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OPTAHUBAIINA 3APABOOXPAHEHU A

YOK: 616-036.882-08:616-053.3

2BOPAHBAEBA P.3., “>’60XBAHBAEBA H.C., “>’A/ITbIHBAEBA I.6., > YPCTEMOBA K.K.,
2IAB/IETOBA /., 2CENOAPBINKbI3bI A.

MOHUTOPUHI KPUTUYECKMX COCTOAHUIA HOBOPOMAEHHBIX
(3A 9 MECALLEB 2020 roaa)

1AO «Hay4Hbili yeHmp neduampuu u 0emcKoli xupypauu», Aamamel
2HAO «Ka3zaxckuli HayuoHanbHbIl MmeduyuHckuli yHusepcumem um. C.[. AcheHousapoea», Aamamel

B cmameoe npusedeHsl pe3ysnemamesl MOHUMOPUH2A Kpumu4ecKux COCmoAHUl y HOBOPOXOeHHbIX o 9 peauo-
Ham Pecnybauku KazaxcmaH, Kypupyemeoix Hay4yHeim LleHmpom neduampuu u 0emckoli xupypauu. [TposedeH
aHAAU3 Kapm y4ema HOBOPOHOEHHbIX 8 KpUMUYECKUX COCMOAHUAX 8 8o3pacme om 0 00 28 OHell #U3HU C
maccoli mena npu poxcdeHuu 500 epamm u bosee, HaxoOuswWUXCA 8 omoesieHue PeaHUMayuu U UHMeHCU8HOU
mepanuu HOBOPOXOEHHbIX 30 nepuod ¢ 15.01-14.10.20202. B pe3ysabmame chopmyaupo8aHbl OCHOBHbIE MPO-
b611embl 8 pe2uoHax u npedcmassaeHsl nymu ux peuleHus.

Knroueseole cnosa: HOBOPOH{OEHHbIﬁ, MAa0eHYecKas CMepmMHoCmeos, MOHUMOPUHe, Kpumu4YecKue COCmoAHUA

(Ana yumupoeaHus: bopaHbaesa P.3., boxbaHbaesa H.C., AnmbiHbaesa I.b., asnemosa 4., Celioapbinkbizsl A.
MoHUMOopUH2 Kpumu4yecKux cocmosHUli HosopoxOeHHbIX (3a 9 mecsayes 2020 2o0a). lNeduampus u demcKas
xupypeus. 2020;3-4 (101-102):7-13.)

1250PAHBAEBA P.3., “>’60XXGAHBAEBA H.C., > A/ITbIHGAEBA I.5., 2AABNIETOBA [, *CENAAPbINKbI3bI A.

XAHA TYbITfAH HOPECTENEPAIH, )KAF,D,AﬁI'IAPbIH BAKbIJIAY
(2020 »xbinabiH 9 aiibl)

«MMeduampus 3aHe 6anaaap Xupypauscsl FolabiMu opmansirsi» AK, Aamamel
2«C. . AcpeHdusapos ameiHdarel Kazak ¥nmmesik MeduyuHa YHusepcumemi» YAK

Makanada lMeduampusa »aHe 6aa0a1ap XUPypeuscsl FolabIMU OpMAnbiFbl emeKwinik ememiH KazakcmaH
PecnybaukacoiHelH 9 eHipi 6olblHWA YaHAG MYraH Hapecmesnepee MOHUMOPUH2 MCypai3y Hamuxcenepi
KepceminzeH. 15.01-14.10.2020 <. }#. apasbiFblHOA HAHA MYyFaH HapecmenepoiH PEAHUMAUUSA HIHE KaPKbIHObI
mepanusa 6enimweciHoe 0-0eH 28 KyH emip apanbifbiHOa, 0eHe canmarsl 500 epamm icaHe 00aH HOFapbl
Kayinmi HapecmenepOi ecernKke any KapmanapelHa manoday xypeizindi. AFeiIMmOarbl KezeHOe2i HopecmesnepoiH
ayblp HardalinapbiHbIH MOHUMOPUH2IHE M(ypeisineeH manday Hamuxcenepi bolibiHWa eHipaepoezi Hezizai
Macesenep MyxuubipbiMOasin, 0a1aposl wewy #0oa0apsi bepindi.

TyliiHOi ce30ep: ¥aHa MyFaH Hapecme, Hapecme 6s1iMi, MOHUMOPUH2, KUblH ¥cardalnap.

(Cinmeme ywiH: bopaHbaesa P.3., boxbaHbaesa H.C., AnmeiHbaesa I.b., asnemosa 4., CelioapbinKbi3bl A.
MaHa mybinFaH Hapecmenepdin xcardalinapeiH 6akbiaay (2020 #cbiadsiH 9 alivl). leduampus #aHe bana xu-
pypeauscel. 2020,;3-4 (101-102):7-13.)

2BORANBAYEVA R.Z., "’ BOZHBANBAYEVA N.S., “? ALTYNBAYEVA G.B., 2DAVLETOVA D., *SEIDARYPKYZY A.

MONITORING OF CRITICAL CONDITIONS OF NEWBORNS
(FOR 9 MONTHS OF 2020)

1Scientific center of Pediatrics and Children’s surgery, Almaty
2S.D. Asfendiyarov Kazakh National Medical University, Almaty

The article presents the results of monitoring of newborns in 9 regions of the Republic of Kazakhstan, supervised
by the scientific center of Pediatrics and pediatric surgery. In the period from 15.01 to 14.10.2020, the neonatal
intensive care unit analyzed the records of newborns with a body weight of 500 grams and above, living from
0 to 28 days. Based on the results of the analysis of monitoring of critical conditions for the current period, the
main problems in the regions are formulated and ways to solve them are given.

Keywords: newborn, infant mortality, monitoring, critical situations

(For citation: Boranbayeva R.Z., Bozhbanbayeva N.S., Altynbayeva G.B., Davletova D., Seidarypkyzy A.
Monitoring of critical conditions of newborns (for 9 months of 2020). Pediatriya i detskaya khirurgiya - Pediatrics
and children’s surgery. 2020;3-4 (101-102):7-13.)
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AKTYAJIbHOCTb NMPOBJ/IEMbI

nocnegHee pgecatunetve B Pecnybnmke KasaxcraH
BHaGAro,a,aeTca CHUXEHWEe AETCKOM M MaafeHye-
CKOW CMepTHOCTU B 2 pasa. B pe3ynbraTte aHanmsa ycta-
HOBJ/IEHO, YTO 33 nocnegHue 10 NeT ManbyYMKM YyMUPAIOT
yawle aeBoyek (57% ManbuMKOB), AETU B CE/IbCKOM MECT-
HOCTM TaK¥Ke b6o/blue yA3BMMbI, YeM ropoackue aetu. bo-
Jlee NoNOBUHbI C/ly4aeB CMEPTHOCTM AeTen B BO3pacTe 40
5 NeT NpoucxoamT B TeYEHME NePBOro MmecsaL,a XusHu [1].
Mo pgaHHbIM BcemmnpHoro skoHommyeckoro ®opyma,
B PENTMHre CTpaH MMpa MO YPOBHIO AETCKON CMepTHO-
¢t KasaxcTaH 3aHMmaeT 54 mecto. bonblias YacTb aeten
ymupaeT B Bo3pacTte a0 5 net, ns Hux 51,7% cocrasnatot
HOBOPOXKAEHHbIE. B CTpyKTYpe 3aboneBaemoctu n cmepT-
HOCTU HOBOPOXAEHHbIX, Beayllee MecTo MNpOAOo/IKatoT
3aHMMATb HeZOHOLWEHHbIe AeTU, NepuHaTaibHaA cMmepT-
HOCTb KOTOpbIX cocTaBnaeT okono 90,0%o.. MNMperkae Bcero,
3TO OTHOCUTCA K AETAM C O4€Hb HU3KOWM U IKCTPEMAJIbHO
HM3KOM Maccoi Tena. MNpu 3Tom, B pogosBcnomoraTesb-
HbIX YYpPEXAEHUAX NOKA3aTeNb JIETa/IbHOCTU COCTABNAAET
8,2-9,9% Ha 1000 poamBLUMXCA KUBbIMK [2-4].
bnarogapa coBepwWeHCTBOBAaHUIO MeTO4O0B BbiXa-

KMBAHUA, Pa3BUTUIO PEAHMMALMOHHOM CAYXKObl U UH-

TEHCUBHOM Tepanuu B MNepuHaTasbHOW MeauLMHe C
MCNONb30BAHMEM HOBbIX MEPUHATAIbHbIX TEXHOMOTUM,
3HAYUTE/NIbHO CHU3MNACb MAALEHYEeCKasa U HeoHaTasb-
Haa CMepPTHOCTb, B TOM 4ucae B rpynne rmyboko Heano-
HOLEHHbIX AeTel, B OCHOBHOM 3a CYET CHUXEeHMUA ne-
TaNIbHOCTU OT PECNMUPATOPHbIX PACCTPOMNCTB U achUKCUm
npu poxaeHun (8 3,2 n 3,8 pasa COOTBETCTBEHHO). ITn
MepPONPUATUA NO3BOIUIN NOBLICUTb NPOLLEHT BblXKMBae-
MOCTW HEAOHOLIEHHbIX AeTel C O4eHb HU3KOW U IKCTpe-
MaJIbHO HM3KOM Maccon Tena. Tak, 3a nocneaHue NATb
net B PK poxpgaemocTb yBennumnacb Ha TpyM NpoLeHTa
(2015-2018r.), ypoBeHb BbI*KMBAEMOCTU AeTel C Beco-
BOM KaTeropuen oo 1500 rpammoB Bbipoc Ha 30% u co-
cTaBua okono 60%» [1].

Takum obpasom, B uenom gemorpaduyeckme us-
MEHEHUA B MocnedHMe rogbl B mupe U B pecnybiuke
MMEIOT NOJIOKUTE/IbHbIE TEHAEHLUN (MOBbILEHUE POXK-
AaemMocT, cTtabuamsauma nokasaTeneil CMepTHOCTM).
BmecTe ¢ Tem, NOKa3aTeNn MaafLeHYECKOM CMePTHOCTU
B pecnybanKe OCTaloTCA BbICOKMMM, 4yem 0DOOCHOBaAHO

NPOAO/IKEHWE OPraHU3aLMOHHbIX MEPONPUATUIA B CTPa-

HEe, HanpaB/E€HHbIX Ha CHNXeHWe NeTasibHOCTU AETEVI.

PE3Y/ILTATbI AHAJIU3A MOHUTOPUHIA KPUTUYECKUX COCTOAHUIN

Cu,enbro CHUKEHMSA MNafeHYecKol CMepTHOCTU
B pecnybnunke paspaboTtaH MnaH MO CHUMKEHUIO
MafleHYeckoM cmepTHOCTM Ha 2019-2021r.r. [5]. Mpo-
OO/KAETCA MOHUTOPUHT KPUTUYECKUX COCTOAHWUI HO-
BOPOAEHHbIX AETeN, NOCTYNMUBLUMX M HAXOAMBLUUXCA
B KPUTUYECKOM COCTOAHMM B OTAE/NEHMAX pPeaHMMauun
M MHTEHCUBHOM TepanuMuM HOBOPOKAEHHbIX, HayaTbli C
2016 roga. Mo «KPUTUYECKON» CBOAKE MOAAIOTCA HOBO-
POMKAEHHbIE B TAME/NOM COCTOSIHUM C KNUMHUKOM Ntoboit

opraHHol aguchyHKUMKM ¢ maccoit Tena 500 rp. n 6onee.

HayuyHbIi LeHTp neavaTtpum U AETCKON XUpPYyprum
nposoanT MOHUTOPUHT KPUTUYECKUX COCTOAHUIN HO-
BOPOMKAEHHbIX B 9 pernoHax pecnybnuku: r. Aamatsl,
AnmaTtmHckanobnacTtb, ambbinckasaobnacTb, . LLbIMKEHT,
BocTouHoO-

TypKecTaHcKaA, 3anagHo-KasaxcTaHcKas,

KasaxctaHckasa, MaHrbicTayckana,  Kbi3binopaunHckas
obnactn. Hamu npoBeaeH aHann3 cy4aes KPUTUYECKOTO
COCTOAHMA Cpean HOBOPOXAEHHbIX B Kypupyemblx
HUMOX pernoHax 3a nepuog ¢ 15 aHBapsa no 14 oktabps

2020r.

Tabnnua 1 - CpegHee KONMYECTBO KPUTUUYECKUX HOBOPOXKAEHHbIX NO perMoHam 3a 9 mecsues 2020r

PervoH! 15.01- 15.02- 15.03- 15.04- 15.05- 15.06- 15.07- 15.08- 15.09- Wroro
14.02 14.03 14.04 14.05 14.06 14.07 14.08 14.09 14.10
r. Anmartbl 84 78 81 86 85 77 55 56 60 662
AnmaTuHCKanA 57 55 63 54 61 67 65 25 45 492
Kambbinckan 21 19 21 27 31 19 20 17 25 200
r. LWbimkeHT 24 22 18 20 22 18 22 25 26 197
3anagHo-KasaxctaHckas 17 22 24 18 22 25 23 26 25 202
MaHrbicTayckas 35 39 36 46 28 21 42 24 22 293
TypKecTaHcKan 86 64 80 66 87 83 88 84 86 724
KbI3bl1OpANHCKan 47 34 45 46 56 50 65 66 57 466
BoctouHo-KasaxcraHckan 53 18 18 24 16 18 35 55 65 302
Bcero 424 351 386 387 408 371 415 378 411 3538



Tabnuua 2 - PacnpegeneHve ymepLwmx AeTel no permoHam

PernoHsol Kon-Bo ymepLumnx
HOBOPOXAEHHbIX
Abc. M (%)
r. Aimatbl 100 13,0
ANMaTUHCKaA 108 14,0
Kambbinckan 59 8,0
r. LUbIMKeHT 82 1,0
3anagHo-KasaxcraHckan 70 9,0
MaHrbicTayckas 78 9,0
TypKecTaHcKaA 119 16,0
KbI3bl1OpANHCKas 93 12,0
BoctouHo-KasaxcraHcKan 59 8,0
WUtoro 768 100

B Tabnuue 1 npeacTtaBieHO KOMMYECTBO «KpPUTMYE-
CKUX» HOBOPOMAEHHbIX MO KYpPUPYyeMbIM permoHam 3a
aHaNU3npyemblii Nepuoa.

Bcero 3a 9 mecauyes 2020r. nogaHbl 3538 HoBO-
POXAEHHbIX B KPUTUYECKOM COCTOAHMKU. KaxKabln na-
Tbill pebeHOK B KPUTUYECKOM COCTOAHUW Nepenasanca
n3 TypkecTaHckon obnactu (20,5%), ropoga AnmaTbl
(18,7%). 3aTem cneayolme NO3ULUK MO YACTOTE KPU-
TUYECKUX HOBOPOXAEHHbIX 3aHMMaOT ANMaTUHCKaA
(13,9%) 1 K3bin-OpgmHckan (13,2%) obnactu. HaumeHb-
WKA NPOLEHT KPUTUYECKUX AETEeN PerncTpmposancs B
cnepyowmx permoHax: MaHrbicTayckas obnactb (8,3%),
3anagHo-KasaxcTtaHcKas obnactb (5,7%), ambbinckan
obnactb (5,6%), ropog, WWbimkeHT (5,5%). Heobxoanmo
OTMETUTb, YTO B AMHAMWKE 33 aHaANM3UPYEMbIN Nepu-
o4, (c AHBapA no okTAbpb 2020r.) oTMeYaeTcA He3Hauyn-
Te/NbHOe CHUXKeHue (Ha 13 HOBOPOXKAEHHbIX) CpeaHero
KO/IMYeCcTBa HOBOPOKAEHHbIX AeTell B KPUTUYECKOM CO-
CTOAHUMU

3a aHanM3Mpyemblli Meprog, B KYpUpyemMbix permoHax
ymepsio 768 HOBOPOXKAEHHbIX AeTel, cpeamn KoTopbix 590

(77%) aBnanucb HegoHoWweHHbIMKM, 178 (23%) ymepLumx

Bcero ymepno Bcero ymepno

[LOHOLLIEHHbIX HeOHOLIEHHbIX

AbcC. M (%) Abc. M (%)
49 49,0 51 51,0
30 28,0 78 72,0
12 20,0 47 80,0
5 6,0 77 94,0
14 18,0 57 82,0
17 22,0 61 78,0
26 22,0 93 78,0
12 13,0 81 87,0
13 22,0 46 78,0

178 23,0 590 77,0

aeTel poouanCb B AOHOLIEHHOM CPOKe HepemMeHHOCTH
(tabnuua 2).

B Tabnunue 2 npeactaBaeHo pacnpeseneHme ymepLmnx
[OOHOLLEHHbIX U HEAOHOLEHHbIX AeTel NO Kypupyembim
pervoHam.

M3 Tabnuubl BUAHO, YTO HOMbLIAA YACTb JeTaNbHbIX
CNy4aeB cpeam HOBOPOXKAEHHbIX B PK 3apernctpmpoBaHa
B TypKecTaHckol obnactu (16%), 4yTb MeHblue B
AnmaTuHckon obnactu (14%) u r. Anmatbl (13%). aHHble
(8%),
3anaaHo-KasaxcTaHcKol (9%) n BocTouHo-KasaxcTaHCcKom

nokasatesnn camble HU3KMEe B HKambblicKol
(8%) obnacTax. Mpu aTom 60/bLIOE KOIMYECTBO YMEPLLMX
[OOHOLIEHHbIX AeTel npuxoamutca Ha . Aamatbl (49%),
ANMaTUHCKY1O (28%) 1 TypKecTaHCKyto obnactu (22%).

PacnpegeneHve ymepLlnx feTen No Becy nNpu poxae-
HUW NOKa3ano, YTo Cpeau HeAOHOLWEHHbIX AeTei 60/b-
WIKHCTBO (60%) COCTaBUAW AETU C IKCTPEMAIbHO U OYEHb
HU3KOM maccoli Tena (Tabauua 3).

Kak npeacTtasneHo B Tabunue 3, COOTHOLLEHWE YMEPLLMX
aetel ¢ BecoBol Kateropuerr 1000-1499rp. 1 BeCOBOM Ka-
Teropueit 1500-2499rp. 66110 NOYTU oAMHaAKoBbIM (21% u

22%, COOTBETCTBEHHO). ITOT NeYasibHbli GaKT NOKasbIBaeT,

Tabnuua 3- PacnpegeneHune ymeplumx Aeteil no BeCOBOW KaTeropuu

PernoHsol 500-999 rp 1000-1499rp 1500-2499rp 2500rp v Bblwe Bcero
r. Aamartbl 45 16 8 30 72
AnMaTuHCKanA 41 13 17 32 103
Kambbinckan 28 11 9 8 56
r. LbimkeHT 55 10 6 11 82
3anagHo-KasaxcraHckan 21 18 15 17 70
Ma-HrbicTayckas 36 17 13 12 78
TypKecTaHckasn 54 16 23 25 119
KbI3blnopamHcKan 36 16 26 14 93
BocTouHo-KasaxcraHckas 32 7 8 11 59
WUToro 348 124 125 160 757

(60% cpeam Heno-
HOLLEHHbIX AeTei)

(21% cpeau Hepno-
HOLUEHHbIX AeTein)

(22% cpegm Hepo-
HOLLUEHHbIX AeTei)

(27% cpegu
ymepLumx aetei)
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Tabnnua 4 — CTpyKTypa HO30/10rM4Yeckux popm B 3aBUCUMOCTU OT PEFMOHOB

PervoHbl PAC Ac- Popos. BYM+ Cencuc H3K MBIMP BMcC OHMK bNa+ IBH

duKc. Tpas- paH- nosa- nHeB-

TAXKeN. Ma HWUWA HUI MOHUA

cencuc
r. Animatbl 29 5 0 30 10 1 6 10 2 3 1
AnmaTuHCcKanA 36 17 0 18 17 6 9 0 0 0
Kambbinckan 30 19 0 6 3 5 8 1 2 0 2
r. LWeimkeHT 24 19 0 10 6 2 2 5 25 5 0
3anagHo- 37 9 0 6 3 4 8 8 0 7 1
KasaxcraHckaa
MaHrbicTayckas 43 7 0 8 7 3 8 5 1 3 0
TypKecTaHcKan 39 12 5 12 13 4 11 3 0
KbI3bl1OpANHCKan 41 2 4 9 5 2 7 11 4 0
BocTouHo- 18 3 1 8 2 3 12 2 6 3 1
KasaxcraHckaa
Wtoro 297 93 10 107 66 30 63 49 56 28 5
(39%) (12%) (1,3%) (14%) (9%) (4%) (8%) (6%) (7%) (4%) (0,6%)

Mpumeyanue: BYI—eHympuympobHas nHeemoHus; HIK — Hekpomu3upyrousuli SHmepokoaum, MBIIP — MHOXecmeeHHble 8pOX0eHHble
nopoku paseumus,; BI1C — epoxcdeHHbIl nopok cepouya; OHMK — ocmpoe HapyweHue M03208020 KposoobpauwieHus; b/1[] — bpoHxonez204-
HasA ducnaazus; FbH — eemonumuyeckas 60s1e3Hb HOBOPOIHOEHHBIX.

YTO HECMOTPA HA BHEAPEHHbIE TEXHONOMMM BbIXaXKMBaHMA
HEZOHOLIEHHbIX AeTel, BCe elle BbICOKMMM OCTakOTCA Mo-
TepM MIafaeHuUeB ¢ bosblueit BecoBoi KaTeropueit. Heob-
XOOMMO OTMETUTb, YTO BeAyLLEN NPUYMHOM CMepTU AeTel
¢ 6oNbLUIONM BECOBOW KaTeropuel ABASNUCE YNpPaBAseMble
NpWYMHBIL. HacTopaXKMBaeT TaKKe TO, YTO BbICOKMIA MOKa3a-
Teslb IeTaIbHOCTM (27%) oTMevaeTca cpeam AeTel ¢ Maccoi
Tena npu poxkaeHnn 2500 1 6onee (AOHOLWEHHbIE AeTH).

B CTpYKType CMepTHOCTM HOBOPOMAEHHbIX AeTeM,
nvauvpytlowee nosioXKeHne 3aHUMAET TAXKENbI CUHAPOM
ObIXaTeNbHbIX PaccTPOiCTB (39%), CBOMCTBEHHbIN Heao-
HOLUEHHbIM AETAM C 3KCTPEMA/IbHO HU3KOM M OYEHb HU3-
KOM Maccoi Tena.

BTopoe mecTo 3aHMMAlOT HeoHaTasibHble MWHEK-
unmn (23%), npuyem No3aHWe HeoHaTaNbHble UHPEKLUM
(mo3aHMIM HeoHaTaNbHbLIN CENCUC, HEOHaTa/lbHble MHEB-
MOHWKN, HEKPOTUYECKNIN SHTEPOKONNT), BOSHUKAKN Mocne
72 4acoB un3Hm B 60% cnyyaes, B TO BPpEMA KaK paHHUE
HeoHaTa/lbHble WHObEKUMWN (BHYTPUYTPOOHbIE MHEBMO-
HUU, BHYTPUYTPOOHAs WMHbEKUMM, pPaHHWUI HeoHaTaslb-
HbIlA Cencuc, peasin3oBaBLUMECs B NepBble 72 Yaca KU3HU
pebeHKa) BCcTpeyatoTca YyTb pexe — B 40% cnydyaes (Ta-
6nvua 4). HeobxoaMMo OTMETUTb 2 C/ydas AOMaLLHMX
poaos (1 cnyyalt B AiMaTMHCKOM 061acTH, BTOPOI cayyal
B BocTouHo-KasaxctaHcKoi obnacTy).

BporKAEeHHble MOPOKM Pa3BUTUSA OTMevanncb y 14%
ymepLumx getei. Kak npaBuio, B CTPYKType BPOKAEHHbIX

nopokos yaule (63%) BCTpeYanucb BPOXKAEHHbIE MOPO-

KM cepaua. XapaKTep NOPOKOB OTIMYANCA COMKHOCTbLIO,
KOMBOMHAUMEN HECKONbKUX KPUTUYECKMX MOPOKOB CEPA-
La. B cBA3K c HekypabenbHOCTbLIO MOPOKOB, ONEepPaTUBHOE
NeyeHune Yactn 60nbHBIM He nposogunock. CneayeT oT-
MEeTUTb, YTO NpeHaTaNbHaA gmnarHoctuka BIMP B pernoHax
ocTaeTtcs HU3Kou (42%).

PoxaeHue pebeHKa B TAXKeNON acPUKCUM U HaTallb-
Hble TPaBMbl FO/IOBHOFO W CMWHHOMO MO3ra crnocob-
cTBoBann cmeptHocTn 103 (13,3%) HOBOPONKAEHHDIX,
NPenMyLLLeCTBEHHO B PaHHEM HeOHaTa/lbHOM nepuoje.
Mopasnawuee 60abWKNHCTBO (57%) aeTen, poXKAEHHbIX
B TAXKenol acoukcum (no wrane Anrap 0-1 6annos) pe-
rMcTpupoBanuch B T. LLUbIMKeHT (19 HOBOPOMKAEHHbIX),
*ambbinckon (19 HoBOpPOKAEHHbIX), AAmaTuHCKoM (17
neteit), TypKectaHckon (Bcero 17, n3 Hux 12 HOBOpO-
KAOEHHbIX - TAXKenaa acdukenn, 5 aetel - pogosas Tpas-
Ma) obnactax. ITM AeTM yMUpaau B Nepsble 72 Yaca Xus-
HW, U nevebHas rMNOTEepMHUA, K COXKaJEHUIO, He AaBana
addeKra.

OpHako 4 cnyvaa TAXKenoh acOUKCUM y [OHO-
WeHHbIX aeTei (3 cayyasa B T. WbimKeHT n 1 cayyan
B MaHrbicTayckoi o6nactu), mbl cBaA3biBaem C Hebnaro-
NPUATHON CUTyaLMeN NO KOPOHABUPYCHON MHbEKUUU y
6epeMeHHbIX }KeHLLMH, MOCKO/bKY 3TN AEeTU POAUIUCE OT
MmaTepei ¢ TAXKeNon NHeBMOHMEN. Mpn 3TOM MO AaHHbIM
MLUP, PHK Covid-19 He naeHTndmumpoBaHa.

OcTpble HapyLlleHWs MO3roBOro KpoBoobpalieHus B

BMAE BHYTPUYEPENHbIX KPOBOM3IUAHMIA ABUAUCD NMPUYM-
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INEAUATPUA N1 AETCKASA XUPYPTUA

Ta6nv|u,a 5 - Konnyectso yMepLWwnx HoOBOPOXKAEHHbIX B permoHax, B 3aBUCUMOCTHM OT BO3pPacCTa

PervoHbl 0-6
(aeHb XKKU3HK)
r. Anmartbl 43
AnmaTumHCKan 58
ambbinckan 42
r. LbimkeHT 36
3anagHo-KasaxcTaHcKkan 53
MaHrbicTaycKas 40
TypKecTaHcKasn 33
KbI3blnopAnHcKan 38
BocTouHo-KasaxcTaHcKan 28
Ntoro 371(48%)

HOM NeTanbHOCTM 56 HOBOPOXKAEHHbIX, YTO COCTaBMIO 7%
OT 06LLero KosnyecTsa ymepLumx geten. bonbloe Konu-
YyecTBO ymepLunx aeteit (44,6%) B 3TOM HO30/10TMYECKOM
CTPYKTYpe Habnwganocb B ropoge LUbIMKeHT, B 2 pasa
meHblLue (19,6%) - B Kbi3bln-OpAnHCcKoM obnacTtu.

OTteyHas ¢dopma remosmMTnyeckor 6onesHn HoBOpPO-
YKAEHHbIX ABUMACb MPUYMHOWN NIeTaNIbHOCTM 5 goHOLWeH-
HbIX AeTel. [laHHble neTasibHble Cy4an, Mbl PEFUCTPUPO-
Ba/iM B "ambbinckoli (3 cnyyas), BocTtouHo-KasaxcTaHcKol
(1 cnyyair) obnactax u B ropoge Anmartbl (1 pebeHoK). 3To
CBMAETENLCTBYET 0 AedeKTax aHTeHaTaIbHOTO yxoA4a, No-
CKOJIbKY MMEIOT MECTO C/ly4am no3aHen gmarHoctukm Nl6H
N OTCYTCTBUM 1e4eBHO-NPODUNAKTUYECKUX MEPONPUATUI
Ha atane NMMCII.

JleTanbHOCTb HOBOPOXKAEHHbIX AEeTel B 3aBUCUMOCTH
OT BO3pacTa npeacrasieHa B Tabauue 5.

Moyt % (48%) HOBOPOXAEHHbIX YMUPANU B paHHEM
HeOHaTa/IbHOM Mepuose B pesy/sibTaTe TAXKEI0ro CUHAPO-
Ma AbIXaTeNbHbIX PACCTPOMCTB, TAXKENON NepeHeceHHoM
achuKcun B pogax, poLOBOM TPaBMbl, BHYTPUYEPEMHbIX
KPOBOM3/IUAHMUI, A TaKKe paHHel HeoHaTa/IbHON UHOEK-

UMK, JleTanbHOCTb Yy KaK4oro TpeTbero pebeHKa peru-

7-27 28u < Bcero
(oeHb KU3HK) (oeHb XKU3HK)
36 14 93
29 9 96
14 1 57
37 9 82
18 2 73
23 15 78
52 12 97
36 13 87
20 3 51
265(35%) 78(10%) 768

CTpMpOBaJiach B NO34HEM HEOHATaNbHOM nepuoae. Mpu-
YMHOM CMEPTHOCTM B 3TOM Mepuoae ABAANACL MO34HAA
HeoHaTanbHasA MHPEKUMA, Yalle BCEro B BUAE HEKPOTU-
YeCKOro 3HTEPOKO/IUTA Y IyOOKOHELO0HOLWEHHbIX AETEN.
B naHHOM cnyyae HeobxoaMmo obpallaTb BHUMAHME Ha
cobnogeHne UHOEKLMOHHOIO KOHTPONA B OTAENEHUAX
BbIXa*KMBAHMA HEAOHOLWEHHbIX AeTeNn.

B noctHeoHaTanbHoM nepuoge (28 aHel u 6onee)
ymepno 78 getei, uyto coctaBuno 10%. B atom nepuoge y
8 ryboKOHEeAOHOLLEHHbIX AeTel chopmmpoBaiack 6PoH-
XONeroyHaa A[ucnnasua, NpoTeKasBlwas B OO/bLUMHCTBE
c/ly4aeB Ha GOHe peunaMBUPYIOLLETO TEYEHUA MHEBMO-
HUU. TaKKe 5 cnyyaes B 3TOM rpynne cocTaBuUIU AETU C
BPOAEHHBIMW MOPOKaMM cepaLa.

Taknm obpasom, No AaHHbIM MPOBEAEHHOr0 aHa u-
3a, nornbatoT Yalle BCero AeTu, PoAMBLUMECA B CPOK, C
HOopManbHOW maccol Tena (23%), 4To Bbi3biBaeT ocoboe
b6ecnokonctso. Cpean HEeOOHOLEHHbIX AeTell OCTarTCA
BbICOKMMM MOKa3aTe/In NeTaIbHOCTU Y AeTeN ¢ 6ONbLUOM
BecoBoW Kateropmein (1500-2500 rp.). 9TV AaHHble noa-
TBEPKAAT Ha/IMYME MHOTMX HepelleHHbIX Npobiem B

KypPUPYEMbIX HAMWN PerMoHax.

BbIBO/AbI

1. B CcTpyKType NPUYMH HEOHaTaNbHOW CMEepPTHO-
CTW, BeAyWMMUN SBAAIOTCA COCTOSIHWA, BO3HMKaoLWMe B
nepuHaTanbHom nepuoge (POC, acdukcun) — 52,3%,
BPOXAEHHbIE MOPOKYM pa3BuTna — 22,2%, 6onesHun opra-
HOB AbixaHua (14%), cencuc (13%).

2. CpeaM npuYMH NeTanbHbIX WMCXOA4OB AeTein ¢
60MblWIMM BECOM MPU POXKAEHUM NPEBANUPYIOT acPMK-
cum B pogax (63,4%), HeoHaTanbHble MHeKunM (20%) n
BPOXAEHHble NOPOKK pa3sutma (12%).

3. Habnwopganucb 4 cnyyaa Taxenon achukcum y
[OOHOLLEHHbIX geten (3 cnyyada B r. LUbIMKEHT 1 1 cayyait
B MaHrbicTaycKkol 061acTu), poaUBLIMXCS OT MaTepen ¢

KOpPOHaBUpPYyCHOM nHeBmoHWen. Mo aaHHbim MLUP, PHK
Covid-19 y atux geteit He BepuduLMpoBaHa.

4. To3gHAA HeoHaTasbHasA MHbeKkuus (MHbeKums,
CBAI3aHHas C OKasaHWemM MegMLMHCKOM NomoLLm) cnocob-
cTBOBana cmepTHOCTM B 30% cnyvaeB. ITO yKasbiBaeT Ha
nedeKT no3gHero HeoHaTaIbHOro yxoaa.

5. 12% ymeplunx AOHOLWEHHbIX AeTell poaUnuncCh B
KpaliHe Tsaxenon acdukcun, B 1,3% pernctpmpoBanacb
ponoBas TpaBmMa. ITW AaHHble CBUAETENbCTBYIOT O Hea-
[EeKBaTHOM aKyLIEePCKOW TaKTUKM BeAeHMA POAOB.

6. VmeeT MecCTO HWM3KWMIA NPOLEHT NpeHaTaNbHOM
AnarHoctukm BIMP B pervoHax (42%).

1



12

MPOBJIEMbI U NMYTW PELLEHWNA

OCHOBHble 3ameyaHus/npobaembl

JNinampytowee mecto B cTpykType MC no Ho3onormyeckum ¢dop-
MaM 3aHUMAET TANKEe/bI PecnuMpaTopHbIM AUCTPECC-CUHAPOM Y
rNy6OKOHEAOHOLWEHHbIX AETEN.

AHTeHaTanbHaa npodunaktuka PAC npoBoguTcA He BO BCEX pe-
TMOHaXx.

[ona No3gHUX HeOHaTasIbHbIX MHOEKLMI NPEBANUPYET HAL PaH-
HUMK. B cBA3M C No3aHeN N1abopaTopHOM AMAarHOCTUKOM bakTepu-
a/bHbIX MHPEKLMIN YacTo AONYCKAETCA HENPABWU/IbHbLIA NOAXOA, B
BblbOpe aHTMBaKTepuabHOM Tepanmm, HECBOEBPEMEHHOMN OTMeE-
He M 3aMeHe aHTMbaKTepPUaIbHOW Tepanuu.

MMmeloT MecTo cnyvyanm HeaJeKBaTHOrO HasHayeHWs aHTUOak-
TepuanbHOW Tepanuu: NM6O HecBOEBPEeMEeHHOe Ha3HauyeHue
AHTMOUOTUKOB BCNEACTBME HELOOLEHKU TAMKECTU COCTOAHMSA,
6o cTapToBOE Ha3HaYeHWe aHTUMBUOTUMKOB U3 FPYNMbl pe3ep-
Ba.

B CTPYKType BPOMKAEHHbIX MOPOKOB CEpALLa NPeBanMpPYOT UHKY-
pabenbHble CI0XKHO-KOMBUHMPOBAHHbIE BPOXKAEHHbIE MOPOKM.
HW3KKIA NpoLeHT NpeHaTanbHOM AnMarHocTukm BIP (42%) B peru-
OHax.

MpeHaTaNbHbIN KOHCUIMYM NPOBOANUTCA TO/IbKO B I. AMaTbI.

JleTanbHOCTb AOHOLEHHbIX AeTel OT achUKCUM U POLOBOM TPaB-
Mbl CBUAETENbCTBYET O HEeMnpaBW/bHOM TaKTUKe BeAeHUA POAOB
aKylepaMmn-rMHeKoNoraM1, HEeCBOEBPEMEHHOW  AMarHoCTMKe
KPUTUYECKUX COCTOAHUM Ha ypoBHe MNMMCIT.

JleyebHaa runoTepmmna HOBOPOXKAEHHbIX C achUKCHeElN NpoBOANT-
cAl He BO BCex permoHax. OTCyTCTBYIOT annapaThbl AN NPOBeAeHUA
YyNpaBAfAemMoin TMNoTepmMun, HeT anmapata amnauTyaHON anek-
Tpo3aHuedanorpadum 1 OTCYTCTBYIOT CNELMANUCTDI.
HepoctaTouHO NpoBOAATCA KAMHUYECKMe pa3bopbl U peLeH3npo-
BaHME MEeAULMHCKOW AOKYMEHTALUN BepeMeHHbIX KeHLUH, po-
OMNbHUL, YMepPLUIMX AeTeill COBMECTHO C aKyllep-rMHeKoaoramm
O/ BbIABNEHUA KNtoYeBbIX NPobaem Ha pasHbIX 3Tanax okasaHuA
MeANLNHCKOW MOMOLLM C Pa3paboTKoON Mep MO PeLueHUd 3TUX
npobnem. Pasbopbl HOCcAT GopManbHbIN XapaKTep.
HepoctaTouHoe ocHalweHue Heobxoanmbim obopyLoBaHWEM U
MegMKaMeHTaMK. B HEKOTOPbIX PerMoHax OTCYTCTBYIOT annapatbl
ona onpeaeneHuns Afl, peHTreH-annapaTtbl, PeakTUBbl A4 onpe-
nenenusa KLIC.

[OednumTt KagpoB-HEOHATONIOrOB B PErMOHaX.

MyTn peweHna

MpoBoguTb paboTy Ha ypoBHe MMCI: NOArOTOBKa MEHLWMUH K
6epemMeHHOCTH, CaHaLMA XPOHUYECKUX 04aroB UHdeKLUKn, npo-
bUNaKTUKA HeBbIHALWMBAHWUA, NPEXAEeBPEMEHHbIX POAoB, Lene-
Hanpas/neHHoe obcnefoBaHMe Ha nepcucTupytolme nHdekuun,
CBOEBPEMEHHOE IeYeHne 1 ap.

[oBbICUTb KAaYeCTBO aHTEHaTa/IbHOro yxo4a Ha ypoBHe NMMCIT.

B aKylepcKux cTaumoHapax MOHUTOPUPOBATbL MPOLLEHT aHTeHa-
TanbHOW NpodunakTMkm POC u aHTMBaKTepManbHON nNpoduiak-
TUKW NPW yrpo3e npexaeBpeMeHHbIX POS0B.

MoBbICUTL TPeboBaHUA K BaKTEPMONOrMYECKUM NabopaTopusam,
paboTaTb COBMECTHO ¢ anugemuonoramu. Hanagute paboty 6ak-
TEPUONIOTUYECKON CYKObI, MHPEKLMOHHOTO KOHTPOAS.

MOBbLICUTL KAYeCTBO MpeHaTaNbHOWN CAyXbbl, Y3U-CKPUHUHT, Me-
ANKO-TeHeTUYecKyto cay»Kby, opraHM30BaTb U BHEAPUTb B perno-
Hax NpeHaTaNbHbIA KOHCUIMYM C y4aCTUEM aKyLLIep-TMHEKOI0roB,
reHeTMKOB, HEOHATO/I0roB, HEOHATA/IbHbIX XMPYProB, NMCUXON0rOB
C CBOEBPEMEHHbIM peLleHnemM BOonpoca O npepbiBaHUM bepemeH-
HoCTU (40 22 Hea.).

MpoaonkaTb 0byyeHMe KomaHAHOW paboTe cneumManncTos nepu-
HaTa/IbHOM CNYXKObl .

ObyyeHne Bpayen HEOHATO/IOrOB NPOBeAEHUIO leyebHOM rnno-
TEPMUM, MPOAOIKATL TPEHWUHIU MO OKA3aHUIO NEPBUYHOM peaHu-
MaLMOHHOM MOMOLLM HOBOPOMAEHHbIM B POAU/IbHOM 3ae.
3aKkyn obopyaoBaHWA A4 yNpaBAsSeMOW FMMOTEPMUN BHECEH
B [NaH MO CHUXEHMIO MNageH4Yyeckon cmepTHocT PK Ha 2019-
2021r.

BHeapuTb NepuHaTanbHbIM ayaAuT B MePUHaTaNbHbIX LLeHTpaXx.

HEO6XO,CI|VIMO peLwaTb BONPOChbI B perMoHax no OCHalleHuto Heob-
XOANMbIM o6opy,qosaH|4eM 1 Kagposomy obecneyeHuto.
MOTMBMpOBaTb cneunanncTtos ana pa60TbI B pernoHax.
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'5OPAHBAEBA P.3., 26OXXBAHBAEBA H.C., 'YPCTEMOBA K.K.,

BO3MOMHbIE NMYTU NEPEAAYUN SARS-COV-2 OT MATEPU K PEBEHRY,
KNTNMHUYECKUE OCOBEHHOCTU Y HOBOPOXAEHHbIX

1AO «HayuHbIl ueHmMp neduampuu u 0emckoli xupypauu», Aamamel
2HAO «Ka3zHMY um. C.A.AccpeHOusaposa», Anmamsi

AHQU3 CcoBpeMeHHbIX UCMOYHUKO8 3apybexcHol snumepamypsl 03807UM 8bIABUMb, YMO HA CE200HA
cywecmsyrom pasHopequsble OaHHble OMHOCUMesnbHO 803MOMCHbIX nymeli uHguyuposaHus SARS-CoV-2
HoBOpPOX#OEHHo20, ocobeHHocmell makmuku eedeHus pebeHKa cpasy nocsae poxcdeHus. [losenarmcsa ece
b6onbwe nybaukayuli, 1o0meepxoarouux 8epoSMHOCMb MPAHCAAAUEHMapHoU, UHMpaHamasnbHol u paHHel
nocmHamaneHol nepedayu supyca Ho8opoxdeHHomy pebeHky. [loka3zaHo, Ymo omcymcmeue spemeHHoU
U301A4UU HOBOPOHOEHHO20 pebeHKa om UHGUUUPOBAHHOU Mamepu cpasy rnocsne pomoeHUA U KopmaeHue
2pyOHbIM MOOKOM criocobcmeytom B803HUKHOBEHUIO Mo30HUX UHgeKyuli SARS-CoV-2 y HOB0po#OeHHOe2O.
Takum 06pa3om, 80rPOCLI ONIMUMAAbHO20 G/120pUMMA OUA2HOCMUKU U nymu rnepeda4vu SARS-CoV-2 ocmaromcs
OMKpbIMbIMU U mpebyom 0anbHeliue20 usy4eHus.

Knwuesvie cnoea: KopoHasupyc SARS-CoV-2, HOB0pOMOeHHbIl, 8epmuKaabHAA MPAHCMUCCUSA, 2pydHoe
8CKapMsUBaHUe, BpeMeHHOoe pasnydeHue mamepu u pebeHka

(Ana yumuposaHua: bopaHbaesa P.3., boxbaHbaesa H.C., Ypcmemosa K.K. BoamoxcHbie nymu nepedaqu
SARS-CoV-2 om mamepu K pebeHKy, KauHu4Yeckue ocobeHHocmu y Ho8OpOXOeHHbIX. [leduampusa u 0emckas
xupypaus. 2020;3-4 (101-102):14-24.)

'5OPAHBAEBA P.3., 260XXBAHBAEBA H.C., 'YPCTEMOBA K.K.

SARS-COV-2 UHOEKUUACBIHbIH AHAAAH BAJIAfA BEPINTY
HONAOAPBI, }XAHA TYFAH HOPECTENEPAEI KTIMHUKAJIK
EPEKLUENIKTEPI

I«Meduampus #aHe 6aaaaap XUPYpPaUusChl FblabIMU opmansirsi» AK, Aamamel
2«C. . AcipeHOuspoe ambiHOarbl Kaz¥YMY» KEAK, Aamamei

LLlemendik adebuemmepdin Kasipei 3amaHFbl Ke30epiH manday Kaszipai yaKkeimma ¥aHa myFaH HapecmesepoiH,
SARS-CoV-2 UHeKUUACLIH HYKMbIpyOblH MYMKIH #0a0apsl, 6aaa myblaraHHAH KeliiH OHbl Xyp2izy makmu-
KOCbIHbIH, epeKkwesnikmepi mypansl Kapama-Kaliwsl masimemmep 6ap ekeHiH aHbiIKkmadbl. BupycmelH #aHa
MyFaH Hapecmeae MpPaHCnAayeHMans0bl, UHMPAHAMAAb0bI HaHe epme MocmHAManbobl bepiny MymkiHOi2iH
pacmalimelH aknapammap kebelin Kenedi. X2MaHa myraH HapecmeHi myblaFaHHAH KeliH 6ip0eH #YKmblpFaH
QHAOOH YaKbimuwia oKwaynayobiH 60AMaybl ¥aHe eMweK CymimeH mamaKkmaHobipy HaHa myFaH Hapecme-
O0e SARS-CoV-2 kew uHgheKuuanapsiHbiH nalioa 60aybIHA bIKNaa ememiHi kKepceminzaeH. Ocbinaliwa, oHmadnsl
dua2HOCMUKanbIK anzopumm HaHe SARS-CoV-2 bepiny #ondapsl awbiK ¥aHe api Kapal 3epmmeydi Kaxcem
emeoi.

TyliiHOi ce30ep: SARS-CoV-2 KOpoHABUPYCbI, AHA MYFAH HOpecme, Mik mpaHCMUCCUS, eMWeK emisy, aHa MeH
b6anaHbl yakbimuwa 6eny

(Cinmeme ywiH: bopaHbaesa P. 3., boxbaHbaesa H. C., Yocmemosa K. K. SARS CoV-2 uHgeKkyuacbiHbIH, aHa0aH
banara bepiny #oa0apsl, XaHA MyFaH Hapecmenepoeai KAUHUKAAbIK epeKkwenikmepi. [leduampus 1 aHe 6ana
xupypeuscsl. 2020;3-4 (101-102):14-24.)

'BORANBAYEVA R.Z., 2BOZHBANBAYEVA N.S., 'URSTEMOVA K.K.

POSSIBLE WAYS OF TRANSMISSION OF SARS-COV-2 INFECTION FROM
MOTHER TO CHILD, CLINICAL FEATURES IN NEWBORNS

1JSC “Scientific center of Pediatrics and pediatric surgery”, Almaty
2NJSC “KazNMU named after S. D. Asfendiyarov», Almaty
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Analysis of modern sources of foreign literature has revealed that today there are conflicting data on possible
ways of infection with SARS-CoV-2 in a newborn, as well as on the specifics of the child’s management tactics
immediately after birth. There are more and more publications confirming the probability of transplacental,
intranatal and early postnatal transmission of the virus to a newborn child. It has been shown that the absence
of temporary isolation of a newborn child from an infected mother immediately after birth and breast-feeding
contribute to the occurrence of late SARS-CoV-2 infections in the newborn. Thus, the questions of the optimal
diagnostic algorithm and the transmission path of SARS-CoV-2 remain open and require further study.

Keywords: SARS-CoV-2 coronavirus, newborn, vertical transmission, breastfeeding, temporary separation of
mother and child

(For citation: Boranbayeva R.Z., Bozhbanbayeva N.S., Urstemova K.K. Possible ways of transmission of SARS-
CoV-2 infection from mother to child, clinical features in newborns. Pediatriya i detskaya khirurgiya - Pediatrics

and children’s surgery. 2020;3-4 (101-102):14-24.)

AKTYAJIbHOCTb NMPOBJIEMbI

ofBIeHME HOBOW KOPOHaBUPYCHON WHEKUMHN

SARS-CoV-2 1 HanpaxeHHaa 3anuaemuonormye-
CKas cuTyaLuMsa BO BCEM MUpPE, B TOM YMC/ie B HAlel pe-
cny6mnKe NocTaBuMAM nepes, CneunanmctaMm 34paBoox-
paHeHuA 3a4a4M, CBA3aHHbIEe C ObICTPON AMArHOCTUKOM U
OKazaHWeM MeANLMHCKOW MomoLm 601bHbIM. MexXayHa-
POAHbIE 3NUAEMMNONOTMYECKME UCCNEA0BAHNA NOKA3aIu,
YTO KOPOHABUPYCHAnA MHOEKLMA MOXKET ObiTb MPUUYNHOM
Pa3/IMYHbIX KAMHUYECKUX COCTOAHUIM OT HeccMMnTOMHO-
ro BUPYCOHOCUTENIbCTBA M NErKUX GOPM, HANMOMUHAIOLLLUX
00bIYHYI0 NPOCTYAY, A0 TAXKENOro rpunnonogobHoro 3a-
6oneBaHus U BUpPYCHOW NHeBMOHUK [1]. XoTA neTanbHble
ncxoabl ot SARS-CoV-2 B OCHOBHOM OTMeYatoTca cpeam
NOKWUAbIX N KOMOPOUAHbIX NaLUUEHTOB, 6bIIN 3aPUKCU-
pOBaHbl C/Ny4Yau CMepTen cpeau 340POBbIX NOAEN MO-
NIof0ro 1 cpeaHero BospacTa. OnbIT NeaMaTpPoB NokKasbl-

BaeT, YTo BAMAHUIO SARS-CoV-2 nogBeprkeHbl AEeTU BCeX
BO3PACTOB, a Y AETeN NepBOro roaa *KMsHu, B TOM Ymcie
HOBOPOMAEHHbIX €CTb PUCK Pa3BUTUA TAXKeNoM GopMbl
3aboneBaHus.

B HacToAlWee BpemAa B /nnTepaType MNOABASETCA BCe
6onblie ceegeHnit o BanaHUM SARS-CoV-2 Ha bepemen-
HbIX YEHLWMH 1 AeTen rpyaHoro sBospacta. MHOMKecTBO
oTyeToB 3aduKcuposanu caydam SARS-CoV-2 y bepemeH-
HbIX }XeHLWWH [2]. Ha ceroaHs HeT ybeanTeNnbHbIX AaHHbIX
0 BepTMKanbHOM nepegaye MHOEKUUM OT MaTepu K nao-
ay. B 3ToM cBA3M CyLecTBYIOT pa3HOPEUYUBbIE MHEHUA NO
BEeAEHUIO HOBOPOXKAEHHOro pebeHKa, poauslLeroca oT
MaTepu € NOAO3PEHMEM WM NOATBEPHKAEHHOW KOPOHa-
BUPYCHOM MHeKLmel. [1o cnX Nop HET KOHKPETHbIX PeKo-
MeHAaunn ana 6epemeHHbIX OTHOCUTENIbHO AMArHOCTK-
KU 1 Ie4eHna BUPYCHOM MHbeKLmu.

LLE/Tb OB30OPA
MpeacTaBUTb U MPOKOMMEHTMPOBATL TOYKM 3PEHUS BUPYCOIOTOB, 3MUAEMMUO/IONOB U CNEeLNanncToB NnepuHaTasbHOM
CNy*K6bl MO NoBoAy BO3MOXKHOW nepegaun SARS-CoV-2 oT matepu K pebeHKy U NoTeHLMabHOM BAUSAHUM BUpPYCa Ha

nepuHaTasbHble UCXO4bl N bonee OoTAa/lIeHHble nocnheacTBuUA.

BMPYCOJI0I'MA: SARS-COV-2

I—I aHAemmA, BbI3BaHHasA KopoHasupycom SARS-CoV-2,
Hayanacb B Kutae B KoHue 2019 roga u 6bicTpo
pacnpocTpaHuAach No BCemy Mupy. ITOM anuaemmm npes-
wectsoBanu anugemmm TOPC (cBasaHHoro ¢ SARS-CoV-1)
n MERS [3]. COVID-19 (ot Coronavirus disease 2019) —
OCTpas pecnupatopHasa MHPeKUUs, BbI3blBAaemMan BUPY-
com SARS-CoV-2 (o1 Severe acute respiratory syndrome
coronavirus 2).

SARS-CoV-2 oTHOocuTCA K poay beTtakopoHasupycos,
npeacTaBUTEeNIN KOTOPOTO B 21 BEKE YKe TPeTuil pas npe-
040/1€BAIOT MEXBUAOBON Bapbep U BbI3bIBAOT H60NE3HU
yenoseKa (2002r—SARS, 2012r— MERS, 2019r. COVID-19).

XapaKTepHbl AAUTENbHbIN MHKYBAUMOHHbIN nepuog, (oT 2
00 14 aHel, B cpegHem 5 aHelt), BbICOKas KOHTAarMo3HOCTb
(koappuumeHT okono 3), y 25-30% MHOULMPOBAHHbLIX
npoTtekaeT 6ecCMMNTOMHO, YTO NPUBOAMUT K pacnpocTpa-
HEHUI0 MHDEKUUM, HO Y 15% KOHTaKTHbIX BbI3blBaET TA-
Xesible CUMNTOMbI, B TOM YMCae NPUBOAUT K PAa3BUTUIO
BUPYCHOM MHEBMOHUU U CMepTeabHOMY mcxoay. Mpyn-
ny pUCKa COCTaBAAIT Nt0AM MOXKUIOTO BO3pacTa, UMe-
lolLme conyTcTByowme 3abonesaHua (actma, auaber,
cepaeyHo-cocyamucTble 3aboneBaHus), 04N C XPOHUYECKU-
MW PECNUPATOPHbIMM HAPYLUEHUAMM, HapYLLUEHUAMU pabo-
Tbl MMMYHHOW CUCTEMDbI, a TaK}Ke BepeMeHHbIe }KeHLLMHbI.

BEPEMEHHOCTb KAK ®AKTOP PUCKA SARS-COV-2

M3MO/IOTMYECKas MMMYHOZENpPECCUA B MepPUoL

H6epeMeHHOCTN, HEBO3MOMXKHOCTb MNPUMEHEHUSA
MPOTMBOBMPYCHbIX MPenapaToB (MPakTUYecKn Bce ume-
IOT TEPaTOreHHbI 3PeKT) 06YCNOBANBAIOT TAXKENOE Te-
YyeHue UHPEeKUUN Y BepeMeHHbIX XeHLWH. B HacToswee

BPeMs OTCYTCTBYIOT Ny6AMKALLMMN OTHOCUTENBHO UHPULM-
poBaHuA M 3aboneBaHus xeHwmH COVID-19 B nepsom
TpumecTpe 6epemMeHHOCTH, HO OMUCaHHbIe B NTepaTyp-
HbIX MCTOYHMKax 48 cnyyaeB (7 nybamMKaumin) oTHoCATCA
Ko 2 1 3 TpumecTpy bepeMeHHOoCTH.
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BONbLIMHCTBO aBTOPOB MNPUAEPHKMUBAKOTCA MHEHUSA
0 TOM, YTO BMpYCHas MHdeKLMA He NnpeogonesaeT nna-
LeHTapHbIl bapbep, He NPOHUKAET B FPyAHOE MOJOKO,
a c/ny4aum MHOUUMPOBAHMA HOBOPOMKAEHHbIX CBA3AHbI
C 3apakeHWem BO3AYLHO-Kane/lbHbIM MNyTeEM B Heo-
HaTa/bHbIM nepuog, (BUpPYC BblaenseTca, B TOM yucne
W Yyepes CAN3NUCTbIE KULIEYHMKA, @ HEe TONIbKO NETKUX U
HOCOIN0TKK). B TO }Ke Bpems, B cpeAcTBax MacCOBOM UH-
bopmaunn noasmuamce NybanKaLmm o Tpex ciyyasx sep-

TUKanbHoM nepegaym COVID-19 HOBOPOXKAEHHbBIM, XOTA
BCE 3TU C/lydamn TPebyloT NpoBeaeHMa HayyHbIX uccne-
[O0BaHWUN. Bblno MOKasaHo, YTO aHTUTeNa maTepu Cno-
cobcTBytoT 60onee BbICTPOMY BbI3A0POBAEHUIO pebeHKa
(maHHbIE 0 3 cnyyasx).

Takum 06pasom, Ha CErogHsA MMEerTCs pasHOopeYunBble
OaHHble OTHOCUTENIbHO WMHPULMPOBAHMA KOPOHaBUPYC-
HOM WMHOeKuMel HGepeMeHHbIX KEeHWMH U UX HOBOPO-
KOEHHbIX AeTen.

BUPEMMWMA Y MATEPU

Bo BpemMa NepBMYHON MHPEKLUM NPUCYTCTBUE BUPY-
Ca B KPOBMU, AaXKe B TeYEHNE HENPOAO/IKUTENbHOTO
BPEMEHMU ABNIAETCA BAXKHOM NPEeANOCbIIKOM ANA nepeaa-
YM MHOEKLMM OT MATEPU K MIOAY TPAHCMNALEHTAPHbIM
nyTem.

Bo Bpema npeablaywmnx anuaemmin TOPC npumep-
HO Yy 78 % nauueHToB BUpYcHas PHK obHapykumBanach B
KPOBM B TEYEHME HEAENN NOCAE NOABAEHUA CUMMITOMOB.
Bupemuto onpenenanm ¢ UCNoNb30BaHUEM KOMYECTBEH-
Horo MUP-uccneposanua Ha PHK SARS-CoV-1 ¢ npegenom
0b6HapyKeHus B nnasme 74 konuu/mn. BupycHas Harpys-
Ka B njasme y MaLMeHTOB C YMEPEeHHbIMW CMMMNTOMaMMU
Hbl1a HU3KOM, CO cpeaHelt KoHueHTpauuen 140 konuit/mn,
62mn3Koi K nopory obHapyxeHus [1,4]. UccnepoBaHus
SARS-1 6b1211 BbINO/IHEHbI C UCMOJ/Ib30BAHUEM ONTUMU3 K-
POBAHHbIX METOAO0B, B TO BPEMSA KaK COBEPLUEHCTBOBaHME
meTonoB amarHoctukm SARS-CoV-2 B KpoBM BCe eLe nNpo-
nomkaetca [2].

Y MHOMUMpPOBAHHbIX NauueHToB BUpyc SARS-CoV-2
MOXKeT He obHapyKuBaTbca metogom MLP B obpasuyax
13 potornotku. Mo aaHHbim Wenling Wang ¢ coasTopa-
Mu (2020r.), B ABYX KOTOPTHbIX UCC/IeA0BaHUAX, B KOTO-
pble 6bian BKAoYeHbl 205 1 40 naumeHToB, B Naasme
KpoBu BupycHaa PHK 6bina obHapyeHa Tonbko y 1 %
1 15 % nauneHTOB COOTBETCTBEHHO([5,6]. HemeuKue mc-
cnepoBaTenyM HegaBHO COOOWMAM O HEBO3MOMKHOCTM
BbIAE/IUTb MATOTreHHbI BUPYC M3 KPOBM MNALMUEHTOB C
COVID-19[7]. WUcnonb3oBaHne 6Honee YyBCTBUTENbHbIX
MUP Tect-cuctem gna onpepeneHma PHK SARS-CoV-2,
CNOCOBHbIX BbIABUTL BUpemuto B 11/80 obpasuyos ot
15 paHee oTpuuartenbHbix (0/80) naumeHToB, AOMKHO
NOBbICUTb CTeNeHb OOHAPYXKEHUA BMPYCa B KPOBMU, KaK
NPOUCXOANNO C ero obHapyKeHuem B obpasuax 13 Ho-
cornoTku [8]. NMpnmeHeHMe HOBOI cUCTEMbI MO3BOINAO
YCTAaHOBUTD in Vitro B3aMMOCBA3b MeXAYy KOIMYEeCTBOM
NaTOreHHbIX BUMPYCHbIX Y4acTUL, U KONMYECTBOM KOMUM
BMpYCa, KOTOPaA B HacTosLLee BpemMsa oLeHnBaeTcA B 1,8
TCID50 (npnbnnsntenbHo 4 MHPEKLMOHHbIE YaCTULbI Ha
11 konuit [95 % noBepuUTeNbHbIN MHTepBan: 7,2—52,6 Ko-
nuit]). Jerome Hadjadj c coasTopamu (2020), HepasHO
onybanMKoBanu AaHHble, B KOTOPbIX B rpynne 50 nauu-
eHToB ¢ COVID (78 % — My»KUMHbl) 0BHapy»KeHWne Bupe-
mnmn ¢ ncnonbsosaHmem OT-MLLP B peanbHOM BpemeHun
no npotokoy BO3 6b1/10 3HaYMTENBHO Bbile Npu bonee
TAMENOM TeyeHuun 3abonesaHns (60% npotms 88%) [9].

Mo paHHbIM 3TOro UccaefoBaHUA, MeanaHa BUPYCHOM
Harpy3ku B niasme Kposu coctasnana ot 100 go 500
Konuii/mn, cooTBeTcTBeHHO. O4HAKO y OA4HOro naumeH-
Ta BMpYCHasA Harpyska npesbiwana 1074 konuin/ma. 3tn
OaHHble O BMPYCHOM Harpyske B nnasme byayt MMeTb
HEeoUeHMMOe 3HayeHWe MNpU OLUEHKe PUCKA BHYTPUY-
TpobHOM nepegaym BMpyca, Korga TecT CTaHeT AO0CTyn-
HbIM M CMOXKET NPUMEHSATbLCA N5 UccnegoBaHns obpas-
LOB KPOBU BepeMeHHbIX.

HenaBHO ¢ nomoLblo MeToga yboKoro ceKBeHMpo-
BaHWA BMpycHaa PHK 6blna o6HapyKeHa B MOHOHYK/1ea-
pax 13 BPOHX0aNIbBEONAPHbIX CMbIBOB, O4HAKO B MOHO-
LUMTax nepudepunyeckoin Kposu y 2 13 3 obcneoBaHHbIX
nauueHToB He BepuduumposaHa [10]. Kpome Toro, Ha
AMMOOUAHBIX KNETOUYHbIX AMHUAX (MT2 1 A3.01) Xinling
Wang ¢ coaBTopamu (2020) nokasasu, 4TO BUPYC MOXKET
NPOHUKATbL B AiMMdoumTb [11].

B apyrom uccnepoBaHum yyeHblx Xinling Wang ¢ co-
asTopamu (2020) He yaanocb NpoaeMOHCTPUPOBATb pe-
NAVKaLMIO BUPYCa NOC/Ae HenocpeacTBEHHOrO MHOUUU-
POBaHUA MOHOLMTOB KPOBWU BbICOKOW MHPEKLUNOHHOM
no3oi supyca SARS-CoV-2 (MOI 10, To ecTb 10 BUPYCHBbIX
yactuu/knetky) [11,12]. Hao6opoT, aBTOpPbI ONUCAAN NO-
CTeneHHoe CHUXEeHWe KonnyecTsa BUpycHon PHK BHyTpw
KNETKMU C Te4eHnem BpemeHu. OgHaKo npeasapuTesibHble
pe3ynbTaTbl TPebYT AaNbHENLWEro U3y4YeHUs, NOCKO/b-
Ky, Hanpumep, BMPYC YMKYHIYHbA He MOXKeT MHUUU-
poBaTb MOHOUMTbI nepudepuryeckoir KpoBu in vitro, HO
HEOAHOKPATHO HabAoganocb BpeMeHHoe MpPUCYTCTBUE
BMPYCa B MOHOUMTaxX U B-numdoumtax B KpOBM NaLmeH-
TOB M NPU MHOULMPOBAHUM €X VIVO LIe/IbHON KPOBM NIIOAEN,
a TaKX¥e Ha KMBOTHOW mMoaenu makak [13]. 9Tm aaHHble
npeanoaaratoT, YTO YacToTa BbiABAEHUA U TUTPbI PHK-emunmn
Yy NaumMeHToB, MHOMUMPOBAHHbIX SARS-CoV-2, MoryT 6bITb
HUXKE WU MPAKTUYECKU IKBMBAJIEHTHbI TEM, YTO Habto-
[aloTcA Yy naumeHToB, MHOMUMpPOBAHHbIX SARS-CoV-1.
Kpome TOro, BUpyc, No-BMANMOMY, K PEnIMKaLmn B UUp-
KY/IMPYHOLLMX MOHOLMTAX He crnocobeH unam cnocobeH, Ho
Ha OYeHb HWU3KOM YPOBHE, YTO COINacyeTca ¢ AaHHbIMU O
SARS-CoV-1 [14]. 3Tn pe3ynbTaThl ele HeobxoaAnmMo noa-
TBEPAUTL MocAe ONTUMM3ALMU METOAOB AMArHOCTUKM
PHK Bupyca B nnaszme Kposu.

B KauecTBe cpaBHeHMA NpeacTaBAseT MHTEPEC BMPYC
31Ka, KOTOpbIA B KPOBM BEpeMEHHbIX ¥KEHLWMH MOXKET
06HapYKMBATbCA MHOTOKPATHO WM AaxKe HenpepbiBHO



(aHaNoOrMuHbIN pesynbTaT — Ha MUBOTHbLIX MOAENAX), B TO
BPEMA KaK y HebepemeHHbIX NMauueHTOK BUPYC B KPOBU
MOKEeT 6bITb BbIB/IEH TOJbKO B OCTPbIV nepuog, 3abone-
BaHUA (MeHee ogHoM Heaenu) [15].
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Takum obpasom, BupycHaa PHK SARS-CoV-2 npucyt-
CTBYET B KPOBM, HO B O4EHb MasblX KOIMYECTBAX, U CBA3b
aToro gaKrta ¢ BEpPOATHOCTbIO Nepesayn MHPeKkuum octa-
eTCsA HeYCTaHOBIEHHOW.

nPOUCXOAUT I TPAHCNNALEHTAPHASA NEPEAAYA SARS-COV-2?

paHcmmccum Bupyca SARS-CoV-2 oT maTepu K nno-

Oy MOXKeT cnocobcTBoBaTb TPONM3M BMpPYCa K Naa-
LeHTe — MHOUUMPOBAHME KNETOK MAALEHTbI U, TaKUM
obpasom, npeogoseHMe BUPYCOM NnaueHTapHoro bGa-
pbepa. B natM nybavKaumax npeacTaB/ieHbl pesyabTaThl
paboTbl, B KOTOpbIX MeTogoMm MMLP 6biin nccnesoBaHbl B
obuelt cnoXHocTM 7 naaueHT oT nauneHTok ¢ COVID-19.
Mpu aTom SARS-CoV-2 He 6bin1 06HApYKEH HU B O4HOM U3
obpasuos [12,16,17,18,19]. Kpome TOro, npu ructonoru-
YeCKOM Ucc/ief0BaHMM TPEX NAaLEHT He Bbl10 BbIABAEHO
KaKoro-nmbo 3HauuTenbHOro nopaxexus [16].

Ha pucyHke 1 mexaHunam nepegayum SARS-CoV-2 yepes
naaLeHTy, KoTopbli 6bli npeacTtasneH Chen S. ¢ coaBTo-
pamu (2020).

B nonb3y runoTtesbl 0 TOM, YTO MHPULMPOBAHMSA NAa-
LEeHTbl HEe MPOUCXOAUT, MOXKET CBUAETeNbCTBOBATb TOT
dakT, yto peuentop SARS-CoV-2 — aHIMOTEH3UH- npe-
Bpawatowmn depmeHT 2 (ACE2), Heobxoaumbl ans
NPOHMKHOBEHWA BMUPYCa B KAETKYy, BO BpemA NepBoro
TpumecTpa 6epeMeHHOCTN 0BHapyKMBaeTcA B NaaLEH-
Te B 04eHb HM3KUX Konuyectsax [20]. Mpun sTom AaHHble
06 akcnpeccun ACE2 B nnaLeHTe BO BTOPOM U TPETbEM
TpUmecTpax OTCyTCcTBYOT. O4HAKO y KpbIC Ha moaenu
apTepuanbHOW TMNEepPTEH3UU, UHAYLMPOBAHHOMW BbICO-
KOCONEBOW AMETON, NPOAEMOHCTPUPOBAHA 3KCNpeccus
MPHK 1 3HauuTenbHaa ¢epmMeHTaTMBHAs aKTMBHOCTb
ACE2 B maTKe M nJaLeHTe Ha MO34HMX CpoKax bepe-
MEHHOCTU. B cnAy 3TOro, BO3MOXKHOCTb MHOEKLMOHHOTO
nopakeHus NNaLeHTbl He3a40r0 40 PO4OB U, CNefoBa-
Te/bHO, NOTEeHLUWabHAA BEPOATHOCTb TPaHCNAaLeHTap-

Bupyc a © o

Xodgbayapa

o

Kanunnap nnoga

MaTepHHCKasA KpOBb

MoxHatas cTpoma

HOM nepeaayn MHPeKLMn nnogy TpebyeT ganbHenwero
nsyyeHus [21].

Penfield C.A.c coasTopamu (2020), Algarroba G.N. c
coasTopamu (2020) B cBOUX UCCNeAOBaHMAX coobLatoT
06 06HapyKEHUM BMPYCA B OKONOMIOAHbIX 060/104KaX B
KPUTUYECKM TAXKENbIX C/Iy4asnX B TPETbEM TpUMmecTpe be-
pemeHHocTM meTogom MLP [22], c noMoLLbIO 3N1EKTPOH-
HOW MUKpocKkonuu [23]. Oa4HAKO B 3TUX UCCAEA0BaAHUAX
HM Y O4HOTO HOBOPOXAEHHOIO B TeYEHUE NepBol Heae-
JIV YKM3HU KOPOHaBMpYyCHas MHEKUNs He noaTBepKae-
Ha meTogom MMLP, yTo TakKe TpebyeT AanbHenWwero ns-
yyeHwus.

[Lpyroit nyTb NPOHMKHOBEHMA BMPYCA Yepes3 NaaueH-
TapHbI Bapbep — nepeHoc Yepes Hero MHOUUMPOBAH-
HOM KneTkn Kposu. OgHako SARS-CoV-2, ecnv M MOXKeT
NPOHMKATb B MOHOLMTbI Nepudepnyeckort Kposu, No-Bu-
OMMOMY, He cnocobeH K penankaumm B HMX Kak SARS-CoV-1
[24]. C ppyroit cTopoHbI, pe3ngeHTHble Makpodarn amm-
baTMYECKMX Y3/10B UKW CeNe3eHKM MOTYT 3KCMPeccmpo-
BaTb ACE2 (knetkn ACE2+, CD169+ nam CD68+), u y na-
LMEHTOB B TEPMMHA/NbHOW CTaguu 3aboseBaHUs BUPYC
Obln 0BHAPYXKEH B 3TUX KAETKax (HyKneokancug — um-
MYHOTMCTOXMMMUYECKMM METOAO0M), HO He Obl/l BbiABEH
B T- unm B-numdoumntax [25]. SARS-CoV-1, KoTopbIl TaK-
e mcnonbayeT peuentop ACE2, 6bin BepuduMLMpPOBaH B
aNbBeONAPHbIX Makpodarax [26].

XoTA BMPYC He penanumpyetcs BHYTPU MOHOLMTOB,
KOTOpble He CNOCOOHbI TPAHCMOPTUPOBATb MATOreHHbIN
BUPYC, HO B Makpodarax nMmdaTtmyeckux y3nos u cene-
3€HKM MOTYT COAEPXKaTbCA BUPYCHbIE YacTULbl. ITOT PaKT

MHDHUMPOBAHH AR

b C o N3TEDMHCKAR
KNeTka
KPOEW
CHHUWTHOTR OB OON acT
- e e = e e e

Uurorpodobnacr

PucyHok 1- MexaHn3m nepeagaum SARS-CoV-2 yepes naaueHTy no gaHHbiMm Chen S. ¢ coasTopamu (2020). CywecTtsytoT
OpYyrMe MexaHW3mbl nepegayn BUPYCHOM WMHPEKUMM 4yepe3 nnaueHTy: a) MnaueHTapHbIi TPONU3M (Kak KNeTKM
Xodbayspa) u penamnkauma b) TpaHCUUTO3 ONCOHM3MPOBAHHOIO MM cBOBOAHOrO BMpYyca c) TpaHCMOPTUPOBKA BMpPYCa

MHOULMPOBAHHOM KNETKOM KPOBW.
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aKUEHTUPYEeT BHMUMaHWE Ha HeobX0aMMOCTU UccnenoBa-
HUA KneToK KaweHko—-Todpbayspa — makpodaros aeunay-
aNbHOM 060/I04KM U NALEHTbI.

Cnepyowmin MexaHM3M nepegayn Bupyca yepes nna-
LEHTYy — TPaHCLMUTO3 OMNCOHU3MPOBAHHOIO MAK cBObOA-
HOro BMpPYCa, Kak NpPoAeMOHCTpuMpoBaHo ana BUY. Ho
3TOT MEXaHW3M OCTaeTCA BeCbMa MMNoTeTUYECKMM BBMAY
HU3KOro ypoBHA BUpemumn [27].

MocneaHWn mexaHn3m - nepegadya HEKOTOPbLIX BUPY-
COB, TaKUX KaK BMpYC npoctoro repneca, BMY u BUY mo-
KET NPOoUCXOAUTb BOCXOAALLMM MyTEM MPU KOHTAKTE C
BMPYCOM MU UHOULMPOBAHHBIMM UM KNETKaMK B LUEKe

MaTKW UK BRaraauwe. IToT TUN nepesayn ocobeHHo oT-
HOCUTCA K MHPEKUMAM, NepesaBaeMbiM NONOBbIM MyTEM.
Ha ceroaHa onyb/nKoOBaHO /Wb OAHO MCC/eA0BaHMe,
B KOTOPOM OLLEHMBAETCA BO3MOMKHOCTb MAEHTUOMKALNN
SARS-CoV-2 metogom OT-MNLLP BO BnarannwHom otaensa-
emom 10 KeHLWH, 1 BO Bcex 0bpasLax pesyabtaT uccie-
[0BaHUA b6bln oTpULaTeNbHbIM [28].

TakMm 06pasom, B ANTEPATYPHbIX UCTOYHUKAX MpPU-
BEAEHbl HECKO/IbKO TMMNOTE3 MEXaHW3MOB BEPTUKAIbHOW
TPAaHCMMUCCUN KOPOHABUPYCHON MHbEKUUM OT maTepu K
naoAy U HOBOPOXAEHHOMY pebeHKy, KoTopble TpebytoT
OaNbHENLWero nyyeHus.

NYTU NEPEAAYUN UHDEKLIMUN SARS-COV-2 Y HOBOPOXAEHHbIX

Chen S. c coasTopamu (2020) npegnoxunm knaccudu-
KaLMIO KOPOHaBUPYCHON MHQEKLMM Y HOBOPOXKAEHHbIX
(pucyHoK 2).

Knaccndukauma ocHoBaHa Ha pesynbTaTtax uccneno-
BaHMA 122 HOBOPOXKAEHHBIX C onpeaeneHneM BUPYCHOM
nHoekumn SARS-CoV-2 ¢ nMoOmOLLbO BUPYCONOTUYECKUX
TECTOB M3 HECKO/IbKMX JIOKYCOB (Ha TKAHAX MAaLEHTbI,
OKO/IOMNOAHBIX BOAAX, MYNMOBUHHOW KPOBU U KPOBMU HO-
BOPOXKAEHHOIO MAN Ma3KM U3 HOCOMNOTKM). Kpome Toro,
NPOCAeXNBaAETCA CBA3b C HaNMYMEM KAUHUYECKUX Npo-
ABNEHUI y HoBOpOXAeHHoro [29]. Cayyan pensatca Ha:
BPOXAEHHble MHGbEKLMK, UHTpaHaTanbHble MHbEKLMK,
WKW NOCTHaTasibHble MHEKLMM MO NATU B3aMMOUCKIIO-

YaKoLWMX KaTeropuMam BEPOATHOCTM 3aPANKEHUS: «Moa-
TBEPXKAEHHANA», «BEPOATHANAY», KBO3MOMHaA», «ManoBe-
POATHO» M «He 3apaeHbl». MHdeKuun, noaTsep aeH-
Hbl€ UAN NPEeanoNoKUTENBHO NPUOBPETEHHbIE B PaHHEM
nocTHaTasbHOM nepuoge 0603HaYeHbl CUHUM LIBETOM.
MoATBep:KAEHHbIE UAM MPEANONOKUTENbHO NepesaBae-
Mble BepTMKa/IbHbIM MYyTEM OT MaTepM K nioay (Bo Bpemsa
POAOB WM BPOXAEHHbIE) MHPEKLMUN BblAeNeHbl KOpUY-
HEBbIM LLBETOM.

Takum 06pa3om, BONbLIMHCTBO HEOHaTalbHbIX WH-
beKumnit ABNAOTCA NOCTHATANbHbIMM, TO eCcTb Npuobpe-
TEHHbIMW MOCNe poXxAaeHusa pebeHKa B HeOHaTa/JibHOM
nepuoge.

KNMHUYECKUE NPU3HAKU HEOHATA/IbHbBIX MHOEKLMIA SARS-COV-2

Bmccnep,OBaHMnx aBTopos [30-35] coobuwaetca o
TOM, 4TO Y 97 HOBOPOXKAEHHbIX, NHOULMPOBAH-
Hbix SARS-CoV-2, oTMe4Yanucb KAMHUYECKUE MNPU3HAKMK,
cBA3aHHble ¢ COVID-19: pecnnpaTopHble, Kenya0uHO-Ku-
LeYyHble, raCTPOUHTECTUHANbHbIE U Ap. PecnupaTtopHble
NPOAB/NEHMA HANOMWHANAW NPOABNEHMA OCTPOro pecnu-

3,3%

B BeposTHOE Noc/seposoBoe npuobpeTeHne
MoaTsep:aeHHOE nociepoaosoe NpuobpereHne
BepoATHbIl BPOXKAEHHbIN

& BepoATHOe BHYTpUYTpobHOE NpuobpeteHne

PaToOPHOro-ANUCCTPECC CUHAPOMA U BKAKOHYAAN CUMNTOMbI
OblXaTe/IbHON HeAOoCTaTOYHOCTM, TaKMe Kak TaxumHoe,
BTArMBaHWE MeXpebepHbIX MPOMENKYTKOB M NPOSABAEHMUS
OCTPOro puHUTaA. enyaouyHO-KULIeYHble MPOoAB/IeHUN
B OCHOBHOM MpeACTaB/eHbl 3aTpyAHEHWEM MUTaHuA,
Avapeeit M pBOTOM, @ HEBPO/IOTMYECKME — B HEKOTOPbIX

B BO3MOMKHble BHYTPUYTPOBHbIE OC/IOKHEHMA
B NoATBePKAEHHDIN BPOXAEHHbIA NOPOK Pa3BuTUA
H NoaTtBepKAeHHOE BHYTPUYTPO6HOE NpuobpeteHmne

% BO3MOMKHbI BPOXKAEHHbIN

PucyHok 2- KnaccudpurKkauma HeoHaTaNbHbIX MHGeKLmin SARS-CoV-2 no gaHHbiMm Chen S. ¢ coaBTopamu (2020)
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PucyHOK 3 - BausHWe pasnyyeHms maTepm C HOBOPOXKAEHHBIM M KOPMIEHUA FPYAbI0 Ha BO3HUKHOBEHME MO34HUX

nHdekrumin SARS-CoV-2 no gaHHbim [35].

C/ly4anax rMNepToOHYCOM M Pasapa*KUTeNbHOCTbIO, U Ha-
060pOT, Y HE3HAUUTENIbHOrO KO/IMYEeCTBa MNauueHToB (3
OeTen) rTMnoToHMen n netapruen, a Takxke anHos. Cep-
[E4YHO-COCYAUCTbIMU OCOBEHHOCTAMM BbINN TaxmKapams
W apTepuanbHaa runoTeHsus. Jpyrue npoasieHUs BKAO-
Yaniu KOHBIOHKTUBUT, MEPEOX/IaXKAEHNE U KOXKHYHO CbiMb.

MN3meHeHMA co CTOPOHbI 1abopaTopHbIX NOKasaTenen
6b1711 HEBbIPAXKEHHBIMWU U NPOABAAAUCL B BUAE NUMOO-
neHun u runepdepmentemumn (8 14 -14,4% cnyyasax u
y 4 -4,1% nauneHToB M3 97 HOBOPOXKAEHHbIX COOTBET-
ctBeHHo) [30,33,35]. YpoBeHb MapKepoB MHPEKLMNOH-
Ho-BOCManuTenbHoro npouecca (C-peakTUBHbIN 6enoK
M NPOKaNbUUTOHMH) 6bln noBbiweHHbIM Yy 15 (15,5%) n3
97 HOBOPOXAEHHbIX. Busyanusauma nerknx 6oina aHo-
ManbHOW y 62 (64%) U3 97 HOBOPOXKAEHHbIX B BUAE UH-
TEePCTULMANbHO-aNbBEONAPHOrO PUCYHKa Ha Y3U nerkumx
WK peHTreHorpadum opraHoB rpyaHOM KNETKU U NOMYT-
HEHWI MATOBOrO CTEK/a NO AaHHbIM KT nerkux. Y ogHoro
HOBOPOMAEHHOIO C HEBPOIOTMYECKUMU NPOABNEHUAMMU
TaK»Ke 6bl 06HapyKeH ABYCTOPOHHUI INO3 ryboKoro
6en10ro NepuBEHTPUKYAAPHOTO M MOAKOPKOBOrO Belle-
CTBa BMeECTe C Npu3HaKamu LepebpasibHOro BacCKyIuTa,
KOTOPbI He 6bla1 MOSTHOCTbIO KYMMPOBAH MPU BbIMUCKE U3
CTaumoHapa. CeMb HOBOPOXKAEHHbIX NOAYYaNN Tepanuto
nepopanbHbIM MMAPOKCUXNOPOXUHOM U / UAN a3UTPOMU-
LMHOM, ABOE - MHTPAHa3a/bHbIM UHTepdepoHoM-alb u
OOMH - BHYTPMBEHHbLIM PEMAECUBMPOM, OCEbTaMMUBU-
POM M PUTOHABMPOM/NOMUHABMPOM; BCEM OCTasIbHbIM
naumMeHTam NpoBoAMIaCb CMMMTOMATMYECKas Tepanus.
Tpoe u3 176 HoBopoKAeHHbIX (1,7%) ymepnun no npuum-
HaMm, He cBA3aHHbIX ¢ UHPeKumel SARS-CoV-2.

Mo paHHbIM uccneaoBaHus [34] nokasaHo, 4To OT-
CyTCTBME M30N5ILMN HOBOPOXKAEHHOrO pebeHKa OT Ma-

TEPU NPU POXKAEHUM BbINO 3HAYMMO CBA3AHO C YACTOTOM
nosgHen (T.e. BO3HUKLWEN Nocne nepBbiXx 72 4acos
KM3HWN) HeoHaTanbHoOM MHPeKLMn SARS-CoV-2 (OR 4,94
(95% On: 1,98-1) 13,08), p = 0,0002; cKOppeKTUpO-
BaHHbIK OR 6,6 (95% OW: 2,6-16), p <0,0001), npu
OTCYTCTBUU TpygHOro BcKapmausaHus (OR 0,35
(95% OW: 0,09-1,18), p = 0,10; ckoppeKTMpoBaHHoe OR
2,2 (95% AW: 0,7-6,5), p = 0,148); KauecTBo COOTBETCTBUA
mogenen bbino yaoBneTBOPUTENbHbIM (KpUTEpUin Xocme-
pa-lemewoy p = 0,654 n p= 0,573 ana AByx perpeccun,
COOTBETCTBEHHO) (PUCYHOK 3).

Kak nokasaHoO Ha puUCyHKe 3, n3obpakeHHble pom-
6bl U TOPU3OHTAIbHbIE NMHUK NPEeACTaBAAOT OTHOLe-
Hue waHcoB (OR) 1 ero 95% goBepUTENbHbIN MHTEPBAN
(4N), cooTBeTCTBEHHO. lOPM30OHTaIbHAA OCb HAaXoAUTCA
B NorapudmMunyeckoit WKane Ansa nydwen Busyanusa-
UMK, BEpTUKa/ibHAsA LITPMXOBAA JIMHUA NpeacTasaseT
OR=1.

[aHHbIM aHanu3 6bla npoBeaeH Npu obcnesoBaHUM
133 MHPULUMPOBAHHbBIX HOBOPOXKAEHHbBIX C PaHHEN UK
nosaHen HeoHaTanbHOM MHbeKunenr SARS-CoV-2. Pucy-
HOK unntoctpupyet OR 4,94 (95% OWN: 1,98-13,08),
p = 0,0002, n3-3a OTCYTCTBMA pa3feneHunsa Mexay Mma-
TEPbIO U HOBOPOXAEHHbIM Npu poxaeHun, n OR 0,35
(95% OWN: 0,09-1,18), p =0,10 npu COXpaHeHUU rpyaHO-
ro BCKapM/MBaHUA. AHaAU3bl NPOBOAUANCH C MOMOLLbIO
OBYCTOPOHHEro TOYHOro Kputepma duwwepa.

Takmm o06pasom, [AaHHOe HayyHoe WcciefoBaHUe
NMOKa3bIBaEeT, YTO BPEMEHHOE pas/lyyeHue cpasy nocne
POXKAEHNSA HOBOPOXKAEHHOTO pebeHKa oT MHPUUMPOBaAH-
HOM MaTepu M BpPeMEHHbIA OTKa3 OT rpyaHOro MOJIOKA
CNOCOBCTBYET CHUMKEHUIO PUCKA nepeaaym MocTHaTaslb-
HoM MHbeKummn SARS-CoV-2.

MHOEKUMA NNOAA U NOCNE POXAEHUU HOBOPOXAEHHOIO: AETEKLMA NPAMbIM (MLUP) U HENPAMbIM
(CEPONOTMYECKMM) METOAAMU OUATHOCTUKU

Ha CEerofAHALWHNN AeHb AaHHble O BEePTUKa/bHOM
nepegade BMpyca OT maTepu K pebeHKy npoTtu-
BOpeumnBble. HeKoTopble uccnegoBaTenn He BbIABUAN
[OKa3aTesibHOW 6a3bl MHOEKL MU Y HOBOPOXKAEHHbIX NPU

uccnefoBaHMM 06pasLOB MAALEHTbl, aMHUMOTUYECKOM
KUAKOCTU, MYNOBMHHOM KPOBU M MA3KOB M3 HOCOMNOTKM
HOBOPOXAeHHbIX. peanonaratb BepTUMKaNbHYl nepe-
0a4y MHOEKLMM MOXKHO Ha OCHOBaHMW geTekuuu IgM y
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HEKOTOPbIX HOBOPOXKAEHHbIX, YbW MaTepu Bblan nHGULUM-
poBaHbl SARS-CoV-2 [29].

B onybanKoBaHHbIX AaHHbIX onucaHo 179 cnydaes,
obcnenoBaHHbIX Ha SARS-CoV-2 HOBOPOMKAEHHbIX, MmaTe-
pU KOTOpPbIX 6bIM MHOUUMPOBAHBI B TPETbEM TPUMECTPE
b6epemeHHOCTU. 3abosieBaHNE Y BCEX MALMEHTOK Pas3BU-
IOCb Ha NO34HMX CPOKax HGepemeHHOCTU, U OHU Oblnu
rocnuTaNn3npPoOBaHbl B TEYUEHME HECKOIbKUX AHel nocne
UHOULMpPOBaHUA (cpesHee 3HaYeHWe 3 AHA; AManas3oH:
0-25 gHew). UccnepgosaHme metogom MLP nposogmnn B
0bpasuax oKOMOMNIOAHbIX BOA M MYNOBUHHOM KpoBu B 37
n 48 cny4vasx, COOTBETCTBEHHO, MPUYEM BCe pe3y/bTaTbl
3TUX UCCNeaoBaHUi 6binn oTpuuaTenbHbimu [30,34].

Cpean 179 HOBOPOXAEHHbIX, Yy WeCcTU aeTen
SARS-CoV-2 6bin o6HapyeH B 06pasuax M3 HOCOMOTKU:
y O4HOro B Bo3pacTte 16 yacoB XM3HU, y ABYX — 36 ya-
COB »KM3HMU, y Tpex — 48 YacoB }KM3HU. Takum obpasom, B
3TUX CIy4aAX BPeMa nepenaym MHOEKLMN He MOXKET BbITb
TOYHO yCTaHOBAeHO. NHOMUMpPOBAHME HOBOPOMKAEHHbIX
MOXET MNPOUCXOAUTb MOCNE POXKAEHWUA BO3AYLIHO-Ka-
nefbHbIM NyTEM OT MHOMLMPOBAHHbLIX poauTenei uam
MeAULUMHCKUX paboTHWMKOB, MBO BO Bpems TpyaHOro
BCKapM/IMBaHWA. ABTOPbl YTBEPXKAAIOT, YTO 3TU AeTu
6blIN POXKAEHbI NYTEM KecapeBa CeYeHus, HemeaeHHO
pa3zeneHbl CO CBOMMU MATEPAMU U MOMELLEHbI B OTAE/b-
HbI KyBe3, YTO CBUAETENLCTBYET O Masioi BEPOATHOCTHU
NOCTHAaTa/IbHOM Nepegayun oT maTepu.

Ha cerogHswHuWIi AeHb AaHHble 06 uvcciegoBaHWUM
rPyaHOro MOJIOKa npeacTaBfieHbl B 26 ciayyasax, npu
aTom SARS-CoV-2 BO Bcex obpasiuax He AeTeKTUMPOBaH
[33,35,36,37]. Takum obpasom, TpaHchaLeHTapHana ne-
penaya He MOXKeT 6bITb NOJIHOCTBIO UCKAIOYEHA, U nepe-
Aava MHOEKLMM B OMMCAHHbBIX Cy4asax TaKXKe Mor1a npo-
M30MTU B NpoLEecce NPOXOXKAEHUA Yepes poaoBble NyTH
[38]. Zeng H. n Dong L. (2020) onucanu Tpw cay4vas Ho-
BOPOMKAEHHbIX C AETEeKTUPOBaHHbIMU aHTU-SARS-CoV-2
IgM 1 I1gG aHTUTEeNamm No pe3ynbTaTam CepPONOrn4yecKoro
UCCNefoBaHMA, YbM MaTeEPU ObIIU NONONKUTENIbHBIMM Ha
SARS-CoV-2 [39, 40]. MaTtepuHcKkue 1gG moryT NpoHMUKaTb
yepes naaueHTy, Ho IgM BbipabaTbiBatoTCA NA0AOM (HO-
BOPOXKAEHHbIM), UTO NpeArnonaraeT BHYTPUYTPOOHYIO ne-
penayy Bmupyca SARS-CoV-2 [39]. Tem He meHee ocTaeTcs
CMOPHbIM BOMPOC O TOM, SIBAAETCA /N 3TO AOKasaTe/b-
CTBOM BHYTpWUYTPOOHOW nepegaun uHderumn [41]. Yys-
CTBMTE/IbHOCTb/CNeundUUHOCTb MeToda onpeaesneHus
IgM coctasuna 6bl 88,2 %/96,2 % n 70,2 %/99 % B co-
OTBETCTBUM C TEMM }KE UCCNEA0BAHUAMM U, TaKUM 0bpa-
30M, 6bls1a 6bl HAMHOTO BblIle, YeM NPU APYIUX BUPYCHBIX
nHbeKumax. Kpome Toro, HA y OAHOTO U3 AeTel He bbio
nonoxutenbHoro pesynsrata OT-MNLP HK B ma3ke 13 Ho-
cornotku [39,40,41], Hn B Kposu [41]. CHUKeHMe ypoB-
HA IgM B uccneposaHum Dong L. npomMcxoanno o4veHb
6bicTpo: oT 45,83 Ea/mn K 2 4 skusHm go 11,75 Ea/mn Ha
14-4 aeHb *KuM3HK (Npu nopore onpeaenerHuna 10 Ea/mn),
YTO KaXKeTcA HeOXUAAHHbIM B C/y4yae BHYTPUYTPOOHOM
MHbEeKLMN.

Y 60blUMHCTBA AeTel, POXKAEHHbIX OT MHOUUMPOBAH-
HbIX MaTepel, He Bbl1I0 KNMHUYECKUX CUMINTOMOB, INLLb Y
TPOWX HOBOPOMAEHHbLIX MMeNa MEeCTO TAXKe/aa MHEeBMO-
HUA, accoummpoBaHHasa ¢ SARS-CoV-2. Y aTux Tpex naumeH-
TOB BEPOATHOCTb NEpPU- UM NOCTHATA/IbHOM Nepeaaym 1H-
deKLMM MaNoBepOoATHA, NOCKO/IbKY OHU POAUAUCE MyTEM
onepaummn Kecapesa ceyeHUA U BblM pasaeneHbl ¢ maTe-
PAMW C MOMEHTA POXKAEHUS. B nepuHaTasibHOM nepuoae
nHoekuma SARS-CoV-2 y maTtepu MOXKET MMETb OMaCHble
NnocneacTBUA B OTHOLIEHMM UCXOA0B 419 HOBOPOMKAEHHbIX
M NPUBOAMTb, B YAaCTHOCTU, K Pa3BUTUIO PECNUPATOPHbIX
paccTponcTs, BMONOTMYECKMX HAPYLUEHWUI, Npexaespe-
MEHHbIX POAOB M AaKe aHTeHaTaNbHOM rmbenu naoga [42].
ABTOpPbI NPeANoAaratoT, YTO MMNOKCEMMA Y MATEPU MOXKET
6bITb NPUYMHOM TMNOKCUWM NAOAA U NPEXAEBPEMEHHbIX
poaoB. Ony6/iMKoBaHbl KpaliHe Hebo/bluoe KOJIMYECTBO
C/ly4YaeB TAXKENOro TevyeHus 3a601eBaHMA Y O4EHb MasleHb-
Kux aetei [43], v 3TO NpeanonaraeT, YTO HOBOPOXKAEHHbIE
MOryT 6bITb Manosocnpumnmumebimu K COVID-19.

[o cux nop HeT AaHHbIX 06 MHPeKuMn SARS-CoV-2 y
6epemeHHbIX B MePBOM 1 BTOPOM TPUMECTPaX, B TOM YmC-
Jle, O PUCKe HEeBbIHALIMBAHUA HEPEMEHHOCTU B paHHUe
CPOKW, aHTEHaTaNbHOWM rMbenn 1 3aaep:KKe pocTa naoaa.
Mo AaHHbIM O4HOTO MCCNEeA0BaHMA, B OKOIOMNNO4HbIX BO-
hax He nageHTudumumpoBaHa sBupycHas PHK B cepeaunHe
6epemMeHHOCTM Yy ABYX NaUMEHTOK, MHPULMPOBAHHbIX B
nepsom Tpumectpe [44]. B uccnegosaHum, onybnMKoBaH-
Hom B 2004 roay Bo Bpema anngemum TOPC, coobuwaetcs
0 6o/siee BbICOKOM YacTOTe CaMOMNPOM3BO/bHbIX abopPTOB,
npexaeBpeMeHHbIX POAOB U 3aZlePXKKM pocTa Naoaa, HO
CBUAETENBCTB B MO/b3Y BEPTUKA/IbHON Nepesayun nHoek-
LMK He 6bls10 [45]. Kpome Toro, y 6epemeHHbIX KEeHLLMH,
UHPUUMpoBaHHbIX SARS-CoV-2, He HabntogaeTca aHo-
Ma/iIbHO BbICOKOM CMEPTHOCTM NO CPAaBHEHMUIO C AaHHbIMM
n3 onbiTa annaemuii SARS-CoV-1 n MERS-CoV [46]. [o
HACTOALLEro BpeMeHM He onucaHbl NpU3HakM detonatum
y N104a WAW HOBOPOXKAEHHOTO, Y MaTepyu KOTOPbIX Obin
AunarHoctuposaH COVID-19 [47].

CornacHo akTya/bHbIM AAHHbIM, AETWU, POXKAEHHble
OT MmaTepeli c noaTeepKaeHHbIM SARS-CoV-2, n matepeit,
Yyel aHaNN3 TONIbKO FOTOBUTCA K MOMEHTY POAOB, AO/TKHbI
Haxo4MTbCA Nog, HabatogeHUEM B CBA3M C BO3MOMKHbIM
pa3BuTMeM WHbeKLMU. PeKomeHgauum no nepuHaTanb-
HOM NMomoLlM, NpeaocTaBneHHble LleHTpom Mo KOHTpo-
N0 1 npodunaktuke 3aboneBaHUn U AMepUKaHCKUM
KONMeaem aKyLepoB-TMHEKONOroB, MNOALEPKUBAOT
3T0 MHeHue [48,49]. HecmoTpA Ha CBOO C/IOXKHOCTb, Bpe-
MeHHasa cenapaumns maTepu U pebeHKa MUHUMU3UPYET
PUCK 3apa*keHus HOBOPOXKAEeHHOro. Bce onybamnkoBaH-
Hble CBEAEHUA O COCTOSHUW 340P0BbA HOBOPOXKAEHHbIX
oT matepeli ¢ SARS-CoV-2 onucbiBatoT pasgeneHune cpasy
nocsie POXKAEHNA, BO MHOTUX CY4aaX — Ha AJIUTENbHbIN
nepuos BpemeHu.

TakMm 06pa3om, HEBO3MOXKHO aAEeKBATHO OLEHUTb
PUCK BO3HWKHOBEHMA MNOCTHATA/NbHOM WHEKUUM npu
OKa3aHMM PYTUHHOM NOMOLLM MaTepu U HOBOPOKAEH-
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CHUXKEHMEM pUCKa MHOULMPOBAHUA HOBOPONKAEHHOTO,
[ONXKHbI 06A3aTeNbHO 06CYKAATLCA C MaTepblo, npes-
NOYTUTE/ILHO Nepes, poaamu.

rPYAHOE MOJ/10KO SARS-COV-2

Bonpoc OTHOCUTENIbHO TPYAHOrO BCKAaPMIMBaHUA
HOBOpOXAeHHOro ot  SARS-CoV-2 no3UTUBHOM
MaTepu B MMpe ocTaeTca ANCKyTabenbHbIM. be3ycnoBHO,
rPyAHOE MOJIOKO fBAAeTcA HecueHHbIM, He3aMEeHMMbIM
nuTaHnem ana pebeHka. Mo Halwemy MHEHUIO, B YC/I0BU-
AX NAHAEMWU, KOPMIEHUE CLEKEHHbBIM TPYAHbIM MOMO-
KOM MOBbILLAET PUCK 3aparKeHNA HOBOPOXKAEHHOTO Yepes
KOXY rpyAm 1 PyKM MaTepu BO BpeMs KOHTaKTa. B intepa-
Type CyLLEeCTBYIOT HEKOTOPbIE PA3HOMACcKA B OTHOLLEHUN
BEeAEHUA TPYAHOTO BCKAPM/IMBAHMA Y NOATBEPKAEHHbIX
naumeHToB ¢ SARS-CoV-2. Tak, BaH u ap. (2020) He pe-
KOMEHAYHT rpyAHOEe BCKAapPM/IMBaHWE B NOA03PEBAEMbIX
CNly4anx, Hem3neyeHHbIX CAyYasax v NPU Ne4eHnmn NonnHa-
Bupom/putoHasmnpom [50]. Kpome Toro, HeoHaTtanbHanA
n3onsauma bblia peKomeHA0BaHa HOBOPOXKAEHHbBIM C MO-
[03PEHNEM UM NoATBepPXKAeHHOW nHbekumen SARS-
CoV-2 [51]. C gpyrou cTtopoHbl, Coto3 eBPONENCKUX He-
OHaTa/IbHbIX U NepPUHATaNbHbIX 0OLWECTB pekomeHAayeT
npAMoe rpyaHoe BCKapM/IMBaHWE NPU CTPOTrMX Mepax
MHPEKLMOHHOIO KOHTPONS Y BECCMMNTOMHbIX MaTepen
¢ SARS-CoV-2, HO KOraa maTtepu CAANWKOM 60/bHbI, HO-
BOPOXAEHHbIE OYAyT NIeYUTLCA OTAE/NbHO CO CBEXUM
CLEXKEeHHbIM FpyaAHbIM MONOKOM. OBW,ecTBO akywepos
M rMHekonoros KaHaabl peKomeHAyeT mMaTepsm, WH-
dunumpoBaHHbiMm SARS-CoV-2, He KOpMWUTb FpyAbto A0
BbI340POBAEHMA OT UHEKLMUM, a TaKKe U30AMPOBaATb
HOBOPOXAEHHOTO 4O TEX MOP, NOKa MaTb He MepecTa-
HeT 6bITb MHOUUMPOBAHHOW [52]. Hanbonee BarkHble
obuwecTBa, Takme Kak BO3, IOHUCE®, ISUOG, RCOG un
ABM, nponaraHAupylT rpygHoe BCKapM/nBaHWE BO
Bpema naHgemun COVID-19, HO ¢ ocobbimu mepamu
NpPeaoCTOPOXKHOCTU.

Tem He meHee, Tekylmne pekomeHgaumu LleHTpa no
KOHTPO/I0 U NpodunakTuKke 3abonesaHuin (CDC), a Takxke

KuTaickolt neguatpuyeckon paboueit rpynnbl no SARS-
CoV-2 B OTHOLWEHUM 3TOM MaHAEMWU cnedyeT paccma-
TpMBaTb B KaYecTBe BapuaHTa A/1A BPEMEHHOro otaene-
HWA MaTepu, y KOTOPOW ANArHOCTMPOBAH BUPYC UK <40
YCTAHOB/IEHUA CTaTyca MaTepu», OT HOBOPONAEHHOTO,
YyTObblI CHU3UTL PUCK Nepeaaun Bupyca [53]. B TeyeHue
3TOro Nepmosa OHU PEeKOMEHYIOT CLEXMBaHNE MOOKa
C cobnoaeHNeM COOTBETCTBYHOLLMX MEP TMIMEHbI, YTODbI
noaAepK1MBaTb NAKTaLMIO, KOTAA OHW Haxo4ATCA B MpsA-
MOM KOHTaKTe co cBoMmMuM aetTbmun [54,35].

Bonpoc OTHOCUTENBbHO TaKTUKM BEAEHNA POAOB TaKKe
obcyxaaetca yyeHbiMK. CneumanncTbl NonaratoT, YTo Ke-
CapeBO CeyeHne He MOKeT ObITb ONPaBAAHO C MEANLMH-
CKOM TOYKM 3pEeHUA U3-3a HEYKNOHHO PacTyLLero 4ymcna
cnyvyaes MHOMUMpoBaHMA SARS-CoV-2 HM B noaTBep:K-
AeHHbIX cayydanax COVID-19, HM y BepemMeHHbIX ¥KeHLLWUH
6e3 npegnonaraemon MHbeKkuun. BcemmpHaa opraHusa-
LUMA 34paBOOXPAaHEHUA PEKOMeH/yeT, 4Tobbl Kecapeso
ceyeHue B naeane BbINONHANOCH TO/IbKO B TOM C/lyyae,
€C/1M 3TO ONpPaBAAHO C MEAULMHCKOWM TOUYKN 3pEHUA.

Taknm 0bpazom, UMeroLLIMeca Ha CEeroAHALHNI AeHb
NMTepaTypHble AaHHble CBMAETENbCTBYIOT O pPefKoW mne-
pefave MHeKLMM OT maTepu K naogy, Ho MHbopMauus,
B OCHOBHOM, HenosiHas. O4HAKO B TAXKENbIX U KpUTUYe-
CKM TAMKENbIX CyYanx TeyeHna 3aboneBaHnA Ha NO34HUX
cpoKax bepemeHHocTM BMpyc SARS-CoV-2 moxKeT obHa-
pyu1BaTbCA B NnaueHTe. [JoCTynHble Ha AaHHbIA MOMEHT
pe3ynbTaTbl UCCAEA0BaHUM OTHOCATCA K NaLMeHTKam,
MHOULMPOBAHHBIM HAa MO34HUX CPOKax bepemMeHHOCTH,
W cnenyeTt aKUEeHTUMPOBATb BHUMaHME Ha Masiom npome-
YKYTKe BpemeHU (HECKONbKO AHel) mexay maHubecTaum-
el UHPEKUMM Y MmaTepn U poaamM, YTO MOXKET BObiTb He-
[OCTaTOYHbIM /1A OCYLLEeCTB/IeHUA TPaHCNAaLeHTapHOM
nepesayv UHbeKkuun.

3AK/TIOYEHUE

BaaKmoqumm cnepyeTr OTMETUTb, YTO HeJoCTaTou-
HO [aHHbIX O eCcTecTBeHHOM TeyeHWW 3abonesa-
HUA, cBA3aHHOro ¢ SARS-CoV-2 y 6epemMeHHbIX KeHLLMH,
a TaK)Ke 0 pUCKe BepTUKaNbHOW Nepesaun nubekumm. 1o
HACTOALLEro BPEMEeHM BOMPOChbl ONTMMA/IbHOTO aAropuT-
Ma OMArHOCTUKM M NyTU MNepefaym OCTAKTCA OTKPbITbI-
MW 1 TPebyIoT AanbHenwero usydeHus. Jaa Toro, 4tobsl
YTOYHUTb OLLEHKY 3GPEKTUBHOCTU AMATHOCTMKM, @ TaKKe
BO3MOMKHble NyTu nepenadun SARS-CoV-2 oT martepei K
pebeHKy cneayeT NPOBECTU TWATENbHO pa3paboTaHHble
NPOCMNEKTUBHblE UCCNEeL0BAHUA UM PAHLOMU3NPOBAH-
Hble KOHTpPO/Mpyemble uccaefoBaHusa. Heobxoaumbl
OaNbHelLWKne NPOCNeKTUBHbIE KOFOPTHbIE UCCAeA0BaHMA
ONA OTBETA Ha C/ieAytoLLme BONpoChl:

e Kak SARS-CoV-2 Bo3aeiicTByeT Ha Mcxodbl bepemeH-

HOCTM ANA MaTepu U NNoAa, U KaK AaHHble UcxXoabl
CBA3aHbl CO CPOKOM BepemMeHHOCTM Ha MOMEHT MHU-
uMpoBaHua?

e KaKoBa BeEpOATHOCTb Nepeaayn MHPeKLuMn oT maTe-
pu K pebeHKy B TeyeHMe BepeMeHHOCTU, POaOB U B
nocnepoaoBOM nepuoae npu yCnoBMU COBMECTHOrO
npebbiBaHMA MaTepn U HOBOPOXKAEHHOIO?

e Take HeobxoAMMbl McCCneaoBaHMA in vitro nam ex
Vivo AnA yTouHeHna dakTa UHOMLMPOBAHUA KNETOK U
BO3MOXXHOCTU peninkauum BUpyca B AeuuayanbHomn
TKaHW U NNaueHTe.

OTBeTbl Ha MepeyYncaeHHble BONPOCbl NOMOFYT B CO-
BEPLUEHCTBOBAHMUM UMEIOLLUXCA PEKOMEHAALMIA B OTHO-
LWeHun BeaeHua bepemeHHbix ¢ SARS-CoV-2 1 nx HoBso-
POXAEHHbIX AeTel.
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OfHol 13 BarkHeWWMnx npobsem coBpemeHHOoN Hed-
pONIOrnKN ABNAETCA UCCNef0BaHNE MEXAaHU3MOB Pa3BUTHA
rnomepynoHedpputa (FH) n HedpoTUUeckoro cMHApPoma
(HC), a Take BblpaboTKa naToreHeTUYECKN 06OCHOBAH-
HbIX TepaneBTUYECKMNX Noaxon08. CylecTBoBaBLLNI AN-
TeNbHOe Bpems YHUOULIMPOBAHHbIM B3rAA Ha MH Kak Ha
3aboneBaHne MMMYHOKOMMIEKCHOM UAN ayTOMMMYHHOM
NPUPOAbI, B HAacTosALLLee BPeMA C NOABAEHUEM HOBbIX IKC-
nepuMeHTasIbHbIX U KAUHUYECKUX OAHHbIX NpeTepnesaeT
n3meHeHun [R.Glassock et al.,1991]. Cpeaun Bcex rnome-
pynapHbIX 6onesHen HedppoTuyecknit cuHapom (HC) as-
NIAIETCS CaMOM PacrnpOCTPAHEHHOM MaTO/IOTMEN AETCKOro
BO3pacTa M MpuWB/EKaeT BHUMaHWe uccnegosaTenen B
CBA3K € 6O/bLIOW PAaCNPOCTPAHEHHOCTbIO AAaHHOro 3a60-
NeBaHMA, 4YacTo MPOrpeccUpyoWwmMm TeYeHnem, paHHewn
WMHBanMAn3aumen n HebnaronpUATHbBIM NPOrHO30M OTHO-
CUTENbHO Pa3BUTUA TEPMUHANIBHOM CTaANN XPOHUYECKOM
noyeyHon HegoctatoyHoctn (XMH) [1]. BbigensioT nep-
BUYHbIN (reHeTUYeCcKM-obyCNOBAEHHbIM U MauonatTuye-
CKMI) M BTOPUYHBIV HedpOTUYECKUI CUHAPOM. Mpocnek-
TUBHbIE 3NUAEMMNONOTMYECKME UCCIef0BaHMA NOKa3bIBa-
10T, yTO 3aboneBaemoctb nepsnyHbiM HC coctaBnset 1.5
- 3.3 cnyyaes Ha 100 Tbicsy AeTCKOro HaceneHus B rog, [2];
KYMYNATUBHAA pacnpocTpaHeHHOCTb - 12-16 Ha 100 TblI-
€AY getckoro Hacenenus [3]. MporHos naumMeHToB ¢ nep-
BUYHbIM HePpPOTUYECKMM CUHAPOMOM onpeaensaercs,
rNaBHbIM 06pa3om, MOPHONOrMYecKkMm BapmuaHTom 3abo-
JIeBAHUA U YYBCTBUTENIbHOCTbIO K CTEPOMAHONM Tepanuu
[4]. NpoBeaeHHOE MexAyHapoaHOe nccnegosaHue 3abo-
neBaHul noyek y getei (ISKDC) onpegennno ructonoru-
Yyeckue, KIMHMYecKMe M NabopaTopHble XapaKTePUCTUKM
HedpOTUYECKOro CMHAPOMA. Bbbino NoKasaHo, YTO Mop-
bonormyeckMm BapmaHTOM NepBUYHOro HehpoTUYECKOTO
CMHApoMa B 76% ABNAIOTCA MUHMMAAbHblE M3MEHEHUA
(MW), oTBET Ha cTepOMAHYIO TEPANUIO NPU KOTOPOM MMe-
toT 95% nauuneHToB. Y 75% naumeHTOB OTMeYarTCA pe-
L1AMBbI HePPOTUYECKOrO CMHAPOMA, U3 HUX Y NMOIOBUHbI
pa3BMBaeTCA CTePONA03aBUCMMOCTb, YTO 0bycnasansaeT
HeobXoAMMOCTb ANUTENIbHOFO MpPUEMa [IOKOKOPTUKO-
CTepoMA0B B BbICOKMX A03aX U CNOCOBCTBYET BbICOKOMY
PUCKY pa3BuTMA NoboYHbIX adpdeKToB [5].

B HezaBuMcMMoOCTM OT MOpPGONOrMYEeCcKoro BapuaHTa
HC, okono 77-90% peTelt 0TBEYAlOT Ha CTEPOUAHYIO Tepa-
nuio B febtote HedppoTMyeckoro cuHapoma, 10-23% asna-
I0TCA NMEePBUYHO CTepomaopesncTteHTHbiMu [6]. CornacHo
COBPEMEHHbIM AaHHbIM, B NOCAEAHEE BpeMA OTMeYaeTcs
yBE/IMYEHNE YaCTOTbl CTEPOUAPESUCTEHTHBLIX GOpPM Hed-
pOTUYECKOro cMHApPOMa y aeTeit go 23% [7].

[OPMOHO-PE3UCTEHTHLIN HEPPOTUYECKUA CUHAPOM
ABNAETCA YacTOW MPUYMHOM XPOHWYECKONM GosiesHW no-
YyeK B AETCKOM BO3pacTe M MMeEeT 3HAUYUTENbHbIN PUCK

6bICTPOro NPOrpeccMpoBaHmna 40 TEPMUHAIBHON CTaamm
NMoYyeyHoW HeLoCTaTOYHOCTU. BbianeHo 6onee 50 mo-
HoreHHbIX NpninH CPHC, B OCHOBE KOTOPbIX NEXUT ANUC-
dYHKUMA 6enkoB rnomepynspHoro ¢ouabTpa NogoLmTOB,
M KaK CneacTBme 3TOro pa3BUTME TAXKENON NPOTENHYPUN.
MNMocnegHWe TEXHONOTMYECKME AOCTUXKEHUA B obnactu
BbICOKOMNPOM3BOAMUTE/IbBHOIO CEKBEHWPOBAHWA MO3BOJIN-
/1M NPOBECTU reHeTuYecKoe TeCTMpoBaHMe Ha OCHOBE Mo-
KasaHui ana naumeHTos co CPHC. MeToa, reHeTu4eckoro
TECTUPOBAHUA B COYETAHUM CO 3HAUUTENbHOU eHOoTU-
NMUYECKON M3MEHYMBOCTbIO MoOHoreHHoro CPHC crtasut
nepes, BpadyamMm yYHUKabHble 334a4n. ITO NogyepKmBa-
€T HeobXxo4MMOCTb TOYHbIX KIMHUYECKUX PYKOBOACTB,
KoTOpble obecneynBaroT cMCTEMATUYECKUIA Noaxos, ANs
MYTAUMOHHOIO CKpuHuHra npn CPHC. HecomHeHHO, mo-
NEeKYNAPHO-TEHETUYECKMIA AMArHO3 MOMEeT MO03BO/IUTb
BblpaboTaTb NEPCOHANM3UPOBAHHbIM NOAXOA K IeYEeHUIO
naumMeHTa c pas3paboTKOlM MOKasaHWM A1 MMMYHOCY-
NpPeccMBHON Tepanuun 1 NPOBeAEHNA UHBA3MBHbIX METO-
[0B OMArHOCTUKM, TPEOYIOWMX XMPYPIrMYEeCcKoro BmeLla-
TenbcTBa (Hedppobuoncum).

CywiecTByeT 3HauYnTeIbHAA reTeporeHHOCTb B BO3HUK-
HOBEHWUU N KNMHMYeckom TedyeHun CPHC, 1 HU KnnHuye-
CKMe NPU3HAKM, HU TUCTONIOTMYECKanA KapTMHA He npeage-
LLLatOT oTBEeTa Ha Tepanuto. A Takke CPHC, c 6bonbluel Be-
POSTHOCTbIO, NPOABNAET YCTOMUYMBOCTb K PAAY MMMYHO-
cynpecccaHToB [8] 1 nporpecc B TEPMUHAIbHYIO CTaguIo
noyeyHow HegoctaTouHocTH (TMH) c 6onbluei ckopocTbio
[9]. OTKpbITHE FeHOB, BOB/IeYEHHbIX B pa3suTue CPHC, oT-
KpblBaeT nepes HaMu COBEPLUEHHO HOBble MeXaHW3Mbl
pPa3BUTMA MPOTEUHYPUU U HePPOTUYECKOrOo CUHAPOMA
y Aeteli. [lokasaHo, YTO MyTaLMK B FreHax, KOAMPYHOLLMX
noaouMT- accoummpoBaHHble 6enkn, nmeet mecTto B 30%
cnyyaes CPHC y geteit [10], v ngeHTMdUKaLMa 3TUX MO-
HOreHHbIX AedeKkToB obecneumna ¢yHAAMEHTa/bHOE
noHnMmaHue natoreHesa CPHC. Ba)kHO OTMETUTb, YTO MO-
HoreHHbI CPHC nposABnsieT 3HaYMUTENbHO BblpParKeHHYHO
KIMHUYECKYIO U TMCTONI0TMYECKYIO FeTepOreHHOCTb, AaXKe
C MWAEHTUYHBIMU NMPUYMHHBIMW MYTaLMAMM, A TaKKe U3-
Ha4yasIbHO HeOT/InYMMa oT namonatudeckoro HC. OgHako-
AeTn ¢ MoHoreHHbIM CPHC nmetoT 6o/1ee BbICOKYHO YacTo-
TY PE3UCTEHTHOCTU K UMMYHOCYMNPECCUN U MEHbBLLYIO Ya-
CTOTY peumnamBoB 3abo/ieBaHUA Noc/e TPaHCMAaHTaLMK
nouyku [8,11].

1.1. CrpoeHue nogounTa U mytauua reHos. MNogoum-
Tbl NpeAcTaBAAloT coboi BbicOKoaMbdepeHLMpoBaHHbIE
M cneunanmnsnpoBaHHblie NepULUTONOa0OHbIE KNETKM CO
CNIOYKHOW LMTO-apXUTEKTYPOIN, KOTOpble 0b6pasytoT rnas-
HbIli KOMMOHEHT KnybouykoBoro ¢punbTpaumoHHoro ba-
pbepa. MogouUT COCTOUT U3 KAETOYHOro Tena, KoTopoe
paclMpaeT OCHOBHbIE (NepBMYHbIE) NpoLecchl. Tpexmep-



HaA CTPYKTYpa NOAOLMTA NOAAEPHKMBAETCA €r0 C/IOKHbIM
uMTOoCcKenetom. OBLWMPHBIN aKTUHOBBIM LUTOCKeNeT no-
3BO/IAIET AMHAMMUYECKM COKPaALLLATb OTPOCTKU HOMKEK MNo-
[OUMTOB B OTBET Ha Pa3/IMYHbIE Pa3aparkKUTENU, TaKue
KaK M3MeHeHMA rmapocTaTUYecKkoro AaBfeHma B Kanun-
NAPHbIX KNyboykax (oKono 60 mm.pT.cT.). CuMTaeTcs, uTo
noBpeXaeHne 1 NoTepa NOAOLMTOB ABASKOTCA MHULUNPY-
WM GaKTOPoM, BeAyLUM K roMepynockneposy. MNo-
[OUMTbI ABNAIOTCA TEPMUHANBHO AnddepeHUMpPOBaHHbI-
MW KNneTkamu. HegaBHue nccnegoBaHUA NPoaeMOHCTPU-
poBanu cybnonynsuMilo NapuveTanbHbIX 3MUTENMANbHbIX
KNETOK, KOTOPble CMOCOBCTBYIOT B pereHepaLmmn noaoum-
TOB; OZIHAKO CMNOCOBHOCTb K pereHepaumm, No-BUAUMOMY,
orpaHuyeHa [10-12]. BbifiBNeHME reHETUYECKMUX MyTaLUi
npu cememHom HeppPOTUYECKOM CMHAPOME M O4ArOBOM
cermeHTapHoM rnomepynocknepose (PCrC) 3a nocneg-
HWEe HEeCKONbKO AEeCATUNETUI NPOABMHYA Halle NOHUMa-
HWe 0 NoAOUMUTaX. ITU reHETUYECKME MyTaLMW BIUAIOT HA
6eNKM, KOTOPbIEe IKCMPECCUPYIOTCA B PA3/IMYHbIX MeCTax
BHYTPM NOAOLMTOB, BK/lOYAaA KNETOYHYIO MembpaHy,
A4P0, LLUTOCKENET, IM30COMbI U MUTOXOHAPUN. M3BECTHbI
HEKOTOpPble MEXaHU3Mbl, U3 3aKOTOPbIX 3TU FEHeTUYECKME
MyTaLMM NPUBOAAT K NOBPEXKAEHUIO NOAOLMUTOB.

[eHeTu4yeckme nporpeccol B u3yvyeHnm CPHC packpbinm
AancdyHKUMIo 6e/1K0B, acCOLMMPOBAHHBIX C NOAOLUTAMMU,
a TaK¥Xe c weneson anadparmon, B natoreHese npoTeu-
HYPUU, YTO MOAYEPKMBAET MUX BAXKHOCTb B NoAAEpPKaHUMU
uenoctHoctn FOb. OTKPbITME HAYaNOCh C FeHOB, KOAUPY-
owmx 6enkun weneson anadpparmbl HeppuHa (NPHS1) m
nogouunHa (NPHS2) [13]. C Tex nop aHanus cuenieHua u
CEeKBeHMpOBaHMWe cieaytollero nokoneHuns (NGS) nosso-
mnn naeHtnomumposatb bonee 50 reHOB, BOBEYEHHbIX
B8 CPHC, 1 3TO Uncno npogo/KaeT pactn. MHTepecHo, 4Tto
60NbLIMHCTBO KOaNpPYyEMbIX 6e1KoB 0TObpaXkatoTca B pas-
JINYHbBIX CTPYKTYPHbIX BENKOBbIX KOMMAEKCAX U CUTHA/b-
HbIX NYTAX B nogouuTe.

1.2. MyTauum B reHax, KOOMPYHIOLMUX KOMMOHEHTbI
wenesoi aAnvadparmbl.HekoTopblie M3 HaMbonee paHHUX
BbIIBNIEHHbIX FEHETUYECKUX AedEeKTOB, NPUBOAALLMX K
HeppoTMYECKOMY CUHAPOMY, ObinM OOHapyKeHbl B re-
HaX, KogupyroLmx 6enok weneson Anadpparmbl HebpuH
(NPHS1) 1 nogoumH (NPHS2), nHterpanbHbii membpaH-
Hbl 6enoK, KoTopbii cBasbiBaeTca ¢ NPHS1 [14]. benok
wenesoi anadparmbl NPHS1 sBnsetcs TpaHcmembpaH-
HbiM GenKkom cemeincTBsa MMMYHOMI0OYIMHOBBIX MoJie-
KY/Zl KNeTOYHOM agresvun. bonblias BHEK/ETOYHaA YacTb
NPHS1 nmeeT BoceMb MMMYHOMNOBYANHOBBLIX G-Nogo6-
HbIX JOMEHOB M OANH MOTMB GMOpPOHEKTMHA Tuna 3[15].
NPHS1 urpaeT KpuTUYECcKyto posb B NOAAEPXKAHUM 340-
poBbA NOAOLMTOB MOCPEACTBOM €ro BAUAHUA Ha MeX-
KNETOYHYIO aZiresunto, BbIXKMBaHME KNETOK, Nepesady cur-
Ha0B KJAETKaMW U PEeryasaLMio akTUHOBOIO LUTOCKeseTa.
[omo3unroTHble mytauum notepu ¢yHKumm NPHS1 npu-
BOAAT K TAXKenomy ¢beHoTuny BPOoXKAEHHOro HedpoTuye-
cKoro cuHapoma (BHC), Bkatoyasa Knaccuueckne myTtaumm
Finmajor n Finminor, KoTopble oTBEeTCTBEHHbI 33 94% cny-
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yaes ¢ BHC B ¢umHcKom nonynsaumm [16].

NPHS2 myTaumm Bbi3biBalOT MOBPEXAEHME OTHACTU
yepes Bo3sgelicteue Ha NPHS1 M aKTMHOBbIA UMTOCKe-
net. NPHS2 sBnsetcs yneHoM cemeinicTBa CTOMaTUHOB U
JIOKann3yeTca B IMNUAHbIX padTax, rae oH obpasyert ro-
moonnromepsbl. JiunuaHole padTbl NpeacTaBastoT cobomn
MWKPOLOMEHbBI B Na3MaTUYECKo membpaHe, KoTopble
oboraueHbl COUHTONMMUAAMM U XONECTEPUHOM. JTnnng-
Hasa KOMMNO3MLMA MeHee KuaKaa u bosee KecTkas, U
CMOCOBCTBYET KOHLLEHTPALLMW CUTHAJIbHBIX PELLENTOPOB B
3TUX MUKpoaomeHax. NPHS2 cBasbiBaeT 6eNKN MeXKKe-
TOYHOTO COEANHEHMA U CAYKUT KAPKAaCcoM, NPUKpPeNasto-
MM aKTUHOBbBIN LUTOCKENET K MEXKNETOUYHbIM KOHTaK-
Tam. CoobLwanock o 6onee yem 100 naToreHHbIX MyTaLLM-
ax NPHS2, KoTopble BKIOYAOT 6eCCMbIC/IEHHbIE MYTaLUK
M MyTaLMK cOBWUra KagpoB B 3K30Hax. PeueccmBHbie my-
Taunn NPHS2 ssnatoTtca Hanbonee pacnpocTpaHeHHbIMM
MyTaUMAMM, BbIABAEHHBIMW Y NaLMeHTOB B LleHTpanbHoOM
EBpone c paHHMM Haya/soOM CTepoOUA- PEe3NUCTEHTHOro
HedpoTmyeckoro cuHapoma (SRNS) [17], HanpoTus, myTa-
umm NPHS2 oTHOCMTENbHO peaKku y adpoamepuKaHCKUX
neten.

1.3. MyTauuum B reHax, Koaupytowmx 6enku, sosne-
YeHHble B aKTMHOBbIA LUMTOCKeneT nogoumtos. Mocne
oTkpbITnAa ponn NPHS1 u NPHS2 mytaunu B reHax, cBa-
3aHHbIX C aKTMHOBbIM UuTOcKenetom (CD2AP, ACTN4,
MYO1E u T.4.), 6bIAM MAEHTUOULMPOBAHbI Y NALUMEHTOB
¢ HedpoTUyeckum cuHagpomom [17,18]. NedekTbl peryns-
LMW aKTUHOBOTO LMTOCKeNeTa NPMBOAAT K MOBPEXAEHNIO
nogoumMTos. OgHa M3 BO3MOXKHOCTEN 3aK/1H04AETCA B TOM,
YTO OHM MOTYT HapyLLATb CNOCOBHOCTb OTPOCTKOB HOXEK
NnoAOUNTOB pearnpoBaTtb Ha AMHAMMUYECKME U3MEHEHUA
AaBneHna u Gopmbl CTEHOK Kanuanapos. Invivo ¢ayo-
pecueHTHaa BU3yaauns3auma nogouMTOB NO3BOAAET Npea-
NONOXMUTb, YTO NOAOLMUTbI MOABUMNKHbBI U MUTPUPYIOT NPU
HaZIMYMK NoBpeXxXAeHUA. M3meHeHHaa NOABMMKHOCTb MO-
OOLMTOB U CHUXKEHUE afare3mm MOryT Bbi3blBaTb OTPbIB OT
6a3anbHOM MmembpaHbl Knyboukos (TBM) n, B KOHEYHOM
uTore, noTtepto nogoumTos [19].

CD2AP npeacrtaBnaetr cobol uuTONNa3MaTUYECKUIA
apanTtepHbit 6enok Ha 80 K[a, nepBOHaYaNbHO MAEH-
TUOUUMPOBAHHbBIN KaK /IMraHg, B3aMMOALENCTBYIOLWMIA C
agresnBHbIM 6enkom T-knetok CD2. B nogouymtax CD2AP
CNYXUT NINHKEPOM, KoTopbln cBA3biBaeT NPHS1 1 NPHS2
C aKTUHOBbLIM UuMTOCKenetom [20], TaksKe CBA3bIBAET CU-
HantonoauH (SYNPO), anbda-akTUH-cBA3bIBatOWMI be-
JIOK, KOTOpbI cnocobcTByeT obpas3oBaHUO HepasBeT-
BNEHHbIX aKTMHOBbIXPUIAMEHTOB U Heobxogum ansa pe-
MOAENMPOBaAHMA aKTUHA [21], Bbi3biBaeT NoBpeXAeHUE
noAoLMTOB M anonTo3 3a CYeT aKTMBU3aLMKU TpaHchop-
mupytowero ¢aktopa pocta beta [22].

Anbgha-4-akmuHuH (ACTN4) npeactasnaeT coboi ak-
TUH-CBA3bIBalOLWNM 6eniok maccoi 100 K[la, KoTopbIN NpU-
HaANeXUT K cynepcemeincTBy reHoB cnekTpuHa. ACTN4
obpasyeT nonepeyHble CBA3U MeXAy aKTUMHOBbIMU HUTSA-
MW W CBA3bIBAET MONEKY/bl aaresann anboda-1l-mHTerpmH

2]
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M BUHKYAMH. MyTauum B ACTN4 OTHOCUTENBbHO PEeaKM,
cocTaBnAA AnwWb NpubnunsutensHo 4% cemeliHoro ®CIC.
BbifAiBNEHHble MyTaLMK NPUBOAAT K HEKOHCEPBATUBHbLIM
AMWHOKUCNOTHBbIM 3aMeHaM, BAUAIOLWMM Ha JOMEH CBA-
3biBaHMa ACTN4 [22,23].

Ose myTtaumn (A159P n Y695X) B reHe MYOIE, Koau-
pylOLLEM HEMbILWEYHbIM MWO3UH Knacca |, mnosmH 1E,
6blM CBA3AHbI C ayToCOMHO-peueccuBHbim PCIC, BO3-
HUKaloWmMm B aetctee [24]. MYOIE aBnaeTcs YNeHOM akK-
TUH-3aBUCUMbIX MOTOPHbIX BE/IKOB, IOKaNIN3yeTca B Lie-
nesont amnadparme 6narogapsa Blaummogenicteumio ¢ Z01,
6ENKOM MEXKKNETOYHOrO COEANHEHUA, KOTOPbIA MOXKET
06pasoBbIBAaTb KOMMJIEKC C KOMMOHEHTAMM LLEeNeBOM
anadparmbl. MYOIE HeobxoauMm ONA OpraHM3auuu aK-
TUHOBbLIXOWMIAMEHTOBNOAOLMTOB BAO/b MEMKKIETOUYHbIX
KOHTAKTOB, B UTOre MyTauMu NPUBOLAUT K NOBPEXAEHNIO
M noTepe NoAOLUTOB.

1.4. MyTaumn, cBAsaHHble C nepefayert CUrHanoBs
Ka/ibuusa B nogoumntax. MaeHTUdUKauma MmyTaumnin TpaHce-
noptepa Kanbuua TRPC6 Kak npuymHbl cemeriHon PCIC
BblABWHYNa HA NepeaHUI NaaH Uaer o0 TOM, YTo nepeaa-
Ya CUrHaI0B Ka/ibLMA CMOCOOCTBYET NOAAEPKAHUIO 340-
poBbs nogountos [24]. AHanM3 NoKasan, YTo aKTMBaLUMA
myTaumm TRPC6 npusena K HacneactseHHocTn AD [23,24].
YBenunuyeHve nNpuToKa KaibLMA B MNOAOLMTbI aKTUBMpPYeET
RHOA, 4TO NpuBOAMT K BO3IMYLLEHUAM aKTUHOBOTO LUTO-
cKeneTa [25]. 3To TaKKe MOXKET NPUBECTU K NOAABNEHUIO
NPHS1 v notepe nogountos, 1Mbo Yepes anonTtos, 1Mb6o
OTCNIOMKY. MHTepecHo, YTo 3TN MCCNeaoBaHUS BbISBUAN
BO3MOXHbI MEXaHM3M, C MOMOLLbIO KOTOPOro MyTauuu
NPHS2 moryT npnBoAnTb K MOBPEKAEHUIO NOAOLUTOB U3-
33 M36bITOYHOTO NPUTOKA KaNbLUS.

MyTauumn gocgonunasel C ancuaoH 1 (PLCE1) 6binn
nepBOHAYa/IbHO OMMUCaHbl Y AeTel ¢ PaHHUM Hayanom
HedpoTMYecKoro cMHapoma [26]. B aTom nccnenoBaHum y
AeTel C YKOPOUYEHHbIMM MYTaUMSAMM ObINN XapaKTepPHble
rMCTONOrNYecKMe nopaxeHus anddysHoro mesaHrmanb-
Horo ckneposa (AMC), Toraa KaKk y AeTell ¢ MUCCEeHC-MY-
Taumnamm - ®CIrC. Jetun c mytaumamm PLCE1 nmetoT He3pe-
Nible KNYBOYKM KanuANspHOM NETAU U NMOHUMKEHHYIO 3KC-
npeccuto 6e/1KoB, KOTOpble XapaKTePHbI A5 TEPMUHASb-
HO AnddepeHUMPOBAHHbIX NOAOLMTOB, TaKMX Kak NPHS1
u NPHS2 [27].

1.5. MyTaummn B reHax, KogupyloLwmx MUTOXOHApPWU-
anbHble 6enkun. BoiABneHNE MyTaUUt B MUTOXOHAPMANb-
HbIX TeHax NMPMBENO K NMPU3HAHUIO BAaXKHOCTU MUTOXOH-
ApViA ANA 340p0Bbs NMOAOLMTOB. ITO BKAOYAET 06Hapy-
XeHne myTaumm A3243G B reHe MT-TL1, Kogupylowen
TPHK nenuunHa, KoTopas Bbi3biBaeT AedEKT AbIXaTeNIbHOM
uenu n nHayumnpyet ®CIrc [28]. bbiIo ONUCAHO HECKO/IbKO
reHeTn4eckux AedeKToB B CUHTE3E MUTOXOHAPUAIbHOIO
KosH3Mma Q10 (CoQ10), KoTopble NPUBOAAT K NOAOLUTO-
natmam: mytauuu B reHe COQ2 (KoTopblili KoaupyeT na-
pa-rnapokcnbeHsoaT-noannpeHun-TpaHchepasy) 6Oblam
BbIAB/IEHbl Y HEKOTOPbIX NALMEHTOB C PAaHHMM Hayasiom
HeppPOTMYECKOrO CMHAPOMA C UAN He3 HepPBHO-MbILLEY-

Hble cumnTombl [29]. MyTtauum B PDSS2, reHe, Koaunpy-
owem cybbveanHuuy 2 depmeHTa AeKanpeHunaudoc-
daTcMHTasbl, 6bIIN BbiABAEHbI Y HEKOTOPbIX MaLMEeHTOB
€ cMHApOMOM Jln ¢ npoTenHypuelr HedpoTUUEeCcKoro au-
anasoHa [30]. MyTauum TakKe 6blN BbisIBAEHbI B reHe
COQ6, KoTOpbIM KoanpyeT BUMOMHTE3MOHOOKCUIeHasbl 6
CoQ10, B cembax ¢ paHHMM nosBneHnem CPHC u Helipo-
ceHcopHoit rnyxotoii [30].

1.6. MyTauum B reHax, KOAMPYIOLMX NU30COMANb-
Hble 6enKkn. TOMO3WUrOTHblE YCEeYEeHHble MyTauuu reHa
SCARB2, KOTOpPbIN KOAUPYET NM30COMANbHbIA UHTErpPasb-
HbIi MembpaHHbIN 6enok LIMP-II, B- rntoKkouepebposu-
Oa3Hbl peuenTop, 6bi1M CBA3aHbI C 4ENCTBUEM CUHAPO-
Ma MMOKJ/IOHYC-NOYeYHana HeZ0CTaTOYHOCTb. TO ayTOCO-
MHO-peLieccuBHbI (AR) CUHAPOM, KOTOPbIN NPOABASETCA
Yy NOAPOCTKOB M MONOAbIX Ntoaen B Buae konnanca ®Crc
W NporpeccupyoLLLet MMOKIOHUYECKoM anunencum [28].
[edekTbl ayTodarmm, KNeToYHOro npouecca Aerpagaumnm
KNETOYHbIX KOMMOHEHTOB, KOTOPbIA MO3BONSET peumnp-
KY/IMPOBATb KNETOYHbI MaTepuan, CBA3aHbl C JM30CO-
Ma/ibHbIMU BonesHAMKM HakonaeHua [29]. KomnoHeHTbI,
KOTOpble A0/KHbI ObITb PaspyLUeHbl, CHavyasa nonagatoT
B ayTOodarocombl, KOTOpble 3aTeM CAMBAOTCA C JIM30CO-
Mmamu. Mpu 6one3HAX XpaHEHUA TN30COM, ayTOodarocombl
HEeCnocobHbI CIMTLCA C IM30COMAaMM, YTO NPUBOAMUT K Ha-
KOMJIEHWUIO Pa3BepPHYTbIX 6e/1KOB, AUCHYHKLMU MUTOXOH-
OpuiA 1 Ttnéenn Knetok. Ponb aytodarmm B noaaeprkaHnm
30p0OBbA MOAOLMUTOB MOATBEPKAAETCA FeHETUYECKMMU
nccnenoBaHMAMM Ha Mblliax. B ogHOM 13 nccnenoBaHui
6b110 06HapyXKeHo, YyTo aeneuma ATG5 (OCHOBHOMO KoM-
NMOHeHTa MexaHM3Ma ayTodparmm) B No4OLMTax NOBbILIAET
BOCMPUMMUYMBOCTb K 3aboneBaHuio KayboukoB. AHaso-
r'MYHbIM 06PaA30OM, B APYrOM UCCAEA0BAHUMN YCTAHOB/IEHO
HapyweHne GyHKLMM Nepesaym CUrHaA0B panammLMHOM
(mTOR) - MULWEHBIO NOAOLMTOB MIEKOMUTAIOWMX, Pery-
natopa aytodarnu, NpMBeNo K HapylleHuto ayTodarmye-
CKOTO MOTOKa M MHAYLMPOBAA MIOMePY/IOCKAEPO3 Y Mbl-
we [30].

1.7. MyTauumn, BAMAOWME HA KIETOYHYIO noAaap-
HoOCTb. Bo Bpemsa ambpuroreHesa nogounTbl 3BOJIHOLLMOHM-
PYIOT 13 CTONOYATLIX INUTENNANBbHBIX KNEeTOK S-06pasHo-
ro Tesia B 3pesible CTBOJIOBbIE K/IETKM CO C/I0XKHOM Nonsp-
HOCTbtO, KOTOpble MMeLOT HasanbHble AOMEHbI, NPUKpe-
naatowmeca K F6M, anukanbHble 4OMeHbI, 0bpalLeHHble
K MOYEeBOMY NMPOCTPAHCTBY, U COeANHUTENIbHbIE AOMEHbI
MEKK/NETOYHOrO KOHTAKTa Ha weneson anadparme. 3m
OOMEHbI 3KCMPECCUPYIOT Pas/inyHble Habopbl MembpaH-
HbiX 6e/sIKoB, 4YTO XapaKTePHO AN MONAAPU30BAHHBIX
KneTok. MembpaHa Ha anuKalbHON CTOPOHE OTPOCTKOB
CTOMbl COAEPXKMT OTPULATENbHO 3apAXKeHHble 6enku,
TaKMe KaK MOAOKANMKCWUH, MOAONNAAHMH, NMOAOIHAUH W
peuenTop NpoTenH-Tupo3unH-pocdaTassl Tuna O (PTPRO,
TaKXKe M3BECTHbI Kak 6es1oK KaybouyKkoBOro anutenus
unn GLEPP- 1), KoTopble 06pasytoT MMKOKanuKe [28].
MyTauumn anukanbHoro 6enka, PTPRO, 6binun BbiABAEHbI
y Aeteli ¢ AR CPHC [29]. Opyroi 6enok anuKkanbHOM no-



napHoctu, Crumbs (CRB2B), Heobxoaum ans NpaBUIbHOM
CTPYKTYpPbl NOAOLUTOB U NoKanusaumm NPHSI1 B wenesomn
aunadparme y pbibok aaHuo (zebrafish) [29].

JVHamuMKa aKTMHa TaKXKe MOXKeT BAMATb Ha nonsap-
HOCTb MOAOUMTOB, TaK KaK aeneuma ROC GTPase CDC42
NnoAoOUMTOB Y MbilWel NPUBOAUT K BPOXKAEHHOMY Heod-
POTMYECKOMY CUHAPOMY CO CHUMKEHHOM 3Kcnpeccuen
NPHS1, Pard3 u aPKC [30]. BmecTe 3TM AaHHble YyKasbl-
BAlOT Ha TO, YTO AedeKTbl KNETOYHOW NOAAPHOCTU MOTYT
Bbl3blBaTb MOBPEXKAEHNE N NOTEPHO NOAOLMTOB.

1.8. TeHeTnuyeckme myTauum B GakTopax TPaHCKPUM-
umn. Mytaummn 8 WT-1, agepHOM TPaHCKPUMUMOHHOM
¢daKTope, CBA3aHbI KaK C CMHAPOMAIbHOM, TaK U CO cnopa-
aunyeckolt CPHC. WT-1 Heobxoaum ANA pa3BUTUA NOYEK,
HO ero GyHKLUMA B 3pebliX NOAOLMUTAX OCTAETCA HEACHOM.
WT-1, BepoATHO, BAMAET Ha auddepeHuMpoBKY NogoLm-
TOB, TaK KaK reHbl NPHS1 n nogoKasinKCcMHa NogasaatoTcaA
Yy MbiLel ¢ NOHUKeHHbIM yposHem WT-1 [55]. [edekTbl
WT-1 Tak»Ke BbI3bIBAOT anoONTO3 U NOTEPIO NOLOLMUTOB.

MyTaumm B 9k30Hax 8 n 9, KOTOpbIe KOANPYIOT AOMEHbI
LMHKOBOro nanbua 2 un 3, cBA3aHbl C cMHApPOMOM [eHun-
ca-Apaw [31] n xapaKkTepusyeTcs TpMagoli BPOKAEHHbIX
unm uHdaHTUAbHbIX CPHC ¢ anddysHbiM me3aHrnanb-
HbIM CKniepo3som, XY-ncesgorepmadppoagnuTnamom (cmeHa
MOJIA Y MYXKUMH U PKEHLLMH) U BbICOKOW PAacnpoCTpaHeH-
HOCTblO onyxonun Bunbmca. Takme myTaLmm moryT npuse-
CTU K yceveHuto WT-1, 4yTo mOXKeT BbICTyNaTb B pOanN O0-
MWHaAHTHOTO HEraTMBHOIO Cynpeccopa, 06bsACHAA paHHee
Hayano n ¢eHoTnn passuTms [32].

LMX1B myTaumm cBA3aHbl C pPeaKMm CUHAPOMOM
Hawn-MNatenna, KoTopbIM XapaKTepusyeTca [NOMepPYo-
CKNEepo30M M Hac/NeACTBEHHOM OHMXOCTeoAMCMNAa3nen.
LMX1B agnaetcA romeogoMeHOBbiM (paKTOpPOM TpaHC-
Kpunuun LIM. Moteps LMX1B npuBoanT K AedeKkTHOM
anddepeHUMpoBKe nogoumToB M obpasosaHuto TEM vy
Mmbiwein [32]. UccnepgoBaHna Ha NOZ0UMT-CNeUNUPUUHbBIX
mbiwax LMX1B no3sonAatoT npegnonoXxutb, 4yto LMX1B
TaKXe perynvpyeTt NOABUXKHOCTb MOAOLMTOB, BOSMOXHO,
nocpeacTBOM BO3AEWCTBMA Ha TpaHCKpunuuio 6enkos,
CBA3AHHbIX C aKTUHOBbLIM UUTOCKEeNneTom [33].

1.9. MyTaumMm B KOMMOHEHTAX [OMepynAapHoOn ba-
3anbHOM membpaHbl (TBM). MoBpexkaeHWe NoAoUUTOB
MOKeT OblTb pe3ynbTatom AedeKToB B APYrux 4Yactax
KnybouKoBOro ¢uAbTPaLMOHHOrO bapbepa, TakUX Kak
KOMMOHeHTbl FBM. Mytauun LAMB2 6binn BRepBble
onucaHbl y naumeHTos ¢ BHC, xapaktepusytowmxca JMC
(anddysHomesaHrManbHbIM CKAEPO30M), B COYETAHUU
CO CNOXHbIMUW HAPYLUEHUAMMW 3PEHUA U TAXKENbIMU HAPY-
LIEHNAMMU HEePBHO-MCUXMYECKOTO Pa3BUTUA, N3BECTHbIMU
Kak cuHapom MupcoHa [30]. LAMB2 koaunpyeT naMUHUH
2, BaXKHbIN MUKONPOTENMHOBBIA KOMMNOHEHT TEM, KoTo-
pbili cBs3biBaeT MHTErpuMH a3fl, Tem cambiM CBA3bIBAA
nogoumntbl ¢ FTEM. CeA3sbiBaHME NaMUHMHA ¢ TBM moxeT
TaKXe MHAYLMPOBATb MOAYAALMIO aKTUHOBOTO LUTOCKe-
NleTa, Tak Kak MHTerpuH a3f1 cBA3aH ¢ aKTUHOBbLIM LMTO-
CKeNleToM Yepes KoMMIeKcbl GOKanbHOM aaresnu.
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MonHbI deHoTMn cuHapoma MrpcoHa NPUCYTCTBYET,
KOraa MPOWMCXOAAT yCeyeHHble myTaumn B LAMB2, Tor-
03 KaK y MauMeHTOB C MUCCEHC-MYTaUMAMM, TAKUMU KaK
R246Q v C321R, oTmevaeTca HePPOTUYECKUA CUHOPOM
CO 3HauuTeNbHO bonee NerkMMm aKCTpapeHanbHbIMK ae-
¢dektamu [31]. TpaHcreHHble MbIlKM, IKCNpPeECccUpyowmne
MyTaHT RAM6Q LAMB2, metoT HapyLLeHHYI0 CeKkpeLuto
NaMUHUHA. bbino obHapy)KeHo, YTO 3aZeprKKa Henpa-
BUNbHO cBepHyToro LAMB2 nHayuupyeTt ctpecc ER nogo-
LMTOB (BbIABAAEMbIV MO NPOAYKUMK Besika pa3BEPHYTOro
otBeTa CHOP) v aktuBauuto aytodarum [32].

1.10.lTeHeTn4YecKMe BapuaHTbl, cBA3aHHble ¢ PCIC.
leHeTMYecKkne BapuaHTbl B APOL1 6binn nepBoHaYanb-
HO MAEHTUOULMPOBAHbI B UCCNEA0BAHMM NO FEHOMHOMN
accoumaummn (GWAS), msyyatowem accoumaumio opHo-
HYKN1eoTUAHbIX nonumopdusmos (SNP) ¢ passuTmem ru-
nepToHMYecKolr 60/1e3HN MOoYEK Ha nocsiegHeln cTaanm y
appoamepukaHues [33]. NepBoHavanbHbIN aHann3 GWAS
BbISIBM/1 CBSI3b 3TOro 3aboseBaHus ¢ SNPs 8 MYH9, KoTo-
pbI KOAMPYET HEMbILLEYHYIO TAXKENYIO Lenb M1o3unHa /A
[33]. Annenu pucka APOL1 6bian MAEHTUOULUPOBAHDI
y naumentoB ¢ PCIC. EcTb HeKoTOpble AOKa3aTesnbCTBa
TOro, 4to M3bbITOYHAA akcnpeccua APOL1 cnocobetyeT
ayTodarnyeckon rnbenu knetok [33], HO HeAcHO, ABAA-
eTCsA N UMPKYINPYIOLNI MAN NoAoLUT-cneundruyecKknin
APOL1 oTBeTCTBEHHbIM 3a 3aboneBaHMe KNyb6o4KoB. Tak-
e coobLwanoch, YTO y NepecakeHHbIX NMoYeK C ABYMA
annenamm pucka APOL1 yacToTa paHHel HeaoCTaTOYHO-
CTW Bbllle, YeM Y MOYEK C APYrMMK reHoTunamum [33]. Itn
OaHHble npeanonaratoT, 4to APOL1, sKkcnpeccMpyembiii B
NOYKe, MOXET UrpaTb OMpPene/ieHHY POoib B Pa3BUTUMK
rNOMEPYNAPHBIX HAPYLUEHWIA.

1.11.TeHOTMN-EHOTUNMYECKNE KOPPENALMM B MOHO-
reHHoct CPHC. MoHoreHHble CPHC moryT bbITb YHacne-
[O0BaHbl AyTOCOMHO-PeLEeCCUBHbIM, ayTOCOMHO-AOMMU-
HaHTHbIM MM MWTOXOHZPMANbHBIM 0BpPa3om U MOXKeT
BO3HMKaTb KaK M30/IMPOBaHHOE 3abosieBaHWE NOYeEK Uan
KaK 4acTb MYyNbTUCUCTEMHOrO paccTpoicTea. bonblumH-
CTBO C/ly4aeB peLeccuBHOro 3aboneBaHUsA xapaKkTepusy-
}OTCA PAHHWMM HaAYa/loM M BbICOKON MEHETPAHTHOCTbLIO, U
OHW HepeaKo CBA3aHbl C 3KCTPAPEHANbHbIMU MOPOKaMM
pa3BuTMA. HanpoTmns, OCHOBHbIE MPUYMHbBI AOMUHUPYIO-
wero 3aboneBaHunA cBA3aHbl ¢ 6bonee NO3AHUM Havaom
M HENnosIHOM NEeHETPAHTHOCTbLIO, U NaLMEeHTbl MOTyT OCTa-
BaTbCA OECCMMMNTOMHBIMMU.

1.12.BpoKaeHHbIM HedbpoTHYECKUI CUHAPOM.
BpoxkaeHHbI HC (BHC), KoTOpbIi npeacTaBiaeH B Teye-
HWe nepBoro 3 mecALLa *KM3HW, 0BbIYHO accoLMmpyeTca ¢
NPUYUHHBIMKW MyTauuamu. MyTaumm 6bian BbifiBNEHbI B
75-100% cnyyaes [10,34]. NMpUUYNHHBbIE MyTaLLMK, NO-BU-
OMMOMY, B OCHOBHOM NPOUCXOAAT B O4HOM U3 NATU reHOB
(NPHS1, NPHS2, WT1, LAMB2 u PLCE1). NPHS1 HedpuH
ABNAETCA OCHOBHbIM reHOM, BOBAeYeHHbIM B BHC, a my-
TareHHoe pacno3HaBaHWe OTBEYaeT 3a ayTOCOMHO-peLiec-
cuBHbIV PUHCKKUI TUN (CNF), KOTOPbIN 0O6bIYHO UMEET TS-
Xenbii eHOTMN C MacCUBHOW NPOTEMHYPUEN U BbICTPbIM
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nporpeccupoBaHvem go TMH [35]. Tem He meHee, ya-
CTOTa O6Hapy»KeHMa myTaumin NPHS1 ocTaeTca BbICOKOM
cpean HeduHcKux Tunos BHC [10,34]. MyTauum B reHe
NPHS2, Kogmpytowem NoAoLMH, TaKKe OTBETCTBEHHbDI 3a
3HauYMTe/IbHOe KONMYecTBO cyyaes 3aboneBaHunsa BHC, n
deHoTMN BapbupyeT oT Taxenoh CNF oo 6onee nerkoro
3a60/1€BaHMA C HAYa/IOM MPOTEUHYPUMN, BO3HUKAIOLLEN
nosgHee, yem y mytaumin c NPHS1 [9,35].

1.13. HPaHTUNBHBIN U AETCKUN HEPPOTUUECKUN CUH-
Apom. MoHoreHHbI CPHC, npeacTaBieHHbIN B MafeHYe-
ctBe (c 4 go 12 MecAUeB XU3HKU) U B AETCTBE Yallle BCEro
CBAI3aHbl C MyTauuamm B reHe NPHS2, koaunpytowiem nogo-
uMH [11,36]. CywiectByeT NpmM3HaHHbIMA reHOTUN K GpeHoTu-
NMNYECKOW KOPPEensLMM, KOTOPbIN 06bsACHAET 3Ty deHoTU-
nuyeckyto MameHuymsocTb [11,37]. HepaBHee ceKBeHWMpO-
BaHWe LLe/Ioro 3K30Ma, NPOBeAEeHHOe B neamaTpuyeckom
KoropTe naumeHtoB ¢ CPHC, BbIfiBUIO, YTO CpeaHuUl BO3-
pacT Hayana, CBA3aHHbIM ¢ MyTaumamm NPHS2, coctasns-
eT NpnbansuTenbHo 6 net [11]. Tem He MmeHee, O4EBUAHO,
YTO BaXHO paccmaTpuBaTb myTaumto NPHS2 KaK npuumHy
BO3HMKHOBeHMA CPHC y pebeHkKa ntoboro Bo3pacrta 1, Hao-
60pOT, 0¥KMAATb HNU3KOM YacToTbl MyTaumii NPHS2 B onpe-
OEeNeHHbIX 3THUYECKMX rpynnax, a umeHHo B Kutae, Ano-
Huu n Kopee [13,37]. Kpome Toro, mytaumumn NPHS1 6binn
BbIiIB/IEHbl Y MageHueB u aeteit ¢ CPHC, npuyem 6onee
peakue runomopdHble MyTaLmMm CcBA3aHbl C 6osee Nerkum
dbeHoTUNom ¢ nos3aHmMm Havyanom [11,35,36]. Takum obpa-
30M, MyTaLMM B 3TOM reHe cie4yeT y4nTbiBaTb BO BCEX Me-
OMATPUYECKMX BO3PACTHbIX rpynnax.

1.14.No3aHee Hayano HedpPOTMYECKOTrO CUHAPOMA.
AyTOCOMHO-A0MMUHaHTHbIW CPHC 06bl4HO nposBaseT-
ca B bosee nosaHem BoO3pacTe, B MOAPOCTKOBOM WM
B3POC/IOM BO3pacTe M 0bnafaeT 3HaYNTeNIbHOU PeHOTU-
NUYeCcKoM U3MeHYMBOCTbIO. Ob6LLaA YacToTa BbIABNEHUSA
MYTaLMA OCTaeTCA CyLecTBEHHOM, NpubanKancb K 25%
B NMOAPOCTKOBOM BoO3pacte n 12% B 3penom BO3pacTe,
HO OHA HUMKE, YeM B PaHHUX C/ly4anaX B AETCKOM BO3pac-
Te. OCHOBHble reHbl, BOB/€YEHHbIE B NO34HIO CTaAUI0
CPHC, koTopaA npeactaBaeHbl B NOAPOCTKOBOM BO3pac-
Te, BKtoyaoT NPHS2, TRPC6, INF2 un ACTN4 [31,34,36,37].
TRPC6 KoampyeT KaHaa KaTMoHa NOTeHLMabHOro peuen-
Topa 1 6bln NepBOHaYabHO UAEHTUGUUMPOBAH KaK Bbl-
3bIBAOLLMIA ayTOCOMHO-A0MUHaAHTHYt0 PCIC, npossasto-
LLMIACA B NOAPOCTKOBOM M paHHEM B3POC/IOM BO3pacTe U
OEMOHCTPUPYIOLLMIA OTHOCUTENbHO ObICTPOe nporpeccu-
poBaHue TXMH. CxoaHbim obpasom, myTtaumm B ACTN4,
KOTOPbI KogMpyeT anbda-akTMHUH 4, 0ObI4HO BbI3bIBAIOT
®CIC c no3gHMM Ha4vaioM U MegeHHON Nporpeccuent Ao
TMH [38,39], HO MyTauUK B 3TOM reHe Bbln 3apernucTpu-
poBaHbl y aeTel ¢ CPHC u 6bICTpbIM NpOrpeccupoBaHmem
TMH [11,40]. MyTauuu B INF2, Kogupytowme NHBEPTUPO-
BaHHbIN GOPMUH 2, BbIIN NEPBOHAYANIbHO UAEHTUPULM-
pPOBaHbl Y NALMEHTOB C ayTOCOMHO-40MUHAHTHbIM CPHC,
C BO3PACcTOM Ha4yMHaA C NOAPOCTKOBOrO BO3pacTa U B Te-
yeHue BCen B3pOC/ON Ku3Hu [41,42]. Xota myTaumm INF2
06bl4HO NPUBOAAT K M30AnpoBaHHOM PCIC, OHKM TaKKe

6b111 0BHapyXKeHbl B Nogrpynne naunMeHToB ¢ accouum-
poBaHHOI HeBponaTuen LLlapko-Mapu-3yba [43].

1.15.CuHgpomanbHbii CPHC M MUTOXOHAPWAbHbIE
paccTpolictBa. CuHApomanbHbii CPHC cBA3aH ¢ BHeno-
YeyHbIMU MPOABAEHUAMM U Yalle BCEro BO3HMKaeT n3-3a
MyTauMi B reHax, Kogupylolmx agepHole 6enkn (WTI,
LMX1B, SMARCL1, WDR73), rnomepynspHon 6asanb-
HOM MembpaHe 1 KomnoHeHTax aaresuun (LAMB2, ITGA3,
ITGB4), Konnekumax akTMHoBoro uutockeneta (MYH9) n
nnsocomanbHblie (SCARB2) n MUTOXOHAPUaNbHblE BeNKku
(COQ2, cOQ6, PDSS2, MTTL1, ADCK4).

MyTauuu B cante KTS (BCTaBKa cniaiicMHra) cBasaHbl
¢ cnHgpomom Ppeisepa, xapaKTepmsyoLWMMCA Nosase-
Huem CPHC B pgeTckom BO3pacTe, rMCTONOIMYECcKM oxa-
pakTepmnsoBaHHbiMm PCIC, 3MeHeHMeM NoMa Y MYXKUYMH
N XEHLMH M MOBbIWEHHbIM PUCKOM Pa3BUTUA FOHaAO-
6nactombl [44,45]. MyTtauuu LMX1B 06blMHO BbI3biBa-
0T cMHapom MupcoHa u cuHapom Hamnna - KoneHHol
Yalweykun. Ho Takke 6blnKn BblfiBAEHbI B U30/IMPOBAHHOM
BPOXAEHHOM, MHaHTUAbHOM 1 aeTckol CPHC [46,47], u
NO3TOMY MyTaLLMA B 3TUX FreHaX 40/IXKHA PacCMaTpmMBaTbCA
KaK NMPUYNHHAA B 3TUX BO3PACTHbIX rpynnax.

M3onmnpoBaHHbIn CPHC moXeT Takke HabnwoaaTbes,
XOTA U peaKo, Npu onpeaeneHHbIX MUTOXOHAPUAIbHbIX
uuTOonaTmAx, BKAtoYaa MELAS (MUTOXOHApPMaNbHAA MU-
onatuA, sHuedanonatua, NaKToaLMa03 U 3NU30MA0MNO-
HOBHble 3nn304bl), Bbi3BaHHble MyTaumamu MTTL1 [48]
M KoaH3um Q10 aednumt [49]. Aedmunt KosH3mma Q10
n3-3a myTtaum B COQ2 n COQ6 MOXKeT BbI3BaTb M30/U-
POBAHHYO AN CUHAPOMaNbHYt0 HedponaTtuio [50]. My-
Taumm B PDSS2 Bbi3bIBAlOT CUHAPOM J1M, HO MOTYT TaKKe
BbI3biBaTb M30AMpOBaHHbIM CPHC [51]. ADCK4 myTauuu
BbI3bIBaOT M30/1MpPOBaHHbI CPHC ¢ rMcToNIorMyeckn oxa-
pakTepmsoBaHHbIM PCIC, NpoABNAIOLWMMCA OT MAALEH-
yecTBa A0 paHHel 3penoctu [52].

1.16.HoBaa WHTEpPBEHUMOHHAA Tepanua U MOHUTO-
pvHr. ObHapyKeHue peaKMX MOHOTeHHbIX npuinH CPHC
BbIABMNO HebONbLUYIO KOTOpTY, Ybe 3abosieBaHNE MOXKET
6bITb NOABEPKEHO Cneunduryeckomy MHTEPBEHLMOHHO-
My JIeYEHMIO, YTO NO3BOAAET M3bexkaTb AJUTENBHOrO Mo-
[aBNEHNA MMMYHUTETA M OTCPOYUTb MPOrpeccupoBaHume
TMNH. NaumeHTbl ¢ 6ONE3HETBOPHLIMWU MYTALMAMU B Te-
HaX, Koaupyowmx pepmeHTbl NyTH KosH3nma Q10 (COQ2,
COQ6 v ADCK4) v B reHe CUBN, moryT oTBeYaTb Ha neye-
Hue KosH3nmom Q10 n BuTammHOM B12 cOOTBETCTBEHHO.
AHanornyHo, nauyeHTtbl ¢ mytaumamm ARHGDIA nocpeps-
CTBOM MOAynsiuMM B3ammogenctsmit Rac | - muHepano-
KOPTUKOWNAbI TEOPETUYECKN MOTYT OTBEYaTb Ha aN/JIeHePOH
(aHTaroHMCT peuenTopa MMHepanokopTukonaos) [53].

BbiBOAbI. [MCTONOIMMA NOYEK UCTOPUYECKM MCMONb30-
BaNacCb B KayecTBe K/4eBOro ANarHOCTUYECKOro U npo-
FHOCTMYECKOro Kputepua ana aeteit ¢ CPHC, Honoseaso-
LMeca AaHHble CBUAETENbCTBYIOT O 3HAUYUTENIbHOM MMCTO-
JIOFMYECKOM reTepOreHHOCTU Cpeayn MOHOFEHHbIX MPUYUNH
CPHC, aemoHcTpupysa, 4To pesynbTaTbl BUONCUM MOTYT He
KOppennpoBaTb C reHeTu4Yeckumu pesynbtatamm [10,53].



Kpome TOro, no-snamMmomy, HeT 3aMeTHOro pasnmuuna B
YacToTe MMCTO/IOMYECKUX NOPAXKEHUM, OOHAPYKEHHbIX Y
naLMeHTOB C UAK 6e3 NPU3HAHHOW FreHeTUYECKON NpuYun-
Hbl [8]. Mo 3TMM npuyMHam B cayyaax nepsmuyHon CPHC
bbICTpOE reHeTUYecKoe TeCTUPOBAHNE MOKET YCTPAHUTD
HeobXoAMMOCTb B BMOMNCUM MOYKM A8 AMArHOCTUYECKUX
uenen n CNyKMT meHee MHBA3MBHbIM AMArHOCTUYECKUM
MEeTOZIOM; 3TO MMeeT ocoboe 3HauyeHue B bosiee monoaomn
KoropTe CPHC, ans KoTopoW reHeTuyeckas atmonorus 6o-
Nnee BepoATHA. Kpome TOro, rmcTtoNiormyecknin amarHos
NO3BOJIAET NlyYlle YCTAHOBUTb GEHOTUNMYECKME NaTTep-
Hbl, 1 NOSTOMY MOJIe3eH C TOYKU 3PEHUA KNMHUYECKUX UC-
cnenoBaHUM.

CywiecTByeT BbICOKMI pUCK nporpeccuposBanua TMH
npuM MoHoreHHo CPHC, npu 3TOM MHOMMM NauMeHTam
TpebyeTca TpaHCNAAHTALMS NOYKKU. HEeCKobKO nccneno-
BAHWW BbIABMAN HU3KUI PUCK peunamsa 3abosieBaHuA
nocne TpaHCM/aHTaLUKM, KOraa reHeTM4ecKasa aTMoorna
6bina noaTeep:KaeHa [8,10,35,36,54,55]. M HaoboporT, cy-
LLECTBYET BbICOKMI PUCK peuungmBa 3abonesaHusa nocne
TPaHCMNAHTALUMM B MAMONATUMYECKOM rpynne; mnocTynu-
pyeTca, YTO 3TO BbI3BAHO LMPKYAIMPYIOWMMU GaKTOpamm
[56,57]. YunTbiBas, 4TO BEPOATHOCTb MOBTOPHOrO NosB/E-
HMA Nocae TPAHCNAAHTALMN MUHUMAbHA AN1A TeHeTuYe-
ckomn CPHC.

locTaHOBKA MONEKYNAPHOIO AMarHo3a UMeeT BaX-
Hble NOCNeACTBMA ANA CEMbU. ITO MOXKET AaTb BO3MOMXK-
HOCTb TOYHOTO OBCY)KAEHUS PUCKa peunamBa y byayuimx
OeTen U NOTeHLMaNbHOM MAEHTUPUKALUM NnL, HE UMe-
IOLLMX CMMMNTOMOB puUCKa [9]. 3abnaroBpemeHHoe obpa-
LLeHMe B CNYXKOY KNMHUYECKON FTEHETUKU MOXKET CNocob-
CTBOBATb BbIABMIEHWUIO /UL, MOABEPralOLMXCA PUCKY, U
reHeTMYEeCKOMY TeCTUPOBAHMIO YIEHOB CEMbM, a TaKXKe
KOHCY/IbTUPOBAHUIO MO BONPOCaM NAaHUPOBaHWUA CEMbMU,
npeHaTasbHOM AMArHOCTUKM WU NPeaAVMMIAHTALUOHHOM
reHeTUYeCKON AMArHOCTUKU. TeHEeTUYECKUIA CKPUHUHT Y
HE3aTPOHYTbIX YN1EHOB CEMbM MOMKET ObITb TaKKe BaKeH
NPy NAAHMPOBAHUM TPAHCMAAHTALMU MOYKU Y KUBOFO
[O0HOpPa, 0COBEHHO B C/ly4ae ayTOCOMHO-AOMUHAHTHOrO
3a6o0neBaHMA. MyTaUMOHHbIA CKPUHWUHT OMKEH NPOBO-
auTbca y Bcex aeten ¢ nepsuyHon CPHC.KnnHuueckme
NOKa3aHWA ANA reHetmyeckoro TectuposaHma B CPHC
MOHO 06006WMTL cnegyowmm obpasom:

1) BpoKAeHHbIV U MHeaHTUAbHBIN HC

2) HC B getckom Bo3pacTe

3)  HC c cemeiHOI UCTOpUEN NN KPOBHOE POACTBO

4) BHe-novyeyHble NPOsBAEHUA.

TpaAMUMOHHO, reHeTUYeCcKoe TeCTMpOBaHMe B AMarHo-
CTUYECKMX S1abOPaTOPUAX UCMO/Ib30BASIO CEKBEHUPOBAHNE
CaHrepa, 4acTto B COYETaHMM C aHANN30M KOIMYEeCTBa IK-
30H-KOMUM, ANA UHANBUAYASIbHON OLEHKM reHOB, CBA3AH-
HbIX C KOHKPETHbIMW 3aboneBaHUAMU. MpU reHeTUYECKU
reTeporeHHbIX PaccTPOMCTBAX C MHOMKECTBOM NMPUYMHHbIX
reHoB, Taknx Kak CPHC, aToT meToz MOXKeT bbiTb A0pOro-
CTOALMM W 32aHMMATb MHOMO BPeMEeHM MU3-33 CTOMMOCTMU
CKPUHWHIA HECKONIbKMX OTAeNbHbIX reHoB. [loAsBneHue
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INEAUATPUA N1 AETCKASA XUPYPTUA

BbICOKOMPOM3BOANTENbHOTO MACCMBHO- MapaienbHOro
cekBeHMpoBaHuA (metoabl New Gene Sequincing) obe-
cneymsaeT H6o/siee BbICOKYH AMArHOCTUYECKYH 3ppeKTuB-
HOCTb, SKOHOMMIO BPEMEHW U CHUMKEHMe 3aTparT [58, 59].
Kak npaBuno, gMarHocTnyeckme nabopatopun UCnonb3ay-
0T Le/ieHanpPaB/IEHHbIN 3aXBaT «TPYNMbI» UHTEPECYHOLLMX
reHoB C MocneAylowmmMm CeKBEHUMpOBaHMEM Ha nnaTdop-
me NGS. CekBeHunpoBaHune CaHrepa Bce elle UrpaeTt Bark-
HYIO POJib ANA NOATBEPKAEHMA FTEHETUYECKMX BapMAHTOB,
MAEHTUOULMPOBAHHBIX ¢ Nomoltbo NGS, u 3anonHeHuA
obnacteit ¢ Naoxmm oxBaToM. OrpaHMYEHUA CEKBEHMPO-
BaHMA CaHrepa BK/IOYAOT HeobXoAMMOCTb obecneunTb
KaK aZleKBaTHbI OXBaT MHTEpecylolmMx obnactel, Tak u
a[eKBaTHbIN aHaM3 Na BbIABNEHUA BAPUMAHTOB Ko/MYe-
CTBa KOMWM, TaKMX KaK dK30HM4YecKue yaaneHusa. Kak v B
60/1bLIMHCTBE NOAXOA0B CEKBEHMPOBAHMA CaHrepa, B 3TOM
meTofe OyayT OTCYTCTBOBATb BapMaHTbl C yOOKMM MH-
TPOHHbIM UNN PETYAATOPHBIM PETMOHOM, 32 UCKIKOYEHNEM
CNy4aes, KOrga OHM CneumnassbHO NpeaHa3HayeHbl.

CekBeHMpoBaHue Bcero ak3oma (WES) nnm cekseHu-
poBaHue Bcero reHoma (WGS) ncnonb3yotr metoabl NGS,
4yTObbl CEKBEHMPOBATb KOAMPYIOLLYIO YacTb reHoma (3k-
30Ma) UM BCCErO FrEHOMA COOTBETCTBEHHO. ITOT MOAXO0Z,
He OrpaHMYMBaETCA U3BECTHbIMU FeHaMM-KaHaAuAaTamm
n, cnepoBaTesibHO, 06/1a4aeT cnocobHOCTbIO MAEHTUDK-
LMpPOBaTb MyTaLMW B HOBbIX reHax, paclunpan reTeporex-
HocTn CPHC 1 yayywaa Hawe NOHMMaHMe naTtoreHesa u
MOJIEKYNAPHbIX mMexaHnsmoB npotenHypuun. WES - asto
yncna, BHeapAemble B KIMHUYECKMX YCIOBUAX, HO UX LIK-
pPOKOe NpuMMeHeHWe OrpaHUYeHO KOIMYEeCTBOM FeHepu-
pyembIX AaHHbIX U TPeOOBAHUAMM K HaZEXKHOM NoAAePIK-
Ke 6MOMHPOPMATUKM U OLLEHKM NaTOreHHOCTM H6onbLuero
ymcna BapuaHToB. Koraa uenesoli 3axBaT, MCNOAb3yeMblit
ana WES, nanento «Mendeliome», insilicogaeT gocratou-
HbI1 OXBaT rEHOB MOMET ObITb NPOAHA/IM3NPOBAHO, YTO-
6bl 4aTb pes3ynbTaTbl, aHa/IOTUYHbIE LEeNeBoMy MOAXOAY
3aXBaTa, B TO XKe Bpems NpeaocTaBans rmbKocTb A1 «OT-
KPbITUA» AaHHbIX. AHANOTMYHbIM NOAXOA, MOXKET BbITb MC-
nonb3oBaH ¢ WGS, ¢ noTeHumManbHbiM NPEMMYLLECTBOM
Y/IlYYLIEHHOro MOKPbITUA, OXBaTa PeryiATOpHbIX U WH-
TPOHHbIX PETMOHOB M YYy4YLIEHHOrO aHaM3a KOAMYeCTBa
KOMWIM U CTPYKTYPHbIX NEPECTPOEK.

TakMm 06pa3om, KAMHMYEeCcKoe GeHOTUNMPOBAHUE
B COYeTaHUu C uenesbiM NaHenbHbiM aHannsom NGS
ABNAETCA Hambosiee 3KOHOMUYECKU 3SDGDEKTUBHBIM U
K/IMHWYECKN MNONEe3HbIM MOAXOA40M ANA MYTALMOHHOro
CKpuHUMHra npu CPHC. 3TOoT meTos MNO3BOANAET KAMHU-
LMCTaM KOAMYECTBEHHO OLEHUTb M CTPaATUOULMPOBATb
BEPOATHbIN OTBET Ha MMMYHOCYMNPECCUo, CKOPOCTb NpPo-
rpeccupoBaHuna o TMH n puck peunamsa nocae TpaHc-
nnaHTaumn. Ncnonbsya texHonormto NGS, 601bLIMHCTBO
MOHOTreHHbIX reHoB CPHC (npubansmtensHo 40-50 reHoB
B LLeJIOM) MOTyT ObITb NPOAHAIM3NPOBAHbI B TeYeHUe 6
HeaeNb U N0 KOHKYPEHTOCNOCOOHOM LieHe NO CPaBHEHUIO
¢ meTogamu Sanger [8, 60]. B HacTosiLiee Bpems BO BCEM
MUpEe UCNONb3yeTCA HECKONbKO reHHbIx naHenen CPHC,

31



32

Ne3-4(101-102)/2020

OCHOBaHHbIX Ha KOMMEpPYECKOW MHAMKALMU, U MHOTUE
nabopaTtopun NPOBOAAT MOAHbLIM MAM LLeNEeBON aHanu3
nocnenoBaTeibHOCTU, JOPOAOBOE TeCTUPOBAHME U CKPU-
HUHT HocuTenen ana reHos CPHC.

AHanu3npysa OaHHble UTepaTypbl CPeam MHOrovmc-
JIEHHbIX TeHOB, OTBECTBEHHbIX 32 Pa3BTUE BPOXKEHHOro
CPHC, mo¥HO BblaennTb Haubonee nokasartenbHble. Tak,
ana CPHC, npucyTcTByHOLWMX B HOBOPOXKAEHHOM Nepuro-
e, NaHeNb A0/KHa BKAOYaTb NATb Hanbonee BepOATHbIX
NPUYUHHBIX reHoB (NPHS1, NPHS2, WT1, LAMB2 u PLCE1).
Mpw passutum CPHC B 6osee No3gHMe CPOKM FreHHas na-
HeNb TaKXKe AoMKHa BKAovaTb TRPC6, ACTN4 u ADCK4. Y
noapoCTKOB TpebyeTcs AONOSHUTENIbHOE UCCaea0BaHUE
reHa INF2.

Bo u3bexaHue 6uoNcMM MNOYKM M MNNAHMPOBAHMA
TPAHCN/IAHTAUMM NOYKM FEHETUKU MOTYT NPEaoKnUTb 60-
nee MHGOPMMUPOBAHHOE FEHETUYECKOe KOHCYNbTUPOBA-
Hue. B He6oNbLLIOM, HO 3HAYMMOWN Noarpynne NauMeHToB
C onpeAeneHHbIMU MyTaLMAMU TEHETUYECKUI AMarHo3
MOET OTKPbITb BO3MOXHOCTU ANA Tepanuun, moanduum-
pytowei 3aboneBaHume, U NO3BONNUTb BPayYaM BbISBAATb U
leYnTb BECCMMNTOMHbIE BHEMOYEYHble MPOABAEHUA HA
paHHel cTaanu.

KAnHMYyeckoe npumeHeHne Takux AOCTUKEHWUIM Bblno
3aTPyAHEHO OTCYTCTBMEM YETKMX PYKOBOAALLMX MPUHL M-

NnoB, KacaloLWMxcA MyTauMOHHOro ckpuHuHra B CPHC. B
MoHoreHHon CPHC cyLiecTByeT KAMHUYECKAa U NAaTONOMM-
YyecKan reTeporeHHOCTb C MyTaUMAMM B OGHOM U TOM XKe
reHe, U gaxke MAEHTUYHBIMW MYyTaLMAMM, NPUBOAALLMMMU
K 3HauYUTENbHON (GEHOTUMUYECKON WM3MEHYMBOCTU. ITa
Heo4HOPOAHOCTb AeNaeT NOC/ef0BaTENbHbIN MYTaLMOH-
HblI/i CKPUHUHT C UCMONb30BaHWEM TPAAULMOHHOW nocne-
posaTtenbHOCTN CaHrepa cBoeBpemMeHHbIM W JOPOrocTos-
LWMM npoLeccom. TexHoNornyeckme AoCTMKeHns B obna-
CTM FreHOMHOTO CEKBEHMPOBAHWUA NPUBENU K pa3paboTke
KOMMEPYECKUX MaHeNbHbIX TEeHHO- OPUEHTUPOBAHHbLIX
naHenewn, KOTopble OAHOBPEMEHHO CEKBEHMPYLOT bonee
40 n3BeCTHbIX reHoB, cBA3aHHbIX ¢ CPHC.

MyTaumm 6enKoB, acCoLUMMPOBAHHbBIX C NOAOLMUTAMMU,
cocTtaBnaoT npubnusutensHo 30% CPHC B aeTckom BO3-
pacte. BepoATHOCTb 0BHAPYXEHUA NPUYMHHON MyTaLUn
TeCHO CBA3aHa € BO3pacTom Havyana 3abonesaHuaA. MoHo-
reHbln CPHC gemoHCTpUpyeT 3HaunTeNbHyto GeHoTUnu-
YeCKYto reTeporeHHOCTb C TOYKU 3pPeHmnA accoumMmpoBaH-
HOW rMCTONOMMM NOYEK U KAMHUYECKOMN KapTUHbI.

M HaKoHel,, OKOHYaTeNbHbIM MONEKYNAPHbIN AMarHo3
MMeEeT BaXKHble KMHUYECKMEe NOCNeACTBMA, YTO NO3BONAET
NPUMEHATb MHAMBUAYANbHbIA NOAXO0A, K IeYeHuto. Bbiwe-
N310)KeHHOe [0Ka3blBaeT MepCrneKTMBHOCTb MOJIERYNAp-
HO-FeHeTMYeCKUX nccneaoBaHnin y aetei co CPHC.
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COBPEMEHHbIE NPEACTABNEHUA Ob 3TUOZTOTUN U NATOTEHESE
BPOXAEHHOIO rTMAPOHE®PO3A

AO «Hay4Hebll yeHmp neduampuu u 8emcKoli xupypauu», Aamamel

B 0630pe npedcmasneHbl cospeMeHHble OaHHble 06 amuos102UU U namozaeHe3e 8poX0OeHH020 2UOPOHedhPOo3a.
JaHHaA uHgopmayus daem 21y60Koe NOHUMAHUE OCHOBHbIX MPOUEcco8 hopMUpPOBAHUSA NAMOs02UU MOYKU Y
17000 U HOBOPOHOEHHO20, MPOBOUUPYIOWUX (hAKMOPOB8 Pa3sUMUSA GHOMAUU, mevyeHue namogu3suonoauu u
MamoaHamomMuu, Ymo ro380/Um Mo8bICUMb yposeHb M0020MOBKU Crieyuanucmos 011 caoespemeHHol oua-
2HOCMUKU, yCrewHo20 pe3ysnemama mepanuu U CHUMEHUA pUCKa uHeanudusayuu nayueHma. Takxce 0630p
Aumepamypsl Moxem UCMOoMb3080MbCA UCCAe008aMensamu, U3y4arowyto OGHHYO memy.

Kntouesolie cno8a: 8poxcdeHHbIl 2u0poHeppos.

(Ana yumupoeaHus: buwmaHos P.K., AbekeHos b./1., MaxHesa A.®. CospemeHHble npedcmassneHus o6 smuoso-
2UU U namoaeHese 8poX0OeHH020 2UudpoHepo3a. Meduampusa u demckas xupypaus. 2020;3-4 (101-102):36-40.)

BULLUMAHOB P.K., 9bEKEHOB B.A., MAXHEBA A.®.

TYA NANAA EONFAH TMAPOHE®PO3 3TUO/IONUACHI MEH
NATOTEHE3I }XAMbIHAAFbI 3AMAHAYU ¥FbIMOAP

Byn wonyda mya nalioa 60afaH 2uOpPOHedPO3 3MUOMN02UACLIHbIH Hezi32i 3aMaHayu cunammamanapsl, co-
HbIMeH Kamap namoeeHe3i #alieiH0a mepeH MaFayMammap HUHAKMAAFaH. bysa aknapam ypbikma #aHe
HAHO myFaH Hapecmeode 6ylipek Mamosi02usaCbIHbIH KAAbIMMACybIHbIH Hezi32i npouyecmepiH, aHOMAAUSHbIH,
0amybiH K030bipamablH paKkmopaapdsl, Iamogu3uoa02us MeH MamMoaHAMOMUSHbIH GF6IMbIH mepeH, myciHyze
MYMKIHOIK 6epedi, bys yaKkmolael OUa2HO3 KO, MepanusHbliK CaMmmi Hamuxceci #aHe nayueHmmiH myaeoek-
miKk KayniH azalimy ywiH mamaHOapOsl dasapnay oeHeeliiH apmmeipadsl. CoHOAali-aK a0ebuemmepee wosnyobl
bepinzeH MakbIpbIn 3epmmesiHeeH FolabiMu MAaKanaaapoa KondaHca 60aa0bI.
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namoeeHesi #alibIHOarbl 3aMaHayu yreimoap. leduampus 1aHe 6ana xupypauscel. 2020;3-4 (101-102):36-40.)

BISHMANOV R.K., ABEKENOV B.D., MAKHNEVA A.F.

MODERN VIEWS ON ETHIOLOGY AND PATHOGENESIS OF CONGENITAL

HYDRONEPHROSIS

The review presents modern views on the etiology and pathogenesis of congenital hydronephrosis. This
information provides a deep understanding of the main processes of the formation of kidney pathology in the
fetus and newborn, provoking factors for the development of anomalies, the course of pathophysiology and
pathological anatomy, which will improve the level of training of specialists for timely diagnosis, a successful
result of therapy and reduce the risk of patient disability. Also, a review of literature can be used by researchers
studying this topic.

Keywords: congenital hydronephrosis.

(For citation: Bishmanov R.K., Abekenov B.D., Makhneva A.F. Modern views on ethiology and pathogenesis of
congenital hydronephrosis. Pediatriya i detskaya khirurgiya - Pediatrics and children’s surgery. 2020;3-4 (101-
102):36-40.)

BpokaeHHbIN rugpoHedpos (BI) — cTolikoe, nporpec-
cupylowee pacluMpeHre KONNEKTOPHOM CUCTEMBI MOYKM,
BCNeACTBME OOCTPYKLMM M HapyLUeHMA OTTOKA MOYM Ha
YPOBHE JIOXaHOYHO-MOYeTOYHMKOBOro cermeHTa (J/IMC).
K BpoxaeHHON obCTpyKunm Ha yposHe JIMC npuBoaAT:
AMcnaacTMyeckne nsmeHeHusa cteHok JIMC, caasnumBato-
Lme smbprOoHanbHble CNalikn, ypeTepoBasasbHbI KOH-

®NUKT, GUKCMPOBaHHbIM Nepernb Mo4YeToYHMKa, Kiana-
Hbl MOYETOYHMKA, BbICOKOE OTXOXKAEHME MOYETOUYHUKA OT
noxaHku [1].

dopmuposaHume 30HblI JIMC npoucxogut Ha 5 Hepe-
Nle BHYTpUYTPOOHOro pa3BmuTMA, Ha 3Tane mopdoreHesa
NMOCTOAHHOM MOYKWU, MYyTEeM BpPaACTaHMA PacLIMPEHHOro
amMny/sI0BMAHOIO MPOTOKA KPaHMA/IbHOTO KOHLLA MeTa-



Hedpoca B meTaHepporeHHyto baactemy. [lanee u3 no-

cnepyowWwmx BeTBAEHUN aMMyn0BUAHOMO paclMpeHus

NpoToKa meTaHedpoca bopmumpyeTca BCA KONIEKTOPHAsA

CMCTEMA MOYKKU. 3aTeM TEPMUHANbHbIE BETBM YalleyeK

COeaMHSAIOTCA C AUCTaNbHOM YacTblo HeppoHOB, 0bpasys

nyTW, Yepes KOTopble MoYa K 9-011 Heaene BHYTPUYTpob-

HOro Pa3BUTUA MOXKET NPOXOANTb U3 KNYHOUYKOB B MoYe-

BOM ny3sbipb [1].

Mo paHHbIM Shokeir A.A. ¢ coasTop (2000r) yacToTa
aHomanuii opraHoB MBC cocTasnset 0,9%. (9 Ha 1000 Ho-
BOPOXAEHHbIX), C COOTHOLIEHMEM BObHbIX MaJIb4MKOB U
nesouyek 2:1. Okono 70% nopokos pa3sutmua MBC cocTas-
nawT Bl [2]. Mo nprynHe Toro, 4To CKOPOCTb MOTOKA MOYM
naoga B 6 pas Bbile, YeM Y HOBOPOXKAEHHOIO 3a cyeT
NOBbILWEHHOTr0 ¢$EeTaNIbHOTO PEHOBACKYAAPHOrO CONpO-
TUB/IEHWNA, CKOPOCTb KNy6ouKkoBoi dpunbrpaumumn (CKP) u
KOHLEHTPAUMOHHOW cnocobHocTu. To ecTb, MPUMEPHO B
11-13% cnyvaeB UMeeT MeCTO TPaH3UTOPHbIN NpeHaTasb-
HbIW TMAPOHEedPPO3 NN0Aa, KOTOPbIA MOMKET PaspeLLmTbCs
B TeyeHue 1-ro mecaua ¥13HM HOBOPOXKAeHHoro [2, 3].

BO3MOHble OTKNOHEHWA Ha 3Tane GopmMMpoOBaHUA
JIMC penat Ha 5 rpynn:

e (CTeHO3MpOBaHMeE NPOTOKa MeTaHedpoca y MecTa ero
BMNaZleHMA B KpaHMa/ibHOe aMnyn0BUAHOE paclumpe-
HUWe, B BUAE NIOKANbHOW CTPUKTYPbI UM Ha NPOTAXKe-
HUK. Mo NpuYMHe HapyweHus GopMMpPOBaHMA HOp-
MasIbHOM apPXUTEKTOHUKM MYYKOB [aAKOMbILLEYHbIX
BOJIOKOH M NpeobiagaHnem coeguHuTebHO-GnMbpos-
HOW TKaHK B cTeHKe JIMC (PucyHok 1, 2).

e YpoTenuanbHas BbICTUIKA 3MOPMOHA/IBHOIO MoYe-
TOYHMKA B HOpPME MMeeT CKlagvaTocTb. B npouecce
Pa3BUTUA COXPAHAOTCA TOIbKO MPOAO/IbHbIE CKNaa-
K1, @ nonepeyHble AO0/XKHbl MONHOCTbIO UCUYE3HYTb, B

1ch30min

vidiksanol320-
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CNyyae e ecnn OHU coxpaHAatoTea B 3oHe JIMC unun
MOYETOYHMKA, TO POPMUPYETCA KNamnaH, KOTOpbIN B
nocneayouwem npopacrtaet pUOPUHO3HON TKaHbIO U
CTaHOBUTCA PUTNAHbIM.

e  AMNynoBMAHOE pacliMpeHne MOXKeT UCXOAUTb He 13
KPaHWa/IbHOro KOHLLA NPOTOKa MeTaHedpoca, a U3 ero
naTepanbHOM NOBEPXHOCTU, GOPMUPYs BbICOKOE OT-
XOXAeHMe MOYETOUYHMKA OT NIOXaHKKU (PUCYHOK 3).

¢ Ha nosgHux aTanax mop¢oreHesa, B npoLecce murpa-
UMM 1 pa3BOpOTa MNOYKM NooyepeaHO GOPMUPYHOTCA U
MCYe3aloT NoYeyHble cocyabl, B pesynbrate yero JIMC
MOMET 6bITb cAaBNeH U3BHE A06aBOYHbIM NMUTAIOLLMM
COCYZIOM, OObIYHO MOAXOOALLMM K HUMKHEMY MOJIHOCY
NOYKM.

o CermeHTapHasa HeMpPOMbIWEeYHas AUCNIA3us Moye-
TOYHMKA, B pe3ynbTaTe Yero B CTEHKE NOXaHKWN U moye-
TOYHMKA MOMIHOCTbKO OTCYTCTBYET INaAKO-MbleyHas
060/104Ka 1 COOTBETCTBYIOLLAA MHHepBauua. OTcoaa
HapyLlaeTcA COKpaTUTeNbHanA GYHKLMA NONOCTHOM CU-
CTeMbl MOYKM U MOYETOUYHMKA, HapyLleHUA ypoamHa-
MUKUK, 6e3 MmexaHuyeckol obcTpykumnm JIMC.
dTHonornyeckummn  Gaktopamu, nNPUBOAALLMMU K

BPOXAEHHOW 06CTpyKuMM JIMC ABNAKOTCA BHYTPEHHUE

W BHEWHWe Bo3aencTBuA. K BHYTPEHHUM OTHOCATCA Ha-

pyLUEHMA OCHOBHbIX CTaZAWMN OpraHoreHesa Mo4yku, cbom

npouecca pekaHanansaumm Mo4veTodHMKa B 30He JIMC

n opmmpoBaHMe CTeHO3a MPOCBETa WKW KaanaHa. 3To

obycnosneHo Tem, 4to Ha 10-11 Hepene KaHanuMsauumA

M aMMynoBMAHOE paclUMpeHne MPOKCUMMANIbHOro oTae-

la 3SMOPMOHANBHOIO MOYETOYHUKA, BNOCNEACTBUMN YEro

obpasyeTcAa /NIOXaHKa, MOXET BO3HMKHYTb HE Ha CamMoM

KOHUe MmeTaHedpoca (OKOHYaTeNnbHasA Mo4yka nnoaa), a

HECKOJIbKO KayaanbHee [4].

PucyHoK 1 — O6CTpYKUMA NOXaHOUYHO-MOYETOYHMKOBOIO CErMeHTa. A — BHYTPUBEHHas yporpadus, BbipaxKeHHoe pac-
LUMpPEHMeE NONOCTHOM CUCTEMbI MOYKM CIEBA, BHYTPUMNOYEYHAA JIOXaHKa (MYHKTMPOM 0603HauyeHa Tonorpaduma novku).
b — MiHTpaonepaunoHHbie ¢oTo (NyHKTMPOM 0603HauYeHa Tonorpadumsa NOYKM, CTPesIKaMm YKasaHbl MecTa 0bCTpyKLuuUm

JIMC). [®oToapxus buwmarosa P.K.]
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 MOYETOYHHUK """

PUCYHOK 2 - CTEHO3 MOYETOYHMKA HA NPOTAXKEHUN 3 CM.
[PoToapxus BuwmaHoBsa P.K.]

TakKe K BHYTPEeHHUM daKTopam OTHOCAT BPOMKAEH-
HYIO TMNOTPOdUIO MK AaTPODUIO TNALAKOMbILLEYHOTO CNOSA
JIOXaHKM, YTO 3aTPYAHAET PeryaapHyro 3BaKyaLMio MOYM.
MPUYMHON BOSHUKHOBEHWSA MNATONOMMWN FNALAKOMbILLEYHO-
ro C/I0A ABNAETCA BPOXKAEHHOE HApPYyLUeHWe COCYAUCTOro
NUTAHUA N MHHepBaLUUK NoxaHKn, JIMC n movyeTo4HMKa.
[uncnnasma mblleYyHOoro cnos pa3BMBAETCA IOKAbHO UK
Ha NPOTAMEHUU HECKONbKMUX CAHTUMETPOB, AaHHbIN cer-
MEHT 3aMelLLaeTcsa KoNareHoBbIMU BONOKHaMM (PUCYHKM
4, 5). lanee BTOPUYHbIV XapaKTep Ko/inareHoBoW runep-
TpodUM NPUBOAUT K YBEIMYEHUIO PUTUAHOCTU CTEHKM U
cyeHuto npoceeTta JIMC 1 moYyeToUYHUKA (PUCYHOK 6).

K Hanbonee yacTbiM BHELWHUM BO3LENCTBUAM OTHO-
CAT MepeKkpecTHoe nepeceyeHne MOYeTOYHMKa abbe-
PaHTHbIM COCYAOM HUMKHEro Noatca NOYKM Uan amobpuo-
Ha/IbHbIMM TAXKaMM (cnarikamu), Bbi3biBatoWwmmn gedop-
maumto JIMC n NnpoKCMManbHOro oTAaesnia MOYEeTOYHMKA.

AL

PucyHok 4 - CTeHKa /1I0XaHOYHO-MOYETOYHUKOBOIO cer-
MeHTa. KapTuHa HenpomblweyHor aucnnasumun. Maako-
MblLEYHble BOMIOKHA GOPMUPYIOT pa3HOHAMNpPaBAEHHble
ny4ku (6enblie ctpenkn). OKpacka reMaToOKCUIMHOM U 30-
3MHOM. ¥YB.X50. [PoToapxmns MaxHesol A.d.]
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JIOXaHKa

PucyHoK 3 - BbicOKOe OTXOXKAEeHME MOYETOUYHMKa. [PoTo-
apxus buwmaHosa P.K.]

TaKKe B AaHHYIO TPynMny BXOAAT CAABNEHUA BPOXKAEHHOM
OMNyX0/Iblo, aHOMaJsIbHOE CpaLLeHMe NOYEK, KKOHPANKTY C
MarucTpanbHbiM cocygom [5].

Mo MHeHuto ncciefoBaTenel, B 3aBUCMMOCTU OT 3TU-
0/10TUK, BO3LENCTBUA MOXKHO A€/UTb HA SHAOTEHHbIE U
3K30reHHble. K aHAOreHHOM rpynne oTHOCATCA MyTaLuu,
M3MEHEHMSA U NOBPEXKAEHUA HACNEACTBEHHbIX CTPYKTYP
Ha reHHOM WM XPOMOCOMHOM YPOBHSAX. K 3K30reHHow
rpynne OTHOCATCA BCE BWUAbI TEPATOreHHbIX BAUAHWIA:
XMMUYECKUX BeLLeCTB, UHOEKLMI (BUPYCHbIX, BaKkTepu-
aNbHbIX), PEHTFEHOBCKMX U PaAMOAKTUBHbIX U3NYYEeHUI.
[aHHble GaKTOpbl TaKKe BAUAIOT Ha 3aKNALKY M passu-
TWe BCeX OPraHoB M cUCTeM NaoAa, Uamn obnagatoT cneu-
NOUYHON TPOMHOCTbIO K OMpeaeneHHON cucteme opra-
HW3Ma. BbIfBNIEHO, YTO YYBCTBUTENILHOCTb K 9K30r€HHOMY
TepaToOreHHOMy BO3ZENCTBUI0O MaKCMManbHa B MOMEHT
BbICOKOM MUTOTUYECKOM aKTUBHOCTU TKaHen dbopmupy-

£
P
P

i EE e T o o M - . 57 ™ el A ek
PucyHok 5 — CTeHKa mMo4yeToYyHMKa. KapTuHa HelpoMmbl-
WeYyHor aucnnasuu. MblleyHblit cnoi npeacTasfieH
ny4YkaMm MmrMoLuTOB (benble cTpenKkn), pasaenéHHbIX coe-
OVHUTENbHOTKAHHBIMU NPOCNONKaMU (YepHble CTPeNKN).
¥YB.X50. [PoToapxmns MaxHesol A.d.]



toLLLerocsi opraHa sMbpMOHa, YTO COOTBETCTBYET NMEPBOMY

TpumecTpy bepemeHHOCTH [6].

Mo AaHHbIM poccuickux yyeHbix 20% cnydaes BIP
MBC pasBuBatoTca B cneactsmm reHonatnin, 10% - B pe-
3y/bTaTe XPOMOCOMHbIX abeppaumnii, 10% OTHOCAT K 3K30-
reHHOMYy BO3JENCTBMIO BMPYCOB Ha pa3BMTME NA0AQ, a B
60% ciyyaeB 3TMO/IOMMA OCTAaeTCA Hen3BecTHOM [6]. Tuapo-
HedpPOo3 MOMKET ABNATLCA PE3ybTaTOM JI060ro U3 npuse-
OEHHbIX aHOMA/IbHbIX 3TUOIOrMYECKNX GaKTOPOB, OA4HAKO
NPEenMyLLECTBA FrEHETUYECKOTO TECTUPOBAHUA A1A PaHHEN
OMArHOCTMKM He Oblnn onpeaenieHbl, B pesy/bTaTe He Ha-
LLI0 BO3MOKHOCTM A1A Aa/ibHeNLWero usyyenus. [7].

B 1991 roay y4YeHbIMM YHUBEPCUTETCKOrO rocnura-
na Magpugaa, 6bl1 onucaH cayva NOAAMIHHOMO Haciea-
CcTBeHHOro Bl B Tpex NoKoneHuax ogHoi cembu. leHeano-
rMYecKme Uccief0BaHNA CBUAETENbCTBOBAMM 06 ayToCo-
MHO-AOMWHAHTHOM (A/l) TMNe HacnefoBaHWUS C MOJIHOM
neHeTpPaHTHOCTbIO. Bce nocTpagaslumMe YneHbl Cembu
yHacnenosanu 10T e HLA-rannoTmn no My»KCKOM TMHUMN.
Tak:ke Oblna ObOHApyXKeHa J/IOKanM3auma HacaeaCcTBeH-
Horo Bl reHa B 6p xpomocome yenoseka [8]. OcHoBHOM
Lenblo JaHHOro UcCcnesoBaHUA 6bl10 BbiABNEHWE PUCKA
pa3sutuA Bl, Nnpn AMarHOCTMpOBaHWUKU ero y poautenen
AN H6AM3KMX KPOBHbIX poAcTBEHHWKOB. OA4HAKO, C pas-
BuTMEM Y3 nioga KAMHULUCTBI CMOIIM € 6osblel Tou-
HOCTbIO AMarHoCcTMpoBaTh Bl, 6e3 TpyLoemMKoro n Hebes-
BpPEAHOro A/1A NioAa reHeTMYecKoro nccaegoBanus (Pu-
CYHOK 7, 8). Ha fiaHHbIi MOMEHT KayecTBO U paspeLleHne
KapTUHOK Y3 nnopa, No3BONAET yPONOry JIEFKO OLEHUTD
COCTOAHWE MAPEHXMMbl U MONOCTHOM CUCTEMbI MOYEK.
YyKe Ha paHHMX CPOKax BO3MOXHO peLnTb BOMNPOC O Be-
OeHUM BepeMeHHOCTH, onpeae/UTb YPOBEHb POAOBCHO-
MOraTe/IbHOM MeANUMHCKOM OpraHM3aumm n o Heobxoam-
MOCTU HE3AME/IUTENIbHOMN XMPYPr1MYecKon onepauuu.

Kaxkaasa Takaa aHOManna MoXKeT OblTb Kak M301Mpo-
BaHHbIM MOPOKOM Pa3BUTUA, TaK M YaCTblO aHOMANAAa,
CUHAPOMANbHOM naTtonormn. K nocneaHen BbiBAEHA
HacneacTBEHHAA NPeAPaACnONOKEHHOCTb. TaK, HOCUTENb-
cTBO aHTMreHa HLA-B8 1 rannoTunmnyecknx KombuHaumm
aHTUreHos A2-B17 n A3-B13 yBennumBaeT pMCK pa3BuTUA
BPOXKAEHHbIX OOCTPYKTUBHbLIX yponatuin B 2,1-8,5 pasa.
HacnepctBeHHas nNpeapacnoNioXKeHHOCTb 06HapyKeHa 1
y 60NbHbIX C BPOXKAEHHBIM TMAPOHEPPO30OM: HOCUTENb-
cTBO aHTUreHoB HLA-B8 1 HLA-DRB1*17(3), kKombuHaumi
aHTureHos B8-35, A1-B27, A2-B17 u A2-B35 nosblwaer
pUCK 3Toro 3abonesaHus B 2,3-9,2 pasa [9].

Hepeako Bl ABnsaeTcA KOMNOHEHTOM peaKux Hacaea-
CTBEHHbIX CUHAPOMOB, TaKMX KaK:

e cuHApom MepsmaHa (ayTOCOMHO-PELEeCcCUBHbIN ©
TMN HacnenosaHus (AP)),

e cuHapom dpasepa (AP),

* Bpaxuno-oTo-peHasnbHbli CMHAPOM (ayTOCOMHO-A0MMU-
HaHTHbIN (AL), myTauus B reHe EYA1, pacnonoxeHHo-
ro s 8q13.3),

e cuHapom EEC (ectrodactyly-ectodermaldysplasia-
cleftingsyndrome) (A, reH mytauuu B 79q11.2-g21.3),

cuHapom LUnHsensa-fmabeHa (AP),

e cuHapom [u [Kopaka (oeneuuss B Xpomocome
22q11).
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PucyHoK 6 - CteHO3 moyeToyHMKa. Cy)KeHue npocseTa
MOYETOYHMKA (YepHan cTpesika). OKpacka remaToKCUan-
HOM 1 303MHOM. YB.X50. [PoToapxms MaxHesoi A.D.]

PucyHoK 7 - Y3 nnopa Ha 22 Hegene 6epemeHHocTU. Oa-
HOCTOPOHHEEe BblpaXKEHHOE PacLUMpPeHMe MOOCTHOW CU-
ctembl noyku [Potoapxms buwmarHosa P.K.].

PucyHok 8 - Y3M nnoga Ha 24 Hepene 6epemeHHOCTM.
[lByXCTOpOHHEee Bblpa*KeHHOe paclUMpeHne MOOCTHOM
cucTeMbl noyek [PoToapxus buwmaHosa P.K.].
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MpeacraBieHHble Hac/ieacTBEHHble 3aboneBaHUA Xa-
PaKTEPU3YIOTCA MHOMKECTBOM BPOKAEHHbIX MaTo/I0rniA,
HEe COBMECTMMBbIX C }KMU3HbHO [3].

B natoreHese Bl cywecTBeHHYyO poab UrpaeT MoBbl-
LWEHWe BHYTPUMOYEYHOrO AAaBAEHWUA C NOCTEMNEHHbIM Ha-
KOMJIEHWEM MOYM, NPUBOAALLEE K HAPYLLUEHMIO CTPYKTYpPbI
NapeHxXMMbl U GYHKLMKN NOYEK (KOMNPECCUOHHan ANCTPO-
¢wus). B nocnenyrowem MMeeT Mecto BO34eNCTBME TMAPO-
AVHAMUWYECKOTO yaapa W 3aCTOMHOM MOYM HA MPOrpeccu-
pytoliee M3MeHeHWe CTPYKTyp nodek. epepacTaxkeHue
JIOXaHKWM MPUBOAUT K pacTaykeHuto n gedbopmaumm noyey-
HbIX COCYZ0B, CHUXEHWIO reMOAMHAMMUYECKMX MOKa3aTe-
new (CHUKeHWe CKopOCTU KPOBOTOKA U MOBbIWEHUE pe3u-
CTEHTHOCTW) € ocNnabaeHnem nuTatoweln yHKLUN apTepum
M BEHO3HbIM 3acToeM. TaKkKe, K paKTopy, NPUBOAALLEMY K
Pa3BUTMIO ULLIEMUKU NOYEUHOM NAaPEHXMMbI, OTHOCUTCA N10-
Ka/IbHOE MOBbILLEHME PEHWMHA, YTO B CBOIO OYepeb BEAET K
MOBbILLEHMIO SHAOTEHHOTO aHTMOTEH3MHA U 3aKOHOMEPHO-
My aHrmocnasmy, obpasys «nopouHbIi Kpyr» [10].

Mopdodonormyeckme HapyweHus ¢GU3NMOA0TMYECKUX
MEXaHM3MOB XapaKTepU3ytoTCA TKAaHEBbIMU WM3MEHEHMU-
AMM MOYKWN: CKNEpOo3 KAybOUKoB M aTpodusA KaHa/bLeB
BeAYT K YMEHbLIEHWIO [TTIOMEPYISPHOTO 0bbema, CHUKe-
HUIO KNYyDOYKOBOW GUABTPALMM U NMOYEYHOrO MA3a3MOTO-
Ka. JBYXCTOPOHHWI NPOLECC NPUBOAUT K XPOHUYECKOM
NMoYe4YHOW HeLOCTaTOYHOCTU, TO €CTb B UTOTE BO3HMKAIOT
cepbesHble U HeobpaTMMble U3MEHEHMSA MOYEeYHOM ap-
XUTEKTOHMKN U GyHKUMW. [anee NoKa/ibHOE pasBUTUE
HEeraTMBHbIX COObITUI B OAHOW MOYKe NOCTENEeHHO 3aTpa-
rMBAeT U apyrne cuctembl. Tak, eanHas aumoaTnyeckan
cucTema C KosinaTepasbHOM 340pOBOM MOYKOW MPMBO-

OMT K HapyweHuto ee paboTbl. Mocneaytollee passutue
HeppOreHHOM aHeMMU COMPOBOXKAAETCA MOCTEMEHHbIM
OTCTaBaHMEM B GU3NYECKOM Pa3BUTUM pebeHKa. JIoxKHas
BblpabOTKa 3HAOrEHHOTO AHTMOTEH3MHA, @ TaKXKe caaB/e-
HWe NpuUAeralLLero HaANOYeYHMKa NPUBOAUT K HapyLue-
HUIO perynsaumMm apTepuanbHoro gasnexus [10].

Takum obpasom, Bl sBnsaetca MHorodpaKTopHoM na-
TONOrMel, NaToreHe3 KOTOPOM 3anycKkaeTcs B MNepBOMm
TPUMECTPE Pa3BUTUA NNOLQ, B MOMEHT 3aKNaaKku u pop-
MMPOBAHUA OCHOBHbIX CTPYKTYp MBC. Bonpoc o Hacneps-
CTBEHHOM XapakTepe Bl MoxKeT 6bITb PAaCCMOTPEH TOJ/IbKO
KaK KOMMOHEHT M3 aHOMAa/JIMi B COCTaBe psAAa Hacneps-
CTBEHHbIX CUHAPOMOB. TO €CTb MHEHME O TOM, YTO reHe-
TMyeckme gedeKTbl, NpusoaAwme K Bl, He nepegatoTca ot
poauTenem, a NPOUCXOAAT B OPraHU3Me naoaa, nog, aen-
CTBMEM TepaToreHHbIX GaKTopoB, ABAAETCA A0NYCTUMbIM
n Tpebyetr 6onee TWATENbHOrO M3yyeHMA. OCHOBHOM
Yynop Ha paHHIO HEMHBA3MBHYO AMArHOCTMKY BO3nara-
0T Ha CKpUHMHroBble Y3U nnoga, B pesy/abrate Yero Mol
MOKeM CNAaHNPOoBaTb BeAeHMe BepeMeHHOCTU 1 POAOB.
B 3aBMCMMOCTM OT CTEMEHM NOPAXKEHUA MOYEK peLlaeTcs
BOMPOC O HEOBXOAMMOCTM SKCTPEHHOTO MAW MAAHOBOTO
XMPYPrMyeckoro neveHuns. YeTtkoe NnoHMMaHue NaTonoru-
YeCcKMX npoueccos passuTUa Bl gokasbiBaeT Heobxoau-
MOCTb YCTPaHEHUA ANCNIA3UPOBAHHbBIX TKAHEN TOXaHKM
M MOYETOYHUKA, ¢ dopmMmmupoBaHnem 3ddHeKTUBHON ypo-
AOMHamMKKK. CBOEBpeMEHHOE OMepaTUBHOE NeyeHne ae-
Ten ¢ Bl N03BONAET UCKNOUYUTL Pa3BUTMA HeEOBpaTUMOro
nopaeHWs NapeHXMMbl MNOYKN, N JaNbHENLLErO 3amnycKa
CUCTEMHDIX AUCPYHKLMN: apTepuanbHOM TMNepTeH3uu,
HedporeHHOM aHEMUN, UHDEKLNIA MOYEBDLIX NyTel 1 Ap.
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MOANEKYNAPHO-TEHETUMECKUE NEPCNEKTUBDI B JIEYEHUU
OMYXONIEN CEMEUCTBA CAPKOMbI KOUHTA

AO «Hay4Hslli ueHmp neduampuu u 8emcKoli xupypauu»

JaHHas paboma noceauweHa 0630py numepamypHbix O0HHbIX O 3/10KAYECMBEHHbIX 0Myxoax cemelicmea Cap-
Kombl OuHea, asaaouwelica 00Hol U3 cambix mpyOHbIx onyxoseli 8 0emcKoli OHKos02uu. PaccmompeHs! 80-
pocel 0 3ampydHUMEsbHLIX 3MANax 8 Ae4eHuu U KpaliHe Hebs1020MpUAMHOM NPo2HO3e MPU 803HUKHOBEHUU
peyudusa 3abonesaHus. Takxe paccmompeHsi U 06Cy#OeHbl 03MOMHbIE MPO2HOCMUYECKU 3HA4YUMble OHKO-
mapKepeol cemelicmesa ETS, RTK, BCOR, komopeble 8 nepcriekmuse mo2ym yay4duiume 6e3peyudusHyro 8bixusa-
emocme.

Knroueewie cnoea: onyxonu cemelicmea capkomel KOuHaa, moseKynapHsil npogunas, demu, PARP, ROR1, BCOR.

(Ana yumupoeaHusa: balimyposa C.M., bopaHbaesa P.3., }Kymaodynnaes 6.M., bekuwesa A.H., MaxHesa A.®.
MoneKkynapHo-2eHemuyecKue nepcriekmussl 8 e4eHuu onyxoneli cemelicmaa capkomel tOuHea. Meduampus u
demckaa xupypaus. 2020;3-4 (101-102):41-47.)

BAMTYPOBA C.M., BOPAHBAEBA P.3., }XYMALY/NIAEB 6.M., BEKALLEBA A.H., MAXHEBA A.®.

FOUHI CAPKOMACbHI OTBACbHI ICIKTEPIH EMAEYAETT MOJIEKYNAP/bI-
FTEHETUKANDbIK MYMKIHAIKTEP

«leduampusa waHe 6aa01ap XUPYP2UACHI FbiAbIMU 0pmMansifbl» AK, Aamamesi

Byn #cymoic 6a10aap OHKOM02UACIHOAFbI eH KUbIH iCikmepOiH 6ipi 60s16im mabblaamsiH Kamepsi KOuHe capKo-
Mackl ombace! icikmepi mypasnsl 30ebu depekmepae Wosy ¥acayra barsimmanraH. Emoeydin KusiH mycmapel
MeH bosxiamel Konalicel3 aypyosiH KalimasaHysl KesiHOeai cypakmap Kapacmelpbiaadsl. CoHOali-ak, 6ona-
waKkma peyudusciz emip cypy KepcemekiwiH ¥akcapmybl MyMkiH ETS, RTK, BCOR OHKOMApKep1apbiHbIH, bIKMuU-
masn 60aHam MyMKIHOIKMepi Kapacmeolpolabin MAnKbiAAHFAH.

TyliiHdi ce30ep: IOuHz2 capkomackl ombacsl icikmepi, MoneKyaapasl npoguns, 6ananap, PARP, ROR1, BCOR.

(Cinmeme ywiH: 6alimyposa C.M., bopaHbaesa P.3., {ymadynnaes 6.M., bekuwesa A.H., MaxHesa A.®. lOuH2
capkomacebl ombacel icikmepiH emoeydeai MOAEKynapabl-eeHemMuUKasbiK MyMKiHOIKmep. [eduampusa xaHe
6ana xupypeuscel. 2020,3-4 (101-102):41-47.)
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OF THE FAMILY OF EWING’S SARCOMA
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This work is devoted to a literature review of the data on malignant tumors of the Ewing’s sarcoma family,
which is one of the most difficult tumors in pediatric oncology. Discussed questions about difficulties of the
treatment and poor prognosis in case of recurrence of diseases. Possible prognostic significant tumor markers
of the ETS, RTK, BCOR families are also considered and discussed. In the long term, there is a possibility in the
future improve disease-free survival.

Key words: tumors of the Ewing sarcoma family, molecular profile, children, PARP, ROR1, BCOR.
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OZHOW M3 C/NOXKHbIX M 3araflovyHbIX OMyXo/iel OEeT-  KAeT He TO/IbKO KOCTHYH TKaHb, HO U MATKUE TKaHU AeT-
CKOM OHKONOMMWN ABNSIETCA BbICOKOArpeccMBHas OMyXo/lb  CKOro opraHusma. B cTpyKType 3aboneBaemoctu cpeam
cemeiictBa Capkombl HOuHra (OCCHO) [1], KoTopas nopa-  3/10Ka4yecTBEHHbIX HOBOOOpa3oBaHUl KocTelt CHO 3aHu-
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MaeT BTOPOE MEeCTO NOoC/ie OCTeOreHHOM CapKOMbl U CO-
ctasnaet 10-25% [2], B TO Bpemsa Kak B CTPYKType MATKUX
TKaHel 3aHMMaeT nsaToe mecTto U coctasnset 0,09% [3]. B
1921 roay J. Ewing BnepBble Aan onucaHne gaHHOM cap-
KOMbI, TaK B YeCTb aBTopa 3aboneBaHuto bbl10 NpucBoe-
HO Ha3BaHue onyxonun Capkoma tOuHra. BctpeuaemocTtb
AaHHOM Ho3onorum 1:1 maH yenoseKk. Onyxonb AcKuHa,
NPUMUTUBHAA HEMPOIKTOAEPMasbHAA OMNyXo/b, OCCalb-
Haa Capkoma tOuHra, akcTpaoccanbHaa capkoma HOuHra
0b6beaMHeHbl B O4HO CEMEeICTBO B BMAY CBOEro npowuc-
XOX/AEHUA, Pa3BMBAACb U3 MY/IbTUNOTEHTHON MEe3eHXU-
MasnbHOM cTBOMI0BOMN KAeTkn (MCK) onyxoneBble KNeTku
TEPAOT CBOMCTBO NOTEHTHOCTU COXPAHAA CMOCOBHOCTb K
arpeccMBHOMY camoobHoBeHuIo [5,6].

C 1975 no 2010 rr. BbI)KMBAaeMOCTb MO AaHHON HO-
30/10rMKM ynydwmnnace Ha 50% [4] B BUAY KOMMAEKCHOrO
NPUMEHEHMA XMMMONPENapaToB pa3HbIX rpynn AeUcTBUi
COBMECTHO C /ly4eBOM Tepanuii U onepaTMBHbIM 3Tanom
nevyernuna. Ona OCCHO xapaKTepHa BO3paCTHaA KaTero-
pusa ot 10 go 20 net, NnpenmyL,ecTBEHHO 3TO NOAPOCTKM
B ¢a3y cBOEro MakCMManbHOro POCTa, TOr4a Kak ana oc-
Ca/ZIbHOM XapaKTepHbI BO3PacT BapbupyeT oT 7 o 14 ner.
Jlokanusauma occanbHoit CHO BapuabenbHa, Hanbonee
YacTo Pa3BMBAETCA B HUMKHUX KOHEYHOCTAX 41%, KocTax
Tasa 26%, rpyavHe, pebpax 16%, BEPXHUX KOHEYHOCTAX
9%, NO03BOHOYHMKe 6%, ronose 1 ctonax 3%, yepene 2%.
[na skcTpaoccanbHbix: Tynosue 32%, KOHe4YHoCcTU 26%,
rosiosa u wena 18%, 3abplolIMHHOE NPOCTPAHCTBO 16%,
apyrue nokanusaumm 9% [7].

MNpu MynbTUANCUMNAMHAPHOM MOAXOAEe JI0KAaNN30-
BaHHbIX dpopm OCCHO obuLasn BbI*KMBAEMOCTb COCTaBAAET
60-75%, B cBOIO ouyepenb y 1/3 nauueHToB OTMeyYaercs
peumnams/nporpeccupoBaHune 3abonesaHus. Mo gaHHbIM
nccnepoBaHmn B 25% BnepBble BbIABMEHHbIX C/y4aes
MMEOTCS MeTacTasbl [8], a Npu IOKaNNM30BaHHbIX CTagu-
Ax 8 70% cnyvyaeB MMeEKOTCA MMKPOMETACTasbl, KOTOpble
Yallle BCEro nopakatoT /Ierkne, KOCTHbIM MO3T U apyrue
KoCTW. [pn 3TOM KOAMYECTBO METACTa3oB B JIEFKMX He
B/IMAET Ha ucxom, 3aboneBaHus, U ABAAKOTCA NPOrHOCTU-
YyecKku 61aronpuUATHLIMM, B TO Ke BPEMS YHUNATepanbHoe
nopakeHue b6naronpuAaTHee 6GUNaTepPasbHOrO Mopake-
Husa [9,10,11].

OCHOBHbIM 06LWEN3BECTHbIM 6a30BbIM MPOTOKO/IOM
neyenmna OCCHO asnsaetca Euro-E.W.I.N.G.99. Takme xu-
muonpenapatbl Kak: BUHKpUCTUH (V), ndocdamung (I),
AokcopybuumH (D), atonosng, (E) coctaBnatoT OCHOBHYHO
KOMBUWHAUMIO B NeYeHUK, fasnee, BBMAY BbICOKOTO PUCKA
BO3HMKHOBEHMA adepTUIbHOCTH, Yy AeBOYEK npochamuns,
3ameHseTcs Ha umknopochamug, (C), n B 0b6enx rpynnax
NCNONb3yeTcA aKTMHOMUUMH [, (A) B 06LLelt CNoXKHOCTU
umeetca 14 Kypcos NoanMxmmmuoTtepanuu, nyyesas Tepa-
nMA 1 N0 NOKa3aHMAM TPAHCNNAHTALMA KOCTHOTO MO3ra.

HecmoTpAa Ha TaKkol BUA arpeccuBHOM NOAUXMMUOTE-
panMmM M KOMMIEKCHOTO NIeYEHUs Y O4HOro U3 YeTbipex
naLMeHTOB C JIOKa/IM30BaHHOM cTaaueln peunams 3abo-
leBaHMA BO3HMKaeT B nepsble 24 mecAla, YTO OTHOCUT

ero K paHHemy peuunausy [9-13]. B 30% cnyyaes Ha 2-3
rofy *M3HM BO3HMKAOT NO34HWME peunamBbl, a TaKKe
04eHb NO3gHMeE peuunanBbl, BCTpeyatowmeca Ha 5 roay u
6onee. Mo gaHHbiM Children Oncology Group (COG) me-
OVaHa BO3HWMKHOBEHMA PeuMaMBOB ANA /IOKANN30BAH-
HbIX opMm - 16 mecaLeB C MOMEHTA MOCTAaHOBKM AMarHo-
3a u 12 mecAaues 414 NALMEHTOB C M3HAYANbHO AMATHO-
CTUPOBAHHbIMM METacTaTUYECKUMMK NopaxkeHuamu [14].
Y naumMeHToB, He AOCTUTLINX PEMUCCUMU Ha POHE MHULU-
aNbHOM Tepanuu M y NaUMEHTOB C peuugueom, obuuan
BbI)XKMBAEMOCTb KpailHe HebnaronpusaTHaa U Hy»KaaeTcs
B Aa/ibHelMLWeM TWATeNbHOM M CKPYny/le3HOM mnccieno-
BaHUM. O4HMM U3 Ba*KHbIX METOLOB ABAAETCA U3yYeHue
HOBbIX MEXaHWU3MOB MaToreHesa C Lenbto pa3paboTku 1
BHeApPEeHMA TapreTHoM Tepanumu.

OunarHoctuposaHne OCCHO npoBoauTcA NO CTaH-
JapTHbIM MeToAaM WCCiefoBaHWi, Takue Kak KT/MPT
NMopaXKeHHOro y4yacTKa W KOMMblOTepHas Tomorpadus
OpPraHoB rpyAHOM KNEeTKN AN UCKNKOYEHUA MeTacTaThye-
CKoro nopaxkeHusa. Coop *Kanob U 06bEKTUBHbIN OCMOTP
B 6ONbLIMHCTBE C/lyYaeB HOCUT KJAaCCUYECKMI XapaKTep.
Ob6sa3atenbHO nposoguTca 6uoncma obpasoBaHMA AnA
BepuduMKaumm guarHosa. CraHgaptamu B nabopatop-
HOM AMArHOCTMKe ABNAETCA FMCTO/IOrMYECKOe, @ UMEHHO
MMMYHOTMCTOXMMUYECKOE uccneaoBaHue. K TaKkoBbIM,
Hecneundmnyeckum mapkepam OCCHO oTtHocuTtca CD 99
— MNPOAYKT OHKoreHa MIC-2, npeacTtaBastowmin cobon
NMOBEPXHOCTHbIN  [IMKOMNPOTENH, BbICOKOCNEUNPUYHAA
aKcnpeccua Kotoporo BbiasasaetcA B 100% KnetoKk B OT-
HOLIEeHMM onyxonei cemelcTBa capkombl KOuHra npu
KoMMieKcHOM obcnegoBaHmn. K cneumduuHbim map-
Kepam AaHHoro 3abonesaHus oTtHocaT EWS-FLIT1 Tun 1,
EWS-FLI Tvn 2, EWS-ERG. B 40% cny4aeB Ansa onyxonem
XapaKtepeH peHOMEH XPOMOMIEKCUN, TO €CTb ABNEHUA
KaTacTpodmnyeckoro reHOMHOro cobbiT1s, NPUBOAALLETO
K O4HOMOMEHTHbIM MHOXECTBEHHbIM Pa3pblBam XPOMO-
COM MO BCEMY FEHOMY, YTO B CBOIO O4epesb MNPUBOAMUT K
06pa3oBaHUIO AECATKOB Pa3/INYHbIX TPAHC/OKauui [32].

M3 mHoroneTHero onbiTa Mbl AenaeM BblBOAbI, YTO
npu nporpeccupoBaHmm OCCH He nogaatoTca IeyeHuio,
OYeHb TAXKENO AOCTUTHYTb PEMUCCMM HA TAKOM 3Tarne,
YUYMTbIBAA OTCYTCTBME BTOPOM /NIMHUM Tepanuu npuxo-
OWTCA NPOBOAMUTL TE »Ke CaMble CXeMbl Tepanuu, HO Mno-
BTOP NPUMEHEHUA AaHHbIX NPenapaToB peaKo NPUHOCUT
ycrex, B CBA3W C YeM TaKoW BblbOp Tepanuu Npu peuu-
AunBax B ocobeHHOCTN KocTHOM CapKkombl FOMHra ocTaeTca
KpanHe HebNaronpUATHbIM.

CTaHZapTHasA NPOTMBOPELUAMBHAA TepPanmA He paspa-
60TaHa B TeYEHME HECKONbKUX AECATUNETUIN B BUAY Pas3-
HOObpasuA BUAOB B pe3y/ibTaTe TPAHC/I0KaL M TeHOB ce-
mencTea ETS [17,18]. Mo pe3ynbTaTtaM MHOFOYUCAEHHbIX
nccnenoBaHuii B 99% ciyyaeB BO3HMKAKOT M3MEHEHUS B
reHe ESWR, nepecTtpolike xpomocomsbl 22, u B 95% cny-
YyaeB OHa umeeT dopmy TpaHcnokaumn 11; 22 (Ambros,
1991; Aurias, 1984; Dockhorn-Dworniczak B, 1994; Kovar,
1990; Turc Carel C, 1983; Whang PJ, 1984). CnuaHue re-



HoB EWS-FLI1 vimes TpaHcnoKkauuio (11; 22) (q24; q12)
Yalle BCero NpoABAAOTCA B ABYX M3BECTHbIX BAPUAHTHbIX
rpynnax: cavadme tmna 1, 60% Bcex cnyyaes CNAHUA re-
HoB EWS-FLI1, B KOTOpOM 3K30HbI 1-7 reHa EWS cnnthbi ¢
9K30HamMmK 6-9 reHa FLI1; n cnnAaHue TMNa 2, B KOTOPOM
3K30Hbl 1-7 reHa EWS coeanHAOTCA € 3K30Hamm 5-9 [24].
PaHHee cunTanoch, 4to TpaHcnokauua EWSRI-FLI1 asna-
eTcs HebnaronpuATHbIM, HO MO AAHHbIM UCCNEeA0BaHUMN
TpaHcnoKauua EWSRI- FLI1 He aBnseTca HebnaronpuaT-
HbiM ¢akTopom npu OCCHO [15,16]. OcTanbHble TPaHCNO-
KauMM MeHee pacrnpoCTpaHEeHbl W BKKOYAKOT coeauHe-
Hue reHa EWS c apyrumm reHamu cemeinctsa reHoB ETS
(ERG, ETV1) wnn EIAF (EWS-ETV1, EWS-ETV4, EWS-FEV)
[26,29,30]. Ho, mHOrMe aBTOpPbI YTBEPKAAIOT, YTO U3Me-
HeHua B EWS-FLI1 Tuna 1 - OHKONpOTEeUHE He MOXKeT 4aTb
nonHoe obbAcHeHMe BO3HWKHOBeHMsa OCCHO. Bbiio ao-
KasaHo, 4yto EWS-FLI1 Tun 1 KoppenupyeT c bonee 6na-
ronpuMATHbIM NPOrHO30M TeyeHuA 3aboneBaHns n BCTpe-
YyaeTcA, Kak NpaBuo, y NAaLUEHTOB, UMEIOLLMX NOKANN30-
BaHHyt0 dopmy CHO.

Bo MHOrmMx nutepaTypHbIX UCTOYHUKAX eCTb AaHHble
06 onpeaeneHHbIX BUAAX AHTUTEN, KOTOpble NMPOABU/IM
CBOK aKTUBHOCTb, MPOLWEAWNX MPEeKAMHUYECKME CTa-
AUV uccnenoBaHuA. B uenom, B Mupe Takue KpyrHble
nccneposaTesibCckMe LeHTpbl Kak  Children Oncology
Group, National cancer institute n gpyrue nposogaT Knu-
HUYECKME UCMbITAaHMA HOBbIX PEXMMOB Tepanuu gas na-
LMEHTOB, KOTOPblE B CBOK O4Yepeb BEPOATHO yayylaTt
BbIXKMBAEMOCTb MaLMEHTOB C peunamsom. KnmHuyeckune
UCMNbITaHWA, KOTOPble MPOBOAAT MOXHO Pa3feNnvTb Ha
TPM OCHOBHblE TPyNMbl: YUMOCMAMUYECKasa xumuome-
panus, NpUMeHeHne KOMOWHALMIN y¥Ke CyLecTBYHOLWMX
XMMMOMPENapPaToB, TaKUX KaK MPUHOTEKAH W LIMKNO-
dochamma, K 6a30BbIM CXeMaM NeYeHus; mapeemHas
mepanus, No npeaBapuUTeNbHbIM AaHHbIM NPU UCMO/b-
30BaHUU MHcynMHonogobHoro dakTopa (IGF-1R) B MOHO-
peXKMme He NoKasas XKefaemoro pesynbraTta, B TO Bpems
KaK npenapaTt raHUTymab (MOHOKNOHaNbHOE AHTUTENO
HanpasneHHoe npoTtus IGF-1R) npu Mcnonb3oBaHUM B
KOMOWHAUMM OCHOBHOM MOAUXMMUOTEPANUM Tepanuu
MoKasan MNOJIOKUTENbHbIE pe3yabTaTbl. [py U3yvyeHuu
aHrnoreHesa B TKaHAx onyxosei CHO BblfBNAEHbI BbICOKME
ypoBHM 3Kcnpeccun MPHK reHa TFPI-2 (<0,8) u cooTHo-
weHus msodpopm VEGFA165/VEGFA189 (<1,0). Mokasa-
Tenn 5-netHen 6eccobbiTUMHON 06LWEN BbIXKMBAEMOCTU
npu NOKanM3oBaHHbIX ¢opmax OCCHD craTUCcTMYecKu
3HaYMMO MeHble (27,2+10,6% vs 89,4+10,6%; p=0,0119)
YTO CBMAETEeNbCTBYET O HEeBMAaronpuUATHOM MPOrHo3e
OCCHO » TakuMm nmaymeHTam MoKasaHa Tepanua be-
Bayumnsymabom (Kucenes /1. 2019r.). JluraHg peuentopa
nporpammmpyemont KnetouyHoi rmbenun-1 (PD-L1) B 19%
obHapy»KeH Npu KOCTHOW ¢opme capKkombl HOuHra, no
AaHHbIM uccnepgosaHnsa Machado |, npu neyeHun 13-tu
naumeHToB nembponnsymabom (aHtu PD-L1) u HuBONY-
mabom (aHTu PD-L1) adpdeKkTa oT fieyeHma He Habaoaa-
noco [38].
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ObuiensBecTHOe CemMencTBo reHoB erythroblast
transformation specific (ETS) Kogupytolime Knacc pakTo-
POB TPAHCKPUMLUUKN NpPeacTaBNeHHble 6elKaMn KOHTpPO-
nvpyrowmmn npouecc cuHTesa mMPHK, a Takxe apyrux
Bnaos PHK Ha maTtpuuye HK, KoTopble CBA3bIBAIOT NypU-
HoBble ocHoBaHuAa [OHK nocpeactsom 85-amuHOKMCNOT
ETS nomeHa (Dhordain P., 1995) wurpaeTt ofaHy M3 K/to-
yeBbIXx ponel B natoreHese CHO. KoHeYyHble MPOAYKTbI
cemelictBa ETS reHoB B3aMMoOZENCTBYIOT ¢ pepmeHTaMu
nonn(AQ®-pnbosa)-nonumepasa (PARP1) AHK-He3aBu-
CMMbIMM CNOCOBAMM U C KaTaZIMTUYECKOW cyObeanHULEN
OHK 3aBucumoint npotenmHkunHasbl (DNA-PKcs). Asnsasch
kodaktopamu PARP1 1 DNA-PKcs, BepoATHO NpMBOAAT K
KNEeTOYHOM MHBAa3MM U OMyxonesomy pocTy. B cBoto oue-
peab, PARP1 uHrmbupyet ETS-NO3UTUBHbIE AOMEHbI, HO
He ETS HeraTtuBHble. ®akTopbl TPaHCKpunuumm ETS abep-
PALMOHHO 3KCNPECCUPYIOTCA B PA3/IMYHbIX BUAAX OMyXO-
Nell, BKAIOYAKOLWME paK MpOCTaTbl, MONOYHOW enesbl,
menaHomy m Capkomy HOuHra (Jane’-Valbuena., 2010;
Jeon., 1995; Shurtleff., 1995; Sorensen., 1994; Tognon.,
2002; Tomlins., 2005). Mocne obHapy»KeHUs aKcnpeccum
ETS ¢aKTOpOB TPAHCKPUNLUMWM NPUBOLALLMIA K HAKOMAEHMUIO
paspbiBa agyxuenodyeyHort OHK, aBTopbl npeanonoxuam,
YTO NP NOPAKEHNN MUHMMaNbHoro yposHA JHK ETS-no3u-
TUBHbIE ONYX0AM MOTyT BbITb cneundUYHO YyBCTBUTE/IbHBI
K HakonneHuto nospexaeHHoro [HK, KoTopbin B nocnes-
CTBMM BEAET K MHIMOMPOBAHUIO POCTA OMyX0/au NpW B3au-
mozencteum penapauun AHK n pepmenta PARP1. [39,40].

OCHOBHbIM MECCEHAKEPOM, ABASETCA CMOCOOHOCTb
PARP1 npepoTBpawatb TPAHCKPUNLUOHHYIO aKTUBHOCTb
ETS, uHrnbupysa ETS-accoLMMPOBaHHYIO MHBA3WUIO, UHAY-
LuMpys Npu 3Tom rnbesnb onyxoseBbix KAeToK [25]. Takke
B APYrom uccnenoBaHUM uccaenosaTenm, NpoBesa Koiu-
yecTBeHHbIV MUP (KMLLP) aHanus ¢ ucnonb3oBaHMEM 30H-
poB TagMan ansa 46 reHoB penapauuu JHK noatsepgmnn
3KCMpPeccuto reHoB M3 NEepBUYHbIX OMNyXosael CapKoMbI
FOnHra 1 octeoreHHoOM capKombl BbiCOKMe ypoBHM PARP1
n SLFN11 8 EWS (Barretina J. 2012) [34].

Pe3tomunpya, CTOUT OTMETUTb, YTO OLHUM U3 MHOFOO-
beLatolwmx B nedeHnn OCCHO ssnaetca nonn(AAd-pubo-
3a)-nosiMmepasa - ABAALWNNCA KNtoYeBbiM GepMeHTOM,
KOTOpbIM KaTanusupyeT nonn-AAd-pnbosnnmnposaHue,
OAMH W3 BWAOB MOCT TPAHCAAUMOHHOW moauduKaumm
6enkos AHK u asnsetcs kodpakropamu ana EWS-FLI1 Ko-
TOpPbI/ B CBOKO ovepesb BXOAUT B cemelctBo ETS. MNopa-
BieHWe aKTUBHOCTU PARP-1 npu NpoBOAMMOM XMMMUOTE-
panun BepoOATHO BeZeT K anonTo3y Knetok [IHK KoTopbix
NnoBpeXAeHa LUUTOCTaTUYeCKMMM npenapaTtamn. BaxkHbl-
MU GYHKUMAMM PARPS sBNAeTCA TPaHCKPUNLUMA, pensnKa-
uma, penapauma OHK, a Takke anonTo3 KneTku. Bepoar-
HO, UHrMBUpoBaHMe PARP BedeT K yBENNYEHUIO ONyXone-
BOW YyBCTBUTE/NIbHOCTM, BbI3blBas nospexgeHne HK tem
CaMbIM MOTEHLMPYA OCTAHOBKY POCTa OMyXOJIEBbIX K/ie-
ToK. CyuwecteyeT 18 uneHoB cemeiictBa PARP, KoTopble
KOOMPYETCA Pas/IMYHbIMUK reHaMu, BONbLINMHCTBO U3 HUX
ABNAOTCA AAEPHBIMU BeKaMK, KOTOPbIe MPUHUMAIOT He-
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nocpeacTBeHHoe yyactme B meTaboim3ame HYKIeMHOBbIX
KMCNOT, GOPMMPOBAHUN CTPYKTYPbl XPOMATMHA, CMHTE3a
n penapaunn OHK, a nsodopmbl PARP1 and PARP2 sBns-
HOTCA CaMbIMW U3YYEHHbIMU U KAKOYEBbIMKW B penapauum
OHK [31,47].

B cBoto oyepeab bpeHHep 1 Konern nokasanu, 4to be-
JIOK oTBeTa Ha nospexaeHue AHK n Koperynatop TpaHc-
Kpunuuu, PARP-1, 6biln Heobxooum Ana TPaHCKpUMLMK
reHa, onocpenosaHHon EWS/FLI1. OHu noaTsepanaun, 4To
KNETKM capKomMbl HOMHra M KCeHOTPaHCMAaHTaTbl Oblan
YyBCTBUTE/IbHbI K MHIMBUpOBaHUio PARP-1, a nobasneHue
Temososiomnaa K onanapuby (PARP) npuBoguno K non-
HOMY OTBETY Ha MOAENSAX KCEHOTPAHCMN/IAHTAaTOB MbILLEN.
B HacToAwee Bpemsa npoBogATca nccnenoBaHua ¢assbl
onanapuba (NCT01583543), nccneposaHus dasbl | onana-
punba (nHrméutop PARP1/2) n temosonomunaa [35]. Knnum-
YyeCcKMe UCMbITaHMA NOKa3a N NLLb OrPAHUYEHHYIO NOIb3Y
(Choy E., 2014). KoMbMHUpPOBaHHbIE CTPATErMKN C UCMONb-
30BaHMEM TEMO30/I0MMUAA UIN UPUHOTEKAHA C UHTMBUTO-
pamum PARP B HacToAwWee Bpema U3y4YaroTca B KIMHUYECKUX
ncnbiTaHuax [36,37]. MpomexKyTouHble pesynbTaTbl BTO-
poii ¢asbl NpUmeHeHWa onanapmba y B3pOC/bIX MaLMeH-
TOB C peumansom CHO coctasmam 12 naumneHTos, y YeTse-
pbIX oTMevanacb ctabunmsauma coctoanus (ClinicalTrials.
gov: NCT02116777, NCT01858168, NCT02044120, and
NCT02392793) [38]. TeKywime UCNbITaHUA Yallle BCEro co-
YeTatoT MHIMbMTOPbI PARP € areHTamu, nospexaatowmmm
OHK, TakMmMK Kak TeMo3010MUA, U/MAn NPUHOTEKAH, pe-
3y/NbTaTbl 3TUX UCCNEeA0BaHUIN B paboTe, BEPOATHO A03bl
TPAAMLMOHHOM XMMUOTEPANUN MOTYT 3HAUYUTENbHO ObITb
pefyumMpoBaHbl oA CO34aHMA KOMOMHMPOBAHHBIX CXEM
neyenun [39-42]. Nccneposatenn TOMAS npeanonarator,
YTO KOMBUHaLMA onanapuba ¢ TpabekTeaAUHOM KOBa/IEHT-
HO cBA3bIBalOT manyto 6oposaky AHK, yto npuBoauT K
NAeoTPOnHbIM 3dpdeKTam, BKIOYAA ABYXLLENOYEYHble pas-
pbiBbl AHK, 4TO ByaeT meHee MMENOCYNPeCcCUBHbLIM, YeM
apyrve xumuonpenapartol [43].

Cnefyowmm, He MeHee BaXKHbIM MHOroobelLatoLwmm
ABNAETCA TPaHCMeMbpaHHaA peuenTopHaa MPOTEUHTU-
pO3nHKMHa3a - ROR1 13 cemelicTBa 6e/KOB peLenToOpPHbIX
TMpo3nHKnHa3 RTK, Kotopasa koampyetca reHom RORI.
ROR1 cuHTE3MpPYETCA MPEMMYLLECTBEHHO B HEPBHOWM
TKaHW. MeTactaTMyeckMe 1M peunanBupylolme neguwa-
TPUYECKUE HENPOIKTOAEPMAJIbHbIE OMYX0aWN, OCOBEHHO
y NauMeHToB c Helipobnactomon, meaynnobaactomon m
capkomoi HOuHra, nMmerT HebNaronpuUsATHbLIA MPOrHos.
TapreTHaAa knetoyHaa Tepanua T- nam NK-knetkamu, mo-
anovumposaHHbimu CAR, npeactaBnseTr coboi HOBbIM
NoAXoA, K XMMNOPE3UCTEHTHBIM 3/10Ka4eCcTBEHHbIM 3a60-
nesaHnam. NK-KNeTKM MOXHO 3HAUYMTE/IbHO YBEANYUTb
nyTeM COBMECTHOIO KY/1bTUBMPOBAHUA C TEHHO-UHXKe-
HepHbIMM KneTkamun K562, csBepxakcnpeccmpyrowmmm
mb-IL21. ROR1 6bin naeHTMdUUMPOBaAH KaK HOBaa MWU-
WeHb Ha B-kneTouHbix onyxonax, npu Kotopbix CAR Te-
panus MOXeTT bbiTb pa3paboTaHa M UCNOAb30BaHA AJ1A
TapreTHoOro nevyeHusa. Llenb npoBefeHHOro nccnenoBaHma

Yy4YeHbIMW COCTOANA B TOM, YTOObl OLEHWUTb LUTOTOKCU-
YeCKyto aKTMBHOCTb M GyHKUuMio in vitro PBNK, pacwmu-
peHHoro exvivo (ExPBNK) ¢ nomouwbto K562 mb-IL21 u
noaBeprHyToro Hykneodekumm ¢ nomoubio MPHK, Ko-
avpytowen aHtu ROR1-CAR npotus HB, MbB 1 CHO. PBNK
6blIM Pa3MHOXKeHbl 061y4eHHbIM KnoHom K562 Clone 9
mb-I1L21. KneTkn EXPBNK noagepranu anexkrponopaumm ¢
aHTM-ROR1-CD28-41BBICD3z-tEGFRemRNA ans nonyye-
HuA aHTU-ROR1 CAR-NK. KnetouHble avHun HB, MB n CHO
akcnpeccuposann ROR1 (50,2 15,6%), (55,5 5,1%) n (31,5
12%) cooTBeTCcTBEHHO. Byaylune HanpaBaeHUsA BKAOYAOT
nccneposaHue ex-PBNK anti ROR1 - CAR-KneTku in vivo
npotus RORI, sKcnpeccupylowme COoNnaHble OnyxXonu,
KCEHOTPaAHCMNAHTaTbl Mblwen [44].

B apyrom uccnefoBaHuK aBTopbl pa3paboTanu ryma-
HU3UPOBAHHbIN B6ucneundrUYecknin akTuBaTop T-KNETOK
(BiTE), HanpaBneHHbIt Ha ROR1, NOBEPXHOCTHLIA aHTU-
reH KNeTKW, NPUCYTCTBYIOWMIA B pALE 3/10Ka4eCTBEHHbIX
HOBOODOPA30BaHUI U MHULIMMPYIOLLMX PaK KNAETOK. bbino
BbIAB/EHO, YTO NPU paKe nogxKenyaoyHow enesbl ROR1
BiTE npuBOAWUT K onocpesoBaHHOW T-KAETKaMM U aHTU-
reH-cneunduyecKom LMTOTOKCMYHOCTM NpoTnuB ROR1-3Kc-
NPeCcCUpPYOLLNX KNETOUYHbIX IMHUIA paKa NoaXenyao4yHon
enesbl in vitro Npu Ype3BblYaAMHO HU3KNX KOHLEHTPaLM-
Ax (0,1 Hr / MA) ¥ HU3KOM COOTHOLWEHUMN 3bdeKTop/Mu-
WweHb. TakKe 6b110 OTMEYEHO NpefoTBPALLEHNA NPUKUB-
JIEHMA KCEHOTPAHCMNAHTATOB ONyX0ael NOAKEeNYA0UYHOM
enesbl Ha MbIWKWHBIX MOAENAX U YMEHbLUEHUA pa3me-
POB MOAKOXHbIX Onyxone MUHUMYM B 3 pasa. B uenom,
ROR1 npepcraBnser coboii MHOroobewatowmini Noaxoa, K
MMMYyHOTEpPanun 1U3-3a ero cnocobHOCTM BO3AEMNCTBOBATb
Ha LUMPOKMI CNEeKTp 3/10KayecTBEHHbIX HOBOObOpa3oBa-
HUi [45].

Cpean HeanddepeHLMPOBaAHHbIX MENKUX KPYTIoKae-
TOYHbIX CapKOM 06LLen3BeCcTHbIM cTan reH BCOR-CCNB3
(BCS). NemoHCcTpMpya nocnefoBaTe/ibHYO CBEPX3KCMpec-

mto BCOR, onyxonn umetot obumne mopdonormyeckme
)COBEHHOCTU C APYrMMU OMYyXO/NAMM, HECYLUMMU TeHe-
nyeckme nsmeHeHna BCOR, BKAIOYAA BHYTPEHHIOIO TaH-
leMHyto aynavkaumio BCOR (ITD) u BCOR-MAML3. BCOR -
TO FeH, KOTOPbIN KOAUPYET SMUreHETUYECKUI PerynaTop,
'yacTByroWMI B cneumduKkaumm audpdepeHLnpoBKU Kie-
OK U pa3BUTUA CTPYKTYPbI TeNa, U NPUHUMAET yyacTme B
IEKAHOHMYECKOM PENPECCMBHOM KOMMIEKCE MOJIMKOMO.
JCOR pacnonoeH Ha xpomocome X B noKyce Xpll.4 un
10/ly4nN CBOE Ha3BaHWe OT ero AelCTBYIOLLEro Npu B3a-
IMmoAelncTBUKN Kopenpeccopa BCL-6, KOTOPbIM ycunnBaeT
ynocpefoBaHHyto BCL-6 penpeccuto TpaHcKpunuuu. Mo
laHHbIM uccnegoBaHun BCOR-CCNB3 pemoHCTpupyet
'KCMpeCccuio B CONNAHbIX onyxonax. B ceonx nccnenosa-
imax Kao et al. nokasanu, 4To NOYTM B NONIOBUHE CNyYaeB
ynyxonen markmx TkaHe URCS HecyT ITD-BCOR, Torga
:ak Pierron et al. nugeHTMdUUMpPOBanmM rpynny, xapakTe-
m3ytoLytoca npucytctemem camtoro reHa BCOR-CCNB3
I cBEpPX3aKCNpeccuto obpasyroleroca xumepHoro 6enka.
} apyrmx paboTax YacTo 06HapyXKMBAKOTCA CNyYan B pas-



JNINYHDBIX MPOLLEHTaX B 3aBMCMMOCTU OT aHA/NU3UPYEMON
rpynnbl ONyxonen MNONOXKUTeNbHOro pesynbtata BCOR
— CCNB3 B HayuHbIx paboTtax Astolfi, Fiore, Melchionda,
Indio, Bertuccio & Pession. MHTepecHbIM pe3ynbTaTom
3TOro MCC/Nef0BaHUA ABNAETCA TO, YTO BCE WU3MEHEHUA
BCOR, Hecywme SRBCS, reHepupytoT obwuii Knactep Ha
YPOBHE TPAHCKPUMLMK, TaKUM 0Bpa3om yKpenans TOUKy
3peHUs, CornacHo Kotopoi nameHeHus BCOR, nnbo nepe-
CTPOWKM, BbI3bIBAIOT 0OLIMIA NATOreHHbIM NyTb, BeayLWwmin
K aHOMaIbHOM aKTUBHOCTM Komnekca BCOR-CCNB3 [38].
Tak)Ke B HeJaBHEM BpeMeHW MOABUAUCL AaHHble, 4YTO
ONyXonu ¢ reHeTuYeckMMun aHomannamm BCOR, Bkntoyan
BCOR-CCNB3, BCOR-MAML3 n BCOR ITD (BHyTpeHHME
TaHAEeMHble AynanKauMu), UMeOT 3HAYUTeNbHOE nepe-
KpbITME/HaN0XeHNe He TONbKO Ha YPOBHE 3KCNpeccum re-
HOB M3-3a NoBblwatowen perynauum BCOR, Ho n mopdo-
noruyeckn (40) uto TpebyeT AanbHelwero nsyyeHus. B
CBOIO O4yepesb MMMYHOTMCTOXMMMUYECKOE OKpallnBaHue
BCOR ABnAeTcs BbICOKOYYBCTBUTENbHbIM MapKepom Ans
SBRCT ¢ aHomanmnammn BCOR 1 moxKeT ncnonb3osBaTbeca B
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KayecTBe MONE3HOro AMarHOCTUYECKOro MapKepa B 3TUX
PasIMYHbIX MOJIEKYNAPHBIX noarpynnax [49].

Takum obpasom, KpaiHe HebnaronpuATHbLIM NPOrHO3
npu peumansmnposaHnn OCCHO He Bbi3blBaeT HUKAKMX CO-
MHeHU. MOKHO OTMETUTb, YTO Ha CEroAHAWHWUA AeHb
CYLLECTBYET MHOMECTBO Pa3/IMYHbIX MPOrHOCTUYECKMUX
npeaBeCcTHUKOB MPU ONYyXONAX CEMeNCTBa capKomMbl KOUH-
ra, Tpebywuwme AeTasbHOr0 M3y4yeHuUa ANA YAydLeHWUN
K/WHMYECKoM paboTbl Bpaya M NporHosa 3abosesaHus
ONA nauueHToB. TakMMK, BEPOATHO, MPOTrHOCTUYECKM
3HAYMMbIMU MapKepamu moryT bbiT noau-AAQd-nonu-
Mepasa, peuenTtopHaa TMPO3UHKMHA3a U NPOTOOHKOTeH
BCOR-CCNB3, petepMUHMPYA Ha OMNYXOAEBbIX KAeTKax
OCCHO, no3BonaT cTpaTMPMUMpPOBATL IeYEHNE, OCHOBDI-
BafACb Ha MOJIEKYNAPHO-TEHETUYECKMX OCOBEHHOCTAX U
NPOrHO3MPOBaTh UCXOAbl 3a60NEBAHUA, UHTETPUPYA KAK-
HUYECKYI0, UMMYHOTMCTOXMMMUYECKYIO U MONEKYNAPHYIO
MHOOPMALMIO JACT BO3MOMKHOCTb B OaMKalwem byay-
LeM, YNydlWnTb KAYecTBO KM3HM MaLMeHTOoB, noaapus
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'AMAKCbIBAEBA W.C., 'BOPAHBAEBA P.3., ’KATAPBAEB A.K.

KOPOHABUPYCHAA UHOEKLUA COVID-19 Y AETEN
N NOCTUHDPEKLUMNOHHBIE NOCNEACTBUA

1AO «HayuHbll yeHmp neduampuu u demckol xupypauu», Aamamel
2HAO «Ka3zaxckuli HayuoHasnbHbIl meduyuHcKul yHugsepcumem um C.[. AcgpeHduspoesa», Anmamel

B cmamee npedcmasneH 0630p UHOCMPAHHbLIX U 0MeYyecmeeHHbIX Hay4YHbIx pabom no usy4yeHuro COVID-19 u
aCcCoOyUUPOBAHHBIM € Hell MysbmucucmemHOM 8ocriaaumesnsHom cuHopome (MBC). OnucaHel anudemuoso-
a2uyeckue 0aHHble, 0CObeHHOCMU KAUHUYEeCKUX U 1abopamopHbix usmeHeHul npu COVID-19 u MBC y demel.
Takx#e paccMompeHa makmuka egedeHus amux 0emeli 8 COOMBeMCcmMeUU C KAUHUYECKUM MPOMOKO/IOM 000-
b6peHHbIM MUHUCMePCMEoM 30pasooxpaHeHue Pecriybauka KaszaxcmaH.

Knrouesoie cnoea: COVID-19, SARS-CoV-2, demu, mynbmucucmemHbili 6ocnanumesbHolli CUHOPOM.

(Ana yumupoeaHus: [xakceibaesa U.C., bopaHbaesa P.3., Kamapbaes A.K. KopoHasupycHas uHgeKkuus
COVID-19 y demeli u nocmuHgpeKyuoHHsle rnocaedcmeus. leduampus u demckas xupypeus. 2020;3-4 (101-
102):48-54.)

'AAKCbIBAEBA WU.C., '6OPAHBAEBA P.3., 2KATAPBAEB 9.K.

BANNANNAPOAFbl KOPOHOBUPYCTbIK UHO®EKLUA COVID-19
OHE NOCTUHOUKLUUANDIK CANTAAPDI

1« Meduampus ¥aHe 6aaaa1ap XUPYpPUACHI FblabiMu opmansiFel» AK, Aamamel
2«C.M.AciheHOusapos ambiHOarbl KazaK yammelk meouyuHa yHusepcumemi» KEAK, Aamamel

Makanada 6ananapoarsl covid-19 #aHe oHbIMeH balinaHbicmsl Myabmucucmemansik KabbiHy CUHOPOMbIH
(MKC) 3epmmey 60lbiHWa wemenodik ¥aHe OMaHObIK FblAbIMU HYMbICMAPFA WOsY HAcaAnaosbl. Inudemuo-
n102UAnNbIK 0epekmep, bananapoarel COVID-19 waHe MBC Ke3iHOe2i KAUHUKAbIK HAHE 3epMXAHAsIbIK e32epi-
cmepoiH epekwenikmepi cunammanraH. CoHOal-ak, KazakcmaH Pecniybaukacel [leHcaysnblK cakmay MuHU-
cmpsiiai MAKYnOaFaH KAUHUKGALIK Xammamara calikec ocbl 6aaaa1ap0bl Hypeizy makmuKacs! Kapasosbi.

TyiiiHdi ce30ep: COVID-19, SARS-CoV - 2, bananap, Ken xylenik KabbIHy CUHOPOMbI.

(Cinmeme ywiH: xakcoibaesa U.C., bopaHbaesa P.3., Kamapbaes 3.K. 6ananapdarsi KOPOHOBUPYCMBbIK UH-
ekyua COVID-19 xcaHe nocmuH@UKYUAbLIK candapel. Meduampus woHe bana xupypeuscel. 2020;3-4 (101-
102):48-54.)

'JAXYBAEVA 1.S., 'BORANBAEVA R.Z., 2KATARBAEV A.K.

CORONAVIRAL COVID-19 INFECTION IN CHILDREN AND
POST-INFECTIONAL EFFECTS

IScientific Center of Pediatrics and Children’s Surgery, Almaty
25.D. Asfendiyarov Kazakh National Medical University, Alimaty

The article presents a review of foreign and domestic scientific works on the study of COVID-19 and associated
Multisystem inflammatory syndrome (MVS) in children. Epidemiological data, features of clinical and laboratory
changes in COVID-19 and MVS in children are described. The tactics of introducing these children in accordance
with the clinical Protocol approved by the Ministry of health of the Republic of Kazakhstan were also considered.

Key words: COVID-19, SARS-CoV-2, children, multisystem inflammatory syndrome.

(For citation: Jaxybaeva 1.S., Boranbaeva R.Z., Katarbaev A.K. Coronaviral COVID-19 infection in children and
post-infectional effects. Pediatriya i detskaya khirurgiya - Pediatrics and children’s surgery. 2020;3-4 (101-
102):48-54.)
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INEAUATPUA N1 AETCKASA XUPYPTUA

AKTYAJIbHOCTb

a CerogHsLWHUM AeHb B MUPE 3apernctpmMpoBaHO

60 701 210 cnyyaes COVID-19, npwupoct 3a
cyTkM 1%, nokasaTtenb netanbHoctn 2,4%. B CHI
3apernctpmuposaHo 2 906 966 cny4yaes, nNpupocT 3a
cyTkn coctasun 1,4%, netanbHoctb 1,7%. o paHHbIM
MUHUCTEPCTBA 3apaBooxpaHeHma Pecnybankm KasaxcraH
33 nepuog, naHAemMuM ObIIO0  3aPErucTpMpoBaHO
128 400 MUP (+) n 41 595 MUP (-) cnyyaes COVID-19.

B nepBoi rpynne execyToOYHbI MPUPOCT COCTABUN
0,64%, nokasatenb 3abonesaemoctn 682,5 Ha 100
TbiC. HaceneHus, Bo BTopol rpynne npupoct 0,41% wu
nokasaTenb 3abonesaemocty 221,5 cnyyaes Ha 100
TbiC. HaceneHuA. lokasaTesb /ETaSibHOCTU B 06OUX
rpynnax 1%. Takum o6pasom Ha CerofaHAWHUM AeHb
COVID-19 aBnaeTca camoi akTyasbHOM npobsemon BO
BCEM MUpeE.

LE/Tb
[aHHoro 0630pa - Ha OCHOBaHUM Hay4HbIX NyOAUKaALMIA AaTb SNUAEMUONOTMYECKYIO, KIMHUYECKYIO U nabopaTop-
HO - MIHCTPYMEHTA/IbHYIO XapakTepucTnky COVID-19 u MynbTUCUCTETEMHOIO BOCMNAIUTENbHOIO CUHAPOMA Y AeTeN.

BBEAEHUE

CEMMPHasA opraHuMsaums 3apaBooxpaHeHus (BO3)

11 mapta 2020 roga obbaABmna COVID-19 naHge-
muel. COVID-19 Bbi3biBaeTca SARS-CoV-2, HOBbIM BUPY-
coM ¢ ogHouenoyeyHol PHK, npuHagnexawmm K poay
B Coronavirus, KoTOpblt NosaBuacA B aekabpe 2019r. B
ropoae YxaHb, Kutai. 10T BUpYyC umeet 79,5% naeHTumy-
HoM nocnepoBaTenbHOCTM ¢ SARS-CoV, KoTopblit 6bin OT-
BETCTBEHEH 3@ BCMbILLKY TAXKE/0M NHEBMOHMM B Kntae u
page opyrux ctpaH B 2002 roay v Ha 96,2% ¢ SARS-noao6-
HbIM KOPOHABMPYCOM Y NETYYMX MbILLIEN, YTO BOSMOKHO
yKa3blBaeT Ha MEXBUAOBYO nepeaavy [1,2].

Oetn noboro Bo3pacta moryT 3apasuTtbcs COVID-19,
HO 3abo/sieBatoT pexe, yem B3pocsble. OQHAKO C HACTy-
nJaeHnem BTOPOW BOJIHbI B HEKOTOPbIX CTPaHaX UAET TeH-
OEHUMA K YBE/IMYEHUIO YacToTbl 3aboneBaHusA cpeau ge-
TeW, TaK Mo COCTOAHMIO Ha 20 HosbpA 2020 T. cpeau ntoaein
00 20 net B Kopee 3apeructpmposaHo 19% cnyyaes, a B
CLUA 11,8% [3,4,5]. B Ka3axcTaHe Ha MOMEHT HanucaHusa
CTaTbu 3apernctTpmpoBaHo 4185 nabopaTopHO NoATBEPK-
AeHHbIx cnyvaes COVID-19 y petei, uto coctasnseT 3,3%.
Takas pa3HUUa B 3a60/1€BaeMOCTM B Pa3HbIX CTPaHax Mo-
YKeT 6bITb CBA3aHA C AOCTYNHOCTbIO M MOAUTUKOMN TECTU-
poBaHUA (B Hayase NaHAEMWUKU B HEKOTOPbIX CTpaHax Te-
CTUPOBA/IN TONIbKO AeTel KOHTaKTHbIXx ¢ COVID-19, 3atem
TO/IbKO FOCNUTANIM3MPOBAHHBIX C CUMNTOMAaMM), a TaKxKe
C TEM, YTO MHbEKLMA y AeTel NpoTeKaeT B Ierkon ¢opme
unu 6e3 cumntomos [6].

Mepeaaya OT Ye/IOBEKA K Ye/NOBEKY (B OCHOBHOM BHY-
TPU CEMbM) ABAAETCA OCHOBHbIM NMyTeM 3apaxeHus. Jetn
MOTYT 3apa3nTbCA NPU BAbIXaHUM KPYMHbIX Kanenb, obpa-
3YIOLLMXCA MPU KaLLae UAM YUXAHUU, NN NTPU KOHTAKTe C
3apakeHHoM noBepxHocTbio [7].

Mpegnonaraetca, 4To y AeTel, NO CPaBHEHMUID CO
B3POC/IbIMU, MOXET ObiTb Dosiee HM3Kasa 3Kcnpeccus

peuentopos ACE-2 B nHeBmouuTax nerkmx tuna ll, yto
3alWMLEAET UX OT TAXKENbIX KAUHUYECKUX NPOABAEHUN
COVID-19. [pyrve WMMMYHONOrMYECKUE MEXaHU3MbI,
TaKMe KaK PaHHWUI U BbICOKUIN NONUKIOHA/bHbIN OTBET
B-knetok Ha SARS-CoV2 ¢ npogyumpoBaHuMem 3HaYu-
TEeNbHOro Ko/MYecTBa Naasmob,1acToB U BbICOKUI ypo-
BEHb ECTECTBEHHbIX K/ETOK-KUANEPOB, TaKXKe MOryT
cnocobcTBoBaTb 06BACHEHUIO 3TOW BO3PACTHOM Xapak-
TepucTukun [8].

MHKybaLMOHHbIM nepuog y AeTei U NoApPOCTKOB Ba-
pbupyeT oT 2 Ao 14 aHeli (B cpegHem 5—7 gHeit). O6bluHO
BbI340pPOBAEHME HACcTynaeT Yyepes 1-2 Hegenm nocne Ha-
Yyana 3aboneBaHuA. Kak naumeHTbl C CUMNTOMAMM, TaK U
6eccMMNTOMHbIE HOCUMTENN MOTYT BbITb MCTOYHMKOM ne-
penaun SARS-CoV2 [9,10].

AHanus pacnpegeneHna no BO3PACTHbIM rpynnam,
npeacTaB/ieHHbIN NTanbAHCKUM HaUMOHaNbHbIM
MHCTUTYTOM 340pOBbA, MOKasan, u4to w3 4244
negmMaTpuYeckUX CAy4aeB C MUKPODOMONOTMYECKUM
AvarHosom uMHoekumn 566 (13,3%) 6biaM Monoxke 2
net, 745 (17,6%) B Bo3pacTe 2—6 net u 2,933 (69,1%)
cnyyaeB coctaBunau getm ot 7 pgo 17 net. CpeaHui
Bo3pacT coctasun 7,6 net [3,9]. Cpeau 846 946
nabopaTopHO noATBep)KAEHHbIX caydyaes COVID-19
y Aeteilt mnagwe 17 net, o KOTopbiXx 6bI10 COODLEHO
LleHTpam no KOHTPOO M NpodunakTuke 3aboneBaHui
(CDC) CLUA k 21 Hosbpsa 2020 r., 82% cny4yaes 6bin
3aperncTpupoBaHbl B Bo3pacte ot 5 o 17 net n 18
npoueHToB - B Bo3pacTte oT O ao 4 net. N3 Hux 0,5—-
6,1% OblAN rocnUTanM3npoBaHbl U Tonbko 0,6—2%
NoCTyNUAM B OTAENIEHUA WHTEHCUBHOM Tepanuu.
CyLLecTBEHHbIX pa3nnMymii B 3abosieBaeMocCcTn No noay
He Habntoganocb. CMEPTHOCTb B KaXKAoW BO3PaCTHOM
rpynne coctasuna 0,1% [10].

KNMUHUYECKUE NMPOABJIEHUA

Xom KAMHMYECKME AaHHble y geteit ¢ COVID-19
pa3HOObpasHbl, Hanbosee YacTbiIMM CUMITOMaMM
ABNAKOTCA IMXOPaZKa M Kawenb [11]. B cuctemaTnyeckmx
0630pax, BKAtoYaBwKux 131 nccnenosaHue B 26 cTpaHax,
MHbOpMaLMs 0 cMMNTOMAaXx bbla AocTynHa ana 5188 ae-

Tei B Bo3pacte oT 0 fo 9 net 1 12 689 aetelt B BO3pacTe
ot 10 po 19 net [12].

B Bo3pactHoi rpynne ot 0 0 9 neT cambimM YacTbiM
cumnTomom 6blna nuxopagKka Habntopaswasnca y 46%
OeTel, Kawenb 6bin y 37%, ronosHasa 6osb y 15% aeten,



Ne3-4(101-102)/2020

anapes y 14%, 6onb B ropie n puHopea y 13%, mmuanrus,
TOWHOTa 1 pBoTa B 10% c/iyyaes, oaplWKa pernMcTpupoBsa-
nacby 7% netei, 6051b B }KuBoTe y 7%, NoTeps 3anaxa uam
BKyca Tonbko y 1% [12-15].

B rpynne petelt B Bo3pacte oT 10 go 19 net ca-
MbIM Y4acCTbIM CUMMNTOMOM B OT/IMYUM OT NMpeablayLel
rpynnbl 6blna ronosHaa 60sb, KOTOpyo oTMeYann 42%
aeTten, Kawenb 6ol y 41% 60nbHbBIX, NMXOPaAKa pe-
rMCTPMPOBANaCb HEMHOrO pelke, yem y aetei ot 0-9
net (35%), mnanrua n 6onb B ropne oTmevanacb B 3
pasa valle, yem y geteil maagwero sospacta. Oabiw-
Ka Habstoganacb NOYTU B ABA pasa Yalle Yem y geten
B Maajlel Bo3pacTHol rpynnbl (16%). Cumntombl €O
cTopoHbl KT Takue, Kak auapesa (14%), TowHoTa u
psoTa (10%) n 6onb B *KMnBoTe (8%) No yacToTe BCTpe-
YaemMoCTHM He OT/InYaNMUCh OT Npeablaylwen rpynnol. Mo-

TepA 3anaxa uau BKyca Habawganacb y 10% peteit u
nogpocTkos. [12-15].

O KOXKHbIX U3MEHeHMAX coobLLanoch He YacTo. B paae
cny4yaeB OblIM ONMCaHbl MaKynonanynesHble U BE3UKY-
NIAipHbIE BbICbINAHMA, @ TAKXKE BPEMEHHOE PETUKYASpHOE
nMBeao U KpanusHuua. B mocnegHee BpemA B nepuma-
TPUYECKOM NPAKTMKe BCE Yallle PerncTpmpytoT KpacHoBa-
TO-NypPMypHbIE Y3e/KM Ha AUCTaNbHbIX OTAENaX MafbLeB
(nHoOrma HasbiBaemble «nanbubl COVID»), noxoxue no
BHeLWHeMy BUAY Ha obmopokeHue [16-19].

B nccnepoBaHum, BkAoYaBwem 46 geteit mnagwe 12
MecsLEeB U3 AeTcKol 6onbHULUbI YXaHAa y 87% aetei, 3ab6o-
JleBaHMe NPOTEKANO B CpeaHeN cTeneHu Taxectn, y 8,7%
6eccMMNTOMHO UM B Nerkon popme, B KpUTUYECKON Yy 2
(4.3%) naumeHTOB. CUMNTOMbI BK/HOYANN Kap, Kallenb,
OAbILLKY, PBOTY M HENEPEHOCMMOCTb NuwM [20-22].

NABOPATOPHbIE USMEHEHWUA

BpaHee YNOMAHYTOM CMCTEMaTM4YecKkom o063ope,
0606 MBLIEM OCHOBHbIE 1abopaTopHbIe UcCaeno-
BaHMA 655 aetelt (38 nccneposaHnin) obLWMIA aHaNN3 Kpo-
BM Obln B Npegenax HopMbl Y 6OMbLUMHCTBA MaLMEHTOB,
MeHee oaHOW NATOM U3 Hux (17,1%) umenun HU3KKUI ypo-
BEHb NENKOLMTOB, a TaKXKe NMMO- AN HENTPONEHUIO
(13,3%). MoBblWeHHbIE BOCNANUTE/IbHbIE MHAEKCI, TAaKUe
Kak C-peaKkTuBHbIl 6enoK (CPB) 1 npokanbuutoHuH (MKT)
Habnoaanncb y ogHol Tpetn 6onbHbIX (31,1%). KpeaTuH-
KMHaza (KPK) u dpepmeHTbI NevyeHn TakKe bblin u3meHe-
Hbl, YTO Nokasanun 14,5% n 12,4% Bcex NauMeHToB, COOT-
BETCTBEHHO [12].

Ewe B ogHOM cuctemaTMyeckom ob3ope, BK/HOYAB-
wem 157 peten ¢ COVID-19, KoTopble He Bblnn BKAO-
YyeHbl B Npeablaywimii 0630p, NOBbILEHNE YPOBHA NaK-

TatgernaporeHasbl (JI46) 66110 0g4HMM M3 YacTbIX Nabo-
pPaTOpPHbIX OTKNOHEHWI, KOTopoe Habaoganock y 21,6%
neten [23].

B uccnegoBaHMM npoBefeHHbIM B BenvkobputaHum
M3 52 cTaumoHapHbIX nauneHToB 24 (46%) nmenn Kpea-
TUHUH CbIBOPOTKM Bbllle pedepeHTHOro 3HayeHus, a 15
(29%) cooTBeTCTBOBa/IN AMATHOCTUYECKUM KPUTEPUAM
ocTporo nospexaeHus novek (OMNMN) [24]. BoAbWKWHCTBO
cnyyaes OMMM npousowno y aetei, NOCTyNMUBLLKX B OTAE-
NleHne MHTEeHCMBHOW Tepanun, ny aeten ¢ MBC. Hu oa-
HoMmy 13 geTeit ¢ OMM He noTpeboBanack BMoncmMa NOYKM
WAM NOCTOSAAHHAA 3aMecTUTesIbHaA MoYeyvyHada Tepanus.
KpeaTMHWH CbIBOPOTKU CHU3MACA OO0 HOPMAAbHbIX pe-
depeHTHbIX 3HAaYEHUI BO BPEMS FOCMMUTANIM3ALMM Y BCEX
neten.

UHCTPYMEHTAJIbHAA AUATHOCTUKA

PeHTreHorparwv\a rpygaHomn Knetku, Y3U nerkux
N KOMMNblOTepHasa Tomorpadpua rpyaHOM KAEeTKK
06bIYHO UCMONb3YIOTCA B KAUecTBe MeTOA0B ANArHOCTUKM
y naumeHTos ¢ COVID-19.

TunNUYHbIe pe3ynbTaTbl PeHTreHOorpammbl FPyAHOWM
KNETKWM BKAOYAT WHOUAbTPaLMio BpoHXOBACKyNAp-
HbIX MYYKOB, CHW)KEHME MPO3PAYHOCTU U O0bOLWMpHOEe
NATHUCTOE YNAOTHEHUEe. YNbTPasBYK Jerknx 06bl4HO
NMoKa3sblBaeT YTOJ/ILLEHWE U HEepPOBHOCTM NAEBPasibHON
NIMHUK, cybnnesBpanbHble YNIOTHEHUA, CXOAALLMECA NN-
HUK B BNnoTb go 6enoro n3obparkeHMA Nerkoro B Hau-
bonee TAXKENbIX C/y4asX C UCYE3HOBEHUEM JIMHUK A.

Ha KT rpyaHol KneTku BbiSBAAIOT cneumduyeckne ans
COVID-19 nomyTHEHMA «MaTOBble CTEKNA», JIOKAJIbHblE
WA ABYCTOPOHHWE MATHUCTbIE TEHU U PETUKYIAPHbIE
Yy30pbl C MHTEPCTULMANBHBIM YTONLWEHUEM U pPeaKo
y3enkamu [25].

Pesynbtatbl KT opraHoOB rpyaHoM KAETKU Pas/inyHbl U
MOTYT BbIABAATbCA A0 NOABAEHMA CMMMATOMOB. B paHee
YNOMAHYTOM cucTemaTUyeckom 063ope, cpeam 605 ae-
TeW, Npoleawmnx KOMNboTepHY Tomorpaduio, y 33%
6blnM HOpPMasibHble pe3ynbTaThbl, Y 29% KapTUHa «MaTo-
BOro CTeKNa», y 27% - Hecneunduyeckme ogHOCTOPOHHME
n3meHeHus, ay 23% - ABYCTOPOHHUE M3MeHeHuA [12].

NEYEHUE

CornaCHo KAMHMYECKOMY MPOTOKONY AMArHOCTUKM
W NevyeHns KopoHaBUpycHon MHdekunm COVID-19
y aetel Pecnybanku KasaxctaH, Npu Haanuum y pebeHka
H6eccumnTomHON GOpMbI CneslyeT OrpaHUYUTbCA M30/A-
umMen n HabnogeHnem B TedeHun 14 aHei. MNpu nerkom
dbopme U cpefHel cTeneHu TaxecTn 6e3 MHEBMOHWMK
NnokasaHoO 0bW/IbHOE MUTbe U Ha3HaAYeHWe CUMMTOMATU-

YecKol Tepanuu B BUAE KapOMOHMKaOLWMX NpenapaTos
MpY NoOBbIlWEHWM TemnepaTypbl Bbiwe 38,5 rpagycos,
cofeprallmx napaueramon uau mbynpodeH. B cnydae
HanMuMA AMapen HasHavyaeTcA perMapaumoHHas nepo-
panbHasa Tepanua. MoKasaHUM K NPOTUBOBMPYCHOM Tepa-
NUW y OeTei HeT, B CBA3WU C OTCYTCTBMEM [OKA3aTe/bCTB
3¢ deKTMBHOCTM MpenapaToB 3TOW rpynnbl. AHTUOUOTK-



KoTepanua NoKasaHa Npu HaJAMYnuu NpPU3HAKOB BTOPUY-
HOM bGakTepuanbHoM MHPeKuuun. Mpu cpegHeTANKENOM
TEYEHUU C NHEBMOHMEN, HO 6e3 AbixaTesIbHON HeaocTa-
ToyHocTu (OH) y AeTelt 4o 5 net 4ONYCTUMO HasHayeHue
3MNUpPUYECKOM aHTUBaKTepUuaibHOM Tepanuu. Mpu Hanu-
YU KAMHUYECKMX MPOAB/EHUI BTOPUYHOW BakTepuanb-
HOW MHOEKUUN AWM NHEBMOHMM (He HAUMHATL Tepanuio ¢
aHTMOMOTUKOB LUMPOKOTO CMNEKTpa AEeNCTBUA) U B C/yYae
BbIABAEHMUA:

-BHEBONbHMYHOW TUMWUYHOW MNHEBMOHWUU (NMHEBMO-
KOKKOBO) - aMOKCULIMAIMH; NPU NPeaLlecTBYOWEM Jie-
YeHUU aHTUBUOTUKAMM aMOKCULMANUH/KNaBynaHaT uam
LedTPMaKCOH B BO3PACTHbIX A03MPOBKaX;

-aTUMUYHOW BHEOO/IbHUYHON MHEBMOHUW — MAKPOIN-
Apl;

-HO30KOMWaNbHON MHEBMOHUK/BaKTepPMaNbHOW Cy-
nepuHOEKLUN — SMNUPUYECKUI BbIOOP C Nepexogom Ha
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npenapaT no pesyabratam MUKPOBMONOTMYECKMX UCChe-
OO0BAHWUIM Ha YyBCTBUTENIbHOCTb [26].

B cnyyae Taxkenoro teyeHmsa COVID-19 ¢ nHEBMOHMU-
et 1 1H fONONHUTENBHO HA3HAYAOTCA aHTUKOATYNAHTbI
HedpaKUMOHNPOBaHHbIW renapuH 100-200 ME/kr/cyT.,
noa, KOHTposem Koarynorpammbl n F'KC gekcame-
Ta3oH 8-10 mr/m?2, 8/B MAn mMeTUANPEaHU3O0/OH
0,5-1 mr/Kr/BBeaeHMe BHYTPUBEHHO KaxKable 12 4acos
npu HebnaronpuATHOM MPOTHO3E WM PUCKE Pas3BUTUA
OPAC n cencuca. NpoaonKmMTeNbHOCTb B 3aBUCUMOCTHU OT
cocToAaHUus pebeHKa. B cnyyae Hanmuma y pebeHka yrpo-
KaloLWMX COCTOAHUI NepeBos, B OTAENEHNE PeaHMMALLUN
N UHTEHCUBHOW Tepanuu.

Mpwn HanMuuKM y pebeHKa, CoONyTCTBYIOWErO UIN XPO-
HMYyecKoro 3aboneBaHnsa NPOBOANUTbL MEANKAMEHTO3HYIO
Tepanuto B COOTBETCTBUE C KAMHUYECKMMU NPOABAEHUA-
Mu [26].

MYNbTUCUCTEMHbBIA BOCMA/IUTENbHbLIA CUHAPOM (MBC)

I—Iocne TOro Kak B EBpone npowsa nepsaa BOJ-
Ha KopoHaBWpycHOM WHbeKunm COVID-19 6bin
BrepBble OMMCaH HOBbIM CMHAPOM Yy AeTel U NoJpocT-
KOB, NONYYMBLLMIA Ha3BaHUE «MYNbTUCUCTEMHbIW BOCMa-
JIUTENIbHBIA CUHAPOM y AeTei» (apyrve HasBaHuA Kasa-
Caku - NOAO6HbIM CUHAPOM, B MHOCTPAHHOW UTepaType
Paediatric inflammatory multisystem syndrome - PIMS-TS;
Multisystem inflammatory syndrome in children, MIS-C),
KOTOPbIN, BEPOATHO, cBA3aH C MHeKumen SARS-CoV-2.
MepBble coobuieHMA noABMAUCL B BennkobputaHum u
WTanuu, a 3atem 1 no Bcemy Mupy. KnmHmnyeckune m nabo-
paTopHble 0COBEHHOCTU 3TOr0 CUMHAPOMA HanMoMMHAOT
TaKkue n3BecTHble 3aboneBaHus, Kak 6onesHb Kasacaku,
CUHAPOM TOKCMYECKOTO LUIOKA M BTOPWYHbINA remodaro-
LMTapHbIA AMMPOTrUCTUOLNTO3 UAU CUHAPOM aKTUBAL MK
MmaKpodaros [27].

XoTAa yactoTta Bo3HMKHOBeHUA MBC He u3BecTHa, 370,
no-sMAaMMOMY, pearoe ocnoxHeHne COVID-19 y aeten. B
04HOM U3 OTYETOB Npeanosaraemas YyactoTta nabopartop-
HO noaTBepKAeHHON nHpeKunm SARS-CoV-2 y anu, mnaa-
we 21 roga cocrtasnana 322 cay4vaa Ha 100 000, a yactoTa
MIS-C coctaBnana 2 cnydas Ha 100 000 [28].

MNatodumsnonorna MBC He mnsBecTHa. lNpegnonarator,
4YTO CUHAPOM ABAAETCA PEe3y/bTaTOM OTCPOYEHHOTOo MM-
MYHHOro OTBeTa Ha BUpYyC. MexaHn3Mbl, C MOMOLLbIO KO-
TopbiX SARS-CoV-2 Bbi3blBa€T aHOMa/bHbIA MMMYHHbIN
OTBET, He M3BECTHbI. [peanaraeTca NOCTUHOEKLUMOHHbIN
npoLecc, OCHOBAHHbIN Ha BPEMEHW POCTA 3TUX C/ly4aeB
Nno cpaBHeEHWIO ¢ NMKom caydaeB COVID-19, KoTopblii co-
cTaBnseT npumepHo 4-6 Hegenb. [26]. Y mHorux geten
¢ MBC otpuuaTtenbHaa noanmepasHaa LenHasa peakuua
(MUP) Ha SARS-CoV-2, HO MoONOXUTeNbHas Ceponorus,
4YTO TaKXe NoATBepXKAaeT runortesy o Tom, yto MBC cBa-
3aH C UMMYHHOW gucperynauuen, Bo3HMKaloLWen nocne
ocTpor MHbeKumn. MccnepgoBaHue, NocesAWEHHOE U3y-
YEHWIO BUPYCHbIX nocneposatenbHocTen SARS-CoV-2 y
11 peteit ¢ MBC, He 06HapYXNNO KaKUX-NMBO pasnmunii

Nno CPaBHEHWIO C BUPYCHbIMW NOC/e[0BaTENbHOCTAMM
y Aeteli ¢ octpbim COVID-19 6e3 MBC. 311 npeasapu-
Te/NbHble AaHHble MpeanosaratoT, YTO BUPYCHble dakK-
TOpbl C MeHbLUEN BEPOATHOCTbIO OODBACHALOT, NoYemy
Yy HEKOTOpPbIX AeTell pPa3BMBAETCA MY/NbTUCUCTEMHOE
BocnaneHue nocne nHoekunm SARS-CoV-2, a y apyrux
- HeT. bosiee BepoATHO, YTO daKTOPbl XO3iMHA OTBET-
CTBEHHbI 3@ QaHOMa/IbHbIN BOCNAZIMTENbHbIA OTBET NpMU
MBC. [29].

13 mana LleHTpbl MO KOHTPO/I 3a 3aboseBaHUAMM
(CDC) BbINYCTMAM PEKOMEHZAUMIO, YCTAaHABAMBAIOLLYHO
cnepyloulee onpegeneHne oA NoANexallero permcrpa-
umm cnydan MIS-C [28].

1) Jlnuo B Bo3pacTe <21 roga

2)  KAWHUYEcKune Kputepum:

-MuHuManbHas 24-4yacoBana WUCTOPUSA CYyObEKTUBHOM
N 06bEKTUBHOM NnxopagKkm = 38,0°C

-Taxkenoe 3abonesaHue, TpebytolLee rocnnuTanmnsalmm

-MoparkeHbl ABe Uam bosee cucTeMbl OPraHoB (Hamnpw-
mep, cepaeyvHasn, noyeyHas, pecnmpatopHas, rematono-
rMyeckan, XenygovyHo-KULeyHas, AepMaToNornmyeckas,
HeBpPOOTNYEeCcKan)

3) Hanuume nabopaTopHbIX A0OKa3aTe/NbCTB BOCMa-
JIeHUA, BKIIOYAOLWMX OQHO WU HECKOJIbKO U3 creayto-
wero:

- MosblweHHbIM CPB, CO3, pubpurHOreHa, NpoKanbLu-
TOHUWHa, D-gumepa, pepputuHa, AT nan UN-6;

-MoBblWeHHble HENTPODUAbI UAN MOHUMKEHHbIE NUM-
douuntbl;

-Huskuit anbbymuH

4) NabopaTopHble UM 3NUAEMNONOTUYECKMNE A0Ka3a-
TenbcTea MHPekumm SARS-CoV-2:

-NMonoxuTtenbHbIM pesynbraT Tecta Ha SARS-CoV-2 ¢
nomouupto MUP nam NPA Ha aHTUTeNa

-KoHTakt COVID-19 B TeueHue 4 Hegenb A0 nossne-
HMA CUMNTOMOB

5) AnbTepHaTMBHbIN ANArHO3 OTCYTCTBYET.

)|
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Bpaun B pasnMyYHbIX LEHTPax Mo BCEMY MUPY CO343-
/I NPOTOKO/Ibl /IeYEeHUA, OCHOBaAHHblE Ha KOHKPETHbIX
CMMMNTOMAX, MPeALecTBYOWEeM Ne4eHUN aHANOTUYHBIX
COCTOAHWM, TaKMX Kak 60one3Hb KaBacaku uMauM pyKkoBoa-
CcTBOBaNUCL NpuHumnammn nedyeHna COVID-19 y B3pocnbix
nauuMeHToB. Tak M B Hallel cTpaHe Hbln co34aH NPOTOKON
Jle4eHMA KOPOHaBUPYCHON MHOEKUUM M MYyNbTUCUCTEM-
HOro BOCMAa/IMTE/IbHOTO cUHApOMa y AeTel. Ecam ectb
nogospeHne uan amarHos MBC, cneayeT MCNoab30BaThb
MHOTonpPodUAbHbIN KOMaHAHbIN NOAXOA, @ UMEHHO pac-
CMOTPEHUS KaXK[oro Cc/ay4yas MyAbTUAUCLUMNIMHAPHOM
KOMMCCUEN: KOMaHAbl KapAMO/OroB, pPEBMATO/IOrOB,
Ny/bMOHO/I0rOB, OHKO/IOrOB/remartonoros, Hedpoaoros,
MMMYHOJIOFrOB MHGEKLIMOHUCTOB, peaHnmaTonoros. Mpu
NOCTAHOBKE AMarHo3a pebeHOoK A0/MKEH NoayyaTb ieye-
HUMA B CTaLlMOHApax ropoacKoro, obnacTHoro u pecnybnu-
KaQHCKOTO YPOBHSA C OTAENEeHUEM MHTEHCUBHOM Tepanuu.
Tak Kak y geteit ¢ MBC ecTb BbICOKMI PUCK Pa3BUTUSA
aHeBpPM3M KOPOHAPHbIX apTepuil U TOKCUYECKOro LUOKA,
JleYyeHne [O/KHO ObiTb CBOEBPEMEHHbIM W PaHHUM.
TonbKO NPU TaKOM NOAX0AE MOMKHO HagesTbecs Ha bnaro-
NPUATHBIN Ucxog, 3abonesaHun [26].

BasucHan Tepanua MBC y aeteit ocHOBaHa Ha npume-
HEHWM TaKUX rPynn NpPenapaTos, KaK UMMYHOT/T0BYINHbI,
TIIOKOKOPTMKOCTEPOUAbI, aHTUBMOTUKaMK, Buonornye-
CKMe npenapaTbl, aHTUKOAryIAHTAaMM U aLeTUACannLmMNo-
Bas KMCNOTA C A03aMU U CXEMaMU JIeYeHMA KOTOPbIX Bbl
MOXeTe 03HaKOMMUTCA B YNTOMAHYTOM NPOTOKO/E.

MocnegHnin cuctemaTuyeckmii 063op, onybaMKoBaH-
HbI 4 ceHTABpa 2020 roaa, BKAOUYMA 39 0bCcepBaLMOH-
HbIX UccnenoBaHUi obwmm yncnom 662 naumeHTta [30].
MonosuHa aetelt 66N ManbuMKamu (52,3%), cpeaHui
BO3pacT coctasun 9,4 net. Jinxopaaxa bbina cambim Ya-
CTbIM CMMMNTOMOM W Habnwoganack y 100% peten, cum-
nTombl co ctopoHbl KT (60/1b B *KMBOTE, AMapesn, pPBOTa,
noteps annetuTa) Habntoganuce y 73,7%, cbinb y 56,3%,

KOHbBIOHKTMBUT Bbl1 y NON0BUHbI AeTel (52%), xelnut m
oTek fA3blka y 31%, oTek KoHeuHocTen y 19,3%, 601u B
ropne y 8,9%, mmanrum u numdbageHonatma Habnaoga-
nvcb novtn y 14%, ronosHble 6onm y 19,5% peteit. Pe-
CNUpPATOpPHbIE CUMMTOMbI BKAOYAAM oAbIWwKy y 18,3%, Ka-
wenb y 13% n puHOpero Uam 3ano0XKeHHOCTb Hoca y 7,1%
neteit. JlabopaTtopHble U3MeHeHMA bbbl NpeacTaBeHbl
CNefyloWnuMM OTKIOHEHUAMW: CPEAHWUA MPOUEHT Hel-
Tpodunos 6bin nosbiweH o 80,7+7,8%, B TO Bpema KaK
cpeaHuii NpoLeHT IMMbOoLUTOB Bbia HU3KUM - 9,8+0,8%.
C-peakTusHbli 6enok (160 + 6,9 mr/n), depputuH
(977 % 55,8 Hr/mn) 1 npokanbuutoHuH (30,5 + 2,1 Hr/mn)
6bl/1M 3aMeTHO yBesiMYeHbl. KapananbHble MapKepbl, TPO-
NMOHWH, HAaTPUNYPETUYECKMIA NeNTUA roIOBHOrO MO3ra m
NPOropMOH BbIN Ype3BbIYAHO NOBbILWEHbI U COCTaBUAN
494 + 37,6 Hr/n, 3604 + 352 nr/mn v 5854 + 743 Hr/n,
COOTBETCTBEHHO. JXOKapAMorpaMmmbl 6bliv BbINOHEHbI
y 581 n3 662 nauyueHToB (87,8%). Y nonosuHbl (54,0%)
AeTelt 6blna aHoOMasibHasA 3xoKapauorpamma. Hanbonee
4acTbiM M3MEHEHMEM BblNI0 NMOHWMMKEeHHasa ¢paKuma Bbl-
6poca neBoro Kenyaouka (n = 262, 45,1%). AHeBpU3MbI
BO3HMKAW Y 47 naumeHTos (8,1%) [30].

BHyTpMBEHHOE BBegeHWe MMMYyHOrnobyanHos (BBUT)
6bin10  Havbosee YacTo NPUMEHSEMbIM MpPenapaTom
(n=506, 76,4%), 3a HUM Cle40Ba/IM Ba30aKTUBHbIE Npena-
paTbl (n=347, 52,3%) 1 KopTHKocTepouabl (n=347, 52,3%),
aHTUKoarynaHTbl (n=172, 25,8%), acnupuH (n=111, 16,8%),
aHTMBMOTUKM (N=108, 16,3%), UHTMBUTOPbI UHTEPAEMKMHA
1 (n=56, 8,5%), UHIMBUTOPbLI MHTEPNENKMHA 6 (N= 40, 6%).

71% petel ¢ guarHozom MBC 6blaM rocnuTannsmnpo-
BaHbl B OTAE/EHME MHTEHCUBHOM Tepanuu. UBJT n aKkcTpa-
KopropasibHas MembpaHHaA OKcureHauus noTpeboBsa-
nnck 147 (22,2%) v 29 (4,4%) naumeHTam COOTBETCTBEH-
Ho. OcTpoe nospexaeHue noyek (OMNM) BosHMKAo y 108
(16,3%) nauuenTos. Lok passuaca y 60,1% (398), ymep-
v 11 peteii (1,7%) [30].

3AK/TIOMEHUE

1) AHanus nutepaTypHoro o63opa Mnokasaa, 4To
MMeeTCcs TeHAEHLMA K YBENMYEHUIO Yncsia 3aboneBaHuUi
COVID-19 cpegm aeten, 4To MOKeT ObITb CBA3AHO C yAyY-
LEeHMeM U SOCTYNMHOCTbIO METOA0B ANArHOCTUKM;

2) bosblue NOSIOBUHbI 3aPErUCTPUPOBAHHBIX CyYa-
eB COVID-19 npuxoanTca Ha LLUKO/IbHbIM WU NOAPOCTKOBbLIN
BO3pacT;

3) OcobeHHoOCTbO TeueHuns COVID-19 y peteli sna-
loTCA c/iedytlolime: y NalMeHToB cTapliero sospacra (>9
neT) B 2 pasa valle perucTpMpoBasach OAbIWKa, Y Ae-
Ten mnaguwe 9 net B 3 pasa perke BCTpPeYanncb rosoBHas
601b, MManrus, 6onb B ropsie n B 10 pas perke oTmeya-
Jlacb NOTeps 3anaxa M BKyca. Takum 06pasom Hamu oTme-
YyeHa BO3paCTHAA 3aBUCMMOCTb KAMHUYECKOrO TeyeHuA
KOPOHABUPYCHOM UHbEKLMN ¥ aeTel;

4) B Havase NaHAeMUM pPag, UccaeoBaHUIM nNpeano-
naranu, 4To AeTU nmetoT H6onee BbICOKYI YCTOMYMBOCTb
K COVID-19, 1 3abonesaHne MMeeT nerkoe TeyeHme. Ha-

npumep, uccnepoBaHue 171 pebeHKa ¢ noaTBEPKAEHHbBIM
COVID-19 noka3ano, YTo TO/IbKO TpW cay4yan notpebosanm
rocnuTanu3aumm B OTAENEHUE WHTEHCWMBHOMW Tepanuu u
Habntoganach TOIbKO 04Ha CMepTb. AHANW3 MOKasan, YTo
MY/IETUCUCTEMHDBIN BOCMAAUTENbHbIA CUHAPOM accouuu-
poBaHHbIN ¢ SARS-CoV-2 y aeTelt MOXKeT NPUBECTU K TAXKe-
JIoMy TeYeHU o 3a601eBaHMA U PA3/IUYHbIM OC/IOKHEHUAM;

5) o MHeHUo MHOTUX y4eHHbIX MBC ssaaeTca no-
CTBMPYCHOM MMMYHONOTMYECKoM peakumein Ha COVID-19.

MpoBeaeHHbIN HAMW aHaNN3 NOKasan, YTo MHOTMe BO-
npocbl TeyeHmna COVID-19 octatoTca OTKPbITbIMU: UCTUH-
HaA pacnpocTpaHeHHOCTb 3abonesaemoctn COVID-19 u
MBC cpean geteil, UMMYHHbI OTBET AeTel B 3aBUCUMO-
CTW OT BO3pacTa Ha BHeapeHuAa B opraHnsm SARS-CoV-2,
KaTaMHEeCTUYeCKUIM aHamHe3 nocse nepeHeceHHoro MBC.
Takum obpasom ntobaa HayyHo - uccnefoBaTebCKan pa-
60Ta HanpaBneHHaa Ha u3y4yeHusa TeyeHua COVID-19 vy
heTei ABNAeTca LEeHHOMN.
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96XK: 61.616.2

L3CEMCEBAEBA P.}K., 2CAMPAHKbI3bI C.

LUANA TYFfAH HOPECTENEPAENN BPOHX ©KNE AUCN/TIASUACDHI
KIMHUKANDBIK HOHE 3EPTXAHANDIK, BENTINEPIHIH XKUINIT

1C.MM.AcpeHouspoe amsiHOarsl Kazak ¥nmmolk MeouyuHa YHusepcumemi
2KazakcmaHOobiK MeduyuHa YHusepcumemi « KACHM», Aamamel
39n-®apabu ameiHOarel Ka3ak yammelk yHugepcumemi, Aamamel

Makcamel. 66/] 0amelFaH wana mybinaFaH Hapecmesnep KAUHUKA/bLIK, 3epMXaHasbIK benzinepiHiy epekwenik-
mepi MeH Xuini2iH aHbiKkmay.

3epmmey adicmepi meH mamepuandapsl. bpoHxekne oucnaasusacel 0amblraH 111 HapecmeHiH MedUUUHAbIK,
KYXambelHa pempocriekmusmi 3epmmey xcypaizinoi.

Hamucenepi #eaHe oHbl manday. 66/] KkaneinmacKkaH Hapecmenepoe Keyoe KybicbiHbiH KepHenyi 30,6%, HYK-
meme KesiHOe kyweliemiH eHmiey 27,9 %, KabbiprapasnsiKkmaposiH mapmeiayel 53,2 %, Kpenumayusanaywsl
coipbindap 61,3 % b6alikandel. pH <7,0 apanac Hemece MemobonuKanslK ayudos aypy Hapecmenepdin 10,8%,
nelikoyumos 43,2 %, CPA xcorapsinayel 20,7 % - 00 aHbIKManoel.

KopbimbiHObl. 66/] ducrna3zuAacel 0aMbFGH WaAa myblaFaH Hapecmenepoe MmolHbIC xemicrneywinik cum-
nmomaapel, pH <7,0 apanac Hemece MemobonuKansik ayudo3, nelikoyumos xaHe CPA xcorapelnaysl 6akbinay
mobbiMeH canbicmolpFaHoa ceHimoi mypoe xui b6alikanoel.

Kinm ce30ep: 6poHxeKne Qucnaa3uACcsl, Wasaa MyraH Hapecme, KblIWKbiA0bI — cinmini ¥aroadi.

(Cinmeme ywin: Celicebaesa P.}K., CalipaHkbizel C. LLlana myraH Hapecmenepoeai 6poHX eKne ducraa3uscel
K/AUHUKQAbIK HAHEe 3epmxaHanslK beneinepiHiy xuiniei. lMeduampus #aHe 6ana xupypauscel. 2020;3-4 (101-
102):55-58.)

L3CEMCEBAEBA P.}XK., 2CAMPAHKbI3bI C.

YACTOTA KJ/IMHUKO — NABOPATOPHbIX MPU3HAKOB Y
HEAOHOLUEHHbIX AETEMN C BPOHXONIEFTOMHON AUCNNA3SUEN

1Kazaxckuli HayuoHanbHsil MeduyuHckuli YHusepcumem um. C.A.AcgpeHousposa
2KasaxcmaHckuli MeduuyuHckuli YHugepcumem «BLLIO3», Aamameol
3Kazaxckuli HayuoHanbHbIl yHUBepcumem anb-dapabu, Aamamel

Lenb: ycmaHosneHue yacmomel U ocobeHHocmel KAUHUKO—1abopamopHbIX MPU3HAKO8 Yy HeOOHOWEeHHbIX
MaadeHyes co cepopmuposaHHoli b/14.

Mamepuansi u memodsi: [lposedeHo pempocrnekmusHoe uccnedosaHue MmeoOuyUuHcKol dokymeHnmayuli 111
demeli ¢ bpoHxonezo4Holl oucnaasued.

Pe3ynomamel. Y HeOOHOWeEHHbIX CO cghopmuposaHHol b/1[ docmosepHo yawe OuazHOCMuUpo8aaUCbL ma-
Kue cumnmomel Kak, e3dymue epyodHol Knemku y 30,6 %, 00blWKa ycunusarowaaca npu Hazpyske y 27,9 %,
smsaxeHue mexcpebepuli y 53,2 %, kpenemupyrowue xpunel y 61,3 %. CMewaHHbIU unu memobosauyeckuli
ayuoo3 pH <7,0y 10,8%, nelikoyumo3sy 43,2 %, nosviweHue CP6 o6HapymeHo y 20,7 % 0emeli ¢ 6/14.
3aknwoyeHue. Y HeOoHOWeHHbIx demeli co cghopmuposaHHoli b1 no cpasHeHU ¢ KOHMPOsbHOU epynnoli
0ocmosepHOo Yauje 8CMpevanucs CUMMMOMbI ObiXamesnbHol HedocmamoYyHoOCmMu, CMewaHHsIl uau memobo-
nuveckuli ayudos pH <7,0, nelikoyumo3s u noseiuieHue CPb .

Knroueewie cnoea: 6poHxone204HaA OUCnAa3us, HEOOHOWEHHbI HOBOPOHOEHHbIU, KUCAIOMHO — OCHOBHOE CO-
cmosHue.

(Ana yumuposaHus: Celicebaesa P.}K., CalipaHKbi3bl C. Yacmoma KAuHUKO — 1a6opamopHbIX MPU3HAKo8 y
HedoHoWeHHbIx demeli ¢ bpoHxonez2o4yHoli ducnaasueli. lMeduampusa u demckas xupypaus. 2020;3-4 (101-
102):55-58.)
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13SEISEBAYEVA R.ZH., 2SAYRANKYZY S.

FREQUENCY OF CLINIC - LABORATORY SIGNS IN PREMATURE CHILDREN
WITH BRONCHOPULMONARY DYSPLASIA

1Asfendiyarov Kazakh National medical university, Almaty
2Kazakhstan’s Medical University «KSPH», Almaty
3Al-farabi Kazakh National university, Almaty

Goal: To determine the frequency and features of clinical and laboratory signs in premature infants with BPD
Materials and methods: A retrospective study of medical records of 111 children with bronchopulmonary
dysplasia was carried out.

Results. In premature infants with developed BPD, symptoms such as swelling of the chest in 30.6%, dyspnea
aggravated by exertion in 27.9%, retraction of the intercostal spaces in 53.2%, and crepitus wheezing in 61.3%
were significantly more often diagnosed. Mixed or metabolic acidosis pH <7.0 in 10.8%, leukocytosis in 43.2%,
increased CRP was found in 20.7% of children with BPD.

Conclusion. In premature infants with developed BPD, in comparison with the control group, the symptoms of
respiratory failure, mixed or metabolic acidosis pH <7.0, leukocytosis and increased CRP were significantly more
frequent.

Key words: bronchopulmonary dysplasia, premature newborn, acid-base state.

(For citation: Seisebayeva R.Zh., Sayrankyzy S. Frequency of clinic - laboratory signs in premature children with
bronchopulmonary dysplasia. Pediatriya i detskaya khirurgiya - Pediatrics and children’s surgery. 2020;3-4 (101-

102):55-58.)

O3EKTINITI

poHxeKkne paucnaasuacel (BO[) aHbIKTamacblH
anfaw 1967 xbiabl Northway 6epreH. OHbIH, aliTybl
bolibiHWa BB[, KaTaH nMapameTpaepi KOWbIAFaH *KacaH-
Abl eKne annapaTtbiHAa 6o/ffaH HapecTenepgiH, cosbi-
manbl aypybl [1]. Byn aHbIKTama Kasipri TaH4a KenTereH
e3repictepre ywblpagbl. 3aMaHayM aHblKTamanapfa cam
bO/[, nepuHaTanbAbl Ke3eHAe LaMblfaH — HerisiHeH
Wwana TyblnfaH 6ananapabiH CO3bIIMAJIbI OKME aypybl, ON
OKMeHiH, 6apabIK KYPbINbIMAbIK 6enimaepiHiH, 3akbiMaa-
NlYbIMEH CUNATTaNaZbl KHE afifallKbl PECnMPaTOpP/bIK,
aypy MeH KeTi/IMereH eknezeri TbIHbICTbIK Oy3blibicTap-
Obl KApKbIHAbI emaeyaiH, apanac acepiHeH Aamuapbl.
[epTTiH, Heri3ri 6enrinepi TbIHbIC KeTicneywiniri KaHe
OMIpiHiH, 28 KYHIHEH KeliH Ae KepiHin TypaTblH OTTeriHe
TOYeNAiNikTiH, eKne pPeHTreHOrpaMMmMacbiHAAFbl ©3repi-
CcTepmeH KaTtap xypyi [2].
CoHfbl Xblngapbl 6i3giH, enimisge ae 6acka memne-
KeTTepaerifaet 6PoOHXeKne AUCMIA3MACBIMEH CbIpKATTa-
HaTblH 6ana caHbl ecyiH bailKayrfa 6onaabl. byn xuiney

2008 binbl KasakcTaHHbIH, [AyHueky3inik [eHcaynbik,
CakTay ¥iibiMbiHbIH, (O4CY) ycbiHbICTapbiHa cali NepuHa-
TanbAbl Ke3eHAi TipKeyaiH XaHa KpuTepuiinepiHe eTyi-
He 6ainaHbicTbl. 2015 Xblabl KasakcTtaH PecnybavKkacshl
6obiHWa 6O/, gMarHo3bIMeH AMChaHCepiK ecenTte TeK
3 6ana Typca, 2019 XbiAbl MyHAan 6ananapapblH, caHbl
74 xeTkeH ( PecnybnvKanblk 3/1eKTPOHAbIK AeHCay/bIK,
cakTay opTanbifbl, 2015-2019 KxK.). Peceli fanbimaapsbi-
HblIH, *KeKesiereH 3epTreynepi boibiHWwa, Kypck alMarbiH-
pafbl bO/L aypywaHabiK KepceTkiwi 36,6: 1000 HapecTeHi
KypafaH [3].

HaykacTapablH, MyrefekTiKTiri, onapaa KOCasKbl ay-
pynapabiH, 6aiKanybl, *aKblH OHMKblAAbIKTA BPOHXEKMe
amncnnasmacel bap 6ananapablH epecekTep esiciHe eTyi,
aTasfaH aypymeH neavaTpiapAblH, *KeTKiNiKci3 xabapaap-
NbIFbl, aypyAblH AMArHOCTMKAChl MEH emaeyaeri KaTenik-
TepAiH, *Kuiniri - BB KNAMHUKANbIK »KaHEe 3epTXaHasblK,
KepceTKilTepiHiH, yHemi 6aKbinayablH MaHbI34blNbIFbIH
KepceTesai.

3EPTTEY MAKCATbI
6O pambifaH Wana TyblIFaH HIpecTenep KAMHUKaAbIK, 3epTXaHa/blK OenrinepiHiH, epeklenepi MeH KuiniriH

aHbIKTay.

3EPTTEY 9ICTEPI MEH MATEPUANAPDI

AnmaTbl Kanacbl Kananblk nepuvHatanbablk OpTa-
JIbIFbIHbIH, MYPaFaTTblIK MaTepUangapblHblH AepeK-
Tepi 6oMbiHWwa 2013-2017 Xbingap apanblFblHAA Tybin,
OpOHXeKNe AUCMNA3MACbI  AaMblFaH HapecTenepaiH,
[aMy TapuxblHa PETPOCMNEKTUBTI 3epTTey XKyprisinai. He-
risri Tontel BO[, pambiran 111 wana TyFaH HapecTenep,
an bakbinay TobbiH 109 BE6/[ AambiMaraH WanaTyblNFaH
HapecTe Kypaapbl.

[epeKktep *KuMHay apHalbl KypacTblpblifaH cayanHa-
Mafa MegULMHANbIK Ky¥KaTTapAaH (HopecTeHiH gamy Ta-

puxbl (Ne 097/e HbicaH), 6ocaHy Tapuxbl (096/e HbicaH),
VKT aHe 6ocaHaTbliH aenai, anmacy Kaptacbl (113/e
HbICAH)) KIMHMKAAbIK, QYHKUMOHANbAbIK KIHE 3epTXaHa-
NbIK, MINIMETTEPAI EHTi3Y AaPKbl/bl XKy3€ere acblpbingbl.
ANbIHFAaH ManiMmeTTepai CTaTUCTUKaNbIK eHaey SPSS
21-Hycka KomnbloTep ik bafaapaamachl apKblibl XKacan-
Abl. TonTap apacbiHAafbl KeMbip KepceTKiWTepaiH, *Kuinik
aMbIPMALLBINbIFbIH CaNbICTbIPY YWiH CTbloAeHTTIH, t-Kpu-
Tepuii KongaHbinabl. AibipmatblibikTap P>0,05 6onfaH
*Kafdanaa cTaTUCTMKANbIK MaHAiI Aen ecenTeni.
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HOTUXKE/IEPI X{9HE OHbl TAZ1IAAY

Ei3 JKYpri3reH 3epTreyaiH, HaTUXeci bolibiHWwa 66/
OamblfFaH 6anaHbiH, 54,1+4,7% yn, 45,9+4,7% Kbl-
34ap Kypaca, 6akplnay TobbiHaa yagap 41,314,7, Kbizgap
58,7+4,7% 6onapl.

B6L uiniri 6anaHblH, TyFaHOafbl AeHE Ca/MafbiHa
YKOHE recTauuAnblK KacblHa Kepi nNponopunoHanbabl
6onabl, 6yN KepceTkiwTepaiH, HeFypabiM TomMeH 6onybl
BB/ ayblp TypiHe calikec Keneai [4,5]. bi3giH 3epTTeyaiH
[ HaTUXKenepi OCbl AEPEKTiH, WblHANbl EKEHIH KepCeTTi.
BB/ 6ap 6ananapapiH, 55,0+4,7% rectaumnsanbik *Kacbl 22-
27 anTaga TyFaH Hapectenep, an 43,2+4,7% XYKTiNIKTiH
28-33 anTtacbiHAa Tyabl. bakbinay TobbiHaa 43,114,7%
recTaumAnbIK *acol 22-27 antaga TyfaH, 56,0+4,8% Kyk-
TinikTiH, 28-33 antacblHAa TyfaH Hapectenep. Hapecte-
NepAiH, recTauMANbIK Kacbl 1 — KecTeae KepCeTiNreH.

Kecte 1- HapecTtenepaiH rectaumanbiK »Kacbl

[ecTaumanbIK XKacbl Heri3ri Ton BaKbliay To6bl
n=111 n =109

22 —-27 anTa 55,0+4,7 % 43,1+4,7 %

28 —33 anTa 43,2+4,7 % 56,0 +4,8 %

HapecTenepaiH, TyfaHAafbl AeHE CaNMaFbl: HErisri
TONTa 3KCTPEeManbAbl TOMEH canmakneH 69,4+4,4%, ete
TOMeH casimaKkneH 21,613,9%, TemeH canmakneH 9+2,7%
HapecTe 60n4bl. BaKbinay TO6bIHAA SKCTPEMAbAbI TOEMEH
canmakneH 78,9+3,9% HapecTe, eTe TOEMEH CaJiIMaKneH
19,3+3,8%, TemeH canmakneH 1,8+1,3% HapecTe Tyabl.
TemeH fieHe cafiMaFbIMeH TyFaH HapecTenep caHbl Heri3ri
TONTa CeHimAi uinikneH kesgecti (p=0,05).

baKbllaHFaH eKi TonTa Aa aca wana TyblifaH Hape-
cTenepain, 6acbim 60nyblHa GalnaHbICTbl GapAbIFbIHAA
ha Tepi acTbl — mai Kabatbl XKyKka 6onapl. 6O, Kanbin-
TacKaH HapectenepaiH, 64,0+4,6% Tepi *KaMbINFbICbIHbIH,
Tyci 603 KbI3fbinT 60s1ca, 6yn 6enri aypy KanbintacnaraH
HapecTenepaiH 46,8+4,8% - pa Kesgecti. Herisri TonTa
TepiHiH, cyp peHi 38,7+4,6% - aa b6aiikanca, 6akbinay To-
6biHaa on 31,2+4,4% »afpanga b6aiikangpl. Herisri Ton-
Ta Tepi Xambinfbicbl 21,643,9%, an 6akbinay TobbIHAA
4,61£2,0% 603 cybuKTepUANbIK 60abIN, OCbl MaNIMeET ali-
bIPMaLUbIIbIFbl CTaTUCTUKANbIK MaHAi 6onapbl (p=0,001).
Herisri TonTa 8,1 % HopecTeHiH, Tepi })KamblNFbiCbl 603 Kbl-
3FbINT CYOUKTEPUANDIK, an 6aKkblnay TobbiHAa TeK 1 Hope-
CTEHiH, TEPICIHiIH, Tyci 603 KbI3FbINT CYyOUKTEPUANbIK 6oN-
Aabl. HerisritonTa 2,7+1,5%, 6akblnay TobbiHbIH 18,313,7%
- [la HopecTenepaiH, Tepi XamblAfFbiCbl TYCi KbI3FbINT 601-
Abl (p=0,001). Herizri TonTa Tepi Tyci 1,8 % cybUKTEPUANDBIK,
0,9% KpI3FbINT cybuKTepUANbIK b6onca, 6akblnay TobbiHAA

10,1 +2,9% HapecTenepAiH Tepi *KamblaFbiCbl CyOUKTe-
puanbik, 16,5£3,6 % HopecTeHiH Tepi *KaMbl/IfbICbl Kbl-
3FbINT CYybUKTEepUANbIK bonabl. byn 6enrinep 6olbiHLWA
[Ja TOMTap apacbiHAAFbl albipMalLblIbIKTap MaHAi 6on-
Aabl(p=0,01; p=0,001).

BB/ KanbinTackaH HapecTenepaiH, 76,614,0%, 6akpbl-
nay TobbiHaa 44,0+4,8% Tepi XamblNFbICbIHbIH, MapMap-
NbIFbl BaKangpbl. LmaHos Herisri Tonta 23,4+4,0% 6aii-
Kanca, 6aKkbinay TobbiHAa UMaHo3 Tek 0,9% 6alikanfaH.
Byn manimeT Xwuiniri ge cTaTUCTUKANbIK MaHAi 6onabl
(p=0,001). Nepuopanbapl LMaHO3 TONTap apacbiHaa bip-
TEKTi KuinikneH Kesgecti (64,9+4,5% koHe 59,614,7%).
AKkpoumaHo3 6akplnay TobbiHAafbl Gananapaa Kuipek
Ke3gecin, 85,3+3,4% Kypaabl, Herisri Tonta 72,1+4,3%
Kypaabl. TonTap apacbiHAafbl avblpmawbinblk p=0,05.
BB/ KanbinTackaH HapecTenepae Keyae KybICbIHbIH,
KepHenyi 30,614,4%, yKTeme KesiHAe KyleMneTiH eHTi-
ry 27,9+4,3%, KabblprapanblkTapablH, TapTblnybl 53,2+4,7%
ke3sgecti. An BB/ KoK HapecTenepae Keyae KyblCbIHbIH,
KepHenyi 19,3+3,8%, KyKkTeme KesiHAe KyleMneTiH eHTi-
ry 0,9%, KabblprapanbikTapablH, TapTblaybl 7,3+2,5%
KesgecTi. byn 6enrinep 6owbiHWa TONTap apacbiHAAFbLI
XMUiNiK aliblpMallbinbiFbl MaHAi 6ongpbl (p=0,05; p=0,001;
p=0,001).

BO/[ KanbinTacKaH LwWana TyblFaH HIapecTenepaix,
eKneciHAe aycKynbTaumMaga Kpenutauuanaybl Cbipbi-
Aap *Kui ectingi. OonipeKk anTKkaHaa, 61,3+4,6% Hape-
cTene ekne — OPOHXTbIH, GapAbIK alMMaKTapbiHAA Kpenu-
TaumManaywol cblpblagap ectiice, 6aKkbinay TobbIHAAFLI
HapecTenepae Kpenutaumanaywbl ceipbingap 25,7+4,2%
ecTingi. lWawbipaHKbl KpenuTaumuanayLwbl Cbipblagap eki
TonTa Aa bipaen aepnik kesgecTi, cankeciHwe 20,7+3,8%
oHe 20,2+3,8%. YcaK KenipwikTi cbipblngap b6/ oK
HapecTenepae xuipek Kesgecti 30,314,4%, 6O/, Kanbin-
TaCKaH Wana TyblAfaH Hapectenepge 6,312,3% Kypasbl
(p=0,001).

Wana TyblnFaH HapecTenepae 3epTxaHanblK Tangay-
NapaaH KblWKblAAbl — CIATiNi Xafoan, neinkoumntrep MeH
C — peaktusTi aKybi3 (CPA) aspexxenepi TangaHapl. 66/
KanbiNTackaH HapectenepaiH 31,5 %, an aypybl MKOK
wana TybinFaH 6ananapapiH, 33,0 % KblWKbiAAbl — Cin-
Tini »Kafgavbl KanbinTbl 6onabl. KanfaH »kafpaknapaa
KbILWKbIAAbI — CiNTiNi @3repicTep 6alKanabl. Apanac »KaHe
meTabonmKanblk aumaos Herisri tonta 64,0+4,6%, 6aKbl-
nay TobbiHAa 65,1+4,6% HapecTenepae Kesaecti. AumMaos
pH 7,01 7,29 )kaHe pH <7,0 apanbiKkTapbiHaa 6enin Ka-
pactbipbingbl. HatukeciHge pH 7,01 — 7,29 apanbiKTafbl
apanac XaHe MeTabonMKanblK auMAo3 Herisri TonTta

Kecte 2 — BB/], KanbinTacKaH *aHe 6O/, KoK, Wana TyblifaH 6ananapaasbl KblWKblAAbI — CINTiAI XKaFaal

Benri Herisri Ton

HaKTbl caHbl %
KaHHbIH, ph KanbinTbl 35 31,5+4,4
pH 7,01-7,29 59 53,2+4,7
pH<7,0 12 10,8+2,9*
Ankanos (pH 7,46 — 7,69) 5 4,5+2,0

BaKblnay To6bl Bapnbifbl
HaKTbl caHbl % HaKTbl caHbl %
36 33,0+4,5 71 32,3+3,2
68 62,4+4,6 127 57,7+3,3
3 2,8+1,6 15 6,8+1,7
2 1,8+1,3 7 3,2+1,2

* Hezizai aHe bakblaay mobbl apacbiHOGFb! aliblpMawbiabiKkmap MaHOi

o1
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53,244,7% Kafmainga, 6akplnay TobbiHOA 62,414,6%
afoanga Tipkengi. pH <7,0 apanac xaHe meTabosnka-
NbIK aunao3 Herisri tonta 10,8+2,9% HapecTee aHbIKTaN-
ca, bakbinay TobbiHAa 2,8+1,6% HapecTede aHbIKTanAbl.
CoHFbl Ma/lIMET CTaTUCTUKANbIK MaHai 6onabi(p=0,05).
Ankanos3 b6/[, kanbinTackaH lWwana TyblifaH Bananapaa
4,5+2,0 % - HAoe *KaFaanaa bonca, 6O/ Kok HapecTenep-
ae 1,8+1,3% karganga 6akkangbl. 6O[, KanbinTackaH
YKaHe aypybl XOK LWasa TyblnFaH 6ananapnarbl KblWKbI-
Abl — CiNTiNi }afaalbl 2 — KecTefe KepceTinreH.

Herisri Tonta 45,0+4,7% - Hpa, 6akblnay TObbIHAA
43,1+4,7 %-HAa KaHZafbl KOMIP KbILWKbI ra3biHbIH, Nap-
unanbabl KpicbiMbl (pCO,) KanbinTbl 60nAbl. MMNOKaNHMA
Heri3ri TonTa 30,6%4,4%, 6aKkblnay TobbiHAa 47,7+4,8%
HopecTede aHblKTangbl. [MnepKanHuA Herisri TonTa
24,314,1%, 6akbinay TobbiHAa 11,9%3,1% HapecTege
aHbIKTangbl. byn eki 6enri 6oMbIHLLIA anbiHFaH MaNiMeTTep
CTaTUCTUKANbIK MaHAi 6onabl (p=0,01). KaHaafbl OTTEriHIH,
napumanbapl KbicbiMbl (pO2) eKi TonTa Aa *KapTbICbIHAH Ken
HapecTeae Kanbintbl 6onabl (54,1+4,7 % »aHe 59,6+4,7%).
b6/ KanbiNTackaH LWwana TyblfaH HapecTeneppe ru-
nokcemua paanengi xui kesgecin, 22,5+4,0% Kypazabl
(p=0,001). 66L *KOK LWana TybiNFaH HapecTenepae TeK

2,8+1,6% xafpanpa Kesgecti. CaTypaumsaHbiH ToMeHaeyi
(<90 %) B66/[, KanbinTackaH bananapaa Wi aHbIKTa/bIMN,
90,1+2,8% 6onca, 6B/ ok bananapaa 35,7+4,6 % caty-
pauMAHbIH TomeHaeyi aHbIKTanabl. 6O/, KanbinTackaH ba-
nanapabiH, 8,1+2,6% caTypauua KanbinTbl 60/ca, aypybl
YKOK B6ananappa 65,1+4,6% 6anaga caTypauma KaabinTbl
afgaga 6onapbl. byn eki 6enri 6olblHILIA ManiMeTTep
CTaTUCTUKANbIK MaHAi 6onapl (p=0,001). EKi TonTa ga 6u-
KapboHaTTapabiH TeMeHAageyi ui kesgecTi (52,3+4,7% xaHe
48,614,8%). BuKapboHaTTapablH, *KOFapbliaybl HETi3ri
TonTa 5,4+2,1%, 6akbinay TobbiHAa 27,514,3% Kafoaiiaa
KesgecTi (p=0,001). Herisaep keTicneywwiniriHib, Kanbin-
Tbl 60nybl Herisri Tonta 18,043,6%, 6aKkbinay TobbiHAA
16,5+3,6% aHbIKTanAabl.

BO/[, KanbiNnTacKaH »KaHe aypybl KOK LWana TyblAfaH
6ananapablH, KaH KepceTKillTepi apacbiHaH NenKouuTTep
meH CPA kapacTbipbingbl. 66/[ KanbinTackaH 6ananapaa
nenkoumTo3 KKni Kesaecin 43,2+4,7% Kypaca, 66/ ok
6ananapga 27,5+4,3% kKypagbl (p=0,05). JlelikoneHus
Heri3ri TonTta 4,5+2,0 %, 6akblnay TobbiHAa 2,8+1,6%
kesgecti. CPA »kofapblnaybl 66/, KanbinTackaH 6ananap-
na 20,7+3,8% Kesgecce, aTa/ifaH aypybl *KOK bananapga
6,4+2,3% Ke3aecTi.

KOPbITbIH/bl

O[] KanbiNTackaH HapecTenep TepiCiHiH TYCiH-

ne 6akblay TObObIMeH canbicTbipfaHga 603
peH 6acbim 6onfaHbl 6alikanabl. Tepi *KaMblAFbICbI-
HblH M3pPMap/blfbl, LMAHO3 KWipeK Ke3aecTi. TbiHbIC
XeTicneywiniriHe ToH b6enrinep, AFHN Keyae KybICbIHbIH,
KepHesyi, }KyKTeme KesiHAe KyleMneTiH eHTiry, Kabbl-
pfapanblKTapablH, TapTbiaybl 6O/ KanbinTackaH Hape-
cTenepae anTapabiKTal Kui 6alikanabl. AyckyabTauuma
HaTuKeci BB/ KanbiNTacKaH HapecTenepae aypybl XKOK,
HapecTeNlepMeH CanbICTbIPFaHAA KpenuTauuanaylbl
cbipblngap 6acbim 6onatbiHbl 6alikanabl.EKi TonTarbl
Wwana TyblNFaH HapecTesnepAe apanac »KaHe meTabo-

JIMKANbIK auMA03 Kuiniri bipaen aepnik kepceTkiwneH
KesgecTi, ananga pH <7,0 apanac »kaHe meTabosuKa-
NblK aunao3 bO/, KanbiNnTackaH HapecTenepae ceHimai
Xuipek 6avikangbl. Jleikountrep MeH C-peakTuBTi
aKybI34blH *KOFapblaaybl HEri3ri ToNTafbl HOpecTenepae
Kni KepiHai.

Ocbl pepektep bBbO[M, KanbinTackaH HapecTenep
KYTiMiHiH || Ke3eHiHeH LWbIKKaHFa AENiHTT KAMHUKANbIK —
3epTXaHanblK HITUXKeNepiHae auTap/biKTalk epeKLenik-
TepAaiH 6ap ekeHAjriH KepceTeai. [lemek, HayKac 6anafa
MeAMUNHANbIK KOMEKTIH, KeiHri KeseHaepiHae Ae KarkeT
60naTbiHbIH Aanenaenai.
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'CAQlYOBA K.f., 'YCKEHBAEBA A., KYMAOYNNAEB b.M., 2HYP}KAHOBA T.A., >CAJIUEBA C.C.

NPOrHOCTUYECKOE 3HAYEHME AMN/TIUDGUKALUU TEHA N-MYC
Y NALUUEHTOB C HENLPOB/ZIACTOMOM

1AO «HMY» umenu C.[. AcgpeHdusaposa, Aamamei
2AO0 «HayuHbil yeHmp neduampuu u demckoli xupypauu», Aamamel

Helipobaacmoma (HB) — ambpuoHanbHAA onyxonb 0emcKoz2o 803pacmad, 803HUKAOWAA U3 cuMnamuyeckol
HepsHOU cucmeMbl, KOMOPAs OMAUYAEMCA CMPeMUMEsbHbIM G2PECCUBHBIM pazsumuem U GYpHbIM Mema-
CMasuposaHueM, a MakKxce rnpu HeKoOMopbIX CAYYAaX XApPaKmMepusyrwasaca crnocobHocmolo K OugghepeH-
UuposKe 8 cmpyKkmype onyxonu u crioHMaHHol pezpeccuu y demeli maaduie 00HO20 2000 HU3HU, Oaxce C
omoaneHHbIMU memacma3samu. JleyeHue demeli ¢ Hb 3as8ucum om 2pynnel pUucka, K Komopoli omHocumcs
nayueHm. ®akmopamu onpedenaouue epynnel pucka Hb asasomcea: go3pacm nayueHma, 10KAAU3AYUA ony-
Xonu, cmaousa 3a60s1e8aHUA, 2UCMO02UYECKUl 8APUAHM U MOAEKYAAPHO-2eHEMUYECKUE XAPaKmMepucmuKu
onyxonu. AMaugukayus eeHa N-MYC Habaodaemcs 'y 20-30% nayueHmos ¢ nepsuyHoli Hb u aensemcs 00HUM
U3 2s1a8HbIX NoKasamenel azpeccusHocmu 3a60n1e8aHus, paHHel ycmolyueocmu K xumuomepanuu u Hebaa-
20MPUSMHO20 NMpPo2HOo3d.

B daHHOU cmamebe npedcmasseHsbl pe3ysnbmamel U3yYeHUS MPO2HOCMUYECKo20 3HAYeHUsA amniaugukayuu
2eHa N-MYC y nayueHmoes ¢ Hb, npone4yeHHbIX 8 HAWeEM YeHmpe.

Knrueewie cnoea: Helipobnacmoma, amnaugukayus 2eHa N-MYC, npoeHo3, demu.

(Ona yumupoeaHusa: Cadyosa M.f., YckeHbaesa A.A., ymaodynnaee b.M., HypxaHosa A., Canuesa C.C.
MpozHocmuyeckoe 3HaveHue amnaugpukayuu eeHa N-MYC y nayueHmos ¢ Helipobaacmomol. [Teduampus u
demckas xupypeus. 2020;3-4 (101-102):59-63.)

'CAAYOBA K.f., 'YCKEHBAEBA A., 2KYMAAYNNAEB b.M., 2HYPXXAHOBA I A., 2CAJINEBA C.C.

N-MYC TEH AMN/IMGUKALMACHIHbIH, HEUPOB/IACTOMA
HAYKACTAPbIHAAfblI BONTKAMAbIK MoHI

1C.}K. AcpeHOuspos amobiHOarel «¥MY» AK, Aamamel
2«[lleduampus #caHe 6aa1aaap Xupypauscsl Folabimu opmansifei» AK, Aamamel

Helipobnacmoma (HE) — cumnamukaneik xcylike xcylieciHeH natida 601ameiH, me3 aepeccusmi 0amybiMeH HaHe
Holndam memacmasbeH cunammasnamelH, coHOali-aK Kelibip #ardalinapoa icik KypblabiMelHOa OuddepeHyu-
ayusanaHy KabinemimeH xcaHe 6ip #cacka OeliiHei 6ananapda, minmi aneic MemacmasoapMeH 0e CMUXUSASbIK
pezpeccuameH cunammanamelH 6010 #acbiHOaFbl SMb6PUOHANObI iciK. Hb emi HaykacmelH Kayin mobsiHa 6ali-
7AIGHbICMbI AHbIKMAnaosl. Kayin mobsiH aHbiIKmalmeslH hakmopaap: nayueHmmid #acol, icikmiH opHaaacyel,
aypy camelcsl, iCIKmiH 2UCMOs102UASbIK HYCKACbI AHE iCIKmiH MOseKynanbiK-eeHemukanslk curnamel. N-MYC
2eH amnauKkayuacel anraw pem Hb aHeiIKkmansaH HaykacmapoeiH 20-30% maH xaHe aypyobiH azpeccusmini-
2iHiH, Xumuomepanusara epme me3iMOiK neH Kosalicel3 6OAMAMHbIH Kepcemkiwi 60bin ecernmenedi.

byn makanada 6i30iH opmansikma emoenzeH Hb 6ap Haykacmapda N-MYC eeHi amnaugukayusacsiHelH 601-
HAMObIK M3HIH 3epmmey Hamuxesepi cunammasfaH.

TyliiHdi ce30ep: Helipobaacmoma, N-MYC 2zeH amnaugpuxkayuscsl, boaxcam, 6ananap

(Cinmeme ywin: Cadyosa }K.f., YckeHbaesa A.A., ymadynnaee b.M., HypmaHosa InA., Canuesa C.C. N-MYC
2eH amAuuUKayuAcbIHbIH Helipobaacmoma HayKacmapsiHOarel 60axcamobikK MaHi. lTeduampus #caHe bana
xupypeuscel. 2020;3-4 (101-102):59-63.)

'SADUOVA ZH.G., 'USKENBAYEVA A.A., 2ZHUMADULLAEV B.M. 2NURZHANOVA G.A., 'SALIYEVA S.S.

PROGNOSTIC VALUE OF N-MYC GENE AMPLIFICATION IN PATIENTS
WITH NEUROBLASTOMA

1«National Medical University» named after S.D.Asfendiyarov» JSC, Almaty
2 «Scientific Centre of Pediatrics and Pediatrics surgery» JSC, Almaty

Neuroblastoma (NB) is an embryonic tumor of childhood, arising from the sympathetic nervous system, which
is characterized by rapid aggressive development and rapid metastasis, and in some cases characterized by
the ability to differentiate in the structure of the tumor and spontaneous regression in children under one year
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of age, even with distant metastases. Therapy of children with NB depends on the risk group to which the
patient belongs. Factors that determine the risk group are: patient age, neoplasm location, stage of the disease,
histological variant of the neoplasm, and moleeular genetic characteristics of the neoplasm. Amplification of
the N-MYC gene is observed in 20-30 % of primary neuroblastomas and is one of the main indicators of disease
aggressiveness, early chemotherapy resistance and poor prognosis.

This article presents the results of studying the prognostic value of amplification of the MYCN gene in patients

with NB treated in our center.

Key words: Neuroblastoma, NMYC gene amplification, prognosis, children.

(For citation: Saduova ZH.G., Uskenbayeva A.A., Zhumadullaev B.M., Nurzhanova G.A., Saliyeva S.S. Prognostic
value of NMYC amplification in patients with neuroblastoma. Pediatriya i detskaya khirurgiya - Pediatrics and

children’s surgery. 2020;3-4 (101-102):59-63.)

AKTYAJIbHOCTb

b - ambpuoHanbHaa CoNMAHAA 3/10KaYecTBEHHas

Onyxo/b CUMMATUYECKOW HEPBHOM cucTeMbl. 3a-
6onesaemocTb B PK cocTtaBnsier okono 6 - 7 cnyyaes Ha 1
MWJIMOH AETCKOro Hacenenus (go 15 ner), uTo cooTseT-
cteyeT 7,0 — 8,0% OT BCex 3/10KaYeCTBEHHbIX HOBOObOpa-
30BaHMM geTckoro BospacTa [1]. HB moKeT BO3HMKaTb B
Ntoboi aHaToMmMyecKoi ob1acTu, rae pacnosaraeTcsa CUm-
naTuyeckasa HepsHas cuctema. Hb B Hayane 3aboneBaHus
He MmeeT cneundryYecknx CUMNTOMOB, a Ha/IMYmMe *Kanob
y MAUMEHTOB, TaKMX KaK InxopazKa, 60ab B KOcTAx, 60/1b B
YKMBOTE, renaTomeranans, CAMNTOM «OYKOBY» C 3K30pTasb-
MOM U1 Ap., CBUAETENbCTBYIOT O PACNPOCTPAHEHHOCTU NN
reHepanunsaumm onyxonesoro npouecca. Hanbonee yacto
HB meTacTasmpyeT B KOCTU, KOCTHbIM MO3T U InMdaTnye-
CKMeE y3/bl U NeYyeHb, peako - B nerkne n LHC [2]. 9Tuo-
norma HelipobaacTom 40 CUX NOP OCTaeTca HeACHON. s
paHHEeN AMArHOCTUKKM B psge cTpaH (AnoHuna, KaHaga)
NPOBOAWNINCH CKPUHWHIU AEeTel OT HEeCKONbKUX Heaenb
00 6 MecaYyHoro Bo3pacrta, KOTopble NO3BOAMAMN BbIABUTb
AeTel ¢ 61aronpuATHBIM TEYEHUEM, HO MPU 3TOM  KOU-
4yecTBO AeTel ¢ 4 cTaguel u cayvyam neTasbHbIX MCXOA0B
He yMeHbLlKNOoCb. 3TOo 06bsicHeHO TeM, YTo HE y aetei
[0 6 mecAueB MMeeT «bnaronpuATHoe» TeYeHUe, TaK Kak
0onyxosib CNOCOBHA K CMOHTAHHOM pPerpeccum, B CBA3N C
yem npoBeaeHUe CKPUHUHIA Y AeTelt A0 7 MecAUeB He
peKkomeHA0BaHO. BmecTe ¢ TeMm MpoBoAMMbIV B ANOHUK
M ABCTPUM CKPUHUMHT aeTel oT 9 go 12 mecaues, gaet
BO3MOXHOCTb BbISIBNATb FTeHETUYECKM HebnaronpuaTHble
U reTeporeHHble onyxonu [3,4,5,6].

CornacHo npoToKoNy INSS (International
Neuroblastoma Staging System), guarHos HB ycTaHaB-
JIMBaeTcA c/edyrolimMmm cnocobamm: 1) ructonornyecku
noaTBepKAEHHbIM AnarHos (buoncus onyxonu); 2) gu-
arHO3 YCTaHaB/IMBAETCA MPU OOHAPYKEHUU TUMUYHbIX
Onyxos1eBbIX KAETOK B acnupaTte Uan B 6MonTaTe KOCTHOMO
MO3ra, a TaKKe Npu NoBbILLEHNM YPOBHS KaTEXO/1aMUHOB
B MOYE UM B CbIBOPOTKE KpoBMU. Mpn ycTaHOBAEHUU Ana-
rHo3a BTOPbIM cnocobom, HeobxoaMMOo HayaTb Hesames-
JINTENIbHO XMMMWOTEPANWIO, TaK KaK Ha/IMuMe OMyXosieBbIX
KNEeTOK B KOCTHOM MO3re, rOBOPUT O MEeTAacTaTUYeCKOM
Nopa*keHNMM KOCTHOrO MO3ra, YTO YXyAlaeT NporHos 3a-
6onesaHua. B ganbHelilem onpeaeneHve CTagun Hewu-
pobnactombl, NPOBOAUTCA B ABa 3Tana: nepsbl 3Tan

3aK/1t04aeTCA B onpeaeneHnmn Tonorpaduryeckom ctaguu,
cornacHo Kputepusam INSS, BTopoli aTan B onpeaeneHun
rpynnbl pyUcKa (Tonorpaduyeckas CTagus aHaAU3UpPyLoT-
CA COBMECTHO C AaHHbIMU MONEKYIAPHO-TEHETUYECKMX U
NlabopaTopHbIX METOA0B UccenoBaHua) [7].

OfHOV M3 NPUHLMMIMNANBHO BaXKHbIX Npobaem ABAA-
eTCA CNOMKHOCTb NpOorHosuposBaHmA. PakTopbl Hebna-
roNPUATHOrO NMPOrHO3a BKJ/OYAIOT: BO3PACT NauuMeHTa
cTapwe 1 roga, meTtacTtasbl B KOCTU M KOCTHbIA MOS3T,
CermeHTHble XPOMOCOMHble abeppauun, TaKue Kak
del 11p36, del 11q u +17q, amnandukauus reHa N-MYC,
Mmopdonornyeckn HeamddepeHUMpPOBAHHAA OMNyXosb,
BbICOKMI MUTOTMYECKUI MHAEKC [8]. B HacToAwee Bpe-
MA HeT eguHOro noaxofa K Tepanuu HelpobiacTombl,
TaK COMaCHO aMepPUKAHCKOMY MPOTOKOAY MNauMeHTbl C
OMyXO0/blo MEepPBOI CTaAnK, B C/y4ae MOJIHOW pe3eKuun
onyxonu ¢ abcostoTHO NtobbIMM NoKasaTenamu (Bo3pacrT,
reHeTU4YecKne XxapaKTepuUCTMKN-Hanpumep amanduKkaums
reHa MYCN v T.4.) OTHOCATCA K rpynne HU3KOTO PUCKa,
TOrAa Kak no eBponemcKkomy nNpoTOKONY 3TUX NaLMeHTOB
cnenyeT NeyYmTb NO rpynne BbICOKOTo PUCKA, TO eCTb, AETH
noABepralTca XMMWUOTEPANUU, XUPYPruyeckomy eye-
HWIO0, BbICOKOA03HOM XMMMOTEPANUM C NOC/eaytoLWwen ay-
TOTpaHcnanTauuen n nyyeson tepanuei [9].

N-MYC — AaBnAeTca KNeTOYHbIM NMPOTOOHKOrEHOM ce-
MeNCcTBa TPAHCKPUMLMOHHbIX ¢pakTopos. N-MYC kogupy-
€T OAMH U3 AAepHbIX 6esKoB, KOTOPbIA y4acTBYET B CO3-
OAHUM TPAHCKPUMUMOHHbBIX PEryaaTopHbIX KOMMJIEKCOB
co cneunduyeckmmm HK-cBA3bIBAOWMMMN CBOMNCTBAMMU,
pacnonaraetca reH N-MYC Ha KOPOTKOM Mnaevye XpoMOCO-
Mbl 2 B noKyce 2p24. benku cemenctsa MYC UrpatoT LeH-
TPa/sIbHYIO PO/b B KOHTPONE KNETOYHOrO LMKAQ, KAeTou-
HoM nponndepaumn. OH BbINOAHAET BAXKHYIO PerynaTop-
HY0 GYHKLMIO B MPOLLEeCCe MUTPALMM CTBOSIOBbIX K/IETOK,
MOAYNALMM anonTo3a, NAPUNOTEHTHOCTU U auddepeH-
umposku [10,11,12]. OHKoreH N-MYC perynvpyet reHbi
MHOYeCTBEHHOWN SIeKapCTBEHHOW ycTonumBocTM — MRP1
n MDR1 [13]. N-MYC KOHTpONUPYET 6e/IKK, y4acTByoLLNE
B 6buoreHese pubocom, 6iarogapa sToMy BAUAET HA CUH-
Te3 6enka. B HopmanbHbIX KNeTKkax ypoBeHb 6enka N-MYC
cTporo peryaupyetca ¢ocdaTtmamnnmHo3UToN-3-KUHA30M
(PI3K), KoTopas ctabunnsmnpyet 6enok n perynnpyer ero
BK/IIOYEHME B KNETOUYHbIN UMKA [10]. AMnandukauma JHK



— MexaHu3m, 6narogapsa KOTOPOMY KNETKM 3/T0KAYEeCTBEH-
HOM OMyxoan NPMOBpPEeTaroT CBOMCTBO KNOHMPOBATb YacTH
CBOEro reHoMa W 3To NPMBOAUT K TMNEPIKCNPECCUmn Kne-
TOYHbIX OHKOreHOB, MyTeM KOTOPOro Onyxo/sieBas KaeTka
nosy4yaet NPemMyLLECTBO B POCTE M PE3UCTEHTHOCTb K
xumuoTepanuu. feH N-MYC - nepBbli OHKOreH B CONUA-
HbIX OMYXONAX, AN KOTOPOro Hbla 06Hapy»KeHa amnau-
duKauma, T.e. yBe/IMYEHMNE KONMYECTBA reHa 4-KpaTHO Mo
CPaBHEHMIO C pedepeHCHbIM Y4aCTKOM, TOKAIU3YIOLWMM-
€S Ha 3TOM e XPOMOCOME, B OCHOBHOM 3TO LLEHTpoMep-
Haf 06/1acTb. YpoBeHb aMniMdUKaLUKM STOro reHa npwu
HB onpegensetca B ananasoHe oT 4- go 500-kpaTHOro
yBenimyeHus, yacto ot 50- o 100-kpaTHoro. Onyxonesblit
noteHumnan N-MYC cBA3aH MMEHHO C NPOLLECCOM aMM/n-
dVKauMmM, TaK Kak MyTaumm B npeaenax ero pyHKUMN He
obHapyeHbl [11, 14].

Uenbto Hawero wuccnepoBaHUA ABNAETCA UM3yye-
HMWE MPOTrHOCTMYECKOro 3HaAYeHUA aMnAnPUKaLMM reHa
N-MYC y naumMeHTOB MNpPOJIEYEHHbIX MO €BPONencKkomy
npotokony NB-2004 B HayyHOMm UeHTpe neguatpumn u
netckoin xupyprum (HUMNAX) Pecnybanku KasaxctaH, B
nepuog ¢ 2013 no 2019rr.

OBbEKT U METOAbI UCCNEAOBAHUA
poBeneHO PeTPOCMNEeKTUBHOE MUCCAefoBaHNe BCex
neteit ¢ HelMpobiacTomom, NoAyYaBLWNX NeYeHne

COrNIAacHO eBponenckomy npoTokony nedeHunss NB 2004
8 HUNAX 3a nepuog c 2013 no 2019r. B uccnepgosaHue
BKAtoYeHbl 140 peTeil, KOTOPbIM AMArHO3 YCTaHOB/IEH U
BepndULMPOBAH Ha OCHOBAHWUW KPUTEPUEB MEXKAYHA-
poAaHOM Knaccndukaumum onyxonen. BoiaBnaemocTs no ro-
AaM 1 06LLan XxapaKTepucTuKa nauueHToB NpeacTasaeHbl
COOTBETCTBEHHO Ha puUCyHKe 1 un Tabauue 1.

NaeHTndukauma reHa NMYC oueHMBaAn ¢ NOMOLLbHO
aHanu3a mexdasHol dayopecueHumm in situ rubpuansa-
umnn (FISH) KneToK u faHHble NpeacTaBaeHbl B Tabauue 2.

Pesynbratbl Tepanuu: obLias BbIXKMBAEMOCTb B 3aBU-
CUMOCTM OT cTamu 3aboneBaHUA OLUEHEHbl N0 MeToay
KannaHa-Matiepa n npeacTaBieHbl Ha pUCYHKax 2-4.

CpaBHWUTENbHbIN aHaNN3 NPOBOAMACA MO CAEAYHOLNM
napameTpam: BO3pacT Ha MOMEHT NOCTAaHOBKM AMarHosa,
non, cTagus 3abosieBaHuA, NOKaN3aLUSA OMYXO/N.
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Tabnanua 1 — 06Lwan xapaKTepMCTMKa NaLMEHTOB C Hepo-
6nactomoli (n=140)

XapakTepucrtuka 3HaueHue
CpeaHuii Bo3pacr (ner): 2,6 (0.1-17.9)
0-12 mecsues 53 (37,8%)
1-5 net 65 (46,4%)
5-10 net 16 (11,5%)
ctapuwe 15 net 6 (4,3%)

Mon

MalbvYUKKN : eBOYKU
MepBuUYHaA NoKannsaumna onyxonu:

72:68 (51,4% : 48,6%)

19

MaNbYuUKKN : A€BOYKHN

I'IepBleaﬂ NIOKann3auua onyxonu:

HaAMNoYeYHUK
cpegocTeHve

3a6pIOLWMHHOE NPOCTPAHCTBO
Cragua 3aboneBaHua:
crtagua |

ctagma ll

cragua |l

cragua IV

ctagma Vs

22

15

10

5

14
v

0

BrIgBiIsseMocTh 110 rojgamM

B2013r =2014r 0O2015r B20l16r BH2017r ®m2018r ®W20I9r
PucyHok 1 - BbigsBnsiemocTb Helpobiactombl y geten no rogam (n=140)

HaZno4Ye4YHUK 37(26%)
cpepocTeHune 9 (6,4%)
3a6pHOLWNHHOE NPOCTPAHCTBO 78 (55,7%)
Masblil Ta3 4(2,9%)
apyrue 12 (8.6%)
Hanuume meracrasos:
HeT 30(21%)
aa 110 (79%)
Crapgua 3aboneBaHusn:
ctaausa | 14(10%)
craaua ll 6(4%)
craama Il 18(13%)
ctagusa IV 88(63%)
ctagma Vs 14(10%)
Tabnnua 2 - XapaKTepucTMKa  MauMeHToB  C
amnandukaumel reHa NMYC (n=26)
XapaKkTepuctuka 3HaueHue
CpepHuii Bo3pacr (ner): 2,5
0-12 mecAaues 6 (23,1%)
1-2 ropa 12 (46,2%)
2-5 net 5(19,2%)
cTapue 5 net 3 (11,5%)
Mon

13:13 (50% : 50%)

13(50%)
2(7,7%)
11(42%)

1(3,8%)
1(3,8%)
1(3,8%)
21(80,8%)
2(7,7%)
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Bcero: 140; [0,42+0,04]

PucyHok 1 - O6was BblxkMBaemocTb getei ¢ Hb 3a 2013-
2019r

BepoarHocTb

0 1 2 3 4 5 [} 7
roam

Bcero: 18; ymepno: 7. [0,59+0,12]

PucyHok 2 — O6wwasn BbixkMBaemocTb geten ¢ Il ctagueit
3aboneBaHus

PE3Y/IbTATbl U OBCYXAEHUE

I—I pu pacnpeaeneHun obcneposBaHHbIx 140 nauym-
€HTOB MO TreHAEepPHOW MPUHALNENKHOCTU Cylle-
CTBEHHOW Pa3HULbl He BbIBEHO - Ma/ibiMKOB bbl1o 72
(51,4%) cnyuaes, peso4vek 68 (48,6%) cnyyaes. CpegHuii
BO3pacT Habaogaembix 60/bHbIX cocTaBua 2,6 roga: c
npeobnagaHuem getent ot 1-5 net, coctaBuBwmne 46,4%
(65) cnyyaes, aeteit go roga -37,8% (53), ot 5 net go 10
net-11,5% (16), crapwe 15 net-4,3% (6). BbilensnoxeH-
Hble JaHHble NoATBepPXKA4atoT, UTo HB yacTo BbiABnAeTCA Y
aetent mnaawe 5 net, n ctapwe 15 neT NpakTUYECcKU He
BbIABNAETCA.

Y 55,7% (78) peteii nepBnYHan onyxo/b J0KaNM30Ba-
Ha B 3abpHOLWMHHOM NPoCTpaHcTBe, y 26% (37) — B Hagno-
YyeyHuKax, y 8,6% (12) — B apyrux obnactax, y 6,4% (9) - s
cpenocteHuu, y 2,9% (4) — 8 manom Tasy. Takum obpasom
yacTo nsnbneHHon nokanmsaumen Hb asnsetca 3abpto-
LWMHHOE NPOCTPAHCTBO M HAAMOYEYHUKN.

[unarHos yctaHoBseH Ha | ctagun 3abonesaHunsa y 10%
(14) naumenTos, Ha Il ctaguu — 4% (6) aeten, a lll ctagum
KoHCTaTupoBaHa y 13% (18), Ha IV ctagumn y 63% (88), cTa-
Aann Ha IVs —10% (14) neteir. U3 14 peteli c 4s ctagueiny 4
(28,5%) B AMHaMUKe OTMEeYeHbl NPorpeccupoBaHma 3abo-

0.9
08
07
06

BepoartHocTh

o 1 2 3 4 5 6 T
ropas:

Bcero: 14; Ymepno: 4 [0,59+0,13]

PucyHok 3 — O6Lasn BbiXKMBaeMoCTb aeten ¢ IVs ctagunen
3aboneBaHus

NleBaHMA U JanbHelWwan Tepanua NpoBeaeHbl no rpynne
BbICOKOrO puCKa.

Mpu oueHKe 3pPEKTUBHOCTU NEYEHUA AETEN C HENPO-
61acTomol 06LLas BbIXKMBaeMoCTb cocTaBuna 42% (pucy-
HOK 1).

Mpw aHanu3e pes3ynbTaToB NPOBEAEHHON Tepanuu no
cTaguam, obwan BbixkMBaemocTb npu | u Il ctagmm 3a6o-
nesaHuA coctasnam 100% coorseTtcTBeHHO, npu lll ctaguu
59 %, npu IVs ctagnn 59%. Hanbonee xyawmne pesynsraTsl
peructpupoBaHbl npu IV ctaguii 3abonesaHma, Npu KOTo-
poWi 061Lan BbIXKMBAeMOCTb cocTaBuna 24%.

Y4nTbIBan Le/b Halero nccnefoBaHua Mbl U3y4nan nc-
X0f, NaLMeHTOB ¢ HelipobnacTomoin Ana onpeaeneHus npo-
FHOCTMYECKOro 3HaYeHuA reHa N-MYC. Mpu cbope AaHHbIX
13 140 nauMeHTOB C HelpobaCTOMOM, Mbl BbISBUAN Y 26
(18,6%) peteit amnanduKkaumio reHa N-MYC, U3 KoTopbIx
ymepnn 19 naumeHntos (73%). CpefHWit BO3pacT B rpynnax
¢ amdanoukaumeit reHa NMYC nponcxoamno ¢ oguHaKo-
BOM YACTOTOM Yy Manb4yMKOB M AeBoyeKk no 50% B Karkaon
rpynne. Y aeteii Ao roga sbisiBuaocb 6 geteit (23,1%), 1-2
roga 12 naumeHTos (46,2%), 2-5 net 5 geteit (19,2%), cTap-
we 5net 3 naumeHTa (11,5%), 3T pesynbTaTbl FOBOPAT O

BeposATHOCTh

"] 1 2 3 4 =) 6
roabi

Bcero: 88; Ymepno: 56 [0,24+0,05]

PucyHok 4 — O6uian BbiXKMBaeMoCTb geTei ¢ IV ctaguen
3aboneBaHus



TOM, 4YTO amnandumkauma reHa NMYC vale BcTpeyaeTca y
netel ctapue roga. Y 13 (50%) aeteit nepBuYHasn onyxosb
JIOKaNIM30BaHa B HagnodeyHuKkax, y 11 (42%) — B 3abptow-
WHHOM MpocTpaHcTBe Uy 2 (7,7%) B cpefocTeHmu. Takum
06pa3om 4acTo W3NOBNEHHON NIOKanu3aumeln Helpob-
NlacTombl ¢ amnandukaumein reHa N-MYC sasnaetcs 3abpto-
LWMHHOE NPOCTPAHCTBO U HaAMOYe4YHUKN.
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Y 21 (80,8%) nayMeHTOB C Haanunmem amnanduKa-
umn reHa N-MYC 3aboneBaHue gMarHOCTUPOBaHO Ha IV
cTaguu, B 2 cayyvasx (7,7%) c IVs ctagueit, nno 1 (3,8%)
cnyyato npu 1,2,3 3aboneBaHusa. Tem cambiM, NaLueH-
Tbl ¢ amnandukaumern reHa N-MYC 4vawe BbIABAANUCH
Ha 4 cTaaui 3aboneBaHnA U UMeNU HeBNaronpPUATHbLIN
ncxoga,

BbIBO/AbI

Amnnmdmxau,wﬂ npoTooHKoreHa N-MYC ansaetca
MOLLHbBIM MPOrHOCTUYECKMM MHAMKATOPOM MO3A-
HUX cTaguii HB 1 BbICTPOro NporpeccrpoBaHunsa ONyxonu,
KOTOpbIE YXYyALLAtoT NPOrHo3 3aboneBaHus. ®akT HeraTus-
HOro BAMAHMA amnandukaumm reHa N-MYC noateepraa-
eTcA B Hawem mnccaenoBaHmmn. OCHOBHOM MPUYMHOM 3a-
nyweHHocTn HB sBnsetca cnabas oHKoneamaTpuyeckas
HACTOPOXKEeHHOCTb Bpayel MMCI 1 y3Kux cneumanuncTos,
HU3KOM MHPOPMMUPOBAHHOCTU poauTenen, KoTopble Npu-
BOAAT K MO34HEl MOCTAaHOBKE AMArHO3a WU yXyALIeHUHo
nporHosa 3abonesaHus.

TepaneBTUYECKMIA MPOTOKON OKasanca HU3Koapodek-
TUBHbIM Ha NO34HUX CTaANAX (BbIXKMBaemocTb npu |V cTa-
ann - 24%) 3aboneBaHUA U NPy HaMYMKM amndanKaLmm
reHa N-MYC (obuwan BbIXKMBAeMOCTb - 27%).

PaHHee BbifgBneHMe HB cnocobcTBOBaIO paHHEMY Ha-
Yany NPOTUBOOMYXONEBOM TePanuU U pe3ynbTaTbl BbIXKU-
BaemocTtun coctasunm 100% npu | n Il ctagunax.

B cBA3WM C HeyaoBNETBOPUTENIbHbBIMK pe3yabTaTaMu
JleveHnsa no3gHux ctaanin HB, Ha cerogHAWHUIN AeHb ak-
TYaNbHbIMM OCTAKOTCA BOMPOCHI a/NbTEPHATUBHbLIX METO-
[0B Tepanuu.

KnuHu4eckue peKomeHdauuu no se4eHuro nayu-
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OnbIT NAPUMEHEHUA ABC/VEN AHATU3A ONA OLEHKU
PALUMUOHA/IbHOIO UCMNOJ1Ib3OBAHUA NEKAPCTBEHHbIX CPEACTB

AO «Hay4yHebili yeHmp neduampuu u demckoli xupypauu», Aamamel

B 0aHHol pabome nipedocmassneHsl onbim npumeHeHus ABC/VEN-aHanu3a 8 oueHKe payuoHansHocmu uc-
M0/1b308AHUSA OEHEeXHbIX CPedcme Ha AeKapcmeeHHble npernapamsl 8 HayyHom yeHmpe neouampuu u dem-
ckoli xupypeuu 8 2019 200y. B peaynemame nposeodeHHO020 aHAAU30 YCMAHOB/1EHO, YMO KAdcC A, Ha Komopbie
pacxodyemcs 80 % 61003 ema, cOCMosa MOsbKO U3 HU3HEHHO 8AXHbIX NPernapamos, Kyod He 80WsU AeKap-
cmeeHHble cpedcmea be3 0okazamesibHoOU aghghekmusHOCMU (8mopocmerneHHble), Ymo caudemesnibcmayom o
PAUYUOHANBHOM UCM0M6308GHUU OEHEHCHbIX U /1IEKAPCMBEHHbIX cpedcms 8 OGHHOM y4YpercdeHuu 3a uccaedye-
Mol nepuod.

Kniouesvie cnoea: ABC/VEN-aHanu3, nekapcmeeHHole cpedcmed, 3heheKkmusHocmos, MOHUMOPUH2, payuo-
HasnbHOCM®.

(Ana yumupoeaHusa: Meiwarosa K., Akwanoea A.T. Onbim npumeHeHus ABC/VEN aHanu3a 015 oueHKU pa-
UUOHQ/IbHO20 UCMO/b308AHUA f1leKapcmeeHHbIx cpedcms. eduampus u demckaa xupypeuda. 2020;3-4 (101-
102):64-67.)

MbILLWAHOBA T.K., AKLLAJZIOBA A.T.

[9PI-A9PMEKTEPAI NANAANAHYObIH, PALMOHANAbIFbIH
BAFAJIAYbIHOA ABC/VEN - TAJIAAYbIH KONOAHY TOXIPUBEC

«Meduampus *caHe 60aaaap XUPYP2UACHI FolAbIMU 0pmMarnsiFel» AK, Aamamel

Meduampusa #aHe 6a1aa0p XUPYP2UACHI FbiAbIMU 0pManbiFbiHOa 2019 xbinFsl 03pi-03pMeKmMep2e KapHbiHbI
HymcaydoiH ymbiMOblabiFbiH 6aranay ywiH ABC/VEN manoaybiH K0AOaHY APKbisbl YCbIHbIAFAH HYMbIC. 3epm-
mey xypeisinzeH keseH0e, manday Homuxeci 6olibIHWa A KaacebiHOa 6r0dxcemmiH 80% -bl 6MipaiK MaHbI30b]
OapinepdeH mypamoliHObIFbl HaHe MmuiMOinik dasnendemenepi HoK 0apinik 3ammap HoK ekeHi, byn ylivimoa
0apinik 3ammapdbl ymeIiMObl KOAOAHbIAFAHObIFbIH Kepcememeoi.

TyiiiHdi ce30ep: ABC/VEN-manday, 0apinik 3ammap, muimoinik, 6aKsiaay, ymoiMmobisbiK.

(Cinmeme ywiH: MoiwaHosa I.K., AKkwanosa A.T. [lapi-0apmekmepdi nalidanaHyobiH payuoHandbiFeiH 6ara-
naysiHoa ABC/VEN - mandaybiH KondaHy maxcipubeci. lMeduampus xaHe 6ana xupypauscsl. 2020;3-4 (101-
102):64-67.)

MYSHANOVA G.K., AKSHALOVA A.T.

EXPERIENCE WITH ABC/VEN ANALYSIS TO ASSESS THE RATIONAL
USE OF MEDICINES

«Scientific Center of Pediatrics and Pediatric Surgery», Almaty

This paper presents the experience of using ABC / VEN analysis in assessing the rationality of the use of funds
for medicines at the Scientific Center of Pediatrics and Pediatric Surgery in 2019. As a result of the analysis, it
was found that class A for which 80% of the budget was spent consisted only of vital drugs, which did not include
drugs without evidence of effectiveness (secondary), which indicates the rational use of money and drugs in this
institution for the study period .

Keywords: ABC / VEN analysis, medicines, effectiveness, monitoring, rationality.

(For citation: Myshanova G.K., Akshalova A.T. Experience with ABC/VEN analysis to assess the rational use of
medicines. Pediatriya i detskaya khirurgiya - Pediatrics and children’s surgery. 2020,;3-4 (101-102):64-67.)



O,u,Ha 13 Hambonee akTyasibHbIX 33434 B 34paBo-
OXpPaHeHMW - pauMoHaNbHOE WCNONb30BaHUE
NleKapCTBEHHbIX CpeacTB. B KayecTBe npoctoro u ad-
$EeKTMBHOTO MeToga MPU3HAETCA, MPOrpamma OLLEHKM
MCNONb30BAHUA JIEKAPCTBEHHbIX CPeacTB, KOTopas no-
3BONAET MOHUTOPUPOBATb MPABUAbLHOCTb MX HA3Haue-
HUA. PazpaboTaHHYO Nporpammy MOXKHO MCNONb30BaTb
ONA aHaNM3a NPUMEHEHUSA OTAE/bHbIX JIEKAPCTBEHHbIX
npenapaToB, TaKXKe OLEHKM CTeNeHM PaunoHaIbHOCTU
Tepanuu onpeaeneHHbix 3aboneaHnin. CpaBHMBaA dpak-
TMYECKOe UCMO/Ib30BaHMe NpenapaToB C 3apaHee Bblpa-
60TaHHbIMW KPUTEPUAMMK, NPOrpaMmma OLEHKM UCMNOb-
30BaHUA NIeKAPCTBEHHbIX CPEeACTB MO3BOJIAET BbIABUTb
HEenpaBW/ibHYIO, HE pPaLMOHANbHYD M HeonpaBAAHHO
[0POroCTOALLY NeKAPCTBEHHYO Tepanuto. KAMHMKO-3-
KOHOMMYECKMN aHanM3, KaK MHCTPYMEHT MNporpammbl
OLLEHKM WCMNO/Ib30BaHMA JIEKApPCTBEHHbIX CPeacTB Mo-
3BO/ISIET:

1. YnopagounTb HasHaYeHus Bpaven;

2. O60CHOBaTb BKAOUYEHME IEKAPCTBEHHbIX CPEACTB B
dopmynsapbl MegULIMHCKMX OpraHU3aLnii;

3. DKOHOMUTb CpeacTBa NyTem ONTUMMM3ALLMM PACXO-
[0BaHUA BIOAKETHbIX CPeACTB;

4. BHeapaTb CUCTEMbI YNPABAEHUS KauecTBOM Meam-
LMHCKOM nomoLuun. NMpumeHaemaa MeTog0n0rmMa A0KHA
BbISIBNATb MPUOPUTETHbIE TPYNMbl NPEenapaTos, UCNO/b-
30BaHMA KOTOPbIX MOXKET AaTb HAUBO/bLLMIA SKOHOMMYE-

Ne3-4 (101-102)/2020

INEAUATPUA N1 AETCKASA XUPYPTUA

CKUM U KNUHUYECKUI 3ddeKT. OCHOBOWM TaKOM MeTOA00-
r'Mun, BUOAMU KAMHUKO-9KOHOMMWYECKOTO aHa/nn3a ABnA-
etca ABC/VEN-aHanus, npMmeHAembli BO BCEM MUpE C
1981 ropa.

Pe3ynbTaTbl KAMHWKO-3KOHOMMYECKOTO aHa/iM3a w
OLLeHKM MCMOJIb30BaHMA NEKAPCTBEHHbIX CPEACTB, MOTyT
CAYXUTb ONS NPUHATUA pPelleHui Npu MNaaHMpPOBaHUK
3aKyna JIeKapCTBEHHbIX CPeACTB U NPOBeAeHUA MOHUTO-
PUHIa pauMOHa/IbHOrO MCMO/Ib30BaHMA N1€KApPCTB B Me-
OMUMHCKOW opraHmsaumm. ABC/VEN-aHanu3 sasnsetca
0b6BbEKTMBHOW HEOOXOAMMOCTBIO M NO3BOJIAET MOBbLICUTD
pauMOHaNbHOE Ha3HaYeHWe JleKapCTBEHHbIX Mpenapa-
TOB, 3P PEKTUBHOCTb KOTOPbIX AOKAa3aHa; MCKAOYNTb NPuU-
MeHeHMe HeapPeKTMBHbBIX M HeBe30nacHbIX ANA NaLMeH-
TOB npenapatoB. KomnaeKkcHas oueHKa 3KOHOMMUYECKOM
N KNMHUYECKOW 3P PEKTUBHOCTU NEKAPCTBEHHbIX CPEACTB
No3BO/SET NPUHATb HEOOXOAMMbIE MEpPbI ANA YAYULLEHUA
MCMNONb30BaHMA SIEKAPCTB, MyTEM NPOBEAEHUNA MEPONpu-
ATUIA MO 0OyYeHMIO Bpayel, peryiMpoBaHmna NCnoib30Ba-
HMA NEeKapCTB B MeAMULMHCKON OopraHusaumn. Mcnonbso-
BaHME KNMHUKO-IKOHOMMUYECKOr0 aHanu3a B PYTUHHYIO
NPaKTUKY MeAMUMHCKOM OpraHM3aunmn AOMXKHO Cnocob-
CTBOBATb MOBbILWEHUIO 3GDEKTUBHOCTU PAabOTbl NPAKTU-
YECKMUX BPAYeN, CHUKEHUIO KO/IMYEeCTBA MeAMKaMeHTO3-
HbIX OLIMBOK, MOAMNPArMasnn, OCNIOKHEHUIM IEKAPCTBEH-
HOM Tepanuu, U, COOTBETCTBEHHO MOBbLIWEHNIO KayecTBa
JIeYEeHMA U KAYecTBa KMU3HM NALUEHTOB.

LUE/1b PABOTbI
M3y4nTb PaLMOHaNbHOCTL MCMOAb30BaHMA NeKapCTBEHHbIX cpeacTs B AO «HayuHbIi LeHTPp neguatpum u 4eTCKoi

XMpyprumn» nytem uncnosnbsosaHuna ABC- n VEN-aHanmsa.

METOLO0N0rna NPOBEAEHUA PABOTbI

BC/VEN-aHanu3 370 ABa CBA3aHHbIX Mexay coboi

BMAA aHa/NM3a, HeobxoaMMble ANA NpoBeseHUs
NMOJIHOLEHHOW PEeTPOCMNEeKTUBHOW OLLEHKU WCMONb30Ba-
HUWA IeKapCTBEHHbIX cpeacTs. Metoamka ABC aHanunsa oc-
HOBaHa Ha npuHumne B. MapeTto «80 Ha 20», rnacAawem,
yto 80% pesynbtata onpegensetcs 20% dakTopos (oa-
HMM M3 yO4AYHbIX BAPMAHTOB TPAKTOBKM 3TOr0 MPUHLMNA
MOHO CYMTATb NonoxKeHue, 4to 20% ycUAnn NPUHOCAT
80% ycnexa) [1,2]. MpeanonaraeTca pacnpeaeneHue pac-
XOZ0B Ha TPW 3aTpaTHble rpynnbl:

A - Hanbonee 3aTpaTHasa (80 % pacxomos), B - cpea-
He 3aTpaTHble (15% Bcex pacxomos), C - mano 3aTpaTHas
rpynna (5% 3atpaT). JaHHoe pacnpegeneHue BKAOYaeT
HECKOJIbKO 3TanoB NpoBeAeHUA:

1. OnpegeneHune aHaNU3MpPyeEMOro NepUoaa;

2. CocTaBneHus nepeyHs BCEX UCMO/Ib30BAHHbIX ne-
KapCTBEHHbIX CPEACTB;

3. OnpegeneHne KOANYECTBA KaXKA0ro UCMO/Ib30BaH-
HOrO IEKaPCTBEHHOrO NpenapaTa 3a aHanM3mMpyemblit ne-
pwoga,;

4. PacyeT 3aTpaT Ha KaxkAabl noTpebneHHbIN nekap-
CTBEHHbIV NpenapaT B abCONOTHOM BblpayKeHUM 3a onpe-
[eNeHHbIN nepuos;

5. PaH}KMpoBaHMe npenapatos B nopsaake ybbiBaHUSA
3aTpar;

6. PacueT gonv 3aTpaT Ha KaxAblii npenapaTt B npo-
LeHTax nopacratowei. PaHXupoBaHMe NPOM3BOAMTCA C
ncrnonb3oBaHvem nporpammbl EXCELL. O6biuHO B rpynne A

Tabnuua 1- OnpegeneHre NPUOPUTETHOCTU NIEKAPCTBEHHbIX NpenapaTtos ana VEN-aHanusa [2,5]

KU3HEHHO BaXKHble
(V-Vital)

JleKapCTBEHHbIE CPeaCcTBa, HeobXoAMMbIE AN CMACeHUsA MU3HWU (NEKTPOAUTbI, HAPKO3HbIE Cpes-
CTBa, aHTUBMOTHKM, NPOTMBOOMYXO/IEBbIE CPEACTBA), MOCTOAHHO TPebyloLWMecs ANs noaaepx aHms

WU3HM (Hanpumep, MHCYINH, IIOKOKOPTUKOCTEPOUAbI) M Te, MOoC/Ie NPeKpaLLeHnsa npuema KoTo-
pbIX Pa3BMBAETCA CUHAPOM OTMEHbI.

Heobxogumbie
(E-Essential)
BTopocTeneHHble
(N-Non-essential)

JNekapctBa, addeKTUBHbIE NPY IEYEHUM MEeHEee OMacHbIX, HO Cepbe3HbIX 3a6oneBaHui.

JlekapctBa A1a NedYeHUs «nerkux» 3abosieBaHUM; npenapatbl C COMHUTENbHOW 3ddeKTUBHO-
CTbi0; OPOrOCTOALLME C CUMMTOMATUYECKMMM MOKA3aHUAMM.
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oKasblBaeTcs 10-20% noTpebneHHbIX NpenapaTtos, B rpyn-
ne B - 10-20%, B rpynne C - 60-80%. MNone3HocTb ABC aHa-
/M3a NoBbileHa nyTem ero KombuHaumm ¢ VEN aHanusom,
KOTOPbIA MOKa3blBAeT OnpefeneHHblt MHAEKC «BaXKHO-
CTM», COMNACHO Kputepuam: V - npenpaT UMeeT BbICOKYIO
CTeneHb AOKa3aTeNbHOCTW; E- BaXKHOCTb BbICOKa, HO He
abcontoTHa; N- BaXKHOCTb BbI3blBaeT COMHEHME, Headdek-
TUBEH, NYCTbILWKa, NpenapaT NpoTUBOMNoKasaH (Tabanua 1).

MPOBEAEHUE ABC/VEN-AHAJIU3A

Bce nekapcTBeHHble npenapaTbl 6blAn pacnpegene-
Hbl MO MeXAYHapOAHbIM HENaTEHTOBAHHbIM Ha3BaHMAM
(MHH). Bce nosvumMm paHKMPOBAIUCL MO KOJUYECTBY
pacxof0B, Ha Kaxaoe NeKkapcTBo. JlekapCTBeHHble cpes-
CTBa Ha OCHOBAHUWN UMEIOLLIUXCA AAHHbIX [OKa3aTeNbHOM

MeANUMHbI, HALUMOHANbHbBIX CTaHAAPTOB U peKoMeHAa-
LM, a TaK}Ke MHEHWIM aKcnepToB OblAKn pasaeneHbl Ha Tpu
KaTeropuu: V (3KM3HEHHO BaHble), E (Heobxoanmbie) n N
(sTopocTeneHHble). AHTUBUOTUKKM, SNEKTPONUTbLI, NAa3s-
MO3aMeLLatoLLMe PacTBOPbI, HAPKO3Hble CPeacTBa, Npo-
TUBOOMYXONEBbIE CPEACTBA OblIM OTHECEHDI K }KU3HEHHO
Ba)KHbIM M HEOOXOAMMBIM JIeKAPCTBEHHbIM CpeacTBaM
(kaTeropum V u E) [2,5,7]. Takke ncnonb3osasnca Kasax-
CTaHCKUIM HauMoHaNbHbIA NeKapCcTBEHHbIN dopmynsap oT
25 anpens 2019 roga. AHanus nposoguacs ¢ 01 dpespansa
no 25 ¢espans 2020 roga, 8 HayyHom LeHTpe neguaTpum
W geTckon xmpypruu (HLUMNAX), B oTaene nekapcTBeHHOro
obecneyeHuns. Bcero Ha NeKapcTBeHHble cpeacTBa (umc-
KNHOYEHbI U34eNns MeAULMHCKOro HasHavyeHua) 3a 2019
rof 6b110 3aTpayeHo 977 864 731,74 TeHre.

PE3YNbTATDI

bliee KONMYECTBO HAMMEHOBAHWUI NEeKapPCTBEH-

HbIX CPeACTB MO MeXAyHapoAHOMY HenaTeH-
TOBAaHHOMY Ha3BaHWIO, npumeHeHHbIxB HUMAX 3a
aHanmMsmMpyemblin nepuog coctasuio 488. CornacHo
nposegeHHomy ABC-aHanmsy Ha 51 npenapat rpynnbl
A 6b110 M3pacxoaoBaHo 80% 6oAKETHbIX CPeacTs; Ha
75 npenapaTtos rpynnbl B — 15% obwmx 3aTpaT; Ha 362
npenapata rpynnbl C—5 % 3aTpart (tabnvua 2).

Tabnunua 2 - PacnpepeneHne MCNONb30BaHHbIX JieKap-
CTBEHHbIX CPeACTB NO 3aTPATHbIM rpynnam

fpynna  KonuuectBo HaMMeEHO- durHaHCcoBbIe 3aTpaThbl,
BaHWIA NpenapaTos TeHre
abc % abc %
A 51 10,5 782291 785,392 80
B 75 15,4 146679 709,761 15
C 362 74 48 893 236,587 5
Wtoro 488 100 977 864 731,74 100

PesynbTtaTtbl VEN-aHanusa nokasanu, 4to B rpynny
V (M3HEHHO BakKHble JIeKapCTBEHHble cpeacTBa) BO-
wno 303 HaMMeHOBAHUI IEKapPCTBEHHbIX NpenapaTos
(62%), uTo cocTtaBuno 94,2% oT Bcex 3aTpaT; B rpynny
E (Heobxoaumble NeKapCTBEHHble CpPeacTBa) BOLWIO
150 (30,7%) HaMMeHOBaHUI JIEKAPCTBEHHbIX CPEACTB
— 4,5% 3atpaT; B rpynny N (BTopocTeneHHble fekap-
CTBEHHble cpeacTBa) BOwWM 35 HaMMeHOBaHMI npena-
paToB — 7,2% nekapcTBeHHbIX cpeacts — 1,3% 3artpart
(tabnunual).

Tabnuua 3 - PacnpeaeneHme UCno/ib30BaHHbIX eKap-
CTBEHHbIX CPeACTB MO MPUOPMUTETHOCTM, COMIACHO AaH-
HbiMm VEN aHanusa

fpynnbino  KonuuectBo Haume-  PUHAHCOBbIE 3aTpaThl,
npuopu- HOBaHWM NpenapaTos TeHre
TETHOCTU abc % abc %
Y 303 62 921199 408,22 94,2
E 150 30,7 44 392 325,07 4,5
N 35 7,2 12 272 998,45 1,3
Utoro 488 100 977 864 731,74 100

Tabnuua 4 - CooTHoweHMe NoTpebaeHHbIX IeKapCTBEH-
HbIX CPEACTB MO MPUOPUTETHOCTU U UHAEKCY «BAXKHOCTUY

lpynnbl no v E N

NPUOPUTETHOCTM  abc % abc % abc %
A, n=51 51 100 0 0 0 0
B, n=75 55 73 16 21,3 4 5,3

C, n=362 197 54,4 134 37 31 8,6

Pesynbrathl ABC/VEN-aHanu3a nokasanu, 4to 62 %
BCEX JIEKAPCTBEHHbIX CPEeACTB, BOWeEAWNX B MepeyeHb,
ObINN KU3HEHHO BaykHbIMK, 30,7 % — HeobxoaAnMbIMU U
7,2% — BTOpOCTENEHHbIMW.

C yyeTom MOJSyYeHHbIX AaHHbIX, B rpynny A BOLW/M
100% Bcex npenapaTtos Kateropumn V; 0% Bcex npenapa-
TOB KaTeropumu E; 0% Bcex npenapatoB 3 Kateropum N. B
rpynny B Bownu 73 % Bcex npenapaTos Kateropun V; 21,3
% Bcex npenapartoB Kateropuu E; 5,3 % Bcex npenapartos
n3 Kateropun N. B rpynny C sownu 54,4 % Bcex npena-
patos Kateropuu V; 37 % npenapatos Kateropum E; 8,6%

npenapaTos u3 Kateropun N (Tabanua 4).

BbIBOA,

I/I cnonb3zosaHne ABC/VEN-aHanun3a ycTaHoOBMWIO,
4YTO NeKapCTBEHHble cpeacTBa Knacca A, Ha
KoTopble pacxoayeTcsa 80 % 6rwoaxeta HUMNAX, cocTo-
AN TONbKO M3 XMU3HEHHO Ba’KHbIX NMpenapaToB. TakxKe
6bl/I0 BbIABNEHO OTCYTCTBME B 3TOW rpynne mepuka-
MeHTOB 6e3 goKasaTe/NbHOW 3pdeKTUBHOCTU (BTOpO-
cTeneHHble). ITO ABASETCA [OKa3aTeNbCTBOM palu-

OHanbHoro mcnonbsosaHma B HUMAX geHeXHbIX m
NiekapcTBeHHbIx cpeacTts B8 2019 roay. ABC/VEN-aHanus
ABnaetcA 3POEKTUBHbIM MHCTPYMEHTOM AAA NpwU-
HATUA peleHUn NpM NNAHUPOBAHMWM 3aKyna nekap-
CTBEHHbIX CPeACTB U NPOBeAeHNA MOHUTOPUHIA paLum-
OHa/NIbHOTO UCMNONb30BaHUA IEKAPCTB B MEeAULLMHCKOM
opraHusauum
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MAWTBACOBA P.C., BYIbIBAM A.A., EP}KXAHOBA T.E.

OCOBEHHOCTU NEPBUYHOW APTEPUAZIbHON TMNEPTEH3UMN
Y AETEA U NOAPOCTKOB

AO «Hay4Hsbili yeHmp neduampuu u 0emckoli xupypauu», Aamamel

MposedeHa pempocrnekmusHas OueHKa yHKYUOHAAbHO20 COCMOAHUA cepdeyHo-cocyoucmoli cuicmemsbl y 51
demeli u nodpocmkos ¢ nepsuyHoli apmepuanvHoli eunepmer3sueli (IMAl) Ha 0OCHOBAHUU pe3ys1bMamos Ksu-
HUKO-UHCMpPYyMeHmManbHsix ucciedosaHull. ¥ boabwiuHcmea (96,1%) demeli u nodpocmkos ¢ Al 8bidgeneHsbi
HacnedcmeeHHas 0MA20WEeHHOCMb M0 cepOeyHO-CoCyOUCMbIM U SHOOKPUHHbIM 306071€8AHUAM, a MAKHE ac-
coyuuposaHHsie hakmopsl pucka paszsumus Al MpusedeH KauHu4Yeckul cay4yali OuazHOCMUKU nepeuyHol
apmepuanbHol aunepmeH3uli y NnoOpocmka.

Knroueseolie cnosa: demu, nodpochu, nepeuYyHasa apmepuasibHAA caunepmeH3uA.

(Ana yumuposaHusa: Malimbacosa P.C., byzbibali A.A., EprxcaHosa I E. OcobeHHocmu nepsu4Hol apmepuasb-
Holi eunepmeH3uu y demeli u nodpocmkos. lNeduampus u demckasa xupypaus. 2020;3-4 (101-102):68-73.)

MAWMTBACOBA P.C., BYfbIGAW A.A., EPYKAHOBA T.E.

BANNANAP MEH XKAC ©CNMIPIMAEPAET! BIPIHWINIK APTEPUAJIK
TMNEPTEH3UAHDbIH, EPEKLLUENIKTEPI

«Meduampus #aHe 6aaanap Xupypeuscsl FolabiMu opmansirel» AK, Aamamei

KnuHuKansik aHe acnanmeik 3epmmeynepdiH Homuxcenepi 6olbiHWa GipiHWInNiK apmepusnsik a2unepmeH-
3uameH (BAT) aybipameiH 51 6ananap meH xacecnipimoepoe Hypek-KaHmMamolp xcyleciHiH yHKUUOHAMObIK
wardalielH pempocriekmusmi b6aranay xcypeizindi. BAl-meH aybipamelH 6ananap mMeH xacecnipimoepoiH
Kenuwiniz2iHoe (96,1%) #ypeK-KaH mambipaapsl #aHe SHOOKPUHOIK aypynapobiH MYyKbiM KyanalimelH aybipm-
nansirsl, coHOali-ak BAI 0amybiHbIH Kayinmi ¢pakmopaapsl aHeiIKmanodsl. acecnipimoe GipiHwinik apmepu-
ANbIK 2unepmeH3UsHbl AHbIKMAyOblH KAUHUKA/bIK #aFoalibl KeamipinaeH.

TyiiiHdi ce3dep: bananap, #acecnipimoep, bipiHWInNik apmepusansiK 2urnepmeH3us.

(Cinmeme ywiH: Malimbacosa P.C., byrbibali A.A., EpycaHosa [E. bananap MeH xcac ecrnipimoepdeai 6ipiH-

Winik apmepusnsiK 2urnepmeH3usHbiH epekwenikmepi. lleduampus xaHe 6ana xupypauscel. 2020,;3-4 (101-
102):68-73.)

MAITBASOVA R.S., BUGYBAI A.A., ERZHANOVA G.E.

FEATURES OF PRIMARY ARTERIAL HYPERTENSION IN CHILDREN
AND ADOLESCENTS

“Scientific Center of Pediatrics and Pediatric Surgery” JSC, Almaty

A retrospective assessment of the functional state of the cardiovascular system in 51 children and adolescents
with primary arterial hypertension (PAH) was carried out based on the results of clinical and instrumental
studies. The majority (96.1%) of children and adolescents with PAH were found to have a hereditary burden of
cardiovascular and endocrine diseases, as well as associated risk factors for the development of PAH. A clinical
case of diagnosis of primary arterial hypertension in a teenager is presented.

Key words: children, adolescents, primary arterial hypertension.

(For citation: Maitbasova R.S., Bugybai A.A., Erzhanova G.E. Features of primary arterial hypertension in children
and adolescents. Pediatriya i detskaya khirurgiya - Pediatrics and children’s surgery. 2020;3-4 (101-102):68-73.)
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AKTYAJ/IbHOCTb

I—I epBUYHanA (3cceHUManbHan) apTepuanbHas rmnep-
TEH3MsA ABAAETCA OAHOW U3 Hanbosiee YacTo BCTpe-
Yatowmxca 3aboneBaHn cepaevyHO-COCYANCTOM CUCTEMDI
(CCC), npnBogALWEN K PA3/IMYHbBIM OC/TIOXKHEHUAM, CMepT-
HOCTb OT KOTOPOro coctasnseT bonee 50% B CTpyKType
obuelt neTanbHOCTN Cpean B3pocaoro HaceneHus [1], n s
3TOM CBA3U, UMeeT H60/bLLYI0 MeAMUKO-COLMANbHYIO U 3KO-
HOMMYECKYO 3HAaUYMMOCTb. KaK n3BecTHO, NnepBMYHada ap-
TepuanbHas runepteHsua (MAT) Hepeako dopmupyeTca y
neten B npe- 1 nybepTaTHOM BO3pacTe U B Aa/ibHelwem
B OO/IbLUMHCTBE C/Iy4aeB Y HUX PA3BUBAETCA TMMNEPTOHMU-
yecKas 60n1e3Hb BO B3poc/iIoM nepuroge. TaK, No AaHHbIM
MyTtadban O.A. (2009), MNAT gocTuraeT CBOero nuka K
NoApPOCTKOBOMY BO3PacTy, Uy BONbLUMHCTBA U3 HUX apTe-
puanbHasa runepteHsus (Al) obycnoBneHa BeretaTMBHOM
ANCOYHKUMEN TMNEPTEH3UBHOIO TMNA U, B 3TOM cBA3M Al
Y HUX ABAETCA NepBUYHOM (3cceHumanbHol) [2]. Y 33-
42% peteit ¢ noBblWweHHbIM Al U B NOAPOCTKOBOM BO3-
pacte Al octaeTca cTabunbHO NoBbIWEHHbIM WYy 17-26%
M3 HUX B Oa/ibHEWMLIEM Pa3BMBAETCA FMMNEePTOHUYECKas
6onesHb (IB) [2].

B nocnegHue rogbl pocT pacnpocTpaHeHHoCTH AT
cpeau AeTCKOro HaceneHus CBA3bIBAOT CO 3HAUYUTENb-
HbIM yBE/IMYEHNEM YNCNA AETEN U MOAPOCTKOB C MU3-
6bITOYHBbIM BECOM U OXMPEHUEM MEPBUYHO IK3OreH-
HO-KOHCTUTYLMOHANbHOIO reHesa, CcovyeTalWwMmcs
B 80% cnydyaes ¢ Al [3,4]. Kak M3BeCTHO, OXKUpeHue
W apTepuanbHan rMnepTeHsuna, ABAAKOLWMECA COCTaB-
HOM YacTbl0 TaK Ha3blBAEMOro «MeTabonnyecKoro
CUHAPOMa», OTHOCATCA K OCHOBHbIM paKTOpam puUCKa

pa3BuTMA 3ab0neBaHUIN CepaeYHO-COCYAUCTON U IH-
OOKPUHHOM cucTem [3,4].

BepoAaTHOCTb pa3suTua Al NOBbIWAETCA TaKKe npu
MaJsionoABU»KHOM 0b6pase KU3HU, HecbanaHCMpPOBAH-
HOM M HepaLMOHaNbHOM MUTAHUM, NOBbIWEHUM B KPO-
BW YPOBHEN TPUMIULEPUIAOB U XONECTEPUHA, KYPEHUHU
n ap.

Y petelt M NOAPOCTKOB NPWU ANUTENbHO COXpaHA-
towenca Al MoryT pa3BMBATbCA U3MEHEHUA B BUAE
rmnepTpodmmn MMOKapaa NeBOro Xenyaouka, yToslle-
HUA MbILEYHOTO C/10 KPOBEHOCHbIX COCYA0B, pa3Bu-
TUA NpeXAeBpPeMeHHON XEeCTKOCTU CTEHOK apTepui
n ap. [5,6]. 3TM U3MeHeHnA B AanbHeNWwem npu cra-
6unbHo popme Al, KaK U y B3POCAbIX, BEAYT yXKe K
HeobpaTMmbiM nameHeHusam B CCC, B MoYKax U B gpy-
rMX OpraHax v cuctemax, U B 3TOW CBA3M, Heobxoau-
Ma paHHAA AgumarHoctuka Al n cBoeBpemeHHoe ee
nedyeHwe [5,6].

C y4eTom yKasaHHbIX paKTOpOB Ba*KHO MOMHWUTb, YTO
CBOEBPEMEHHOE NPOBEAEHME MeponpuUATUIA Mo npodu-
naktuke Al B 4€TCKOM 1 NOAPOCTKOBOM BO3pacTe, MOXeT
6bITb ropasgo 6onee 3¢dHEKTUBHLIM, YEM BO B3POC/IOM
nepuoge (2,4,7].

Takum obpasom, yBenmyeHne B nocneaHue AecATu-
NeTVA 4acToTbl NEPBUYHON apTEPUANbHOW TUNepTeH-
3UM y AeTel U NOAPOCTKOB, MPUBOAALLEN NO Mepe B3pPOo-
CNEeHUA K peanbHOMYy pUCKY GOPMUPOBAHUA TaKMX ce-
pbe3HbIX 3ab0NeBaHU, KaK rMNepToHMYecKan 6osesHb,
MHOAPKT MUOKapAa, MHCYALT U Ap. NOAYEPKMUBAET ee
aKmyasnabHOCMs.

LLENTb UCCNEAOBAHUA
M3yunTb 0cO6EHHOCTU PYHKLMOHANBHOIO COCTOAHNA CePAEYHO-COCYANCTON CUCTEMbI Y AeTel 1 NOAPOCTKOB C nep-

BMYHOM apTepuanbHOM runepTeHsnen.

OBbEKT U METOAbI UCCNNEAOBAHNA

poBeneH PEeTPOCMEKTUBHbIM aHANN3 UCTOPUN

6onesHn (23) u ambynaTopHbIX KapT (28) geTen
M NOAPOCTKOB B Bo3pacTe oT 13 go 17 net c anu3oaa-
Mn nosbiweHna ALl, y kotopbix cpeaHee ALl, cornacHo
KnaccuduKkaumm, 6bin10 paBHO nbo Bbiwe 95-ro nep-
LEeHTMNA ANA AAHHOro BO3pacTa, nona M pocrta [8],
npoxoauslinx obcneposaHne u nedyenne 8 HUMAX B
2015-2019 roabl. Bcero 6bin 51 naumeHT. U3 HUX: Masib-
yukos - 39 (76,5%), aesouek — 12 (23,5%). CooTHOLwe-
HMe mManbuynKoB/aesouyek coctasuio 3,2:1. NauneHTsbl
C CMMNTOMATUYECKON/BTOPUUHOW AT BbIIN UCKAOYEHDI
M3 nccnefoBaHmA.

Y Bcex uccnegyembix NaLMEHTOB C MOBbIWEHHbIM
yposHem A[] nposoguacsa cbop Kanob, faHHbIX aHa-
MHe3a, OoLeHKa pU3NYECKOro pasBUTUA C USMEPEHUEM
pocTa, Beca W pacyeTa MHAEKca maccbl Tena (MMT).
Bcem 6b110 NpoBeAeHO CTaHAAPTHOE KANHUKO-UHCTPY-
MeHTaNbHoe obcnenoBaHMe, a TaKXe cneuyuasnbHble

MEeTOZbl NCCNeA0BAHMA, BKAOYALOWME: OLEHKY UCXOA-
HOro BereTaTMBHOro TOHyca [9], aneKTpokapaguorpa-
¢uio B 12 cTaHAapTHbIX oTBeaeHMAX (IKT), axoKkapau-
orpaduto (3xoKr) c gonnneporpadueir u uBeTHoe aon-
NnaepoBCKOE KapTUpOBaHWE, CYTOYHOE (XONTEePOBCKOE)
MOHMTOPUPOBaHKMeE apTepuanbHoro aasneHuns (CMAL),
CYTOYHOEe (XONTepoBCKOE) MoOHUTOpUpoBaHMe IKI
(CM3KT), anekTposHuedanorpadpuio n Benosprome-
Tputo. Opyrne meTtoabl UCCAenoBaHUA U KOHCYAbTaLUK
cneyvanucTtamm (HEBPOIOTroOM, OKYJIMCTOM, 3HAOKPW-
HOJI0roM) NPOBOAUINCH MO NOKA3aHUAM.

[eTtein n nogpoCcTKOB NO YPOBHIO NoBbiweHMA A/l pas-
Aenvau Ha rpynnbl: | rpynna — ¢ nosblweHHbIM ALl (oT
120/80 pgo 129/80 mm.pr.cT.) - 25,5% (13); Il rpynna — ¢
apTepuanbHol runepteHsueit 1-i ctenexu (ot 130/80 oo
139/89 mm.prt.cT.) - 52,9% (27); lll rpynna — c apTepuans-
HOW runepteHsmneit 2-i cteneHn (ot 140/90 mMM.pT.CT. U
Bbiwe) - 21,6% (11).
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PE3Y/IbTATbl U OBCYXKAEHUE

Hacnep,CTBeHHaﬂ OTATOWEHHOCTb MO CepaevyHo-Cco-
CyAMCTbIM (rMnepToHUYecKan 6onesHb 1 Ap.) U 3H-
OOKPUHHBIM (M36bITOYHBIN Bec 1MBO OXUpeHUe, caxap-
Hbl Anabet) 3aboneBaHMAM Oblia BbiABAEHA Yy Npeob-
napatowero 6onbwinHCcTBa (96,1%) nauneHTos ¢ Arl, npu
3TOM YYMTbIBA/ICA BO3PACT poguTenen, KOTOpblM HAa MO-
MeHT aebtoTa 3abonesaHuns (meHee 55 ner). MaTonorunye-
CKMe 0COBEHHOCTM XapaKTepa U IMYHOCTU (TPEBOXKHOCTD,
pPa3apaXKMTENbHOCTb, SMOLMOHAIbHAA HEYCTOMYMBOCTb,
arpeccuMBHOCTb M Ap.) BbisiB/ieHbl B 76,5% cnydaes. He-
[OCTaToyHaA [ABuratesibHas aKTMBHOCTb/rMnoagnHamus
(Kpome ypoKoB GU3KYNLTYPbI B WWKOAE, APYTMMU BUAAMM
bur3nYecKom KynbTypbl HE 3aHUMaNNUCb MO BblIM OCBO-
60 AeHbl OT YPOKOB GU3KYNbTYPbI) oTMedanuch B 94,1%
cnyyaes. [lpodeccrmoHanbHbIMM BUAAMM CNOPTA 3aHU-
Manucb AUWb 3 NoApocTKa. HeoHaTanbHaa natonorua
(HegOHOWEHHOCTb Pa3IMYHOM CTENEHW, BHYTPUYTPObHan
runotpodua u ap.) otmevanuce B8 25,5% (13) cnyyaes.
KypeHnune — B 11,7 % (6) cnyyaes. [oBblleHHOE NoTpe-
6neHne nuwesoin conn — B 37,2% (19) cnyyaes. MpusHa-
KM paHHero popmMmmnpoBaHUA NoaoBoM U pusnyeckoin spe-
noctm - 3,9% (2).

Manobbl y naumeHToB € nosbiweHHbIM Al 1 ¢ Al Ho-
CU/IN KaK 0OLWLMIA, TaK U MECTHbIN XapaKTep. XapaKTep a-
nob y getent ¢ Al Mmen npenmmyLecTBeHHO uepebpanb-
HYIO HanpaB/EHHOCTb B BUAE YaCTbIX, HEPEAKO YNOPHbIX
ro/IoBHbIX 60/s1el, NoBbIleHHON yTomaaemoctn (96,1%).
Hapagy c yKasaHHbIMM Kanobamu, Obinn Kanobbl Ha
6011 B 0b1acTn cepALa KONMKOLLEro XxapaKTepa 1 cepale-
B6MeHUA NpU MNCMXO3IMOLMOHANAbHbIX Harpyskax (68,6%);
Ha 3aTpyaHeHHoe AbixaHwe, 60aM B 06/1acTM NpPaBoro
nogpebepbs U BbICTPYHO YTOMAAEMOCTb NpU GU3MYECKOM
Harpyske (37,2%); Ha NOBbILEHHYIO NOT/IMBOCTb NaA0HEN
n cron (25,5%), Ha NOBbIWEHHYID METeo4YyBCTBUTE/b-
HOCTb (23,5%), Ha ronoBoKpyXeHue (9,8%), Ha 4YyBCTBO
6ecnokoicta (21,5%) u pasgparkuTtensHocTts (11,7%). Y
13,7% peteit ¢ AT 0oTMeYanMCb HOCOBblE KPOBOTEYEHMUSA
C Pa3NNYHON NEPUOANYHOCTBIO U NMPEUMYLLECTBEHHO B
NIeTHWUI nepuoga,.

Y Bcex o6cnenoBaHHbIX naumeHToB ¢ Al 6bi1n BbIAB-
JIeHbl CUMMNTOMbI BEFreTaTUBHON ANCHYHKLUM B TON MM
WMHOW CTeNeHW BbIPaXKEHHOCTU. Y GO/bLUMHCTBA M3 HMUX,
He3aBMCUMMO OT cTeneHu Al, BereTaTMBHas AUCOYHKLMA
nposBAAaacb N0 CUMMNATUKOTOHUYECKOMY TUMY - B 68,6%
(35), Torma Kak cmeluaHHOro TMna Habatoganacb —B 31,4%
(16) cnyuaes.

KAnHMYyeckne gaHHble OCMOTPa AeTen U NOAPOCTKOB
CBUOETENIbCTBOBA/IM O MOBbIWEHHON peakTuBHocTn CCC,
NPOABAAIOLLENCA B YPE3MEPHOM YYaALLEHUN CEePAEYHbIX
COKpalleHunl 1 nosbliweHnn ALl B OTBET HA SMOLMOHab-
Hble U ncuxonorndeckme Harpysku. Y 11 (21,5%) naymen-
TOB BbIC/YLUIMBANCA CUCTO/IMYECKUI LIYM Ha BEPXYLUKE, B
5-11 TOUKe ayCKynbTauuu CEPALA M Ha COHHbIX apTepuax
cnaboi nMbo cpeagHen MHTEHCMBHOCTU, MATKOTO Tembpa,
pacueHMBaeMbli KaK «lyM CUCTONIMYECKOro Bblbpoca

KPOBW», XapaKTepPHbIA ANA reMOAMHAMUKM TUNEepKMHe-
TMYecKoro Tuna.

Y 6onbwmnHcTBa (78,4%) naumeHToB Habnwoganacb
MArKaa runepTeH3na, KOTOpas Bblpakanacb B He3Ha-
ynTenbHom nosbiweHnn A B npeaenax ot 125 ao 135
MM.pT.cT. Mpu 3TOM HabaoganoCch NPeUMyLLECTBEHHO
nosbiWweHne cuctonnyeckoro A1, Toraa Kak guacrtonmye-
ckoe A/l octaBanocb nMb0O B Npegenax gonycTtMmon Hop-
Mbl, 1M60 HabAOAaNOCh HE3HAYUTEIbHOE €ro MoBbllle-
Hue. ApTepuanbHaa rMNepTeHsmns 6blna TPAH3UTOPHOM,
NlabunbHOM, 0b6YyCNOBNEHHAA 3a4acTyld  MCUXO3MOLMO-
Ha/NbHbIMM NeperpysKkamm.

Y 51% (26) naumeHTos c MAT oTmeyvanca U3bbITOUHbIN
Bec, y 29% (15) - oxkupeHue 1-ih ctenenm ny 13,7% (7)
- OXKMpeHUne 2-i CTeneHu, Toraa Kak HOPMabHbIN BEC Ha-
6ntoganca scero nwb B 5,9% (3) cnyyaes. Kak n3BecTHo,
MeTabo/IMYeCcKMit CMHAPOM - 3TO He TOJIbKO meTabonu-
YyecKkne, HO U FOPMOHa/ibHble HapyLUeHWA, ABAAlOLWMecA
OCHOBHbIMM MPUYMHAMM PA3BUTUA CEPLEUYHO-COCYOM-
CTbIX (rMnepToHMYecKan 60/1e3Hb, Nemmnyeckas bonesHb
cepAua M Ap.) U 3HAOKPMHHbLIX (caxapHblt agmabeT 2-ro
TMna) 3abonesaHuit Bo B3pocnom nepuoge (3,4,7]. Ona
3TOW rpynnbl AeTel U NOAPOCTKOB OblIN XapaKTepHbl OA-
HOObOpa3HOe NUTAHWE MYYHbIMU NPOAYKTaMU U HeaoCTa-
TOYHaA ABUraTeNbHaA aKTUBHOCTb.

Mpn 6BUOXMMUYECKOM UCCNEA0BAHNN KPOBM HapyLle-
HUE NUMNUOHOTO CnekTpa (NoBbllWEeHHAsa KOHUEHTpauus
TPUINMLEPUAOB M MOHMMKEHHAA KOHLEeHTpauua Auno-
NpPOTENA0B BbICOKOW NIOTHOCTM) BblaN BbisiB/IEeHbI B 9,8%
(5) cnyyaeB y NauMEHTOB C OXKMUpeHuem 1-i (2) u 2-i cTe-
neHen (3) 1 NOBbILWEHHbIN YPOBEHb MOYEBOM KUCNOTbI Y
04HOro NOAPOCTKA C OXMpeHuem 2-i cT. Y Bcex obcne-
[0BaAHHbIX MALMEHTOB YPOBEHb [1IOKO3bl HAaTOLLLAK OblN B
npegenax HOpmbl.

Mo gaHHbIM KT y 60/bWMHCTBA NALMEHTOB C NOBbI-
WweHHbIM ALl (69,2%), ¢ AT 1-i ctenenn (81,5%) n y Bcex
nauneHToB ¢ Al 2-i cTeneHW OTMevyanocb HapylueHue
npoueccos penonapusaumn. Y 13,7% (7) naumeHToB Bbl-
ABNEHa CMHycoBasA Taxukapaua, y 11,7% (6) — ykopoue-
Hue mHTepsana PQ. Y 5 nogpocTkoB ¢ Al 2-ii cTeneHu
OTMEYasoCb MOBbILEHUE 3/IEKTPUUYECKON AaKTUBHOCTU
MUWOKapAa /1eBOro XenyaouKa.

Mo pesynstatam CMA/L, npoBeAeHHOrO C Lenbto Noa-
TBEPKAEHMA NoBbllWeHUA ALl 1 yTOYHEHUA CTEMEHU ero
BbIPAXKEHHOCTM, OblAN NOMYYeHbl Creayowme AaHHble.
Tak, cpean naumeHToB C NoBblweHHbiM A 1 amouuno-
Ha/IbHOW peakumel Ha «benbili xanat» (3-23,1%), y KoTo-
pbIX Ha NpMeme y Bpaya OTMEYannCb KpaTKOBPEMEHHbIe
noabembl cuctonmyeckoro Al (oo 129/69 mm.pT.ct.), npm
nposeaeHnn CMA/ B cyTodHOM npodune ALl Bbille Aon-
YKEHCTBYIOLLMX HOPM, T.e. Bbille 120 MM.pT.CT., He HabAto-
Aanocb. [ns 3TUX AeTel U NoAPOCTKOB Bbl/IN XapaKTepPHbI
BblPaXKEHHbIE CMMMNTOMbI BereTaTMBHOM AUCOYHKUUKU U
3MOLMOHaNbHOW NabunbHOCTU. MonyyYeHHble JaHHble He
WCKNIOYAIOT BEPOATHOCTb PAHHWUX MPOSABAEHUA COCyaM-



CTbIX U3MEHEHUI B OpraHM3me M MOryT CBUAETENbCTBO-
BaTb O BbICOKOM pUCKe BO3HUKHOBEHMUA Al y 3TUX AeTel B
noapocTtkoBom nepmoge [1,5,6].

B rpynne nauymeHTOB C nosbiweHHbIM ALl U HOp-
MaJIbHOW Maccol Tena, a Tak»Ke C NoBblWeHHbIM Al U C
M36bITOYHbIM Becom (8), uTo cocTaBmio 19,6% cnyyaes,
OTMEYa/I0Cb MOBbILEHNE NPENMYLLECTBEHHO CUCTONNYE-
ckoro ALl (CALl) B TeyeHune gHeBHOro nepuoga. Mpu atom:
cpeaHee CA/OAL 3a cyTku coctasuio — 128/70 mm.pT.cT.
(8 Hopme < 120/80 MM.pT.CT.); B AHEBHOE BpPEmMs CYTOK
— 135/70 mm.pT.cT. (B Hopme — ao 129/80 mm.pT.cT.), B
Ho4yHoe Bpema — 102/62 mm.pT.cT. (B Hopme - go 113/73
MM.PT.CT.); MakcumanbHoe CAA — 149/90 mm.pT.cT. MNynb-
coBOe pgas/ieHuWe 6bl0 NOBbILWEHO (COOTBETCTBEHHO 58
MM.PT.CT, 65 MM.PT.CT., 57 MM.pPT.CT.). YpOBeHb yTpeH-
Hero ALl 6bin B npegenax Hopmbl. [oKasaTenb MHAEKCA
BPEMEHU rMnepTeH3nn He npesbiwan 25%, 4To ABnsAeTcA
XOpOLWMM NnoKasatenem. CteneHb HOYHOIO CHUXKeHua ALl
- HopmasnbHas (“dippers”), Tak KaK CyTOYHbIN MHAEKC MO
CPABHEHMIO C AHEBHBIMW NOKa3aTenaMmn bbin B npegenax
10-20%.

Y naumeHToB ¢ Al 1-i cteneHun (27-52,9%) CpeaHee
CAO/DAL 3a cyTku coctasuno — 136/85 mm.pT.cT.; B
[HeBHOe Bpems CYTOK — 138/87 MM.pT.CT., B HOUHOE
- 111/71 mm.pT.cT.; makcumanbHoe CAL/OAL -
167/90 mm.pT.cT.; UB runepteH3nmn Haxoauncsa B npeae-
nax 25-50%, 4To OTHOCUTCA K NOrPaHMYHbIM M Al cumTaeT-
€A B 3TOM c/iyyae nabunbHol. OTmevanacb NOBbIWEHHAnA
BapuabenbHoctb ALl (17 MM.pT.CT.). YpOBEHb YyTPEHHEero
ALl 6bin B Npeaenax Hopmbl. CTeneHb HOYHOTO CHUMKEHUSA
ALl - 6bina onTumanbHol (“dippers”).

Y naumeHtoB ¢ Al 2-ii cteneHn (11-21,6%) cpea-
Hee CAO/AAL 3a cytku coctasuno — 143/90 mm.pr.cT.;
B AHEBHOe Bpemsa CYTOK — 147/92 MM.pT.CT., B HOY-
Hoe — 113/73 mm.pT.cT.; makcumanbHoe CAA/AAL
—179/112 mm.pt.cT.; UB runepteH3mm coctasua 50% n
b6onee B AHEBHOE BPEMSA, YTO AABAAETCA MNATONOTMYECKMM
n Al OTHOCUTCA K CTabuNbHOM, KOTOPasA CO BPEMEHEM MO-
YKET nepenTn B rMNepToHMYecKyto 6onesHb B3poC/bix. Y
VL, C M30/IMPOBAHHbIM MNOBbILEHWEM CUCTO/IMYECKOTO
apTepuanbHoro aasnenua (MCAL), Habnogaembim npe-
MMYyLLLEeCTBEHHO B nepuoge 6oapcTBOBaHMA, B Aa/lbHeMl-
LUeM BO3MOXHO pa3BUTME Yy HUX ycTolhumsol Al [1,5,6].
Cpeam nccneoBaHHbIX MALMEHTOB Cy4aeB € HOYHbIM A/]
— «night-peaker» He Habnwoganoce.

Takmum obpasom, no gaHHbiIm CMA/L y geten ¢ nosbl-
weHHbim AL v Al 1-i1 n 2-4 cTeneHel OTMeYanoch npe-
MMYLLLECTBEHHOE MNOBbILWEHME cucTonnyeckoro Al npu
HopmanbHom JALl 1 COOTBETCTBEHHO MOBbILWEHWE MY b-
COBOro AasneHuA. CumTaeTcs, YTo cuctonmnyeckaa Al vy
neten n nogpoctkos ¢ MAl obycnoBneHa yBenyeHnem
CepAEeYHOro BbIbpoca v rMnepKMHETUYECKMM TUTIOM KPO-
BOODOpaALLEHMA N BO3HMKAET MPU CUMNATUKOTOHUYECKOM
BapuaHTe QYHKUMOHMPOBAHUA BeretaTUBHOM HepBHOM
cuctemsl [2]. U B Takmx cnydasx MAT pacueHMBaeTcs Kak
BEreToCoCyAMUCTana AWUCTOHUA TMNEePTEH3MBHOIO TMNa U
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INEAUATPUA N1 AETCKASA XUPYPTUA

XOpOLO NoAAaeTcA HEeMeAUKAaMEHTO3HOMY /1e4eHuUto
M MMeeT Nyylwuii nporHos [2]. Ho, mo AgaHHbIM Apyrux
uccnegosaTtenen, npu  M30JAMPOBAHHOM MNOBbILEHUM
CUCTOJIMYECKOTO apTepuasibHOro AaBfieHus, Habnopae-
MOe NpeuMyLLecTBEHHO B nepuoge 604pCTBOBAHUA, B
OanbHelwem BO3MOXKHO pasBUTUE Yy HUX ycToumsom Al
[1,5,6].

IxoKapaunorpaduyeckun y o6cnefoBaHHbIX NALUEHTOB
OO0CTOBEpPHbIX Npu3HakoB runeptpodum 3C/IHK n MK
BbIAAIBNEHO He OblJ10, YTO MOXKHO ObINO CBA3ATb C KOPOT-
KMM BpPEMEHHbIM NepMogoM C MOMEHTA NepBOro nosbl-
weHuna ALl (meHee 1-2-x mec.) 1 06palLEeHUsA B KIANHUKY
HUMnAX. Ho, y nauMeHTOB C oXupeHnem 1-i cTeneHu
B 33% (5) cny4aeB M y BCeX AETEN U NOAPOCTKOB C OXKMU-
peHnem 2—ii cTeneHn OTMEeYanocb yBennyeHne NHAeKca
MacCbl MMOKapaa cepaua, YTo, BEPOATHO, 0O6yCA0BAEHO
CO 3HAuuTe/IbHbIM MPEBbILEHNEM BO3PACTHOM HOPMbI
maccbl Tena [1,3].

Ons onpegeneHna [oNycTUMOrO YpoOBHA ¢u3Mye-
CKOM Harpysku AeTaAM U NoapoCcTKam C NoBbiweHHbIM ALl
(7-13,7%) v c AT 1-i cT. (15-29,4%) npoBoaunacb Beno-
apromeTtpusa (BOM). [MnepTeH3MBHaA peakums B BUAE
nosbiweHnna Al kak CAL - po 187 mm.pT.cT., Tak n JAL
— 80 135 mm.pT.CT. OTMeYanacb y ABYX NOAPOCT-
KoB C Al 1-/1 CT., CTpaZatoLmnX OXKUPEHNEM 2-11 CTEMEHMN.
Y Tpex naumneHToB ¢ Al 1-i CT. 0TMeYaoChb NOBbIWEHWE
CAL sbiwe 170 mm.pT.CT. YyaleHne cepaeyHbiX COKpa-
LLEeHMI Bbille BO3PACTHOM HOPMbI, CBUAETENbCTBYIOLLEE
O HM3KOM TONEPaHTHOCTM K (U3MYECKOM Harpyske, Bbl-
pa*kKeHHOM NAabMNbHOCTbIO 3MOLLMOHANIBHOIO COCTOAHUSA
M BereTaTMBHOM AMCHYHKUMKM, oTMeydanocb y 9 (40,9%)
naumeHTos. Ha 3Kl naTonorMyeckmnx OTKAOHEHUI €O CTo-
POHbI MHTepBana ST n 3ybua T He Habatoganock. Y 60nb-
LWMHCTBA NAUMEHTOB C noBblweHHbIM AL n Al — 1-i4 cT.
pe3ynbtat BOM 6bin oTpuLaTenbHbIN.

Takum obpasom, y Bcex aetent U NogpOCTKOB C NOBbI-
weHHbIM Al n AT 0TMeYanncb CMMNTOMbI BereTaTMBHOM
OMCOYHKUMK, U Y BONBLIMHCTBA U3 HUX - TPEUMYLLLECTBEH-
HO MO CMMMNATUKOTOHMYECKOMY TUNy. Kak n3BecTHO, ap-
TepuanbHaA rMNepTeHsusa y Aeten M NoapOCTKOB ABAA-
eTCA PaHHUM MPOABMEHMEM CTabWUIbHON TUNEepPTEH3UK
BO B3pOcC/OM nepuoge u, nostomy MAl B nogpOCTKOBOM
BO3pacTe NpeAcTaBAAeT MeAnKo-coLManbHyo npobaemy,
yTo TpebyeT 0cob6Oro BHMMaHUA NeamMaTpPoB, KapaMono-
ros, Bpayeli 0buein NPakTUKN U B LLe/IOM NpeacTaBuTenem
OpraHoB 34paBOOXPaHEHMA U couManbHOro obecneve-
HUA.

KnuHuueckoe HabnawodeHue. MauneHT M., 13 net no-
CTYNUA € #an06amu Ha ronosHble 601K, NOBbIWEHUE
Al no 160/100 Mm.pT.CT., HapyLleHne 06LLero camoyys-
cTBuA. AHamHe3 3a60s1e8aHUA: B CBA3WU C FONOBHbIMU 60-
namu obpatunnce K Kapauonory (01-2020 r.) u Bnepsble
6b110 BbiABAEHO MoBbiweHne AL go 160/100 mm.pT.cT.
Bbln BbICTaBNEH AMArHO3: «ApTepuasnbHas rmMnepTeH3na»
M Ha3Ha4yeH rMnoTeH3MBHbIN Npenapar - 3HaMm. AHaMHe3
HU3HU: PebeHoK oT 1-Ii 6epeMeHHOCTM U POAOB, AOHO-

n
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WeHHbIN. Bec npu poxaeHuun 2700 rp. MNMpodunaktmye-
CKMe NPUBUBKU NONYYNN B LEKPETUPOBAHHbIE CPOoKM. Ce-
MeWHbIV aHamHe3: y oTua (51 neT) oxKmnpeHue 2-i crene-
HU, rMNepToHMYecKasa 6one3Hb. KAuHUYeCKaa KapmuHa:
Bec - 69 kr, poct 167 cm. Co CTOpPOHbI cepaeyHOo-cocyam-
CTOM CUCTEMbI: TOHbI cepALa ACHble, PUTMUYHbIE, BbICAY-
LUMBAJICA CUCTO/IMYECKUI LUIYM Ha BEPXYLUKe, B 5-1 TOuKe
M Ha COHHbIX apTepusax cpeaHer MHTEHCUBHOCTU LUYM,
MAFKOro Tembpa, pacueHUBAEMbIN KaK «LUYM CUCTONU-
YyecKoro BbIbpoca KpPoBM», XapaKTePHbIA 414 reMOoANHa-
MWKM TMMEPKUHETUYECKOTO TUNA; Nyabcauuna Ha nepude-
pUYECcKUX apTepusax coxpaHHasa; Al Ha pykax — 160/100
MM.PT.CT., Ha Horax — 167/105 mm.pT.cT. CM3KT (24 yaca)
ot 24.02.2020 r. 3akntoyeHme: CpegHAA YacToTa cepaey-
HbIX cokpatueHnin (YCC) - 82 ya/muH. CpeaHaa YCC gHem
- 89/MuH, cpeaHas YCC Houblo - 72/MUH. MaKcumanb-
Haa YCC- 139 ya/muH (8 13:02). MuHumanbHaa YCC
- 52 ya/muH. (8 01:31). Caman anutenbHas naysa 1654 mc
onpeaeneHa Bo BpemeHu 01:04. Konnyectso nays, Anu-
TenbHen yem 2000 mc 6b1n10 onpeaeneHo 0. OCHOBHOM
PUTM CMHYCOBBIM C 3NM304aMM MUTPALMM BOAUTENA PUT-
Mma no npeacepausam. UM - 1,24 (Hopma). MpobyxaeHne
¢ YCC po 140/MuH ¢ nocTeneHHbIM BOCCTAHOBAEHNEM [0
BO3PACTHOM HOPMbI. IKTONUYECKME TaxMKapaum He 3ape-
rMCTPMPOBAHbI. INM3040B YBENMYEHUA MHTepBana PQ He
BblfiBNeHO. Ha ¢oHe BbipaXKeHHOW CMHYCOBOM TaxmKap-
OMN OTMEeYaeTCA HapylUeHWe npoLecca penoaapusanmm
B BMAE Cra)KeHHOCTM 3ybua T. May3 putma, npesbilla-
towmx nopor 1500 mc - 1 anuson Ha ¢oHe AB BnoKagpl
2-i1 cteneHn MobuTua-2. IKCTPACUCTON HET (3a UCKAtO-
yeHnem 1 cynpaBeHTpUKynapHon). IKI ot 21.02.2020 r.
3akntoveHune: CuHycosaa aputmuma, YCC=94-72 B MUH.
CMA[, (24 yaca) (25.02.2020 r.). 3akntoyeHue: YcnewHbix
namepeHuin 97%. CpeaHuin yposeHb ALl 3a CyTKM cocTa-
BUA - 114/48 MM.pT.CT, AHEBHOM ypoBeHb -119/52 Mm.pT.cT,
HOYHOM ypoBeHb - 102/39 mm.pT.cT. MNynbcoBoe aasne-
HUe COOTBETCTBEHHO 66 MM.pT.cT, 67 mMm.pT.CcT., 63
MM.PT.CT. MaKcumanbHbii nogbem Afl otmeueH B 09:23
yac - 149/73 mm.pt.cT, 8 12:00 1 04.00 yacbl - 136/61
MM.PT.CT. MuHuUManbHoe cHueHne AL - 80/60
mm.pT.cT B 08:00 yac. ytpa. MNynbcoBoe gasneHme nosbi-
weHo. lNoBblWwWeHHaA cTeneHb HOYHOIO CHUMKEHUA Aua-
ctonunyeckoro ALl (>20%). 3xoKI" ot 24.02.2020 r. 3aknto-
yeHue: [laHHbIX 33 NATONOTUIO CepALLa He BbiABAeHO. 33
ot 24.02.2020 r. 3akntoveHue: [JaHHble 332 ymepeHHble
ONCOYHKUMOHA/bHbIE U3MEHEHUs B BUAE NpeobnagaHns
AKTUBHOCTU CUHXPOHU3MpPYIOLWKUX cuctem. Y3/l cocynos
noyek ot 24.02.2020 r. 3akntoyeHune: Hebonbluoe cCHuMKe-
HUMEe CKOPOCTHbIX MOKa3aTeNein B CErMeHTapHOMN U MeXa0-
JIeBOM apTepuAx CNpaBa, MeXA0NEBOM U MEXKA0/1bKOBOM
apTepusx cnesa. Y3 HadnoyeyHuKos ot 24.02.2020 . 3a-
KntoveHue: CTPYKTYPHbIX U3MEHEHUI He BbisiBAeHO. Y3U
wumosudHoli #cene3bl ot 24.02.2020 r. 3aKkntoueHme: Pas-
Mep 1M 06bem LNTOBUAHOM Kenesbl B Npeaenax Bo3pacT-
HOW HopMbl. AnddysHble U3IMEHEHUA B MAPEHXMME LLN-
TOBWUAHOM Kenesbl. ¥Y3U opaaHos b6prowHol nosocmu u

rnoyekK o1 24.02.2020 r. 3akntoveHue: BTopuyHbie usmeHe-
HUA B MApPEHXMME MOAXKENYA0YHOM XKenesbl. 3acToiHble
ABNEHUSA B XKENYHOM Ny3blpe. KOHCYysbmayusa HeBposora
oT 24.02.2020 r. 3akntoyeHune: CMHAPOM BEreTaTUBHOM
ANCOYHKUMM NO CUMNATUKOTOHUYECKOMY TUNY. KOHCYs1b-
mauyua 3HOOKpuHosoza ot 25.02.2020 r. 3aknwo4eHue:
MybepTaTHbI TMNOTaaMUYECKU cMHAPOM. OXupeHue
1 cT. ApTepuranbHaa rmMnepTeHsns, CTokasa. KoHcyabma-
yusa ncuxonoza ot 02.03.2020 r. 3akntoveHme: MNcmxonoru-
yeckas npobnemaTnka: COCTOAHMA, CBA3aHHbIE C NepeHe-
CEHHOM OCTPON NCUXMYECKON TPABMOM, A TaKKe C OC/IOXK-
HEHHbIM NPOTEKaHMEM BO3PACTHbIX KPU3MCOB. XapaKTep:
HaBAsumBbiit MHTpoBepT. Lkana Cnunbepra: BbicoKas
TPEBOXKHOCTb JIMYHOCTHOTO XapaKtepa. KoHcynbmayus
Heghposioza ot 26.02.2020 r. 3akntoueHue: ApTepuasibHas
rmnepTeHsna 2-cteneHun. [JaHHbIX 3a 3aboneBaHns NoYek
HeT. PYHKUUM NoYeK B HOpMe.

KnuHuueckuli duazHos: (110) MepsuyHaa (acceHuwn-
anbHan) apTepuanbHasa runepteHsua |l cteneHu, Bbico-
KU puUCK. (F45.3; E66) CuHApOM BereTaTMBHOM ANCHYHK-
UMK MO CUMMNATUKOTOHMYECKOMY TUMy. [ybepTaTHbIN n-
noTasiaMmyecknii cuHapom. OxunpeHune 1-cteneHu.

MauneHTy c MAT 6bl10 PEKOMEHAO0BAaHO HeMeaMKa-
MEHTO3HOE JieYeHMe, BK/OYAtOLLEE paLMOHaAAN3aLMIO
NMUTaHUA, CHUXKEHME U36bITOYHOrO Beca, 3aHATUE pusnye-
CKOM KY/NIbTYPOM U TMNOTEH3MBHbIN NpenapaT B BUAE MO-
HOTepanum NPONIOHIMPOBAHHOTO AelCcTBUA - GO3MHONPUA
10 mr no 2,5 mr/cyt (1/4 TabneTtkn x 1 pas B cyTKM) nog,
KoHTposiem Al A0 AocTuxKeHua yposHa ALl Huxe 124/80
MM.PT.CT., T.e. HWKe 90-ro nepueHTUNA. Tpun Heapoek-
TUBHOCTM HEOBXOAMMO YBE/IMUYMBATL 403y NOCTEMNEHHO B
TeyeHue 3-7 AHen noa KoHTposem ALl 4O MaKCMManbHOM
neyebHoM 103bl 40 mr/cyT. OueHKY 3GPeKTUBHOCTM Npo-
BOAMMOM TMMOTEH3MBHOM TepanMm Heobxoaumo NpoBo-
OUTb Kaxkable 4—6 Heaenb OT HaYaNa MeaUKAaMEHTO3HOro
neyeHna no poctuxkeHua uenesoro Al. PekomeHayetca
NPOAO/IKUTENBHOCTD MEAUKAMEHTO3HOIO JIe4EHUA He
MmeHee 3 mec, oNnTMMaabHO OT 6 4o 12 mecAues, ganee No
nokasaHusam [10]. IMHammnyeckoe HabnogeHWe Kapamo-
niora B ambynaTopHbIX yC10BUAX He pexke 1 pasa B 3 mec.

B 4em ocobeHHOCMU U3/10HEHHO20 K/AUHUYEeCKO20
caydyaa? Kak BMAHO M3 NPUBEAEHHOrO0 KAMHWUYECKOro
cnyyas, AuarHo3 «[lepBuyHasa (3cceHumanbHasa) apTe-
puanbHaa rUnepTeHsna» SBAAETCA AMArHO30M WCKIO-
YeHWA CUMMNTOMATUYECKOM, BTopuyHoM Al. Y maumeHTa
OTMeYanacb OTAroWEeHHaA HAacNeACTBEHHOCTb: ¥ OTUA B
Bo3pacte 51 neT - meTabonnYecKUin CUHOPOM, OXKUpe-
HWe 2-i cTeneHu, rMnepToHuYeckas 6onesHb. Y nauu-
€HTa yrKe B Bo3pacTe 13 net pas3Buica metabonmyeckmi
CUHApOM (OXKMpeHue 1 CT., apTepuasbHas rMnepTeHsus
Il cTeneHu, cToMKanA), OTHOCALLMICA K OCHOBHOMY (paKTo-
py PUCKa pa3BuTUS 3aboneBaHUIt cepaeyYHO-CoCyanCcTomn
M 3HAOKPUHHOM cuctem. B ocHoBe 3dpdeKkTUBHOM nep-
BUYHOMN NpodunakTuku MAT nexunt peweHne npobnrem c
BO34elCTBMEM Ha Hambonee 3HauyMmble GaKTOPbl PUCKA
AT (B J@aHHOM K/IMHUYECKOM C/ly4ae — OXUPEHME IK30-



reHHO-KOHCTUTYLUMOHAIbHOTO FeHe3a), BblABJEHME W
OMarHoctnka Al Ha paHHUX CTagMAX Pa3BuUTUA. BaxkHbim
MOMEHTOM fIBASIETCA aKTUBHbIN AMHAMUYECKUIA MOHUTO-
pUHF aeTel u nogpocTkos ¢ MAT ¢ Lenbio NPoaoaKEHUS
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HabnloAeHMA NaLMeHTOB MPU Nepexose Ux No AoCTUKe-
Hun 16-18 net Bo B3pocayto cetb NMMCI, 4To No3BoAUT
CHU3UTb PUCK Pa3BUTUA U YACTOTY CepAEeUYHO-COCYAMUCTbIX
3ab6oneBaHU y B3POCAbIX.

BbIBOAbI

1.Y 6onbwnHcTea (96,1%) aeteit u nogpocTkos ¢ MAT
OTMEeYaeTcA HacneacTBeHHas OTArOWEHHOCTb Mo cep-
[OEYHO-COCYAMUCTbIM (rMnepToHMYecKkas 6oesHb U gp.) un
SHAOKPUHHbIM (M36bITOUYHbIV BEC, OKUPEHUe, caxapHbli
Avabet) 3aboneBaHuUsaM.

2.Y peteit nnogpocTkos c MNAl HabatogatoTca accoum-
npoBaHHble paKkTopbl prcka CC3: CMMMNATUKOTOHUYECKMI
™mn (68,6%) BeretatMBHOU AUCOHYHKLUKU, U3OLITOUHBIN
Bec (51%) 1 oxkupeHue (43%), HegocTaTouHas ABUraTe b-
HaA aKTMBHOCTb (94,1%), naTonornyeckme ocobeHHOCTH
XapaKTepa 1 nM4yHoctu (76,5%), nosbileHHOe noTpebne-
HUe nuweson conn (37,2%), yBennyeHue ypoBHSA B KPo-

BW TPUTINLEPUOO0B U CHUXKEHME NNONPOTENAOB BbICO-
Kol nnotHoctn (9,8%).

3. lnA nepBUYHOW apTepuabHOM rMNepTeH3nmn y ae-
TeN M NOAPOCTKOB ObINO XapaKTEPHO NPENMYLLECTBEHHO
NnoBbllEeHMEe cucTonmyeckoro Afl, KoTopoe B AajbHel-
LWemM MOXKeT TpaHCHOPMMPOBATLCA B TMNEPTOHUYECKYIO
6onesHb.

4. Cpepy pnetelt u nogpocTkoB ¢ MAl yBenmyeHne mac-
Cbl MMOKapAa NIEeBOTO »KeNyaoyka Habnwpanocb y Beex
MaLneHTOB CO 2-i CTENeHbIo OXKMpeHua ny 1/3 c oxupe-
HMem 1-i cTeneHun, NOATBEPKAAOLLEN O 3HAUMMOM POU
OXKMPEHUA B CTPYKTYPHbIX USMEHEHMNAX MUOKapAa.
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BULLMAHOB P.K., AGEKEHOB b.A.

NANAPOCKOMUYECKAA MUENIONJIACTUKA Y OETEX PAHHEIO
BO3PACTA

AO «Hay4Hebll yeHmp neduampuu u 8emckoli xupypauu», Aamamel

B cmamebe onucaHel pe3ysismamsl 8HEOPEHUSA Memood 0repamugHO20 eYeHUs 8POXOEHHO20 2UOPoHedhpo3a
y 0emeli paHHe20 803pacma — aNapOCKONUYeCcKas nuesaornaacmuKa, Komopas bolaa npuMeHeHa y 25 nayuex-
mos. [lemasibHo 0nuUCaHbl 3Mariel ornepamusHoli mexHUKu. BHedpeHue daHHO20 Memoda 10380s1usa10 006uMme-
CA MO/I0XUMEsbHbIX Pe3ysbmamos ornepamugHo20 Ae4YeHUs 8PoHOeHH020 2uOpoHeppo3a. Takxice nposedeH
CpasHUMesnbHbIl aAHAAU3 PE3ysbmamoes AeYeHUs ¢ omKpsimol nuesonaacmukol. [Mpeumywecmea eHedpeH-
Hol onepamugHol mexHUKU 00Cmu2aasuck 30 c4em MasaoUHBA3UBHOCMU, COKPAWEeHUS 81umesnbHoCmuU 20Cnu-
manusayuu, paHHel peabuaumayuu, ymeHbweHue obvema aHmubakmepuansHol U cumnmomamu4ecKkol
mepanud.

Knrouesbie cnoea: 8poxdeHHbIl 2uOpoHepPo3, AANapoCKONUYECKas NUeaonaacmuKd.

(Ana yumuposaHusa: buwmaHos P.K., AbekeHos b./]. /lanapocKonuyeckas nuesaonaacmuka y demeli paHHe20
so3pacma. Meduampusa u demckas xupypaus. 2020;3-4 (101-102):74-81.)

BULLUMAHOB P.K., 96EKEHOB b.A.

EPTE XACTAfbl BANTANNTAPAAFbI TAMAPOCKOMUADIK
NMUENONNTACTUKA

«[Meduampus 3caHe 6aaaaap XUpPypeusACsl FblabiMu opmansifel» AK, Aamamel

Makanada 25 naueHmke Koa0aHbIAFAH epme #acmarel 6ananapoarsl mya natlioa 60s1raH 2udpoHegppo30bl
omameH emoey 30ici - 1aNapOCKONUAALIK NUeaonaacmuKaHsl eHeizy Homuxcenepi cunammanrad. Oma mex-
HUKacbIHbIH KeseHoepi eaxceli-meaxcelini 6asHOanraH. COHbIMeH Kamap auwbliK mypodeai nuesaonaacmukameHr
caneicmelpmansl manoday xcypeizinzeH. bepineeH namosnozuaHel omameH emoeyode OH Hamuxceze Ko xem-
Ki3yee eHeizinzeH adic e3 cenmizaiH mueizoi. EHeizineeH oma xacay mexHUKacbiHbiH 6acbiMOblbIF6I MUHUMAAObI
uHea3usmMiIni2iHiH, aypyxaHada ¥amy y3aKmbifblH KbICKOPMYbIHbIH, epme peabunumayusaHeiH, aHmubakme-
puandbl, UHPY3UANLIK HIHE CUMMTMOMAMUKA/bIK MepanuaHbl KbICKOPMYbIHbIH HAMUMCECIHIH apKacbIHOa KOs
HEemki3inoi.

Kinmmi ce30ep: mya nalida 60s1raH 2u0poHeppPo3, AANAPOCKONUASbIK MUEs0naacmuKa.

(Cinmeme ywin: buwmaHos P.K., dbekeHos b./[. Epme xcacmarbl 6a1aa1ap0arsl AGNapoCKonuAsbIK nuesonia-
cmuka. Meduampusa xcaHe bana xupypauscsl. 2020;3-4 (101-102):74-81.)

BISHMANOV R.K., ABEKENOV B.D.

LAPAROSCOPIC PYELOPLASTY IN EARLY AGE CHILDREN

«Scientific Center of Pediatrics and Children’s Surgery» JSC, Aimaty

The article describes the results of the introduction of the method of surgical treatment of congenital
hydronephrosis in young children - laparoscopic pyeloplasty, which was used in 25 patients. The stages of the
operational technique are described in detail. A comparative analysis with open pyeloplasty was also carried
out. This introduced method made it possible to achieve positive results of surgical treatment of this pathology.
The advantages of the introduced surgical technique were achieved due to minimally invasiveness, reduced
hospital stay, early rehabilitation, reduced volume of antibacterial, infusion and symptomatic therapy.

Keywords: congenital hydronephrosis, laparoscopic pyeloplasty.

(For citation: Bishmanov R.K., Abekenov B.D. Laparoscopic pyeloplasty in early age children. Pediatriya i detskaya
khirurgiya - Pediatrics and children’s surgery. 2020;3-4 (101-102):74-81.)
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AKTYAJ/IbHOCTb

H a CerogHAWHUMA AeHb OA4HOW M3  aKTyaNbHbIX
npobaem OETCKON ypoJsiorMM ABASOTCA BOMPOCHI
paHHel AMAarHOCTUKM W afeKBaTHOIO XMPYPruyecKkoro
NleYeHnn BPOXKAEHHOro ruapoHedposa (Br). Mo aan-
HbIM Pa3HbIX aBTOPOB A0/1A BPOXAEHHbIX MOPOKOB pas-
BMTMA MmoueBbiBogsALLel cuctembl (BMP MBC) cpean Bcex
BPOXAEHHbIX aHOManui coctasnset 10-35%, cpean HUX
Bl coctaBnset 4,7% nunu 3 13 1000 HoBopoOXKAeHHbIX [1]. B
HO30/10rMYECKON CTPYKTYPE rOCNUTaIM3UPOBAHHbIX B OT-
penenune yponornn HUMAOX Bl coctasun B 2017 r. 34.7%
(262 nauuenTa), 8 2018 rog, 33.5% (265 naumneHToB).

Onepauuu no nosoay BPOXAEHHOro rugpoHedposa
coctasnanm 8 2017 rogy 12.5%, a 8 2018 rogy 14.5% ot
ob6LLero KoMYecTsa XMPYPruyeckmx MaHMNynaunin B ot-
LeNeHnu, ycTynas Nvb KOPPEKLMAM NpuU rmnocnagmax
(18.8-18.7% cOOTBETCTBEHHO).

B HacToswee BpemMa NAaHOBbLIN NPeHaTaNbHbIM CKpU-
HUHT BepeMeHHbIX KEeHLWH CcnocobCcTBYeT paHHeln aua-
rHoctuke BIMP MBC, KoTopble BbIABAAKTCA NO AAHHbIM
Y31 nnoaa 0,2-2,0% [2]. AbcontoTHO BCe Cayvyam npeHa-
TaNbHOM AuarHocTMkn BMP MBC 6binv noaTBep:KaeHbl
nocne poXKAeHuUA U KOHCY/IbTUPOBAHbI AETCKMM YpOJO-
rom. 3To NO3BO/INNO OKa3blBaTb CBOEBPEMEHHYIO BbICO-
KOCMeumanm3npoBaHHY0 MeAULIMHCKYIO MOMOLLb Maum-
eHTam c BI. Bmecte ¢ Tem, OCHOBHYIO [0/0 MaLMEeHTOB
¢ Bl coctaBnaT fetv nepBoro roga *KU3Hu, nmeroLme
BbIPa’KeHHbIe aHAaTOMO-(PU3NONOTMYECKME 0COBEHHOCTH
OpraHmM3ma, 4YTo NOBbILLIAIOT TPEOOBAHMA K XMPYPTrUYECKO-
MY JIeYEHUIO JlaHHOM NaToNorUK.

M3 coBCTBEHHOIO OMbITA, OTKPbITbIA JIIOMOOTOMHbIN
[OCTYN K MOPayKeHHOW NoYKe, ABNAETCA AOBOJIbHO TPaB-
MaTMYHbIM METOAO0M, TaK KaK JOCTYN MPOUCXOAUT NyTem
NCCeYeHMA OTHOCUTENIbHO LUMPOKOrO MbILLIEYHOro Kop-
CeTa, YTO YBE/MYMBAET PUCK BO3MOMKHbBIX OCNOMNKHEHUN,
ONVTENbHOCTb FOCNUTANM3aLMN M NocaeonepaLMoHHYO0
MeAMKAMEHTO3HY0 HarpysKy. TakKe npouecc peabu-
ANTaLMM B PaHHEM M MO34HEM Moc/AeonepaLMoHHbIX
nepuogax NpPOXOAUT LOBOJSIbHO AAUTENbHO, TaK Kak B
LETCKOM OpraHM3ame MPOUCXOSAT OAHOBPEMEHHO [ABa
npoLecca Noc/seonpeaLmoHHOro 3aXXUBAEHUA: NTOXaHOY-

HO-MOYETOYHUKOBbIV @aHAaCTOMO3 MOYKM U OTHOCUTENILHO
MaCCMBHaA XMpypruyeckas paHa. Mpu aTom, Ha npouecc
pereHepaLuu NuenoypeTepasbHOro CerMeHTa oKasblBaeT
B/NSIHME M CaMa XMpPYypruyeckas paHa, us-3a ee 6M3Koro
PacnosoXKeHMA U COBMALEHUA NPOEKUMUI paspesa ¢ no-
XaHOYHO-MOYETOUYHUKOBbIM cermeHTom (/IMC), c puckom
BOBJ/IEYEHMA B MECTHbIN cnaeyHbli npouecc. Hepeako, ¢
OAHHOM CUTyauMel XMPYpru BCTPEYaloTCa MpU pentom-
60TOMMU, KOTAa BblParKEHHbIN CMaeyHbld nNpouecc pes-
KO 3aTpyAHAET AOCTYN K MOYKE, MCKaXKaeT Tonorpaduo
OCHOBHbIX aHaTOMMYECKUX 3/1eMeHTOB. Kpome Toro, He
MaJIoBaXKeH U OTPULLATENIbHbIA KOCMETUYECKUN 3P PEKT B
BMAe rpybbix nocneonepauymoHHbIX pybuos (PucyHok 1).

B npouecce coBeplleHCTBOBaHMA OTKPbLITOTO AOCTY-
na K noyke 6bl/1 NpegsoXKeH MUHU MHBA3MBHbBIN nepesa-
HUIA NOMOBOTOMHbIN paspes, WupuHoi oT 1.5 ao 3 cm
(PucyHok 2). Mpu MeHblUe TPaBMATUYHOCTU AAHHbBIN
[OCTYM MMEeT CBOM TeXHUYEeCKMe OrpaHuyveHusa, m3-3a
HEBO3MOMKHOCTU OCYLLECTBUTb MOJIHYIO PEBU3UIO MOYKM,
a TaKXe TOYHO YCTaHOBUTb MPUUMHY obCcTpyKumn JIMC,
yumnTbiBaa Yactoty 15%-52% cnyyaesB ob6CcTpyKkumm JIMC
abbepaHTHbIM cocyaom [4].

AKTMBHOE pa3BUTUE AETCKOW 3HAO0CKOMMYECKON XW-
pyprumM no3BoAMAO A0OUTLCA OTIMYHbLIX PE3yNbTaToB B
nucxoae neyeHus getein ¢ Bl v ganbHenwen nocieonepa-
UMOHHOW peabunntauum [1-3].

MepBbld OMbIT B NPOBEAEHUM anapoCKoNMYecKom
nuenonnaactnku (/M) y 5 B3poc/bix MaumeHTOB onucan
B 1993 roay Lyccnep B. B. (CLUA, ropoa CaH-AHTOHMO).
B /1N 6binM ncnonb3oBaHbl 5-Mm MaHUNyAATOpbl, 10-mm
ONTWKA, CPEAHAA ANTENbHOCTb onepauum bbina 1-3 yaca,
cpeaHAaa AANTEeNbHOCTb rocnuTanusaummn 3 OHA, y BCex
naLMeHTOB OTMEYaINCb NOJIOXKUTENIbHbIE pe3ynbTaThl [5].

MNepBoe coobuueHne o nposegeHnn JIN pebeHKy ¢ npa-
BOCTOPOHHUM ruapoHedposom caenaHo B 1995 roay
rpynnoi xupypros n3 CLUA (Metepc K. A., Lnyccen P. H.
n Petuk A.B.). Bblin ncnonb3osaHbl 4 NopTa, ycTaHoB/e-
Ha NMEenocTomMa, AIMTENbHOCTb Onepaunn coctasaana 5
Yacos. MauueHT bbla BbiNMCcaH Yepes 36 YacoB Nocae one-
paumu, B KaTaMHe3e OTMEeYasICs MOMOXKUTENbHbIN pe3yb-

PucyHok 1 - MocneonepauunoHHble pybubl nocse nftombotomumn. [Pomoapxue buwmaHosa P.K.]
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PucyHok 2 - MocneonepauynoHHble paHa u pybeL, nocne nepeaHein aitombotomun. [omoapxue buwmaHosa P.K.]

TaT. EAMHCTBEHHbIN OTpULUATENbHbIA MOMeHT JIIN — gan-
TeNbHOCTb Onepaunn, HO ecTb AnTepaTypHble AaHHble O
nposeaeHuun ee y aetel 3a 1.5-1 yac U meHbLLE, NPU 3TOM
OoCHoBHOEe Bpems (40 MUH. — 1 Yac) yXoauT Ha HaNoXKeHue
WMHTPAKOPMOPaANbHOIO LWBa Ha NuenoypeTepasibHbli aHa-
cTomos [6].

C rogamum coBepLUeHCTBOBaNACb METOAMKA NpoBeae-
HuA JM, ana ynydweHma BM3yanmsaumm onepaumoHHOro
nona &. Wupom B 1998 roay 6b1710 M3MEHEHO pacnono-
YKEHWE 3HA0CKOMNa ¢ 06/1aCTW MYNKa B HAaNpPaB/ieHUU Bbllle
W NaTepasibHee B CTOPOHY MOPAXKEHHOW NOYKKU, O NEPBOM
onbiTe nposeaeHna JIM y AByx NauneHTOB B Bo3pacTe 14
n 7 net. AnTenbHOCTb onepawmm cokpatmaace ¢ 6.5 va-
coB Ao 2.5vaca [7].

OavH 13 BblaatoLmxcsa NpodeccMoHanoB B NpoBeaeHNN
JIN TaH X.J1., B Hayane cBoeit geatenbHoctM B 1999 roay
BbINYCTU/ CTaTbl0 O MPOBEAEHUN AAHHON onepauun y 18
aetent oT 3 mecaues o 15 net. Y 16 aeteit nonyyeH nono-
YKUTENbHbIM pe3ynbTaT, 2-mM naumeHTam nposeaeHbl pe/lll, ¢
Xopowum pesynstatom. CpegHAa ANNTENbHOCTb onepaLmm
coctaBnana 89 MuHyT. U3 ocnokHeHWI y ogHoro pebeHKa
OoTMeYanacb remaToma B MecTe BBeAEeHMA TpoakKapa, y 4py-
roro pebeHka 6b111 NPobaembl € YCTaHOBKOW BHYTPUMOYE-
TOYHMKOBOTO CTEHTA (NEepPBbIi OMbIT yCTAHOBKM BHYTPMMOYe-
TOHMKOBOTO cTeHTa npu J1MN). SleTanbHbIX Cay4aes He 6blio.
KpoBonoteps 6bina HesHauuTenoHo [8].

Mm e B coaBTopcTBe B 2007 roay onybinKoBaHa cTa-
Tba 0 /My 38 geTeit B Bo3pacTe 4o 2-x fieT. CpegHAn oam-
TenbHOCTb cocTaBmaa 100 MUHYT, BbIMUCKA B TedeHue 3-x
AHel nocne onepaunu [9].

MepBbl onbIT BHeapeHus J1MN B Pecnybanke KasaxcraH
bbin npeactasneH B 2012 roagy rpynnoM aBTOPOB, BO
rnase c B. . Kothoboscknum. OnucaHbl asa cayyana JiMy
Manbumka 7 netn gesoykn 15 net. CpeaHAA ANNTENbHOCTb
onepaummn coctasmna 110 MMHYT, Ha 3-e CyTKM nocne
onepaumn getm 6binm GU3NYECKM aKTUBHDI, @ 10-e CyTKK
6binM  BbINUCaHbl gomon. OTMeuyeHa MONOMKUTENbHAA
nocneonepaunoHHan gMHamumka [10].

Mpwn cpaBHUTENbHOM aHanuse 3PpPeKTUBHOCTU MpuU-
meHeHua JIM UAM MUHU WMHBA3UBHOTO JIHOMBOTOMHOrO
noctyna y aeteit o 1 roga, pag uccnenoBaTenem ckao-

HAJINCb K OTKPLITOMY A,0CTYNy, O6bACHAS MEHee ANTENb-
HOM NPOAO/IKUTENbHOCTbIO onepaunn [11-13]. Ho abco-
JIIOTHOEe 6O/IbLUMHCTBO aBTOPOB OMMUCHIBAOT NOJIOKUTENb-
Hble MoMeHTbI /1M y AeTel, Takne Kak KayeCTBEHHbIN BU-
3yaNbHbIN AOCTYN K aHaTOMUYECKUM CTPYKTYpam MOYKH,
TOYHOE onpeaeneHne NPUYMHbBI, YPOBHA N NPOTAXKEHHO-
cTn o6cTpyKumumn JIMC, manasa TpaBMaTM3aLmaA, CHUXKeHUe
KpOBOMOTEPU U MEAMKAMEHTO3HOM Harpysku, KOPOTKMUiA
CPOK peabunntaLmm, NOBbILLIEHNE KAYECTBA KU3HU, CHU-
KeHue KonuuyecTBa AHew rocnutanusaumu. Mpu stom
MeTOoZ, LOCTYNa HUKaK He MOBJ/IUAM HA UCXOZA, YCTPaHEeHUA
obcTpyKumm JIMC. Bce aBTOpbI B 3aK/HOYEHUM OMUCHIBA-
nn NN, Kak paBHoueHHyo anbTepHaTtusy Ofl. Mpu atom
OTMeYasnca OTPULLATENbHbIN SKOHOMUYECKUI 3ddeKT oT
camoli onepauuu, Tak Kak TpeboBanuce 6onee goporo-
cTosllee xupypruyeckoe obopyaoBaHMe U pacxofHble
maTepuansi. [14, 15, 16].

BmecTe ¢ Tem HbimM onmcaHbl U OTpULATENIbHbIE CTOPO-
Hbl JIMN: BbicOKME TpeboBaHMA K ONbITy XMPYypra, Ha nepBbixX
aTanax bosee BbICOKAs MPOAOIKUTENBHOCTb OMepaLuu,
B/IEKyLLee onpeaesneHHble 0cObeHHOCTV NpoBeaeHNA aHe-
CTE3MO/IOTMYECKOr0 NOCObMA, 3aTPYAHEHUA B HANOXKEHUM
LUBOB MMeN0ypeTepasbHOro0 CErMeHTa, YacTble CIOXKHOCTU
NPV yCTaHOBKE BHYTPMMOYETOYHMKOBOrO cTeHTa [17, 18,
19, 20]. bbinK BbISIB/IEHbI OBOJILHO OMacHble aHaTOMO-bU-
3Mo0TMYeckne OCOBEHHOCTU AeTeil paHHero BO3pacTa,
orpaHWuMBalOLLME XMpypra B AJAUTEIbHOCTU NanapoCcKo-
NMUYeckol onepauum, B cBoboae ABUMKEHUS MAHUMYNALM-
OHHbIX MHCTPYMEHTOB, HECTabWNBHOCTb CUCTEM KU3HEO-
becneyeHnsn, 3KCTpPeMasibHO Masible pasmepbl BproWwHOM
MOMIOCTH, BbICOKUI yYpOBeHb abcopbumm yrnekmucnoro rasa
B KPOBb M OTpULATE/IbHOE BO3AENCTBUE TMNOTEPMUM NPU
nHesMmonepuToHeyme [21].

Kpome TOro, TpagMUMOHHbIA NIOMBOTOMHbIV J0CTYnN
K nouke, npeanonaraet paboTty B 3abprWMHHOM MNpo-
CTpaHCTBe, rae Tonorpadma JNOKaNbHbIX aHATOMUYECKUX
CTPYKTYyp 60onee 3Hakoma yponory, Toraa Kak n1anapocko-
MUYECKUI JOCTYN K NMOYKe OCyLLecTBAAETCA Yepes bptoL-
HYIO MONOCTb, CO CNOXHbIMU aHATOMUYECKMMW CTPYKTY-
pamu, 4To TpebyeT BbICOKOro NpodpeccmoHannsma u Tex-
HUYECKOro macTepcTsa xupypra.
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LUENb UCCNEAOBAHUA
MN3yunTb 3GHEKTUBHOCTL NPUMEHEHMA NaNaPOCKONMYECKON NMENoNNacTUKM NPU BPOKAEHHOM rnapoHedpose

y geten.

OBbEKT U METOAbI UCCNNEAOBAHUA

l/l ccnepoBaHve  oZ0OpPEHO  NIOKasbHbIM - 3TUYe-
ckum Komutetom (KasHMY um. AcdeHamnsposa,
Ne414/17), Bce poauTeny npeaocTaBUAn MUCbMEHHOE
nHpopmmnpoBaHHoe cornacue. 3a 2017-2018 rr. B otae-
neHun yponorum HUMNOX Bcero 6bi10 obcnegosaHo 50
neten, u3 Hux metogom J1M npoonepuposaHo 25 getei ¢
BI' 3 cteneHun B BO3pacTe o1 3 mecaues o 3 net, 11 manb-
4MkoB U 14 pesouek. lpynny cpaBHeHMA cocTaBuaun 25
neteii ¢ Bl 3 cteneHu, B Bo3pacTe OT 3 mecaLeB A0 3 fieT,
10 manbumkoB U 15 aeBoyeK, NPOONEPUPOBAHHbIX Tpa-
OULMOHHbBIM NOBTOTOMHbBIM AOoCTynom. MokasaHus K J1MN
M OTKPbLITOW Nuenonaactuke bban: Bl TpeTbel cteneHn
(knaccndpurkaumsa H.A. NlonatkmnHa 1969 r.) co 3gopoBsoii
KOHTpanaTepasbHOM MOYKOM, 6e3 3HAUMTEeNbHOro Hapy-
weHusa GyHKUMK novek (CKD sbiwe G3 nan XBIM Huke 60
mn/munH/1,73 m2), n 6e3 conyTcTBYOLWMX aHOManui cpa-
LLLEeHMA M NONOXKEHUA noyek [2, 14].

Bcem petam nposogmnack npegonepaymoHHas noa-
roToBKa: KOMMJIEKC [AMAarHOCTUYECKUX UCCNesoBaHUM
(Y3U ¢ ponnneporpadueit cocysoB noyek, MMKLMOHHAsA

umuctorpadun, sKcKpeTopHaa yporpadus, KomnbroTep-
Has Tomorpadusa ¢ 3D peKoHCTPYKLMEN, oA YTOUHEHUS
COCTOAHMSA MOYKM, CTEMEHU W MPUYUHBLI Bl); neyebHble
MepOonpuATUA, Hanpas/eHHble Ha CHUXKeHWe razoobpa-
30BaHUA B KMLIEYHUKE (CMMETUKOH B TeyeHue 3 aHen);
HaKaHyHe onepauuy BBOAUANCH MUKPOKIN3MbI; nepes,
onepaumelt yCTaHaBAMBANIUCD KENYAOUHbIA 30H4, ype-
Tpa/ibHbIM KaTeTep M ra3ooTBogHan TpybKa.

AHecTe3sunonoruyeckoe nocobve BO Bcex cayyasax -
KOMOUHWPOBAHHbIW 3HAOTPAxeabHbli HAPKO3 U aNUay-
panbHasa aHecTeswus.

Bce pesynbTaTbl McCAef0BaHUA BHOCUAW B UHAUBU-
AyanbHyt KapTy 6onbHOro, a 3atem B Tabanubl Excel.
Mpn 06paboTKe MNOMYYEHHbIX AAHHbLIX MCMNO/b30BANU
MeToAbl MapaMeTPUYecKoro W HenapameTpUyYecKoro
CTaTUCTMYECKOro aHanusa. Onpeaensnu TpaguLMOoHHbIe
NMoKasaTe/NM OonMcaTenbHOM CTAaTUCTUKKU: YNCNO Habnto-
OEHUI - N, MUHUMaNbHOE U MAKCMManbHOE 3HayYeHue
M3y4yaemoro npusHaka, MeaunaHy, CpeiHeKBagpaTuyHoe
OTK/IOHEHME.

TEXHUKA ONEPALMW 1N C YCTAHOBKOWM MOYETOYHMKOBOTIO CTEHTA

I—IonomeHme 6onbHOTO Ha 3z0poBom OOKy, noa
yrnom 20-25° c obsasatenbHoi ¢uKcaumen K
onepaunmoHHOMY CTONY. MTOMOLWHUK XMpPypra yaepKu-
BAlOLLMI KaMepy, Haxo4uTCsA €3agM, a cam onepaTtop
HanpoTmB pebeHkKa (K anyy). OnepayMoHHan cecTpa —
HanpPoTMB XMpypra-onepaTtopa. Jasnee nepsbiM 3Tanom
Mbl Pa3BOpaYMBaIN OMEPALMUOHHBIA CTON B CTOPOHY
NOPa*KEHHOW MOYKMU, YTOObl BbIPABHWUTb MONOXKEHMUE
Tena, ¢ uenbto 6e3onacTHOM yCTaHOBKU UMbl Bepela
M HarHeTaHuA rasa B GPIOWHYIO NOMOCTb (PUCYHOK 3).
CKOpOCTb NOTOKa rasa 6 n/MuH, MakCMManbHOe [aa-
neHve 12-14 mm. pt. cT. MepBbl 5 MM TpoaKap cTaH-
OAPTHO YCTaHaB/AMBACA HAg NYyNOYHbIM KOMbLLOM ANA

BBegeHunA 30° rpagycHOM ONTUKM. YCTaHOBKA MepBoro
Tpoakapa ABAAETCA OAHMM M3 CaMbIX ONACHbIX MOMEH-
TOB onepauuu, Npu NpoBeAeHUU AaHHON MaHWUNynA-
LMW HYXKHO cOb6/1t04aTb MaKCMMa/IbHYHO OCTOPOXKHOCTb
n 6e30nacHOCTb, YUMTbIBaTb MPaBUAbHYIO NOCnen0Ba-
TEeNbHOCTb AMArHOCTMYEeCcKUXx npob (acnupaunoHHas,
wnpuuesan, annapaTtHas). Mepes BBefeHMEM ONTUKMU
B HPIOLWHYIO NOIOCTb, 3HAOCKON Harpesanu Ao 37-40°C,
ONA UCKNOYEHUA 3aN0TeBaHMA /IMH3 U yXYALIEHUA Ka-
yecTBa u306parkeHua. [anee nposoauaca obwmi
OCMOTpP 6pIOWHOM NONOCTH, C LEeNblo BbliABNEHUA A0-
NosIHUTENbHOM NaTonornun. Mocne pesnsnmn GprOLLIHON
MoJIOCTWU, ONEpPaLMOHHbIW CTON pa3BopayunBanca B 06-

PucyHok 3 - MonoxeHue Tena ons nepsoro stana onepaunn. [Pomoapxue buwmaHosa P.K.].

n
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PucyHOK 4 - NonoxeHre Tena 414 OCHOBHOTO 3Tana one-  PUCyHOK 5 - PacnonokeHne NnopToB OTHOCUTE/IbHO Nopa-
paunn. [®omoapxus buwmaHosa P.K.] YKEHHOM NoYKkn. [@omoapxue buwmaHosa P.K.]

o
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PucyHOK 6 - 3Tanbl npoBeaeHua onepauuun. [domoapxus buwmarHosa P.K.]



PaTHOM HaMpaB/ieHUU, NOCAE YEro CyMapHbIA HaKAOH
NnoNOXeHUa Tena coctaBnan okono 45-50°, yto nosso-
NIANO CMECTUTb MOBUbHbIE OpraHbl GPIOLWHONM noJso-
CTW BHM3, TEM CaMbIM YNPOLLAA AOCTYN K MOPAXKEHHOM
noyke (pucyHok 4). Mo ogHomy 5 (3) Mm MaHUNyAALK-
OHHOMY TpOaKapy YyCTaHaB/AMBAJIOCb CO CTOPOHbI NOpa-
YKEHMA NOo KPpar NPAMON MbILLbI }KMBOTA U B TOYKe Ha 1
CM HMXKE MeYeBULAHOTO OTPOCTKA, MO MPUHULUNY TOYEK
pomba, rae BepliMHa NOYKa, 3 OCHOBaHWE — TpoakKap ¢
onTuKom (pucyHku 5, 6A). Takke npu Bl cnpaea ycTa-
HaB/IMBANCA AOMNONHUTENbHbIN 4-1 MOPT ANA SneBauumn
nevyeHn. BHyTpuOpIOWHOE AaBAeHME CHUXKaANOoCb A0
ypoBHA 8-10 mm pT. cT. JOCTyn K No4YKe ocylecrasaeT-
cA nyTem MobuaM3aLmMmn NeYeHOUYHOro NN Cele3eHou-
HOrO Yri108 NOAB3A0WHOM KMWKKM, "nbo npu Bl cnesa
[OCTYN OCYLLETCBAANCA TPAaHCMe3eHTepuanbHO (pucy-
HOK 6B). MyTem NOCNOMHOIo paccevyeHns GpOWUHbI MO
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nnHum Tonbaa n dacumnm lepota L-o6pasHbIM aAnccek-
LMOHHbIM 3/IEKTPOAOM, BCKPbIBAa/NOCh 3abplolMHHOE
NPOCTPAHCTBO W NapaHedpanbHas KaetyaTka. [ocne
0OHa)KeHMA NOYKKM npomussogmnace mobunmsauma no-
XaHKM M MOYETOYHMKA, BbISBAANACh NPUYNHA OBCTPYK-
umn. lanee BepPXHUW MOMOC NIOXaHKMU «MoABeLlmBan-
cA» MOHOOUNAMEHTHOM HUTbIO K NepeaHen BptowHoOM
cTeHKe (PucyHoK 6B). MponsBoamaacb peseKkuma noxa-
HOYHO-MOYETOYHUKOBOIO CEermMmeHTa, CnaTynauna Mo-
YeTOYHMKA M NMenonnacTuka no metoay XalHeca-AH-
aepcoHa-Kyuyepa (XAK), ysnoBbimu wBamu, abcopbu-
pytowein HuTbo 6/0 (pucyHok 67-E). Mocne ywnsaHuma
3a4HeN CTEeHKM aHAaCTOMO3a YyCTaHaBAMBA/ICA BHYTPU-
MOYETOUYHMKOBLIM “double J” cTeHT, 3aTem popmupo-
Bajsacb nepegHAs cteHKa (pucyHok 6)K-3). danee ae-
beKT BPIOLWNHBI TEPMETUYHO YLLMBAJICA C OCTaBEHUEM
OflHOW ApeHaXHoM ntombocToMbl (PUCYHOK 6).

PE3Y/IbTATbI

PaBHUTE/IbHAA OLLEHKA HEeNnoCpeaCTBEHHbIX pe-
3yNbTaTOB NPUMEHEHMA NanapoCKONNYECKON N OT-
KpbITOM NMEeNonnacTuKM npeacrasneHa B Tabavue 1.

Mpyu aHanM3e CTaTUCTUYECKUX AAHHbIX ObINIO BbIAB-
NeHOo, YTO cpeaHAA ANNTENbHOCTb onepauun npu na-
NapoCKOMMYecKon nuenonsacTuke 3aHMMaeT BABOe
6o/blle BpEMEHU, YEM NPU OTKPLITON NMENonAacTUKE.
3TO CBA3AHO C TEM, YTO NPeANOXKEHHbIN MeToa NPoXxo-
aun anpobaumio. Ha pucyHKe 7 BUAHO, YTO MPOAOKMU-
Te/IbHOCTb OMEPATUBHOIO BMELLATEeNbCTBA C Hakomnae-
HMEM OMbiTa COKpalanacb, NPUOANNKAACL K ANUTENb-
HOCTW onepayum MEeToLOM OTKPbITOM NMMEeNonaacTUKHK,
[OCTOBEPHOM pasHULbl Mexay meTtogamu HeT. OAnu-
Te/IbHOCTb OMepauun CoKpaljanacb Takxke bnarogaps
BHEAPEHUI0 MeToA0B YNPOLLEHHOM aHTerpaaHo ycra-
HOBKM MOYETOYHMKOBOrO CTEHTa, 3aHMMaBwasa 5-10
MMUHYT.

OCnoXKHEHUN, TPebyoLWMX KOHBEPCUM, NMBO penana-
pockonuu npwu JIM He 6bI10, NO NPUYNHE MEHEee TPaBMa-
TMYHOIO A0CTYNa K NMOYKEe KPOBOMOTEPA 3HAYUMO HUKE,
no cpaBHeHuto ¢ OMN (p<0.05), Tabanua 1. MokasaHuAa u
NPOTUBOMNOKA3aHMA K nposegeHuto J1M 6bian ctaHpapT-
HbIMW, KaK NP OTKPbLITOM onepauuu.

OnutenbHocTb obesbonmsatowen U MHPY3IMOHHOM
Tepanun npu JIM, cpasHutenbHo ¢ Ol 3Ha4YMmMoO CoKpa-
TUNACb, YMEHbLIMBLLUMCbL MOYTM B ABa pas3a (cooTseT-
cTBeHHo 2,4+0,1 — 4,160,075 cyToK). VIHpY3MOHHan u
obesbosMBatoLLan Tepanumn GblIN COKpaLLEHbI 33 CYeT
YMEHbLUEHHbIX 4,03, CHUXEHUA KPAaTHOCTU NPUMEHEHMUSA
B CYTKU U A/IMTENbHOCTU.

Mocne onepauynm Bce getn Haxoaunmco 90-120 muHyT
B OTAENEHUM peaHuMaLMn, A0 MOMEHTA NPObyKAeHUA
M 3KCTybaumum, nocsne Yero nepeBoAMIUCL B ManaTy UH-
TEHCUBHOW Tepanuu, nog, AMHamMMYeckoe HabnwogeHue

Tabnnua 1 — CpaBHUTENbHbIE KIMHUYECKME AaHHble, B 3aBMCMMOCTM OT MeToAa A40CTyna AN NMeNonnacTmku npu Br

y Aeten
[okasaTtenu JlanapocKonu4yeckaa OTKpbITasa Nueno P-value P-value
nuenonaactnka (n=25) nnactuka (n=25) OfHOCTOPOHHEEe [LBYXCTOPOHHEEe

[OnvtenbHOCTb onepauum, MUH 162,849,46 84,412,315 1,08E-10 2,17E-10
[OnvtenbHocTb Swmmomamqecxom 2.4:0,1 4,160,075 762613 1,52E-12
1N UHPY3NOHHOW Tepanuu, CyTK1
[OnuntenbHOCTb rocnuTanmsaunm

5,04+0,227 7,12+0,066 4,43E-11 8,86E-11
nocsie onepawmu, CyTku
flonepexkbiit pasmep noxaHku Ao 2241,02 24,12+1,04 0,0438 0,088
onepauuu, Mm
MonepeyHbli pasmep I0XaHKK
yepes 6 mecaLes nocne 11,96+0,38 12,76+0,49 0,066 0,132
onepauuu, Mm
Bpems yCcTaHOBKM CTEHTA, MUH. 14,8+1,76 4,6+0,16 2,186E-06 4,372E-06
O6bem KpoBonoTepb, M/ 4,2+0,14 6,1610,26 7,055E-07 1,411E-06
Bo3spacr, net 0,7340,11 0,77+0,15 0,428 0,857
OcnoXKHeHUA, Kon-Bo 0 1 (Murpaums cTeHTa)
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PUCyHOK 7 - cBOAKa NoO 5-4ncnoBomy Kputeputo, Oau-

TeNIbHOCTb onepauuun.

B cpegHeM Ha 20 yacos. J/llombocToma yaananach Ha 2-e
CYTKM Nocne onepauumn, ypetTpanbHblil KaTeTep Ha 3-e. Xu-
pypruyeckme nepesBA3KM 3aknovanmcb B obpaboTke paH
KOXKHbIM aHTMCeNTUKOM. C NepBbIX CYTOK Yy ieTeil oTMeYa-
Nnacb ABuratenbHan akTMBHOCTb, MOV NepeBopPayYnBaThb-
€A, CMAETb, NON3aTb U XOAUTb. XMPYypPruyeckme nepesasku
3aK/o4Yanncb B 06paboTke paH KOXKHbIM aHTUCENTUKOM
(oTcyTcTBUE BONE3HEHHBIX NEPEBA3OK).

Bce netn, npoonepupoBaHHble metogom JIMM, 6bian
BbIMMCAHbl Ha 4-5 cyTKM nocne onepaumn, Kak TONbKO
HaunHanM 4YyBcTBOBaTb cebAa KOMPOPTHO, OTCYTCTBOBA-
/10 MOHATUE KaK O/UTENIbHbIN CTPOrnii NOCTENbHbIN pe-
XUM. JNnTenbHOCTb rocnuTaansaummn nocae onepaumm
npu JIMN 6blna cokpalweHa Ao 5,04+0,227 cyTok, no cpas-
HeHuto ¢ Ol 7,12+0,066 cyToK.

Mpn gMHammnyeckom HabawAEHUW y4uUTbIBANCA No-
nepeyHblii pasmep NOXaHKU, OO0 W Yepe3 6 mecALeB
nocne onepaumun. JuHaMmuKa nsmeHeHUA pasmepa no-

35

30

Pasmep go onepauuu (1)
1 Yepes 6 mecALEeB nocne
onepauuu (2)

25

20

nonepeyHbli pasmep NoXaHKu

15

10

il 2

Tabnuua 2 - CpaBHeHMeE C ANTePaTYPHbIMU MCTOYHUKaMM

no J1N Bl
Kputepui HUNAX CorinaZ.S. Lorenzo M.
[22] [15]

Kon-Bo nauuneHTos 25 60 9

AnAnTtenbHocTb 162,8+9,46 140 167

onepaumu, MUHYT (100-240) (80-240) (140-210)

AnntenbHocTb

rocnuTannsauum 5,04+0,23 2 3.9

nocse onepauuu, (4-7) (1-10) (3-5)

CYTOK

flonepeurbii 2241,02 31.8 24.9

PRI MBI (15-33) (13-63) (15-42)

onepauum, Mm

:s::::::';':nzawep 11,96+0,38 15.3 11.3
(9-15) (4-40) (8-23)

onepaunn, mm

nepeyvyHoro pasmepa BUAHA Ha PUCYHKax 8 n 9. MoKHO
3aMeTuTb, 4YTO Kak B J1 Tak n B Ol pazmep IOXaHOK 3Ha-
yntenbHO ymeHblumnaca (p<0.001). CpeaHee 3HauyeHue
[0 onepauuu B JIN=2215 (ownbka CAB= +1,02), npwm
OMN=2245,14(owmnbka CAB = +1,048). CpeagHee 3HayeHUe
yepes 6 mecaues nocse onepaumn J1M=12+1,88 (ownb-
ka CAB=10,38), npu OMN=12+2,57 (owmnbka CAB = +0,53).
34ecb Mbl MOXeM cAenaTb BbIBOA, O TOM, YTO NPU OANHA-
KOBbIX BXOZHbIX AaHHbIX Nnepes onepauuein, Mbl BUAUM
04 MHaKOBYO 3P PEKTUBHOCTb 06OMX METOAOB.

Yepes 6 Hegenb noa, HaApKO30OM NPOU3BOAUNOCH LiN-
CTOCKOMMYecKoe ygaseHne MOYETOYHUKOBOIO CTEHTa U
KOHTponb Y3U opraHoB MBC. Janee yepe3s 6 mecaues
nocsae onepauum NnpoBoAUANUCL KOHTpOsbHble Y3 MBC
n yporpadus.

CpaBHeHMe ¢ pesynbTaTaMu ApYrux uccnegosatenen
no JIN Bl y geteit mnaglero Bo3pacta npeacraB/ieHbl B
Tabnuue 2.

35

30

Pasmep fo onepauum (1)
1 Yepes 6 mecALEeB nocne
onepauuu (2)

25

20

nonepeyHbli pasmep N0XaHKn

15

10

1 2

PucyHok 8 - MonepeyHblii pasmep 0XaHKKU 00 U yepe3 6  PucyHok 9 - NonepeyHblit pasmep J0XaHKKN 40 U Yyepes 6

MecALeB rnocse onepauumn B guHamuke (11).

MecALeB rnocse onepauumn B guHamuke (OM).
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3AK/TIOYEHUE

TaKVIM obpas3om, Ha OCHOBE MOJIyYEeHHOro Hamu
OnblTa MOXHO yTBepxaatb, 4to JIM Bl y petein
obnafaet TaKMMU MNONOXKUTENIbHBIMWU XapaKTepPMUCTUKa-
MM, KaK: MaZIOMHBA3MBHOCTb, Manaa TPaBMaTUYHOCTb,
CHUXXEHMe KPOBOMOTEpPU, COKpalleHMe NPoao/IKUTENb-
HOCTM nNpebbiBaHWA B CTaLMOHape, COKpalleHue Kypca
aHTMbGaKTepManbHoM n obesbonunsatowen Tepannit, Ko-
POTKMIN peabuanTaLMOHHBIN Nepuoa, BeNUKONENHbIV
KOCMeTUYeckuin apdekT, oTcyTcTBME MOHATUA BeaeHuA

nocne onepauMoHHOM paHbl. [103BOAIAET NOAYYUTH OT-
JINYHbIe pe3ynbTaTbl B onepaTMBHOM nedyeHuun Bl n He
yctynaet Ofl. JIM aBnaetca paBHoUEHHOW 6e3onacHom
W pe3ynbTaTUBHOM anbTepHaTuson ana Ofl, HO B ToXe
Bpema TpebyeT OT KOMaHAbl XMPYProB U aHEeCTe3noso-
ros 6osbloro onbita. J/IM TpebyeT ganbHelwero nosce-
MECTHOIO Pa3BUTUA, TaK KaK ABAAETCA NepPCneKTUBHbIM
nepexoaHbIM 3TaNOM K BHeApeHWUo poboT-accucTupo-
BaHHOW XUPYpPruu.
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KYLLEPOB B.K., SUKUPUA E.A., PAXbIMXXAHOBA [.B.

MOYEKAMEHHASA BO/IE3Hb Y OETEN

[KM Ha MXB «LleHmp demckoli HeomaoxHol MmeduyuHcKol nomouwu», Aamamel

MN3ydeHbl KAUHUYeCcKue rnposasaeHus, OuazHoCmuUYecKkue Kpumepuu, pe3ysnsmamsi KOHCep8amueHo20 ne4eHus
moYeKkameHHol 6one3Hu y 53 demel, ¢ ucrnosb3osaHuem ¢humonpenapamos (UUCMOH, MymyKoH 8 sude cupo-
na). Ycnosuem xupypauyeckozo aevyeHus A8/A7A710C6 omcymcmeue memabonuyeckoli akmusHoCcmu ypoaumua-
30, 8 c8A3U C Yem, 8 demAM NposedeHO onepamusHoe ae4eHue, 2-M 0emaAm rnposedeHa 3aMmeHa 8HymMpumoYe-
MOYHUKOB020 CMeHMQ.

Knroyeesble cnosa: moyeKameHHaA 60/7€3Hb, s1e4yeHue, demu.

(Ana yumuposearusa: Kywepos b.K., 3ukupusa E.A., PaxeimxucaHosa [.B. MoyekameHHaa 6one3Hb y demell.
Meduampusa u demckas xupypaus. 2020;3-4 (101-102):82-84.)

KYLUEPOB B.K., 3SUKUPUA E.A., PAXbIMXXAHOBA .B.

BANANAPAOAfFbI HECEN TAC AYPYbI

Bananap LWyrein MeduyuHansik }apdem Opmarnsirsi, Anmamsi

LLlen1 dapinepiH (UucmoH, cupon mypiHOe2i mymyKoH) KondaHa omobipsir, 53 6anaHbiH Hecern #oa10apbiHbIH
mac aypybiHbIH, KAUHUKAbLIK KepiHicmepi, Oua2HOCMUKAbIK Kpumepulnepi, KoHcepgamusmi emoey Hamuxe-
nepi 3epmmendi. XupypausnsiK emoeyoin wapmel ypoaumusa3aHsiH memaboauKanelK benceHoini2iHiH 6oama-
ybl 601061, ocbiFaH 6alinaHbicmel 8 6anara xupypauansiK em ¥acanosl, 2 banara iwKi Hecen #onodapbl Hcyl-
ecCiHiH cmeHmi aybicmbipblaobl.

TyliiHdi ce3dep: Hecernn mac aypysl, emi, 6ananap.

(Cinmeme ywiH: Kywepos b.K., 3ukupus E.A., PaxeimxcaHosa [.B. bananapoarsi Hecen mac aypysil. [leduampus
WwaHe bana xupypauscsl. 2020;3-4 (101-102):82-84.)

KUSHEROV B.K., ZIKIRYA E.A., RAHIMJANOVA D.V.

UROLITHIASIS IN CHILDREN

Pediatric emergency care Center, Almaty

Clinical signs, diagnostic criteria, the results of conservative treatment of urolithiasis in 53 children were
studied using herbal remedies (Cystone, Tutukon Syrop). The condition for surgical treatment was the absence
of metabolic activity of urolithiasis, and therefore 8 children underwent surgical treatment. 2 children had
replacement of the intrauterine stent.

Key words: urolithiasis, treatment, children.

(For citation: Kusherov B.K., Zikirya E.A., Rahimjanova D.V. Urolithiasis in children. Pediatriya i detskaya khirurgiya
- Pediatrics and children’s surgery. 2020;3-4 (101-102):82-84.)

M oyeKkameHHas 6osesHb (yponuTmnas, HepponuTu-
as, noyeyHokameHHas bonesHb) - 3aboneBaHue,
XapaKTepusytolieeca 06pa3oBaHNEM B MOYEBOW CUCTEME
KaMHel 13 CONEBbIX M OPraHUYECKMUX COeQMHEHUI MOUH,
BO3HMKAIOT Ha GOHEe 0OMEHHbIX HapyLeHWI B OpraHM3me
[1,2].

B nocnegHue rogbl nokasaHa posib cneumduryeckmx bak-
Tepui, KoTopasa BblABAAeTcA B 57% npu baktepuonoruye-
CKOM MccnegoBaHMM Mmoum y 6onbHbIx MKB (Proteus spp.,
Klebsiella spp., Pseudomonas spp.) [3].

Hanbonee yacto B AETCKOM BO3pacTe BbISBAAOT-
CA KanbLMeBble KAMHW B BUAE OKcanatoB 1 pocdatos
KaNbLKA, pexe - ypaTHble KaMHMU, Ype3Bbl4aMHO peaKo
- LMCTUHOBbIE, KCAHTUHOBbIE U ApPYrMe opraHuyeckue
KaMHW.

KnnHmyecKas npossieHMa MmoYeKameHHOM 6onesHn y
OeTel XapaKTepusyeTca NMoYEeYHOM KOJIMKOW U OTXOXAe-
HMEM KOHKPEMEHTOB C MOYOW, Bbi3blBaloLWMe cnactmye-
CKue 601U B XMBOTE, B NOACHUYHOM 061aCTH, C YaCTbIMMU
no3biBaMM HA MOYEMUCNYCKaHMe, YaCTO COMPOBOXKAAETCA



amcnencueri (TOWHOTa, pBOTa), HaNPSAXXeHMeM MbILWL, ne-
peaHen bpolWHOM CTeHKM [2-4].

B 50% cnyyaeB MoyeKkameHHasa 60/s1e3Hb y AeTen npo-
ABAAETCA rematypuen (OT MUKPO- A0 MaKporematypuu)
[2,3,5].

OnarHoctka MKB He npeactaBaseT CNOXKHOCTU Mpwu
HA/IMYNUM MOYEYHOM KONUKE WM OTXOMKAEHWA KOHKpe-
MmeHTa. Cpeayn peHTreHON0rMYEeCKMX METOA0B AMArHOCTU-
KW NPUMEHSAIOTCA 0630PHbIM CHUMOK MOYEBOW CUCTEMDI,
3KCKpeTopHaa yporpaduma 1 KomnbtoTepHaa Tomorpadums
[2, 3].

OuddepeHumanbHbit guarHo3 MKB cneayeT nposo-
OUTb C rnomMepynoHeppuTom, nuenoHedpuTom, LUCTU-
TOM, TEMOPPArnMYecKMM BaCKY/IMTOM, OCTPbIM anneHau-
LMTOM, TPAaBMOM MOYeEK, TyOepKys1e30M MOYEBOM CUCTE-
Mbl, aHOMaNNAMU MOYEBbIAENNTENbHOM cnuctemsl [3,4,5].

OCHOBbI KOHCEPBATMBHOM Tepanum MOYEKAMEHHOM
b6onesHn y aeTel Takue XKe, Kak npu gncmetabonmnyeckomn
HedponaTUn. BarKHO yCTPaHUTb, MO BO3MOXHOCTU, 3TUO-
nornyeckunin GakTop U ABNEHUA 0BCTPYKUMM TOKA MOYUMN.

KoHcepBaTMBHas Tepanus Mo4YyeKameHHOl 6onesHu
y AeTel BK/IOYaeT UCMO/Ib30BaHME NPEenapaTos, Crnocob-
CTBYHOLLMX PACTBOPEHMUIO KAMHEM, KyNMPOBAHUIO CMasma
W BocnaneHua. [na QOCTUXKEHUA ycrexa Takas Tepanus
OO/IKHA NPOBOAUTLCA MJIAHOMEPHO U AAUTeNbHO. MMpu
3TOM UCMNO/Ib3YIOTCA KOMOUHUPOBaHHbIE dUTONPenapaThbl
(LMCTOH, TYTYKOH), KOTOPbIE MOTYT MPUMEHATLCA MPU /t0-
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6oM TuMNe yponnTrasa, CnasmoanTuyeckas Tepanus [2,4].
Mpu HeapPeKTUBHOCTU KOHCEPBATUBHOM TEPANuUN mc-
NONb3YIOTCA XMPYPrMYeckne MeToabl 1edeHns. Ycaosmem
XUPYPr1UYECKOro seyeHns ABAsSETCA oTcyTcTBMe meTabo-
JINYECKOM aKTMBHOCTM YyposIMTMA3a. [OKaszaHMAMMK K XU-
pyprudeckomy neveHuio npmu MKbB asnatotca:

* CW/IbHblEe, YAaCTO MOBTOPAOLWMECH MPUCTYMbI NoYey-
HOW KO/INKMK;

* OCTPbIi U XPOHUYECKUIM NUenoHedPUT, OCNOMKHUB-
WK YPONUTHA3;

- OZIUTYPUA U aHYpUA, 06yCNOBAEHHbIE KAMHEM;

- 6o/IbLUME KAMHM MOYETOYHUKA M KaMHU, OCNOXKHEH-
Hble ero CTPUKTYPO;

- HEMOABUXKHbIE, HE MUTPUPYLOLLME B TEYEHNE KaMHM
MOYETOYHMKA;

* KAMHW €4UHCTBEHHOM MOYKK;

- rematypus.

Xupypruyeckoe neyeHme MKB nposoautca ¢ npume-
HEHWEM UHCTPYMEHTaNIbHbIX M ONepaTUBHbIX MeToA0B. B
HacToALllee BpemMa Hanbosiee 4acTo Npu 06CTPYKUUM MO-
YeTOYHMKA KOHKPEMEHTOM, pa3BUTME BTOPUYHOTO ypeTe-
porngpoHedpo3a MCMNONb3YIOTCA B HAWEWN KAMHUKE IH-
[O0YpOnornyeckme metoabl (YCTaHOBKa BHYTPMMOYETOM-
HWKOBOTO CTEHTa). J/lTanapocKkonuyeckme, TPaANLMOHHbIE
onepaTtuBHble MeToAbl (MMeNoAnToToMmA, ypeTepoamnTo-
TOMMWSA, UMCTONUTOTOMMSA), B 3aBUCMMOCTM OT pasmepa U
NJIOTHOCTM KOHKpemeHTa 6onee 1,0cm.

LUENb NCCNEQOBAHMUA
M3yunTb pesynbTaTbl NPUMEHEHUA IMTONUTUYECKMX NPENapaToBs B IeYeHUN MOYeKaMeHHON bonesHn y geTeit.

OBbEKT U METOAbl UCCNEAOBAHUA

b/l NPOBeAEH PETPOCMEKTUBHbINA aHaIN3 UCTOPUIA

bonesHelt Bcex aeteit ¢ MKB, nonyymBlumx neve-
Hune B otaeneHmun yponormm UWAHMII r. AamaTtel ¢ 2018r.
no 2019r. Bcero 6b1/10 NposieyeHo 53 pebeHKa B Bo3pacTe
o1 0 go 14 net, gaHHble NpeacTasieHbl B Tabanue 1.

M3 HUX onepaTUBHbIM METOAOM NpPoseyYeHo 8 aeTel,
KOHCEepBATUBHAA IMTONIUTUYECKAs Tepanua bblia npose-
neHa 45 petam. Bcem getam go 5 net HasHavanucb nu-
TONIMTUYECKME NpenapaTbl B BUAe cupona (LMUCTOH, TyTy-
KOH), 8o 3-x 1eT no 2,5mn, ctapuwe 3-x aeT no 5,0mn, cTap-
we 6 net no 15mn x 2-3 pasa B geHb, B TedeHne 1 mecaua.

Yepes 1 mecay, nposoannu Y3 novek, moyeBoro ny-
3blpA, nabopaTopHble uccnegosaHuaA. o pesynbTaTam
nccnefoBaHU ONpeaensinm TaKTUKY NeYeHUs B 3aBUCK-
MOCTW OT IOKaNM3aLMn, KONYeCcTBa U pasmepa KOHKpe-
MeHTa.

KoHcepBaTUBHas Tepanua MoYeKamMeHHON bonesHu y
OeTel BKAYaNo MCMNoNb30BaHME MpenapaTos, cnocob-
CTBYHOLLUMX PACTBOPEHMUIO KAMHEM, KyNMPOoBaHUIO cnasma
n BocnasneHusa. Mpu 3TOM UCMONb3YTCA KOMOUHUPOBAH-
Hble duTONpPEnapaTbl B BUAE CMPONa (LLUCTOH, TYTYKOH).

TYTYKOH - MpenapaT pacTUTEIbHOTO NPOUCXOMXKAEHUSA,
obnagarowmii  CNasmosIMTUYECKMM, NPOTUBOBOCMAIU-
TEeNbHbIM, AUYPETUYECKMM U INTONIUTUHECKUM LAENCTBU-
em.

LIMCTOH - KOMNIEKCHBIM NpenapaT, COCTOALWMMN U3 IKC-
TPAKTOB NEKAPCTBEHHbIX pacTeHWin, obnapaer guypeTu-
YEeCKMM, CMasMOJIUTUYECKUM, JINTOIUTUYECKUM, MPOTU-
BOMMKPOOHbBIM LeNCTBMEM.

MpoAo KUTENBHOCTL NPUEMA COCTaBAAN, B CPeAHEM
2,5 mec (oT 4 Hegenb o 3 mecaues). Kypcbl Tepanum no-
BTOPAINCDL 2—3 pasa B roa.

PE3Y/1bTATbl U OBCYXKAEHUE

posieyeHo Bcero 53 pebeHKa ¢ MOYEKaMeHHOM
6onesHbto. Mo AaHHbIM KOMMbIOTEPHON TOMO-
rpadmmn onpenenann pasmepbl U NAOTHOCTb KOHKpe-
MeHTa, YTOo cocTaBuno MmeHee 1,0cm, MO NAOTHOCTM
meHbuwe - 1000HU. Mo pe3ynbTaTam aHaaM3a MOYU Ha
ypeasHy aKTMBHOCTb, BbifAB/IEHbI COCTAaB KaMHel (OK-

canatbl, pochaTbl, aMOPpPHbIE CONU) N CKOPOCTb KpU-
cTannobpasoBaHuA.

N3 Hux 8 peTam cTapwe 3-x fieT NpoBeaeHo onepa-
TUBHOE NIeYeHMe, Y KOTOPbIX Nocae NpoBeaeHUs 3 KypcoB
KOHCEpBaTUBHOM Tepanuu dutonpenapaTtamm, KOHKpe-
MeHTbl pazamepom bonee 1,0cM COXpaHUINCL B JIOXAHKE,
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MOYETOYHUKE U B MOYEBOM MNy3blpe € ypocTa3om. B cBAsn
C yem, nposeaeHa onepauua: NMuenonutotomma - 1, Ype-
TEePONANTOTOMMUA - 5, umuctonutToTomma — 2.

OcTanbHbim 45 feTAm 3HAOCKOMUYECKMM MyTem ycTa-
HOB/IEHbI BHYTPUMOYETOUYHMKOBBIN CTEHT-KaTeTep, C Ha3Ha-
YeHneM UTONUTUYHECKON Tepanum B TedeHmne 1,5 mecaua.

Tabnnua - KonmyecTso nposieyeHHbIX 60/1bHbIX B 3aBUCU-

M3 Tabanubl cnesyert, 4To B YMc/ie NposiedeHHbIX 60/1b-
HbIX C MOYeKameHHOoW bonesHblo npeobnagaeTt Bo3pacTt
ot 0 o 3 net (54,7%).

Mocne npoBeAeHUs KOHCepPBAaTUBHOM Tepanuu
C YCTaHOBKOW BHYTPMMOYETOYHMKOBOFO  CTEHTa,
y 2 (4,4%) peteil COXPaHWUAUCb KOHKPEMEHTbl B
JIOXaHKe M MOYEeTOYHMKe, B CBA3M C Yem, NpoBeaeHa
3aMeHa BHYTPMMOYETOYHMKOBOrO CTEHTA M Ha3HauyeH

MOCTM OT BO3pacTa NMOBTOPHbIA KypC AUTONUTUYECKOM Tepanun. Yepes
Bospact Konuyectso aetei, abe (%) 1,5 mMmecaua nocne ob6bcnefoBaHWSA KOHKPEMEHTbI
2018r. 2019r. Bcero He OOHapyXeHbl, BHYTPUMOYETOUYHUKOBbLIE CTEHTbI
Ho 1 roga 5(9,4) 8(15,1) 13 (24) yOaneHobl.
1-3 net 6(11,3) 10 (18,9) 16 (30,2) TakMm obpasom, cBOeBpeMeHHas AMarHoCTMKa Mo-
4-7 net 2(3,8) 5(9,4) 7(13,2) YyeKameHHoW 6onesHu y geter U NPUMEHEHWUE IUTONU-
8-11 ner 3(5,7) 3(5,7) 6(11,3) TMYeCcKoM ¢UToTEpPaANUM MNO3BOAMAO MUHUMU3UPOBATL
12-14 net 4(7,5) 7 (13,2) 11(20,8) BEPOATHOCTb PeunamMBoB 06pa3oBaHMA KaMHEW, pPUCKa
Wtoro: 20(37,7) 33 (62,3) 53 (100) Pa3BUTUA OC/IOXKHEHWIA.
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OCOBEHHOCTU Y/IbTPA3BYKOBOW AUATHOCTUKU FENATOB/IACTOM

AO «HayyHbil yeHmp neduampuu u demckoli xupypauu», Aamamsi

B cmamebe npedcmassieHbl 0CHOBHble 0CObeHHOCMU Yabmpa3gykosoli duaeHocmuKu 2enamobaacmom. [aH-
HOSA UHGOMayusA Mo3eoaum pacliupume 3HAHUA Ceyuaaucmos yaempaseyKoeoli 0uazHoCmuKU 045 cospe-
MeHHO020 0OHapyX#eHUs O0aHHOU Namoso2uu, a MAaK#e MOXem UCoAb308aMbCA UCCAE008aMeENAMU, U3y4adro-
Wyto OaHHY0 memy.

Knrouesoie cnosa: Y3/, cenamobaacmoma, 0emu

(Ona yumuposaHus: [xambynosa [.A., Capeenos C.LL. OcobeHHocmu yabmpa3eyKosoli duazHOCMUKU 2ena-
mobaacmom. MNeduampus u demckaa xupypaus. 2020;3-4 (101-102):85-88.)

AXXAMBYNOBA A.A., CAPTE/IOB C.LU.

FTENATOB/IACTOMAHDBIH YNbTPAADBIBbLICTbIK EPEKLUIAITI

«leduampus #aHe 6aa0a0p XUPYP2UACHI FblAbIMU OpmMansiFel» AK, Aamamel

byn wonyoa Hezizei 2enamobaacmomaHsiH, ynempadblbbiCMbIK epeKwini kKepceminedi. byn aknapam ynempa-
0b16bICMbIK OUA2HOCMUKA MAMAHbIHbIH YAKbIMblAbl 1amMasao2uaHbl AHbIKMAnyoa 03pexeciH #oFapmsoinaos.
CoHOali-aK adebuemmepee wiosnyosl bepineeH MaKbIpbIN 3epmmesiHeeH FblAbIMU MAKAAaAap0a KosndaHca 6o-

7100bl.

TyliiHdi ce30ep: yabmpadbibbicmbik 3epmmey, ceriamobaacmoma, baaanap

(Cinmeme ywiH: [xcambynosa [.A., Capzenos C.L. lenamobaacmomaHbiH yabmpadsibbicmbiK epeKuiniai.
Medouampus »caHe 6ana xupypauscel. 2020;3-4 (101-102):85-88.)

JAMBULOVA D.A., SARGELOV S.SH.

THE MAIN FEATURES OF ULTRASOUND DIAGNOSTICS

OF HEPATOBLASTOMAS

Scientific center of Pediatrics and Children’s surgery, Almaty

The review presents the main features of ultrasound diagnostics of hepatoblastomas which will improve the
level of an ultrasounds diagnostics specialists for the timely detection of pathology.

Keywords: ultrasound diagnostics, hepatoblastoma, children

(For citation: Jambulova D.A., Sargelov S.Sh. The main features of ultrasound diagnostics of hepatoblastomas.
Pediatriya i detskaya khirurgiya - Pediatrics and children’s surgery. 2020;3-4 (101-102):85-88.)

lenatobnactoma (IB) - 310KayecTBeHHas HU3KoAUGD-
depeHLMpPOBaHHaAA OMyXoab MeYeHUn 3MOPUOHANIbHOTO
NPOUCXOXKAEHMA, PA3BMBAIOLLAACA B PAHHEM [OETCKOM
BO3pacTe M3 K/AETOK MpesLllecTBEHHWMKOB renaToumMToB
(renaTobnactoB). iBnsieTcs Hanbonee YacTon NepBUYHOM
3/10KAYeCTBEHHOM OMYyXO0/Iblo MeYeHn y AeTel B Bo3pacTe
0-14 net [1].

3TMoNorMA 40 KOHUA He m3ydyeHa. BonbwuHCTBO cy-
YaeB renatob,1acToMbl paccmMaTpMBatOTCA KaK cnopaanye-
CKME, HO HEKOTOPbIE M3 HUX CBA3AHbI C KOHCTUTYLMOHA b-
HbIMW FEHETUYECKMMW aHOMAIMAMM U NOPOKaMU Pa3Bu-
TUA, TAKUMM KaK cuHApom bekButTa-BuaemaHa u cemei-
HblIi aIeHOMATO3HbI MOANMNO3 TOICTOrO KULWEeYHMKa [2].

MNoKasaTtenb 3a601eBaemMocTn renatob1acTom cocTas-
naet 0,1 -0,2 cnyyan Ha 100 Tbic. AeTcKkoro HaceneHus [1].
Ha ponto renatobnactom npuxoantca 72% ot BCex cayya-
€B 3/10KaYyeCTBEHHbIX HM3KoaMddepeHLMpPyEMbIX NEYEHN
y Aeten 0 - 14 net 1 85,5% OT BCEX 3/10KAYECTBEHHbIX HU3-
KognoddepeHuMpyeMbix onyxonel nevyeHn y aeteni 0 - 4
net [1]. JlaHHan naTo/iormMa xapakTepumsyeTcs MmeaeHHbIM
pasBMTMEM MPOLLECCa U OTCYTCTBUEM CYObEKTUBHBDIX XKa-
nob 6onbHoro pebeHkKa [3].

OTmeyaeTcAa 2 BO3pPACTHbIX NWKa 3aboneBaemo-
CTWU: NepBbI NPONUCXOAUT NPU POXKAEHUU UK B Nep-
Bbll MecAL, XM3HU, a BTOPOMN - Ha 16—18-i1 mecAubl
XU3HW [4].
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PucyHok 1 — [onneporpaduyeckas KapTMHa renartob-
NacToMbl NPaBoM AoNM NevyeHn pebeHKa. B npasoit gone
rnevyeHun BM3yannsnpyeTca n3osaxoreHHoe obpasoBaHue

C YETKMM POBHbIM KOHTYPOM; NP LBETHOM A0naeporpa-
buryeckom KapTUPOBAHUU - KPyMHble cocyapbl
CMeLeHHOro apTepMoBEHO3HOrO TUNa.

BaskHeilllee NpenmyLLECTBO YAbTPa3BYKOBOro Mccae-
[OBaHWA nepes ApyrMMn MeTOAaMN He MHBA3UBHOW BU-
3yanusaumm (peHTreHorpadua, MarHUTHOpe3OoHaHCHasn
WU KOMMbIOTEPHasA TOMOrpadun, peTporpagHas xonaH-
rmonaHkpeartorpadus) coCTOMT B BO3MOXKHOCTWM MOBTO-
pPATb MCCNeAOBaHWE TaK YacTo, KaK 3TO AMKTYeTCA Kau-
HWKOW. YNIbTPa3BYKOBOE UCC/Iel0BaHNE MCMO/b3YIOT Kak
METOZ, OTC/IEXKMBAHUA PErPECcCUn OMNyxoeBoro npouecca
Ha BCex 3Tamax XMMMoTepanuu 1 nocaeonepalmoHHOM
nepuoae.

TN MAom M L1 A

ne Ges. T A}

PucyHOK 3 — YnbTpasByKoBas KapTUHa nedeHn pebeHKa

B BO3pacTe 21 mecAay, xu3HW. lenatobnactoma c
nopakeHnem 1eBol [JoAM neyeHu. WccneposaHue
NpPOBOAMIOCH C MCMOJIb30OBaHMEM KOHBEKCHOMO AaTYMKa
(3,5-3,5mru): B neBoi gosie neyeHu, BU3yanmnsmpyetca
NOBbILEHHOM 3XOreHHOCTM 06pasoBaHME C YETKUMU
OTHOCUTE/IbHO  POBHbIMW  KOHTypamu  (boToapxus
Oxxambynosoit [.A)

PucyHoK 2 — YnbTpasByKoBas KapTUHa neyeHn pebeHKa B
BO3pacTe 26 mecaueBs *Kn3HKU. [ebaTobnactoma c noparke-
HWem nesown f0nm nedyeHu. MiccnefoBaHue ¢ UCNONb30Ba-
HMEM KOHBEKCHOro Aatyuka (3,5-5,5mru): 8 4 1 3 cermen-
Te nevyeHn BU3aNN3MpPyeTca U303XoreHHoe obpasoBaHue
C OTHOCUTENIbHO YEeCTKUM, POBHbIM KOHTYpoMm. (dpoToap-
xuB dxxambynosoi [.A)

A TaKKe KaK CKPMHWHI-MeTo , Noc/ie BbIMUCKU Nauu-
€HTa OAWMH Pa3 B MecAL, A1 UCKIIYEHUA peLmamBa 3a-
bonesaHus [4].

3a nepuog ¢ 01.01.2019r go 01.11.2020 roa 8 Hayu-
Hom LleHTpe neamaTpum n getckon xmpyprum (HLAOAX)
6bln0 0bcnenoBaHo 22 pebeHKka ¢ HOBOOOpPa3oBaHUAMMU
neveHu, ns Hux 10 gesoyek n 12 manbyumkos. Cpeamn HUX
npeobnaganu getn B Bospacte oT 0 4o 3x SIeT, COCTaBMB-
wue 77,2% (17), octanbHble 22,7% (5) aetei bbiam ot 4-x
00 6 ner.
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PucyHok 4 — YnbTpasByKoBas KapTMHa neyeHn pebeH-
Ka B Bo3pacte 17 mecAaueB *KWU3HU. [enatobnactoma ¢
nopakeHnem KBaZpaTHOM 40U nevyeHu. MccneposaHne
NPOBOAM/IOCH C MUCNONb30BAHMEM KOHBEKCHOro AaTyu-
Ka (3,5-5,5Mru): B 4, 3 M YacTUYHO B 5 cermeHTe neve-
HW BM3yanuaMpyeTca o6pa3oBaHME MOBbLILEHHON 3XO-
reHHoctTn pasmepom 105*65*80mMm, C YETKUM POBHbIM
KOHTYypom (poToapxms [dxkambynosoi [ A)
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PucyHOK 5 — YnbTpa3ByKoBas KapTWHa neyeHn pebeHKa
B Bo3pacte 1 Mmecaua KusHuW. [enaTobnactoma ¢
nopakeHnmem npasolk [onu nedveHn. WccneposaHue
NPOBOAMIOCH C WCMO/Ib30BAaHMEM MUKPOKOHBEKCHOIO
AatinMka (6-10mru): B 5,6,7,8 cermeHTe nevyeHu
BM3Ya/IN3NPYETCA N303XOreHHoe 06 BEMHOE 06pa3oBaHMe
pasmepom 100*98*120mMm. C YETKMM POBHbIM KOHTYPOM.
(doToapxms Okambynoson [ A)

dxorpaduueckn onyxonb B 89% cnyyaes Bbirnagena
KaK 4OCTAaTOYHO YETKO OrPaHMYeHHOe MAccMBHOe 0b6paso-
BaHMWe, Yallle BCero NoBbILLIEHHON 3XOreHHOCTU C YETKUMMU,
OTHOCUTE/IbHO HEPOBHbLIMW KOHTYpamu. Onyxo/ib nopaxa-
/13, B OCHOBHOM, ZiBa 1 60/1ee CermeHTOB NeYeHu, Npenmy-
LLLeCTBEHHO MpaByto Aonto. B npasoli aone B 62% cnyya-
eB nopaxkanucb V, VILVII, VIII cermeHTbl. BHYyTpW onyxonu
B 13% cny4aeB BCTpeYasIMCb YHaCTKM KasibLMHO3a U B 33%
CNyYaeB -pacnaja TKaHu onyxonu. B 12% cnyyaes obpaso-
BaHWME MMEe/I0 303XOTEHHYHO OAHOPOAHYIO CTPYKTYPY.

Kpome noartBepxAeHUa NoKanusaumm onyxonu B
neyeHu, Bpayy Y/AbTPa3BYKOBOM AMArHOCTUKU Heobxo-
OMMO NPOBECTM onpeaeneHne pPasmepoB OMyxoau, a
TaKXKe MpOBECTM OUeHKY obbema onyxonu no dopmy-
ne (A*B*C*0.523), roe A-pgaunHa, B-wupuHa, C-BbicoTa
obpasoBaHua). OnpenenvTb PACMoIOKEHME OMYyXO/H,
B 3aBMCMMOCTU OT A0/1el MeYeHU, U yKa3aTb MOpPaXKeH-
Hble cermeHTbl. OLeHNUTb BO3MOXKHOCTb BHEMEYEHOYHOro
pacnpoCTpaHeHWA ONyXO/aW, a TaKXe NpPoBeCcTU OCMOTP
MMdaTUYECKUX Y3108 BPIOLWHOM NOMOCTU U 3abPHOLLINH-
HOro NpocTpaHcTBa. lenatob1acTtoma MoXKeT BbICTPO Npo-
pacTaTb B NEYEHOUYHYIO apTEPUIO, HUXKHIOK MONYIO BEHY
WM OXBaTblBaTb UX B BUAE NJIOTHON MydTbl. M0 AaHHbIM
ponnaeporpadumn, onyxosib 0O4eHb XOPOLLIO BACKYNAPU3N-
poBaHa. Y3/ opraHoB 6plolWHON NOAOCTM C AONNAepo-
rpaduen npumeHsaeTca ANA UccienoBaHMA MarucTpasb-
HbIX COCY/ZI0B MEYEHU C LeNbio onpeaeneHuna pacnpocTpa-
HeHuA 3aboneBaHumA.

Mpn ynbTPasByKOBOM WCCNE0BAaHMM OYEHb BaXKHO
onpeaennTb COCTOAHWE MArucTpanbHbIX COCYA0B NeYeHn

PucyHOK 6 — YNbTpasByKoBasA KapTMHa NevyeHU pebeHKa B
BO3pacTe 5neT ku3HU. lenatobnactoma ¢ nNoparkeHnem
npaBol A0 NeYeHM Cpa3pbiBOMONyxonu. UccnegosaHue
NPOBOAMIOCH C WCMOJ/Ib30BAHNMEM MUKPOKOHBECHOITO
AaTumMKa (6-10mMru): BCHO NpaByto 40110 NeYeH 3aHUMaeT

06bEMHOE TKaHeBoe 06pa3oBaHWE  MOBbIWEHHOM
9XOreHHOCTU HE OAHOPOAHOM CTPYKTYPbI B HUMKHEN YacTu
BM3YyaIU3UPYETCA aHIXOTEHHM y4acToK, C HEO4HOPOLHbLIM
COLEPUMbIM C YeTKUMW  GecToHYaTbIMK  Kpasmu)
(doToapxmus Arxkambynosoun A.A)

M UX B3aMMOOTHOLLEHUA C 06beMHbIM OBpasoBaHMEM.
Heobxoanmo onpeaenuTb CTBO U A0NEBblE BETBM BOPOT-
HOM BeHbI, TPM NEeYEeHOYHbIe BEHbI, @ TaKXKe NeYeHOYHbIM
M HagnevyeHOUHbI OTAEe bl HUXKHEN NOION BeHbl. [na nc-
KNOYEHMA BOBNEYEHWUA COCYAUCTbIX CTPYKTYP B OMyXOJib,
a TaK)Ke Ha/NM4YMA BHYTPUCOCYAMCTOrO KOMMOHEHTa ony-
XONW cnefyeT NCNoAb30BaTb PEKMMbI LLBETOBOTO M CMeK-
TpaNbHOro Aonnsepa, PUCYHOK 1.

Y3 no3BoannO BbIABUTL Cleayolme OCNOXKHEHUA,
KOTOpble B Aa/ibHellem 6bliv NOATBEPKAEHbI MPU NPO-
BeAEHWUM KOHTPACTHOM KOMMbIOTEPHOM ToMorpaduu.
Tak, y aetelt ot 0 go 3x net B 30% BbIBASIEHO BOB/IEYEHNE
COCYA0B, Yalle BCEro HUXKHEeM Moo BEHbl U BOBAEYEHUE
B MpoLecc XxBocTaton fonun nedenu B 20% cnyvaes. Cny-
YyaeB pa3pbiBa OMYX0aU He 6biNo. BoBneyeHue 3abptoL-
WMHHbIX TMMbATMYECKMX Y3108 0TMeYeHO B 40%.

Y petelt 6bonee crapuwero Bo3pacta (ot 3 go 7 net) B
OBa pasa vaule (60%) BbIABAANOCH pPacnpOCTpaHeHue
ONyxo/an B COCyAbl NEYEHWU, NPEUMYLLECTBEHHO B HUMXK-
HIOIO Moyt BeHy. B 10% - MTS B cOBCTBEHHO-NEYEHOY-
HYIO TKaHb MeYeHW U BOB/AEYEHME B MPOLLECC XBOCTATOM
[onun neveHun - 10%. Paspbis onyxonu 6611 8 10% 1 BOB-
NleyeHne 3abpoWNHHBIX IMMGATUYECKUX Y3/10B OTMeYe-
Ho B 70% cnyuvaes.

Busyanusauus renatobnacrom Ha Y3U

B cBA3K C Tem, YTO KAMHUYECKME CMMMTOMbI MOAB-
NAKOTCA MO34AHO, OCHOBHAA 4YacTb 60/bHbIX MNOCTYNaloT B
CMeuMann3nmpoBaHHble KAMHUKW B 3aMyLLEHHbIX CTaAMUAX.
YUnTbIBaA BbilE U3N0XKEHHOE, BHEAPEHME COBPEMEHHbIX

81
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PucyHOK 7 — YnbTpasByKoBasA KapTuHa nevyeHn pebeHKa B
BO3pacTe 4 neT XU3HM renatobactoma npasom Jonu ne-
YeHW, MHOXKecTBeHHble MTS B cobCcTBEHHONEYEHOYHYO
TKaHb. MccnepoBaHme NpoOBOANAOCH C UCCNONb30BAHUEM
NIMHEMHOro AaTtyMKa (8-12mru): nmapeHxuma neyeHu He
OLHOPOAHAA 33 CYET MHOMECTBEHHbIX MMEE03XOreHHbIX
06pasoBaHUN Pa3/IMYHOIO AMaAMeTpPa, HEenoTatoLWMXCs
cuety. (boToapxus Axambynoson [1.A)

MeTo40B AMArHOCTUKU U nevyeHnAa nepBUYHbIX onyxoneﬁ
neyeHun npnobpeTtaeT 0cobyro aKTyaIbHOCTb.

YnbTpa3ByKoBOE McCnen0BaHMe MaLMeHToB C renarto-
61acToMamm KenaTenbHO NPOBOAMTL Ha annapartax aKc-
NepTHOro Knacca, C UCMO/Ib30BaHMEM KOHBEKCHbIX, MU-
KPOKOHBEKCHbIX U IMHENHbIX A3aTYMKOB C MAaKCMMaJIbHO
BbICOKOM pa3speluatolLeli CnocobHOCTbIo, YacToTon OT 5-7
00 12-15mru,.

CoBeplleHCTBOBaHME YNbTPA3BYKOBbLIX AMArHoCTUYe-
CKUX TEXHOMOMMI NPUBENO K TOMY, YTO B pAAEe Cayyaes
CTa/10 BO3MOHbIM OTKa3aTbCA OT APYrMX pagmonormye-
CKUX MccnenoBaHuin. Ho npu aTom nosbllaeTca OTBeT-
CTBEHHOCTb CcheuManncta, oT KOToporo TpebyeTca Kau-
HMYECKU MPaABUABHO MHTEPMNPETUPOBATb MOAYYEHHbIE
pesynbraThbl.

OcHOBHas [o0Nns yAbTPa3BYKOBbIX WCCAeA0BaHUN B
NONMKANHUYECKUX YCNOBUAX MNPUXOAUTCA Ha OpraHbl

PucyHok 8 — YnbTpa3ByKOBaA KapTMHA TMeEYeHMU
pebeHKa B Bo3pacTe 2 MecsL, M3HUM renatobnactoma
npaBoM [0AM MNeYeHu C BOB/JIEYEHMEM V.portae.
NccnepoBaHme NpoBOAMAOCH C  WMCCMOJIb30BaHUWEM
NIMHEMHOro Aatymka (6-10mru): npaByto AOO NEYeHU
3aHMMaET MOBbIWEHHOW 3XOFeHHOCTU 06pasoBaHue;
NPOCBET BOPOTHOMN BEHbI, CYXKEH, MOTOK TYpOYyNEHTHbIN
(dboToapxus Oxxambynosoii [.A)

6ptoWwHOM nonocTu. MeyveHb - NEPBOE, YTO B ITOM CAy4ae
BM3yanu3npyeT cneumanunct. 3agaya Bpaya - BbiABUTb Na-
TO/IOTUIO Ha PaHHUX CTaAMAX NPOLLECCa, NpeXae Yem OHa
CTaHeT KANHUYECKMN 3HAYMMOIA.

Takum 06pa3om, BKNOUEHUE B NaHOBbIN OCMOTP Ae-
Tell NepBOro roAa ¥W3Hu yNbTPa3BYKOBOr0 UCC/IeA0BaHMA
OpraHoB BpPHOLHOW NONOCTH (aHaNOrMYHOE HENpPOCOHO-
rpadmm) no3sonunno 6ol CBOEBPEMEHHO ANATHOCTUPOBATb
3aboneBaHue, 1O NOABMEHUS KAUHUYECKUX CUMMTOMOB,
Korga y»e noTpebytoTca obwmpHbIe U TpaBMaTUYHbIE pe-
3eKuuKn nedeHu. Toraa Kak ynbTpa3BYKOBasA AMArHOCTUKA
OVArHOCTUKA - HeZoporo M BecbMa AOCTYMHbIA CKpU-
HWHIOBbIM MeTOZ, 417 HOBOPOMKAEHHbIX, KOTOPbI NO3BO-
NIAeT BbIABUTb He TO/IbKO renatobnactomel, HO U Apyrue
BO3MOMHble 3ab0/1eBaHMA Ha CAaMOM paHHEM 3Tane, YTo
NO3BOMUT UCKNIOYUTD BOBNIEYEHME B MPOLLECC APYIUX Op-
raHOB M CUCTEM C COXPAHEHMEM KauyeCTBa XKU3HMU.

NUTEPATYPA

A LN R

http://www.rcrz.kz/docs/clinic_protocol/2016/2
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'KAXAPOBA H.P., ’KACEHOBA I'.H., 25A3APBAEBA A.A.

CUHAPOM 3AAHEUA OBPATUMOMN SHLEEDANIONATUM (PRES) Y AETEU
C OHKOTEMATO/NOMMYECKOM NATO/IOTUEN

1HAO «Ka3zaxckuli HayuoHanbHbIl meduyuHckul yHusepcumem um. C.[. AcpeHdousapoesa», Anmamei
2A0 «Hay4Hobil yeHmp neduampuu u demckoli xupypauu», Aamamsi

CuHOpom 3a0Heli obpamumoli sHuegpanonamuu (PRES) — smo KauHUKo-paduoaozu4yeckuli CUHOPOM, B8K/HOYA-
rowuli 8 cebs cy0opoxcHbIe MPUCMYybl, 20/108HYH0 60/b, HAPYWeHuUe CO3HAHUSA, 08uzamesbHble U 3pumesbHble
paccmpolicmea, a makyce 8a302eHHbIl 0MeK 20/108HO20 M0O32d NpuU Heliposusyanuzayuu. AKmyaneHOCMb Ha-
cmosuweli cmambsu c8a30HA € pacrnpocmpaHeHHocmsto PRES y demeli ¢ oHKoeemamosnozau4eckol namosozauel
(1,4%), 8 ocobeHHocmu y 0emeli ¢ ocmpsim AuMgpobaacmHsim nelikozom (55%). Mepuod om Ha4vana neve-
HUsA 00 MoseaeHUA MepsbiX KAUHUYECKUX CUMIMTMOMO8 8 cpedHeM cocmaensemca 5 — 6 mecayes. B cmameoe
npeocmassieHbl cCOBpPeMEHHbIE TaMog@u3uoso2udeckue OaHHbIe, @ Makxce nooxo0bl K OUA2HOCMUKe U f1e4eHUo
PRES y demed.

Knroueewie cnosa: PRES, cuHOpom 3a0Heli obpamumoli sHuegpanonamuu, ocmpbil nelikos, demu, apmepuars-
HasA eunepmeH3us, cyoopoau, Heliposu3yanusayus.

(Ana yumupoeaHusa: Kaxaposea H.P., KaceHosa IH., bazapbaesa A.A. CuHOpom 3a0Heli obpamumoli sHyegpa-
nonamuu (PRES) y demeli c oHkozemamornozuveckoli namosnoeauel. leduampus u demckas xupypaus. 2020;3-4
(101-102):89-94.)

'KAXAPOBA H.P., 2KACEHOBA T'.H., 25A3APBAEBA A.A.

OHKOTEMATOTIOTUAJIK NATONI0ONMACHI BAP BANANAPOAfDI
KANbIHA KENETIH APTKbl SHLE®PANNONATUA CUHAPOMDbI (PRES)

1«C.XK. AcgheHOuspos ambiHAarel Kazak ¥nmmelk MeduyuHa YHusepcumemi» KeAK, Aamamel
2«lMeduampus #caHe 6aaa1ap XUPYP2UACHI FolAbIMU 0pmanbirsi» AK, Aamamesi

KanneiHa KenemiH apmKbi 3HYegpanonamus CUHOPOMbI — MblpbiCynapmeH, 6ac aypybiMeH, KO3Fasy HaHe Kepy
KbI3MemiHiH 6y3blbICbIMEH, ecmiH 6Y3biabICbIMEH, COHbIMEH Kamap Heliposu3yanusayusa KesiHoezi 8a302eHO|
6ac MUbIHbIH icieiMeH KepiHeMiH KAUHUKO-paduos02UAsbIK CUHOPOM. Byn MaKanaHbIH e3ekminizi 6aaanapobiH,
OHK02emMamos02UusfblK aypynapsiHOa (OHbIH iwiHOe, Heden numgpobaacmmelK neliko3 - 55%) PRES cuHOpombi-
HbIH, #cui ke30ecyimeH 6alinaHbicmel. by CUHOPOMHbIH, €H AAFaWKbI KAUHUKAAbLIK KepiHici em 6acmanfaHHAH
COH 5 — 6 alioaH KeliiH FaHa KepiHedi. byn makanada bananapdarel PRES cUHOpOMbIHbIH 3aMaHayu namogusu-
0/102UANbIK Manimemmepi, CoOHOali-aK emoey WaHe OUa2HOCMUKACLIH Xypai3y adic-macindepi KepceminzeH.

TyliiHOi ce30ep: PRES, KannbiHa KesiemiH apmKbl SHUeganonamus cCuHOpomsl, xeeden nelikos, bananap, apme-
PUANObIK 2unepmeH3us, moipbicyaap, Heliposu3syanu3ayus.

(Cinmeme ywiH: Kaxaposa H.P., KaceHosa I.H., bazapbaesa A.A., OHKO2emMamos02UsabiK Mamosio2uscsl
bap bananapdarbl KanambIHA KeaemiH apmibl sHUeganonamus cuHopomsl (PRES). Meduampus xcaHe bana
xupypeuscel. 2020;3-4 (101-102):89-94.)

'KAKHAROVA N.R., 2KASENOVA G.N., 2BAZARBAYEVA A.A.

POSTERIOR REVERSIBLE ENCEPHALOPATHY SYNDROME IN CHILDREN
WITH ONCOHEMATOLOGICAL PATHOLOGY

1«Kazakh National Medical University named after S.D. Asfendiyarov» NPISC, Almaty
2«Scientific Centre of Pediatrics and Child Surgery» JSC, Almaty
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Posterior reversible encephalopathy syndrome (PRES) is a clinical and radiological syndrome that includes
seizures, headache, impaired consciousness, movement and visual disturbances, and vasogenic cerebral
edema on neuroimaging [1]. The relevance of this article is related to the prevalence of PRES in children with
hematological oncology pathology, especially in children with acute lymphoblastic leukemia (55%). The period
from the start of treatment to the appearance of the first clinical symptoms is on average 5 - 6 months [2]. The
article presents modern pathophysiological data, as well as approaches to the diagnosis and treatment of PRES
in children.

Key words: PRES, posterior reversible encephalopathy syndrome, acute leukemia, children, arterial hypertension,
seizures, neuroimaging.

(For citation: Kakharova N.R., Kasenova G.N., Bazarbayeva A.A. Posterior reversible encephalopathy syndrome in
children with oncohematological pathology. Pediatriya i detskaya khirurgiya - Pediatrics and children’s surgery.

2020;3-4 (101-102):89-94.)

BBEAEHUE

pu neyeHun remo61acTo30B U CONUAHBIX OMy-

Xonen y AeTen yactoTa HEBPOJOTMYECKMX OC-
NIOXKHEeHUM BapbupyeTtca oT 5 ao 30% [3]. Ocobblit UH-
Tepec B nocaegHue rogbl Bbi3biBAae€T CUHAPOM 3a4HEN
obpatumoit aHuedanonaTum (aHra. posterior reversible
encephalopathy syndrome — PRES), KoTopblit siBndAeT-
CA KAUMHUKO-PaAMONOTMYECKMM CUHAPOMOM, BK/OYa-
HOLWMM B ceba Cyg0pOXKHbIe MPUCTYMbI, TONOBHYI 60/b,
HapylleHWe CO3HaHWSA, ABUraTesNbHble U 3pUTENbHbIE
pPaccTpolicTBa, a TaK¥Ke Ba30reHHbIi OTeK r0/N0BHOrO
Mo3ra npu Hemposusyanmsauum [1]. B 6onbwunHcTBE
cnyyaeB NaTonorMyeckme npouecchbl Npu AaHHOM CUH-
ApoMe ABAAKTCA TPAH3UTOPHbIMKW, OAHAKO HECBOEB-

peMeHHaa AMArHOCTMKA MOMKeT NpuBecTM K Heobpa-
TUMbIM MOBPEXAEHMAM BMNAOTb A0 JeNKoManauuu
[4]. BnepBble KAMHUYecKas KapTuHa PRES 6bina onu-
caHa B 19961 Hinchey et al. y B3pocabix nauneHToB ¢
3KNamncuen, noYyevyHom AUCHYHKUMEN U CUCTEMHOM
KpacHoi BonuyaHkoi (CKB), TaKke 6blna BbiAB/AEHA
CBA3b C TAMKENOM rMnepTeH3nen 1 MMMYHOCYNpeccmBs-
HOW Tepanuen. JaHHbIN cMHAPOM Obll U3BECTEH KaK
cnHapom obpatumon 3agHer nelrikosaHuedanonaTuu,
B HacToAlee BpemMs LWWUPOKO MNPUMEHAETCA TepMUH
PRES. narHocTUKa faHHOro CMHAPOMA CTasa AO0CTyn-
Ha Noc/ie aKTUBHOTO UCMNO/Ib30BAHMA MarHUTHO — pe3o-
HaHCHoOM Tomorpadwum [5,6,7].

ANMAEMUONOrnA

3a6oneBaeMOCTb CUHAPOMOM 3agHen obpaTu-
MOW 3HLedanonaTMn ocTaeTca MaiOU3BECTHOM.
B 3apybekHOI nuTepaType ONMCAHO NULWb HECKONbKO
nccnefoBaHU, MNOCBAWEHHbIX AnarHoctuke PRES vy
aeTtei. Tak B PeTPOCMNEKTUBHbBIX UCCNeL0BaHUAX, MPO-
BOAMBLUMXCA Ha b6ase [eTcKoi uccnenoBaTesbCKOM
6onbHMLbl Department of Oncology, St. Jude Children’s
Research Hospital, Memphis, TN, USA c sHBapsa 1994r
no aHeapb 2014rona PRES 6bin BbifiBneH y 37 (21 manb-
YmKa n 16 gesoyek) U3 5217 petei, HaXoAMBLUMXCA Ha
le4YEeHMN B CBA3M C OHKOJIOTMYECKMM 3abosieBaHMEM

B TeyeHue nepuoga uccneposaHua [8]. Mo AaHHbIM
Shaukat Khanum Cancer Hospital and Research Center
B nepuog ¢ aHBapAa 2013r. no uionb 2016r. y 1208 ge-
Tel Obla AMArHOCTMPOBAHA OHKO/MIOTMYECKaa naToso-
rma. M3 Hux y 15 manbunkos u 4 geBoYeK B Bo3pacTte
oT 2,5 no 16 net BbiaBneH PRES, cpeaHuin Bo3pacTt na-
LMEHTOB Ha MOMEHT MOCTAaHOBKM AMarHo3a COCTaBMUJ
7 net [9]. Takxke coobuianock, yto PRES, cBA3aHHbIN C
TpaHcNNaHTaLMen reMono3TUYECKUX CTBOJIOBbIX Kie-
ToK (TICK) y aeteit BcTpeyaetcs B 4,6% - 34% cnyyaeB
[10,11].

3TUONI0rnA

puvYMHa BO3HMKHOBeHMA PRES ocTaetca Heus-

BECTHOM, OAHAKO CYLLEeCTBYIOT COCTOAHMA, Hau-
6onee 4acTo CBfA3aHHblE C PUCKOM BO3HWKHOBEHUA
OAHHOro CMHAPOMA: OCTPaA MAN XPOHUYECKAn apTepu-
anbHas rUNepTeHsua, ayTOMMMYHHble 3aboneBaHuA
(CKB, y3enkoBbii nonvapTepunt, 6onesHb KpoHa u ap.),
NPesKNaMncuUa U 3KNaMMNCcuaA, CenTUYecKMe COCTOAHMA,
TpPaHCNAaHTaLMA OPraHoOB, KOCTHOrO MO3ra M CTBONIOBbIX
KNeTOK, XpOoHMYecKkme 3aboneBaHUA NOYEK, MAaCCUBHblE
reMoTpaHCchy3nn, 3NEKTPOSIUTHbIE HAPYLLUEHUSA, NpUMe-
HEeHMEe HEKOTOPbIX TPYMM NEeKapCTBEHHbIX MpenapaTos
(aHTMpeTpoBMpPYCHblE, AHTUAENPECCAHTbl, MOHOK/O-
HasnbHble aHTUTena n gp) [12]. B neanatpumyeckoi npak-
TUKe Yalle Bcero puck PRES BO3HMKaeT y geTen ¢ OHKO-

rematonoruyeckoi natonornenn (1,4%). MoparkeHuto B
OCHOBHOM MOABEPKEHbI NaLUNEHTbl C OCTPbIM MMPOO-
NlaCTHbIM Neliko3om (55%). Heckonbko peske PRES BcTpe-
YyaeTcs Npu ocTpoMm mmenobnacTtHom neikose (9%), uTo
TAK)Ke MOXKeT OblTb CBA3AHO C PAa3HOM YaCcTOW AaHHbIX
AunarHo3os. Mepuog oT HaYana leYyeHUA OCHOBHOTO 3a-
6oneBaHMA A0 NPOABAEHUSA CUHAPOMA 3a4Heln obpaTu-
MOW 3HUedanonaTMm B cpeiHeM cocTaBaseT 5 — 6 meca-
ueBs [2]. Tak Npun Ie4eHnn oCcTporo nenkosa y aetei PRES
MOXKeT BO3HUKHYTb Ha Ntobom 3Tane Tepanuu. B ceasm
c yem, cnegyeT obpaTnTb ocoboe BHMMaHME Ha Nauwu-
€HTOB A/IUTENIbHO NOAYYaloLWMX BbICOKME A03bl MMMY-
HOCYMNPeCcCUBHbIX (LUKAOCNOPUH A, TaKpoauMyc U ap.)
M LMTOCTATMYECKMX NPEenapaToB (LMcnaathH, kapbonna-



TUH, METOTPEeKcaT, BUHKPUCTMH, L-acnaparvHasa v ap.).
B cBOtlO ouepesb BO3HUKAIOT CIOKHOCTU Npu anddepeH-
umpoBke PRES OT TOKCMYECKOro AencTBMS acnaparvHa-
3bl MKW 3HUedanonaTUM, BbI3BaHHON METOTPEKCATOM.
JHuedanonaTna, BbI3BaHHAA MeTOpPeKcaTom, WMMeeT
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TEHAEHLUMIO K Mopa)eHuto 6esoro BellecTsa roloBHO-
ro Mo3ra, BO3HWKaEeT B OnpefesieHHbI Nnepuog, speme-
HWU (Y4epe3 HecKo/NbKO Heaenb Nocae MHTPATeKaNbHOro
BBEeAEHMNA METOTPEKCaTa) U He CBA3aHa C OrPaHUYEHUEM
anoddysum Ha guddysmoHHo MPT [6].

NATO®U3NONOINA

onp,e U3y4yeHuMa MexaHM3MoB pa3BuTuA PRES 6bian
BblAeNeHbl ABe OCHOBHble runoTtesbl. OgHUM U3
naTtoreHeTUYeCKMX MEXaHM3MOB AHHOFO COCTOAHUA AB-
NAeTcA HapyLeHMe ayToperyasaumm ronoBHOro mosra npu
pe3KoMm MOoBbIWEHUN apTepPUanbHOro AasneHua (60-80%),
npuBoAsalLlee K paspylleHuto rematosHuedannyeckoro
bapbepa 3a cyeT yBenmyeHusn LepebpasibHOro KpoOBOTOKa.
B gpyrom mexaHuWsme, paspylieHue remaTosHuedanu-
yeckoro bapbepa NPOUCXOAUT 33 CYET IHAOTENNANbHOM
AnchyHKUMKM ¢ uepebpanbHoi runonepdysmeli Ha doHe
BO34EMCTBMA MMMYHOCYNPECCUBHbBIX U LIUTOCTAaTUYECKUX
npenapaTos, cpeam KoTopbix Yalle Bcero PRES Bbi3biBaeT
uMKnocnopuH. MoBpexaeHne rematosHuedannyeckoro

bapbepa NPUBOAMUT K Ba30reHHOMY OTEKY FOJIOBHOTO MO3-
ra 3a CYeT MHTEPCTMLMAbHOW 3KCTPaBa3aLMUM KUAKOCTU
M3 KanuAasapoB M ee HAKOMIEHMA B TKaHW TO/IOBHOrO
mos3ra. NpenmyLecTBeHHOM N0Kanu3aumein JaHHOro oTe-
Ka ABAAeTCA 3a4HAA YacTb r0JIOBHOrO MO3ra, YTo, CKopee
BCEro, CBA3aHO C He40CTAaTOUHOW perynsaumen cumnatunye-
CKOW HEpBHOM cuUcTeMbI B 3TOM 0bnacTn. OTHOCUTENbHAA
NAOTHOCTb CUMMNATUYECKON MHHEPBALMN Hanbonbluas BO
BHYTPEHHEN COHHOM U nepeaHen uepebpanbHoOM o0bna-
CTAX M HAaMMeHbLas B 6a3MNAPHON apTepun U e€ BETBSAX.
CnepoBaTtefibHO, HapylleHMe MexaHM3MOB ayToperyns-
UMM CHayana npomcxoamt B Bosee NIoOXo MHHepBUpYe-
MbIX COCyAax 3agHero otaena KposoobpauteHus [1,6,13].

KNUHUYECKUE NPOABNEHUA

KnMHMKa cMHApPOMa 3agHel obpaTumolt aHueda-
nonatmm asnaetcAa HecneuuéduyHol. Hambonee
Yyactbimn npusHakamu PRES aBnatoTca Takme HeBpoOoru-
YyecKMe HapyLleHUsa KaK: obL,emo3roBble PaccTPoMCTBa,
CYA0POXKHAA aKTMBHOCTb, HapyLleHWe 3peHns, oyaroeas
HEBPO/IOTMYECKasA CMMNTOMATMKA U Ap. [aHHble npoas-
JNIeHMA MOTYT Pa3BMBaTbCA B NPeAenax oT HECKObKMX Ya-
COB 10 HECKONbKMX CYTOK (B cpeaHem 12 — 48 yacos). He
BCE 3TU K/NMHUYECKME CMMNTOMbI OMMUCBLIBAIOTCA Y AeTel
¢ PRES. Mpu nerkoit cteneHn PRES moxeT NposiBAsSTbLCA
TONbKO OA4HUM U3 KNMHUYECKUX CUMMTOMOB, B 6O/bLUINH-
CTBe CNy4YaeB 3TO rosioBHaA 6onb uam cygoporu [14,15].
Yacto HavyanbHbIM npossneHnem PRES asndatoTca cypo-
POKHbIN CUHAPOM, KOTOPbI OBbIYHO NPeACTaB/IEH reHe-
PanM30BaHHbBIMW NPUNAAKAMU C TOHUKO-KNOHUYECKUMU
cyooporamu (74%), perke OTMeYaeTca BO3HWKHOBEHWE
anuaenTuyeckoro cratyca (3—17%). 3atem npoucxoaut

HapacTaHue ronosHon 60nu (53%), conpoBoxaatoLLerics
TOWHOTON U pBOTOW. B 90% cnyyaeB BO3HWMKAET CNyTaH-
HOCTb CO3HaHMA, KOTOPasA MOKET BapbupPOBaTbCA OT fer-
KOM COHAMBOCTM BNJIOTb A0 MyH6OKOM KOMbI. 3pUTe/bHble
paccTpoiicTBa BcTpeyatoTes B 67% ciy4aeB W npencras-
NIeHbl MHOKEeCTBOM BapMaLMil CMMMNTOMOB: KOPKOBas
cnenoTta, rOMOHMMHas remuaHoncusa, GoToncus, CHUKe-
HMe OCTPOTbI U PACnbIBYMBOCTb 3peHua U ap. Oyarosas
HEeBPO/IOTMYECKaA CUMMNTOMATMKA, BKAIOYAOWAA 4yB-
CTBMTENIbHbIE U ABUraTe/ibHble HapyLeHUA BCTpevaeTcA
y Aeten ¢ PRES B 5 — 15% cnyyaes. B cpegHem Bblweuns-
NIOXKEHHbIE KIMHMYECKME NPOABAEHUA CMHAPOMA 3a4Hel
0bpaTMmoli sHLedaonaTMm perpeccupytoT B NPOMexKyT-
ke oT 2 no 30 gHel Npw NpoBeAeHUM aleKBATHOM Tepa-
nuu [5,8,16,17]. TaxKecTb U BbIPA*KEHHOCTb KANHUYECKUX
NPosBAEHMUA AAHHOTO CMHAPOMA MOTYT ObITb Pa3/INYHbI
n B 50% cnydaes TpebytoT rocnutanmsauum 8 OAPUT [2].

AUATHOCTUKA

RES — 3TO KAMHUKO — PaAnO/IOrMYECKUI AMarHos,

ONA NOCTAHOBKM KOTOPOro HeobxoAMMo MNosHoe
3HaHWE KpUTepuesB BM3yanus3aunm W npeanosaraemblix
KIMHUYECKUX NPOABAEHWIA. B cBA3M C OoTCyTCTBMEM 06-
LLEeNPUHATbIX anropuTMOB AMArHOCTUKU ANA MOCTAHOB-
KM AmnarHosa PRES Heobxoamm KOMMNAEKCHbIM noaxoa.
CyLLecTBYIOT HEKOTOpble KPUTEpPUUM AMArHOCTUKM CUH-
Apoma 3agHeil obpaTtMmolt sHuedanonatMn: Hanuuvme
HEBPO/IONMYECKUX PACCTPOMCTB, XapaKTepHbIX ana PRES;
OCTpPOTa Hayana npouecca, HaanM4yme COCTOAHWUIN accoum-
MpoBaHHbIX ¢ PRES 1 oTcyTCcTBME APYrNX NPUYNH BO3HUK-
HOoBeHMA 3HUedanonaTnn; obpPaTMMOCTb U3IMEHEHUI B
roNoBHOM Mo3re npu 3pdEeKTUBHON U CBOEBPEMEHHOM
Tepanuu. B nocnegHue roabl CPoKM amarHocTuku PRES
3HAUYUTENBHO COKPATUAUCDH (C HEAENW A0 HECKOJIbKUX Ya-

coB) 6narofapto aKTMBHOMY WCMO/Ib30BAHUIO METOA0B
BM3yanunsaumm, cpeam kotopbix MPT asnaetca Hanbonee
BaXXHbIM M KNHOYEBbBIM 3/1EMEHTOM ANATHOCTUKM. 10 AaH-
HbiMm MPT ronosHoro mosra B 65% ciy4aeB oTek n10Kanu-
3yeTcs B CybKOpTMKanbHOM 6enom BelLecTBe TEMEHHOM
W 3aTblIoYHOW aonewt (pucyHok 1) [16]. Kak npaBuno, oH
CMMMETPUYEH, MHOT4a Hapaay ¢ 6enbiM Moparkaetca u
npunesaulee cepoe Belectso (27-44%). B 35% cnyyaes
OTEeK MOXKET HabtoAaTbCA U B APYTUX OTAENAX: BUCOYHbIX,
NobHbIX (81-89%) ponsx, ctBone (58%), mMo3Keuke, HO,
KaK NpaBwu/Io, C O4HOBPEMEHHbIM MOPaXKEHMEM U 3a4HUX
otaenos. JJononHutenoHble MPT peXXumbl MOMOratoT oT-
JIM4NTb BA3OrEeHHbIN OTEK OT LIMTOTOKCMYecKoro, bonee
XapaKTEePHOro Ana uwemuun. M3obparkeHMa ¢ NAOTHO-
CTblO MPOTOHOB M T2 — B3BeLlEHHble U306parkeHua no-

9
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PucyHoK 1 - OceBoe MP-u3obparkeHue (nocienoBaTesIbHOCTb BOCCTAaHOBEHMA MHBEPCUN, OCIabNeHHas }KUAKOCTbHO)
OEMOHCTPUPYET OBLLIMPHbIV Ba30reHHbIM OTEK B 3aTbIJIOYHOM 06/1aCTM C 06ENX CTOPOH 1 NPaBOEe OCTPOBKOBOE KPOBOT-

eyeHue [16].

Ka3blBalOT 06/1aCTM BbICOKOIO CUrHAa, YKasbiBatowme Ha
oTeK. MNocnenoBaTeNIbHOCTM BOCCTAHOBAEHUA C MUHBEPCH-
eln, ocnabneHHol xuaKkocTbio (FLAIR), Takke nossonser
BM3Yya/IM3MpPOBaTb NoparkeHua[2,9].

MoparkeHne CnMHHOro Mmo3ra 6bl10 3aperncTpmpoBa-
HO TONbKO y B3pocsabix ¢ PRES. OgHaKo nmeroTca gaHHble
0 ABYX AETAX, Y KOTOPbIX MOCNAEe 3aBepPLUEHMA BbICOKOAO3-
HOM XMMMOTEPANUKU, KPaHMOCMUHANBHOTO 06yYeHUs
M npumeHeHus 6eBaumsymaba npu MeTacTaTUYeCcKon
meaynnobnactome yepes 6 mecaues passuiaca PRES. B

060MX KNMHUYECKUX CAy4asxX MPUCYTCTBOBAAM rO0BHan
601b, Nporpeccupytollee HapyLleHWe Co3HaHusA, runep-
TOHMSA U NoTeps 3peHus. Y ogHoro pebeHka TakKe bbiiu
reHepasn3oBaHHbIe CyA0POrv M BblparkeHHan AblxaTeNb-
Has HeaoCTaTOYHOCTb (pUcyHOK 2). CheayeT OTMETUTb,
YTO MOKA KJAMHMYECKME CMMMTOMbI MCYe3atoT BbICTPO U
COCTOSIHME NALMEHTOB COOTBETCTBEHHO Y/yYLLIaeTcs B Te-
UeHMe HECKOJIbKMX 4YacoB WAW AHel, paamonormyeckue
OTK/NOHEHWA MOTYT COXPaHATbCA 3HAUYMTENbHO A0/blue
[13,18].

PucyHoK 2 — N306parkeHnsa MPT 11-neTtHero manbumKa. (A) UcxogHble MPT-u306parkeHUs He MOKa3blBAOT U3MEHEHUM
CUrHana rosI0BHOTO WM CMIMHHOTO Mo3ra. (B) AkcranbHble FLAIR 1 carntTanbHble T2-B3BeLeHHble MPT n3obpaxkeHus,
nosly4eHHble yepes 72 Yyaca nocae KAMHMYecKoro Havyana PRES, NoKasbiBaloT ABYCTOPOHHME U CUMMETPUYHbIE 0bna-
CTU KOPTMKA/NbHOW MTMMNEePUHTEHCUBHOCTU B 334HUX TEMEHHbIX U BUCOYHbIX A0AX U OBLINPHYIO TMNEPUHTEHCUBHOCTD
cnuMHHoro mo3sra ot C3 4o mo3roeoro KoHyca. (C) Ocesbie FLAIR 1 caruTTasibHble T2-B3BelleHHble MPT n306parkeHus,
noJsilyyeHHble Yepes 3 mecsLa, NOKa3bIBAOT NOJIHOE pa3peLleHne KOPKOBbIX aHOMAJIMIA FOJI0OBHOIO MO3ra U OCTaTou-
HYIO TMNEePUHTEHCUMBHOCTb CUrHasia oT Th1l go mosrosoro KoHyca [13].



C uenbto paHHero BbiABAeHMA PRES Ha ocHOBaHWM 06-
30pa MTepaTypbl M AaHHbIX KIMHUYECKUX UCCNeA0BaHUA
6blna paspaboTaHa LWKana paHHero npeaynpexaeHus
CUHApPOMa 3agHel obpatumoit aHuedanonatum (PEWS).
LLIkana coctouT us Tpex cieayowmx yacten: (1) dakro-
pbl PUCKa, BbI3blBalOWME AAHHOE COCTOAHME (2) KAUHU-
yeckue npusHaku (3) ocobeHHocT I3M, BKAOYaA mea-
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JIeHHble BOJIHbI U aNUAenTUPOPMHble pa3paabl. OueHKa
addeKTMBHOCTU WKanbl PEWS nokasana, 4yto n3 57 nauyu-
€HTOB C oCTpbiM IMMbOBNACTHbIM NeiKko3om 54 nmenn
6ann meHee 10, U HM Y OOQHOTO M3 HUX He OblA AMarHo-
cTupoBaH PRES. Y aByx Apyrux, y KoTopbix 6annbl 6bian
paBHbl 12 1 13, gnarHos PRES 6bin noatsep:kaeH Ha MPT
ronosHoro mosra [1,19,20].

ANGDEPEHLIMANIBHAA AUATHOCTUKA

KnMquecxme npoasaeHna y naumeHtoB ¢ PRES
HeJoCTaToOYHO crneunduyHbl. OHM MOTYT UMWUTU-
poBaTb pa3/IMyHble HEBPOJIOrMYECKME COCTOAHUA, TaKme
KaK NepBMYHbIEe OMyX0aM U MeTacTaTUYecKoe noparkeHue
LUHC, HelporHdEKLUM, OCTPYIO IeKapCTBEHHYIO 3HUeda-

nonaTuio (nocne meToTpeKcaTa, BUHKPUCTUHA, Udocda-
MKUAa), BaCKyIUT, TPOMB03 BEHO3HOIO CMHYCa FOJIOBHOTO
MO3ra M UWeMMYECKUn UHCYNbT (bacceliHa 3agHel mos-
rosoi aptepuu), ap. [12].

OCNNOXKHEHUA
OCHOBHblE OC/NIOKHEHUA, AMATHOCTMPOBAHHbIE PAAMONOrMYECKM, NPU NOCTaHOBKe AnarHo3a PRES BKatouvatoT nwe-

MWIO U KPOBOU3NIUAHUE B FONOBHOM MO3T [6] .

NEYEHUE

Tepanvm PRES 06bl4HO cMumMnomaTnyeckas u Tpeby-
eT He3aMeaNUTe/NbHbIX AeNCTBUN ANA CHUMNKEHUA
PUCKa OC/IOXKHEHW, @ TaK»Ke NpefoTBpaLLeHus Heobpa-
TUMbIX U3MEHEHUI B FOJIOBHOM Mo3re. OCHOBY sieyeHus
COCTaBNAET YCTPAHEHWE MNPUYMH U NPOBOLUPYHOLLMX
daKTopos, BbI3biBatowmx PRES. KomnnekcHoe neyeHue
BK/ItOYAET NPMMEHEeHMe afeKBATHOM aHTUTUNEepPTEH3UB-
HOW Tepanuu 6e3 pe3KMx KonebaHWi apTepuasnbHOro
[aBNeHMA, NPOTUBOCYAOPOXKHOM U AernapaTalMoHHON
Tepanuu. CBoeBpeMeHHasA aHUIMNepTeH3MBHasA Tepanua
cnocobHa KynupoBaTb KAMHMYECKUe npossneHusa PRES
B TeyeHMe 1 — 2 gHel n He TpebyeT NPOSOHIMPOBAHHO-

ro Ucnonb3osaHuA. Mo AnTepaTypHbIM AAHHBIM MHEHUA
ABTOPOB OTHOCUTE/NIbHO CPOKOB JIeYEHUA CYyLOPOr Pacxo-
OATCA, OAHW CUNTALOT, UTO /leyeHne caeayeT NPOAOIKATb
00 12 mecAueB nocie cHe3HOBEHMA CMMNTOMOB, Apyrue
»Ke yTBepXKAatoT, YTO NpMem MPOTUBOCYAOPOXKHbIX Mpe-
napaToB MOXKHO NPeKpaTUTb Cpasy Nocae NCYHe3HOBEHUA
CYZOpOr.

MporHo3 PRES B ocHOBHOM onpeaenaeTcA OCHOBHbIM
3aboneBaHnem, y 60/1blLIMHCTBA NaALMEHTOB HEBPOAOTU-
YecKune NposB/ieHMA 06paTUMbI, HO NMPU Pa3BUTUKN TaAXKe-
NIbIX OCNOXHEHWIN HEBPONIOTMYECKME NOCNeACTBUA MOTYT
ONTeNbHO coxpaHaTbes [2,4,6,10,16].

BbIBOAb!

RES aBnAetcA TpyaAHOAMATHOCTMPYEMbIM  OC-

JNIO}KHEHNEeM y JeTell C OHKOremaTo/10rMyecKoi
natonoruen, B CBA3U C OTCYTCTBMEM crneunduyeckmx
KNAMHUYECKUX MPOABAEHUN U TpebyeT npoBeaeHUs
anddepeHUManbHON ANATHOCTUKM C LWIMPOKUM CMEeK-
Tpom 3aboneBaHui. B pesynbtate yero HeobxoaMmMo
TwaTtenbHoe 06cnefoBaHWE MALMEHTOB, MOAYYatOLMX
MMMYHOCYNPECCMBHYIO U XMMUOTEpPANUto, 41A CBOEBpe-
MEHHOM AMArHOCTUKM M BblbOpa afeKBaTHOrO SeyeHua
C Le/blo NpeaoTBpaLLeHmMa HeobpaTUMbIX USMEHEHWI B

ronoBHOM Mo3re. MaTepwuanbl A4aHHOM CTaTbW OTParKatoT
COBpPEMEHHble B3rNAAbl Ha 3NUAEMUONOTNIO U NaTodu-
3nonoruto PRES, Tak)Ke ocBelLatoT HoBEWLINE NOAXOAbI
K AMArHOCTUKe M NIeYeHMI0 AaHHOro coctosHuA. Ha ce-
rogHAWHNN AeHb 0coboro BHMMaHMA TpebyloT BbiAB/e-
HMEe MEeTOAOB pPaHHel AMArHOCTUKKU, UsydyeHue dakTo-
poB, UMelLWMNX HebanpuATHOE 3HaYeHMe Aas Ucxoaa
3abonesaHuaA, nogbop NPoPUNAKTUYECKOTO JIeYEHUS U
O3HAKOMHEHUE MeANLMHCKUX COTPYAHUKOB C 3TOM Mma-
JION3BETCHOM aHuedanonatmen.
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AXMAPOB H.H., AG/IATOHOB H.B., AXTAPOB K.M., KACEHOB LLI.E., KANTAI H.A.

COBPEMEHHbIE NOAX0Abl B AMATHOCTUKE AHOPEKTA/IbHbIX
MA/Ib®OPMALIMA Y OETEA

AO «Hay4Hbili yeHmp neduampuu u demckoli xupypauu», Aamamel

lMposedeH aHanuz ucmopuli 6onesHeli 920 demeli 8 6o3pacme om 1 mecsaya 00 5 1em, 2cocnumanu3uposaHHbIX
8 KnuHuKy HUIMAX ¢ 2004-2019 22. ¢ paznuyHsbIiMU GHOPEKMasabHbIMU MOPOKAMU PA38UMUA.

ZaHa cmpyKmypa KAuHU4ecKux (oopm GHOPEKMAsIbHbIX MOPOKO8 pa3sumus. M3yyeHsl eeHeanozuvyecKkoe aHam-
He3bl y 653 60s16HbIX. []JaHbI KOMAEKCHbBIE OUEeHKU KAUHUKO-UHCMPYMeHMAsbHbIX UCCAe0080HUU AHOPeKmMase-
HbIx Manbgopmayuli y demedl.

Knrouesble cnoea: demu, ampesus, oucmysisl, NPAMAS KUWKA

(Ana yumupoeaHus: Axnapos H.H., Agpnamonos H.b., Axmapoe K.M., KaceHos LL.E., Kanmali H.A. CospemeH-
Hble M00X00bl 8 OUAZHOCMUKE GHOPEeKMaAsnbHeix Mmaasbpopmayuli y demel. MNeduampusa u 0emcKas xupypaus.
2020;3-4 (101-102):95-101.)

AXNAPOB H.H., AG/IATOHOB H.B., AXTAPOB K.M., KACEHOB LLI.E., KANTAM H.A.

BANNANNIAPOAFbl AHOPEKTA/IbAbl AMMAK, AKAY/TAPbIHbIH,
AWATHOCTUKACbIHbIH 3SAMAHAYU TOCIZ1AEPI

«lMeduampus »aHe 6ananap xupypauscsl FolabiMu opmaneirsi» AK, Aamamel

2004-2019 »cbindap apansiFelHOA M BXFO KauHUuKacsiHOa aypyxaHada ¥amkaH 1 alidaH 5 xcacka deliiHei 920
60a1aHbIH aypy mapuxelHa manoay x#cyp2izindi. KnuHukanelK mypaepodin KypblasbiMbIHOG AHOPeKmasnbobiK aKa-
ynapobiH HYCKAAApsl AHbIKMAA0bl. 653 HayKacmeslH wexcipenik aHamHesi 3epmmendi. bananapoarsl aHOpeK-
mans0bl aKaynapobl KAUHUKAALIK-UHCMPYMeEHMAnobl 3epmmeynepae KeweHoi baranay 6epindi.

Kinmmik ce30ep: bananap, ampesus, hucmynanap, mik iuex

(Cinmeme ywiH: Axnapos H.H., AgpnamoHos H.b., Axmapos K.M., KaceHos LLI.E., Kanmali H.A. bananapdarsi
aHopeKmMansObl aliMak akayaapbiHbiH OUA2HOCMUKACLIHbIH 3aMaHayu macindepi. lMeduampus xcaHe 6ana
xupypeuscel. 2020;3-4 (101-102):95-101.)

AKHPAROV N.N., AFLATONOV N.B., AKHTAROV K.M., KASENOV SH.E., KALTAI N.A.

MODERN APPROACHES TO THE DIAGNOSIS OF ANORECTAL
MALFORMATIONS IN CHILDREN

Scientific center of Pediatrics and Children’s surgery, Almaty

Medical histories of 920 children aged from 1 month to 5 years hospitalized in the clinic CCPCS(HUIMu/AX) from
2004 to 2019 were analyzed. Variants of anorectal malformations are identified in the structure of clinical forms.
Researched enealogical anamnesis in 653 patients.Clinical instrumental studies of anorectal malformations in
children was estimated.

Key words: children, atresia, fistulas, rectum.

(For citation: Akhparov N.N., Aflatonov N.B., Akhtarov K.M., Kasenov Sh.E., Kaltai N.A. Modern approaches to
the diagnosis of anorectal malformations in children. Pediatriya i detskaya khirurgiya - Pediatrics and children’s
surgery. 2020;3-4 (101-102):95-101.)
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AKTYAJIbHOCTb

Ha NPOTAMEHUU MHOTMX BeKoB npobiema aHo-
peKTanbHbIX Mmanbpopmauunii (APM) ocTaetcs
aKTyanbHOW npobnemoli aeTckoi xupypruun. lNepsble
OMMNCAHMA TAaKMX NOPOKOB Y YXUBOTHbIX N3BECTHbI eLé CO
BpemeH ApuctoTena u AaTUPYHOTCA 3 BEKOM [0 Hallein
dpbl. Bo BTOpOM BeKe A0 Hawen apbl CopaHyc — OAMH
13 nepBbIX NegMaTpos gpeBHero Puma nposogmn pacce-
YyeHue aHa/IbHOM MeMbpaHbl U pacliMpeHNe OTBEPCTUSA,
TEM CaMbIM CNacas HOBOPOMAEHHbIX OT HEMUHYEMOW
rmbenn. B 1576 rogy laneHom onucaHbl CHUHKTEPDI
NPAMON KULIKKU, KOMYUK U MbILLLLbI, MOAHUMAlOLLME 3a-
OHWIA npoxog [6,7,8,9]. AHTeHaTa/bHas AMarHoCTUKa
n3onnpoBaHHo APM BcTpevaetca penko, 60/blIMH-
CTBO CNy4YaeB AMArHOCTUPYyeTCcA B PaHHEM HeoHaTasb-
Hom nepwuoge [10]. CywiecTByeT WKMPOKU cnektp APM,
OT HM3KMX aHOMANMN C MPOMENKHOCTHON GUCTYION M

NPOCTbIM 1IeYEeHNEM [0 BbICOKMX aHOMA/INIM C KOMMJIEeKC-
HbiM ieyeHnem [11]. C ynyywieHnem 3HaHWUM 06 ambpu-
0N10TUU, aHATOMUN U GU3MONOTUN AaHOPEKTAZIbHOM 30HbI
n bnarofapsa OOCTUNKEHUAM B MeTogax BW3yanau3auuu
NOABMIACb BO3MOMXKHOCTb YNYULIUTb AMArHOCTUKY U Ha-
YanbHoe neyeHne APM.

B nocneaHue rogbl OTMEYAETCs MOBbILEHWE MHTEPECA
OETCKUX XMPYProB — KOJIOMPOKTONOrOB K 3TOW npobneme.
Mpu 3TOM MMmeeTcA NOHMMaHMWe, YTO CaMW aHOPEKTalb-
Hble ManbdopmMaLMn NPeacTaBAAT COOON LIMPOKMUI
CMEKTP NMOPOKOB Pa3BUTUA aHOPEeKTabHOW obnacTtu. He-
CMOTPA Ha MHOFOBEKOBYHO UCTOPMIO NMOMbITOK XMpypruye-
ckoro neyeHuna APM n AoCTUrHYTble B NocneaHue roapl
ycnexu, npobiembl, Kak B X ANArHOCTUKE, TaK U XUPYpPru-
YeCKOM KOPPEKLLMU, a TaKKe Aa/ibHelleln peabunautaumm
[0 KOHLA eLle He peLleHbl.

LIENb

O3HaKOMUTb WMPOKUIA KPYT AETCKUX XMPYPTrOB C MHOFONIETHUM OMbITOM NPUMEHEHUA MHOOPMATUBHBIX KIMHUKO-MH-
CTPYMEHTa/IbHbIX METOA0B AMArHOCTUKM APM 1 BbIGOPOM TaKTUKM NeYeHus.

OBbEKT UCCNIEAOBAHUA

poBeAeH PeTpPOCneKTUBHbIN aHanus 920 uctopuii
bonesHer Aeter, HaxoAMBLUMXCA Ha JIEYEHUU U
peabunutaumm B HayyHoMm LleHTpe neamnaTpum n AeTCKon

XMPYPrUn € PasiMdHbIMMU @aHAaTOMUYECKMMUM BapMaHTaMu
APM. BospacT geteit 6611 o1 0 4o 5 net.
Bce poTorpadmm 13 nMUHbIX apXMBOB aBTOPOB.

PE3YNIbTATbl U OBCYXKAEHUE

pesynbtate aHanusa 920 cnyvyaes APM ycTtaHoBe-
Hbl C/liegyloliMe BapMaHTbl aHOPEKTa/IbHbIX MOPO-
KOB pa3BuUTUA:

. MepuHeanbHasa ouctyna - 162 (17,6%)

. PekToypeTpanbHas ¢uctyna - 321 (34,9%)

. PektoBesukanbHasa ¢ouctyna - 91 (9,9%)

. BectnbynspHas ductyna - 184 (20%)

. Atpesus 6e3 puctynbl - 46 (5%)

. CteHo3 aHyca -5 (0,6%)

. Atpesus / cteHo3 npamont Kuwku - 4 (0,4%)

. ATpesus NpAMON KULLKM NPU HOpMaibHO chop-
MUpoBaHHOM aHyce (H — ductyna) - 72 (7,8%)

. KnoakanbHas aTtpesusa — 35 (3,8%)

Mpn M3y4yeHUM reHeanornyeckoro aHamHesa 653
60bHbIX (71%) BbIABNEHO, YTO BMKANLLME POACTBEHHU-
KM CTpaZann pasanMyHbiMu 3a60/1eBaHUAMM TONCTOMN KMLL-
Kun: 6onesHb MMpLINpyHra n MAMONATUYECKUA MerapeKTo-
curmomna, — B 65 caydaax (9,9%), pasnuuHble aHOMaAnK
AHOPEKTa/IbHOM 30HbI — y 146 naumeHToB (22,4%), ponu-
xocurma y 88 peteit (13,4%), XpOHUYECKME 3aMnopbl Hey-
CTaHOB/NIeHHOM aTnonornn 221 peteit (33,9%), xpoHuye-
CKuI KonnT —y 114 (17,5%), natonornn MBC y 19 (2,9%).
Mpu cbope aKylIepCKO-TMHEKONOrMYECKOro aHamHesa,
BblACHEHO, 4YTo 350 AeTel ¢ aHOPEeKTa/IbHbIMW areHe3un-

AMM POAUNOCL OT MaTepel C HEeOTATOWEHHbIM aHaMHe-
30M. Y maTtepeit 303 naLMeHTOB BbIABNEH OTATOLLEHHbIN
COMATUYECKUI M aKyLEepPCKO-TMHEKONOTMYECKNIA aHam-
He3. OTMEeYaNoCb CoYeTaHUE HECKO/IbKMX GaKTOpOB pu-
CKa: npodeccnoHanbHbiX BpeaHocTel y 32 (10,5%) maTe-
peit, OPBUN y 45 (14,8%) uenoBekK, ocTpbix nHbekunn y 24
(8%), He caHMPOBAHHbIX 04AroB XPOHUYECKUX UHDEKLUN
32 (10,5%) HabntogeHWe, NCNONb30BaHME aHTUbaKTepu-
aNbHOM Tepanuu B nepuon bepemeHHocTn y 27 (8,9%)
YEHLUMH, HEMPOSeYEHHOMN TMHEKO/I0rMYECKo NaToNorMm
y 59 (19,5%), TOKCMKO30B Pa3/IMYHbIX CPOKOB HepemeH-
HoCTM y 64 (21,2%), BpeaHbIx npusbiyeKk y 20 (6,6%).

[narHos aHopeKTanbHOM mManbdopmaLumnm, 3a UCKAIO-
YeHMEeM aHa/IbHOro CTeHO3a MOXKHO OnpeaennTb cpasy
nocne poXAaeHus, B xofe 0bbl4HOrO HEeOHaTa/IbHOrO OC-
MoTpa. KpaliHe BaXkHa paHHAA AMArHOCTUKA NOPOKa pas-
BMTWA, TaK KaK AMarHoCTMKa Ha 4-5 geHb BedeT K pac-
LWIMpPEHM0 060404YHON KULLKK, Pa3BUTUIO OBCTPYKTUBHO-
ro CMHAPOMa U Aaxe pa3BUTUIO cencuca. Mpu ocmoTpe
MPOMENKHOCTU €CTb HECKO/JIbKO BAXKHbIX KIMHUYECKMX
NPOABNEHMI TaKUX KaK Ha/MUYME UAWU OTCYTCTBUE aHa/lb-
HOro OTBEPCTUA, BAAraaunLLa 1 ypeTpasbHOro oTBepcTUs,
0bHapyKeHue CBULLEN U Pa3INYHbIX aHOMAJININ KPecTLo-
BO-KOMYMKOBOM 061aCTu.



PucyHok 1 - OTcyTcTBMeE 3agHenpo-
xogHoro oteepcTua. [aHHaa u Bce
nocneaytwouime
CTBEHHbIE

¢doTorpapum  cob-

PucyHok 4 - Atpesuna. PekTonpomex-
HOCTHbIN cBMLL,. 1— «4yepHble y3en-
KW», NpeacTaBieHHble CKonaeHnem
MEKOHMA Noa, aNnaepmMmmMcom
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PucyHok 2 — Atpe3uAa aHyca. He-
neppopmnpPoBaHHbIN aHyC Yy HOBOPO-
XAEHHOorOo.

PucyHoK 5 - Atpesus. PektoBecTtu-
BYNAPHbIN CBULL

INEAUATPUA N1 AETCKASA XUPYPTUA

PucyHok 3 — Atpesus.
A -Jlnnoma NpOMENKHOCTU.
b - PEKTONPOMEKHOCTHbIN CBULL,

b S
PucyHok 6 - MNepcuctupytowas Knoa-
Ka. CyBKAUTOPHbBIN NPOXOL,

PucyHoK 7 - Mepcuctmpytollas Knoaka. A - BHelwHui Bua; B - YBennueHHble bonbline nonosblie rybol; C -Manbdop-
Mauma 60/bLIMX NOOBbIX Ty6.

PUCyHOK 8 - PeHTreHorpadusa «prone position». OnpesensatoT ypoBeHb aTpe3nmn NPAMOI KULWKK MO PACCTOSHUIO MeX-
Ay METKOW Ha MPOMEKHOCTM U ra3oBbIM My3bipem B C/IENOM KOHLLE NPAMOM KULWKK. A — HU3Kan atpesus; B — BbicoKas
aTpesus
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PucyHok 9 - nctanbHaa ctomorpadums.
Atpe3us aHyca. PeKToypeTpasbHbIi
(bynbbapHbIii) cBmL,

1 — npAamas KULWKa; 2 — ypeTpa;

3 — MoyYeBoOM Ny3blpb; 4 - CBULL,

peTpasbHbIi

BOW Ny3blpb

PucyHok 10 - inctanbHaa ctomo-
rpadua. Atpesusa aHyca. Pekrtoy-
(npocTaTnyeckuin)
cBuLL. 1 — nNpAman KULWKa; 2 — pek-
TOypeTpasnbHblil CBULL,; 3 — mouye-

PucyHok 11 - [uctanbHaa cTOMO-
rpadus. ATpesuna aHyca. PektoBesu-
KaNbHbIN cBULY,. 1 — NpAMan KULLKa;
2 — peKToBe3WKa/bHbIM CBUL,; 3 —
MOY€eBOW Ny3blpb

ANCTAIbHAA CTOMONPOKTOIPA®UA

ToMonpokTorpadus bbina npeanoxkeHa Gross GW,

A.Pena npu aHOPEeKTa/ibHbIX Masbdopmaumax y
OeTel C BbiBeAEHHOM Ha NepBoOM 3Tane JieyeHMsa CTOMON.
NccnepoBaHve no3BonAeT BM3yasiM3MPOBATb aHAaTOMO-
MOopPdONOrnyecKkoe CoCToAHME NPAMOM KMLLKU U AnarHo-
CTUPOBATb BO3MOKHO paHee He BbliB/IEHHbIM CBULLLEBOM
XOA.

TexHWKa wuccnegoBaHMA OTHOCUMTENbHO MpPOCTad M
yAobHaas B npumeHeHuU. Heobxoammble maTepuansbi:
Katetep Ponnes c pasgysatowmmcsa 6annoHom B 5 mn,
wnpuy 50-60 Mr 1 BoAopacTBOPUMBINA KOHTPACT. B guc-
TaJIbHYIO CTOMY, CO CTOPOHbI nepeaHelt GPHOLHON CTeH-
KW, BBOAUTCA KaTeTep Poned, pasgysaetca 6anioH ans
3aKynopuBaHMA BbIXxoga M NpeaoTBpalleHUs obpaTHo-

ro OTTOKa KOHTPACTHOro BelecTBa. [locTeneHHO BBOAAT
BOAOPACTBOPUMbIM KOHTpacT (YporpaduH, YnbTpaBuCT,
OMHMNaK), CO34a0WMIN BHYTPU KULLKM NOBbILEHHOE TU-
ApocTaTuyeckoe gasneHune (pucyHok 11). Npsamas K1LKa
NPOXOANT Yepes BOPOHKOODBPA3HYIO MbILLIEYHYIO CTPYKTY-
py, KOTOpas 06bIYHO COKpaLLAeTcsa B pe3y/bTaTe CxkKaTuA
PEKTaNbHOM CBA3KW, NMO3TOMY BBEAEHWE KOHTPACTHOrO
BEeLLeCTBa C A0CTaTOYHbIM MOBbIWEHHbIM AaB/IEHMEM MO-
3BO/IAET HAMOJIHUTb HUCXOOALMMN OTAEN U ONpenevnTb
OMCTaNbHbIN, PeKTaNbHbIM cermeHT Ntoboro cemwa. CHu-
MOK Ba*KHO MPOBOAUTb B /1aTePOMNO3ULUM, NPU 3TOM OT-
YETIMBO KOHTPACTMPYETCA CBULLEBOW XOZ, YPETpa U mMo-
yeBOoW Ny3blpb. KpoMe TOro, MOXKHO ONpeaenuTb CTeneHb
pPacLUMPEHMA MPAMON KULLKW.

KOMIMbIOTEPHAA TOMOTPA®UA MPAMOM KULLKU U COUHKTEPHOIO AMMAPATA B 3D NMPOEKLINK

KOMI'IbIOTepHO-TOMOI'pad)VIHeCKoe (KT) nccneposa-
HWEe NPAMOWN KULWKKU U COUHKTEPHOro annapara
npoBsoanaock Ha annapate «Asteon» (Toshiba)/AnoHus,
no metoguke lkawa (1986). B 3aBMcMmoOCTM OT BO3pacTa
n Beca pebeHKa onTMManbHOE Nose CKaHMPOBAHUA CO-
ctasnano ot 12 go 24 cm, cunoit Toka 40-100mA, Ton-
LWMHA Ccpe3a M Wwar cTosia cooTBeTcTBeHHO 1-3. Bo Bcex
Cny4Yasx KomnbtoTepHaa Tomorpadus (KT) nposoannach

8008083393-19
KL R

PucyHok 12 - KomnbtoTepHaa TOMO-
rpadus Ha ypoBHe nybopeKTanbHOM

MbILWUbl. BapnaHT HOpMBbI. PUAHT HOPMBI.

PucyHok 13 - KomnbloTepHaa Tomo-
rpadus Ha yposHe m. levator ani. Ba-

B NOJIOXKEHMM pebeHKa Ha CNUHE C BbITAHYTbIMW HOTaMu.
[NA KOHTPAcTMpPOBaHMA MPAMOW KULWKKM MCMONb30Ba-
IoCb BOAOPACTBOPMMOE KOHTPACTHOE BELLeCTBO, KOTO-
poe BBOAWM/IOCH B MPAMYIO KMLLKY NMPY MOMOLLM KaTeTepa
donesn, HenocpeacTBEHHO Nepes 0b6cnefoBaHNEM.

KT opraHoB masioro Tasa, C O4HOBPEMEHHbIM KOH-
TPacTUPOBAHMEM MPAMOW KWULIKM, MO3BOAAET CYAUTb
06 ypoBHEe pacnonoXeHusa aHa/NbHOro KaHasa u npsa-

PucyHok 14 - Mblwubl Hapy»KHOro
cOVHKTEpa rMNonaasnpoBaHbl Npwu
BbICOKOM ¢GOpmMe aHOPEeKTaNbHOro
nopoka.



MOW KWULIKMK, NO OTHOLIEHUIO K LEHTPY NIOHHO-NPAMO-
KMLWEYHO MbilWLbl, ONPeseNnTb ee TUM U COCTOAHUE
OTK/IIDYEHHOTO OTAena KuWevyHuKka. B Hopme ny-
60-peKTanbHAA MbIWLLA KOHTYpPUPYeTCA B BUAE MeT-
nn, crnbatowen npamyto KUIWKY nNo 3agHe-60KoBOM
MONYOKPYKHOCTU U MPUKPENNAOWENCA K JIOHHbIM
KocTAm. MeTns BO BCeX CAYYasX MMena pPoBHble YeT-
KMe KOHTYpPbl MU PAaBHOMEPHYIO TONLLMHY, NNOTHOCTb
ee 6blla MAEHTMYHA MAOTHOCTU ATOAMYHbBIX MbILLL.
M.levator ani KoHTypupyeTca B BUAE OBYX TOHKUX
Oyr, NMpuUMbIKaloWwmMx K macce m.puborectalis. Ha-
pyXHasa nopuusa cOUHKTEpa OBasibHbIM MbILLIEYHbIM
MacCMBOM OKPY’KaeT aHa/ibHOe OTBEPCTUE, KOHTYpbI
0Basia YeTKNE M POBHbIE, A TONILLMHA MbILIEYHbIX MyY-
KOB - paBHOMEpHasa Mo OKPYXHOCTU. lMpuU BbICOKUX
dopmax aTpesum nNPAMOM KUWKK (B T.4. NpU Kaoa-
kKanbHol dopme) KT BbiABUAA rpyboe HepopasBuTue
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BCEX MbILWEYHbIX 31€MeHTOB CHMHKTEPHOrO annapa-
Ta (puUcyHKn 12 n 13).

JlobKoBO-NpsAIMOKMLILEYHaA MNeTaAs npeacTaBaeHa
MbILIEYHBIMM MyYKaMK, 06pasyoLLMMM MacCUB NOHMU-
YKEHHOM NJIOTHOCTU M BeepoobpasHO pPasmMbITbIMU He-
YETKMMM KPAasMM BOKPYT CBMLLLEBOrO KaHasla No 3a4Hel
CTEHKe MOPOYHO Pa3BMTOro Mo4yeBoro nysbipa. Mepea-
HME KOHUbl Nybo-peKTasibHOW MeTAM HamnpasieHbl K
JIOHHbIM KOCTAM, OHAKO B MEeCTe MPUKPENIEHUA K KO-
CTU MblWLbl GparmeHTUPOBaAHbI, @ UX KOHTYPbI “pasma-
3aHbl”. Ha cpe3sax yepes NOAKOXKHYIO MOPLUIO HapyXK-
Horo cduHKTepa 3agHero npoxoga (HC3M) mbilieyHble
BOJIOKHA KOHTYPUPYIOTCA B BUAE MacCCbl Heonpeaenex-
HOM GOpPMbI, PACMNONOKEHHOW MO 3a4HEN NONYOKPYK-
HOCTM cBMLWA. Ha Bcex cpesax Mbllwubl, obpasyowme
HC3MM, cmeweHbl BEHTPaNbHO K CBULLEBOMY KaHany
(pucyHok 14).

MATHUTHO-PE3OHAHCHAAl TOMOIPA®UA (MPT)

PT obnafmaer TakKMMW Ke MYIbTUMAHAPHbI-

MU cnocobHocTAMM Kak U KT, Ho 6e3 nyyeBon
Harpysku. 3TO yay4yllaeT KOHTPACTHYHO Pa3pelnmmocTb,
TaK e crnocobcTeyeT bonee nerkon anddepeHumnaLmnm
MEKOHMA OT CTEHKM NPAMON KULWKN U MbILLEYHOTO KOM-
nieKkca nesatopa. B HeoHaTanbHOM Nepuvose MeKOHWN
nerye Bm3yanunsmpyetca Ha MPT, Kak runepuMHTEHCUBHOE
BELLEeCTBO MO CPAaBHEHUIO C APYTMMU TKAHAMM, Ha YPOB-
He T, — cHUMmKax, 61arofapsa IMNUAHOMY COLEPKUMOMY.
Ponb MPT B oueHKe ypOBHA aHOMaAUA U Hanuuua ou-
CTy/1bl B HEOHATA/IbHOM Nepuose, HECMOTPA HA ManeHb-
Kue pasmepbl Tena, NpenaTcTBYOWeMYy NPOCTPAHCTBEH-
HOW BM3yanusauum odyeHb Benuka. MPT moxeT bonee
TOYHO YCTAHOBUTb YPOBEHb aTPEe3MM KMLIEYHWUKA U CO-
CTOAIHME MbILWIL, TAa30BOro AHa. B nepuog HoBOpOXAEH-
HOCTW aTpe3nmn COo CBULLAMWN ANATHOCTUPYHOTCA NPUBAK-
3utenbHo B 20% cny4vaes. [na ynyyweHmna AMarHoCTUKn

aTpesuit co CBULLAMM HEOBXOAMMO MPUMEHEHWe Base-
NIMHOBOTO Macna, NyTem BBeAEHMUA ero B AUCTaNbHYH
KOMIOCTOMY, 3@ Ana 6osiee /yyllero KOHTPacTMpPOBaHMUA
NMOKa3aHo yBe/nYyeHne AaBAeHUA B AUCTAZIbHOW CTOMeE
(pucyHkM 16,17,18).

Takum 0bpasom, A/1A YTOUHEHUA PasMYHbIX Gopm
aHopekTanbHOW manbdopmalum BCeM AeTAM cneayet
NpPOBOANUTb KOMMAEKCHblE W MOC/Aef0BaTeNbHble UCCae-
OOBaHUA PA3INYHBIMM METOAAMMW, KOTOpble MO3BONAT
06BEKTUBHO OLEHUTb MOPdO-PYHKLMOHANbHOE COCTOA-
HUE MPAMON KULLKW.

Hamu 6bin BHeapeH B 2006 rogy anroputm guarHo-
CTUKM U NEeYeHUA aHOpeKTasbHOU Manbdopmaumm no
MeHbs, roe NpeacTaBieH Kpyr HEOBX0AMMbIX Meponpu-
ATUMA, KOTOPbIN JonXeH byaeT BbINOAHUTb Bpay K KOTO-
pomy obpatuica pebeHOK C NOPOKOM aHOPEKTa/IbHOM
aHomanum [6].

PucyHOK 16 - MarHMTHO — pe3oHaHCc-
Haf Tomorpadus OpraHoB Manoro
Tasa. lpoponbHbIM cpes3. BapuaHT
HOpMbI 1.mo4YeBOWM MNy3blpb 2.BNara-
nve 3.npamasn KULIKa

PucyHok 17. MarHUTHO — pe3oHaHc-
Has Tomorpadus OpraHoOB Manoro
Tasa. [poponbHbI cpes. Atpesus.
PektoBecTMbynspHbIi cBuL 1. moye-
BOM My3blpb 2. Bnaranuwe 3. npsa-
Man KULWKa 4. peKTOBECTUDYNAPHDIN
CBULL,

PucyHok 18. MarHMTHO — pe30oHaHCc-
Haf Tomorpadus OpraHOB Masoro
Tasa. MpogonbHbIn cpes. Mepcmctu-
pytoLLas Knoaka 1. mouyeBoi ny3bipb
2. Bnaranavue 3. npamaa Kuwka 4.
obwmin KaHan
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HOBOPOMAEHHbIE MA/IbYMUKUN C AHOPEKTA/IbBHON AHOMAUEN

OCMOTP NPOMEXKHOCTU U aHaNIU3 MOYMU

— ~

(B TeueHue 24 yac.)

Bua, nopoka KAMHWUYECKU AceH BWA, NOPOKa He AceH
/(z 90%) (= 10%)
MPOMEKHOCTHbBIW CBULL, “nposucatoLLan NPOMeKHOCTb” BokoBas peHTreHorpadus
“BefiepHan pyyka” MEKOHWIA B MOYe, “prone position”
CBWLL, BAO/b LWIBA / \
NPOMENKHOCTU
aHaNbHbIN CTEHO3 [unactas >1cm [unactaz <1 cm

Konoctomua

4 -8 Hepn;
WCKNOYNTD COYET. NOPOKM

y6eaunTbeca B HOPM.
v passuTUM pebeHka

MUHUManbHas PSARP* PSARP
Yy HOBOPOXAEHHOMO

MUHUManbHasa PSARP

Yy HOBOPOKAEHHOTO

6e3 Konoctomum

PucyHok 19 - Anroputm Bbibopa MeToda Ne4eHUss Y HOBOPOXKAEHHbIX Ma/IbiMKOB C aHOPEKTabHbIMMU aHOMaNUAMM
(A.Pena) [6]. PSARP (3CAPI) — 3a0Heca2umanbHas AHOPEKMOonAacmuKa

6e3 Konoctommmn

100 . .
HOBOPOXAEHHbIE AEBOYKU C AHOPEKTAJIbHOU AHOMAJIUEUN

OCMOTpP MPOMENKHOCTH
(8 TeyeHue 24 yac.)

— O~

ceuuy (= 95%) HeT cuwa (= 5 %)
Knoaka BaruHanbHbIi KoHbIi Bokosas peHTreHorpadusa
WN BECTUBYNAPHBIA  (MPOMENKHOCTHbIN) “prone position”
CpoyHasa oueHKa
COCT. moyenon.
cncTemol
Konoctomus Konoctomusa
x [Aunactas <1cm [Awacras >1
§ BarunHoctomua
]
Q oTBeJeHne mouun 4 - 8 Hepenb;
£
E MCKNK4YUTb COoYeT.
< nopoku, ybeauTtocs
1= B HOPM. Pa3BUTMM Konoctomusa
eGeHka
6 mec. 4-8Hep.
MUCKNIOYUTL CoYeT.
Nopoku, ybeauTbes
B HOpPM. passBUTUn
v pebeHka
PSARVUP* PSARP MuHMManbHasa PSARP
Y HOBOPOXAEHHOTo
PSARP

6e3 konoctomumn
PucyHoKk 20 - Anroputm Bbibopa meTofa NedyeHUs Y HOBOPOXAEHHbIX AEBOYEK C aHOPEKTa/bHbIMM aHOMaNUAMMU
(A.Pena) [6]. *PSARVUP (3CAPBYI) - 3agHecarntTasbHas aHOPEKTOBAarMHOYpPeTPonaacT1ka



Ne3-4 (101-102)/2020

INEAUATPUA N1 AETCKASA XUPYPTUA

BbiBO/blI

1. OCHOBHbIM KpWUTEpPUEM AMATHOCTUKM AHOPEK-
TaNbHbIX ManbGOpPMaLUKN Yy AeTel ABNAETCA KOMMIEKC-
HOe MCMOMb30BaHME KAMHUKO-UHCTPYMEHTA/IbHbIX METO-
OB 1UCCnefoBaHUs (aHaMHes, KIMHUKA, YbTPa3BYKOBOE,
3HA0CKOMUYECKOR, PEHTIEHOIOTMYEeCKoe Uccaef0BaHue,
KOMMbIOTEPHAs U MarHWTHO-Pe30HaHCHas Tomorpadus
OpraHoB Masioro Tasa).

2.  BHepgpeHHbIl aArOPUTM AUArHOCTUKM U eYEHUA
no MeHbA NOKasan camyto BbICOKYH 3pdeKTUBHOCTL Npu

aHOPEeKTa/IbHbIX Manbdopmaumnsax y getei n cnocobcrtso-
BaJl PaHHel ANArHOCTUKE U CBOEBPEMEHHOM XMpypruye-
CKOM KOppeKLUUn AaHHOM NaTonoruu.

3. [dononnutenbHoro npumeHeHna KT n MPT uc-
cnepoBaHuA y 60MIbHbBIX C aHOPEKTasbHbIMU Manbdop-
maumamn, byaet cnocobcTBOBaTb BbIABAEHUIO COMYT-
CTBYIOLLEM NATO/IOTMW, KOTOpble BAWAKOT Ha CTeneHb
yaepxusawllein pyHKUMM HeoaHyca B nocaeonepauu-
OHHOM nepuoge.
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KAMHUYECKHUM CAYYAU

YAK:575.224.232:616

KPUBEHKO E.B., XXYMAZY/I/IAEB 6.M., E/IUGAEB B.A., CAPTE/NIOB C.LU., MAXHEBA A.®.,
KAPUMOB A.C., BEKTYPCYHOBA T.A.

CONUAHAA AHEBPUSMATUYECKAA KOCTHAA KUCTA Y AETEMN

AO «Hay4Hbil yeHmp neduampuu u 0emckoli xupypauu», Aamamel

B cmamee coobwaemcs 0 mpéx cay4asx OuazHOCMUKU U Ie4eHUs CoMUOHO020 8apUAHMA aHespu3Mamu4yecKol
(aHespusmaneHoli) kKocmHol kucmei (AKK) ¢ nokanuzayueli oyaza nopaxiceHuUs 8 mpybuyameix KOCMAX KOHeY-
Hocmeli ¢ npuMeHeHUeM Pa3suYHbIX 8aPUAHMO8 MPAHCIAaHMamos. [1pu 3mom sy4essie Memoodbl OUA2HO-
CMUKU 110380/1U71U MOYHO 0Npedeaums A0KAAU3AYUI, CMPYKMYpPy Namosa02u4ecKko20 oyaad u namomopgoso-
au4eckoe uccnedosaHue noomeepoun duazHo3 AKK. PadukanbHas Xupypau4yeckas onepayus ¢ npumeHeHuem
Pa3AUYHbIX MOOUUKayUl peKoHCmpyKyuli KocmHo20 deghekma Asngemcs memoodom 8blbopa nedyeHus AKK,
obecrnevusaroujee rnosHoe 8bi30opossaeHuUe nayueHma.

Knroyesbie cnoea: aHespuIMamu4yecKkaa KOCMHAA KUcma, demu, mpaHcrsiagHmam.

(Ana yumupoeaHusa: KpuseHko E.B., *Mymaoynnaes b.M., Eaubaes b.A., Capeenos C.LU., MaxHésa A.®.,
Kapumos /[.C., bekmypcyHosa T.A. ConudHaa aHespu3IMamu4yeckas KocmHaa Kucma y 0emed. leduampus u
demckasa xupypaus. 2020;3-4 (101-102):102-109.)

KPUBEHKO E. B., X¥YMAZI/INSEB b. M., ENIGAEB B. A., COPFE/NIOB C.LU., MAXHEBA A.®.,
KAPUMOB A.C., BEKTYPCYHOBA T.A.

BANANIAPOAFbI CONUATI AHEBPU3SMATUKAJIbIK, CYMEK XbINIAYbIFbI

«Meduampus *aHe 6ananap xupypausAcsl Folnaeimu opmansiesi» AK, Aamamel

Makanada yw Haykacmarsl daK-KOA0blH mymikwe cyliekmepiHoeai oKwiayaay opHAAAdCKaH aHe8pu3MamuKa-

102 nbiK (aHespu3mManboi) cyliek HolaaybirbiHbiH (ACK) conudmik mypiHiH OuG2HOCMUKACLI MeH apmypsi mpaHc-
naaHmMammaposl KondaHa ombipbin emoezeH wardalinapsl mypansl xabapaaHadsl. byn pemme caynesnik
duazHocmuKa adicmepi Namoso2usAAblK OWAKMAapOobliH, OPHAAACYbIH HAHE KYPblAbIMbIH HAKMbI AHbIKMAyFa
MYMKIHOIK 6epdi xcaHe namomopgonozusnsik 3epmmey ACH OuaeHo3biH pacmadsl. Cyliek akaybiH Kalima
HAHAPMYObIH apmypsi MOOUGUKAYUACLIH KOAO0AHA OoMblpbll paduKandbl XupypausansiK oma KonoaHy ACK
b6ap HayKacmelH MosibiK CayblFyblH KAMMAMAcki3 ememiH Hezidzi em adici 60s16in mabolaadei.

TyliiHOi ce30ep: aHespu3MamuKasbIK Cyliek #eblaaybiFsl, 6ananap, MpaHcnaaHmam.

(Cinmeme ywiH: KpuseHko E. B., ymadinnaes b. M., Enibaes b. A., Capeenos C.LU., MaxHésa A.@.,
Kapumos [.C., bekmypcyHosa T.A. bananapdarel conudmi aHE8PUIMAMUKAAbLIK CyUeK M blaayblfbi.
Meduampus xcaHe bana xupypeuscel. 2020;3-4 (101-102):102-109.)

KRIVENKO E.V., ZHUMADULLAEV B.M., B.A. YELIBAEV, SARGELOV S. SH., MAKHNEVA A. F.,
KARIMOV D.S., BEKTURSUNOVA T.A.

SOLID ANEURYSMAL BONE CYST IN CHILDREN

«Scientific Center of Pediatrics and Children’s Surgery», JSC, Alimaty

The article reports about three clinical cases of diagnosis and treatment of a solid version of an aneurysmal bone
cyst (ABC). The lesion is localized in the tubular bones of the limbs with using various options of transplants. At
the same time, radiation diagnostic methods made it possible to accurately determine the localization, structure
of the pathological focus and the pathomorphological study confirmed the diagnosis of ABC. Radical surgery
using various modifications of bone defect reconstruction is the method of choice for the treatment of ABC,
ensuring the complete recovery of the patient.

Keywords: aneurysmal bone cyst, children, transplant.

(For citation: Krivenko E.V., Zhumadullayev B.M., B.A. Yelibaev, Sargelov S. Sh., Makhneva A. F., Karimov D.S.,
Bektursunova T.A. Solid aneurysmal bone cyst in children. Pediatriya i detskaya khirurgiya - Pediatrics and
children’s surgery. 2020;3-4 (101-102):102-109.)
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AKTYA/IbHOCTb

AHeBpmsmamquKaﬂ KocTHanA Kucta (AKK) npeacras-
NAeT cobon OeCTPyKTUBHOE A0OpOKayecTBEHHOe
NnopayKeHne KOCTU, XapaKTepm3ytoLeeca MHOXECTBOM ry6-
KOODOpasHbIX, He BbICT/IaHHbIX 3HAOTE/IMEM MPOCTPAHCTB
Pa3/IMYHOrO AMAMETPA, 3aMN0JIHEHHbIX KPOBbIO, MMEHOLLMX
TEHAEHLMIO K POCTY, NPenMMyLL,eCcTBEHHO BCTpeYatoLeecs
B MOJIOZOM BO3pacTe, a MMEHHO B MepBbIX ABYX AeKadax
KM3HU. [lo MexAayHapoaHOoM KnaccudouKkaumm bonesHen
AKK oTHOCUTCA K 60/1€3HAM KOCTHO-MbILLIEYHOM CUCTEMbI U
coeauHUTeNbHOW TKaHUM. YacToTa BbiaBneHusa AKK cocrtas-
naet 0,14 Ha 100 000 yenoseK B rog, [1-3]. Bnepsble AKK
OnuncaHa Kak camocTosTesIbHasa Ho3onormyeckas ¢opma, ¢
NIOKanM3aumen NoparkeHma Tasa m NO3BOHOYHMKa, B 1942
roay aoktopamu H.L.Jaffe n L.Lichtenstein [4,5]. OcHoBHOM
NPUYNHON BO3HMKHOBEHWMS KOCTHbIX KUCT ABAETCA AMUC-
TPOPUYECKMIA NpOoLLEeCC, CBA3AHHbIN C reMOAUHAMUYECKN-
MW PACCTPOMCTBAMM M HAPYLUEHMEM OTTOKA MHTEPCTULM-
aNbHOW KMAKOCTU B pe3y/ibTaTe NOPOKA COCYAUCTON CETU B
MmeTaanadusapHom oTaene BbICTPO PacTyLLen AeTCKOM Ko-
CTU. JIOKa/ibHble PacCTPOMCTBA reMOANHAMUKIM NPUBOAAT
K MOBbILLIEHWNIO BHYTPUKOCTHOTO AAB/IEHUS HA OFpaHUYEeH-
HOM Yy4acTKe KOCTU C BOB/IEYEHMEM OKPYXKatOLMX KpoBe-
HOCHbIX COCYZ0B U GOPMMPOBAHMEM MOJIOCTH, 3aMOHEH-
HOWN apTepuanbHOM, BEHO3HOW KPOBbIO /MO0 CEPO3HOW,
CEePO3HO-TEMOPPATrNYECKOM KUAKOCTbIO C BbICOKON U-
B6PUHONUTUYECKOM aKTMBHOCTbIO. HecMoTpa Ha 406poKa-
yectBeHHOCTb, AKK MOKeT ObITb /IOKasIbHO arpeccMBHbIM
W BbI3blBaTb 60/1b, OTEK, AedopmaLnio, HapyLLeHWe pocTa
MAACTUHOK WM CYCTaBHbIX MOBEPXHOCTEW, NaTosoruye-
CKME HEeBPONOrMYECKME CUMNTOMbI U MATOIOTMYECKUIA Ne-
penom B 30He nopaxeHusa [2,4,5].

AKK MoryT BO3HMKaTb CaMOMpPOM3BO/IbHO MaU ObiTb
3N1EMEHTOM B CTPYKTYPE APYroi Onyxoam KOCTU, Hanpu-
Mmep, npu xoHapobnactome, octeobnactome, rUraHTo-
KNeTo4yHoW onyxonu (ocTeobsacToknactoma), XOHAPO-
MUKconaHon dpnbpome, GMbPO3HOM ANCNNA3UNSA, FeMaH-
rmome. COOTBETCTBEHHO, BbIAENAIOT MEPBUYHbBIE KUCTbI,
BCTpeyatowmeca npmubnusutenbHo 8 50-70% cnyyaes, U
BTOpMYHble. CaMoi pPacnpocTpaHeHHOW MPUYMHOM BTO-

puuHoi AKK, BcTpeyvatoweiica B 20-40% cny4yaes, ABAA-
€TCA TMraHTOK/IeTOYHAA ONyXo/b. Pexe 3To NpoucxoanT B
pe3ynbraTte pPa3BUTUA HEKOTOPbIX 3/10KaYeCTBEHHbIX Ony-
XONel, TaKUX KaK, TefleaHrMaKTaTuYeckan ocTeocapkoma,
XOHAPOCAapPKOMa U remaHrnmosHgorennoma [6,7,8] .

CyliecTByeT HECKONbKO BapWaHTOB Knaccudukaumm
AKK. Mo gaHHbIM Enneking, B 3aBMCMMOCTM OT IOKaNIbHO-
ro nopaxkeHusa AKK, pasgensertcsa Ha Tpu Tmna (Enneking
staging system):

A) HeaKTUBHbIN, Hanbonee [OOBPOKAYECTBEHHbIN, Xa-
paKkTepusyeTca JIOKaNbHbIM NoparkeHnem. PacwmpeHue
KOCTU pPeaKo, U BO3MOXHO MWHMMAJIbHOE BOCManeHue
WU NepuocTanbHas peakumsa.

B) aKTUBHbIN — MOpaKeHWe € pacwMpeHnem, UCTOH-
YeHMEM U PEaAKTMBHbIMU U3MEHEHUAMU KOPTUKAIbHOIO
CNOA KOCTU, BUAUMbBIE Ha PEeHTreHorpammax.

B) arpeccuBHbIN - C BbICTPbIM PACLUIMPEHNEM KOPTU-
Ka/ZIbHOTO C/10A KOCTU M PaspyLUeHMEM OKPYXKatoLWMX TKa-
HeW, NPOABNAIOLLMECA C KIMHUYECKMMU CUMMNTOMaMMU.

PeHTreHonormyeckana Knaccudukaums AKK no KannaHa,
OCHOBaHHOE Ha MOPdOIOrNYECKNX U3MEHEHMSX (PUCYHOK 1):

| TMN - NOBpeXAeHNA PacrnofioXeHbl B LLIEeHTPe KOCTH
C YEeTKMM OrpaHuyeHnem, 6e3 nnm cnerka paclimpeHvem
KOPTMKANIbHOTO C/10A KOCTW.

Il TN - NnopakeHUA MMeloT BblpaXKeHHOoe pacliunpe-
HWe, U UCTOHYEHME KOPTUKANbHOrO C/10A KOCTU C BOB/e-
YeHMeM BCero KOCTHOrO CerMeHTa.

Il TMN - 3KCLEeHTpMYHoe MeTadu3apHOe MoparkeHun
KOCTU 1 0BbIYHO NOPaXKatoT TO/IbKO OAHY CTOPOHY KOPTU-
Ka/IbHOro CNOoA.

IV T1n - cybnepuocTtanbHoe NOBpeXAeHMe C paclumnpe-
HMEM OT KOPTMKA/IbHOTO C/10A KOCTW.

V TMn - noBpexAeHuA BO3HWKAIOT NepmocTasbHoO,

pacwmpaacb K nepudepmum U NPoHMKaa B KOPTUKAIbHYIO
KocTb [9].

Bblaenatot aBa rucronormyecknx sapmanta AKK: knac-
CUYECKUMN UNIU KUCTO3HbIM — 40 95% cny4aeB U CONNOHbIN
— A0 5% cnyyaes. Bnepsble conuaHbii BapnaHT AKK Bbli-
aenvn N.G. Sanerkin ¢ coasTt. 8 1982 roay [8,9].

v Vv

PucyHoK 1 - PeHTreHonornyeckas knaccuomkaumm AKK, paspabotaHHaa Capanna n oCHoBaHHas Ha MOPGOIOrMYecKmX

nsmeHeHmsax [9].
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Jlokanusauma nopaxkeHua: AKK MoXeT BO3HMKaTb B
NtoboM KOCTM CKeneTa, HO Yalle BCEero BO3HMKAET B Me-
TapusapHOM 30HE A/IMHHBIX TPYOUYaTbIX KocTel (begpeH-
Han, 6bonbluebepuoBan 1 naedyesasn) - B 50—-60% caydasnx.
B 20-30% cnyyasax BCTpevaeTca B MO3BOHKAX, MEIKMX KO-
CTAX KUCTEW 1 CTON M NJIOCKUX KOCTAX CKeneTa (KocTu Tasa,
nonatka). B koctax yepena u yentoctax AKK BcTpeyaeTcs
penKo, BO3MOXHbI 3KCTPACKeETHbIE IOKAIN3aLLUM.

YacTo TeyeHue 3ab0s1eBaHNs BeCCUMNTOMHOE, MOXKET
OKas3aTbCA C/ly4alHOM HaxoaKon. KanHuyeckmne cumnTo-
Mbl 33aBMCAT OT JIOKA/IM3auMn U CTagMU NATONOTMYECKO-
ro npouecca, BeAMUYUHbI KUCTbl U CTENEHU paspyLleHuns
KocTh. T[loparkeHne TpybuaTbix KOCTeN npoABaseTcs
pacnupamlWwmmMmm, Aasawmummn bonammu, 4To obycnosine-
HO MPOrpPeccUBHbIM POCTOM KMUCTbl, B3AYyTUEM KOCTH,
WUCTOHYEHUEM KOPTUKANbHOW MIACTUHKKU, PACTAXKEHMEM
M UCTOHYEHMEM HaAKOCTHULbI. JTOKabHO MOXeT NpPoAB-
NATbLCA MPUNYXAOCTbIO, C TEHAEHUMEN K YBENMYEHUIO B
pasmepe, USMEHEHUIO KOHTYPOB MOPAXKEHHOro CermeHTa
KOCTU. MOMKeT onpeaensaTbCa TaKKe yMmeHblleHne obbe-
Ma OBUMKEHUI B CMEXHOM CyCTaBe, Pa3BUTUE KOHTPaK-
Typbl. Pe30pbTUBHbIN MPOLLECC, NMPOUCXOAALLUA BHYTPU
KMUCTbI, NPUBOAUT K YMEHbLUEHUIO MACCbl KOCTHOM TKaHW,
CNeacTBMEM YEro ABMAETCA YMEeHbLUeHWEe MeXaHUYeCcKon
NPOYHOCTMN KOCTU, YTO B CBOIO o4vepeab BedeT K BO3HMK-
HOBEHMUIO MaTo/IorMyecKoro nepenoma [2,3,5,8,9].

Mpu peHTreHONOrMYecKoOM MUCCNef0BaHMM BblABAAET-
CA IKCUEHTPUYECKMIA JIMTUHECKUI O4ar NOPAXKEHUA, KaK
NpPaBwWao, BbIXOAAWMI 33 HOPMasbHble aHAaTOMWUYECKUue
rpaHuLLbl KOCTU, C UICTOHYEHNEM KOPTUKANBHOIO C/104, Ha
60/1blUEeM NPOTAMKEHMM, XOPOLIO OFPAaHMUYEH 3a CYET TOH-
KOro CK/IepoTUYecKoro «obogKa» (nepuocTanbHas peak-
ums). TonwmMHa AaHHOTO «0boAKa» 3aBUCUT OT TEMIMOB
poCTa ONyxo/an, Yem megJjieHHee pocT, Tem Hosblie Ton-
LWMHa M Ha0b0opOT. MNpK NOKANBbHO arpeccuBHOM noBsese-
HUM AKK MOXKHO HabtogaTtb paspyLleHne KOPTUKAIbHOMo
CNOS KOCTK, a TaKKe YYaCTKU «NoTepU» rpaHmL, Onyxoam
B MPUAEXKALLMX MATKUX TKaHAX, YTO MOXKET MMUTUPOBATL
KapTUHY 3/10KayecTBEHHOEe MoparkeHune KOCTU. B Heko-
TOPbIX C/IY4asAX Ha PEHTreHorpammax BU3yanunsmpyeTca
CENTUPOBAHHOCTb 0OPa30BaHUsA, ONMCbIBaEMble CneLma-
JINCTaMU Iy4eBOM ANArHOCTUKM KaK «Mbl/IbHble My3bipu».

Mpw KT-nccneposaHum bonee YeTKO BUAHbI FPAHULbI U
pPacnpoCTPaHEeHHOCTb OMYX0J/M, YTO NO3BOJIAET bosiee ae-
Ta/IbHO CTagMpoBaTh NaTosormyecknin npouecc (Enneking
staging system) [2,6,7].

Mpu MPT-nccnenoBaHUM XapaKTePHO OBHapy»KeHue
MHOKecTBeHHbIX ypoBHel Kuakoctu (fluid-fluid levels),
BC/eACTBUE PA3AEeNeHNA KOMMOHEHTOB KPOBU U UX pPas-
JIMYHOWM CYMMapPHOM NIOTHOCTM: CbiIBOPOTKa/bopmMeHHble
anemenThbl [7,9].

Mpu rmcTonornyeckom nccaefoBaHUmM - ONyXoJ/b XOpO-
LU0 OrpaHMYeHa, COCTOUT U3 KMCTO3HbIX NOJIOCTEN, 3aM0-
HEHHbIX 3puUTpoLMTamu. CTEHKU TaKMX MONOCTEN He co-
OepKaT dHAOTeNIMaNbHbIX KneToK. CenTbl NpeacTaBaeHbl
3penion CoeANHUTENIbHOM TKAHbLO, COCTOALLLENM U3 BbITAHY-

TbIX GMbpobacTONoA0OHbIX KNeToK. OAHUM U3 NOCTOSAH-
HbIX rMcTonormyeckux npmsHakos AKK aBnaetca Bbiasne-
HWEe TMFAHTCKUX MHOTrOAAEPHbIX OCTEOKNACTONoA0OHbIX
KJIETOK, KOTOpPble MOryT pacnpenensTcd HepPaBHOMEPHO,
mecTamun obpasys uenble Knacrepsl [4,5,6,10,11].

B Hactoswee Bpema nepsuuHble AKK wungeHTUdU-
LUMPYIOTCA KaK OTAe/ibHble HOBOOOPA30BaHWA, TaK Kak
NnoATBEpPKAeHa KAOHa/sbHAA HeomniacTUYeckaa npo-
nndepaumna, obycnoBneHHas aKTMBAUMEN OHKOreHa,
JIOKaNM30BaHHOIO Ha KOPOTKOM nnedve 17-i1 xpomoco-
Mbl. B 70% cnyyaes AKK npu uutoreHeTM4YeCKOM WUcC-
CNefoBaHUN XapaKTepHO O6HapyKeHue TpaHC/IoKaLumi
HebonblwKMx y4yacTkoB t(16;17) c nepecTpoitkol USP6
(TRE2 wnn TRE17) reHa (causiHue reHos). Mepsoe co-
oblieHMe O TaKoW HaxogKe npeactasun B 1999 roay G.
Panoutsakopoulos. [laHHas XxpomocomHanA TpaHCcAoKaLmA
aKTUBMPYET OHKOTeH, KOTOPbIA ABNAETCA ONyXO/eBbIM
FEHOM M CMYCKOBbIM MEXaHU3MOM Pa3BUTUA LECTPYKTUB-
HOWM OMyX0NeBOW TKaHW, COCTOALLAA M3 TMIAHTCKUX Kne-
TOYHbIX OCTEOK/1aCTOB UM K/IETOK, Pa3pyLUatoLLMX KOCTH
M cocyamucTtblie npocTpaHcTBa. OHKOreH TakXke 3anyckaer
BbIpaboTKy depmeHTa MaTPUKCHasA MeTannonpoTemMHasa
- 6enKa, KOTopbIi aTakyeT U paspyLllaeT Aexawmi B oc-
HOBE CTPYKTYPHbI MaTpUKC KocTU. Kpome Toro, oHKoreH
3anycKaeT 3KCMNPeccutd COCYAMCTOro 3HAOTEeNMasbHOro
¢dakTopa pocta (VEGF) - 6enkoBoro curHana B OpraHusme,
KOTOpbIN obecneymBaeT KPOBOCHabKeHMe 3ToM AeCTpyK-
TMBHOWM OMYyX0/aK, NO3BO/AA el BbICTPO pacTu. HecmoTps
Ha OHKOTeHHYI akTuBaumio reHa USP6 B AKK, onyxonb He
MMeeT 3/10KaYecTBEHHOro NoTeHuMana. Yto MHTepecHo,
npu BTopu4HbIX AKK faHHaA nepecTpolika He BbifABAAET-
ca [14,15].

OnddepeHumanbHbIM AnarHo3 HeobxoaMmo MNpoBo-
AMT ¢ fobpoKavecTBEHHbIMM HOBOOOPA30BaHUAMMU, Ta-
KUMW KaK TMraHTOKNETOYHaA OMyXo/b, OAHOMONOCTHAA
(conuTapHan) KocTHana KucTa, xoHApobnactoma, ¢pnbpos-
Has gucnaasua, Heoccuduumpytowasa dGrubpoma, XpoH-
ApomukcongHaa ¢mubpoma, octeobnactoma M 3n0Kave-
CTBEHHble HOBOOOPA30BaHMA KOCTEN, rMaBHbIM 06pa3om
Te/leaHrMaKTaTMYeCcKaa octeocapkoma [1,2,3,5].

AKK ncTopuyeckn neynnm Xmpypruyeckum nytem u, B
33aBMCMMOCTM OT JIOKa/M3aLLMK, BapuaHTa odara AecTpyk-
LUN MPUMEHANNUCL pe3eKLMM KOCTW, BbicKabnunsaHue.
Xupypruyeckoe nedyeHne AKK o HacToAwero BpemeHu
OCTAeTCsl OCHOBHbIM BWAOM Tepanuu U MHorga Tpebyet
naacTUYecKkne BapuaHTbl C NMPUMEHEHMEM METAIJIOKOH-
CTPYKLMU, KOCTHbIX UM LEMEHTHbIX MMMNIAHTOB, TMAPOK-
cuanaTtuTa, Kanbuma cynbdata, Kanbuma docdata. Cylue-
CTBYET TaK e KOHCepBaTUBHble BapuaHTbl Tepanuu AKK ¢
NPUMEHEHMEM JIOKa/IbHOM Iy4EBOM MU MEeLUKAMEHTO3-
HoM Tepanuu [2,6,10,11,12,13].

C uenblo ynyyleHna paHHel AnarHoCcTUKKM 3abonesa-
HWA Y CBOEBPEMEHHOM Tepanum NPUBOAUM COOCTBEHHbIE
JAaHHble No Ie4eHUto aeTel ¢ conuaHbiMm BapuaHTom AKK,
3a nepuog, ¢ 2015 no 2020 roabl B OTAENEHUM OHKONOTUN
HL, neanaTtpuun n AeTCKOM XMpypruu.
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b

PUCYHOK 2 - KOHTpO/IbHasA peHTreHorpaMma J1IeBOW NeYeBOl KOCTU NauneHTKM XK., yepes 2 roaa (a) v yepes 5 net
(6) nocne xmpypruyeckoro neveHms conngHoro sapmarTa AKK ¢ npumeHeHWem KanbUuii TMApoKCHanaTuTa.

KNUHUYECKUIA CNYYAN 1

I-Iau,ueHTKa X, Bo3spact 8 ner, noctynmaa B OHKO-
Niornyeckoe otaeneHue HayyHoro ueHTpa neawu-
aTpuu u getckoi xupyprum B 2015 roay. 3abonesaHue
BbISIB/IEHO C/IYy4aMHO, KaK PEHTIeHON0rMYecKan HaxoaKa.
Ha peHTreHorpamme BbIAIBJIEH 3KCLEHTPUYECKUI NIUTU-
YeCKMI o4ar NPOCBET/IEHMA B NMPOKCMMAIbHOM Anaduse
Nnae4YeBON KOCTU MPOTAMKEHHOCTbIO 7,5 cm, ymepeHHoe
B34yTWE C UCTOHYEHNEM KOPTUKAZIbHOTO CNOA U Yrpo30i
naTosI0rMYecKoro nepeaoma.

Mpu KoMNblOTEPHOW TOMOrpadumM onpeaensanocb Ku-
CTO3HOe 06bpa3oBaHME NPOKCMMANbHOrO Auvadusa Je-
BOW NAEYEBOM KOCTM C €ro pacliMpeHneMm, pasmepamu
1,6x1,5x7,5 cm, O4HOPOAHOWM CTPYKTYpPbI, C MJIOTHOCTbIO
32-55 no HU, nctoH4yeHune kopTuKanbHoro cnod. Kucta
MMena B LLeHTPaNbHOM YacTU TOHKYHO, HEMO/IHYO none-
PEYHYIO NEPEropoaKY.

Mpoun3BeaeHa 3KCKOXNeauma aHEBPU3MANbHOM KOCT-
HOM KUCTbl MPOKCMMaibHOro Anadursa nieyeBom KOCTu ¢
nocneayowmMm 3anoIHEHWEM NONOCTU FPaHYIAMKN Kaslb-
LMA rMAPOKCMANAaTMTa, y4UTbIBAA BO3PACT NaLMeHTa.

Liutonornyeckoe mnccnefoBaHue: KapTuHa bonee xa-
paKTepHa oA TMraHTOKNETOYHOM OMYyXO/u.

MMcTonornyeckoe uccnepoBaHue: dparmeHTbl, npea-

CTaB/IeHHble KOCTHbIMW Banikamu, B 6O/IbLUMHCTBE HEKPO-
TU3NpOBaHHble. MexbanouHble NPOCTPAHCTBA BbIMOJIHE-
Hbl PUOPO3HOM TKAHbIO U HEM3MEHEHHbIMU 3PUTPOLMUTA-
MU, BCTPEYAITCA YYAaCTKM C MOHOMOPPHbLIM KNETOYHbIM
COCTaBOM - BEpPEeTeHOBUAHble KNeTKM 6e3 npu3HaKoB
aTUNUK, eaMHUYHbIE TUTAHTCKME KAETKM TUMNa OCTEeOKa-
CTOB, €AUHWYHbIE MUTO3bl, OBLUMPHbIE KPOBOM3INUAHMUSA,
0YaroBblit remocuaepos. BusyannsmpyroTca o4varosble
CTPYKTYpPbl 06bI3BECTBNEHUSA, OKpaLIMBatoLwmecsa 6oblue
reMaToKCUIMHOM - «blue bone». 3akntoyeHune: AHeBpU3-
Ma/ibHaA KOCTHaA KUCTA, COIMAHbLIN BapuaHT.

OKOHYaTeNIbHbIN KAMHUYeCKM anarHos: AKK npokcu-
ManbHOro Anadursa NeBoi NAe4YeBoi KOCTU, CONUAHBIN
BapuaHT, Il Tun. CocTosiHMe Noc/ie 3KCKoxNeaLmn ¢ 3anon-
HEeHWEeM NONOCTU FPaHyaMK KanbLUMs TMApOoKcManaTuTa.

B paHHem nocneonepaLMOHHOM NEPUOAE U B NEPBbLIN
rog, Habno4eHUA annepruyecknx peakumm Ha MMMIAHT,
NMPWU3HAKW €ro PaccacbiBaHUA U OTTOPXKEHUA He OTMmeYe-
Hbl, PYHKUMA KOHeYyHocTH Bbina B nosnHom obbéme. Ha
KOHTPOJIbHbIX pPeHTreHorpammax 2-ro u 5-ro roga Ha-
61104eHUS OTMEYAETCs pPenapaTUBHbIA NPOLLECC U 3ame-
LeHNne MMNAaHTaTa B KOCTHYHO TKaHb (pucyHOK 2). Cpok
HabnoaeHns — 60 mecAues.

KNMHWYECKUI CNTYYAN 2

aumeHT A.C., 17 neTt, rocnMtanM3anpoBaH B mapTe

2020 roga c *asobamu Ha NpUNyxaoCcTb U bones-
HEHHOCTb B 06/1aCTK S1aTepasibHON MOBEPXHOCTUN HUMKHEN
TpeTu NpaBon roneHun. MpeaBapuUTeNbHbIA KNMHUYECKUM
AuarHo3: MMraHToKNeToYHasA onyxonib? AHeBpM3MasibHanA
KOCTHas KMCTa? AUCTANIbHOrO meTaguadusa npasoi ma-
nobepuoBoi KocTu. M3 aHamHe3a BbIACHEHO, YTO NaLu-
eHT 3 roga Hasag noay4Yna TpaBmy Mno TbiIbHOW NOBepPX-

HOCTU HWXHEeN TpeTu roneHu cnpasa. He obcnegosaH. B
nocnegHue mecsubl OTMeYaeTcs nosBAeHue NPUMyxao-
CTU 1 60NE3HEHHOCTM NPU AKTUBHOM ABUMKEHUU.
JlokanbHO: 6one3HeHHan MPUNYXIOCTb B TblIbHOM Mo-
BEPXHOCTU AMUCTANIbHOW TONEHWN NPOTAMEHHOCTLIO OKO/O 6
cM. Ha peHTreHorpamme roieHu, rofleHOCTOMHOTO CyCTaBa
CnpaBa OTMeYaeTcA B34yThe, IMTUYECKoe M npoandepaTns-
HOe NoparkeHue AUcTanbHOro MeTaamadusa npasoi mano-
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PucyHok 3 — PeHTreHorpammbl naumeHTta A.C. oo onepaumn (a 1 6): B3ayTUe, IMTUYECKOE NOPaKEHNE AUCTANIbHOIO
meTaavadmsa npaBoit ManobepLoBoii KOCTU 6e3 NepmnocTUTa, C UCTOHYEHWEM KOPTUKAIbHOIO C10A, CENTUPOBAHHOCTb
B BUAE «Mbl/IbHbIX My3blpei». [locne onepaumm (B 1 r): 3KCKOXAeaumsa 1 3ano/IHEHNE KOCTHOW MO/IOCTM rpaHyiamm

KaibumAa rmapoKCcnanaTmTa.

6epLoBOit KOCTM 6e3 NPU3HAKOB NEepPUOCTa/IbHON peakuun
C UCTOHYEHNEM KOPTUKANbHOTO C/10Si, CENTUPOBAHHOCTb 06-
pa30BaHMA B BUAE KMbl/IbHbIE My3bIpU» (PUCYHOK 3).

Ha KT-ckaHax onpegenanca nMtnyeckan AeCcTpykuma n
yBesnyeHne obbema AUcTanbHOro metaamadmsa npasol
ManobepuoBon Kocth, ¢ GOpPMUPOBAHMEM MHOMKECTBA
nonocteit obwmum pasmepom 8,3x4,5x2,9cm, 3anosiHeH-
Hble TKAHEBbIMW MaccaMy C YETKUMMU CKNEPOTUYECKU-
MK oboakamu, Tpaberkynamu no nepudepum. Kopkosbii
€Ol UCTOHYeH, 6e3 HapyLleHMA LLeNOCTHOCTU. 3aKatoye-
Hue: KapTunHa 6onblue cootsetcTByeT AKK; anddepeHuym-
pPOBATb C TMFAHTOK/IETOUYHOM OMYXO0/1bHO.

C YY4ETOM K/IMHUKO-PEHTIEHOIOMMYECKON KapTUHBI, 10-
Ka/sM3aumm o4ara NnopaxkeHus, Bo3pacTta M pocTa noapocT-
Ka NMPOBEAEHO XMPYPruYecKoe BMELIATENbCTBO B 06bEME
- JKcKoxNeaums obpas3oBaHUA AnUCTasbHOTO meTagnadmsa
npaBoit ManobepLLOBO KOCTU 1 3aNONHEHNE NONOCTU rPpa-

PucyHoK 4 — Tuctonoruye

fMcTonornyeckoe wccnefoBaHUE: HeoniacTMYecKan
TKaHb NpeACcTaBneHa BbITAHYTbIMK GMbpobnacTonogob-
HbIMW K/IETKaMM, MeCTaMM CTPOosALLMe pa3sHOHaMnpaBieH-
Hble Ny4yku. MNpUCYTCTBYIOT OYarn peakTUBHOroO ocTeore-
He3a B BMAE He3penblX TpabeKkyn B OKPYXKEHWU Nponu-
depupyrowmnx KNeTok octeobnactuyeckoro paaa. Busya-
NIN3UPYIOTCA CKOMJIEHWUA 30/10TUCTOTO MUIMEHTa, MHOFO-
yYncNeHHble Makpodaru, cogepKalime AaHHbIA NUTMEHT
B uMTONNa3me. B 6osblOM Konnyectse 0b6HapyKMBAOT-
CA TUrAaHTCKME MHOroAZEepHble OCTEOKNAcTonoaobHble
KNETKWU, paclUMpeHHble COCYAbl, MeCTamMu NPUCYTCTBYIOT
MoOJIOCTW, BbIMONHEHHbIE apuTpountTamm. Onpegenserca
CenTMpoBaHHOCTb 0bpasoBaHMA (pucyHOK 4). C yyeTom
KNMHUKO-PEHTIeHONI0rMYeCcKMX NpU3HaKoB mopdonoru-
yeckana KapTuHa cooTBeTcTBYeT AKK, CONMAHbIN BapuaHT.

OKOHYaTeNbHbIM KAMHMYECKMn amarHos: AKK guc-
Ta/NbHOro meTaguadusa npasoii ManobepuoBON KOCTH,
conngHbln BapuaHT, Il Tun. CoctoAaHne nocne aKcKoxse-
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A) OKpacKka remaToKCMAMHOM M 303MHOM. AKK-N0OA0CTK, BbICT/IaHHbIE YNIOWEHHbIMM KNETKaMW, COAeprKalume apu-
TpoumnTbl. B) OKpacka reMaToKCUIMHOM M 303MHOM. AKK — oyarn ckonneHus 3010TUCTOrO NMUTMeHTa reMoCUAepuHa,
MHOroYMcAeHHble Makpodaru, cogeprKallime AaHHbIA MUIMEHT B uuTonaasme. B) Okpacka reMaToKCUIMHOM M 303U-
HoM. AKK — peaKTMBHbIN OcTeoreHe3 B BUAE HE3PEesbIX TPAabeKyn B OKPYKeHUN Nponndepupyowmx KNeTok octeob-
NlacTnyeckoro paga.
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PUcyHOK 5 - PeHTreHorpamma (a) u MPT (6) npaBbixX roJieHM U roNeHOCTOMNHOTro cycTaBa nauueHTa A.U. oo onepauumu.

aumn AKK ¢ 3anonHeHMem nonoctu rpPaHysfamMmun Kanibuua
rMApPoOKCHnanaTuTa.

HOCJ'IEOI'IepaLI,MOHHbIﬁ nepuog npoTekan ragko, an-
neprnyeckunx, BocnaanTenbHbIX peakuynn n npusHakos OT-

TOPXEHUA UMMNIaHTaTa He OTMeYeHbl. [aumeHT BbinucaH
Ha AMHaMMyecKoe HablogeHWe B YA0BNETBOPUTEbHOM
COCTOSIHMM, C peKkomeHaaumamu. Cpok HabnwogeHus 3
mecAaua.

KNUHUYECKUIA CNYYAN 3

I-Iau,uel-n' AU, 17 net, B aekabpe 2016 roga noa-
BEPHYN MNPaBblil FO/IEHOCTON M NOC/AE Yero Nosasu-
Mcb nepuogmnyeckne 6oam nNpu GU3NYECKOM Harpyske B
06/1aCTM rONIEHOCTOMHOIO CycTaBa, He sieunscs. B anpene
2017 rofa cTtana noABAATbLCA NPUMNYXN0CTb NO NepegHe-na-
TepasibHOM NOBEPXHOCTU HUMKHEN TPETU rosieHM crpasa.
ObpaTuaca K Bpayy Mo MECTY KUTE/bCTBA, MPOBEAEHDI
KOHCEepBaTUBHblE BMAbI Tepanuu Mo nosoagy ywwuba ro-
JIEHOCTOMHOrO cycTaBa cnpasa, 6e3 addekTa. MNoasunach

xpomoTa 1 19.06.17 npoBeseHa peHTreHorpadus npasoro
ro/IeHOCTONHOrO CycTaBa B 2-X Mpoekuusax. Ha peHTreHo-
rpammax amobdepeHLMpoBanoch KUCTo3Hoe obpasoBaHme
no natepanbHOMy MOAYLUUANHAPY AMCTASIbHOTO SNMMmeTa-
¢u3a 60/1bwEebEPLOBOIN KOCTH, C HEPOBHBIMU OTHOCUTENb-
HO YETKMMMW KOHTYPaMM, KOPKOBbIN CNOMN Obl UCTOHUYEH U
NMPOCNEXKMBAJICA HE HA BCEM NPOTAXKEHWUM, NEPUOCTasIbHAA
peaKuma OTCYTCTBOBa/A; CyCTaBHas Lenb bblaa HepaBHO-
MEPHO CY)KEHa C YTO/LEeHMeM CybXOHApPaNbHOro C/os;

PucyHoK 6 - PeHTreHorpamma nauuneHta A.W., depes 30 mecALEeB NOC/E IKCKOX/I€ALMM C 3anO/IHEHMEM NOJIOCTH

KOCTHbIM LLleMEeHTOM.
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OoTMeYanca NepuapTUKYAAPHbIA OCcTeonpo3. 3aKayeHme:
BHYTPUKOCTHOE KWCTO3HOE O0bpasoBaHWe AUCTaNbHOrO
anumeTadusa bonbliebepLoBoi KOCTU cnpasa; aedopmu-
PYIOLLMIA OCTE0apTPO3 NPaBOro roJIeHOCTOMHOIO CycTaBga.
MaumeHT Obl HaMpaB/ieH Ha KOHCYNbTaUMIO K AEeTCKOMY
OHKOJIOTY W FOCMUTA/IM3NPOBAH B OTAENEHME OHKOIOMUM
C NpeaBapuTeNbHbIM KIMHUYECKMM AMArHO30M: [UraHTo-
KNneTovyHasa onyxonb? KoCTHaA KMCTa? ANCTAIbHOTO nMme-
Tadusza bonbluebepLoBO KOCTU C Yrpo30i Mmatosioruye-
CKOro nepenoma (pucyHok 5).

C Y4€TOM pEeHTreHoNorMYeckon KapTuHbl 3aboseBa-
HMA W NOKANM3aLMM oyara nopaxkeHus, GyHKLMOHaNb-
HOCTb 60/blEeBEPLLOBOM KOCTM B FONEHOCTONMHOM CyCTa-
Be, BO3pacTa M pocta nogpoctka 21.07.17r npoBegeHo
onepaTMBHOE BMELLATENLCTBO B O6BEME 3KCKOXNeauma
NaTo/IOrMYeCcKoro oyara AMcTanabHoro anumetadmsa npa-
BOl bonbluebeploBoli KOCTM C 3aMO/lHEHWEM MOOCTU
KOCTHbIM LLeMEHTOM (PUCYHOK 6). MocneonepaumoHHbIN
nepuog, npoTeKan rMagKo.

UunTonormyeckoe nccneposanue: Liutorpamma xapak-
TepPHa ANA TMIAHTOKNETOYHOM OMyXO/un.

lMcTonornyeckoe wuccnegoBaHue: AHeBpM3MabHaA
KOCTHas KMUCTa, CONUAHBIV BapuaHT. AnddepeHumnanbHas
OMArHOCTUKA NPOBOAMAACH C FMIAHTOK/IETOYHOM OMyXo-
JIbIO KOCTH.

OKOHYaTeNbHbI KAMHUYECKU amarHos: AKK pguc-
TanbHOro metadmsa npasoii 6onbwebEPLLOBOM KOCTH, CO-
NMAHbIA BapuaHT, Il Tun. CocToAHWE nocie sKCKoxaeauum
C 3aN0/IHEHWEM MONOCTU KOCTHBIM LLEMEHTOM.

MegamnaHa HabntogeHus - 34 mecaues. PyHKLMA rone-
HOCTOMHOTO CyCTaBa B MOJIHOM 06bEME.

TakMm o06pasom, aHaAM3UPYsA OaHHble TPU Cayyad
AKK, cnesyeT oTMETUTb, YTO BCE AeTH Bblan Hanpas/eHbl
Ha rocnuTann3aumio ¢ NpeaBapuUTeNbHbIM ANArHO30m u-
raHTOK/JETOYHAA ONyxo/b? KOCTU. M3 HUX 2 Ma/Ib4MKOB B
Bo3pacrte 17 net n 1 neBouKa, B Bo3pacte 8 net. Bo Bcex
cay4yasx, ele B 4OOMEPALMOHHOM Nepuoge rmraHToke-
TOYHAs OMyxo/ib M 3/10KaYecTBEHHble HOBOOGPA3oBaHMA
KOCTeN OblAM UCKNOYEHbl U YCTAHOBAEH KAWHWYECKUI
auardHo3 AKK. OcHOBHbIM NOACMOpPbeM B MPaBUIbHOMN
OWArHOCTUKe 6bln AaHHbIe PEHTIeHONOTMYEeCKMX nccne-
[oBaHUI (0630pHan peHTreHorpadua B 2-X NPOEKUUSX,
KT/MPT ouara nopaskeHus). MposeaeHHble nociae one-
paumin mopdonormyeckme ncciesoBaHMa KOCTHbIX obpa-
30BaHWUI noaTBepamnno amarHo3 AKK Bo Bcex OnMCaHHbIX
cnyyaax. Bcem Tpoum naumeHTam NpoBefeHO XMPYpru-
yeckoe neyeHne B 06bEMe BbicKabnmaHus AKK ¢ npu-
MeHEeHMEeM NAAaCTUYECKUX BAPMAHTOB KOHCTPYKLMK. B 2-x
CAyyanx NPMMeEHeHbI TpaHy/bl KasbLnMA TMAPOKCManaTmTa
M B 1 cnyyae — KOCTHbIN LLEMEHT C aHTMbaKTepuaabHbIM
COOEPKMMbBIM MO  MHAMBUAYANbHBIM OCOBEHHOCTAM.
Mcnonb3oBaHHble HAMW METOAMKM CNOCOBCTBOBANN [0-
CTUMKEHUIO XOPOLUMX Pe3y/bTaTOB U WUCKAKYMIM NpoBe-
LEeHM1e CIOXKHbIX U 4OPOroCTOALLMX ONepaTUBHbIX BMeLUa-
TenbcTB. Bo Bcex cnyyasx yaanocb fo6UTbCA Xopollero
nevyebHoro apdekTa — 6e3 peunamnBoB, C NOCAeAYOWUM
BOCCTAHOB/IEHMEM KOCTHOM TKaHM U COXpaHeHnem yHK-
LLMOHA/IbHOCTU CYCTaBOB.

NUTEPATYPA
1. Fletcher C.D.M., Bridge J.A., Hogendoorn P.C.W., Mertens F. WHO Classification of Tumors of Soft Tissue and Bone.

4th Edition, 2013: 302—4.

2. PoeoxcuH /[.B., KoHosanos .M., bonbwakos H.A., Tananaes A.T., Koznos A.C., Ky3uH A.C. AHegpu3mManbHAA Kocm-
Has Kucma y demeli u NnodpocmKos. Bornpocsl 2emamonoauu/oHKoA02UU U UMMYHONAamoso2uu 8 neduampuu.

2017; 2 (16): 33-39.

Hakim D.N., Pelly T., Kulendran M., Caris J.A. Benign tumours of the bone: A review. J Bon Oncol 2015; 4: 37-41.

4. RdDulescu R., BaDild A., Manolescu R., Sajin M., Japie I. Aneurysmal bone cyst — clinical and morphological aspects.

Rom J Morphol Embryol. 2014; 55 (3): 977-81.

5. Jaffe H.L., Lichtenstein L. Solitary unicameral bone cyst: with emphasis on the Roentgen picture, the pathologic
appearance and the pathogenesis. Arch Surg 1942; 44 (6): 1004-25.

6. MRIof Bone and Soft Tissue Tumors and Tumorlike Lesions. Differential Diagnosis and Atlas. AINR Am J Neuroradiol.

2009;30(1):16. doi:10.3174/ajnr.A1149

Hudson TM. Fluid levels in aneurysmal bone cysts: a CT feature. AJIR Am J Roentgenol. 1984; 142 (5): 1001-4

8. Hongtao Hu, Jianxin Wu, Liang Ren, Xianze Sun, Feng Li, Xiaojian Ye. Destructive osteoblastoma with secondary
aneurysmal bone cyst of cervical vertebra in an 11-year-old boy: case report. Int J Clin Exp Med. 2014; 7 (1): 290-

295.

9. Rapp, Timothy B. MD; Ward, James P. MD; Alaia, Michael J. MD Aneurysmal Bone Cyst, Journal of the American
Academy of Orthopaedic Surgeons. 2012; 20 (4): 233-241

10. Caro PA, Mandell GA, Stanton RP. Aneurysmal bone cyst of the spine in children. MRl imaging at 0.5 tesla. Pediatr

Radiol. 1991, 21 (2): 114-6.



INEAUATPUA N1 AETCKASA XUPYPTUA

11.

12.

13.

14.

15.

Ne3-4 (101-102)/2020

Kransdorf MJ, Sweet DE. Aneurysmal bone cyst: concept, controversy, clinical presentation, and imaging. Am J
Roentgenol. 1995; 164 (3): 573-80.

bnydos Ab, 3amoeunsHasa AA, Heped AC, KouyepauHa HB. AHespu3smasbHas kocmHaa Kucma. Capkomel Kocmed,
Msezkux TkaHel u Onyxonu Koxu. 2013;(4):3-9.

Conosses AE, /lapuvesa OB. Pe3ysibmamel 1e4eHUs KOCMHbIX KUCm u onyxoseli kKocmel y 0demel. Poc Med-6uon
BecmH um. akad W.M.Masnosa. 2017;25(2):264-69.

Qalik M, Qalik SG, Aygun MS, Esme H. Aneurysmal bone cyst of rib: a report of a rare case. ] Emerg Med Case Rep.
2016,7:49-50

Panoutsakopoulos G., Pandis N., Kyriazoglou I., Gustafson P,, Mertens F., Mandahl N.: Recurrent t(16;17) (q22;p13)
in aneurysmal bone cysts. Genes Chromosomes Cancer. 1999; 26:265—6.

Ona KoppecnoHAeHUUK:

Mymagynnaes baxpam Manukaingaposuu,

K.M.H., 3aBeayoLmnin otaeneHnem xupyprim Ne2,

AO «HayuHbI LEeHTP NeguaTpumn U AETCKOW XMPYPIrum»
Ten. +77017254387

e-mail: bahram1967 @mail.ru

ORCID 0000-0002-0882-7323

109



10

Ne3-4 (101-102)/2020

YAK: 616.24-003.829.1

MAPLLUAJTIKUHA T.B., 3AUTOBA A.T., LLAPUMOBA M.H., BAAJZIUEBA 3.A

KNUHUYECKUIA CNYYAU UANONATUYECKOTO FEMOCUAEPO3A
NETKUX'Y AEBOYKU 13 IET

AO «Hay4Hebll yeHmp neduampuu u 8emckoli xupypauu», Aamamel

B cmamee npedcmasneH cay4yali pedkoli namosio2uu ae2Kux - uduonamu4yecKko2o eeMocudeposa ae2Kux y pe-
beHka 13 nem. OH deMoHCmpupyem mpyoHocmes OUA2HOCMUKU 0aHHO20 3060/1€8aGHUA U YKA3bigdem HA He-
06X00UMOCMb UCKAYEHUA e20 y demeli ¢ peyudusupyroOWUMU UHPEKYUAMU HUMHUX ObixamesnbHbix nymel,
coyemarouuxca ¢ eenezodeguyumuoli aHemuel, y KOmopbix Hem MPU3HAKO8 yayYWeHUs Npu npueme npena-
pamos xerne3sa.

Knrouesole cnosa: demu, 2emocudepos ne2Kux, cuHopom LeneHa-lennepcmeoma

(Ana yumupoeaHusa: MapwankuHa T.B. 3aumosa A.l., LLapunosa M.H., basnuesa 3.A KnuHuveckuli cayyali
uouonamu4eckoz2o eemocudepo3sa nezkux y 0esouxku 13 nem. lMeduampus u demckas xupypaus. 2020;3-4 (101-
102):110-114.)

MAPLUAJTKUHA T.B., SAUTOBA A.T., LLAPUNOBA M.H., BAAJIUEBA 3.A.

OH YW XKACTAfbl KbI3AAfbl UOANONATUANDBIK OKNE
FEMOCUAEPO3bIHbIH, KTUHUKABIK, }KAFOAUDI

«leduampusa »aHe 6ananap xupypauscs! folnsimu opmaneiFel» AK, Aamamel

MaKanada cupek KezdecemiH eKre rnamosoaudcs! - 13 xacap 6anada uduonamusansik eKkne 2emocudepo-
3bIHbIH HaFdalibl KepceminzeH. bya ocbl aypyosl Oua2HOCMUKAAAyObiH KUbIHObIFbIH Kepcemeoi ¥aHe memip
wemicrieywinik aHemusicbiMeH BipikmipinaeH, memeHai mbIHbIC Ay #010aPbIHbIH KAimanaHamsiH UHPEKYU-
AnapeivMeH aybipamsiH 6a101ap0a OHbl HOKKA WbIFAapyObiH KaxemminieiH kepcemedi, onapda memip Kocrna-
coimeH emoeyde xcaKkcapy benzinepi 6alikaamaliosi.

TyliiHdi ce3dep: bananap, exkne eemocudepossl, eneH-leanepwimeom cCUHOPOMbI

(Cinmeme ywin: MapwankuHa T.B., 3aumosa A.I., LLlapunosa M.H., basnuesa 3.A. OH yw #acmarsi Kbi30aFbl
uouonNamussolK eKrne 2emMocu0epo3blHbIH KAUHUKAALIK xardalsl. [leduampus #aHe 6ana xupypauscel. 2020, 3-
4(101-102):110-114.)

MARSHALKINA T.V., ZAITOVA A.G., SHARIPOVA M.N., BAYALIEVA Z.A.

CLINICAL CASE OF IDIOPATHIC HEMOSIDEROSIS OF LUNGS
IN A GIRL 13 YEARS OLD

«Scientific Center for Pediatrics and Pediatric Surgery» JSC, Alimaty

The article presents a case of a rare lung pathology - idiopathic pulmonary hemosiderosis in a 13-year-old child.
It demonstrates the difficulty of diagnosing this disease and indicates the need to exclude it in children with
recurrent lower respiratory tract infections, combined with iron deficiency anemia, that doesn’t improve after
treatment with iron supplements.

Key words: children, pulmonary hemosiderosis, Delen-Gellerstedt syndrome

(For citation: Marshalkina TV., Zaitova A.G., Sharipova M.N., Bayalieva Z.A. Clinical case of idiopathic
Hemosiderosis of lungs in a girl 13 years old. Pediatriya i detskaya khirurgiya - Pediatrics and children’s surgery.
2020;3-4 (101-102):110-114.)

NanonaTuyeckuii remocuepos nerkux (bypas MHAy-  TpMagon CMMNTOMOB — KPOBOXapKaHUWeM, Kenesonedu-
pauma nerkux, cuHapom [eneHa-fennepcreara, «Kenes-  LUTHON aHEMUEN U PEHTIEHOIOMMYECKOM KapTUHOM aAnd-
HOe Nerkoe») 3To peakoe 3aboneBaHWe, XxapaKTepusyo-  ¢y3HoI neroyHol nHouabTpaumm [ 1, 2 1. K coxkanenuto,
LeecA BOMIHOODOPA3HbIM PELUUAUBUPYIOLLMM TeYeHMeM  3Ta TpPMada NPU3HAKOB HEYacTo BCTPevaeTca y aeTel B



Havane 3aboneBaHMA, YTO NPUBOAMT K 3aZepXKKe NocTa-
HOBKW AuMarHosa u oTpuuaTtensHomy ucxoay [3]. Bnep-
Bble AaHHasA bonesHb Hblia onucaHa R. Virchow B 1864
roay Kak «bypas nHgypaums nerkmx». B 1931 HemeLKnum
natosoroaHatomom W. Gelen N., a B 1939 Gellerstedt
HEe3aBMCMMO APYr OT Apyra onucanu cay4yan gaHHoOro 3a-
6oneBaHma. Yactota BCTPEYAEMOCTM MAMOMNATUYECKOTO
remocuaeposa nerkux (UMN) cocrasnset ot 0,24 o 1,23
Ha 1000000 HaceneHwuA, NpM 3TOM CMEPTHOCTb AOCTUTAET
50% [2-4]. B Haweln KNnHKUKe 3a nocnegHue 33 roga Ha-
6ntoganoch Bcero 3 cayyas.

dTnonorna 3aboneBaHMA OCTAETCA HEWU3BECTHOM, U
6b1710 BbICKA3aHO HECKOJIbKO TMNoTe3: ayTOMMMYHHas,
annepruyeckan, reHeTMYecKan UM sKosormyeckas [1-4].
BbICKa3aHbl MHEHMA OTHOCUTENbHO BPOXKAEHHOM Henon-
HOLEHHOCTM 31aCTUYECKMX BOJIOKOH COCYA0B HapyLLUeHUM
CTPYKTYpPbl, MOBbILEHHOMW MNPOHULAEMOCTU COCYAUCTON
CTEHKM JIeFOYHbIX KanuANAPOB, HAaNMYMA AHOMANbHbIX
aQHACTOMO30B MEMXKAY JIErOYHbIMU apTEPUAMM U BEHAMM
[6]. B nocnegHue roapl Haubosbluee NPU3HAHME NOAYYM-
Na runoTesa 06 UMMyHoMNaToNOrMYecKol npmupoae 3abo-
NleBaHuA, Beaylwen K gedektam b6asanbHOM MembpaHbl
NIeroYHbIX KanMANsapoB.

«30N0TbIM» CTAaHAAPTOM AnarHocTukM UMM asnaetca
6uoncKA Ierkoro, HO 3TOT METOZ, C/IOXKEH U3-3a ero UH-
BA3MBHOIO XapaKTepa W MOTEHUMANbHbIX OCNOXKHEHUN,
0COBEHHO Yy ManeHbKux geten [2, 5]. Apyrumu gmarHo-
CTUYECKMMW METOZAMMU MOTYT BbITb UCCIeA0BaHMA BPOH-
X0a/IbBEONIAPHOrO N1aBaxKa, MOKPOTbI WU Keayao4HOM
/laBaXka Ha HanMume MmakpodaroB nNeperpyKeHHbIX remo-
cugepuHom (cuaepodarms) [5-7].

B cBA3M C peAKOCTbIO aHHOM NATOIOMMM KaXK bl KNn-
HUYECKUI Cay4Yall remocmaeposa Nerkux npeacrasaset
60/bLLOM NPAKTUYECKUI U TeOpETUYECKMA nHTepec. Mpu-
BOAMM cobcTBEHHOE HabatogeHue pebeHka ¢ UMM,

bonbHasa K., 13 nert, rocnutasn3npoBaHa C Kajo-
6amn Ha KpOBOXapKaHWe, Nnepuoamyeckoe noaBieHue
HOCOBOIrO KpPOBOTEYEHMUA, 3aTPyAHEHHOE AblXaHue, Co-
NPoBOXKAaloLLEE YYBCTBOM HEXBATKM BO3AyXa, OAbILIKY C
yCUIeHMEeM B HOYHOE BpeMms, C/1labocTb, ObICTPYIO YyTOM-
NAEemMocCTb.

Pognnacb o1 1 ¢pM3MoNorMyeckn npoteKkaBwnx bepe-
MEHHOCTM 1 poaoB, AOHOLWeEHHas. Pocna u passuBanach
COOTBETCTBEHHO BO3pPacCTy.

CuunTaet cebna bonbHOM ¢ 11 neT, Koraa Bnepsble No-
ABMUIUCb BO/IM B }KMBOTE, PBOTA C MPUMECHIO KPOBU, KPO-
BOXapKaHMe, ro/IOBOKPYKEHUE, CHUKEHMe anneTuTa, 06-
was cnaboctb. esoyka bblna rocnutanmsmposaHa B O16
Mo MEcCTY }XUTeNbCTBa, rae 6bina BbiSBNEHA BblpaXKeHHas
aHemus: ypoBeHb remornobuHa coctasnan 34 r/n. Nomu-
MO CHW}KeHMA ypoBHA HB, Oblia BbiABNEHA remaTtypus,
YTO [a/10 NOBOA, BbICTaBUTb ANArHO3: MHOEKLUA MOYEBDI-
BOAALLMX NyTel. NMpoBOAUANCL HEOAHOKPATHO 3aMeCTU-
Te/IbHble remoTpaHcdy3nn, NO3BOAMBLUME MOBLICUTb YPO-
BEHb remornobuHa K BbINMCKe M3 cTaumoHapa go 88 r/n.
Ha ambynaTopHOM 3Tane, Nnoc/ie BbINMUCKM U3 CTaLMOHapa,
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noslyyana »enesocoAepKallume npenapaTbl, YTO cnocob-
CTBOBA/IO NOAHATUIO YPOBHA remornobuHa go 92 — 108
r/n. Peunams 3a601eBaHUA, C aHANOTMUYHBIMM Kanobamm
N PE3KUM CHUMKEHWEM YPOBHA remorobuHa, npounsoLen
yepes 2 mecAua. K remopparmyeckomy cMHApPOMY Npu-
coeaguHUNAch pecnmpaTopHaa CMMNTOMaTMKa B BUAE No-
KaLL/IMBaHWUS, HEOO/IbLIOW OAbILIKK, MOABAEHUA BAAXKHbIX
XpUNOB MpPU aycKynbTauun nerkmx. Ha o630pHON peHT-
reHorpamme rpyAHou KAeTKU No BCEM JIErOYHbIM MOAAM
OblM BbIABAEHbI  MHOXecTBeHHble 06/1akonofo6bHble
TEHW C TUMNEPUHTEHCUBHBIMW UHOUABTPauuaMU. [pu
HpPOHXOCKONUKU OblN BbISBAEH KaTapa/ibHO-remopparu-
YeCKUI 3HA06POHXUT. [NA UCKNIOUEHUA KenyaoyHOro
KpoBoTeuyeHuA nposegeHa PIMAC c BbiABNEHMEM FUNeEpP-
MJaCTUYECKOro aHTPasIbHOro racTpuTta U bynbbuTa. MNpo-
BOAMMaA aHTMDaKTepuanbHaa Tepanua C NpUMeHeHnem
aHTMOUOTMKOB LUIMPOKOTO CeKTpa AeUCTBUA He npuBena
K PEeHTreHONIorMYeckor pemuccun 3abonesaHus. Mame-
HEHWA Ha pPEeHTreHorpamme rpyaHOM KNETKM COXpaHA-
JIUCb, NULWb C YMEHbLUEHWEM MJIOTHOCTU UHOUNBLTPATOB.
Mpun KT wnccnepoBaHUM Nerkux BblABAEHbI U3MEHEHUA
CBOMCTBEHHbIE UHTEPCTULLMAZIBHOMY UX NOPaXKEHUIO.

OnddepeHumanbHaa AnarHocTMKa, NpoBoAMMan AN
WCKOYEHMA Apyrux 3aboneBaHnin Nerkux, Npyu KoTopbIix
BO3MOXHbl KPOBOXapKaHbe W SIero0YHble KPOBOTEYEeHUA C
MUCNONb30BaHNEM CeposiorMyeckon auarHoctuku (PITA,
NDA) No3BOAMAN UCKAKOYUTL acmnepruanes, MUKoMIas-
Mo3, nuctepuos. MNocne 6aKTEPUONOrMYECKOro Ucce-
[OBaHMA MOKPOTblI M BPOHX0a/IbaBEONAPHBIX CMbIBOB U
nocneaytowen KoHcynbTaumum GTrusnaTpa 6bi1 UCKNOUEH
cneumdUYecKmnii NPoLLEece B IETKUX.

B nocneaytowme 5 mecaues AeBOYKa HEOAHOKPATHO
obpallianacb K Bpavy NepBUYHOIO MeAMULIMHCKOTO 3BEHa
no NoOBOAY KPOBOXapKaHbA, NePUOANYECKOTO NOABNEHUA
HOCOBOrO KpoBOTeYeHUA. MOHUTOPUHT remornobuHa
YKa3blBa/ Ha ero CTOMKOE CHUXKEHWE, B Npeaenax aHeMuu
1 cteneHun, Ha poHe NOCTOAHHOIO NpPUEMa }Kenes3ocoaep-
Xawux npenapaToB. KOHTPO/bHOE peHTreHoAorn4yecKkoe
obcnenoBaHMe ¢ MHTEPBAZIOM KaxApble 2 MecsLa — Ha Co-
XpaHeHWe Iero4yHom MHOUABLTPaLMN.

Yepes 5 mecALeB ¢ MOMEHTa NepBOro oCTPOro 3nuns3o-
[Aa 3aboneBaHus, nocne npeaBaputenbHol (B perkume
TenemeamUMHbI) KOHCYNbTaLMK MY IbMOHOIOTOM  [eBOY-
Ka 6blna rocnMTasn3npoBaHa B Ny/IbMOHO/IOrMYECKOe OT-
aenenve HUNAOX. JaHHaa rocnuTanmsauns Tpebosanach
ONA VUCKNIOYEHUA WAW MNOATBEPXAEHMA remocnaeposa
nerkux. K atomy nepuoay CoxpaHANAMCb anu3oguyeckoe
KPOBOXapKaHbe 1 HOCOBble KPOBOTEYEHMUA.

O6BbEeKTUBHO: MPU AYCKYNbTALUWU NETKUX B HUMNKHUX
OoTAeNax Mo-npeKHemy BbIC/NYLNBANNCHL BAAXKHblE MeN-
KOMNy3blpyaTble Xpunbl, NPEUMYLLECTBEHHO B HUXHUX OT-
Aenax Ha ¢oHe HeKOToporo ocnabneHus AbixaHua. CaTy-
pauma Kncnopoaa yaeprkmseanacb B npegenax 95%. Ypo-
BeHb remornobuHa co 117 r/n nogHanca go 133r/n. Ha
peHTreHorpaMme NIerknx 04aroBblX U MHOUALTPATUBHbIX
WU3MEHEHWI JIETOYHOM TKaHU y»Ke He Bbllo, HO COXpaHs-

m
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JIUCb BblpaxkeHHasa Aedopmaunsa U yCUNeHUe NeroyHoro
PUCYHKa, C BOB/IEYEHNEM B NPOLLECC MEKA0/EBON NaeB-
pbl cnpasa. MoBTopHOe HpoHXo/orMyeckoe obcienosa-
HMEe BbIABUAO ABYCTOPOHHWI, OrpaHUYEHHbIA KpPyMHbI-
MW BPOHXaMM, KaTapasibHbIM 3HA0OPOHXUT. MO AaHHbIM
cnuporpadun BEHTUAALMOHHbBIE HapPyLIEHUA JIETKUX He
BblfiBAEHbI. PN LUTONOTMYECKOM UCCef0BaHUM MOKPO-
Tbl 3PUTPOLUTbI HE 0BHAPYKEHbI, B 4OCTAaTOYHOM KO/-BE
NPUCYTCTBOBAAN HENTPODUbI U KNETKM MIOCKOrO 3nuTe-
ns.

B moKpoTe 1 6POHXMAZIbHOM CMbIBE FEMOCUAEPUH He
6b1/1 BblAAB/EH, B CBA3M C YEM B OKOHYATE/IbHOM AMarHose
remocuzepos He BbICTaB/IEH U A€BOYKA BbINMCAaHa AOMOM
C ANArHO30M MamnonaTUYeckuii pubposmnpyrownii anbee-
ONNT, C PEKOMEHZAUMEN NPOAOIKNTD TOPMOHANBHYIO Te-
panuto 13 pacyeta 1 Mr no NpeaHU30/0HY.

B TeyeHue nocnegytowmx 1,5 net gesoyka Habnto-
Aanacb NO MecCTy KUTeNbCTBA M Haxogmaacb B COCTOSA-
HUU KIMHUKO—PEHTIEHON0TMYCKOM pemuccuu. MonbiTku
CHU3UTb 403y NpPeaHU30/I0Ha NPUBOAUAU K BO30OHOB-
JNIEHNI0O  KPOBOXapKaHMA U yXyalweHUto GU3MKaNbHbIX
JaHHble B JIETKMX, MO NMoBoAy 4Yero pebeHOK HeoaHo-
KPaTHO rocnuTanuM3MpoBancsa B CTaLMOHapbl NO MecCTy
XUTenbcTBa. JleyeHuWe, Kak MpaBuao, NPOBOAMIOCH
CMMMNTOMATUYECKOE, C MPUMEHEHNEM aHTUOaKTepuUanb-
HbIX CPeacTB, Ha POHE CUCTEMHbIX KOPTUKOCTEPOUAOB,
0033 KOTOpbIX yBE/NMYMBaANacb B nepuos obocTpeHus.
MNpu yBennYeHUM [03bl TTIOKOKOPTUKOUAOB BPEMEHHO
npeKpaLLanocb KpoBoxapKaHbe. B guMHamuKe 3abone-
BaHWA NOABUIACb HOYHAA pecnupaTopHas CUMNTOMATH-
Ka B BMAe YyBCTBA HEXBATKMU BO34yXa M 3aTPYyAHEHHOrO
abixaHus. Mocneaytollee yxyalweHMe  COCTOAHMA pe-
6eHKa, COMpoBOXKAABLIEECA HApacTaHMEM CMMMNTOMOB
OblXaTeNbHOM Hea0CTaTOMHOCTU, MaZeHMEM caTypaLum
Kucnopoaga ao 30%, notpeboBano ee rocnutTanusaumm
B peaHMMaLMOHHOe oTaeneHue. Mocne cTabunmsaumnm
COCTOAIHMA AEeBOYKa BHOBb rOCNUTAaNIM3NPOBaAHA B MNy/b-
MOHoONornyeckoe otaenexHne HUMAX.

Ha MomeHT BTOpOI rocnuTanmsaumm coctoaHue ae-
BOYKM TAXKenoe. bneagHble KOXHble MOKPOBbLI, remMoppa-
TMYECKUX BbICbIMAHWUIN He Bbli10. MOBbILLEHHOTO NUTAHUS,
3a CYeT A/IUTENbHOW FOPMOHA/IbHOM Tepanum U PasBUTUA
cnHapoma KywmHra. Poct 166 cm, Bec 61 kr, UMT=22,14.
JNlerkuii nepuopasibHbI LUMAHO3, CMHEBA MOA 1a3amu.
MpyaHaa Knetka ¢ HeboNbWMM aMPM3EeMATO3HbIM B3ay-
TMeM. [pblxaHMe 6e3 yyacTusi BCMOMOraTe/ibHOM MyCKy-
natypbl. B nokoe oapblwKy HeT. CMellaHHaA oablliKa npu
MUWHMMANbHON ¢u3nMyecKkol Harpyske. lMpu nepryccum
Haf NerkMmM NerovyHomn 3ByK «MecTpbli». [biXxaHne npu
AyCKy/NbTauMM pPaBHOMeEPHO ocnabneHo, paccesHHble
BNIAXKHble XpUnbl ¢ 06enx cTopoH. Hebonbliaa Taxmkap-
ana ¢ YCC no 85 8 1 MMH M yMepPEHHbIM NPUIYLLIEHUEM
cepaeydHblX TOHOB. [eyeHb U ceneseHKa He yBeanYeHbI.

JlabopaTopHO MpU NOCTYMJIEHUM U Ha MPOTAKEHUU
nepBOro MecsLa rocnmMTaan3aunm B obLiem aHamse Kpo-
BW BbIABIANACb aHeMMA 2 cTeneHu TaxecTn. KonebaHus

remornobuHa B npegenax 69 r/n — 86 r/n u apuTpouMTOB
B npegenax 3,16*10%/n — 4,11*¥10*2/n. KonuuecTso petu-
KynouuTtoB — 44%. Habnoganocb CTabuUNbHOE CHUMKe-
Hue MCV (77,02-fl), MCH (23,52 nr), MCHC (30,52 r/an).
[aHHble NokasaTenn NO3BOAWIM CAENaTb BbIBOA, O HANU-
UMK Y MNALNEHTKN TUMOXPOMHOM aHEMUN.

Bbin npoBeAeH BMOXMMWMYECKMI aHaAM3 KPOoBM Ha
codepyKaHue Kesesa, KOTOPoe COCTaBUIO < 5 MKMOAb/N
(Hopma 12,5-32 mkmonb/n), TpaHcheppuH — 3,47 r/n
(Hopma 1,83-3,63 r/n), depputnH 6105,7 mKr/n (Hopma
7-140 mKr/n).

OCHOBHble BUOXMMMUYECKMe napameTpbl — obLmin be-
NIOK, 6BUAMpPY6UH, TpaHCAaMMHA3bI, KPeaTUHUH U MOYEeBU-
Ha COXPaHANCb Ha pedepeHCHbIX 3HaYEeHUAX.

Mpn 6aKTEPMONOrMYECKOM WCCNEA0BaHMM MOKPOTbI
BblAeneHa canpodutHaa Gopma CTPENTOKOKKA B HU3KMUX
(1,0*10° kn/mn) TUTPaAX.

Mopddonormyeckoe nccnegoBaHne MOKPOTbI BbIABMIO
3HAUUTENbHOE KOJI-BO KNETOK MIOCKOro anutenus, 6onb-
LLIOE KON-BO HEUTPODUIOB U a/IbBEOSIAPHBIX Makpodaros,
60/1bLLOE KONNYECTBO MaKpodaroB coAepsKallmx remocu-
AepwviH (remocuaepodarms).

MUccnepoBaHve rasoBoro CoCTaBa KanuaiAapHOW Kpo-
Bu: pH 7,378, pCO, 47,5 mm pT. cT, pO, 34,2 mm pT.

YNnbTpa3ByKoBOe WCCAELOBaHUE OpPraHoB OptloLHOM
NO0OCTN B AMHAMMUKE HE BbIABMIO NATONOIMMUYECKUX U3Me-
HEHWI, 32 UCKNHOYEHNEM XO/1ecTasa.

AHanuMsbl MOYM 3a BeCb Nepuog rocnuTanusaumm -
6e3 natonoruu.

Ha 0630pHOI peHTreHorpamme OPraHoOB rPyAHOM
KNETKM W3MEHEHUA XapaKTepu3oBa/UCb, Npeumylle-
CTBEHHO, ANdPY3HbIM ycuneHnem BpPOoHXOCOCYANCTOro
pUCYHKa C HEBONbLWINUM CHUMKEHWEM MHEBMaTU3aLuu B
HUKHUX OTAENaX IETKUX.

Mpw nposegeHnn KT nerkmx, ¢ warom no 2,5 mm, Bbl-
ABNA/INCb MHOMECTBEHHbIE 04YaroBble M 04YaroBO-C/MB-
Hble TEHM MO BCEM MOASIM 0Beunx SIerKMx C HePOBHbIMM,
HEYETKMMM, MECTaMM YETKUMU KOHTYpPaMM, NAOTHOCTbIO
200-400HU. NpocBeTbl 6poHxoB 1-3 nopsaka 6uiiu npo-
XOOAMMbI. BHyTpurpyaHbie Anmoysibl He YBE/MYEHDI.
TeHb cepaua TUMMYHO PACMO/IOXKEHA, He pacliMpeHa.
MneBpasbHas NOAOCTb CBOOOAHA OT XKUAKOCTEMN.

Ha aneKkTpoKapanopamme CUHYCOBbIA PUTM C YacTo-
TOW cepAeyHbIX coKpalweHui 77-100 B MUHYTY. DNEKTpU-
yeckas OCb Cepaua He OTK/IOHeHa. YKOpoyeHue NHTepBa-
na PQ.

OxoKl - [aHHbix 3a BIMC He BbiABneHO. [pagmeHT
OABNEHWUA B JIETOYHOW apTepum - 8 MM.PT.CT. B HMIC-
xogawen AO - 11 mm.pT.cT. MMonocTn cepaua He pac-
wupeHbl. CoKpaTuTenbHaa CNoCOBHOCTb MUOKapaa
yaoBnetBopuTenbHasa. MUAKOCTM B NepuKkapae Her.
CoueTaHMe MOPaXKEeHUA NIErKUX, KPOBOXapKaHUA N aHe-
MWW MOCNYXKU/I0 OCHOBaHMEM A/ NPOBeAeHUsA pebeH-
Ky cneumanbHoro obcnefoBaHUsA — TOPaKOCKOMMYECKOM
6MOMNCMM NErkoro, CYMUTAOLWENO «30/710TbIM» AMATHOCTU-
YeCcKMMm ctaHgapTom UITI.
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PucyHoK 1 — MukponpenapaT nerkoro pebeHka K, 13 net. lemocugepodarv B NpOCBETE a/IbBEO/ U MEXKaIbBEONAPHbIX
neperopogKax TKaHW NIETKOro, yKasaHo cTpesikamu. OKpacka reMaToKCMAMHOM M 303uHOM. YB. x20. (Pomopaagpusa
npedocmasneHa mopgponozom HUIMAX, K.M.H. MaxHegsol A.®.)

MaKpOCKOMMYeCcKN TKaHb J1Ierkoro 6blia NoJIHOKPOB-
Ha, barposoro ugeTa. B3aT Ha Buoncuio y4acTok ferkoro
U3 cpeaHel oAU, CAaH Ha TMCTONIOrMYECKoe Uccien0Ba-
Hue.

Mpun ructonorMyeckom uccnegosaHum buoncuiiHoro
MaTepuana BbIABNIEHO HapyLUeHUe CTPOEHUA TKaHWU fer-
KOro, B KOTOPOW Onpeaenanncb MHOXeCTBEHHbIe o4aru
OT/IOXKEHUA MUTMEHTa XEeNTO-KOPUYHEBOro LiBeTa, MHO-
YKECTBO MaKpodaroB B LMTOMAA3Me KOTOPbIX MMEeTcs
aHANOMMYHbIN NurmeHT (remocuaepodaru). MUrmeHTbI
BbIABNAIMCD KaK B MPOCBETE a/fibBEO/, TaK U MeXa/bBe-
ONAPHBIX neperopogKax (pvcyHoKk 1). B TKaHM nerkoro
onpeaenanucb auctenektasbl. Pe3ko pacTaHyTble anbse-
0/bl YepefoBasnUCb C 6e3BO3AYLUHOW TKAHbIO JErKUX.
BpoHx1 menkoro Kanmbpa umenu roppupoBaHHYIO Cu-
31CTyto 060/104KY (NpeanonoxnTenbHO BpoHxocnasm).
Tak Ke BbIABAANACL MHOUALTPALMA NMMIONLHOMN TKAHN
c obpasoBaHnem numdounaHbix Gonnnkynos. Bucuepans-
HafA nieBpa He yTo/lLeHa, MeCTaMW Pa3BOJIOKHEHA.

Ha ocHoBaHWKM HanMumMA y pebeHKa Knaccuyeckom Tpu-
afbl CUMNTOMOB - KpOBOXapKaHue, enesofedbuLmTHan
aHeMuA, UHOUNBTPATUBHbBIE USMEHEHUA B IeTKUX, Nabo-
PaTOPHbIX AAHHbIX —BbIABIEHNE remocmaepodaros B Mo-
KpoTe 1 BroncuitHoM matepuane nerkux Obin BbiCTaBNeH
AmarHos Mamonatuyecknin remocmnaepos Nerkmx.

B HacToslee Bpema HeT OOLENnPUHATBIX MeXayHa-
POAHbIX pekomeHaaunn no Tepanun UM, B HebonbLumX
KMHUYECKUX NUCCNEL0BAaHUAX MAaKCMMasIbHbIV pe3ynbraTt
OOCTUranca npu NPUMEHEHUU KOPTMKOCTEPOUIOB, YTO

CHUW}Ka/I0 BEPOATHOCTb peuuamBa EFOYHOTO KpoBOTeYe-
HUWA N CKOPOCTb Pa3BuUTUA pnbpo3a nerkmx. B onncaHHom
HaMK c/lyy4ae, Hapsady C CMMMATOMATMYECKOM Tepanuen
6b1/10 NTPOAO/IKEHO /IeYEHME C MPUMEHEHNEM CUCTEMHBbIX
TNIOKOKOPTMKOMAO0B. Ha MOMEHT rocnmMTannsaumnmn Aesoy-
Ka mony4yana npeaHunsosnoH m3 pacyera 0,8 mr/kr, 6b110
CHUMKEeHMEe OT MnepsBoHavanbHoM A03bl 1.0 mr/Kr/cyTKu.
CHMXeHMe [03bl NpMBeno K peumamsy 3abonesaHus.
Hamn po3a cuMcTeMHbIX KOpTUKOCTEpouAoB bGbina nepe-
CMOTPEHA B CTOPOHY ee yBesnYeHus, NpegHN30/10H 6bin
3aMeHeH Ha meTunpeg, 60 mr/cyTku.

[eBouyKa BbINMcaHa 13 cTauMoHapa Ha 48 aeHb rocnu-
Tanusaumm

Takum obpasom, 3aboneBaHwe y Habntogaslielica
Hamn 6O/NbHON XapaKTepM30BasoCb BOSHOOGPA3HbLIM
MU PeuMavBUPYIOWLMM TEYEHUEM: HaauuMem B MNepuop,
060CTpeHUA OAbBILWKK, BAAXKHbBIX XPUNOB B JIETKUX, MPO-
OYKTMBHbBIM KallJeM C NPUMECHIO KPOBM. JleroyHble 13-
MEHEHMA COYETANIUCD C Kenes3oaedUUNTHOM aHemmen un
pe3KMM NageHMem ypoBHA remornobmrHa B OCTpbIA ne-
puog 3abonesaHuA, HaMYMEM B MOKPOTE MaKpodaros ¢
npoayKTamu pacnaga remornobuHa (remocugepuHa). Co-
yeTaHMe XapaKTepPHbIX KNTMHUYECKUX NPU3HAKOB, XKene3o-
AedUUMTHOM aHEMMUIN N FTeMOCUAEPUH-HATPYIKEHHbIX Ma-
Kpodaros B 06pasLLax MOKPOTbI C aHA/IOTMYHbIMU U3Me-
HeHUAMMK B BUonTaTe YKAaabiBa/INCh B KAMHUKY MAMONa-
TMYECKOoro remocuaeposa serkux. OaHako AMarHoCTMKa
6bls1a 3an034anan, MWb Yepes 2 rofa C Havana nepsbixX
CMMMTOMOB. ITOMY, CKOpee BCero, cnocobcTBoBanu pes-
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KOCTb 3a60/1eBaHMA, Manasa 0CBeAOMIEHHOCTb BpaYyei o
OaHHOM 3aboneBaHuM, cneunduryHocTb nabopaTopHoO-
ro uccneposaHua. Bmecrte ¢ Tem, cnegyet oTMETUTb, YTO
anarHo3 UIJ1 6bin 3anofo03peH elle B NepByto rocnuTa-
nmsaumto pebeHka B HUMNAX, nocne 6esycnewHon 3a-
MECTUTE/IbHOM TepanumM aHeMUKU U aHTUBAKTepPUaibHOro
JleyeHnA BOCMNA/IMTENbHOMO Npouecca B JIETKUX, OAHAKO
OTpULATENbHbIM pe3ynbTaT UCCNefoBaHMA MOKPOTbI Ha
remocuaepodarn He NO3BOINA BbICTAaBUTb 3TOT AMATHO3.
TonbKO B cneaytoLLyto rocnntanmnsaLmio 6biam BbiABAEHbI
remocugepodarn B MOKpoTe M buonTaTe Nerkoro. 7ot

KNIMHUYECKUIA cnyyalh nogyepKmBaeT TOT ¢akT, uto UM
cnepyeTt nopospeBatb Yy AeTel ¢ peunamBupyowmmMm
MHOEKLMAMMN HUKHUX AbIXaTeNbHbIX MYTEN, Y KOTOPbIX B
aHaMHe3e ecTb KenesoaepuumMTHAA aHeMus, Y KOTOPbIX
HEeT NPW3HAKOB yNy4LLEHUS NPU NpUeme NpenapaTos Ke-
/le3a M MOKeT NoTpeboBaTbCs NMOBTOPHOE MepesiMBaHue
KpoBu. OTcyTCcTBME remocraepodaros B MOKpPOTe Npu Ha-
JIN4UM KPOBOXaPKaHMA He OO0/IKHO UCKAOYaTb AMarHos
WUNT y petelr. TpebyeTca paHHAS U CBOEBpPeMeHHasa Ana-
FHOCTMKa, YTOObl HAYaTb afeKBaTHOE MMMYHOZENPECCHB-
HOe neyeHune.
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'BA3APBAEBA A.A., 'KUANBEKOBA }K.A., 25EKBATbIPOBA [1.E

KNAMHUYECKUA CNTYSAU MHTUBUTOPHOMU ®OPMbI
FrEMO®U/IUU A Y NEBOYKU

1AO «Hay4Hbili yeHmp neduampuu u 0emcKoli xupypauu», Aamamel
2HAO «Kazaxckuli HayuoHanbHbIl meduyuHcKuli yHugepcumem um. C.[. AcpeHOuspoesa», Anmamsi

B HacmosAwel nybauxkayuu Mol npugooum rnpumep KAuHUYecKo2o HabaodeHusa eeMmogunuu A cpedHemsaxcenoli
popmbl y 0e8oUKU. [aHHbIU KauHuYecKuli cayyali yHUKaneH He mosibKo mem, Ymo 80 8cem Mupe 3apeaucmpu-
pOBaHbI 8ce2o oKoso 60 cry4aes eeMouauu y 0ego4yek, HO U mem, Ymo y OaHHOU NayueHmMKU pa3eusocs
0C/0XMHeHUe 3aMmecmumesbHol mepanuu 8 sude 0b6pa308aHUs UHaUBUPYOWUX aHmumesn npomus ¢akmo-
pa aHmMu2emousbHo20 2a106yAUHA. Yyumeleas nosa (0eso4ka), so3pacm pebeHKa (1200 3 mecauya) u uHa2ubu-
mopHyto hopmy ecemogpunauu A ¢ ebicokum mumpom (146E), nayueHmke, ee cecmpam u mamepu Heobxo0umMo
nposedeHue eeHeMU4YeCKo20 AHAAU3A 0715 8bif8/eHUA 2eHe3d Mymayuu, npoeHo3a bydywe2o nomomcmea
mamepu.

Knroueewie cnoea: cemogpunusa A, Mmymayuu, demu, uHeubumop, cemoppazudeckuli CUHOPOM.

(Ona yumuposearus: bazapbaesa A.A., Kusanbexkosa .A., bekbameiposa [.E. KnuHuvecKkuli cay4ali uHeubu-
mopHol hopmel 2emopunuu A y 0esoyku. leduampus u demckasa xupypeua. 2020;3-4 (101-102):115-118.)

'BA3APBAEBA A.A., 'KUANIBEKOBA X.A., >5EKBATbIPOBA A1.E

A TEMO®PUNNAHDBIH UHUBUTOP/IbIK, @OPMACbBIHbIH,
Kbl3 BA/IALAFbI KTIMHUKADBIK, KAFOANDI

1«lMeduampus #aHe 6aaa1ap XUPypPaUACkI FbiAbIMU 0pmansiFel» AK, Aamamel
2«C.M. AcgpeHouapos ameiHOaFbl Kazak ¥nmmeik MeduyuHa YHusepcumemi» KeAK, Aamamel

byn 6aceinbimoa 6i3 Kbi3 6anadarbl opmawia aybipnelK 0apexcedeai A 2eMOopUAUACLIHbIH UH2UBUMOPbIK
mypiHiH 0amybIMeH ACKbIHFAH KAUHUKA/bIK #aFoaliObiH MbICAsbIH Keamipemis. byna KnuHuKanolk xcaroali 6ykin
anemoeai Kbi3 6ananapda eemounusaHbsiH 60-Ka HcybiK Hardalibl mipkenzeHOi2iMeH FaHa emec, COHbIMEH Ka-

map byn nayueHmme aHmuzemogundi enobynuH pakmopsiHa Kapcel opbiH b6acy mepanusacel 6apsicblHOa 115
UHeubumopbiK aHmMuodeHenepdiH nalioa 60saybiHbIH ACKbIHFAHObIFbIMEH epekweneHedi. HayKacmeoiH HbiHbI-

cbiH (Kbi3 6ana), »cacwiH (1 #eac 3 ali) waHe norFapbl mumpsi A 2eMO@UAUACLIHLIH UH2UOUMOPbIK hopma-

cbiH (14BE) eckepe omelpbin, HOYKacmeolH 63iHe, anKenepi MeH aHACbIHA, 2eH MymayusceiH #aHe 60aawaK
yprnakmapsiHaH aypydel 60ax#ay YWiH 2eHEMUKAsbIK AHAAU30eH eMmKi3y Kaxem.

TyliiHdi ce30ep: A cemogpunuscsl, mymayuanap, 6aaanap, uH2aubUMop, 2eMoppPa2UAbIK CUHOPOM.

(Cinmeme ywiH: bazapbaesa A.A., Kuanbekosa }.A., bekbamviposa [.E. [emoghunusabiHbIH UHUBUMOPIIbIK
hopMacbiHbIH Kbi3 6an00arbl KAUHUKAALIK HaFdalivl. MMeduampusa xaHe 6ana xupypauscsl. 2020;3-4 (101-
102):115-118.)

'BAZARBAYEVA A.A., *KIYALBEKOVA ZH.A., 2BEKBATYROVA D.E.

A CLINICAL CASE OF AN INHIBITORY FORM OF
HEMOPHILIA A IN A GIRL

1 «Scientific Centre of Pediatrics and Child Surgery» JSC, Almaty
2 «Kazakh National Medical University named after S.D. Asfendiyarov» NPJSC, Almaty

In this publication, we give an example of clinical observation of moderate to severe hemophilia A in a girl,
complicated by the development of an inhibitor. This clinical case is unique not only in that around 60 cases
of hemophilia in girls have been reported worldwide, but also in that this patient developed a complication of
replacement therapy in the form of inhibitory antibodies against the antihemophilic globulin factor. Given the
gender (girl), the child’s age (1 year 3 months) and the inhibitory form of hemophilia A with a high titer (14BE),
the patient, her sisters and mother need to undergo genetic analysis to identify the genesis of the mutation, and
to predict the future offspring of the mother.

Key words: hemophilia A, mutations, children, inhibitor, hemorrhagic syndrome

(For citation: Bazarbaeva A.A., Kiyalbekova Zh.A., Bekbatyrova D.E. Clinical case of inhibitor hemophilia A in a
female. Pediatriya i detskaya khirurgiya - Pediatrics and children’s surgery. 2020;3-4 (101-102):115-118.)
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femopunna A — 3TO BPOXKAEHHAA HEAOCTAaTOYHOCTb
VIl daKktopa (aHTUremodunbHoro rnobynmHa) cBepTbl-
BaHMA KPOBW, OTHOCUTCA K OAHOM M3 PAcNpPOCTPaHEHHbIX
HapyLEeHU CMCTEeMbI TeMOCTa3a, € X-CLLenaeHHbIM TUMOM
HacnenoBaHMA, XapaKTepPU3YHOLLAACA remopparnyeckum
CMHAPOMOM PA3ANYHOW CTEMEHU TAXKeCTU. B 3aBncmumo-
CTW OT YPOBHA GaKTOpPa BbIAENAIOT Caeaytolmne CTeneHn
TAMeCTU 3aboneBaHus: meHee 1% — Taxenas, 1—5% —
cpeaHen taxkectn, 5—40% — nerkan [1,2].

CornacHo rnobasbHOMY uMccnenoBaHuo BcemupHoi
depepaumm remodpunnmn B 2016 rogy, obuiee Yncao nto-
aen c remodpunmelt coctasuno 184 723 yenosBeka, B Tom
yncne 16 949 yenosek B CLUA. [3,4]. No gaHHbIM Bcepoc-
CMICKOro obuiectBa remMopuanm KoamyecTBo 6O/bHbIX
remodpunmen B Poccum Ha 2017 rog coctaBmno 9401 ye-
nosek [1]. Mo cBegeHMAam KasaxcTaHCKOW accouumaumm
601bHbIX remodunelt ¢ JaHHbIM ANArHO30M B CTPaHe Ha
2019 rop 3apernctpupoaHo 841 B3pocabit n 540 geTen.
Ffemodpununen A ctpagaet npumepHo oguH 13 5000 »KuBo-
POXKAEHHbIX Ma/IbYNKOB.

MpuunHbl remodunnm A npeacraBaseT coboi cnox-
HYIO CMCTEMY B3aMMOCBA3AHHbIX MPOLECCOB HA FeHHOM
M BUOXMMUYECKOM YpOBHE. femodnanio MoryT Bbi3biBaTb
He TONbKO Hacneayemble reHeTUYeCcKMe aHOMAINK, HO U
CMOHTaHHble myTauuun. Ecnm 3abonesaHue nossaseTcs B
cembe, He UMetoLLen aHamHesa remopuanm, Takom Bapu-
QHT Ha3bIBAOT CNOpPagMYecknm. YacToTa BCTpeYaemMocTH
CNopaanYvecKmx caydyaesB reModuanmn MoKeT AOoCTUraTb
1/3 Bcex cnyyaes 3abonesaHuaA. leHETUYECKON NPUUNHOM
3abonesBaHusa asnaTca mytaumn B reHe FVIII (40-50%),
PacnosOXKeHHOr0 B TEPMUHANLHOM OTAene AJMHHOIO
naeya B Xg28, KOTOPbIM OTBEYAET 33 CUHTE3 aHTUTEeMO-
¢unbHOro robynmHa. BHYTPUXPOMOCOMHbIE PEKOMOU-
Hauwuu B reHe FVIII, cpean KoTopbIX BbIAENAKOT MHBEPCUM
WMHTPOHa 22 BCTpeyatoTca npumepHo B 43-45% n UHTPOHA
1- B 2-5% cny4yaeB. TaK KaK AaHHbI reH pacnonoXeH Ha
Nnos0BOM Xpomocome X U HacneayeTcA No peLeccuBHOMY
TUNY, AAaHHaA NATONOMMA NPOSBAAETCA Y MYXKUMH, TaK KaK
B WX reHoTune ogHa X-xpomocoma. Y ManbymKoOB X-Xpo-
MOCOMa Hac/neayeTca OT MaTePU, KOTOPAs MOXKET ABNATb-
¢ HocuTenem gedektHoro reHa FVIII [3,4].

KeHLWMHbI, ABAAOWMECA HOCUTENbHULAMWN AAHHOMO
reHa, 0bbIYHO HE UMEIOT K/IMHUYECKMX NPOoABAEHUIA 3a60-
NleBaHMA, MOCKOJIbKY Yalle BCEero y HUX ypoBeHb aKTUBHO-
ctn VIl dakTopa B nnasme He meHee 50%. MmetoTtca nu-
TepaTypHble gaHHble, 4To 30 % reTepo3mnroTHbIX *KEHLLWH
NpW akTUBHOCTM dakTopa HuxKe 40% noasepsKeHbl PUCKY
KPOBOTEYEHWUI MOC/NE Cepbe3HbIX TPABM WM MHBA3UBHbIX
npoueayp BHe 3aBUCMMOCTM OT cCTeneHu Taxectu [5,6].
KpaliHe pegKo remodunva, npoABAseTca U Y MeHLWMH,
YTO CBAA3@HO C HaMuMem AByx AedeKTHbIX reHoB FVIII nam
npu OTCYTCTBMW C/TY4aHOW MHAKTMBALLMKN X XPOMOCOMbI.
Mpwn mytauum B reHe FVIII npoucxoguTt cuHTes gedek-
THOro 6enKa, KOTOPbIit He BbINOAHAET CBOK QYHKLMIO B
nosHom obveme. Jednunt unm guchyHkums daktopa VIl
CTaBUT Mog, yrposy akTusBauuto ¢akTopa X, 4to B nocne-
OYIOLEM HapyllaeT KacKag, MexaHW3MOB CBEPTbIBAHMS.

Takum obpasom, BUOXMMUYECKOW OCHOBOWM HapylleHus
ABNSAETCA He40CTAaTOYHOCTb aKTUBHOCTU KOMIM/IEKCA TEHa-
3bl, Bbl3BaHHAA HeAoCTaToO4YHOM dyHKUMel dakTopa VI
[5,6,7,8].

Bcero B mupe 3a40KymMmeHTMPOBaHO nopagka 60 cny-
YyaesB remoounum y aesodek [1,7, 9]. B cayyaax passu-
TMA TeMOOUNNM Yy AEBOYEK, @ TaKKe B CMOPHbIX CAy4YasX,
NnpwW BO3HUKHOBEHUW TPYAHOCTU NMOCTAHOBKM AMarHosa 1
onpegeneHna TakTUKN levyeHunsa, Heobxoaumo nposesae-
HWEe reHeTUYecKoM AMArHoCTUKM. CyLiecTBYOT pas/inu-
Hble KOppenaumMm mexay TUNOM MyTauuu U TAXKECTblo
3ab0n1eBaHMA: TaK MHBEPCUW WMHTPOHA 22, UHTPOHA 1,
noAaMmopd13M egUHUYHOTO HyK/1eoTMaa ¢ obpasoBaHu-
€M HOBbIX CTOM-KOZOHOB CBA3aHbl C TAXKeNon remopunm-
el A, C Apyro CTOPOHbl MUCCEHC-MyTaL MK BCTPeYatoTcA
meHee yem y 20 % ntogei ¢ Taxkenoi remoduanenn A, Ho
onpeaenArTCa NOYTK y BCEX /I0AEN C AMAarHO30M NIerKom
WUAN ymepeHHon cteneHu [4,8]. B neyeHumn remopunmm
A 33 nocnegHve TpU AecATUNETUA AOCTUTHYTbI bosblune
ycrnexu. B HacToslee BpeMa KOMMJIEKCHOE fieYeHue re-
MOGUANM BKIKOYAET: IeYeHME 3NN30408B KPOBOTEYEHUN,
NPOPUNAKTMKY C UCMONb30BAaHUEM 3aMECTUTENIbHOW Te-
panuu, reHeTUYeCcKoe KOHCYNbTMPOBaHME MAUMEHTOB, a
TaK»Xe HocuTenen 3aboneBaHus, U Mepbl HanpaBAEHHble
Ha y/NydlleHMe KayecTBa ¥u3Hu [10,11,12].

Hanbonee 3HauuTe/IbHbIM OC/IOXKHEHUEM JNleYeHUA
remoopunmm ABNAETCA Pa3BUTUE UHTUBOUPYIOLWMX aHTUTEN
(nHrMbUTOpPOB), HanpasneHHbIX NpoTns dakTopa VI, Ko-
TOpble HEWTPANM3YIOT 3aWMTHbIE KoarynsHTHble 3ddek-
Tbl 3aMeCTUTENIbHON Tepanuu. Mo AaHHbIM UTEPaTYpbI,
nHrMbutopsl FVIII nopaxkatoT npumepHo 20-30% nauumeH-
TOB C TAXEnon dopmoin remodunnmn A, n passuBaeTcs B
OCHOBHOM B TeyeHue nepsbix 50 aHen neyeHuma FVIII no-
cne meguanbl 14,5 aHelt Bosgenctsma daktopa [13,14].
JleyeHne KPOBOTEYEHMI Y MALMEHTOB C BbICOKUM TUTPOM
MHIMBbMUTOpPa NPOBOAUTCA NpenapaTtamu LYHTUpPYOLLe-
ro aenctena. IPPeKTUBHbIM NeYeHUeM UHIMBUTOPHOM
dopmbl remodunmna aBAAETCA UHAYKUMA UMMYHO0TMYe-
CKoW TonepaHTHOCTK (ITl) co cTeneHbto ycnexa ot 75-95%
cnyyaes [15]. HoBbIM BEKTOPOM HamnpaB/ieHWUA B TAKTUKe
JleyeHunn ABNSAETCA reHHan Tepanusa, npeacTasaseT coboi
Hambosiee aKTya/lbHbIM NOAXOA, NEYEHUs, KOTopasa yKe
MOKa3blBaeT 0OHaZEeKMBalOLLME pe3ybTar.

MpeacraBnsem BallemMy BHUMAHWUIO PEAKUI KAWUHU-
YECKUN cny4am MHIMBbUTOpPHON dopmbl remoduanm Ay
OEBOYKMN.

MaumeHTKa — AeBouka, 1 rog 3 mecsua, pebeHokK oT
2 6epeMeHHOCTH, 2 poaos. MNepsan bepemeHHOCTb MaTe-
pu — ABOWMHA (4eBOYKK), NpoTeKana 6e3 ocobeHHOCTEN,
[EBOYKM KMBbI, PAcTyT M Pa3BUBAIOTCA COOTBETCTBEHHO
Bo3pacty. Co cnoB maTepu y OAHOW M3 AeBOYEK OTMme-
YaloTCcA 3NM304bl HOCOBOIO KPOBOTEYEHUA C YacToTom 1
pas B 1-2 mecAua, KynmpytoTca camocToaTeNbHO. [laHHaa
b6epemeHHOCTb NpoTeKasa 6e3 ocobeHHOCTel, poabl B
CPOK NyTem KecapeBsa cevyeHus. Bec npu poxaeHun 4400
rpamm, poct 54 cm. Co cnoB poguTenei HacneacTBeHHbIN
aHaMHe3 He OTAroLLeH, B ceMbe OTel, U MaTb ABAAIOTCA



CTapWVmMM AeTbmu: BpaTbsa U CECTpbl AETEN HE MMELOT,
remopparmyeckme ABAEHUSA CO CTOPOHbI BAU3KMX poa-
CTBEHHWKOB HMKOT4a He BbIABAAAMCL. Bbpak no cnosam
poauTeneit He BAU3KOPOACTBEHHLINW, MO HaLMOHANbHO-
CTU-y36eKun. [leBoYKa BbiNMCcaHa M3 POAUIbHOIO AOMA B
YAOBNETBOPUTENBHOM COCTOAHMW. Pocna u passmBanacb
COOTBETCTBEHHO BO3PacTy, MPWMBUTA COMIACHO MPUBU-
BOYHOMY KaneHzapto. AnneproaHamHes He OTArOLWEH.
[etckne mHpekumn mn apyrne MHPeKUMoHHble 3abone-
BaHUA oTpuuatoT. OebtoT 3aboneBaHUsA ¢ 5-TM MecAYHO-
ro Bo3pacTta, Korga nosaBuINCb reMaToMbl Ha TY/10BULLE,
Horax. C AaHHbIMM Kanobamu K remaTtosiory He obpalua-
JIUCb, HUKAKOM reMOCTaTUYECKOM Tepanuu He Noayyanu.
B Bo3pacte 8 mecaues B cBA3n ¢ OPBU obpatuauce B
NONIMKANHUKY MO MECTY KUTENbCTBA, FAEe YYaCTKOBbIM
Bpayom 6bl1a HasHayeHa aHTUbaKTepuanbHaa Tepanwus,
BHYTPMMbIWEYHO. [Tocne npoBeaeHUA BHYTPUMbILEYHbIX
MHBEKLMA NOSBUANCL OBLIMPHbIE reMaTOMbl Ha MecTe
MHBbEKUMNA. B cBA3K ¢ yem, pebeHOK bbl1 HanpaB/ieH Ha
KOHCYNbTaLMIO remaTosiora B 06/1acTHyO0 AeTCKyto 60/b-
HuUy, rae npu obcnepoBaHum yposeHb dakTopa VI co-
ctasun 1,1% (20.01.2020). Ona TouHoM BepudmKaumm
AMarHo3a u onpegeneHna TakTMKK nedvendna 24.02.2020
roaa pebeHoK 6bl1 HanpasaeH B AHEBHON cTaumMoHap Ha-
YYHOTO LleHTpa neanaTpum u aeTckon xmpyprm (HLNAX).

anobbl npy obpalLleHMM: Ha MHOMXKECTBEHHbIEe rema-
TOMbI HA TYN0BULLE, HUKHUX KOHEYHOCTSIX.

Mpu ocmoTpe obLiee cocTosaHWE ObINO CpeaHel Taxe-
CTW, 3@ CYET NPOABIEHUI reMOopPParnieckoro CMHApPoMa.
MauneHTKa NPaBUIbHOTO TENOCNOMXKEHMUA, YMEPEHHOTO
NUTaHUA, KoXKa bregHas, B 061aCTU BEPXHUX U HUMKHUX
KOHEYHOCTEeM, Ha KOXe TYN0BULLA MMENINCb MHOXECTBEH-
Hble remaToMbl. KOCTHO-cycTaBHasA cuctema 6e3 Buanmon
natonoruun. Mepudepuryeckme aMmoatmyeckme y3nbl He
NanbnMpPoBaanUCb. B nerkmx BbIC/yWIMBANOCh BE3UKYAAP-
Hoe AblXxaHWe, XpMMoB He bbla1o, YacToTa AblxaHua 122 B
MMWHYTY, TOHbI cepaua AcHble putmnyHble, YCC 30 B MUH.
UBOT Mmarkumn, 6esbonesHeHHbIn. PUsnonornyeckmne ort-
npaB/ieHMA B HOPME.

[JaHHble obuwero aHanmsa Kposu oT 24.02.2020 r.: re-
mornobuH 101 r/n, sputpouutsl 3,47 x 10*2 /n, MCV 84.7 fL,
MCH 29.1 pg, MCHC 34,4 g/dL neikouuntsbl 14,4 x 10° /n,
HenTpodumnbl 35%, numdoumntbl 56,2%, moHoLUTbI 4,9%,
303nHoPUNbl  3,8%, 6azodunbl 0,1%, peTUKyNOLUTDI
1,25%, CO3 6mm/yac,

B koarynorpamme ot 24.02.2020 BbiABAEHO yA/NHe-
HWEe aKTUBUPOBAHHOIO YaCTUYHOIO TPOMBOMNNACTUHOBOTO
BpemeHun (144,5 cek) Ha doHe HopManbHbIX NOKasaTenen
npotpombuHosoro (10,7 cek) u TPoOMBMHOBOTO Bpeme-
HK (21,8 cek), NTN 113,8% (Hopma 80-110%), MHO 0,91
(Hopma 0,8-1,26), 3TaHONOBLIM TecT OTPULATENbHbIN.
Mpu onpeaeneHnn yposHA pakTopos B ycnosuax HLMOX
oT 24.02.2020: BbIABNEHO CHUMKEHME YpPOBHS ¢daKTopa
VIII-1,3%, dakTtop IX-75,4%, daktop BunnebpaHaa- 92%,
YPOBEHb aKTUBHOCTU dakTopa Bunnebpanpa-113,6%. Ha
OCHOBAHMM AaHAMHECTUYECKUX U KAUHUYECKMX AaHHbIX,
NabopaTopHbIX MCCAefoBaHWMN Obln BbICTAaBAEH KAWMHWU-
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yeckui gmarHos: femodunua A, cpegHe-Taxenas popma
(24.02.2020).

Mo mecty xutenbctea ¢ 04.05.2020 no 11.05.2020
[EeBOYKa HAXoamMAacb HA CTAaLMOHAPHOM JIeYeHUU B pai-
OHHOW BONbHULE NO MECTY XUTeNbCTBa C XKafobamu Ha
MHOMeCTBEHHblE remMaToMbl Mo Bcemy Teny. lNonyyana
3amecTuTenbHyto Tepanuio ¢aktopa VIl 25 ME /Kr BHy-
TPMBEHHO ABa pa3a B AeHb B TeYeHMe LWecTu aHen. MNocne
YAYYLWEHUSA COCTOAHUA U Perpeccum remopparmyeckoro
CUHApOMa rematosiorom TypKecTaHCKoM obnactu 6biio
pekomeHaoBaHO BBeadeHue daktopa VIII no 25ME/kr
OAMH pa3 B AieHb BHYTPMBEHHO TPU pasa B HeAENIO.

Ha KoHTponbHOM obcnepoBaHum 21.09.2020 roga B
AHeBHOM cTaumoHape HLUIMAX co cnoB mambl cOCTOAHME
pebeHKa yXyAWWNOCb - YCUIUIUCL TEeMOppParnyeckue
nposBaeHUA B BUAE OOLIMPHbIX FTeMaToOM Mo BCEMyY Teny
Ha ¢oHe 3amecTuUTeNbHON Tepanuu. MNpu 06bEKTUBHOM
obcnenoBaHUKM: cocToAaHne pebeHKa TAXenoe 3a cyeT
OCHOBHOTO 3abos1eBaHMA, reMOPPArMYeckoro CMHAPOMa
B BUAE OOLMPHbIX remaToMm B 061aCTU rPpyaAHON KNeTKU
cneBa gmametpom 6-7 cm., u B obnactu nesoro rone-
HOCTOMHOrO CyCTaBa AMamMeTpom. 4-5 cm.

Mpwn obcnegoBaHum: B Koarynorpamme ot 21.09.2020:
AYTB 88,4 cek, MB-10,9 cek, NTNU-104 cek, MHO-0,97, ¢u-
6puHoreH 4,64, TB-20,2, 3TaHONOBbLIN TeCT-OTpULLATENb-
HbIli. YpoBeHb ¢aktopa VIII ot 21.09.2020 - 1,6 %, dak-
Topa IX-52,8%, aHTUreH dakTopa BunnebpaHpa-79,9%.
BbiaBneH nHrnbutop K F VIII 14 BE (21.09.2020). Mpwu npo-
BEepKe cnocobHOCTU Nia3mMbl 6O/IbHOrO UHAKTMBUMPOBATb
dakTop VIII B HOpMmanbHOM niasme B npobe Ha CBEPTbI-
BaHWeE BbIAAB/IEH MHIMOUTOP C BbICOKMM TUTPOM, 6onee 5
betesna eanHuy, (14 BE), KOTOpbIN XapaKTepmsytoTcs Obl-
CTPbIM POCTOM TUTPaA nocne BBeaeHUA paktopa VIII.

Takum obpasom, y pebeHKa Ha poHe NPOBOAUMON 3a-
MEeCTUTENIbHOM TepPanun PasBUIOCb OC/IOKHEHME — NoAB/e-
Hue uHrnbutopa K dpakrtopy VIl go 14BE. PekomeHaoBaHO
OTMEHUTb NPOPUNAKTUYECKYIO 3aMECTUTE/IbHYIO TEPaNuUIo.
C uenbto NPodPUNAKTUKM KPOBOTEYEHUS - NpenapaThbl WyH-
TUpYytoLLero aencteus. MNMpu xopoem BEHO3HOM A0CTyne,
[OCTMKeHUN B6onee 3x neTHero Bo3pacTa, rotoBuTb K ITI
Tepanun (MHAYKLUMA UMMYHO/IOTMYECKON TONEPAHTHOCTH).

lemopununa A asnaeTca HacneacTBeHHbIM 3abonesa-
HMEM, MOpaXKaloLWMM B OCHOBHOM JINL, MY¥CKOro nona,
MMEHHO MO3TOMY B [aHHOM paboTe 3HaYUTE/IbHOE BHMU-
MaHWe yaenseTca naTtoreHesy pasBuTMA AaHHOro 3abone-
BaHMA W NONOBOM NPUHAANEKHOCTU. ITO BTOPOM C/yyan
pa3sutma remodpunns Ay nesoykm B KaszaxctaHe. Ha gan-
HbI1 MOMEHT A,pYyroit AeBOYKe, KOTOPOM AMArHO3 remodu-
nvA A BbicTaBneH paHee - 10 neT, NpoxuBaeT B . AAMaThl,
OMarHos en bbin BbICTaB/IEH B CEMUIETHEM BO3pacTe.

B onncaHHOM KAMHMYECKOM HabaogeHUM, yumTbiBan
paHHUI BO3pacT, Nnon pebeHKa, OC/0KHEHWE 3amecTu-
Te/NIbHOM Tepanuu B BUge obpasoBaHUA MHIMOUTOpPaA pe-
H6eHKy HeobxoaMMO NpoBeAeHME FeHETUYECKOTO aHaNM3a
017 BbISIBNEHUA reHe3a MyTauuu, MporHosa byayuiero
notomctsa matepu. MiaHMpyeTcs NpoBeAeHUE FeHEeTU-
YeCcKoro nccnenoBaHMA B YCN0BUAX 3apyOEKHbIX KANHUK
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IIPABUAA OODOPMAEHUS CTATEN B J)KYPHAAE
<ITEAUATPUSA N AETCKASA XUPYPI'IA>»> (0CHOBHBIE TOAOKEHHSA)

1.  CraTbu NpUHMUMaIOTCA peaaKLmelt K pacCMOTPEHMIO TOIbKO C HaNpPaBUTE/IbHbIM MUCbMOM OT YYPEXKAEHUA, B KOTOPOM paboTatoT
aBTOPbI, B a4pec [M1aBHOTO pefaKkTopa KypHana.

2. OpwuruHanbHble CTaTbyu (Hay4YHO-UCCNEeA0BATENbCKME U KIMHMYECKME HabaoaeHUA), NOCTyNatoLWme B pefaKLmMIo }KypHana, noa-
NeXaT peLeH3npoBaHuio.

3. CTaTbu cnefyeT BbICbIIATb MO 3/1IEKTPOHHOM noyTe B popmaTte Microsoft Word ¢ npunorkeHnem ckaHMpPOBAHHbIX KOMWUI Hanpa-
BMTENbHOTO MMCbMa M NepBOMN CTPaHMULbI CTaTbM C MOANUCHIO BCEX aBTOPOB CTaTbk B popmaTte Adobe Acrobat (*.pdf).

4.  CTpyKTypa 3aro/loBKa OpUrMHaNbHOM cTaTbi:

. damuana n nHMumMansl aBtTopa (aBTopos);

. Ha3BaHMe cTaTbM (He 6bonee 10 cnos);

° HanMeHOBaHWE yuYpexaeHnUsa (y4peXaeHuit), B KoTopom (KoTopbix) 6bina BbinonHeHa paboTta, BEAOMCTBEHHAA MPUHAANEXK-
HOCTb ee (MX), Yepes 3anNATYHO YKa3bIBaAlOTCA FOPOA U CTPaHa;

o B 3aro/I0BKe NPUHAANEKHOCTb KaXKA0ro aBTopa K COOTBETCTBYIOLLEMY YUPEXAEHUIO YKasbiBaeTca uudpamm, HaACTPOUHbIM 3Ha-
KOM, B NOpsAAKE YNTOMUHAHWS;

o B TOW e nocnefoBaTebHOCTU BECb 3ar0/10BOK OPUMMHANbHOM CTaTby (Ka3axCTaHCKMX aBTOPOB) MOBTOPAETCA B NepeBofe Ha
Ka3axCKMI U PYCCKUI B 3aBUCUMMOCTM OT f3blKa CTaTby;

o 3aTeM 3aro/I0BOK CTaTbW NONHOCTbIO AyBANPYETCA Ha aHIIMNCKOM B MepeBoAe C PYCCKOro A3blKa.

B opurnHanbHol cTaTbe Bblgensaetcs: Lienb, Matepuanbl U meToabl, Pe3ynbTaTbl MccnefoBaHua U Ux obcyKaeHue, BoiBoabl (3akntoue-
Hue). B TeKcTe cTaTbW He LOMNYCKAETCA NOBTOPEHUA AaHHbIX TabUL, U PUCYHKOB.

5.K opurMHanbHbIM CTaTbAM BC/IE 3@ KaXKAbIM 3aro/lOBKOM Ha COOTBETCTBYIOLLMX A3blKax AaeTcA Pestome obbemom He 6osee 100
cnos, oTpaxkatowme: Llenb, Matepuansl, Metoabl, Pesynbtathbl, 3akntoueHume n Kniouesbie ciosa.

e [insa gpyrux ctatelt (0630p, 06MeH onbITOM, KpaTKoe coobLyeHne) — Pestome JaeTca B KPAaTKOM M3/I0XKEHUU CYTU KOHLEMLMU CTaTbU
natoc Kniouesble coBa.

6.B 3arn1aBum CTaTbn He AOMYCKAETCA MCNOMb30BaHME COKPALLEHUI 1 abbpeBmaTyp, a TaKkKe TOProBbiX (KOMMEPUYECKUX) Ha3BaHMM
npenapaTos, HUONOrMYECKN aKTUBHBIX [00ABOK K MULLEe, NPOAYKTOB, CPEACTB NO yXO4Y, MEAULMHCKON annapaTypbl, AMAarHOCTUYECKOTO
obopya0BaHNA, ANArHOCTUYECKUX TECTOB U T.M.

7. Tpe6oBaHua K 0pOpPMIEHUIO TEKCTA CTATbU.

dopmat nucta - A4, wpndtom Times New Roman, Kerib 14, MeKCTPOUHbINM MHTepBan — 1,5. dopmaT AOKYMEHTa Npu OTnNpaBKe B
pepakumio - *.doc nnm *dock.

. O6bem cTaTeli: He bonee 15 cTpaHuUy, — ans opurMHanbHon, 20 — ans o63opa MTepatypsbl, 12 — 4na nekumn u go 8 — gns obmeHa
ONbITOM, KIMHMYECKOTO HabNAEHMA, KPAaTKOro CO0bLLEHMSA.
o Mpy1 onNmMcaHUM IeKapCTBEHHbIX NPenapaToB NPU NEPBOM MX YNIOMMUHAHUKU AOMKHbI BbITb YKa3aHbl aKTUBHAA Cyb6CTaHLMA (MeX-

[AyHapoZHoe HenaTeHTOBaHHOe Ha3BaHMe — MHH), Kommepueckoe HasBaHWe, GUPMa-NPon3BoOAMUTENb, CTPAHA NPOM3BOACTBA; BCE HA3Ba-
HWA U JO3MPOBKM LO/KHbI ObITb TLLATE/IbHO BbIBEPEHDI.

8. NuTepartypa.

° Bubnnorpaduryeckme cCbiKM B TEKCTE CTaTbM PacnoarakoTca B KBagpaTHbIX CKOBKax B MopsAAKe LMTUPOBaHMUA aBTOPOM (He no
anhaBuTy) B CTPOrOM COOTBETCTBMM C MPUCTATENHBIM CIMCKOM NTEPATYPbl. B OpUrMHANbHbIX CTaTbAX AONYCKAETCA LMTUPOBATL He bonee
30, B 0630pax nuTepatypbl — He 6osee 60, B IeKUMAX U APYrMX maTepuanax — A0 15 McTouHmKos.

o B cnucke umMTUpyemon AnTepaTypbl yKasbiBaoTcA GaMUanM U MHULMANbI BCEX aBTOPOB, NO/IHOE HAa3BaHMWeE CTaTbW, COKpaLLeHHoe
Ha3BaHWe XKypHana (CoKpalLeHUs A0MKHbI COOTBETCTBOBaTb cTUO Index unn Medicus MEDLINE, roa, Tom, HOmep, CTpaHuMLbl (nepBas u
nocnegHss);

lMpumepesi:

- Wapunosa M.H., Tynebaesa A.K., Adamosa I.C. Oneim npumeHeHuUs hepMmeHmo3amecmumensHoli mepanuu y nayueHmos ¢ CUH-
dpomom Mapomo-/lamu e KazaxcmaHe. Bonpocel npakmudeckoli neduampuu. 2017; 4 (12): 37-42.

- Jurecka A., Lugowska A., Golda A., Czartoryska B., Tylki-Szymanska A. Prevalence rates of mucopolysaccharidoses in Poland. Journal
Appl.Genetics. 2015; 56: 205-210.

o NpY LUTUPOBAHMUMN KHUKHOTO M34aHUA (KHUMM, MOHOrpadum matepuanos KoHbepeHumun 1 ap.) — Gamuamm n MHULMANbI aBTo-
POB, NOAHOE Ha3BaHWe KHUIU, MeCTOo, U34aTeNbCTBO, Fof, U3AAHNA, KONIMYECTBO CTPAHULL, B KHUTE.

lpumep: Xaumos P.M. ®uzuonoaus ummyHHol cucmemsl. M.: BAHUTU PAH, 2005. 375.

o MprMep cCbINIOK Ha MmaTepuan, pasmelLeHHbI Ha MHTepHeT-pecypce:

Maternal, infant and young children nutrition. WHA65.6, 26 May 2012. URL: http://apps.who.int/gb/ebwha/pdf_files/WHA65/A65 _
R6-en.pdf

o He »kenaTenbHbl CCbIIKM Ha aBTopedepaTsbl M AUCCEPTALMN, TAK KaK OHU ABAAIOTCA PYKOMUCAMM.

9. B cTaTbe AaeTcs MMHMMaNbHO HEOBXOAMMOE KOAMYECTBO UIOCTPATUBHOIO maTepuana B Buae t1abauu n pucyHkos (potorpa-
U, PUCYHKOB, peHTreHorpamm, rpadnKoB 1 4p.), pasmeLLaemblx cpasy Ke No XoAy TeKcTa. B TeKkcTe yKasbiBaeTcA NOpAAKOBbIM HOMep
TabULbl, pUCYHKa U Ap. HymepaLms UANOCTPAaTUBHOrO MaTepuana BEAETCA B MOPAAKE YNTOMUHAHWA (PUCYHOK 1, pUCYHOK 2 U T.4., Tabau-
ual, tabavua 2 n T.4.).

10. CeepeHua «[na KoppecnoHAeHUMU». YKasbiBaloTCa GaMuans, UMsA, OTYECTBO (MOMIHOCTbIO), yyeHas cTeneHb, yYeHoe 3Ba-
HWe, AO/MKHOCTb B yUpexaeHnu/yupexaeHmsx, paboumii agpec ¢ NoyToBbiIM MHAEKCOM, pabounii TenedoH U agpec 3NeKTPOHHOMN no-
YTbl Bcex aBTOpoB. COKpaLLleHUA He AonycKatoTca. ABTOP, OTBETCTBEHHbIN 3a CBA3b C pefaKLumelt, yKasbiBaeTca nepsbiM. Oba3aTeneH ero
MOBUNbHBIN TenepoH.

11. Pepakuma octasnseT 3a coboii Nnpaso oTbopa matepuanos Ans onybANMKOBaHWUA, peAaKTMPOBaHWUA, COKpaLLEHMA NyHANKYEMbIX
MaTepuanos v afanTaumum ux K pybpukam KypHana.

12. CnopanucyMKoB Ha rogoBOM KOMMIEKT KypHana (npunaraetca Konua aboHemeHTa) naaTta 3a NybanKaLuio He B3MMaeTcs.

13. MpucnaHHble pykonucu obpaTHO He BO3BpaLLLAtOTCA.

14. Cratbu, 0HOPM/IEHHDbIE HE B COOTBETCTBUM C A@HHBIMU NPaBUIaMK, HE MTPUHMMAIOTCA U HE PEeLLeH3UPYHOTCA.

CraTbM HaNpasAATb NO agpecy:

050023, KasaxcraH, r.Anamatbl, np.Anb-dapabu, 146
Pepakuuma kypHana «leguatpua n AeTCKaa XMpyprua»
+7 701 379 89 88, Ten.: +7 (727) 269-67-14

e-mail: journal@pediatria.kz
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INEAUATPIUA JKOHE BAAA XUPYPTUACDHI

Ne3-4(101-102)/2020

YBaskaembie meAHATPbI, ACTCKHE XHPYPI'H
H BpavyH CME>KHBIX ClIeIII/IaAbHOCTeﬁ Kasaxcrana!

HPI/I3bIBaeM Bac IIOAITHICHIBATDHCS Ha HAIIl )KypPHAA <<H€AI/IanI/I${ M AETCKasl XUPY P>

IToanmucka Ha >KypHAA IPOH3BOAHTCS BO BCEX IOYTOBBIX OTACACHHSX.
HNuaekcpI )KypHaAa:
AASI MIHAUBHAYaABHON IOAIHCKH - 75 823
Aast yapexxaennti - 25 823

ABOHEMEHT backinbimMaap MHAEKC

‘ 75823 ‘

Megunatpua xaHe .
‘ B ‘ KomnnekTi caH 1

2021 ypinFa, anapbl

1172 3,4|5]6]7|8|9/]10 1112

X X X X
Kanga
(noyTa nHaekci) (MekeH- xaibl)
Kimre
(aTbl-KeHi)
T ] Tacbimangay
MB |opHsi 75823
OacbInbIM MHOEKCI
Kasblny 2720 OO
Baracel mexer KOMNMeKTi caHbll 1
e3repty ..TEHre | ...TUbIH

kanga

(noyta nHaekci) (MekeH - xaMbl)

Kimre

(aTbI-KeHi)

Bepcrka: A.B. Kaaues. IToamucano 19.12.2020 r. daexrpornsiit popmar 60x90 '/ - ITevars opcerHas
Tupax 300. 3axas Homep 316.
Ornevarano: ObmecrBenHoe 00besunenne «aniickoe AOOPOBOABHOE OOIIIECTBO AeTEeH-IHBAAUAOB>
r. Aamarsl, ya. XKymabaesa, oom N216
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