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Mykononucaxapuao3 (MIC) | Tuna — HacneacTBeHHoe 3aboseBaHMe 06MeHa M3 rpynbl IM30COMHbIX 60/1€3HEN HaKOMIEHMS.
Lepuunt pepmeHTa anbpa-L-naypoHraassl 06yC/I0BANBAET HECXOKME YEHOTUMbI 6ONE3HU U Pa3HYK TAXECTb CUMITOMOB.
B HacTosiLee BpeMs BbiAENSAOT TpU peHoTuna 601e3H1: cuHapom lypaep (Mykononucaxapuaos IH, Taxxenas gopma), CUHAPOM
LLleie (mykononucaxapmao3s IS, nerkas ¢opma), cuHapom ypnep—Lllerie (Mykononucaxapuaos | H/S, npomexxytoyHas opma).
B ctatbe npeactasieHsl cayqan cuHapoma lypaep ¢ nopaxeHmem cepala, KOCTHO-MbILLIEYHOro annapara, HepBHOHM CUCTEMB,
a TaKXKe CBefeHNs 0 AMHaMUYECKOM Hab/IloieHM 1 JiedyeHn pebeHKa B yC/I0BUAX COBPEMEHHOIO MHOIONPOQUIILHOIO LiEHTPa.
loKa3aHo, 4T0 B OT/IMYUE OT EAMHCTBEHHO BO3MOMXHOIO paHee nalyimatuBHOro J1e4YeHus B HacTosLee BpeMs CyLLECTBYIOT C/le-
ayolme apOeKTMBHbIE METOAbI: HepMEHTO3aMeCTUTENIbHas Teparus, TpaHCcnaaHTaUus CTBOJIOBbIX KIETOK KOCTHOMo MO3ra,
ryrnoBMHHOM KPOBM MM NEPUGEPUIHBIX MCTOYHMKOB CTBOJIOBLIX K/IETOK, OPTONeANYECKasi KOPPEKLIUS.

Knro4deBble cnoBa: MyKornoancaxapraos, TpaHcaaHTaumns KOCTHOro Mo3ra, pepmMeHTo3aMecTUTeIbHas Teparnus, CUHAPOM
KaprasbHOro KaHana, aunatalunMoHHas KapamoMuonaTus.

(Megnatpuydeckas papmaxonorns. 2014; 11 (6): 76-79)

BBEAEHUE

CuHgpom lypnep — pefkoe HacneactBeHHoe 3abone-
BaHWE C ayTOCOMHO-PELECCUMBHbLIM TUMOM Hac/ledoBaHUS;
OTHOCUTCA K rpynne MyKomnofincaxapuao3oB (6one3Hen
HaKOM/EHWS), BbI3BAHHbIX HapyLIEHWEM OOMeHa rMKo3a-
MUWHOIIMKAHOB B pe3y/bTaTe reHeTU4eCcKn 06yCI0BNEHHOM
HEMOMHOLIEHHOCTU (GEPMEHTOB, YHaCTBYIOLMX B UX paclie-
nnexHuu [1—-4]. C HakonaeHnem rMMKo3aMUHOMIMKaHOB CBS-
3aHO nporpeccupylollee NOBPEXIEHNE KIETOK, YTO BeaeT
K MOpaKeHUI0 MHOTMX OPraHoOB U CUCTEM, TEM CaMbIM CMO-

COGCTBYS OpraHHOM HeAoCTaTO4HOCTM, YMCTBEHHOWM OTCTa-
NIOCTW M NPEXAEBPEMEHHON CMEPTH.

MaTtonormua xapakTepuadyeTcs HU3KOPOCNOCTbO (3a-
AepXKKa pocTa HaYMHAETCS K KOHLY MepBOro roga Xu3Hu);
OEeTU UMEIOT BONbLLOM Yepen, KPYTOn 106, BTAHYTbIM KOPEHb
Hoca, To/ICTble Ty6bl, 60/bLION A3bIK, XapaKTepHoe Bblpa-
EeHWe nuua (MMuo 4YesnoBeKa, BbiMeBbIBalOWEro Boay).
Pa3BnBaloTCH KOCTHblE WM CYCTaBHble aHOMasMU: MHOXKe-
CTBEHHbIN AM30CTO3, CrubaTefibHble KOHTPaKTypbl U Tyro-
NOABMMHOCTb CYCTaBOB, MPYAHOM M MOSICHWUYHbIA KMDO3,
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Effectiveness of Modern Methods of Treating Type |

Mucopolysaccharidosis Patients

Type | mucopolysaccharidosis (MPS) is a hereditary metabolic disease related to lysosomal storage diseases. Alpha-L-iduronidase
enzyme deficiency leads to dissimilar disease phenotypes and varying severity of symptoms. Researchers distinguish between three
phenotypes of the disease: Hurler syndrome (mucopolysaccharidosis IH — severe form), Scheie syndrome (mucopolysaccharidosis IS —
mild form), Hurler-Scheie syndrome (mucopolysaccharidosis | H/S — moderate form). The article presents a case of Hurler syndrome
affecting cardiac, musculoskeletal and nervous systems, as well as data on case follow-up and treatment of a child at a modern
multiprofile inpatient hospital. The article demonstrates that unlike the only previously possible palliative treatment, modern methods of
treatment, such as enzyme replacement therapy, transplantation of bone marrow stem cells, umbilical cord blood or peripheral sources
of stem cells and orthopedic correction, are effective.
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CTPOEHME KWUCTWM MO TWUMY «KOTTUCTOM Nanbl». XapaKTepHbl
paHHee TMOopaeHwe UeHTpalbHOW HEPBHOW CUCTEMDI
M ObICTPOE MNPOrpeccupoBaHUE TaKWX CUMMTOMOB, Kak
YMCTBEHHas OTCTaNoCTb, KOMMPECCUS CMUHHOIo Mo3ra
W YBENIMYEHWUE BHYTPUYEPENHOro AaBJfIEHUS, HapylleHue
3peHus (MOMYTHEHUE POrOBMLbI, MOPaXKEHWe ceTyaTKu
W cnenota). HapyweHue cnyxa BKIOYAET KOHAYKTMBHbIN
N HEMPOCEHCOPHbLIN KOMMOHEHTbI BCNEACTBUE AUCOYHKLUK
€BCTaxMeBOon TPyObl, IM30CTO3a C/YXOBbIX KOCTEW, Mopaxe-
HUS CNyXOBOro Hepsa. [1aTonorns co CTOPOHbI cepaeyHo-
COCYAUCTOM CUCTEMbI MPOSABIIAETCA MOPaAXEHUEM KlanaHHo-
ro annapata, 3HAoOKapaa, MMoKapa, KOPOHapPHbIX apTepun,
aopThl, XeNyLoYHO-KULWEYHOro TpakTa (renatocrjieHome-
ranus, 6unuapHas AMCHYHKUMSA), a TaKKe NynoYyHbIMKU UK
naxoBbIMU rpbixamu [1-3].

[nuTtencHoe Bpems naLMeHTam C MyKornonucaxapuao-
3o0m (MIC) okasbiBanacb TONbKO MNannvMaTMBHas MOMOLLb.
B 1980 r. BnepBbie ycnewHo 6bi1a NpMMeHeHa TpaHcnnaK-
Taums reMonoaTMyecKmx cTBonoBbIx Knetok (TIFCK) ana neve-
Hus MIC y rogoBanoro Manbyuka, nosjly4uBLUErO aioreH-
Hyto TICK. B HacTosiee BpeMs NOKa3aHo, YTO C MNOMOLLbIO
TICK 13 KOCTHOro mo3sra Wian MnyrnoBUHHOW KPOBM MOMHO
npeaoTBpaTUTb PA3BUTUE MHOTMMUX KIIMHUYECKUX MPOSBAEHUN
npu cuHapome lypnep [5].

Knuunyecknin ycnex TTCK 3aBucHT OT BO3pacTa NauueH-
Ta Ha MOMEHT NPOBEAEHMUS OnepaLnn, COCTOAHUSA CEPAEYHO-
COCYAMCTOW, AblXxaTeNbHOM WU HEPBHOW cucTeM y pebeHKa,
TMNa JOHopa U CMNOCOBHOCTU AOCTUYb CTABUIBLHOIO MPUKKB-
JIeHUs TpaHcnnaHTaTa 6e3 pas3BUTUS PeaKUun TpaHecniaHTaTt
NPOTUB X039KHa [6].

PaHHee npoBefeHune TICK no3sonset Nony4uThb yny4lle-
HUEe U/WnK cTabunnsaumio GYHKUMM BEPXHUX AblXaTeNbHbIX
nyTen U NErkux, cnyxa, 3peHus, GyHKLUMK cepala, YMeHb-
LieHWe renaTtocrnjieHoMeranuu U yBenmyeHue noLBUKHOCTH
cyctaBoB y nauueHtoB ¢ MIIC | tuna [5, 7, 8]. Mpwu ouek-
Ke adderkToB TICK B OTHOLIEHUU cCepaevHOM MaTosiormMm
B KPaTKOCPOYHOM MNEepPCrneKTUBE OTMEYEHbl YMEHblUeHWe
ENyLOYKOBOW runeptpodpuu, Hopmanusauns KOHEYHO-
[AMacTONMYeCcKOro obbema JIEBOrO XKenyjodka W perpec-
CUSi MOPaXeHWM aopTalibHOro U MUTPabHOrO KnanaHa
[8, 9]. OaHaKo, gaxe Npu HanMyYUK ycnewHo NpoBeAEHHOM
TFCK B OONrocpo4yHon nepcrektuBe HabnogaeTcs Mpo-
rpeccupyloulee U3MeHeHWe MWUTPasibHOr0 U aopTajbHOro
KfnanaHa — YTOJILLEHUE CTBOPOK, YBEJMYEHWUE CTENEHM
peryprutauuu v nporpeccupoBaHne HeJoCTaTOMHOCTH UK
CTEHO3a KnanaHoB.

B TeveHue nocnefHero AecATUNETUS ONS JIeYeHUS LeTen
C MyKornonucaxapugosom | Tvna Havanu npumeHaTb dep-
MeHTO3aMecTUTeNbHYyto Tepanuio (P3T) ¢ peKOMOUHAHTHbLIM
yenoBevyeckuMm depmeHToM. KaK 1 B ciydae ¢ TpaHcnaaH-
Tauuen reMornoaTUYECKUX CTBOJIOBLIX KIIETOK, paHHee npwu-
MeHeHne O3T — g0 HacTyneHUs HEeKOTOPbIX HEOOPATUMbIX
HapyLeHWn — NO3BONSAET YIydLWMTb MPOrHO3 3a60/1eBaHMS.
MonoxutenbHbi addeKT oT aencteua ®3T MOXKET BKItOYaTb
B cebs MOBbllleHWMe MNOABUXKHOCTU CYCTaBOB, CMOCOGHO-
CTU XOA4UTb, YNyYllEeHMe IEFOYHON U AblXaTelbHON hYHKUMMK,
YMEHbLIEHWE Pa3MepoB MEYEHU U CeNe3eHKU, 3HaYuUTesb-
HOE CHUXEHWE 3KCKPELMU TNIMKO3aMUHOITIMKAHOB C MOY0WM
[7-11]. Ha doHe npoBoaUMON Tepanuu OTMeYaeTcsd Moso-
HUTENbHBIM 3DDEKT B OTHOWEHWUM CEPAEYHOM NaTONOrUKU:

yMeHbLLaeTcs rmneptTpodus 1eBOro XenyaoyKa, ynydlaercs
COCTOSIHME KlanaHHOro annapara.

Mpenapatbl, NpumeHsemble npu 3T, BBOAATCA BHYTPHU-
BEHHO; OHM He MPOHMKAIOT Yepe3 remaToaHuedanuyecKknn
6apbep, TeEM CaMblM He BbI3blBatOT HEBPOIOTMYECKUX U KOT-
HUTUBHbBIX HapylweHuh. B HacTosiuiee Bpems B KayecTBe
®3T y geten ¢ MyKononucaxapuao3om | Tmna (CMHAPOMBI
[ypnep, lypnep-Lllene, Llene) npumeHsetcs napoHupasa
(Laronidase).

C uenbto AeMOHCTpaLMK KNMHUYeCcKoro addeKta coBpe-
MEHHbIX METOJOB JileYeHMs, HayaTbiXx B paHHEM BO3pacTe,
npeacTaBiAseM UCTOPUIO BONE3HU AEBOYKMN 6 NIeT C CUHAPO-
Mom lypnep.

KNUHUYECKUHA NPUMEP

B 2009 r. B Kapauonoruyeckoe otaeneHne HayydHoro
LleHTpa 340pOoBbSA JeTen NocTynuina [eBo4YKa B Bo3pacTte
3 Mec ¢ }anobaMu Ha OAbILKY, YCUIIMBAIOLLYIOCS MPU Harpys-
Ke, MOBbIWEHHY MNOTAMBOCTb, LIMAHO3 HOCOrybHOro Tpe-
YroJibHUKa.

N3 aHamHe3a M3BeCTHO, pebeHOK OT 1-i KenaHHOM
6epeMeHHOCTH, NpoTeKasllen ¢ dGeTonnaueHTapHoON Hedo-
CTaTOYHOCTbIO M YrpOo30M NpepbiBaHns. Poabl B CPOK CO CTU-
Mynsiunen n3-3a cnabocTn poJoBOM AesiTenbHOCTM. Macca
npu poxxaeHun 3800 r, annMHa 54 cMm, OueHKa No WwkKane
APGAR 8/9 6annoB. B poannbHOM JOMe AMarHOCTMpOBa-
Hbl TUMOKCMYECKaa Kapauvonatusi U orpaHuMyeHue [ABUKe-
HUMN B Ta306eApeHHbIX cycTaBax. Y pebeHKa OTAroWEeHHbIN
CEMENHbI aHaMHe3 Mo CcephaeyHO-COCyAnCTbIM 3abonieBa-
HUAM: Y Aeda Mo JIMHUMKM MaTepu — uleMMU4eckas 60ne3Hb
cepaua, y MaMbl — NpoJianc MUTPanbHOro KianaHa.

B Bo3pacte 7 [OHeM npoBedeHa axoKapauorpadus
(Ox0KT) B Hay4HOM LieHTpe cepae4HO-COCyanCTON XMpPYpruu
um. A.H. BakyneBa: 06HapyeHbl yBeSIMHEHUE NOJIOCTH NEBO-
ro }enyaoyka ao 20 MM C He3Ha4YMTEbHbIM CHUXKEHMEM €r0
COKpaTUTENIbHOM CNOCOBHOCTU (DPaKUMOHHBIN MHAEKC, DU
58-60%), MMHUMaNbHbIA CTEHO3 NIEFOYHOM apTepun C rpa-
AVWEHTOM JaBneHusa 12 mMm pT. cT. BbickadaHo npeanonoxe-
HWEe O MOCTTUMOKCUYECKOM reHe3€e BbIIBIEHHbIX UBMEHEHWUN.
PekomeHaoBaH KOHTPosib IxoKI yepes 1-2 mec.

B 3 mec npoBeaeHo KOHTposibHOe AxoKI-nccnegoBaHue:
OTMEYEHO HapacTaHWe aunaTalmm NeBOro Xenyao4vka, Hefo-
CTaTOYHOCTb MUTPAbLHOIO KnanaHa 2—3-i CTENEHU, CHUKE-
HWE COKpaTUTENbHOM CNOCOBGHOCTU MUOKapAa NoAOCTH NEBO-
ro »enygoyka (PN 20%). PekomeHpgoBaHo ob6cneaoBaHue
W Nle4eHne B Kapanonornyeckom otaenenunun HU3/.

Mpw NOCTyNNeHUN B OTAENEHWUM COCTOSIHNE pebeHKa pac-
LIeHEHO KaK TSKeNoe: KOXHble NOKPOBbI 6/1edHble C cepoBa-
TbIM OTTEHKOM, NepopasnbHbii U NepuopbuTanbHbI LMaAHO3,
NOTIMBOCTb MPU Harpy3ke u BO CHE; MAaCTO3HOCTb MSAMKMUX
TKaHen, opbllKa A0 50 B MMH C y4acTMeM BcCriomorartesb-
HOWM MYyCKynaTypbl, CepfeyHblit rop6 cnesa, paclnpeHue
rpaHuL, OTHOCUTENbHOW TYMOCTU BJIEBO [10 CPEAHEN aKCuI-
NIAPHON NIMHMK, TaxuKapaua o 150 ya/MuH, npuriayweHue
TOHOB, CUCTOJIMYECKUI LIYM MUTPaNIbHOW HEAOCTAaTOYHOCTH;
renartocnieHomeranus (neyYeHb: +6 cm, ceneseHka: +3 cM
n3-nopg pebepHon ayru). Bec 6 kr, poct 63 cm. O6palianu
Ha cebs BHMMaHWe 0coBGeHHOCTM deHoTMna: rpyboBaTtbie
4yepTbl AMLA, LWIMPOKAs MNepeHocula, LWWMPOKUI KOHYMK
HOCa, KpyrnHble HO34PW, AJIMHHBIN U TYGOKUIK GUNLTP HOca,
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Puc. 1. JebopmaLns N0O3BOHOYHMKA KIIMHUYECKM Ha MEPBOM roay
KU3HU

Puc. 2. PeHTreHorpadus rpyaHoNn KNeTKku: oTMeYatoTcs
paclumMpeHune rpaHuL, cepaua m rpybéas gedopmMaims no3BOHOYHUKA
Ha NepBOM rofly *XM3HW 40 Havana Tepanuu

Puc. 4. MNonoxutenbHas
JUHaMKKa rnocne onepawuu

Puc. 3. BanbrycHas
nedopmMauus oo onepauum

rMnepTpodus AeceH, crubaTtesibHble KOHTPAKTYPbl JIOKTEBbIX
M KONEHHbIX CYCTaBOB, OrpaHUYeHWe ABUKEHWI B NNeYEBbIX
cyctaBax, S-06pasHbIit cKonMo3 (puc. 1, 2).

YnbTpa3BykoBoe uccrnegoBaHue cepaua (3xoKl) npoae-
MOHCTPMPOBAsO pacluMpeHne BCeX NonocTen cepaua (60b-
e IEBbIX): IEBbIV Xenyaodek 42 MM (HopMma 25 mm), npa-
BbIM XenygoyeKk 10 mm (Hopma 0,7 MM), MEX3KeNya04KoBas
neperopofka 4 MM (BEpPXHAA rpaHuLia HOPMbI), aHEBpPU3Ma
MexnpeacepaHon neperopofkun. OTMeveHa aTpUOBEHTPU-
KynsapHaa peryprutaumsa (6onblie cnesa) 3—4-i CTENeHM.
CoKpaTMMOCTb MUOKapaa Pe3Ko CHUXeHa, dpaKLna BblOGpo-
ca 35%. HapyweHune gnactonmyeckon GyHKLMK N0 PeCTPUK-
TUBHOMY THy.

YuuTbiBas BblBNEHHbIE UBMEHEHMA Y pebeHKa ¢ Auna-
TalUMOHHOM KapauomuonaTuen, 3anofo3peHO Haauyune
JIN30COMHON 60ne3HU HakoreHus. [poBeaeHHas 3H3U-
MOAMArHoCTMKa MNOATBEPAMSIa Hanu4yue HacneLCTBEHHOro
MyKononucaxapuposa |H tuna (6onesHb lypnep) ¢ reHoTu-
nom 3aboneBaHms Q70X/Q70X.

[MOCKOMbKY MMENN MEeCTO BblpaXeHHble U3MEHEeHUs Co
CTOPOHbI CEPAEYHO-COCYANCTON CUCTEMBI, HE MO3BOJIAOLWNE
NPOBECTM NpeanonaraemMylo onepawmio, peleHo HavaTb Kypc
®3T napoHuaason (Anbaypasum, dxeH3anm KopnopawniuH,
CLIA) B po3e 100 en/Kr Ha OQHO BBefEHWE exeHedenb-
Ho. OHOBpPEeMEHHO MpOBOAMNACh Tepanus, HanpasieHHas
Ha KOPPEKLMIO CUMMNTOMOB CepAeYHON HeOOCTaTOYHOCTH.
locne cTtabunn3aunn COCTOSHUSA B ABYX1E€THEM BoO3pacTe
6blfla yCMNELWHO NpoBeAeHa TpaHCnaaHTauusg KOCTHOrO MO3-
ra. Heo6xoanmocTu B npogomxkeHun 3T He 6bino. [leBouke
no-rnpexHemy MNpOBOAUIM CUMNTOMATUYECKYID Tepanuio
Jl03apTaHoM.

Cnycta 3 roga nocne MpOBEAEHHOW TpaHchaaHTauuu
KOCTHOIr0O MO3ra COCTOsiHMe pebeHKa 6nvXKe K yaoBeTBO-
putenoHomy. CepaedyHo-CoCyaucTble HapylleHUs He npo-
rpeccupytoT. Mo aaHHbIM 3xoKI Habnogaetcs ymepeHHoe
paclmnpeHne NeBoro NPeacepans U BOCXoasLLen YacTu ayru
aopThbl; pa3mepsbl NoJIOCTH EBOTO XeNyA04Ka U TONLMHaA CcTe-
HOK — Ha BepxHew rpaHuLe HopMbl. CTBOPKU MUTPASIbHOMO
KnanaHa GUOPO3HO M3MEHEHbI, YTOJILLEHbI, KpaeBas 30Ha
3a/lHel CTBOPKKM Nponabupyet, MUTpanbHas peryprutauus
2-n cteneHu. CTBOPKM aopTasbHOr0 KianaHa yMepPEHHO
YNJIOTHEHbI B KpaeBOW 30He, HE3HaYUTENbHasA peryprutaums.

[eBOYKa KOHTaKTHas, CHOPMMPOBaHbl HaBbIKWM WUIPbI,
ONpPATHOCTHU, OTMeYaeTcs pa3sutue peyn. OgHaKo, nporpec-
CUPYIOT M3MEHEHUA CO CTOPOHbI OMOPHO-ABWUraTENIbHOro
annapara, TakuMe KakK KuneBuiHas Jedopmauuns rpyaHomn
KIIETKM; NJIOCKOBanbrycHas febopmaLms cTon; TyronoaBuxK-
HOCTb B JIOKTEBbIX, KOJIEHHbIX, FOJIEHOCTOMHbIX, Jly4e3ansacr-
HbIX CyCTaBaX, MEJIKUX CyCTaBaX KUCTEeM PyK; orpaHu4yeHue
pa3BefeHus 6enep. B cBA3M ¢ Hann4mMem cycTaBHOW naTto-
JIOTMK peBGeHKy NpoBeLeHO onepaTUBHOE JledeHne Basbryc-
HOM JedopMaLMK HUKHUX KOHEYHOCTEN — MoJenupyowas
peseKuus, meananbHbin reMmanndnsnoaes 6onbLedbepLo-
BbIX KOCTEMN (C LLeNblo «@apecta» 30H pPocTa M MOCTENEHHOWM
KoppeKuun aedbopmanmm HUXKHUX KOHeYHocTen). B nocneny-
fowune 7 Mec npoucxoamna nocteneHHas Koppekuns gedop-
mMauun. o onepauuun yron gepopmauuun crnipaBa v cneea
COCTaBNsJ1, COOTBETCTBEHHO, 24° 1 28°, yepes 7 mec aedop-
Maums ymeHblunnace go 14° un 16° (puc. 3, 4).

B cBA3u c xanobamu Ha OHEMeHMEe B MasbliaX KUCTH,
yXYALIEHWE MOTOPUKM NpoBefeHa muorpadus: BbISBIEH
610K NPOBEAEHMSA MO CPEeAUHHbIM HepBaM C ABYX CTOPOH.
[narHo3 noATBepXaeH YNbTPa3BYKOBbLIM WUCCNEefOBaHWEM



CpeAMHHbIX HEPBOB: 06Hapy*eHa aedbopMaL s CTBONOB cpe-
AVHHbIX HEPBOB MO TUMY «MECOYHbIX YacOB» C KOMMPeCCHeEN
rMnepTpodrMpoBaHHbIMKM KapnalibHbiMKU CBA3KaMu (puc. 5).
Y4nTbiBasi CMELaHHY0 KOHTPaKTYpy B y4e3ansiCTHbIX CyCTa-
BaX, ABYCTOPOHHWI CUHAPOM KapnasbHOro KaHana, AeBOYKe
BbINOJIHEHbI APTPON3 NIy4e3ansacTHbIX CYCTaBOB, UCCEYEHNE
NTaJOHHON CBA3KW KapnaibHOro KaHana, HEBPOIN3 CPEeAnH-
HOro HepBa.

B nocneonepauuoHHbI Nepuog OTMEYEHO Yyhy4ylleHue
YyBCTBUTENIbHOCTU U ABUraTeNbHOM GYHKLUMK B 30HE MHHEP-
BaLlMW CPeaMHHOro HepBa.

OBCYXAEHME

B HacTosiwee BpeMs Ansg nevyeHuss 60NbHbIX C CUH-
apomom [ypnep nNpUMeEHSIOT GepMEHTO3aMeCTUTENbHYIO
Tepanuio M TPaHCMAaHTaLMIO FEMOMO3TUYECKMX CTBOJIO-
BbIX K/IETOK, KOTOPbl€ 3HAYMTENIbHO YNyyllaloT COCTOsiHWE
NauneHToB M AanbHENLWWIK NPOrHO3 3aboneBaHus, OAHAKO
He aBAA0TCA paauKanbHbiMKM. O6a MeToAa NnevyeHus, npo-
BOAMMble y mauneHToB ¢ MIC | TMna, oKa3biBatoT Moso-
UTENbHOE B/IMSIHME Ha MoKal3aTenu cepaeyvyHown aestenb-
HOCTW, B TOM 4YuC/le YMEHbLaloT runepTpodumio MMoKapaa
neBoro enygodka [9, 11], Tem He MeHee, KaK MOKa3bl-
BaeT MNpPeACTaBNEHHbIM KIMHUYECKUI NpUMeEpP, HECMOTPS
Ha ya4yHO NPOBEAEHHYIO TPAHCMNIaHTaLMI0O KOCTHOMO MO3ra
1 ®3T, HepeaKo OTMEYaEeTCs NPOrpeccnupoBaHmne NaToorMm
OMOPHO-ABUraTeNbHON CUCTEMbI. TakKMe U3MEHEeHUs peako
OblBalOT KaTaCTPODUYECKUMU WU YIPOXKAIOWMMU HKU3HMU,
HO YacTO OrpaHMYMBalOT AEATENbHOCTb U Ka4yeCTBO XU3HM
pebeHKa. [nsa ontTuMnsaumm GyHKLUMOHUPOBAHUSA OMOPHO-
ABWUraTeNibHOM CUCTEMbI 3a4acTylo TPebyloTcs Xupypruye-
CKMe BMewaTtenbCcTBa. PaHHAA oLeHKa CoCTosIHUS pebeHKa
C MYKOMO/JMCaxapmnao3oM SABASETCA pelatolen ana onpe-
AeneHns HeobxoauMMbIX CMOCOOGOB JieHeHUHA, CMOCOBHbIX
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Puc. 5. ledbopmauusi HepBHOro
CTBOSIA MO TUMY «MECOYHbIX
4yacoB»

YyAy4WKWTb KayecTBO €ro
*n3Hu [10]. B aton cBg-
3K NleyeHue cnepyeT Hauu-
HaTb KaK MOXHO paHblle.
B cnyvyae HeBO3MOXHOCTU
npoBegexHns TICK B paH-
HWE CPOKM 3aboneBaHus,
HEO6X0AMMO  Ha4yuHaTtb
®3T g0 MOMEHTa TpaHc-
naaHTauuu. YcnewHas
TpaHcnnaHTaumMa reMmonos-
TUYECKUX CTBOJIOBbIX Kie-
TOK B paHHEM BoO3pacTte
[laeT BO3MOXHOCTb COXpa-
HWUTb  WHTENNEeKTyallbHOe
pa3BuTUe y BOMbLIMHCTBA AeTew [6].

NMoMMMO MeaMKamMeHTO3HOW Tepanun, IPHEKTUBHO NPo-
BeAEHNE CEMENHbIX U UHAMBUAYANbHbIX 3@HATUM C MCUXO-
norom. Kpome TOro, nauumeHTCKWe opraHu3auuun npepo-
CTaBNAOT HEOLUEHWMble BO3MOXHOCTU B OOLEHUN CEMEN
¢ 60/1bHbIM PEBGEHKOM C Lie/Ibio 06MeHa HbOopMaLMen ¢ apy-
TMMW JIIOAbMU, UCTIbITbIBAIOLWMMMU TE e Npobnembl.
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