TpancnianTanus reMono3THYECKHX CTBOJIOBBIX KJIETOK Y JeTei ¢ cunapomom LypJep

C.A. Boseuna', /I 1. Caowikosa’, E.A. Hukonaesa?, E.U. llaramapuyx’

'Pre0y BO «KasaHckuii rocyaapCTBEHHbI MeanLUMHCKUIA yHnBepcuteT» Munagpasa Poccuu, KasaHb, Poccus;
20CI1 «Hay4Ho-nccnenoBaTenbCkuii KIMHUYECKUIA UHCTUTYT neauaTpumn M. akagemuka tO.E. Benstuwesa»
®reoy BO PHUMY um. Muporosa, Mocksa, Poccus;

SPIAQY BO «[lepBblit MOCKOBCKWIA FOCYAaPCTBEHHbI MeAVLIMHCKUIA yHUBepcuTeT M. .M. CeveHoBa»
Mwunspgpasa Poccun (CeveHoBckuii yHuBepcuTteT), Mockea, Poccus

The hematopoietic stem cell transplantation in children with Hurler syndrome

S.Ya. Volgina’, D.1. Sadykova', E.A. Nikolaeva®, E.I. Palamarchuk’

'Kazan State Medical University, Kazan, Russia;

2Veltischev Research and Clinical Institute for Pediatrics of the Pirogov Russian National Research Medical University,
Moscow;

3The First Moscow State Medical University (Sechenov University), Moscow, Russia

Crarbsi NOCBSINIEHA BONPOCAM TPAHCIUIAHTALMM T€MONOITHYECKUX CTBOJIOBBIX KJIETOK Y JeTeil ¢ TsuKenoil (hopMoii MyKomomca-
xapuzno3a I Tuna — cunapomom Iypuep. IToka3aHo, 4TO 3TOT METOJ JiedeHHs] PEKOMEHIOBAH ISl PUMEHEHHUS Y MALMEHTOB B BO3-
pacre 110 2,5 rona ¢ J0CTaTOYHO BHICOKMM KO3()()HUIMEHTOM NCMXOMOTOPHOro pa3uTusi. COracHo KIMHMYECKMM PEKOMEHIAMsIM
TPAHCILIAHTALMIO TEMOMOITHYECKHX CTBOJIOBBIX KJIETOK MPOBOIAT B COOTBETCTBHH C TPAUIMOHHBIMA BHICOKO/IO30BbIMU CXeMAMHU
KOHIMIIMOHMPOBAHNS, KOTOPbie ObLTH Pa3padoTaHbl, YTOObI 00eCNEeYNTh HHTEHCHBHYI) MMMYHOCYIPECCHIO IS NPEIOTBPALIECHUS
OTTOpIKEHHsI TPAHCIUIAHTATA. B HACTOsIIEe BpeMsi peKOMEH/IYeTCsI MCIO/Ib30BATH PEKMM KOHIUIMOHUPOBAHMSI CHUMKEHHOW HHTEH-
cuBHOCTH. MeKIyHAPOIHOEe MHOTOLIEHTPOBOE HCCJIeI0BAHNE OLIEHIIIO I0JITOCPOYHbIi HCXO0A Y 00JIbHBIX ¢ cuHapomoM Iypaep u nox-
TBEPAWJIO YIyYlleHHe Ka4eCTBA H YBeJHIeHHe MPOI0KUTETbHOCTH JKH3HU MALUEHTOB.

Karoueewte caosa: demu, mykonoaucaxapudo3 I muna (cundpom [ypaep), namoeenemuueckoe nevenue, MPAHCNAGHMAUUS 2eMON0I-
MUYECKUX CIMBON0BbIX KACMOK.
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The article describes the transplantation of hematopoietic stem cells (HSC) in children with severe form of mucopolysaccharidosis
type I — Hurler syndrome. This method is recommended for the patients under 2.5 years with a high rate of psychomotor devel-
opment. According to clinical guidelines, HSC is performed according to traditional high-dose, chemotherapy-based conditioning
regimens which provide intense immunosuppression to prevent graft rejection. Currently, it is recommended to use a reduced-in-
tensity conditioning mode. An international multicenter study assessed the long-term outcome in patients with Hurler syndrome
and confirmed improvements in life quality and expectancy.
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ykonojucaxapuao3 I tumna (cunapom Iypiep) —
penkoe TreHeTMYeckoe 3aboJieBaHue, UMEIolee
ayTOCOMHO-PELIECCUBHBIN TUIT HacjieaoBaHus. 3abo-
JleBaHHe OOYCJIOBJIEHO HENOCTaTOYHOCThIO (hepMeHTa
o-L-uaypoHugaspl, ydyacTBYIOLIETO B KaTaOoiu3Me
CJIOXKHBIX TIOJIUCAXapuIOB — IJIMKO3aMUHOIJIMKAHOB.
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B pesynbrare medunura pepMeHTa IPOUCXOAUT HAKO-
IUIeHUe TrernapaHcyabdara u aepMaTaHCcy/bgaTa B JIU30-
COMax, YTO INPUBOAUT K MPOrpPeCcCUPYIOLICH KIETOUYHOMN
U MOJIMOPTAaHHON AUCHYHKIUMU.

HavasnbHble KJIMHUYECKUE TPU3HAKU 3a00J€BaHUS
MOSIBJIIIOTCS Ha TEPBbIX Mecslax XWU3HU — TPYAHOCTHU
TPYIHOTO BCKAapMJMBaHWSI, 3aTPyAHEHUE JAbIXaHUS
pebeHKa Bo BpeMsl akTa cocaHusl (00YCI0BIEHO OCOOEH-
HOCTSIMUM CTPOEHMUSI HOCOTJIOTKM). B TeueHre HeCKOIbKUX
MeCcsILEB MOCTENIEHHO (POPMUPYETCS «Typiep-MoJ00OHbIM»
¢eHoTUI (Orpy0JIeHUE YepT JIMLa, YBEJIUIEHUE pa3MepOB
TOJIOBBI, KOPOTKAS 11Ies ¥ 1p.), MOSIBJISIIOTCS renaTocIiie-
HOMeTaJIisl, IyMOYHbIe/TTaXOBO-MOIIIOHOYHbIE TPBIKU,
3a/iepKKa pocTa, CKeJieTHbIe 1ehopMaliuu, OrpaHUYeHNE
MOJABUXHOCTA MEJKUX M KPYIMHBIX CYCTaBOB, IOMYT-
HEHME pPOTOBHUIIbl, CHUXEHME CiyXa, MPU3HAKU Mopa-
XEHUS CepACYHO-COCYAUCTON U AbIXaTEJbHON CHUCTEM.
JleTu yacTo 060JIeI0T pPUHUTOM, PUHOCUHYCUTOM, OTUTOM;
HaOJIIOIal0TCSl KOTHUTHUBHBIE PACCTPOMCTBA W Hapy-
LIeHUs noBeaeHus (cM. Tadauiy) [1-3].
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OBb30Pbl JINTEPATYPbI

Tabauya. BeIpazKeHHOCTb KJIMHIYECKUX MPOSBJIEHHIi B 3aBUCUMOCTH OT BO3pacTa ed0Ta MyKonomcaxapuao3a I tuma [1]
Table. The severity of clinical manifestations depending on the age of debut of mucopolysaccharidosis type I [1]

Cucrema Cumnrombi/Hapynrenust HoBopoxnennbie  MiaaeHubl Hetn IToapocTku
Kapauomuomnarus — uE + +
CC;CP;L?C}E;I KopoHapHas 6oe3Hb cepaa - 4 + +
VTom1eHre cTBOPOK KanaHoB = ++ 4+ 4+
Hapyiienue noseneHus = — + _
LlepBuKkanbHass MUEIOMATUS = — At 44
LenTpanbHas Tunpouedanus - 4k ++ ++
DB Perpecc pa3Butus - ++ +4+ +
Cynoporu = + + _
Hapyuienue rimortanus —
IMumesapu- Huapest =
(e [enaTocrieHOMeraus - o S T+
[Moreps ciyxa — + o +
OpraHsbl ciyxa
PeunnuBrpyrommit cpeTHU OTUT - ++ Ak 4+
[MomyTHEHME pOTOBUIIEI = 4 et 4+
OpraHsl 3peHust Drayxoma = + + _
Huctpodust ceTaaTk = + + 44
HectabunbHOCTD aT1aHTO-OKITUTTATAIEHOTO . I i n
COUWIEHEHUSI
TyHHenbHBIN KapHalbHbIl CUHIPOM — + ++ ++
IpyObie yepThl auIa — ++ 4t 4+
Jlucrnasusi Ta300eApEHHBIX CYyCTaBOB - IF ++ 4
CkenerHo- MHoXeCTBEeHHBII U30CTO3 — S AraFE I
MpHHIEHHAA BanbrycHast nepopmaiius roaeHem — 4F + +
Ipeokm — ++ e ++
KontpakTypbl cyctaBoB = ek bt 44t
Kudos — + ++ &+
Makpouedanns = +++ +++ e
OOGCTPYKTMBHOE allHO3 BO CHE - + ++ it
JlpIxaTenbHast
OOCTpYKIIMS BEPXHUX IbIXaTebHBIX MyTEH — + ++ +++

IIpumeuanue. «<—» — CUMIITOMBI/HAPYIIEHUST OTCYTCTBYIOT; «t» — BCTPEUAIOTCSI MHOTIA; «+» — PEKO; «++» — HevacTo; «+++» — yacTo.

CorlacHO COBpeMEHHbBIM PEKOMEHAAIIMSIM BbIACSIOT
TseKenyio (cunapom Iypnep) u Oonee nerkue (Iypaep-
leite— u lleiie—cuHapoMbl) (POpMbI MyKOIIOJMCaxa-
puno3a I Tuna. Jetu ¢ Tskenoit popmolii 3a001eBaHMUS
00OBIYHO YMUPAIOT B Bo3pacTe oT 5 1o 10 j1eT, B OCHOBHOM
OT cepleuyHoil HemoctaTouyHocTu. Crienmnduyeckoe
MaToreHeTUYecKoe JieueHue TalMeHTOB 3HAYUTEIbHO
VAYYIIWIO KaueCTBO M TMPOAOJIKUTENIBHOCTb UX KU3HU
U Ucxo[l OOJIE3HU.

B 1980 . TpaHcmIaHTalUsI T€MOTMO3TUYECKUX CTBO-
JIOBBIX KJIETOK [2] BIlepBbIe MOKa3ajia MepCreKTUBHOCTh
ee WCMOJb30BaHUsI, M B HACTosllIee BpeMsl IpUHSITA
B KayecTBe CTaHIapTa JieUeHUs MAlUEeHTOB C TSIKENIOM
dopmoii mykononucaxapugosa I tuma [3]. C 2001 . cTan

JIOCTYITHBIM IPYrOii BUJ MATOT€HETUYECKOTo JIeUeHUs —
(bepmeHTO3aMeCTUTENIbHAST Teparusl ¢ MCIOJb30BaHUEM
naponuaasbl [4]. TepaneBTuyeckass OCHOBa JUIsi 00OUX
BapHaHTOB JIEYEHHUs 3aKJII0YaeTCsl B TOM, YTO (DepMeHT
a-L-uaypoHuiaza MOXeT MOTJIOLIAThCS KIeTKaMU-peLu-
MUEHTAMU Yepe3 PeLenTop MaHHO30-6-docdaTa 1 3aTeM
repeMelaThCsl B JIM30COMBI, Te M MPOUCXOAUT OTocpe-
JIOBAaHHBIN T'MAPOJIN3 TJIMKO3aMUHOTIMKAHOB.
[lepBoHavanbHO JydlllMe pe3yabraTbl ObUIM IIOJIY-
YeHbl MPU UCTIOIb30BAaHUU CTBOJIOBBIX KJIETOK KOCTHOTO
MO3ra WM IIyIOBUHHON KpoBM coBMecTHMBIX Mo HLA
POACTBEHHBIX TOHOPOB [5]. B HacTosllee BpeMsl MOSIBU-
JIMCh OOHAIeXMBAaWIIMe pPe3yJbTaThl ¢ MOA0OpaHHLIMU
no cucteme HLLA HeponcTBeHHBIMU JOHOPaMM, OCOOEHHO
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C WCIIOJIb30BAHUEM CTBOJIOBBIX KJIETOK ITYyIOBMHHOM
KpoBHU. B pe3ynbrate coBepllieHCTBOBaHUSI METOJIOB TUITHU -
poBaHus o cucreMe HLLA ¢ nocnenylolieit noanep>xuna-
I01LIeH Tepanueii BbKMBAEMOCTh NALMEHTOB YBEJIMYMIACH
M B HaCTOsIlEe BpeMs B YUPEXKICHUSIX, CIelUaIu3u-
PYIOLIMXCSI Ha TpaHCIUIaHTalUM Ipu 00Jie3HSIX oOMeHa
BeLIeCTB, HocTUraet 85%, XOTsk PUCK YIPO3bI JUIST XKU3HU
JIETE COXpaHSIETCS BBICOKMM [6—13].

MenuuuMHCKUe MoKa3aHus K TpaHCIUIAHTAllMU KOCT-
HOTO MO3ra M TeMOIMO3TUYECKUX CTBOJOBBIX KJIETOK
perjiaMeHTUpOoBaHbl MpukazoM M3 P® ot 12 nexkabps
2018 . Ne 875nH [14]. Kinmunuyeckass 3(pheKTUBHOCTD
TpaHCIJIAHTALIMM TEMOIMOATUYECKMX CTBOJOBBIX KJIETOK
3aBHCUT OT BO3pacTa pebeHKa Ha MOMEHT OMepaTUBHOTO
BMEIIATeIbCTBA, CTEMEHM TSKECTU KIMHUYECKUX MPO-
SIBJIGHUI, OCOOEHHO COCTOSIHHMSI CepAeYHO-COCYIUCTOM
U HEpPBHOH CHUCTEM, a TakxKe OMOJIOTMYECKUX OCOOCH-
HOCTEIl OHOpa M BO3MOXKHOCTU HOCTUYbL CTAaOMJIbHOI
MPUXKUBAEMOCTH TpaHCIIaHTaTa 0e3 pa3BUTHS peaKLuKu
TpaHCILJIaHTaTa MPOTUB X03siMHa. Hawnyuimii KimHuye-
CKMi1 ucxon HabJomaacs y aeTeit B Bo3pacrte 10 2,5 roga
C BBICOKMM KO3((GUIMEHTOM IICUXOMOTOPHOIO pa3-
Butus [1].

[MpumMeyarenbHO, YTO TOHOPCKME KIETKW MPUKUBa-
J0TCS AaxKe B TOJJOBHOM MO3Te, TeM CaMbIM OOecrieurBast
depmentom TKanm IIHC, ocraHaBiuBasi CHUXEHUE
HEWPOKOTHUTUBHOI (PYyHKUMM Yy OOJBIIMHCTBA Ilall-
eHToB [15]. YcraHOBIEHO, YTO TpaHCIUIAHTALIUMS I'eMO-
MO3TUYECKUX CTBOJOBBIX KJIETOK BEleT K YMEHbIIEHUIO
pa3MepoB TEUEHU U CeNe3eHKM, YIydlleHUo (YHKLIUA
JIbIXaTeJIbHOM U cepaeyHO-cocyaucToil cucreM. OgHako
chopmupoBaHHbIe M3MEHEHMsI KJAllaHOB cepllia, CKe-
nieTa [16], poroBuLIbI I71a3 MTOJIHOCTBIO He ncyesaror [1, 17].

depMeHTO3aMecTUTEIbHAST Teparus Oblla BBeleHa
IUISl JIEUEHUST MeHee TSKENbIX, BUCLEpaJbHBIX (HOpM
MyKoronucaxapumo3a | Tuma, u B HacTosiee BpeMs
SIBJISIETCSI CTAHAAPTOM JIeUeHUsI MallMeHTOB 0e3 HeBPOJIO-
TMYEeCKUX HapYIIeHWI, MTOCKOJIbKY (hepMEeHT He Mpeoio-
JieBaeT rematosHuedannueckuii 6apoep [18].

B nutepaType uMeloTCSl JaHHbIE O KOMOMHALIMK
HMCIOJIb30BaHUS  (hePMEHTO3aMECTUTEILHOI — Tepanuu
C TpaHCIUIaHTallMeil TeMOMO3TUYECKUX CTBOJOBBIX
kaerok [19—21]. KomOuHupoBaHHast Tepanusi — ak-
TUYECKM HOBBIM CTaHAApT JieYeHUs] TAlMEeHTOB C CHH-
npomoMm Iypraep. Takoii moaxon OCHOBAH Ha BBISIBJICHUU
B XOJ€ MPeATPAaHCIUIAHTAIIMOHHOTO Kypca pPUCKOB,
KOTOpBIE CBSI3aHbI C TIOBBIIIEHHOI 3a00JeBaeMOCTbIO
M CMEPTHOCTBbIO BO BpeMsi W MOCAe TpaHCIIaHTalUUK
reMOIT03TUYECKUX CTBOJIOBBIX KJeToK. K Haubosee 3Ha-
YUMBIMU CPEIU 3TUX PUCKOB OTHOCSTCS 3a00JeBaHUs
BEPXHMX U HYDKHUX OTIEJIOB Jierkux [22]. [11s1 Bcex maLu-
€HTOB C MyKomoJjucaxapuao3om | Tuma, KOTOpbIM peKo-
MEHIIyeTCsl TpaHCIUIAaHTallMs TeMOTO3TUYECKUX CTBO-
JIoBbIX KieTok, J. Tolar u coaBnrt. (2010) [23] npeniaraioT
KMCIOJIb30BaTh KOMOMHHMPOBAHHYIO TEpanuio C 1eJblo
CHIDKEHUST YIPOXAIOIIMX >KM3HU OCJOXHEHUI Tocie
TpaHCIJIaHTaLlUM.

CoracHO KJIMHUYECKUM pPEeKOMEHAAMsSIM TpaHC-
IJIAaHTAlMS  TeMOIMO3TUYECKUX  CTBOJIOBBIX  KJIETOK
B HAacTosIlee BpeMs MPOBOAMTCSI B COOTBETCTBUU
C TPaaWLIMOHHBIMU BBICOKOIO30BbIMU, OCHOBAaHHBIMU
Ha XMMUOTepallMy CXeMaMy KOHAMLUMOHMpoBaHMS [1].
Eil TpaguLinoHHO mpealecTByeT MUueaoadaaTUBHAs 103a
oycynb(daHa B coueTtaHuu ¢ uukiiopochamumom. Takast
cxeMa JiedeHUs HauboJiee pacrpocTpaHeHa [24—26]. Ona
ObL1a pa3paboTaHa, YTOOBI OOECIEeYUTb WUHTEHCUBHYIO
MMMYHOCYIIPECCUIO UISI TIPEAOTBPALLIEHUST OTTOPXKEHUS
TpaHcIiaHTtata. OnHako, HecMOTpsl Ha 3G (GEKTUBHOCTb,
9Ta CxeMa MPUBOIUT K 3HAUMTEJIbHOMY PUCKY 3a00seBa-
emocty 1 10—30% pHCKY TpaHCILIAHTALIMOHHOM CMEPTH
y TAlMEeHTOB C BPOXIEHHBIMM HapylIEHUSIMM OOMeHa
BeuiecTB [22]. Kpome Toro, Bo3neiiCTBUE BBICOKHX 103
yKa3aHHbBIX MPENapaToB y MalMeHTOB ¢ MYKOIOJrcaxa-
puno3om | THMma MOTYT MIPUBECTU K Pa3BUTHUIO MO3IHUX
OCJIOXKHEHMI (KaTapakTa, OHIOKPMHOINATUU, Hapy-
meHus1 (YHKIMU JIETKUX M CepIlia, 3JI0KaueCTBEHHBIE
HOBOOOpa3oBaHMs). Tak, IeTU ¢ MYKOIOJMCAXapyua030M
I Tuna ¢ paHHero Bo3pacTa UMEIOT IIPOOJIEMbI C POCTOM.
OnHu wuccaenoBaTeNyd TPEANOJaraloT, 4Tro JHMHEHHOe
yBeJIMUEHME [JIMHBI Tejla MOXKET COXPaHSThCS MOcye
MpOLEAYpPbl TPAHCIJIAHTALUM KJIETOK, OMHAKO Ipyrue
B JOJIFOCPOYHOI MePCIEeKTHUBE 3TO OTpULatoT [27].

IMonoxurenbHass nUHaMUKa, HaOdtogaemas Iochie
TPaHCIIAHTALIMM TEMOIO3TUYECKUX CTBOJIOBBIX KJIETOK,
B YaCTHOCTH, COIPOBOXAAETCS YaydlleHueM (yHKIIUU
JIETKMX B BUJE YMEHBILIEHUS OOCTPYKTMBHBIX CUMII-
TOMOB M CHUXXKEHHUS YacTOThI almHO3 BO cHe [28]. [oJ-
TOCPOUYHbIE CEPAEYHO-COCYAUCThIE OCIOXHEHUSI PEIKO
CBsI3aHbl TOJBKO C BO3AeMCTBUMEM LMKIo(ochamuga
u OycyiabdaHa. B pe3yabraTe TpaHCIUIAaHTaLMK COXPaHSsI-
ercs pyHKIMS MUOKap/a, a ero runepTpodus perpeccu-
pYeT M y MallMeHTOB He Pa3BUBAIOTCS CceplevyHas Helo-
CTaTOYHOCTb WM TIOpakeHWe KOPOHAPHBIX apTepuii.
OpHako pgedopMalMy MUTPAJIBLHOTO M AO0PTaJIbHOTO
KJIaraHOB COXPAHSIIOTCS W TMPOIOJIKAIOT TPOTpeccu-
poBath [29]. HellpoKOrHUTHMBHYIO (DYHKIIMIO yaaeTcs
VCIIEIIHO CTaOMJIM3MpPOBaTh (2 B HEKOTOPBIX Ciydasx
VAYYIIUTH) U MPEAOTBPATUTh JalbHElIIee TPOrpeccupy-
[olllee HEBPOJOTUYECKOE YXYAILIEHUE, eclr TpaHCIUIaH-
TalMsl TeMOMO3TUUYECKUX CTBOJIOBBIX KJIETOK MPOBeAeHa
Ha paHHeil cTtanuu 3a00JeBaHMs, T.e. 10 MOBPEXACHUS
LHHC [6, 27, 28, 30].

IMokazaHo, 4TO TpOBeAeHHE KOHAMIIMOHMPOBAHUS
MpyU TPaHCIUIAHTAllMM TEeMOIO3TUYECKUX CTBOJOBBIX
KJIETOK MOXET TMOBIMATb Ha (hOpMUpOBaHUE KOCTENd,
MPUBOAS K PA3BUTUIO OCTEONEHWM W OCTEOIopo3a.
Co BpeMeHEeM 3TO COCTOSIHUE MOXKET ObITh 0OpAaTUMBIM
WIK NOTpeOoBaTh AajbHENIIEel KOPPEeKIIUU C ITOMOILbIO
npernapaToB BUTaMuMHa D M KaabUuus WIM MHOTAA
JnedyeHus oucgochoHaTaMu.

CrenyeT Mog4epKHYTb, YTO TOCJE TpaHCIUIAaHTAIIUU
TeMOIMO3TUYECKUX  CTBOJIOBBIX KJIETOK  YJIy4dIllaeTcsl
MOABMXKHOCTb CYCTAaBOB, YMEHBILIAIOTCS IPOOJIEeMBbI,
CBSI3aHHBIE C ONOHTOUIHOW THUIOIUIA3UEN U KPAHUO-
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LiepBUKAJIbHBIM cTeHO30M [31]. M3yueHue KpaHHOLEP-
BUKAQJIBHOTO TIepexoja MyTeM MarHWTHO-PEe30HaHCHOM
ToMorpaduu y mauueHTOB ¢ cuHapoMoM [ypiep moka-
310 CTaOWIbHbBIC WIM YJIy4IlEeHHbIC MapaMmerpbl B 67%
ciaydyaeB. OmHaKo, HECMOTpsl Ha OJIarOTBOPHOE BJIM-
SIHME TPaHCIUIAHTALIMM TeMOIO3TUYECKUX CTBOJIOBBIX
KJIETOK Ha HEKOTOPbIe KOCTHO-MBIIIIEUHbIE MPOSIBICHMS,
y OOJIbHBIX YaCTO HAOIIOJAIOTCS CKEJeTHbIe HapyIIEHMS,
M1 0011asi TSKeCTb OPTOTNENMYECKUX PACcCTPOICTB OCTa-
eTcsl 3HaYUTeIbHOIL. [1o HabmoneHusIM aBTOpOB [32—34],
TakKue MPOsSIBJICHUsI, KaK IPYIOMOSICHUYHBINA Kudo3, CKo-
JIN03, IUCIUIa3usl Ta300eIpeHHOro cycTaBa, genu valgum,
KaprnajibHbIil TYHHEJbHBIM CUHIPOM Y TMAllMEHTOB MPO-
rpeccupoBaIv U 00YCIOBIMBAIM HEOOXOAMMOCTD XUPYP-
rMYECKOro BMellatesbeTBa. Yepes 6 JieT mocse TpaHc-
IUIAHTALlMM T€MOIO3TUYECKUX CTBOJIOBBIX KJIETOK 47%
OOJIbHBIX OBLTM YAaCTUYHO 3aBUCHMBI OT WHBAJIMIHBIX
KOJIsICOK, 10% mepenBUraarch TOJbKO C IOMOIIbIO MHBA-
JIMIHBIX KOJISICOK U 25% peryisipHO KCIIBIThIBAIM OOJIb
B TTO3BOHOYHMKE, Oeapax W HUKHUX KOHEUHOCTSIX U3-3a
HaJIMYMsI OPTOIEANYECKUX MTPODIIEM.

BaxkHO OTMETUTD, UTO TIOCJIE TPAHCIIJIAHTALIUM TeMO-
MO3TUYECKUX CTBOJIOBBIX KJIETOK Y MAIlMEHTOB B TEUEHUE
BCEI XMU3HU COXPAHSIETCS TOBBILLIEHHBI PUCK PA3BUTHUS
3JI0KaYeCTBEHHBIX HOBoOOpazoBaHuii (B 10 pa3 BbIle,
yeMm B obOuieit momyasauuu) [35, 36]. Kpome toro, puck
CMepTH y HUX B 2 pa3a Bblllle, YeM CPeIu HaceJIeHUs
B LiesioMm [37].

B 2015r 3akOHUEHO MEXAYHApOAHOE MHOTIOLCH-
TPOBOE UCCIEI0BAaHME, KOTOPOE IO3BOJMIO OLIEHUTH
JIIOJITOCPOYHBIM MCXOHd y OOJBbHBIX ¢ cuHApoMoM [ypraep
Mocje YCHelIHON TpaHCIUIaHTAUM TeMOIO3TUYECKMX
CTBOJIOBBIX KJIETOK. B peTpocneKTMBHBIN aHalu3 ObLIA
BKJIIOUEHBbI 217 TMalMeHTOB CO CpPEIHUM [EePUOIOM
HabOmoneHus 9,2 roma. AHaJIM3UPOBATUCH PE3YJILTATh
HEPBHO-TICUXUYECKOTO pa3BUTUSI M POCTa, paccMma-
TPUBAJIMCh MCXOAbl B TUIAHE OPTOMEAUYECKUX OCIOXK-
HEHMIA, COCTOSHUSI HEPBHOM, CEPIEYHO-COCYIUCTOM,
JIbIXaTeJIbHOM, SHAOKPUHHOM CUCTEM, a TaKXe 3PEHUS
u ciayxa. BaxHbIM mokazaTeabCTBOM 3(P(OEKTUBHOCTU
JIeYeHUsl CIOYXUT COXpaHEeHMe KOTHUTUBHOW (DyHKLIMU
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