIN).

Kputepusamm ncknioyeHns naumMeHToB U3 UccrieoBaHus Oblnv cnegyoLmne cuTyaummn: Hanuume opraHn4yeckon
00CTpyKUMM cynpaBe3nkanbHOro otgena Mo4eBoro TpakTta (Mnv ecnu paHee Gbina BbINOMHEHA peuMnnaHTauns
MOYETOYHMKA B MOYEBOW Ny3bIpb, NIACTMKa yPETEPO-ITOXaHOYHOIO CerMeHTa NoYkM), MHPEKLUN MOYEBOro TpakTa
(MMT) B cTagun oboCcTpeHus, koarynonaTns, eAMHCTBEHHAS NOYKa U peHTreHHeraTuBHbIE KaMHu (B TOM Yncrie pac-
NONOXEHHbIE B NTIOXaHKE NOYKN UK NNEeNo-ypeTepanbHOM CErMEHTE), YPOBEHb KpeaTUHMHA B CbIBOPOTKE KPOBM Gonee
0,115 mmonb/n. MNepen nposegeHem JYBJI1 poautenam geten 6ouina npegoctaeneHa nHopMmauusa 0 MeToae 1 ee
OCITOXXHEHMSAX, @ TaKXe BO3MOXHbIX MaHUNYMALMSX HA MOYEBOM TpakTe (MPUMEeHeHNe MOYETOYHUKOBOMO CTEHTA,
3HOO0CKOMMYECKOe yaaneHne pparmeHToB kKaMmHel) Npy He06X0AMMOCTY UK MOBTOPHON NMUTOTPUNCUW. BeinonHanm
BMeLLATEeNbCTBO TOMBbKO NOCHe NOMyYeHus cornacus poautenen pebeHka Ha MMTOTPUNCUIO.

QVYBIJ1 BbinonHeHa Ha annapata BToporo nokoneHusi Direx-Novo (/3paunb) B TeueHne nepBbix 24 4acoB C
MOMEHTa Hadana npucTyna noYe4YHON KOMUKKU, NoL BHYTPUBEHHBIM HAPKO30M. JIUTOTPMNCUIO NPOU3BOAMMN NO4
KOHTPOJIEM PEHTIEHTENEBNAEHUS, MOLLHOCTb yAAPHbIX BOJTH MPOrpPeCCUBHO YBENMYMBATIM A0 TEX NOP, NOKa He Npo-
ncxoauna gesvHTerpaumnm KamHs, doparmeHTbl KOTOPOro MOrnv 6bl CaMOCTOATENbHO OTONTU. KaMHK, pacnonoXeHHble
B NMOSICHMYHOM OTAENe MOYETOYHUKA hparMeHTMPOBAHbI B MOMOXEHUN pebeHka Ha CrvHe, TOrAa Kak Haxoasiwmecs
B MOAB3A0LWHOM 1 Ta30BOM OTAENax Ae3UHTErPMPOBaHbI B MOJTIOXEHWM HA XUBOTE.

MegaunkameHTO3Hasa Tepanusa Gbina HavyaTta npu obpalleHny naumMeHTa B KNMHUKY (AnknodeHak 75 mr npu-
MeHSNu kaxable 12 yacos, npy Heob6xoaAnMocTu). MHTeHCUBHOCTL 60K oLeHnBanu kaxable 42 yaca nocne JYBJ,
perncTpupoBanu tTemnepaTypy Tena u OTXOXAeHue pparMeHTOB. YNbTpa3ByKOBOE UCCNeAOBaHME MOYEBOro
TpakTa BbIMOMHANM cpa3dy nocre NUMToTpuncum n kaxaole 24 vaca. [ns BbisiBMeHUs CTeNeHn dparmeHTaumm
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KaMHS 1 JMHaMUKK NnepemMeLLeHnst ero oparMeHTOB MO MOYETOYHMKY NPOM3BOAMMIY 0630PHYI0 peHTreHorpaduio,
no HeobxoaUMOCTH.

CpenHuin koadduuneHT adpdektneHocTn (K3) SYBJ Bblumcnanm ¢ nomollblo opMynbl  NpeanoXeHHON
Denstedt J.D. n coaBTopamu (7):

-KonnyecTtBo nonHocTbi0 M36aBneHHbIX OT kamHen nauneHToB (%) X 100/ (100 + 4yncno 6omnbHbIX KOTOpbIE
noABEeprnnucb NOBTOPHOMY ceaHcy nutoTpuncum (%) + YNCno NpoBeAeHHbIX AONONMHUTENBHbIX MaHunynauun (%).

Pe3ynbTaTbl. CpegHuii Bo3pacTt nauneHToB coctasun 9,5+1,8 net (5-16 net), manb4nkoB 66110 34 1 eBOYEK
-23. B ambynaTopHbIX yCNoOBMAX Oka3aHa noMoLb 21 6onbHOMY, 87 naumMeHToB Obinv rocnMTanmM3npoBaHbl B CTaum-
OHap Ha ogHu cyTkn. CpegHuii pasmep kamHel coctasun 1,26+0,2 cM. KamHu pacnonaranvcb B NPOEKUMnN Ta30BOroO
oTgena moyetoyHuka y 38 (66%) neten, B noas3agowHom otaene y 7 (12%) n nosicHmyHom- B 13 (23%) cnyvasx.
CpepnHee KonNn4ecTBO yaapHbIX BonH coctaBuno 1200 npu mowHocTn 17-18 kB. KameHb Obin doparMeHTUpoBaH y
BCEX MaLMeHTOB BO BPEMSsi O4HOro (NepBOro) ceaHca NMUTOTPUNCUK, HU B OOHOM CIlyyae He BO3HMKa noTpebHOCTb
NOBTOPHOro BMeLLaTenbcTBa. AHanua pesynstatoB OYBJ1 6611 npoBeaeH yunTbiBas ABa NokasaTens: nokanmsauuio
KaMH$ (MOSICHUYHBIVA OTAEN Uy Ta3oBbIN) 1 ero pa3mMepsbl (6onee 10 MM nnu meHee 10 mm).

Hanbonee xopoluve pesynbtaTbl ObIIM NOMyYeHbl y NALMEHTOB C KAMHAMMK padMmepamu MeHee 10 mm (n=41),
KOTOpble pacnonaranucb B AUCTanbHOM oTAene MoveTovyHuka. PparMeHTbl KaMHSA Hayanu oTxoauTb B TeYeHune
nepBbIx ABYX cyTok nocne JYBJTn 33 (K3 coctaBun 80%) pebeHka NONHOCTBIO M36aBUNNCH OT HUX K KOHLY 5 CyTOK.
®parmeHTbl y OCTanbHbIX ABYX AeTel NONHOCTHI0 OTOLLMY B TEYEHME NOCeayLW X HECKONbKNX AHeln. dnnataums
MOYETOYHMKA B 3TOM rpynne naunmeHToB COXPaHSanock A0 6-7 HEeN, OAHaKO Mpu BbINOMHEHUMN yribTpacHorpadumn un
0630pHON peTHTreHorpadumn pesngyarnbHbiX KaMHen 06HapyXeHO He BbINOo U CYE3NU NPUCTYMbI MOYEYHON KOMNMKMW.

Mpun kamHsx pasmepamu 6ornee 10 mm (N=17) Ha BTOpblE CYyTKM (hparMeHTbl KaMHS NMOMHOCTBIO OTOLUIN TOMb-
ko y 9 (KO coctaBun 53%) naumeHToB u K KOHUY 5 cyTok ewe y 6 (KO coctaBun 35%). NonHocTbio n3baBnnucb ot
hparmMeHTOB kamMHe 60MbHbIE 3TON rPyNMbl K KOHLY 7 CyTOK HabntoaeHus. Mpuyem y By X AeTew B UHTpaMypanbHOM
oTAene MOYeTOYHMKa cchopmmupoBarnach KaMeHHasi OPOXKKa NPOTsHKEHHOCTbI0 oT 10 4o 14 MM, KOTOpPYHO CMOrnn
NVKBUONPOBATb NPUMEHEHNEM KOHCEPBATMBHOW Tepanuun. lnnataums MOYETOYHMKOB Y 3TUX NALUEHTOB COXpPaHa-
nacb 6onee gnuTenbHbIA Nepuog okono 9-10 aHewn.

Kaknx nnbo pasnunynii B cpokax oTXoxaeHuns doparMeHToB kamHel nocrne 3YBJ1 B 3aB1ucumMocTu oT nokanunsawumm
B MOYETOYHWKE BbIABMEHO He ObIno.

MpnumHoM rocnutTanuaaumm naumeHToB nocne JYBJ1 B cTaumoHap ABUNOCk: HEOOXOAUMOCTb HabnaeHns B
ONHaMVKe NpyY 4acTo NMOBTOPSIOLWMXCA NPUCTYNax MOYEeYHOW KONNKK, eTU MnaALlen BO3pacTHON rpynnbl, HEBO3MOX-
HOCTb (MO MpUYMHE OTCYTCTBMSA TpacnopTa) 06paTUTLCS K Bpayy B Ha3HAYE€HHOE BPEMS M Ha KOHEeLL, N0 HaCTOSHUIO
poauTtenen 60NbHOrO.

Kakunx-nmbo 3HauYMTENbHbIX OCMOXHEHUN (OKONOMOYeYHasa remMaTtomMma, nNpu IUTOTPUNCUN KAMHS PaCrnoSIOXeH-
HOro B BEPXHEM OTAENEe MOYETOYHMKA; HapyLleHne NpoxogMMOCTM MOoYeTouYHMKa) nocre QYBJ1 He oBHapyxeHo.
MakporemaTypus 6bina y 48 naumeHTOB 1 coxpaHsanach B TedeHue 48-71 yacoB nocne nutoTpuncum, He Tpebosana
NpoBefeHNsa reMocTaTUYeCKon Tepanmm (He OTMEYEHO CHWXKEHMS YPOBHSA remornabuHa B nepedepu4eckomn Kposm)
n pacueHeHa Hamu kak NoboYHbIN adhdekT. B Tpex cnyyasx Habnoganu noBbiLLeHe TeMnepaTypbl Tena, NpUYnHon
KOTOPOW ABMIOCH 060CTPEHME NHEKLMM MOYEBOrO TpakTa 1 ycuneHme aHTnabkepnansHON Tepanvm No3BoOnuo
KynupoBsaTb ee KoHCcepBaTMBHO. H1 B ogHOM crnyyae He noTpeboBanock NpMMeHeHne AONOMHUTENbHbLIX MaHUNyns-
LUUI: cynpaBes3nkanbHOW AepuBauym MoYy, BMeLlaTenbCTBa C MCNOMNb30BaHWEM SHAOCKONUYECKNX MHCTPYMEHTOB.

AHanus coctaBa (hparmMeHTOB KamMHewW BbiNonHeH y 41 nauneHTa. B 60nblIMHCTBE Cy4YaeB OHW COCTOANN U3
okcanata kanbums (n = 20), B TOM Yncre 6biNn cMelaHHble - okcanat u ocdat kanbuus (n = 16), CTPyBUTHbIE
obHapyxeHbl B 5 cny4asix v TOMNbKO y OAHOro 60MbHOMO BbISIBNEH LIUCTUHOBBIN.

O6cyxaeHune. CornacHo pekomeHgaunsam «European Association of Urology» TakTvka neyeHvs naunmeHToB
C KAMHAMU MOYETOYHMKA 3aBUCUT rMaBHbIM 06pa3om OT MX pa3MepoB U MecTa PacnonoXeHWs, U B MEHbLLEN CTe-
neHu ot opmbl (3). HageaTbca Ha CMOHTaHHOE OTXOXAEHWE MOXHO Y BONbHBLIX C KAMHAMU pa3mMepbl, KOTOPbIX He
npesbiwatoT 4 MM, 4To npoucxoant B 80% cnyyaes. Npu kamHAX 6onee 7 MM B AnameTpe BEPOATHOCTb CaMOCTOS-
TerNbHOro OTXOXAEHUS 04eHb HU3kasi. Oka3anoch, YTO B TE€X Cry4vasix, KOraa kaMmeHb HaxoAnTbCS B MPOKCMManbHOM
oTAene camoctoaTenbHOe ero oTxoxaeHme npovexoant B 25% cny4vaes, B cpegHeM — B 45%, n'y 70% naumeHToB
— B AucTtanbHoM otaene. HakoHel, Hanbonee 4acTo, B 79% crny4yaeB, KaMHU CaAMOCTOATENbHO OTXOAAT, €CIK Ha-
XOAATCH B MPOEKLUN ypeTepoBe3nKanbHOro coyctbe. AKTMBHOE BMELLATENbCTBO NOKa3aHo npu pasMepax KamHs
npesbiwlatoLme 6-7 Mm B guameTpe, B CNeayoLlmnx CUTyaunsx: MeaukaMmeHTO3HOe fNeYeHre He NPUBOANT K yCrexy,
y MauMeHTOB C OCTPOW NepcucTupyoLLein o6CcTpyKLmen ConpoBoXAatoLLencs HapyLeHemM dyHKLUM NOYKU, MHAEK-
LMen MOYEBOro TpakTa, pUCcKke pasBuTUsi NMoHedpo3a Unn cencuca, 4ByCTOPOHHEN 06CTPYKUMK, MPU €ANHCTBEHHO
yHKUMOHMpYIOLLEM opraHe (2). He cMoTpsi Ha To, YTO NOAOOHLIX UCCNeaoBaHUN He NPOBEAEHO cpeaun AeTCKON
nonynsiuMm HaceneHus, no MHeHuto Van Savage J.G. 1 coaBT. BCe, YTO KacaeTcsi BONPOCOB CTAaTUCTUKM U NIEYEeHUs
Ons B3pOCNbIX NALUUEeHTOB MOXHO NPUMEHUTb U Ansa aeten (4).
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3a nocnegHue 10 neT, NOCTOSAHHOE COBEPLLUEHCTBOBAHNE MUHMMAIbHO MHBA3UBHbLIX TEXHOMOMMI, B TOM Yncne
QYBJ1 no3Bonumno yponoram oTkasaTbCs OT 6onee «arpecCcuBHbIX» METOA0B NEYEHUS NPU KAMHSIX PACMONOXEHHbIX
B MOYETOYHMKE. B KNUHMKaX, rae nMeeTcs NMTOTPUNTOP, BbINONIHEHHAS B KOPOTKUE CPOKU NOCIIE NepBOro npuctyna
noyeyvHou konvkn JYBJ1 no3BonseT ycnewHo nMkBnanpoBaTb 06CTpykumio. HecMoTpsa Ha To, uTo JQYBIJ1 siBnsietca
MeToA0M BbiGopa Npu NeYeHUn KaMHe MOYETOYHUKA, B 3KCTPEHHbIX CyYasx NMMTOTPUINCHUIO NOKa eLLe UCMOoNb3yHT
He MHorue yponoru. meetcsa Hebonbluoe KOnMYecTBO Ny6GnvKaunii NocBsLWLEeHHOW aTor npobneme. Mo gaHHbIM
Gonzalez E. n coasT. (1), Abraham K. 1 coBT., (2) BbinonHeHHas AYBJ1y nauMeHToB C NOYEYHOWN KOMNMKON NO3BONSIET
[oBUTbCS NMyYvlwnx pesynbTatoB, «4em oTcpoyveHHas». [pu aTom nonHoe ns3baBneHne oT kKamHen Habnwganu B
74%-86% B 3aBUCMMOCTHM OT UX pa3mMepoB U nx nokanuaauuu. MNpn kamHAx pasmepammn 6onee 2 MM ANMTENBHOCTb
OTXOXEeHWs hparMeHTOB yBeNnuumMBaeTcs noyty Basoe. Van Savage J.G. uay4nn pesynbraTbl NeYeHUs NaLMeHToB,
KOTOpbIM BbinonHeHa QY BJ1 B 3aBMCUMOCTUN OT MeCTa pacnofioXXeHUsl KaMHS B MOYETOUYHUKE W OKa3anoch, YTO ecnn
OH Haxo4uTbCs B NPOKCUMaNbHOM UKW B CPeAHEM OoTAenax, To dparMeHTbl 0TX0AAT B Honee KopoTkme CPpoKu, no
CpaBHEHVIO C AUCTanbHO pacnonoxeHHbiMu (4). OgHako Bce 3TU UCCnefoBaHUsA KacalTCsl B3POCHbIX NaLUeHTOoB,
TOorga Kak pesynbtaToB NpMMeHeHus akcTpeHHon QYBJ1y netei Mmbl He 0OHapyxunu. Mo Halwmm JaHHbIM Mbl HE Bbl-
SIBUIU, KaKMUX MO0 pasnuyunii B CpOKax OTXOXAEeHUS KaMHel B 3aBUCUMOCTM OT UX pacnonoxeHus. Toraa kak, nocrne
QYBIly peTteli ¢c pasamepamu KamHs, npesbiwatowymn 10 MM nonHoe n3baeneHue ot ¢parmeHToB Obino B 6onee
ONUTENbHbIA NPOMEXYTOK BDEMEHU, MO CPABHEHMIO C NaLMeHTaMn KOTOpble UMENU KOHKpeMeHTbl meHee 10 MM..

[MpuMeHeHne ansa nonHoro n3baBneHns oT KaMHeN ABYX UMK flaxe Tpex ceaHcoB QYBJ1 HepeaKo CTaHOBUTLCSA
HeobxoanMbIM Y B3pocnbIX nauneHToB. o gaHHbiM Arrabal-Martin M. 1 coaBT. NonHOCTbIO N36aBUTb OT KaMHew
nocrie NepBoro ceaHca NUTOTPUNCUN yaanock Tonbko B 68% cnyyaes (5). Micnonb3oBaHue nNMTOTPMNCHMM BTOPOWA
pa3 nossonuno euwle B 31% cnyyaeB obuTtbcsa ycrnexa. ABTOp 0OHapyXun, 4To YacToTa NOBTOPHOrO fe4YeHus 3a-
BECUT, B MEPBYI0 ovepeb, OT pa3MepPOB KaMHSA 1, BO BTOPYO, OT €r0 pacnosioXeHnsi B Mo4YeTo4vHuKe. MNokasaTtens
achpeKkTUBHOCTM Obin BbIlLE Y NALUMEHTOB C KAMHEM PaCMONIOXEHHbIM B BEPXHEM OoTAene moveTouvHuka (37%), no
CPaBHEHNIO C TEMU, Y KOTOPbIX KOHKPEMEHT HaXoOuUIcst B cpegHemM Unmn HuxHem otaenax (28,6% un 24,5%, cooT-
BETCTBEHHO). Takum 06pa3omM, pa3amepbl KAMHS ABMSIOTCA OCHOBHbIM MPOrHOCTUYECKUM (DaKTOPOM, BIIUSAIOLLUM Ha
HeobXoAMMOCTb MOBTOPHOIO ceaHca NUToTpuncuun. B Halwem nccnefoBaHny HU Yy OOHOIO NauueHTa He BO3HMKNA
noTpebHOCTL BbiNonHeHMs noBTopHo QYBJT, Tak kak Bo Bcex crnyyasx yaanocb pa3gpobuTb kaMeHb Ha JOCTaTO4YHO
mMernkue dparMeHTbl, KOTOPble OTOLUNIN CaMOCTOATENbHO. MpuYnHON NOAOGHON cUTyauun SBNSETCS criefyollee:
yAapHas BOMHa He TepsieT CBOK 3HEPrvIo Npu MPOXOXKAEHUU MEHbLIEro No pasMmepy Tena y pebeHka; yaapHble
BOMMHbI MEHbLUEN MOLHOCTM 6onee addEeKTUBHbI, MOCKONbKY pe3ynbTaTtoM NX BO3AENCTBUSA HA KaMeHb SIBNAOTCA
Menkue dparMmeHTbl. [1ecTBUTENBbHO OKa3arocb, Mo NpeaBapuTenbHbIM AaHHLIM, YTO NPU CPAaBHEHUN CO B3POC-
NbIMW NauneHTamMu y eTen ansa pparmeHTaumm KamHsa Mbl MICMOMb30Bany MeHbLUEEe KONMMYECTBO YAAPHbIX BOMH U
C MeHblUel MOLLIHOCTbIO.

Takum obpasom, AYBJ1 BeinonHaeMasi B 3KCTpeHHOM nopsiake aBnsetcs Hanbornee LenecoobpasHbiM METOA0OM
neYvyeHnst Npy KaMHSAX MOYETOYHUKA U NO3BONSIeT M30aBUTb pebeHka OT cTpagaHuii B KOPOTKME CPoKn. Mbl cornacHbl
C MHEHUWEM [ApYyrnx aBTopoB, YTO HEOOXOAMMO LUMPOKO NPUMEHATL 3TOT METO MPU NOYEYHOWN KOMWKe, B TOM Yucne
ny pgeten. Hanuuo npeumyuiectsa: oTnagaet Heo6XoANMOCTb ANUTENBHOMO feYeHUsi C MOMOLL b0 NPOTMBOBOC-
nanuTenbHbIX CPEACTB U ANUTENbHON rocnuTanm3auun. PasymeeTcs, BbiGop MeToaa neveHus (MegukaMmeHTo3Has
Tepanus, QYBJ1 unu ypetepockonus) Heobxoanmo cornacoBaTtb C POAUTENAMM NaLUEHTa, KOTOpble AOIMKHbI pac-
nonaraTtb MOSTHON M LOCTOBEPHOW MHOpMaLUMeln O NpenumMyLLecTBax U HeJocTaTkax KaXKaoro ManouvHBa3vBHOIO
MeTOoaMM1, BO3MOXHbIX OCINOXHEHUSAX.
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