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Mykononncaxapuvgo3d (MI1C) | Tnna — HacieaCcTBEHHOE 3abo/ieBaHNe 0OMeHa U3 rpyrrbl IM30COMHbIX 60/1€3HEN HAKOMIEHUS.
Aepuunt pepmeHta anbda-L-maypoHnaassi 06yC/10BMBAET HECXOXKMNE (BEHOTHIbI 60NE3HN U Pa3HYI TSXKECTb CUMIITOMOB.
B HacToslee BpeMs BbiAENSIOT Tpu peHoTHNa 601e3HU: cuHApoMm [ypaep (Mykonoancaxapuaos IH, Tsxkenas opma), cMHAPOM
LLlerie (myKononmcaxapuaos IS, nerkas popma), cuHapom lypnep—LLene (MyKkononmcaxapmuaos | H/S, npomexytoyHast popma).
B cTatbe npeacTtaB/ieHbl caydan cuHapoma [ypaep ¢ nopakxeHmem cepala, KOCTHO-MbILLEYHOro annapara, HEPBHOM CUCTEMBI,
a TaKkXKe CBEeAEHMS 0 AMHAMMYECKOM HabOAEHUU U IeYEHMU PEBEHKA B YC/I0BUSIX COBPEMEHHOIO MHOIOMPOdUIbHOMO LIEHTPA.
[MoKka3aHo, 4TO B OT/IMYME OT €ANHCTBEHHO BO3MOXHOIO PaHee naaiMaTMBHOMO IeYEHUS B HACTOSLLEE BPEMS CyLLECTBYIOT C/ie-
ayrolme 3pOeKTMBHbIE METOAbI: GePMEHTO3aMECTUTE/IbHAs Teparnus, TPaHCMIaHTaLMUs CTBOIOBbIX KIETOK KOCTHOro MO3ra,
MyrnoOBUHHOM KPOBM MM NEPUPEPUIHBIX MICTOYHUKOB CTBOJIOBbIX KIIETOK, OPTONEANYECKas KOPPEKLIUS.

Knro4deBble cnoBa: MyKononucaxapuaos, TpaHCmaaHTalumus KOCTHOro Mo3ra, pepMeHTO3aMeCTUTE/IbHas Tepanus, CUHAPOM
KaprasabHOro KaHana, gunataLUmMoHHas KapamomuonaTusl.

(Meanatpnyeckas papmaronorus. 2014; 11 (6): 76-79)

BBEAEHUE

CuHapowm lypnep — peaKkoe HacneacTBeHHOe 3abone-
BaHWE C ayTOCOMHO-PeLEeCCUMBHbIM TUMOM HacneaoBaHUs;
OTHOCUTCA K rpynne MyKononucaxapuao3oB (601e3Hen
HaKOMMEeHWS), BbI3BaAHHbIX HapylleHneM obMeHa ruKo3a-
MUWHOITIMKaHOB B pe3y/bTaTe reHeTU4ecKn o6yC10BNEHHOM
HEMOMHOLLEHHOCTU GEPMEHTOB, Y4aCTBYIOWMX B UX paclue-
nneHuu [1—4]. C HaKonJeHNeM rMMKo3aMUHOTIMKaHOB CBS-
3aHO nporpeccupyloliee NoBpeXAeHNe KNEToK, YTo BeaeT

Cco6CTBYS OpraHHOW HeAoCTaTOYHOCTWU, YMCTBEHHOW OTCTa-
JIOCTU U NPEXAEBPEMEHHON CMEPTH.

MaTtonorua xapaKTepu3dyeTcs HU3KOPOCNOCTbIO (3a-
[lepXKKa pocTa HaYMHaEeTCs K KOHLY NepBOro roaa »u3Hwu);
[eTV UMeLOT 60NbLLOK Yepen, KPyTon 106, BTSHYTbIM KOPEHb
HOCa, TONCTble ryObl, 6OMbLWON A3bIK, XapaKTepHOe Bblpa-
eHne nuua (MMuo YenoBeKa, BbIMIEBbIBAOWErO BOAY).
Pa3BMBaloOTCA KOCTHbIE M CyCTaBHble aHOMalMKU: MHOXe-
CTBEHHbIN ON30CTO3, CrubaTesibHble KOHTPaKTypbl U Tyro-

K NOpa*eHUo MHOIrMX opraHoB U CUCTEM, TEM CaMbIM CIO- NOABUXHOCTb CYCTaBOB, MPYLAHOM W MOACHUYHbLIN KMbO3,
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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 KUCTU MO TUMY «KOITUCTOW Nanbl». XapaKTepHbl
paHHee nopaKeHue UeHTpaibHOM HEPBHOW CUCTEMDI
M ObICTPOE MNPOrpeccupoBaHMe TaKMX CUMMTOMOB, Kak
YMCTBEHHas OTCTaNoCTb, KOMMPECCUS CMUHHOrO Mo3ra
W yBEJMYEHWE BHYTPUYEPENHOro AaBfiEHUS, HapylleHue
3peHust (MOMYTHEHME POrOBMUbI, MOParKEHWE ceTHaTKK
M cnenota). HapylweHue cnyxa BK/IHOYAET KOHAYKTUBHbIN
M HEMPOCEHCOPHbIM KOMMOHEHTbI BCNeacTBME AUCOHYHKLMK
eBCTaxMeBOW TPyObl, AN30CTO3a C/IYXOBbIX KOCTEN, NOparke-
HWS CAYXOBOro Hepsa. [1aTonorns co CTOPOHbI CepAeyHOo-
COCYAMNCTON CUCTEMbI MPOSIBASETCSA MOPAXKEHUEM KNanaHHo-
ro annapata, 3HAOKapAa, MMOKapaa, KOPOHapPHbLIX apTepui,
aopThl, XKeNyAo4YHO-KUWEYHOro TpakTa (renatocnjieHome-
ranus, unnapHas OUcPyHKUMS), a TakKe NynoYHbIMU UK
naxoBbIMW rpbixkamu [1—3].

AnuTtenbHoe Bpemsi nauueHTam C MyKonoaucaxapuao-
3o0M (MIC) okasblBanacb TO/bKO ManiMaTMBHas MOMOLLb.
B 1980 r. Bnepsble ycnewHo 6blia NpUMEHeEHa TpaHCniaH-
Tauusa reMonoaTMyeckux cTBonoBbix Knetok (TFCK) anga neve-
Hus MIC y rogoBanoro mMasbyuKa, Nofy4yuBLlIEro anforeH-
Hyto TICK. B HacTosllee Bpems NoKa3aHo, YTO C MOMOLLbIO
TICK M3 KOCTHOro mMo3sra Wau MNynoBMHHOM KPOBWU MOXKHO
npesoTBPaTUTb PA3BUTUE MHOMUX KIIMHUYECKMUX MPOSIBAEHUN
npu cuHapome lypnep [5].

KnuHuyeckum ycnex TFCK 3aBUCKT OT Bo3pacTa nauueH-
Ta Ha MOMEHT NPOBEAEHMS onepaLnn, COCTOSHNUSA CEPAEYHO-
COCYAMCTON, OblxaTelbHOW W HEPBHOW CUCTEM Y pebeHKa,
TMna oHOpa M CrNoCOBHOCTU AOCTUYb CTABGUIbHOIO MPUKKUB-
NIeHUs TpaHcnnaHTaTa 6e3 pas3BUTUS Peakuun TpaHcnaaHTaT
NPOTUB XO035IMHa [6].

PaHHee npoBeaeHne TTCK no3BOASET NOAYYUTb yay4lle-
HUE /AN cTabunuaaumio GyHKLUU BEPXHUX AblXaTeNbHbIX
nyTen u Nerkux, cnyxa, 3peHus, GyHKUuK cepgua, yMeHb-
LeHWe renatocnieHoMeranum u ygenmyeHme noaBuKHOCTU
cyctaBoB Yy nauuneHtoB ¢ MIC | Tuna [5, 7, 8]. Mpu oueH-
Ke addektoB TICK B OTHOLWEHUM cepaedHOM naTosiormu
B KPaTKOCPOYHOM NEepCrneKTMBE OTMEYEeHbl YMEHbLUEeHUe
Xenyao4koBow runeptpoduu, HopManm3auns KOHEYHO-
AMacToNMyecKoro obbema fIEBOro Kenygodyka W perpec-
CUSi MOPaXKeHWM aopTaNbHOro M MUTPaNbHOrO KinanaHa
[8, 9]. OgHaKo, oaxe Npu Haan4YuK ycnewHo NpoBeaeHHOoM
TFCK B ponrocpo4yHon nepcrnektuBe HabnwogaeTcs Mnpo-
rpeccupyloulee M3MeHeHWe MWUTPaNbHOrO U aopTaibHOMo
KnanaHa — YTOJLLEHNE CTBOPOK, YBEJMYEHWE CTEMEHMU
peryprutauumn n nporpeccupoBaHne HeaoCTaTOMHOCTH MK
CTEHO3a KNnanaHos.

B TeyeHune nocnegHero AecaTMneTUs ans nevyeHus geten
C MyKononucaxapuao3om | Tuna Hadanu npumeHaTb dep-
MeHTO3aMecTuTeNbHYto Tepanuio (P3T) ¢ peKOMOBUHAHTHbBIM
yenioBe4YeckMM depmeHToM. Kak u B cnydyae ¢ TpaHcnaaH-
TauMen reMonoaTUYECKUX CTBOSIOBLIX KETOK, paHHee npwu-
MeHeHne 3T — [0 HaACTyNIeHUs HEKOTOPbIX HEOBPATUMbIX
HapyLeHn — NO3BOASET YNyylWnTb NPOrHO3 3a60/eBaHuMs.
MonoxuTtenbHbi 3pdeKT oT aencTeua 3T MOXKET BKItOYATb
B cebs MnoBbllWeHMe MOABUXHOCTM CyCcTaBOB, CMOCOGHO-
CTU XOAUTb, YNy4LIEHUE IEFOYHON U AbIXaTeNbHON QYHKLMUK,
YMEHbLIEHNE Pa3MEepPOB MEYEHU U CENe3eHKU, 3HaYuUTesb-
HOE CHUXEHME IKCKPELMM MNIMKO3aMWUHOIIIMKAHOB C MO4YOM
[7-11]. Ha doHe npoBOAUMON Tepanun OTMeYaeTcs Moso-
XUTENbHbIN 3PDEKT B OTHOLIEHUN CEPAEYHOM NaToNormu:

YMEHbLIaeTca runeptTpodus NeBoro Xenygoyka, yaydlaercs
COCTOSIHME KNnanaHHOro annapara.

Mpenapatbl, NpumeHsemble npu 3T, BBOAATCH BHYTPU-
BEHHO; OHW HEe MPOHMKAIOT Yyepe3 remaTosHuedannyecKknn
6apbep, TeM CaMblM HE BbI3blBaOT HEBPONOTMYECKUX U KOT-
HUTUBHbIX HapylweHWn. B HacTosiwee BpeMs B KadvecTBe
®3T y getent ¢ MyKononucaxapuao3om | Tmna (CMHAPOMBI
lypnep, lypnep—Llene, Lllene) npumeHseTcs napoHuaasa
(Laronidase).

C uenblo AeMOHCTPaLMN KIMHMYeCKoro addeKTa coBpe-
MEHHbIX METOAOB NEYEeHMs, HayaTblX B paHHEM Bo3pacTe,
npeacTaBasgseM UCTOPUIO 60NIE3HU AEBOYKM 6 NeT ¢ CUHAPO-
Mowm lypnep.

KNUHUYECKUA NPUMEP

B 2009 r. B Kapauonoruvyeckoe otaeneHue HayydHoro
LleHTpa 340pOoBbS AeTew NocTynuina [JeBOoYKa B Bo3pacTe
3 Mec ¢ anobamu Ha OfblILLKY, yCUIMBAIOLLYIOCS MPU Harpys-
Ke, MOBbIWEHHYO MOTAMBOCTb, LMAHO3 HOCOry6HOro Tpe-
YrofbHUKa.

M3 aHamHe3a M3BECTHO, pebeHOK OT 1-M KenaHHoWM
6epeMeHHOCTH, NpoTeKaBlen ¢ geTonnaueHTapHoM Heno-
CTaTOYHOCTbIO M Yrpo30#M npepbiBaHUs. Poabl B CPOK CO CTH-
MynaumMen us-3a cnaboctn poaoBoW aesaTenbHOCTU. Macca
npu poxaeHmn 3800 1, givHa 54 cMm, OLEHKa Mo LWKane
APGAR 8/9 6annoB. B poavnbHOM goMe AuMarHoCTMpoBa-
Hbl TMMOKCUYEecKas Kapauonatusi U OorpaHu4yeHue [BUKe-
HUW B Ta306edpeHHbIX cycTaBax. Y pebGeHKa OTArOLLEHHbIN
CEMEWHbIN aHaMHe3 Mo CepaevYHO-CocyaucTbiM 3aboneBa-
HUSM: Y AeAa Mo NMHUKM MaTepn — uUllemuyeckas 601e3Hb
cepaua, y Mambl — nponanc MUTPasbHOro KianaHa.

B Bo3pacte 7 paHewn npoBefdeHa axoKapauorpadus
(OxoKTI) B Hay4yHOM LEeHTpe cepAeyYHO-COCYANUCTON XMpPYyprumn
M. A. H. bakyneBa: o6Hapy»eHbl yBeIM4eHne noaocTu 1eBo-
ro »enyaoyka 4o 20 MM € He3HaYUTENbHbIM CHUXEHWEM ero
COKpaTUTENIbHOM CNOCOBGHOCTU (DpPaKLMOHHbIA MHAEKEC, DU
58-60%), MUHUMasbHbIA CTEHO3 NEro4YHOW apTepuun ¢ rpa-
OVEHTOM JaBneHus 12 MM pT. cT. Bbicka3zaHo npeanonoxe-
HWE 0 NOCTTUMOKCUYECKOM reHe3e BbISIBEHHbIX UBMEHEHWM.
PekomeHaoBaH KOHTpob IXOKI yepes 1-2 mec.

B 3 mec npoBeaeHo KoHTposibHOe AxoKI-nuccnegoBaHue:
OTMEYEHO HapacTaHWe agunaTalmm NeBoro Kenygoyka, Hefo-
CTaTOYHOCTb MUTPANbHOrO KnanaHa 2—3-1 CTENEHU, CHUKeE-
HWe COKpaTUTENbHOM CNOCOGHOCTU MUOKapAa NOAOCTH NEBO-
ro xenygoyka (PN 20%). PekomeHaoBaHo o6GcnenoBaHue
W NledyeHne B Kapauonornyeckom otaeneHnn HU3/.

Mpu NOCTyNNEHUN B OTAENEHWM COCTOSIHNE pebeHKa pac-
LIeHEHO KaK TsXKenoe: KOXKHble MOKPOBLI 6/iedHble ¢ cepoBa-
TbIM OTTEHKOM, NepopasbHbli U NePUOPOUTaNbHBIR LIMaHO3,
NOTAMBOCTb MPW Harpy3ke v BO CHE; MacTO3HOCTb MSAMKMX
TKaHen, ofblwKa A0 50 B MMH C y4acTMem Bcrnomorartesb-
HOWM MYyCKynaTypbl, cepheyHblit rop6 cnesa, paclwupeHue
rPaHuL, OTHOCUTENbHOM TYMOCTU BAEBO [0 CPEeAHEN aKCcui-
NAPHON NUHUKU, TaxnKapansa Ao 150 ya/MuH, npuriylweHue
TOHOB, CUCTOSIMYECKUI LIYM MUTPaNbHOW HEAOCTAaTOYHOCTH;
renatocnieHomeranus (neyveHb: +6 cm, ceneseHka: +3 ¢m
n3-nop pebepHon ayrun). Bec 6 Kr, poct 63 cm. O6pawanu
Ha cebs BHUMaHMEe OCOBGEHHOCTU deHoTuna: rpyboBaTtbie
4yepTbl AMLa, WKMPOKas MNepeHocuua, LWWMPOKUI KOHYMK
HOCa, KpynHble HO3APU, OIMHHBIN U TNy6OKUI GUNLTP HOCa,

~
~

NEAUATPUYECKAA ®APMAKOJIOTUSA /2014/ TOM 11/ N° 6



JAuvarHocTtuKa B neguaTpuu

Puc. 1. JepopmaLms N0O3BOHOYHUKA KIIMHUYECKM Ha NEPBOM roay
KU3HU

Puc. 2. PeHTreHorpadus rpyaHoin KNeTku: oTMevaroTes
paclunpeHune rpaHuL, cepaua v rpybas gebopmaLins No3BOHOUHUKa
Ha NepBOM roAy M3HW JO Havyana Tepanuu

Puc. 4. MNonoxutenbHas
[MHaMKKa nocne onepawmu

Puc. 3. BanbrycHas
nedopmaums o onepaLum

runepTpodusa aeceH, crubaTtesbHble KOHTPAKTYPbl TOKTEBbIX
U KONEHHbIX CYCTaBOB, OrPaHUYeHWe ABUKEHWUI B NAeYEBbIX
cycTaBax, S-o6pasHbii cKonMo3 (puc. 1, 2).

YnbTpasBykoBoe uccneaoBaHue cepaua (3xoKr) npoae-
MOHCTPMPOBanNo paclinpeHne Bcex nonocten cepaua (6onb-
e neBbIX): NeBbIV Kenyaoyek 42 mm (Hopma 25 mm), npa-
BbIf Xenyaodek 10 mm (Hopma 0,7 MM), MeXKenyao4ykoBas
neperopogka 4 MM (BEpPXHSS rpaHuLa HOPMbI), aHEBpPU3Ma
MexnpeacepaHon neperopogkun. OTMeveHa aTpUOBEHTPU-
KynsipHaa peryprutauusa (6onblue cnesa) 3—4-i CTeneHu.
CoKpaTMMOCTb MMOKapAa Pe3Ko CHUXeHa, dpaKLums BblGpo-
ca 35%. HapylieHne anactonnyeckon GbyHKLMK Mo PECTPUK-
TMBHOMY TUMY.

YuuTbiBas BbliBNEHHbIE UBMEHEHMS Y pebeHKa ¢ guna-
TaUMOHHOW KapauvomuonaTven, 3anofo3peHo Hanuyune
IM30COMHON 60ne3HM HakonneHus. lpoBeaeHHas 3H3U-
MOAMArHOCTMKa MNoATBEpAMNa HanuymMe HacneaCTBEHHOro
MyKononucaxapugosa IH tuna (6one3Hb lypnep) ¢ reHotu-
nom 3a6oneBaHmnsa Q70X/Q70X.

MoCKONbKY MMENn MEeCTO BblpaxeHHble U3MEHEHUS CO
CTOPOHbI CEPAEYHO-COCYANCTON CUCTEMBI, HE MO3BOJIAOLWMNE
NpoBECTV NpeanonaraeMyto onepaLmio, peleHo HavyaTb Kypc
®3T napoHuaason (Anbaypasum, [dxeH3anm KoprnopanliuH,
CLIA) B po3e 100 en/Kr Ha O4HO BBe[EHWE exeHeaelb-
Ho. OHOBPEMEHHO MPOBOAWMNAChH Tepanus, HanpasieHHas
Ha KOPPEKLMIO CMMMTOMOB CepAeYHOM HeaoCTaTOYHOCTMU.
Mocne crtabunusaumy COCTOSIHUS B ABYX/€THEM BoO3pacTe
6blna ycnewHo npoBefeHa TpaHcnaaHTaumns KOCTHOro Mo3-
ra. Heo6xoanmocTn B npoaomkeHmm ®3T He 6bino. [leBoyKke
no-npexHemy MNPOBOAUIM CUMNTOMATUYECKYD Tepanuio
Nlo3apTaHoM.

Cnycts 3 roga nocne npoBeAEHHOW TpaHcniaHTauuu
KOCTHOro MO3ra coctosiHMe pebeHKa 6auke K yaoBneTBO-
putenbHomy. CepaeyHO-CoCyanCTble HapyleHUs He npo-
rpeccupytoT. Mo aaHHbIM 3xoKI Habniogaetca ymepeHHoe
paclnpeHne NeBoro Npeacepans u BOCXOAsLEN YacTu ayrm
aopTbl; pa3mepbl NOIOCTM NEBOI0 XeNyAoUKa U ToNLMHa cTe-
HOK — Ha BepXHeM rpaHuLe HopMbl. CTBOPKM MUTPaNbHOIO
KnanaHa ¢GWOPO3HO M3MEHEHbI, YTONLLEHbI, KpaeBas 30Ha
3afHen CTBOPKM Nponabupyet, MUTPanbHas peryprutauus
2-n cteneHn. CTBOPKM aopTanbHOro KiamnaHa yMepeHHO
YNAOTHEHbI B KpaeBOW 30He, HE3HaYUTENbHAs peryprutaums.

[leBO4YKa KOHTaKTHasi, cHopmMMpPOBaHbl HaBbIKM WMIpbI,
ONpPSATHOCTH, OTMeYaeTcs pa3suTue peyn. OgHaKo, nporpec-
CUPYIOT M3MEHEHMSA CO CTOPOHbI OMOPHO-ABWUraTENbHOrO
annaparta, TakMe Kak KuneBuiHas gedopmauus rpyaHomn
KNETKK; NNIOCKOBanbrycHas gebopmalms cTon; TyronoaBuK-
HOCTb B JIOKTEBbIX, KOJIEHHbIX, FOIEHOCTOMHbIX, y4e3ansacT-
HblX CyCTaBaX, MENKMX CyCTaBaxX KMCTEeM PyK; orpaHuyeHue
pa3BefeHus 6eaep. B cBA3M C HanMyMeM cycTaBHOW naTo-
NorMn pebeHKy NpoBeeHo onepaTUBHOE NiedeHne Banbryc-
HOW AedopMaLMm HUKHUX KOHEYHOCTEN — MOAENUpyloLLas
peseKuus, meananbHblin reMnanndunsnones 6onbLedepuo-
BbIX KOCTEM (C LeNblo «apecTa» 30H pocTa M MOCTENEHHOWM
KoppeKumn gedopmaLnmn HUKHUX KOHeYHocTen). B nocneay-
lowune 7 mec Npoucxoamna nocteneHHas KoppeKkuns aedop-
mMauuun. o onepauun yron gedbopmalmu cnpasa v cnesa
COCTaBNs/, COOTBETCTBEHHO, 24° 1 28°, yepe3 7 mec aedop-
Mauus ymeHblunnack Ao 14° n 16° (puc. 3, 4).

B cBa3K C Kanobamu Ha OHEMeHMe B ManblLax KUCTH,
yXyZleHWe MOTOPUKM MpoBefeHa muorpadus: BbISBAEH
610K NPOBEAEHUS MO CPEAUHHbIM HepBam C [ABYX CTOPOH.
[narHo3 noATBEpP)KAEH YNbTPa3BYKOBbIM WCCNeAOBaHWEM



CpeanHHbIX HEPBOB: 06HapyxeHa gedopMaLins CTBOIOB cpe-
OVHHbBIX HEPBOB MO TUMY «MECOYHbIX YaCOB» C KOMMNpeccuewn
rmnepTpodmnpoBaHHbIMKU KapnasabHbIMK CBSA3KamMu (puc. 5).
Y4uTbiBas CMeLLaHHY0 KOHTPaKTYpy B Jly4e3ansiCTHbIX cycTa-
BaXx, ABYCTOPOHHWUI CMHAPOM KapnanbHOro KaHana, AeBOYKe
BbIMOMHEHbI @apTPONM3 Nly4e3ansCTHbIX CyCTaBOB, UCCeYeHMEe
NafjOHHOM CBAIBKM KapnasbHOro KaHana, HEBPON3 CPeanH-
HOro HepB.a.

B nocneonepauMoOHHbIN Mepuos OTMEYEHO YNyylleHne
YyBCTBUTENBHOCTU W ABUraTeNbHON GYHKLMK B 30HE MHHEP-
BaLKW CPEANHHOrO HepBa.

OBCYXAEHUE

B HacTosiulee Bpems Ans fie4eHUs OONbHbIX C CWH-
apomom lypnep NpuMeEHST GepMeHTO3aMeCcTUTENbHYIO
Tepanuio U TpaHCnaaHTaLMIo remMono3aTUYECKUX CTBOJIO-
BbIX K/IETOK, KOTOPble 3HA4YMTeNbHO YAy4lWatoT COCTOSIHUE
nayuMeHToB U AalbHEeNLWKWM NporHo3 3aboneBaHuns, ogHaKo
He ABNATCH paauvKanbHbiMU. OB6a mMeToda JieYeHus, npo-
BoAMMble Yy nauueHTtoB ¢ MIC | TMna, oKka3biBaOT NoOO-
WUTENbHOE BNWSIHME Ha NoKasaTenn cepaeyvyHon gesdtenb-
HOCTW, B TOM 4MUCNEe YMEHbLIAKOT rMnepTpoduio MMoKapaa
neBoro xenygodka [9, 11], TeM He MeHee, KaK MoOKa3bl-
BaeT NpeacTaBNE€HHbIN KIMHUYECKUM MNpuUMep, HECMOTPS
Ha yAa4yHO NPOBEAEHHYI0 TPaHCNIaHTaLM o KOCTHOMO Mo3ra
n O 3T, HepeaKo oTMeYaeTcs NPOrpeccMpoBaHme NaTonornm
OMNOpPHO-ABUraTe/IbHON CUCTEMBI. TaKne M3MEHEeHUs peako
6bIBaOT KaTacTPOPUUYECKUMU WU YTPOXKAWMMN KUSHMU,
HO YacTO OrpaHWYMBalOT AEATENBHOCTb M KA4yeCTBO KU3HM
pebeHKa. na ontumm3aummn GyHKLMOHUPOBAHUS OMOPHO-
ABUraTeNlbHOM CUCTEMbI 3a4acTylo TPeOBYIOTCH XMpypruye-
CKMe BMelwaTtenbcTBa. PaHHSA oLeHKa COCTOsIHUSA pebeHKa
C MyKOMo/Jncaxapuao3om fBNSETCS pelualolen ana onpe-
[eneHnss HeobxoAuMMbIX CMNOCOOOB NeYeHUs, CrnocobHbIX
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Puc. 5. [lepopmauma HepBHOro
CTBOJIa MO TUMY «MECOYHbIX
4yacos»

YyAy4yWKnTb KayecTBO €ro
¥u3Hu [10]. B aton cBS-
3K NleyeHne cneayeT Hauu-
HaTb KaK MOXHO paHblue.
B cnyvyae HeBO3MOXKHOCTHU
nposegeHuns TICK B paH-
HWEe CpPOKKM 3aboneBaHus,
Heob6xoaMmo Ha4YuHaTb
®3T 0o MOMeHTa TpaHc-
nnaHTauuu. YcnewHasa
TpaHcnNaHTaumMs remMonos-
TUYECKMX CTBOJIOBbLIX Kile-
TOK B paHHEM Bo3pacTte
JaeT BO3MOXHOCTb COxpa-
HWUTb  WMHTENNEeKTyalbHOe
pa3BuTUe y 60JbLUIMHCTBA AeTen [6].

MoMMMO MeauKaMeHTO3HOM Tepanuun, adOEKTUBHO NPo-
BefleHNe CeMeNHbIX U UHAWBWAYabHbIX 3aHATUI C MCUXO-
norom. Kpome Toro, mauMeHTCKMEe opraHu3auuu npepo-
CTaBASAOT HEOoLeHMMble BO3MOMXHOCTU B OOLLEHWU CeEMEW
€ 60/1bHbIM PEBEHKOM C Lief1blo 06MeHa HopMaLumen ¢ apy-
MM NIOAbMM, UCTbITbIBAIOWMMU T e NPobaembl.

CpeauHHbIA HepB

3AK/IIOMEHME

OCHOBHbIMW COBPEMEHHBIMU TEPANEBTUYECKMMM MOAXOAA-
MU y MALMUEHTOB C MyKoMoMcaxapuao3amu aBasiotes GepmeH-
TOo3aMecTUTeNbHas Tepanus, TpaHCnIaHTaumMs CTBOOBbLIX Kie-
TOK KOCTHOrO mMo3ra, NynoBMHHOM KPOBK WMAN NepudepuinHbix
MCTOYHMKOB CTBOJIOBbIX KNETOK, OPTONEeAnYecKas KoppeKLms.
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