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npedcmaegnensl OanHele ASMOPOS, 20e NPUMENATUCy pasiibie npenapamot UMMYHOZN00YIUNOE ¢
UMMYHOOEnpECCanmamil, pe3yibmambl 1eYeHus KOMOUHUPOBAHHOIL UMMYHOCYNPECCUBHOU mepanuti
MPAHCRAGHMAYUY KOCTIHOZO0 MO32d, 20€ NPOSOOUIOC USYHENUE EIUARLA NPGOOANCUMENBHOCTNY KYpCa
mepanuy yukNOCHOPUHA HA 6PEMA U HACmomy paseumus peyuousos, oaumble 0 NPOZHOCIUMECKUX
axmopax eblCUEAEMOCTIU NPU NEHEHUL ANTACTUYECKUX anemul y demeit.
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AnnacTadeckas amemnsi (AA) B TCHUCHHC JUTHTEJIGHOTO TIEpHOAa, ¢ MOMCHTA epBBIX OTMHCaHHH

sToro 3aboneBaHus, CUMTanach ONHON W3 TsKeNeHmMX Gonesueit kposu. Jlmi OOMBUIMHCTBA
MalMeHToB 370 GhUTO (aTalbHEIM 3a6oneBaHKeM, TTOCKOIBKY GonpHBIE O3 Tepanur poruGami ot
AHQEKIIHOHHBIX ¥ reMopparn4ecKux OCJIOKHEHUH, BRI3BAHHBIX [IAHIMTOTIEHHEH U aTIa3uei KOCTHOTO
MO3Ta, B TeUeHHE HECKONbKMX MECALEB HIH OJIHOTO TO/Ia C MOMEHTA yCTAHOBJICHHA TMArHo3a [l 281

B Hacrosiee BpEMA npobnema Tepaniu npyoGpeTeHHOM annacTUuYecKor aHeMHuH (ITAA)
ocTacTcs AKTYalbHOM, HECMOTpS Ha TO, HIO cTany W3BECTHHI 3BEHBS [ATOTCHE3d, NpEUTOKEHBI
>¢dexTuBHbBIC METOIB! TepanHuu.

[Matoremes IIAA  XapaKTeph3yeTCst MHOTO(AKTOPHEIMH  3BEHBLIMI, ¥ BKINOYAIOT
(QyHKILMOHANBLHYIO AHATOMMYECKYIO Ae(EKTHOCTH HOMMIIOTEHTHOM CTBOJOBOH KICTKH, HMMYHHBIC
peakuuy Ha TFeMOTOATHYECKYIO TKaHb M nedeKThl TEMOTIOITHYIECKOTO MHKPOOKpPYKCHHU [1]. Bee
Gonpuice BHHMAHWE TPHAACTCA arornTosy TeHeTHUECKH NeTepMHHUPOBAHHON KJIETOYHON CMepTH,
samyckaemoit B OTBET Ha BO3ICHCTBHE PpasIyHBIX cneunduueckux (akTopoB. ITo nDaHHBIM
HEKOTOpBIX ABTOPOB ONHHM H3 MEXaHU3MOB DA3BUTHS TOBPEKICHHIA CTBOJIOBOM KIETKH TPH
ATTaCTHYECKOH aHeMuH  MpeanoaracTed gedext Fas-cHcTeMbl H MHyIMPOBAHHBIA anontos,
[TOCKONBKY MMM OTMEUCHO YBETHHEHHE skcrpeccHy Fas-aHTUrCHa Ha CJI 34+ CTBONOBEIX KIeTKaX,
KOTOpOTO HE J0JDKHO 6HIT TIPH HOPMAILHOM TEMOII033C [5, 6]. Onnako 5TA HapyleHus He SBIAIOTCH
OCHOBHOi TPHYHAHOH MaHIHTONCHNH. DTr npoleccs MOryT MHIyUMpOBaTh AyTOPEeaKTHBHOCTE
MpPOTHB aHOMAJTbHOM reMONOATUYECKOH — TKaHW. Tlo coBpeMEHHBIM
IpCOCTABICHHIM HMMYHHAL cympeccHs TeMOI073a CUHTAcTCA Haubosiee BAXHHIM MEXaHM3MOM B
passuThu [TAA (6, 7). ApryMcHTOM B TIOJIB3Y 3TOM TEOpPWH ABNACTCA TOT dpaxT, 4TO y GONBHBIX C MAA
HabmoxaeTcs HeloCTaTOYHOCTE T-knerox (CH4+ CH25+ FOXP3+), kak 3T0 00bI4HO oTMeuaeICs TpH
Apyrux 3a00JeBaHAIX ayTOHMMYHHOrO reHesa (6]. Pa3HOpOAHOCTb FEHOB HMTOKAHOB, CBA3AHHBIX C
BBHICOKMM MMMYHHBIM OTBCSTOM, TAKXe ripeobragaeT y MauMecHTOB AA [8].

OCHOBHYIO pOTb B Da3sBHTHH AA MHOTHME MCCIeIOBaTeNy OTHOCAT K HMMYHHAOH AMCHYHKUMH
remorod3a. IIpn AA BhISBICHA yBeTHdeHHas aKTHBHOCTH HUTOTOKCHYIECKHX T-TUMPOLUTOB (CD8) u
KIJUIEPOB, BEI3HIBAIOMIKC N1013BICHHC KOCTHOMO3TOBOrO KPOBETBOPEHHS, 8 TAKKE BHIpabaTEIBAIONINC
axTop Hekposa OmyXomH H anba-uATEpHEPOH, KOTOpHIE B cBOI0 Odepedb, HHTHOHPYIOT
HOPMAITbHBIH TeMOTIO33. B cBs3H C 4eM CHIDKACTCS KONHIECTBO KpOBETBOPHBIX KJIETOK M pa3BHBAETCS

MMMYHHOW ~ CHCTEMBI

arasns KocTHOro Mosra [6, 7, 8.9
JCCIeOBaHHS MOCACAHHX JIET  BHIABHIHN AHAJIOTMYHOE TS JETpeccHil  KpOBETBOPCHHA

MOJeKyIspHOro AcdexTa, KOTOpLIH BO3HHWKAET B pe3ynbTare coOMaTHYeCKOM MyTaluH TeHa PIG-A,
CBS3aHHOTO C X-xpomocoMoH H y4acTBYIOUICIO B cHHTe3¢ OeJIKOBOTO KOMIUICKCA GPI (rnuMKOo3UNNHO-
3UTONHOCHOTHITHAHEIH XOMILIEKC), YMCIOIUA pa3pymarh KOMILIGMEHT HA TOBEPXHOCTH KJICTOK, B
4aCTHOCTH 3pHTpomMTOB. IlOABICHHE naxe HeBONBIIOTO KOIMICCTRA PIG-A neheKTHBIX

KPOBETBODHBIX KICTOK MOKCT 65ITH TIPHUMHOMN UMMyHHOH aTakH, HarpaBJIeHHOH Ha HOpMaITbHbIH

[eMOII033 C PA3BHTHCM AILIA3HKH KOCTHOTO mosra [10, 11].

Pcxols W3 WMCIOMHXCH AaHHBIX O MeXaHH3MaxX pasBUTHA AA, MOKHO c/lenath BBIBOX, 4TO,
cKopee BCEro, KaxIsid H3 MeXaHHIMOB MPUHNMAET YdacTHe B pasBATHHE 3a00NIeBaHiA, npuyem y
pasHbIX GONMBHBIX MOTYT B Toii WK HHOIl CTENCHU IOMHHMPOBATH pasnuUuHBle 3BCHBS NIATOTCHESA, 41O
06yCIOBINBACT KPAHHION reTepOTeHHOCTD 3a00NIEBaHN.

[ensio Hamed paboTsl SBHIOCH IpefCTaBHUTh JaHHEIC JUTEpaTypHl 3a MOCIEAHUC TOIBI,
OTpakaloilne BOTPOCH! 3 dEKTHBHOCTH HaToreHeTHYECKHX METOJIOB Tepanyh AA.

Ecny KOCHYTbCA HCTODHH TPOBCACHHA pasTMUHBIX BHJIOB Tepamii, BHAYAJE HMCIONL30BAIUCE
KOPTHKOCTEPOUTIBI (c 1950 rT), omHako MpEATONOKEHNHT o6 ux KauHIEeckoM 3ddexrte BEpOATHO
CBA3aHBI C JIEYCHHEM CITydacs aracTHIeCKnX aHeMUil cpetHer TKECTH Wi HeIUarHOCTUPOBAHHBIX
HAC/EICTBeHHHBIX aHemuil. [Ipn J1c4CHHH ITAA KOpPTHKOCTEPOUIBL HE nokasany >GHEKTUBHOCTH, 32
HCKITI0YCHWEM KOMOWHHDOBAHHOTO MPHMEHEHHUA ¢ aHTUWIMMGOIUTapHEIMH rno6ymuHamy. Enie omnH
HCTOpHYECKHI METOI NedeHHA Kak CIUTeHAKTOMHS TakKe He MoKasala 3)peKTHBHOCTH TIPH ITOM
3a60cBaHMM HM B KauecTBe MOHOTEpam, Hu B KOMOMHauuu ¢ MMMYHOCYTIPECCHEH. OmnbIT
NpUMEHCHHs aHIPOTEHOB [P AA Taike He MOATBEPIHIH YCICHIHOCTE NpUMCHCHUS, B CBA3H €
MHHAMATBHBIM AMMYHOCYTIPECCHBHEIM s dexToM M BBIPAKCHHOCTBIO NMOGOYHBIX peaKMil Kak
BHPHIM3ALIMA, THPCYTH3M, 3a/IEpKKa JKHIKOCTH, FeMaToTOKCHIHOCT, € pasBUTHEM omyxoeH TedeHH.
Haubonee IydmiMe pE3yIbTaThl [TONyHCHD! OT HCTONb30BaHHA B MpOTpaMMax JIeYeHUs
HMMyHOCYIIPCCCHBHBIX TIPETIapaTos 1 TpaHCTIAHTALMH KOCTHOTO mosra (TKM).

3a HocieHNAE NSTh ACCATHIETHH BEDKMBAEMOCTE MALMEHTOB yJIy4mHIach MIpAMEPHO C 25% no
60-83%, Tak Kak IOSBUIAch JLIOTElHAA TpaHCIIAHTAIMA KOCTHOTO mosra u UCT [11]. TIo
COBpPEMEHHEIM KaHOHAM KIMHAYECKOM TeMaToNOTHH TMPOBENCHHC AJUTOreHHOM TpaHCIUTaHTalln!
[eMOMOITHYECKUX CTBOJIOBBIX KIICTOK (TFCK) oT pOACTBEHHOTO JI0HOpa PacCMaTPUBAIOT Kak
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MepByl0 JHMHMIO TEPaluH TpU  TSXKENoH U cBepxTskenoit  gopme [TAA, npH  HaTHYHH
FHCTOCOBMECTHMOTO [OHOpA, KOTOpas 00ecTieunBacT HONTOCPOYHYH) BBUKHBAEMOCTD 75-83%
{12, 13, 14, 15, 16]. TTonck 1oHOpa KOCTHOTO MO3Ta (POACTBEHHOTO MM HEPOACTBEHHOTO) JOTACH
HAYMHATLCA C MOMCHTA YCTAaHOBNEHMs auarHosa AA. OIHaKko NpUMCHEHHE TI'CK noBosnbHO
OTPaHHYEHO, B CBA3M C OTCYTCTBHEM MAOHOpA Y GONBIIMHCTBA MAlMEHTOB U PEalbHOH
BO3MOHOCTBIO TOJIBKO Y 25% MaLlUEHTOB.

[py sammaun HLA cOBMECTHMOTO JOHOpA y MAlMEHTa M [OArOTOBKE K TI'CK nepenuBaHus
TPOMGOKOHUEHTPATa, 3PUTPOLMTAPHON  Macchl HeoOXOoaWMO H30erars WIH 10 BO3MOXHOCTH
MHHHMU3HPOBaTh, YTOGE! MPEIOTBPATHTE CEHCHOMIM3ALINIO OPTaHH3Ma U YMEHBIUNTE PUCK Pa3BUTHS
peakuyH TPAHNIAHTAT NPOTHB Xo3suHa. JUmrespHas TpaHcy3MOHHas Tepanus NperaparamMu KpoBH,
MOKET IPHBECTH K M3MEHEHHSAM, KOTOPHIE CBA3aHBI C TEMOCHIEPO30M KOCTHOrO MO3ra U BHYTPCHHHX
OpraHoB — CeJie3eHKH, MeYeHH, Cepaua, nowKenyaouHolt Kenessl. [loaTOMy B N€4EHHH MAIMEHTOB C
pedpaxtepHbivMm hopMamy AA [PeRYCMOTPEHA XeJ1aToOpHas Tepamis [17}.

JUNs [auueHToB ¢ ATUIACTHYECKOH aHeMueH He MMEHLIMX COBMECTHMOTO [0HODa B KadecTBe
[IepBOM JTMHUH TEPAIMH HCITONB3YETCA KOMOHHNPOBAHHAs ummyHocynipeccusHas Tepanus (KUCT)
auTHTHMOUMTapHBEIM THo6ymHOM (ATD) M UMKIOCTOPHHOM A (LIcA). [To naunsM Esponedickoit
rpYNnL o TPaHCIUIAHTAUMH KOCTHOTO MO3ra B TCHCHHE 3-4 MecsileB TAIMEHTH MONYYHBLIHE
KUCT rnaror remaTomorwdeckuii otser B 60-75% [16]. B pasmmuubix paborax mMokas3aHa
adpdextunocts ATI mpu nedeHuH AA, Tie NPUMEHATHCH DAsHBIC npenaparsl JOMIaJHHHBIX
rno6ynMHOB ¢  pa3NIUYHBIMM  HMMYHOIENPECCAHTAMH. Tax nomamuussit ATT (ATTAM)
nponssoanmetii B CLUIA WMeeT aHAJIOTHYHBIE TMOKAa3aTeTH ycriexa kak u o gpyrod  ATE
(Mumdornobynun), ucrons3yemsii B Espore [16].

Kponnuuii aHTUTHMOUMTApHBIH [100yIHH (Tumoriobynus) Oofblic WCTNONB30BANCA 11
TEpamMH BTOPOI JIMHUK B CITyYae OTCYTCTBHA OTBETA MIIM PCUMAHBA TOCIE NeYeHHNs! JIOMaauHHBIM
ATT. B pesynbTare Tepanuu OTMEYEH remaroformueckuii otseT B 30-77%, MO JTaHHBIM TOi Xe
EBpornelickoii TpyMIEl MO TPAHCIUIAaHTAllHM KOCTHOrO MO3Ta [16]. To naunbim IletnGepr IT u ero
xojurer, 3a 2006 rom 43 mauMeHTa C TOKENBIMH H CBCPXTSXCIBIMU dopmaMH anIacTHYECKUX
aHeMHH ONYYWIM KpOMHUHit r106ynMH B KadyccTBC BTOPOH JIMHWM TepaMiH, BCICACTBUC
OTCYTCTBUA OTBETa WIM peluAWBa, B MHTOre remaTonioruyeckuit oTReT moiayden y 30%
pedpakrepHsIXx M 65% pEUMINBHBIX ATUIACTUHECKUX anemuii [18]. EcTh TONBKO eIMHHYHbIE
paGoTer, rae TumornobymuH HCMONB30BANCA B KadeCTBE nepeoil muHMH Tepanuu. Tak,
HcenenopaTend W3 Kuras oleHHIM TeMaToNOTHUECKUH OTBET U BBIKUBAEMOCTR Y 292 manmeHToB ¢
TSKeNoH 1 cBepxTskenoil GopMoit nprnobpeTeHHoON AIUIaCTHYECKON aHeMHEeH, KOTOPbIC MOTy4HIA
KpPOTUYHil aHTHTHMOLHMTAPHBIA III00YJIMH B KaUeCTBC nepBoil AuHKK Tepanuu. [lockonbKy B Kurae
Kponuumii THOGYNMH  SBIACTCH  €IMHCTBEHHBIM  JOCTYNHEIM  mpenapartoM Juid NeYeHUs
amacTHYeckoll aHeMHM M 0fo6peH [OCYNapcTBEHHOM JeKapCTBEHHOH Apmunuctpaupneit Kuras
KaK Ipernapar TepBOil JIMHHA TIPH JICUCHUM TSKeNol H cBepxTskenoil popm AA. PaHris cMepTh
BBIsIBJIEHa Y 5,5% MauueHToB, a o6muUi HPONEHT OTBCTOB COCTABUI 49% yepes 3 mecsua, 60,3% -
gepes 6 Mecsiies, 65,8% - uepes 9 Mecaues u 68, 5% - Uepes 12 mecsmnes [19].

JIBa pOAYKTa aHTUTHMOLMTAPHOTO IMOOYNHHA, CACNAHHBIE U3 Pa3HBIX KHBOTHBIX, JIOLIATHHHBIH
ATD n kpomuunii AT[, B HacTosmiee BPEMs HCIONB3YIOTCA BO BCEM MHUPE OpPH ayTOMMMYHHBIX
3a60/IeBaHUAX WM TPAHCTUTAHTALMM, B YaCTHOCTH JUIA MMMMYHOCYTIPECCHBHOMW Teparuu TsHKenoi u
CBepXTsKemoil  ariacTHueckoil awemmn. TIpM  cpaBHeHMM OTHX  NpemapaTos GONBUINHCTBO
HcCIe0BaTeNel MTOKa3bIBAIOT 3HAUMTEABHO GoTee BBICOKHME MOKA3aTEeNH OTBETA W BHIKHBAEMOCTH C
oMol omamuaoro ATT ro cpasHenuro ¢ kpormdusuM. Tak, B 2010-2011 oy leirHGepr u ero
KOMMerH TNpEACTABMIM  PAHIOMH3MPOBAHHOE  UCCIENOBAaHME, B  KOTOPOM  CPaBHMBAINICH
KoMOMHHpoBaHHas Tepamusi JomaguuHoro ATI (ATTAM) u UcA ¢ xpommusum  ATD
(Tumorno6ymun) 1 LIcA. OTser gepes 3 Mecsla Wi TPYIIE! C JOMANUHHBIM ATT coctasun 62% 1o
CPaBHEHHWIO C KPOIHYBHM, TMPH KOTOPOM FeMaTONOrHueckmii oTeT monyder B 33% (p = 0,0017), a
06LIAs BEDKIBAEMOCTS COCTABHNA 85% IS JTOWaliHHOTO IIPOTUB 55% ISl KPOJHHUBETO. B rpymmne ¢
IPHMCHEHHEM KPOTHYEEro ObII0 14 paHHUX CIyyack CMEpPTH TO CPABHCHHMIO ¢ TpeMA B IPYINC HpH
OpUMeHEeHUH NolwaanHHoro rnobymna [20-21].

Pa6ouas rpymma mo JeYeHHIo TKENOoN anaacTHIeCKoi aHeMUH 13 Esponeiickoif accounanns
O TpaHCIUIaHTauuH KoctHoro mosra (EBMT SAAWP) coobmuna 0 CXOUHBIX pe3yIpTarax =
HCpAHIOMU3HPOBAHHOM ~MHOTOIEHTPOBOM —[MIOTHOM —HCCIENOBAaHMM, THAE CPAaBHHBATHCE
pesynbTathl Tepanun kponnygsero AT u LcA y 35 naumeHToB ¢ TsXkelnoH AA C pe3ynbTaramu
NeveHMs TAUHEeHTOB, MonydaBumx Nomamuuaslil AT (ATTAM), B Teuenne 6 Mecanes
FeMAaTOJNIOrHUECKHii OTBET Ha Jedewye mnonydeH B 45% npH KOMOHHHPOBAHHOM JeSeHiw
KpOJUYEMM, MpoTHB 58% npu KOMOHHHPOBAHHOM JICICHUN JOLIATMHHBIM rnobymuHoM (p = 0,44
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[22]. A rakke B WETBIpEX HAPYTHX PETPOCHIEKTHBHBIX HCCICAOBAHHAX MOKa3aHbl XyIIINe
pe3yNBTaTh! KOMOMHUPOBaHHON Tepanmuun ¢ KpONHIbHM rIo6yIMHOM TIO CpaBHEHUM ¢
KOMGWHUPOBaHHBIM NIEUCHHEM JIOWANHHHBIM rrnoGynuHoM [23-26].

Jlng TOATBEpALEHHS  MHOTHX HcCeeoBaHMil  HEO6XOAMMBI  GONBIINC  HCCICNOBARMA - C
JUTHTENEHBIM CPOKOM Halmoxenus. J[o3upoBanie Tpenaparos JUIMTENBHOCTE KypPCOB CBSI3aHBI C
06o6IeHMeM MHOTHX JIaHHBIX. BO BCeX ITHX HCCIENOBAHMAX HCIONB30BATHCH PasHbie [03bl
KpONMYBEro ruobyTHHa H BOIMOKHO MOTYT noTpe6oBaThCs TATBHEHIIHE HCCIeIOBAHMA, 4qro0BI HANTH
ONTUMATEHYHO 7103Y.

Ucxons M3 3THX pe3ynbratoB, SAAWP EBMT mnpennaraer cleyiomie PEKOMEHIAMH i
JleueHUs! MAlMEHTOB C arIacTHYCCKOM aHeMmHell. Bo-nepBhIX, nowagnueii ATT ¢ TcA nommkHbL OBITh
PEKOMCHJIOBAHbBI B KadcCTBE HMMYHOCYTIPECCHBHOM Teparin (ICT) nepBo# MHUH Yy MAlMEHTOB C
ATUTACTHYECKOH aHeMHed, KOTODEIM HEBO3MOXHO MPOBCCTH TrCK. Ecnn nmomajuebii ATD He
JOCTYTIeH, HYKHO PaccMaTpHBarh JEUEHHE KpOAHIbUM ATT, npu KOTOPOM pE3YJbTaThl XyKe, HO
Tydille YeM COBCEM HE ACHMTL. TTOMONHATEABLHBIM HMMYHOJICIIPECCAHTOM JIOJDKEH GbITh TONBKO
nukocniopH A. TTonsiTke yIY4IIHTD 5 (heKTHBHOCTD JIEUEHNs, BIITIOHAs B MPOTOKOIIE! HUCT rakue
IperapaThl, Kak UHKI0HOCHAMHI, CHPOTUMYC, Mukodenonata ModeTi, KOTOHMECTUMYTHPYIOULHS
(aKTOpHI, HE NPHBCTH K YAYHIICHHIO Pe3yIbTATOB [27-30). UmeroTes ML €QUHHYHEIC myOnHKaluu
0 HCIIOIb30BaKHH aTeMTy3yMaba B KauecTse NepBOit JIUHHHA HMMYHOCYTIPECCHBHOJ Teparvy, aBTOpbI
KOTOpOTo TMpeAnaraiT anemTy3ymab paccMaTphBaTh Kak anbTepHatnBHBT ATI MeTon JedeHH
GombHMX AA, He OTBeTHBIIMX Ha 1-H  Kype ATI  [31]. JhoGoit anbTEpHATUBHBIN
MMMYHOCYTIDECCHBHRIH DCEMM CIACIYET HCC/ICI0BATE B KPYIHBIX TIPOCTIEKTHBHBIX MCCICNOBAHHAX C
ATT (ATTAM) B kasecTse KOHTPOIBHOH rPYTIIEL.

PaHHSs HepOACTBCHHas TPAHCIUIAHTALMA KOCTHOro Mosra TaroKe MOXKET OBITb BApHMAaHTOM, Korza
ATTAM HeIOCTyTcH, NockoTsKy HelaBHHE MCCICA0BAaHUA [HOKa3bIBAIOT OBIIYIO BEDKHBAaEMOCTb 73-
83% IpH MCTIONL30BAHMHE DPCAMMOB KOHIHIMOHHPOBAHUA HA ocHOBe (urynapabuHa ¢ MOHHKCHHON
WHTCHCUBHOCTBIO [18, 32]

Tlpn CpaBHEHHH >OOCKTHBHOCTH JICUCHHA xomGurnposansoit ICT u TCCK B TedecHHE
mocnennux 10 mer Gumaw  TOMYYCHBl  CONMOCTABUMBIC pesynabrarel.  OmHAKO HCOCTIOPHUMBIM
HPEUMYILECTBOM HCTIOARIOBAHHA xomGuumposanHoit UCT sBrseTcs ero mupokas JOCTYIHOCTD.

OnpeieneR e NPOrHOCTHEECKHX (aKTOPOB BEDKMBAEMOCTH OpH JIEeICHAH aniacTHYCCKHX ageMuil
MMEIOT BaKHOS ImaScHWe, TIOCKOJIbKY TAHIHTONCHHA, NPHBOJAMIEAX K PHMCKYy pa3sBHUTHA
HHQEKIMOHHMX OCTIORHCHHHA HIH TeMOpparmieckux WHCYNBTOB, MPEACTaBIACT cofoii oueHb
CEpbE3HYI0 YIPO3Y AAx AKH3HH. B paGore EBporeicKHX y4eHBIX NPOBCACHHOM Ha 920 nauMeHTax,
HauGoMee BaxHBIM BEOTATONMPHATHHIM MPOTHOCTHYECKHM dakTopoM OKasagcis BO3PACT CTapile
16 5ieT, mafee OMpeAcTEHO BPEMS MEXKIY YCTAHOBJIEHHEM JHArHosa u nposenernem UCT Gonee 23
nHe#. Takke B 3TOM HCC/CAOBAaHHH BBIABJIEHO, HTO TAKCCTD 3aboneBanns, Kmaccupuumpyemas mno
B1HSIa HA BRDKMBAEMOCTb [16], aHAOTHYHBIE PE3yJIBTATEl COO0mNIN
Huakon I' u coasToph [34], xoTa O6OTBUIMHCTBO WCCNeIOBaHM MOKasalH, d9To GonbHBIE CO
CBEPXTAXKEIOH QOpMOH AA HMEITH XYMl IPOTHO3 M MOKa3aTenb TAKECTH sBisieTcs Hauboree
BaKHEIM [POFHOCTHYCCKHM (QakTopoM (2, 3, 8, 11, 18]. B mpocmeKTMBHOM MHOFOLEHTPOBOM
HCCTeIOBAHMH HEMELKHX CTICIHATHCTOB MoKasaHa Goree BEICOKAs BEDKHBAEMOCTD Y MAllMEHTOB CO
CBEpXTAKENON popMoit AA 93%, deMm ¢ Taxkenoi gopmoit — 81% (p-0, 001) [35].

TIpoOIKHTENBHOCTE Kypca TPHMCHEHMS LlcA B mporpamMmax kpM6unnposanHoit UCT 1o
HACTOSIIETO BPEMCHH SBJISETCS NPSAMCTOM OGCYKACHHA B CTATBAX, NOCBSAMEHHEIX 3QPEKTUBHOCTH
COBpeMeHHOI Tepanuu GoMbHBIX AA. B 2014 r. omyGNMKOBaHE! Pe3yNbTaThl M3YHCHU BITASHUA
IIPOJOIKUTE/IBHOCTH Kypca TepallHil LMKIOCIOpHHA Ha BpeMA } MacTOTy PA3BUTHS PELMAUBOB AA
[33]. ABTOpbI YCTAHOBHIH, YTO 4acTOTa Pa3BHTHI peunauBa HE 3aBHUCHT OT MPOAOIKUTEINEHOCTH
kypca sedenus LlcA, HO TpU [UIHTCIBHOM npuMeHeHHH (He MEHee 2 J5eT) YBENU4YHBACTCH
NPONOIKHTEBHOCTE PEMHUCCHH W OTAAJIAeTCA Ha 1 rox Bpemsi pa3BUTHsS PEUHMAMBA. B apyrom
MCCIEI0BAHNH H3ydaliach 3aBUCHMOCTb HYaCTOTBI PasBUTHA PELHAHMBA OT JUTMTENILHOCTH CHIDKEHHA
10361 L[cA, KOTOpBIC BLISBHIM, WTO Ul MHHMMU3ALUUM pasBUTHA peunanBa HeoOXonWMO O4CHE
MeIUTeHHOe CHIDKeHUE JIO3h UMkiocnopuna [13]. Takke ecth paboTa SMOHCKHMX HccnenoBaTeNie,
KOTOpBIC Bb{SBHIIA, UTO PUCK PA3BUTHA PELHAMBA 3a0oneBaHys Bhllle y TMAlMEHTOB, MOJTyYarouix
ATT+LcA (42%) O CPaBHEHHIO C MaNMEHTaMH, NONY4arolIUMH ATTHIcA+T-KC® (15%), xord
BBDKMBAEMOCTE MEXJ1y TPYTIIaMH He pa3ivyanach 3Ha9UTeALHO (88% npotuB 94%) [9].

Kak H3BEeCTHO, TPAHYIOMHTAaPHBIN KOJNOHMEeCTHMY/THPYIOLIMIt  pOCTOBOM dakrop (I-KC®D),
BLIpaGaTHIBAEMELIl KOCTHBIM MO3FOM, YCH/IUBAET CO3PEBAHUE, POCT, M aKTMBALUIO TPAHYJIOLUTOR.

ITpeuMyIIeCTBAMH HCITOTB30BAHUS I-KC® sBIsrOTCSA BOCCTAHOBICHHUE YHCIIA TPAHYIOMHTOB, UTO
cnocoBCTRYET BO3MOXKHOCTH MPOBEPHUTH MPHPOCT KICTOK rpaHyJIOUKHTapHOTO pAda M, TeM CaMbiM,

KOJIMYECTBY IPaHYJOUHTOB HE
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TPOTHO3MPOBAT, MMHAMUKY Gonesnu. Tak, yCTaHOBNEHO, UTo NaUUeHTBl, ¥ KOTOPBIX KOIHYECTBO
TEeHKOUMTOB He mocturaer 5x10%/1 B TepBBIe 3 Mecaua KONOHHECTHMYTHpYTomeii Tepanuy, B Gonee
deM  70% caydaeB  MOryT  cTath Pe3HCTeHTHEIMU  Ha MCT. T[lostomy, wcnonbiopanue
KOJOHMECTHMYMpYTomIero bakTopa no3BoNET NpoBecTH PaHHIOIO CTpaTUQHKALHIO, TEX, KTO He
otheyaeT Ha MCT H cBOCBDEMEHHO WANPABMTH TakHX GOTLHEIX Ha TICK. Onnako mnurensmoe
HCHONIE30BaHNE KONOHHECTHMYIIHpYIowero dakTopa (4 MECA1d, eKCIHEBHO) HMEET H HeraTHBHAbII
Pe3yneTat, Tak, no aamHeM EBponeiickoro u Smonckoro PETPOCIICKTHBHBIX HCCNENOBaHUI pHCK
Pa3BUTHA BTOPHYHBIX OMYXOJIeH Y MalHeHTOB, Kkotopele nomyyanu I'-KC®, 6bur cTaTHeTHYIECKH BEIIe
MO CPABHEHUIO ¢ GONbHBIMH, KOTOPEIE He nonyqanu I'-KC® [14, 9].

He Bce Bompocsl neuchus Gombmpix AA peuienbl. OcobeHHO 3TO KacaeTcs nedeHus Tak
Ha3BIBACMEIX pe(IpaKTpeHbIX AA, He OTBEUAOMMX Ha nepebie kypekl UCT, nedenus peunnausos u
KJIOHATIHAIX OCIIOXKHEHHIA,

Honrocpounoe naGmogenne 3a HauxeHTamu, npoweamnmu kype UCT, spnsercs HEeOOX0MHUMBIM,
Tak xak B 10% cnydaeB y Takmx GompHbIX Pa3BUBAKOTCA BTOPHYHBIH MHETOAHCIUIACTHY ECKHIT
cutapom (MJIC) w/wim ocTpriit seitkos. B wacTHocTH Y TeX TallMeHTOB, KOTOPbIE HMEIOT pa3nHyuHble
TpaHC/IOKaUK Kak MOHOCOMHS 7, TpucoMus 8, pexe aneomnonuio [36]. IMannents ¢ AA, HMeromme
TpUCOMHIO 8, 06bIuHO pearupytor na UCT [37], B To Bpemsa xak Hamuume MomOCOMUM T ABIIACTCS
HEONATONPUATHEIM  NPOrHOCTHYeCKHM TIPH3HAKOM, TMpPH KOTOPOW pa3sBHBACTCHA pedpakTepHas
anIacTHYeCKas aHEMHs, C HepelKoil TPaHCHOPMATIUCH B OCTPbI MHETOOGNACTHEIH JeHko3 (OMJ1)
[38]. Mo mammeM smomckux u CBPOICHCKNX YYCHBIX MOHOCOMHs 7 CBfi3aHa ¢ 9K30T¢HHBIM
ncnonb3osankem I-KC® npu AA [39, 40]. ABTODBI 3THX HCCAETOBAHMI CPaBHUJIM YaCTOTY Pa3BUTHA
BTOPHYHBIX OMyXoJiell y GONBHBIX ¢ AA, NeYeHHbIX THE0 WUCT, nubo TTCK. Oxazanock, urto pHCcK
passutus MIC wiu OMJI 3mawurensuo BBIIIC Yy MallHeHTOB, KOTOPbIM mNpoBommiack UCT mo
CPaBHCHMIO C TaKOBLIMH, KoMy nposomwiach TI'CK. Hanurie pesynerathi CBHICTENLCTBYET O
BO3HUKHOBEHMH MJIIC/OMIJT mocne HCT, a He Hamwdma wux eIE TpPH YCTAHOBICHHH AMarHO3a.
Hamiume nawe HeGonsmroro KOTTHYECTBa MOHOCOMHH 7 KJIOHOB B KOCTHOM Mosre, oOHapyeHHOe
FISH meronom (o He 06b14H0ii UHTOTE€HETHKOM), SBAAETCS IUIOXUM HPOTHOCTHYECKHM oKasareaem
Ans orseta Ha MCT [40]. Tlo maunbvM apyrux 4BTOPOB, NabOpPATOPHEIE HCCTENOBAHKS MOKAa3ali, 4To
AHCYTUIOUIHEIC KJTOHBI DACUIHPAIOTCA B aHOMATbHOMN Cpeae UUTOKHHOB, Goratoil I'-KCD, mz-3a
HALMYHA KOPOTKOMH 130(OpMBI pelentopa I-KC®, koropsrii CHTHANM3HPYeT uponudepaunto, Ho He
middepenunposky [41].

Takum 06pazom, neuenne 1TAA HE00XO0IMMO HauMHaTh B Gmikaitiiee BpeMA MOCTIE YCTaHOBNEHUS
AMArHO3a, 4eM MeHblle GydeT WHTepBan BpeMeHH MEAAY OHAaTHO30M M HayalloM TEpallHH, TeM
PC3ynbTaThl NeyeHHs OyayT ycnemHee. ITowuck JLOHOpA KOCTHOPO MO3Td IOIDKEH HAYMHATHCS C
MOMEHTA yCTAHOBNEHHS IWarHo3a AA. Tlpu Hamwumu POICTBEHHOTO TOHOpa — MepBOH IHHHEH
Tepanun  nomkHa 6mTs TICK, npu orcyretsin HCT. B kavectse UCT 1omkHel 6nTes

PEKOMEH0BaHN omanunsiii ATT ¢ unkaociopuaoM A. JloctonHetsa UCT, B ToM 9TO oHa gerxo
BBINOJIHMMa, Goslee AocTynHa, wem TTCK. KoTopas Gonce 3¢pdpexTHBHA H nocie KOTOPOH MCHLID

puckKka BTOPHYHBIX MATATHH3AUHA, OAHaK0 T{‘&‘(—\’_\':‘T MOIXOANIICTO J0HOPA H ’:ZHF&HC‘" BRIX peCypcos
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