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Mykononwucaxapuaos I-I" Tuna (MMC I-I, cuuapom Mypnep) — peakoe ayToCOMHO-peLieccuBHoe 3abo-
neBaHu1e W3 rpynmbl IM30COMHbIX BonesHel Hakonnenus (JTBH), BosHWKaloLee B pesyribTate MyTaLmuu
reHa IDUA, 4To NpUBOAMUT K CHUKEHWIO aKTUBHOCTM dhepMeHTa anbda-L-naypoHnpassl 1 xapaktepusy-
€TCA MPOrpeccupyioLLiMN NMCUXOHEBPONOrMYECKUMU, CEPAEYHBIMU 1 OPTONEANYECKUMI HaPYLLEHUSMM.
Ha ceromHsLUHMI OeHb annoreHHast TPaHCMaHTaUMs FeMOMNO3TMYECKMX CTBOSOBbIX KieTok (TICK) —
«30/10TOW CTaHAAPT> NMeYeHns NaLneHToB, CTpajaloLLmx cuHapomMoM [ypnep. PaHee OCHOBHbIMU Kpu-
Tepusmu oTbopa naumenToB ¢ MIC |- Tvna Ha annorenHyio TICK Bbinn: MonekynsipHo-reHeTuue-
CKW NMOATBEPMKAEHHBIN ANArHO3 C HANIMYMEM FOMO3UIOTHBIX UMW KOMMAyHA-reTePO3UrOTHbIX MyTaLWi,
0ByCaBnNMBalOLLMX TSKEbIN KnnHudeckuit doeHoTun (W402X, Q70X 1 ap.), BospacT naumeHTa Mnag-
we 2,5 ropa ¢ HanMu“eM CMMMNTOMOB, NMO3BOJAIOLLIMX MPOrHO3MPOBATb TAKEN0e TeueHne 3abonesaHuns
(paHHee mosiBreHne Kndho3a NOSCHUYHON 0BIacTU, /UMK NCUXOHEBPONOMMYECKUX HAaPYLLEHWA, 1/unu
Hanuuue rpyBbix uepT nvua). Ha cerofHsALWHMIA feHb AaHHbIA BUL Tepanun MoXeT BbiTb pacCMOTPeH
TaKKe y NaLUMeHTOB C MPOMEKYTOYHbIM BapraHTOM MyKononuncaxapvaosa | tuna — cuigpomom Nypnep—
LLleite (MMC I-T'LL), HO BLICOKMM PUCKOM PasBUTUSI MHTENIEKTYarbHbIX HapyLLEHWiA. TeM He MeHee faske
npu YeTKOM cobsiofieHn KpuTepnes oTbopa AONMOCPOYHBIN KIIMHUYECKUI pe3ynbTaT Y NaLMeHTOoB C
MIIC I-I" u MMC |-l trnos nocne ycnelHo npoBepeHHorn TICK 3HauuTensHo BapbupyeT. B nocnen-
Hue pecaTuneTus pesynbtatbl TI CK 3HauuTenbHo ynyywmnuce bnarogaps npoBeneHunio dhepMeHT-
3aMecTutesbHon Tepanum (P3T) po v nocne TFCK. MpeacTasneHsl COBpeMeHHbIE MOAX0Ab! K NPOBeae-
Huio TICK npu MIIC I-I", paccMoTpeHbl HepeLleHHble BONPoChl, TpebyioLve aanbHenwero obcyskaeHus
015 BbIpaboTKy rpaMOTHON TaKTVKM BEAEHWS MALMEHTOB, YTO NMO3BOMMT YIyULLMTb NMOMOLLb NaLMEHTaM
C 9TOi peaKon, nporpeccupyloLleit 1 6bICTPO MHBANMAK3MPYIOLLE naTonorueit [1].

KnuHnueckoe nccnepoBanune onobpeHo 3tnuyeckum komutetom OIEQY «POKE>.

KnioueBble cnoBa: mykononmcaxapuno3s | Tuna, cuHapom [yprep, TpaHcnnaHTaumus
reMonoaTMYecK1X CTBOJIOBbIX KITETOK, (hepMeHT-3amecTuTesIbHas Tepanms
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Mucopolysaccharidosis | type: new management
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Mucopolysaccharidosis I-Hurler (MPS I-H) is the most severe form of a metabolic genetic disease caused by mutations of IDUA
gene encoding the lysosomal o-L-iduronidase enzyme. MPS I-H is a rare, life-threatening disease, evolving in multisystem
morbidity including progressive neurological disease, upper airway obstruction, skeletal deformity and cardiomyopathy. Allogeneic
hematopoietic stem cell transplantation (HSCT) is currently the gold standard for the treatment of MPS I-H in patients diagnosed
and treated before 2-2.5 years of age, having a high rate of success. Enzyme replacement therapy (ERT) with human recombinant
laronidase has also been demonstrated to be effective in ameliorating the clinical conditions of pre-transplant MPS I-H patients
and in improving HSCT outcome, by peri-transplant co-administration. Nevertheless the long-term clinical outcome even after
successful HSCT varies considerably, with a persisting residual disease burden. This review will focus on all these critical issues
related to the management of MPS |-H.
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OPUTUHAJNbHBIE CTATbU

ykononucaxapunos | tuna (MIC 1) — pepkoe

ayTOCOMHO-peLleccMBHOe — 3aboneBaHue 13

rpynnbl NIM30COMHbIX 6one3Hei HakonmeHws
(JTBH), BosHMKatoLLee B pesynbTaTe MyTauuu reHa IDUA,
4TO MPUBOLAMT K CHUKEHMIO aKTUBHOCTM hepMeHTa anb-
tha-L-noypoHnaasbl U xapakTepusyeTcsi nporpeccupy-
IOLLMM  MYNbTUCUCTEMHBIM MopaskeHneM. 06wwme K-
Huyeckne cumntoMbl MIC | Tuna: rpybele yepTbl muua,
renaTtocnsieHoMeranusl, KapaMOMWOMNaTWs, CKeneTHble
HapyLUeHWsl, MOMYTHEHWE POrOBULLbI U B psfe Cryyaes
MPOrpeccupyioLLIMe MCUXOHEBPOSOrMYECKME HapYLLIEHNS.

Knunnyecku MIC | Tuna nogpaspensioT Ha Tpy noa-
Tvna: Tasesnbii gheHoTun — cuHopom Mypriep (MNC I-T),
KOTOPbI XapaKTepuayeTCcs paHHUM HayanoMm v nporpec-
CUPYIOLLMMM  MCUXOHEBPOSIOMMYECKUMU  HapYLUEHUAMY,
MPOMeKYTOYHbIN BapuaHT — cuHppoM [ypnep-Lleine
(MNC I-TW); nerkwsi cpeHotun — cuHppoM Llleie
(MMC I-LL), ans KoToporo xapakTepHo MeaneHHoe npo-
rpeccupoBaHve 6e3 BOBMeYEHWS B MATONIOMMUYECKUN
MpoLecc LeHTpanbHo HepBHOM cucTeMmsl. Mogpaspene-
HWe Ha KNMHUYeckne dHeHOTUMbI YCIIOBHO M 3aBUCUT OT
BO3pacTa NOsIBIIEHUs MEPBbIX KIMHUYECKUX CUMITOMOB,
CTeNeHV MpOrpeccuMpoBaHWs BOBJIEYEHWSI B MaTONOM-
UECKMIA NMPOLIECC HEPBHOM cucTeMbl U reHotvna [1, 2].
Y 60MbHbIX C CHAPOMOM [ypriep nepBsble KNMHUYEeCKue
npu3Haku 3aboneBaHus MOABASAIOTCS Ha MEepPBOM oAy
U3HU. B page crnyuaes yske ¢ poxaeHua HabmiopatoT-
CA HEe3HauMTENbHOE YBENIMYEHUE MeYeHu, MyMnoyHble
WA NaxoBO-MOLLOHOYHbIE PbIXU. XapaKTepHble name-
HEHWS YepT fuua no TUMY «raprounun3Ma» CTaHOBSATCA
OYeBWIHbI K KOHLYy NepBoOro ropa susun. Cpepmn opyrvx
Hambonee YacTbIX MaHUECTHbIX CUMMTOMOB — TYrOMOA-
BWKHOCTb MENIKMX W KPYMHbIX CYCTaBOB, KMKpo3 mosc-
HWYHOrO OTAEMNa NO3BOHOYUHMKA (MOACHUYHBINA «rBBYC>),
XPOHUYECKME OTUTbI U YacTble MHPEKUMOHHbIE 3abone-
BaHWA BEPXHUX AbIxaTenbHbiX nyTen. [lo Mepe nporpec-
CMpOBaHWsi 3aboneBaHns NMPUCOEAMHAIOTCA CUMMTOMbI,
CBMAETENbCTBYIOLLME O BOBJIEYEHWUM B MATONOrMYECKUM
MPOLECC BHYTPEHHWX OPraHoB, CEpPAEYHO-IIerOYHON
CUCTEMbI, LIeHTPanbHOM M nepudepryeckon HepBHOM
cucteM. Bepylume HEBpPONOrMYECKME CUMMTOMbI: CHU-
)KEHVE MHTENIEKTa, 3afepKKa PeyeBoro passuTus, ns-
MEHEHME MbILLEYHOrO TOHYCa, CYXOMMUIbHbIX pedifiek-
COB, MOpasKeHWe YeperHbiX HEPBOB, KOMBMHMPOBaHHas
KOHOYKTMBHas M HENMpPOCEHCOpHas TyroyxocTb. YacTo
HabniogaeTcs nporpeccupyoLlee NOMyTHEHWE POrOBu-
ubl. Mpu MarHuMTHO-pesoHaHcHoi Tomorpacdum (MPT)
FOJIOBHOIO MO3ra 0BbHapysKM1BaIOT KOPTUKASbHYIO U Cyb-
KOPTUKambHYI0 aTpodomio, BHYTPEHHIOK OKKITIO3VOHHYIO
rugpouedanvio U pacLuMpeHve NepuBacKynspHbIX Npo-
cTpaHcTB BupxoBa—PobeHa.

KnuHnuecknin  coeHoTun cuHppoma [ypnep—Lleite
3aHMMaET MPOMEKYTOYHOE MONOKEHNE MEXOY CUHLOPO-
Mamu [ypnep u Llleite n xapakTepusyeTcss MemsieHHO
MPOrPeCcCHpYIOLLIMMA  HapPYLLEHUAMU CO CTOPOHbI BHY-

TPEHHWX OPraHoB, KOCTHOW CUCTEMbI, JIEFKUM CHUKEHNEM
uHTENnekTa unu bes Takosoro. CuHpgpom Lllelte — Hau-
Bonee Markoe Mo TeyeHuio 3abonesaHue cpenn Apyrux
chopm MIIC |, npu KOTOpPOM HaBIOAAITCA TYrONOABUK-
HOCTb CyCTaBOB, aOpTasibHble MOPOKM CepALa, MOMyTHe-
HWe POroBuULbl U MPU3HAKN MHOMECTBEHHOTO KOCTHOIO
am3ocTo3a. HesaeucuMo oT Tmna MIC Bce nauuMeHTbl
LOJSIKHbI PerynspHo HabmopaTbCa y pasnmnyuHbIX creum-
anuCcToB: NeauaTpoB, KapAMoSioroB, HEBPOSOroB, OTO-
NapUHronoros, OPTOMENOB, UYTO MO3BONSET KakK MOXHO
paHbLLEe BbISBUTb OCMOKHEHWSI OCHOBHOMO 3aboneBaHns
M Ha3HaUUTb afeKBaTHYI0 CUMMTOMAaTUYECKYIO TEPaNMIO.
Kaspobin nauneHT ¢ MMC | Tuna TpebyeT uHanBMayansHo-
ro nopxofa K obcrenosaquio 1 nevenuio [1-3].

Ha cerogHsiluHuii geHb npu MIC |-I" «30710TbIM CTaH-
LapTOM> JleYeHust ABMSIOTCA METOAbI Tepanuu, Hanpas-
NMEHHble Ha KOPPEKLMIO HefoCTaloLEero fn30COMHOro
tbepMeHTa: 1) TpaHCnnaHTaUmMs reMono3TMYECKUX CTBO-
nosbix knetok (TICK); 2) dpepMeHT-3amMecTUTenbHas
Tepanus (®3T).

Brnepsble TI'CK 6onbHoMy ¢ MIIC |-I" BbInonHeHa B
1981 rony, Ha cerofHALWHUIA AeHb NpoBefeHo bonee 500
TICK Kak OT pOACTBEHHOrO, Tak WM OT HEPOACTBEHHOI0
noHopa [3]. MepeoHayanbHo TICK 6Gbina nepsoit nnHuen
Tepanuu ons nauneHTos ¢ MIC I-I" B Bo3pacTe no 2,5 roga
1 ypoBHeM nHTennekTa Bbiwe 70% 1 He Bbina nokasaHa
6onbHbIM ¢ cuHaopoMamu N'ypnep, N'ypnep—-LUeine u LLene
B Bo3pacTe ctaple 2,5 ropa [1]. S.H. Lum v coasr. [4]
noKasanu, YTo Npu npasuibHOM OTBOpe MauMeHTOB Ha
TICK ncuxoHeBponorMyeckMe pacCTpoOMCTBa He Mpo-
rpeccupoBaniu, 3HauWMTENbHO YBenMuMBanacb MPOAOI-
MKUTENBHOCTb KU3HU U yIyyLlanocb HEMPOKOrHUTUBHOE
pasBuTWe, YTO OMPaBAbIBaNO COOTHOLLEHME pUCK/ycnex
npu MIIC II". TocTTpaHcnnaHTaUMoHHbIe KOTHUTUBHbIE
HapyLLEeHNs HanmpsMylo CBA3aHbI C BO3PacTOM Nposefe-
Hus TFCK u/unm ncuxoMOTOpHbIM pasBUTMEM A0 MPO-
BefeHUs JaHHoro eupga neuvenus [5]. Ha ceropHswwHmit
neHb TITCK — eaMHCTBEHHBIN BapuUaHT JNleueHus ¢ Lenbio
NpefoTBPaLLEHNs MCUXOHEBPOSIOMMYECKUX HapyLLEHWH,
npu 9TOM 3aMeaNIfSeTCs TakxKe NporpeccupoBaHune Hapy-
LLIEHWIA MO APYrvIM OpraHaMm v CUCTeMaM, BbI3BaHHbIX Ha-
KOMfieHMeM rMKkosaMmuHornmkados [1, 5]. Mposenexue
TICK B Bbonee paHHeM BO3pacTe UMEET NPenMyLLECTBA:
HE MPOWCXOOMUT MPOrPeCcCUPOBaHUS UHTENSEKTYanbHbIX
HapyLUEHWA MO CPaBHEHUIO C HefleyeHbIMM MauneHTa-
mu [6]. BnaronpusaTHblii ucxon nocne TICK HanpsMyio
3aBUCUT OT BPEMEHW ee MPOBEOEHWs, XOTA He BCerpa
koppenupyet ¢ 1Q po TICK. MHoroueHTpoBo# peTpo-
CMEKTUBHbIN aHamu3, MNPOBEAEHHbI HeJaBHO Cpeau
217 nauueHTOB C cuHppoMmoM [yprep, mokasan, uTo
BbinofiHeHne TICK y 6omnbHbiX B BO3pacTe MnapLle
12 Mec. ¢ HOpMarnbHbIM WM YMEPEHHO CHUMEHHbBIM
KOrHUTUBHBIM 0ednUMTOM MeeT BnaronpusTHbIA NpPo-
FHO3 XOPOLUEero UHTENNEeKTYanbHOro passuTWs No Mepe
pocTa u passutua peberka [7]. M.D. Poe u coasr. [8]
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Mokasanu, 4yto y 31 TpaHcnnaHTMpoBaHHOro HonbHOro €
MIIC I-I" Bbina obHapy»eHa npsMas KOpPEensALMS Mexay
BO3PaCTOM Ha MOMEHT MPOBEAEHWS TPaHCMMaHTauum u
NYYLUMM [LONTOCPOYHbBIM pe3dynbTaToM pa3suTus. Mpose-
AeHWe Tepanuu y nauveHTa B Bo3pacTe [0 9 Mec. acco-
LIMMPOBAsOCH C yNyuyLleHNeM No3HaBaTeNbHbIX PYHKLMNA.
TakuM 06pa3oM, MeHbLLWI BO3PACT MaLMEHTA K MOMEHTY
nposegeHus TI'CK accoumumpoBaH ¢ y4LMM NPOrHO30M.
lMoka3aHo, YTO HOpMasibHOe WMHTENEKTyanbHoe pa3Bu-
The y naumeHToB nocnie TICK cBA3aHo ¢ npoBefeHu-
€M annoreHHoM TPaHCMnaHTauuu B BO3pacTe OT 2 A0
8 Mec., HecMoTpA Ha nokasatens |Q menee 70%. B aTom
e 1ccnefoBaHuM NPOAEeMOHCTPUPOBAHO, YTO XOpoLUVe
MOKasaTeNnu WHTENNEKTyanbHOro pasBuTUA  Habnio-
[aloTCA Takwe Yy naumneHtos cTaplie 2,0-2,5 ropa [8].
BasHa mudbdepeHumMaLms CTBOMOBLIX KIETOK B KINETKM
I C MOCMENYIOLLIMM BbICBOBOXAEHVWEM HefocTaloLLe-
ro depMeHTa B LIEHTPasbHYl0 HEPBHYIO CUCTEMbI, YTO
BbIN0 [OKa3aHO Ha 3KCMepuUMeHTasbHbIX Mogensx [1].
HecmoTpsi Ha To uTo TI'CK — HanMbonee nepcneKkTUBHbIN
METOL Tepanuu, psif BOMPOC OCTAETCS He peLUeHHbIM, B
YyacTHOCTU, Mporpeccupyowme nedbopMaLmmn CKeneTa,
HapyLUeHUs CO CTOPOHbI CEPALA U MOMyTHEHME POroBu-
ubl [9]. Mo pesynbTaTaM goArocpoyHoro HabniopeHus,
nokasaHo, uto paxe npu 100%-M npwskuBneHun [o-
HOPCKMX KIETOK, HOpPMasnbHON aKTMBHOCTU hepMeHTa
anba-L-ngypoHnaasbl M3MeHEHN CO CTOPOHbI KOCT-
HO-CYCTaBHOW CUCTEMbI MOTYT COXPaHATbCS, BKIOYas
MHOKECTBEHHbI KOCTHbIN AN30CTO3, YTO B pAAe Crlyyaes
TpebyeT cepbesHbIX onepaTuBHbIX BMeLaTenscTs [10].
TICK npenoTBpaLLaeT MM OKa3blBaeT MOMOMUTENbHbIN
3dhpeKT co CTOPOHbI KpaHvoBepTebpanbHOro nepexo-
pa, uto bbino 3aperucTpupoBaHo y 30 nauneHToB npu
nposeaeHun MPT y nauuenToB ¢ MIC I-I" B auHamuke
cnycTs ot 7 no 23 Mec. (cpenHwit BospacT — 13,5 Mec.)
nocne TICK [1]. Aipyrue nccrnenosatenu nokasanu, uTto,
HECMOTpS Ha ycneluHo npoBefeHHyio TICK, B cpenHeMm B
TeueHve nocrepylowmx 12 mMec. NpoforkaeT nporpec-
CMBHO HapacTaTb fedopMaums TazobefnpeHHbIX cycTa-
BoB. [lporpeccmpoBaHe HeQOCTaTOYHOCTH MUTPasbHO-
ro knanaHa otMeyeHo B 36,8% u aopTtansHoro — B 28,5%
cnyvyaes. B psApe cnyyaeB COXPaHAOTCA AbIXaTeslbHble
paccTpovcTBa: y 8 naumeHToB 370 noTpebosano nepe-
Bopa Ha VBJ1 uepes 7 net nocne BbinosiHeHust TICK; Ha-
pyLLeHUs cryxa oTMeueHbl B 62,8% cnydaes [1].
[pyrve oCHOBHbIE KPUTEPUU, BaXHbIE L1151 NyULLero
pesynbTaTta nocne Tl CK: npuMeHeHne nporpamm, npea-
Ha3HaYeHHbIX AN AOCTUKEHUS MOSTHONO OHOPCKOI0 XU-
Mepu3Ma, YeTKuii Moabop LOHOPOB M BbIBOP MCTOYHMKA
TpaHcnnaHTata [1]. EBponeiickas rpynna no TpaHcnnax-
TalmMu KOCTHOrO MO3ra nokasana, uto MvenobnaTmeHble
BycynbhaHcopepKallme pexmMMbl KOHOULMOHUPOBAHUS
ynyuLlaoT A0roCPOYHOe BOCCTAHOBMEHWE [OHOPCKO-
ro remMonoasa v obecneumBaloT Tak HasbiBaeMbin LIHC-
engraftment, KOTOPbIN HampaBfieH Ha bonee BbiCcTpylo
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KOPPEKLMIO HEeBPOMOrMYECKOro CTaTyca y NaLMeHToB C
MIC |- [5]. Bbino mokasaHo, uto BycynbdaH Mrpaert
BaHYIO pOJib B BOCCTAHOBMEHWUMN MUKPOITIMM JLOHOPCKM-
Mu Knetkamu [1, 5]. Mo pesynbTaTaM IKCMNEpPTHbIX LeH-
TPOB, MNPV MPUMEHEHWN PEXMMa KOHAMLIMOHUMPOBAHMS
¢ bycynbdaHoM oBHapy)KeH BbICOKMI MPOLEHT BbIXW-
BaeMocTh (> 90%) C HM3KOM TOKCMUHOCTBIO M BbICOKOIA
CKOPOCTbIO MOMHOMO [OHOPCKOro Xxumepusma (> 90%)
[1, 5]. Bbino nokasaHo, YTO CKOPOCTb BOCCTAHOBMEHMS
LOHOPCKOr0 XMMepu3Ma BbiLLie NMPW TPaHCMMaHTaumm ny-
MOBWHHOM KPOBM MO CPABHEHMIO C MPUMEHEHNEM KOCTHO-
r0 MO3ra U nepudpepryecknx CTBOMOBbIX KeTok [11].
MokasaHo, uto TICK cTana HaMHoro besonacHee, YeMm
10 neT Ha3ap: 3HAUMTENIbHO PEXe BO3HWKAIOT peakumu
OTTOPMKEHMUSA, PeaKuUMW <«TpaHCniaHTaT NpPOTWB X03Au-
Ha» (PTMX), MHEKLMOHHbIE OCMOMHEHWSA U CMEPTHOCTb
[1, 5]. OnbIT nocnepHvx 10 neT LoKa3bIBAeT, UTo KOMBU-
Haums ®3T n TTCK nonouTensHO BAUSIET HA MPUKUB-
feHVe NOHOPCKMX KIIETOK U CHUXAET PUCK BO3HUKHOBE-
Hus PTMX [1]. B nocrnenHee BpeMs MOOMMOULIMPOBaHI
NpoTOKOSbI BefeHus nauuerTos ¢ MIC | Tuna, uTo 3Ha-
YUTENBHO CHWU3WUMO PUCK BO3HWUKHOBEHWSI OCIIOKHEHW,
B TOM YMCME PeaKumio OTTOPNKEHWS TpaHCNiaHTata u
PTNX [4].

®3T npum MIMC | Tuna — ognH 13 Hanbonee cusmono-
FMYECKUX METOLOB Tepanuu. KmuHWYeckue ucnbiTaHus
nokasanun, yto ®3T HesonacHa, XOpPoOLUO MepeHOCUTCA
BonbHbIMU, HE BbI3LIBAET BblpaXeHHbIX NMOBOYHbIX 3h-
heKTOB M MPUBOAMT K BbIBEAEHMIO HErMAPONN30BaH-
Horo cybcTpaTta. B HacTosllee Bpems OnA neyeHus
MMC | Tuna npuMeHsIOT npenapaT fapoHupasa Ans
dhepMeHTHON 3aMecTUTeNlbHOW Tepanun — Anbpypa-
auM (Aldurazyme, komnanus Genzyme Corp., CLUA).
Kak npu BHyTpuBEeHHOM BBefeHWM noboro Benkosoro
npenapaTa, BO3MOXHO PasBUTWE PEaKUMn runepyys-
CTBUTEMbHOCTU annepruyeckoro tuna. lpu BBeaeHUM
NapoHMaasbl 3aperucTpuvpoBaH OYeHb HW3KWIA  PUCK
(~1%) UMHCIY3MOHHBIX SKM3HEYMPOMKAIOLLMX  PEeaKLMiA.
Okono 40% nauneHTOB MMEIOT PUCK NErkux unu yme-
PEHHO BbIPAMEHHbIX PeaKLMiA, CBA3aHHbIX C MHAPY3nen,
ocobeHHO B nepsble 6 Mec. Tepanun [12]. ®epmeHT-
3aMeCTUTENbHYI0 Tepanuio HasHavaloT npu Bcex doop-
Max MIC | Tvna, 3TO ynyyliaeT COMaTUYECKOe COCTO-
fHMe MauWeHTa HesaBMCMMO OT CTaguu 3aboneBaHus
[13]. BHyTpvBeHHOe BBeaeHWe hepMeHT-3aMecTUTe b
HOrO MpenapaTa NapoHuaasa B PeKOMEeHOyeMon fo3e
100 E[l/Kr, eskeHenenbHO, yryullaeT DYHKUMIO BHY-
TPEHHUX OPraHoB, MPW 3TOM MNpenapaTt He MPOHWKaeT
yepes remaTosHuedanmueckuii bapbep, MO3ITOMy Mpw
MTIC I-I" nyuwwan MeTabonmueckas KOPPEKLUA 0XKMLaeT-
csi npy coyeTaHmy TFCK n ©3T [1, 14-16].

MIC | Tvna oTHoCKUTCA K mporpeccupylowmM 3abo-
NeBaHUAM, MO3TOMY OYeHb Ba)KHO HasHauyaTb P3T Kak
MOXXHO paHbLLe Mocsie YCTaHOBMEHWSA MPaBUIIbHOO Ou-
arHosa [1, 6, 12]. Moka3aHo, YTO MPUMEHEHWEe KOMBU-
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HupoBaHHon Tepanun ®3T u TICK 3HaunTenbHoO ynyy-
WwaeT nporHos sabonesanus [1, 14]. lna nauneHToB ¢
TsskenbiMu dhopmamm MIC | Tuna TpaHcdyaum npena-
paTa napoHuga3sa fo, Bo Bpems v nocne TICK — BasxHas
noaaepxuBaioLLan/agbiosaHTHaa Tepanus. besonac-
HOCTb M 3dcheKTNBHOCTL MpuMeHenusa ®3T pokasaHa
Ha BOsbLLIOM UMCe NaLMeHToB pasHoro BospacTa [16].
Mo pekoMeHpaumsM EBponeinckoro KoHceHcyca, mno-
KasaHo HasHauenne 3T BCEM MauueHTaM C Mof-
TBEPKAEHHbIM anarHosoM MIMIC | Tuna, osxupatoLLmM
TICK. Beicokyto adpdpekTuHocTs ®3T nokaszana npwu
CEpbe3HOM BOBJIEYEHWE B MATONOMMYECKMA npoLecc
cepoua u nerkux. OnybrukoBaHbl OaHHble MaLMEeHTa,
14 net, nocne ycnewHon poncteeHHon TICK B Bo3pacTe
2,5 ropga: HeCMOTpPS Ha XOPOLLUUIA OOHOPCKUA XUMEPU3M
1 50%-10 0CTaTOUHYIO aKTUBHOCTb anbda-L-naypoHuaa-
3bl, BonbHOW eskeHepenbHo nonyyan ®3T u Haxoouncs
Ha HeuHBa3uBHoN VBJT B TeueHune 24 mec. nocne npose-
feHHoro nevenus [1]. Bbino nokasaHo, UTo NpUMeHeHWe
koMbuHupoBaHHoM Tepanun ®3T n TICK He noBsbiwaeT
pUCKa pasBUTUS WMMYHOOMOCPEAOBAHHBIX OCIOKHE-
HWiA, Tak HasbiBaeMon PTIMX u peakuuu oOTTOpMKEHUA
TpaHcnnaHnTata [1, 4, 17]. ®3T nossonseT 3HauUTENbHO
YAyyLlIMTb COCTOsIHME NaumeHTa o u nocne TICK, tem
caMbIM yryyllas NporHo3 ero COMaTUYECKOro COCTOs-
HWS (YMeHbLUAITCA pasMepbl BHYTPEHHWUX OPraHoB, CHU-
)KaeTCA HaKOMMEHWE MTIOKO3aMWUHOITIMKAHOB B NTETKMX W
op.) [1, 17, 18]. Nlaponnnasa He NpoHUKaeT Yepes reMa-
To3HUedannyeckuii bapbep, NPOrHO3 WMHTENNeKTyanb-
HOrO Pa3BMTHMS NpK 9TOM He ynydwaeTcs [1, 18].

Ha ceropHsLWHWIA AeHb OMbIT NEYEHUS C MPUMEHEHN-
em ®3T cocTasnsiet bonee 10 net, nytem TICK — bonee
30 net. KpaTkocpouHble nokasatenu (B Teuenne 1 ropa
nocrne TpaHcnnaHTaumm): cMepTHocTb — 7-15% [1, 3,
5, 19]; uactoTa ocnoskHeHuit — 60% [11]; oTTopskeHure
TpaHcnnaHTtata — 25% [5]; ycnex nocne 1-i nonbITk1 —
56% cnyuaes [5]. [lonrocpouHblit nokasatens (1 rog
Bosiee nocrne TpaHCMaHTaLUMM): BbIXKMBAEMOCTb B Teve-
Hue 3 net nocne TCIK - 65-77% [6, 20].

MepcnekTusHbie MeTopbl Tepanumn MIC | Tuna

MponomkaeTcst nonck bonee acpdeKTUBHLIX METOROB
Tepanuu, B ToM uncne TICK ¢ reHeTuueckn mogundomum-
POBaHHbLIM AyTONMOMMYHBIM KOCTHbIM MO3roM (reHoTepa-
nus ex vivo). Mo cpaBHeHnio ¢ 0bbiuHoit TICK npuMeHe-
HWE FEHETUYECKUN MOLUTIMLIMPOBAHHbIX FEMOMO3TUYECKMX
CTBOJOBbIX KIIETOK MMEET HEeKOTOpble MpenMyLLecTBa:
YMeHbLLAeTCA pUCK NMOBOYHbIX 3GDPEKTOB, CBSI3AHHBIX C
TICK (oTTopskeHue TpaHcnnaHTaTta, PTIX). Ha su1BOTHbIX
MOMENsX NMoKasaHo, YTo FeHHasi Tepanusa ynyuyllaeT Bbl-
paboTKy HepocTalLero dyepMeHTa U 3HaUNTENBHO CHU-
)KaeT HaKOMMeHWe rfIOKO3aMUHOMNIMKAHOB B MOSTIOBHOM
MO3re, YTO MPUBOAMT K YNYULLEHWIO KOTHUTUBHbIX PYHK-
umit [1]. [lokasaHo, YTO paHHee Havasno Tepanuu MMeet
nyywnin 3¢pdeKT OT MPOBOAMMON F'eHHOM Tepanuu no

cpaBHeHuio ¢ bonee No3aoHUM ee HasHadeHueM [1].

M3BeCTHO, UTO OCMOXHEHUAMU Aaske nocrne ycneLu-
Hoh TICK aBnfloTcA opTonefuyeckue HapyLleHus,
MOMYTHEHWEe pOroBULbl, CEepAeYHble PacCTPOMCTBA,
MO3TOMY OYEHb BasKHO MPOBEAEHWE Tepanun Ha AOKN-
HuueckoM aTane [10, 21-27]. Ha MbIUMHbIX Mopensx
Bbi0 nokasaHo, yto nposeneHve TICK B HeoHaTanb-
HOM nepuofe npefoTBpaLLaeT NosBeHNe KIMHUYECKUX
cumnToMoB MIC | tvna [1]. 9Tv paHHble KoppenupyioT
C TeM hakToM, 4To y naumeHToB, koTopbiM TI'CK 6bina
npoBefeHa B BO3pacTe MnapLle 9 Mec., UHTenneKTyanb-
HOe pa3BuTMe cooTBeTCTByeT Bo3pacTy. OouH u3 BO3-
MOJKHbIX BapVWaHTOB PELUEeHUs AaHHOro BOMpOCca — BHe-
OpEeHVE HeoHaTanbHOr0 CKPUHWHra AN AMarHOCTWKM
3Toro penkoro 3abonesanus. [MNOTHbIe UCCnenoBaHWs
No HeoHaTanbHOMY CKPUHWHIY, npoBefeHHble B CLUA
Ha OCHOBaHMM OMPENENneHnNs aKTUBHOCTM depMeHTa
anba-L-upypoHnaasbl, Mokasanu BbICOKMA MPOLEHT
MCBEAOHENOCTAaTOYHOCTM (PepMeHTa MO CPaBHEHMIO C
oskmpaeMbiM [1], uTo cospaeT cepbesHble MpPobreMsl
LSS NPUMEHEHWs JaHHOrO MeToda WCCefoBaHus npwu
NPOBELEHWUN CKPUHUPOBaHWS. HeoHaTanbHbIA CKPUHWHT
Ha yvacTble MyTauuu, xapakTtepHble gns MMC | Tvna,
He NMPOBOLMUTCA B CWITy BbIPAXEHHOW ansefisHon rete-
poreHHocTy 3abonesaHusa [2]. OgHako HeoHaTanbHbINA
CKPUHWMHI, OCHOBaHHbIA Ha OMOXMMMYECKOM TecTupo-
BaHMM (ompefeneHne akTUBHOCTM chepMeHTa) ¢ nocre-
OylOLLEN MOSEeKYNAPHO-TeHeTUUECKON AMarHOCTUKON,
MOXeT BbITb MOMEe3eH, MOCKOSbKY MPW BbIABMEHUN My-
TauuMi B TOMO3WUFOTHOM W KOMMAayHA-TeTepPO3nNrOTHOM
COCTOSIHMSIX, UMEIOLLMX OTHOLLEHWE K CMHApPOMY [yprep
(HoHcec-MyTaumun p.W402X, p.Q70X, MUcceHc-MyTaLmu
p.A327P, p.G51D u fp.), BO3MOKHO peLleHre BOMpoca o
paHHeM niposefeHun TICK, a npu obHapyeHnn MyTa-
LIMiA, CBA3@HHBIX C Pa3BUTUEM <MAMKOr0>» KIIMHUYECKOro
cbeHotvna (p.R8YW, p.L492P), HeobxoamMMo HasHaue-
Hue ®3T M OMHaMUYeCcKoe KIMHMYecKoe HabniopeHue
C NnocnefyoLLuM peLLeHneM Bonpoca 0 HeobxoanMocTy
nposeneHus TICK. BceM naumeHTam c oBHapysKeHHbI-
MW NaToreHHbIMU MyTauusamu B reHe IDUA ¢ HesicHbIM
KIIMHUYECKMM 3HaYeHWeM MokasaHo HasHayenne O3T.
BesycnosHo, TpebyeTcsi pa3paboTka bonee npocTbix U
YyBCTBUTENbHbIX BUOXMMUYECKMX MapKepoB Af1A NpoBe-
LEeHUs HeoHaTanbHOr0 CKPUHMHIa.

MATEPUAIbI U METO[1bl UCCIIELOBAHUA

3a nepwuog ¢ 2004 no 2018 rop B Poccuiickon neT-
CKOW KnuHMYeckor bonbHuue MwuHappaBa Poccum npo-
BepeHa 31 TICK 28 naumeHTaM ¢ KIMHUYECKUM JMarHo-
30M «M[1C |-I», cpean HUX 9 geBoyek 1 19 ManbumKoB.
Y BCcex nauneHToB Habroganuchb KIMHUYECKUe CUMNTOo-
Mbl, XapaKTepHble Lns cuHopoMma [ypnep pasnuyHom
CTeneHu BblpaeHHOCTW. Bo Bcex cnyyasix fmarHos bbin
NOATBEPXAEH DMOXUMUYECKUM U MONEKYNAPHO-TEHETU-
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YECKMM MeTojaMu B MeauKo-reHeTUYeCKOM HayyHOM
ueHTpe PAH. Y Bcex mauueHTOB 3aperncTpupoBanu To-
TanbHbI gecpuumnt doepmeHTa anbga-L-naypoHungassl
(0,01 uM/mr/18 u). Y 15 (54%) naumeHToB Bbinn 06-
HapyKeHbl NaToreHHble MyTauuu B reHe IDUA B komna-
YHO-reTepo3urotHoM n y 13 (46%) — B roMo3uroTHom
cocTosiHusIX. B 85% naToreHHbIx anner reHa IDUA beina
3apernctpupoBaHa Mytauusi p.Q70X, uyto oOTAMuaeT
HaLly BbIBOpKY MaLMEHTOB OT €BPOMEVCKON, rae Hambo-
nee vacTasi natoreHHas MyTauwus, obycnaenuBaroLlas
TAXESbIA KNMHUYECKMA doeHoTun, — p.W402X [9].

KnuHnueckoe nccnenoBaHne onobpeHo 3TUYECKUM
KomuteToM OIBOY «POKB>.

Ha ocHOBaHWM yTBEPXAEHHBIX KIIMHUYECKMX pe-
kKoMeHpaumin B Poccum un 3a pybeskom ocyLLecTBRsnIcS
TLLATENbHbIA KomnneruanbHbii 0T6op NauMeHToB C CUH-
opoMoM [ypriep NSt NPOBEAEeHWs annoreHHOW TpaHc-
nnaHTaumn. OnuTenbHOCTb MOCTTPaHCMAHTALMOHHOIO
HabnopgeHusa coctasnana ot 1 no 168 mMec. AnnoreHHas
TpaHcnaHTauus BbinonHeHa y 8 (29%) 6onbHbIX cTap-
we 2,5 ropa vy 20 nauvenTtos Mnaawe 2,5 (71%) ropa.

WHcbyaumn npenapatoM napoxvaasa B fose 100 EL/kr,
exeHenenbHo, nposoamnu 16 naunentam 3a 11-14 He-
penb fo TICK; 12 naunentam ®3T He HasHayamm B CBSI-
31 C OTCYTCTBMEM BO3MOXHOCTM NpuobpeTeHus npena-
paTa. YpoBeHb aHTUTEN Ha dhoHe BBeaeHns ®3T y HaLmx
MaLMEeHTOB He ONpeaenssnu.

TICK OoT nonHOCTbI0O COBMECTUMbIX LOHOPOB Bbina
nposefeHa y 20 (71%) nauveHToB M3 Hallen BbIBOPKM;
oT HLA 9/10 coemectmoro goHopa — Yy 8 (29%) nauum-
eHToB. TI'CK oT poacTeeHHoro goHopa — y 6 (21%) us
28 BonbHbIX. MICTOYHMKOM FeMOMO3TUYECKNX CTBOSO-
BbIX KIeTok B 25 (80%) criyuyasx Bbin KOCTHbIA MOS3T;
B 3 (9,5%) — CTBOMOBbIE KMNETKM NepudiepruUecKoil KpoBK
1B 3 (9,5%) — nynoBMHHasa KpoBb.

MwuenoabnaTuBHble  peXMMbl  KOHAMLMOHWMPOBA-
HUS Ha ocHoBe bycynbbaHa ObiM MCNOMb30BaHbI B

PucyHok 1
BeccobbiTuitHas BbisKMBaeMOCTb NaLMeHTOB ¢ CMHAPOMOM [ypnep
nocne TFCK
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19 (61%) cnyuasx; Ha ocHoBe TpeocynbaHa —
B 12 (39%). Mpodpunaktvka PTIMX BKMiouana cremyio-
LUMe npenapaTbl: aHTUTUMOLMTAPHbIV FOBYNMH, pUTYK-
cumab, TakpormMyc/umknocnopuH A, MeToTpekcaTt/mMu-
kodbeHooBast KucnoTa.

[By™M nauveHTam bbinv npoBeneHsl noBTopHble TICK
OT HEpPOACTBEHHOrO [OHOPA B CBA3N C OTTOPXEHWEM
TPaHCNIaHTaTa; OLHOMY U3 HKX BbIMofHeHbl Tpu TICK.

PE3YJIbTATbI UCCJTIEAOBAHUSA

BeccobbiTnintHasa BbIXXMBAaEMOCTb HE3aBUCUMO OT
Bo3pacTa nposeneHust TTCK y neten ¢ cungpomom [Nyp-
nep coctasuna 75% (pucyHok 1); npu TICK ot poa-
cTBeHHoro goHopa — 100%; OoT HEepOACTBEHHOIO AOHO-
pa—80% (pucyHok 2). Mpu coMecTuMocTn 9/10 obuiast
BbIKMBaAEMOCTb cocTaBuna 32%; mpuM COBMECTUMOCTU
10/10 — 95% (pucyHok 3).

OpHoW mauveHTKe MPOBeNn Be peTpaHChnaHTauum
OT HepOACTBEHHOMO foHopa (Yepes 1,7 n 2,8 roga nocne
nepsuuHoit TTCK) B CBA3K C ayTOPEKOHCTUTYLIMEN FreMo-
no33a; OOHOMY MaUMEHTY MOBTOPHYIO TPaHCMMaHTaumio
MpoBefin B CBA3M C MEPBUYHbIM OTTOPXKEHMEM TpaHC-
nnaHTaTa.

OpuH 13 CroHbIX BONpocoB annorenHon TICK —
BblbOp 3OPEeKTUBHOMO pexmMMa KOHAMLMOHUPOBAHUS.
Mo paHHbIM nuTepaTypbl, MWUenobnaTUBHLIN PeXUM
KOHOMLUMOHUPOBaHUA obecneunBaeT nyyllee MpUsKUB-
nenve 1 OyHKUMOHMPOBaHWe TpaHcnnaHTtata. 06buwias
BbI)KMBAEMOCTb npu BycynbdaH- 1 TpeocynbdaHco-
OepKallmux pekrMax KOHAWMLMOHMPOBAHWSA, MO HALLUM
[aHHbIM, He oTnuuanack (pucyHok 4). OgHako fonro-
CPOYHbIN MOSHBIN XMMEpU3M 3apernctpupoBaH B 84%
(16 us 19) cnyyaes npu npumeHeHun BycynbgpaHco-
[lepalllero peskuma 1 Tonbko B 25% (3 3 12) — npu
MCMOMb30BaHNN TPEOCyNbaHCOoAEPsKALLEr0 KOHANLN-
OHMPOBaHWA.

PucyHok 2
06Lwan BbikMBaeMocTb nocrie TTCK B 3aBUCMMOCTM OT ee BUaa
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PucyHok 3
06wwas BbixnBaeMocTb nocrne TICK B 3aBUCMMOCTM OT CTENEHU
HLA-coBMeCcTUMOCTH AOHOPa M peLunueHTa
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OCnOXHeHUs paHHEero MoCTTPaHCNIaHTaLUMOHHOIO
nepvopa: MyKo3uT 10 3-/ CTENeHW 3aperucTpuMpoBaH Y
7 (25%) naumeHToB. BoccTaHoBrEHME [OHOPCKOrO re-
MOMo33a 3adMKCMPOBAHO Yy BCEX MaLMEHTOB B MEPWOA
¢ +13 no +26-i peHb (MeomaHa — 21-it geHb). Y naum-
eHToB, nonyuvBlwmx ®3T go TICK u He nonyumBLUMX
®3T, CKOpPOCTb MPUKMBIIEHUA TPaHCNaHTaTa He OTu-
yanacb. MNOdYHKUMA TPaHCMMaHTaTa HX Yy OFHOr0 M3
nauMeHToB He Habrioganock. B nanbHeiweM y 9 (32%)
NauMeHTOB OTMeYanu ANUTENbHYI0 NePCUCTEHLMIO CMe-
LLIAHHOO XMMEPW3Ma, COMPOBOXAABLLYIOCA CHUMEHWEM
ypoBHs anba-L-noypoHnpasbl, notpebosaswyio P3T,
a B OQHOM cryyae — iByx noBTopHbiX TICK. Ynyuwexue
nokasatenen xumepusma bbino otMeyeHo y 4 n3 5 na-
LIMEHTOB, KOTOPbIM MPOBOAUAN TPaHCDY3UKN LOHOPCKUX
nuMdoumToB. Y ogHoro pebeHka, KOTOPOMY OYepenHyio
TpaHcdy3nio AOHOPCKMX NMMMAOLMTOB NPOBENM yepes
2 roga nocne TI'CK 9/10 cosMecTuMoit MaTepu, passu-
nacb PTMNX -1V cTaguu; paHee y aToro pebeHka cum-
ntomoB PTIX He oTMeyanu. PelueHne o npekpaLieHum
®3T oCHOBbIBaNOCb Ha MOATBEPMKAEHWM [OOHOPCKOro
XMMepU3Ma U HOPMarnbHOrO YPOBHS aKTMBHOCTW chep-
MeHTa anbga-L-naypoHunaassl B kposu. Y 4 (14%) ns 28
naumneHToB Habriopanacb KnuHWYeckas kapTuHa PTIX
lI-IV cTapuu; y Bcex nauMeHToB 0TMeyYeHa 3pdeKTmB-
HOCTb NPOBOAVMMOWM MMMYHOCYMNPECCUBHON Tepanuu npu
otcyTcTBum PTIX-accoummpoBaHHbIX Criyyaes neTanb-
HocTu. [MoTepsiHbl U3-nog HabniofeHns 5 nauneHToB Ha
no3nHux cpokax nocne TICK. lMocne BbiNnonHeHus anmo-
reHHon TICK oTMeueHbl BbicTpasi perpeccus pasmepos
MeYeHW 1 CeNneseHKu, yryJlleHne dpakumm Boibpoca, no
paHHbIM IXO0-KT.

JletanbHbii ncxon nocne TICK umen Mecto y
4 nauueHToB, KOTOPbIM Bblla NMpoBEfEeHa HepOACTBEH-
Hast TTCK; B 3 cnyuasx — ot HLA 9/10 cosmecTuMoro
OOHOPa; Y 3 [eTel TPaHCMIaHTaUmMIo BbIMOMHWUIN B BO3-
pacTe cTaple 2,5 rofa; oBa nauneHTa fo Havana T CK
nonyyanu wuHdpysum @G3T npenapatoM napoHupasa.

PucyHok 4
06wwasn BbikmBaemocTb nocne TICK npu pasnunyHbix pexmmax
KOHAVLMOHUPOBaHWs
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lMprunHOM neTanbHOro0 MCXOfa BO BCEX Cllyyasx cTanu
MHODEKLIMOHHBIE OCMOMHEHUS (MHEBMOHMS) C pasBuTUEM
OCTPOM NeroyHo-cepaeyvHon HegocTaToyHocTH. Mepsny-
HOe OTTOpsKeHWE TpaHcnnaHTaTa 6bino 3adhnKCMpPOBaHO
Y O[HOr0 MaLMeHTa, yMepLUero nocsie NOBTOPHOW TpaHC-
MiaHTaLMmn KOCTHOr0 MO3ra OT HEPOACTBEHHOIO AOHOPA.
Obas BbikMBaeMocTb NaumeHToB ¢ MIC I-I" cocTaBmna
82,1% [1] (pucyHok 5).

lMcmxonornyeckoe obcnenosanne o TMCK npowwmm
9 pete, B TOM uucne 6 peTeit B Bo3pacTe oT 11 po
30 ™ec. (cpemnuit BospacT — 19,33 mec.). Mcuxono-
rmueckoe obcnenoBaHe (OLEHKA KOMMYHWUKaTUBHOW,
3MOLMOHasbHOM cdiepbl, KOTHUTUBHOMO M PEYEBOro pas-
BUTWA) BbINO [OMOSIHEHO CTPYKTYPUPOBAHHBIM MHTEp-
Bblo C poauTensamu no LLikane apanTvBHOro noBepeHWs
Baitnnenn (Vineland Adaptive Behavioral Scales) —3To
OfiHa M3 Hanbornee pacnpoCTpPaHeHHbIX 3anafHbIX METO-
OVK 015 OLeHKM ypoBHS pa3sutud. LLikana BainHneHg
Mo3BONAET 0TOBPa3UTb MHAMBUAYASbHBIN CTaTyC B cdhe-
pe apfanTMBHOMO MOBENEHWS B YMCIIOBOM M OMUCaTENb-
HOM BbIPXEHWSAX W OLLeHUTb ero COOTBETCTBME YCTaHOB-
MeHHbIM BO3pacTHbIM HopMaTueaM [28]. TMcuxuueckoe
passuTVe Tpex feTeit (Bce B BospacTe [0 2 neT) Bbinio
pacueHeHO KaK COOTBETCTBYlOLLEe BO3PacTy; Yy [ABYX
[eTel BbisiBNieHa 3aflepsKKa MCUXOPEeYeBOro pasBUTUSA
(HecdopMMPOBAHHOCTb SKCMPECCHBHOM peun); y OfHO-
ro — 3aJiepKKa NCUXMYecKoro paseutus. lMcuxonoruye-
ckoe obcnenoBaHue nocne TICK npowunuv Tpu pebexka B
BO3pacTe 0T 3 10 9 NneT, UX Ncuxmyeckoe passutue boino
HEONHOPOAHbIM. Y ogHoro pebeHka (TFCK mo 18 mec.)
C HapyLUEeHUAMU CrlyXa W 3peHus, HOPMasibHbIM 0BLLUM
WHTENNIEKTOM OblIM BbISBNEHbI JIErKME KOTHWUTUBHbIE
HapyLLUeHWs: fnerkve MopanbHo-crneunduyeckme Hapy-
LLIEHUA CIlyXOpeyeBoW NaMATh, HechOpPMUPOBAHHOCTb
MPOCTPAHCTBEHHbIX  (KOOPAMHATHBLIX) NPELCTaBMNeHW.
Y nByx opyrux geteit (y oboux TICK npoBegeHo nocre
24 Mec.) BbISIBUNW CHUSKEHUE UHTESINEKTa: B OAHOM Chly-
yae ero pacUEHWNM Kak BbIPaXKEHHYIO 3a[epXKy Mcu-
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XMYECKOro pasBuTUA, @ B [PYroMm cllyyae COCTOsiHUe
NCUXMYECKUX (DYHKLMIA COOTBETCTBOBANO YMEpPEeHHON
YMCTBEHHON OTCTaNoCTM W OCTaBanocb CTabunbHbIM
Mpu NOBTOPHbIX 0bcnenoBaHusaX: Habnoganack ananus,
AedmuUMT NPOM3BOSIbHOM OpraHn3aLmMm No3HaBaTesIbHOM
AesTenbHoCTH (AedmumMT NPOrpaMMUMPOBaHNS U KOHTPO-
ns). [laHHbIE MO KOTHUTUBHBIM HapPYLLEHUAM HaMpsAMYyio
3aBUCAT OT Bo3pacTa nposefeHns T CK n nHnumansHoro
WHTENMNEKTyanbHOro pasBuTUs, YTO KOPPENUPYET C faH-
HbiMK nuTepaTypsl [14, 16, 19, 22].

3AKIIOYEHUE

B psne cnyvyaes y nauveHToB, nepeHecLUMx anso-
FEHHYIO TPAHCNIaHTaUMIO, OCTAIOTCA KIIMHUYECKME Mpo-
ABMEHWS, CBSA3aHHbIe C nporpeccupoBaHvem MIIC | Tuna,
BK/TIOYaIOLLME OPTOMEAMYECKME HapyLUEeHUs, CHUXKeHWe
3PEHMS, MOPAEHWe KramnaHoB CcepAua, KOMHWUTUBHbIE
paccTporcTsa. [lo HacTosLero Bpemern TICK nossons-
€T U3MeHWTb PpeHoTUN BonesHn: «nepeBecT» CUHOPOM
l'ypnep B chenotun lypnep—Llene unu Llene. Mpu-
MEHeHWe napoHupasbl [0, BO BPEMA TPaHCMaHTauuu
W 0O MOMHOrO MpWMUBIIEHUs TpaHcnnauTaTa (o6bluHO
3—6 Mec.) ynyuluaeT cocTosH1e nauueHTa nepen TICK.
depMeHT-3aMecTUTeNbHas Tepanusa NlapoHMLason no-
3BOJIAIET YMEHbLUMTb COMaTUYeCKune npossneHns 6ones-
HW, OCTaBLUMECH Mocrne TpaHcnnaHTaumn. Heobxoammo
MOCTOSIHHO MOHWUTOPMPOBaTb MauueHTa nocne TICK —
3TO ynyyLlaeT JONrOCPOYHbIN NPOrHo3 3abonesaHus.

Mo HawuMm paHHbIM, nocre npoeefeHus TICK
OTMeYeH AONrOCPOYHBIN MOMHLIA XnMepnam y 19 (67%)

13 28 naumeHToB. OOLLAs BbIKMBAEMOCTb COCTaBWma
75%; yacToTa pasBuTus Taxenbix dpopm PTIX — 14%.
TFCK ¢ wucnonb3oBaHneM BycynbdhaHconepsKallero
PeXMMa KOHOMLMOHMPOBaHUA — 3DEKTUBHBIN METOf
Tepanuu nauuMeHToB C CWMHAPOMOM [yprep mpu ycno-
BMM CBOEBPEMEHHOIO BbIMOSTHEHUSI TPaHCMNaHTaLuK.
Y naumeHTOB cTapLue 2,5 rofa 3TOT MeTof MOXeET bbiTb
3bdeKTUBEH, HO MNpenBapuTENbHO HeobxoauMo npo-
BECTU KOMMJIEKCHYIO OLEHKY MCUXOHEBPONOrMYECKOro
cTaTtyca, yuntbiBas, uto uenb TICK — panbHewwee ncu-
xopeueBoe pa3BuTne pebeHka. [IpuHNMMasn BO BH1MaHWe,
YTO npenapaT NnapoHuaasa He NMPOHWUKAeT yepes remMa-
To3HUedhannyeckuit bapbep, a cuHTe3 anbda-L-upy-
poHupasbl nocne TICK B rofloBHOM MO3re NMpouCXoguT
OTCPOYEHHO, MPOrHO3 MO fanbHenweMy PoOpMUPOBaHMIO
MCMXOHEBPONOrMYeCcKoro cratyca y MauMeHToB C yM-
CTBEHHOW OTCTanocTbio HebnaronpusTeH.
CoBpemeHHble nogxoabl K Tepanun MIIC | tnna:
1) TTCK — nepeas nuHusa Bbibopa ANA neyeHns naum-
€HTOB C cuHOopoMoM [ypnep B BospacTe Ao 2,5 ropa;
2) y oTAerbHbIX MaLUMEHTOB C MPOMEXYTOUHBIM (DeHo-
Tunom MIC | tuna (cuHapoM Mypnep—Llleiie) u Bbico-
KMM PWCKOM BOBIIEYEHUS B MaTONOMMYECKUN MpoLece
HEPBHOW CUCTEMbI MOXHO PacCMOTPETb BO3MOXHOCTb
nposeneHusi TTCK npu Hanuumm nopxopnsiiero [OHopa;
3) BceM naumenTam ¢ MMC | Tvna crepyeT HasHauaTb G3T
He3aBMCMMO OT CcTaguu 3abonesaHus; 4) ®3T nokasaHa
cpasy nocrne yCTaHOBMEHWsI NPaBWIbHOrO AMarHosa, Bo
Bpems u nocne TICK. CobrnilofneHne coBpeMeHHbIX MoOaxo-
LOB K JIeYEHMIO 3TOr0 penkoro 3aboneBaHns No3BonseT
YIYYULLIUTb KQUYECTBO KU3HW MaLMEHTOB U UX CEMEN.

UCTOYHUK ®UHAHCUPOBAHUS
He yka3saH.

KOH®JIUKT MHTEPECOB
ABTOpbI CTaTbu MOLTBEPAMIIM OTCYTCTBUE KOH(PIIMKTA MHTEpecos,
0 KOTOPOM HeobxoanMo CoobLLUUT.
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