Bone3Hn aMMHOKUCITIOTHOIo obmMmeHa

XapaKkTepHbIM MoYTn 4ns Bcex 3adbonesBaHnin 3Ton rpynnol
ABMAETCA TUN HacnegoBaHUA - ayTOCOMHO-PELIECCUBHBIN, T.
e. 25% noTomcTBa ABYX KNMMHUYECKU 300POBbLIX HOCUTENEW
(reTepo3unroT) okasbiBaeTcHa NopakKeHHbIM.

O0Wwmm BUoOXMMMNYECKUN NMPU3HaK - aunao3 TKaHeEN U
aMuHoayuodypus (cornacHo 3ToOMy CUMNTOMY Ha3bIBaeTCHA
BCA rpynna 3abonesaHun).

Hecneyndpunyeckne KnnHM4Yeckne npusHakn: peoTa,
00e3BOXNBaHNE opraHm3ama (MHTOKCUKALMOHHbBIN CUHOPOM),
HEBPONOrMYyeckne HapyLleHnsa - neTaprmyeckoe CoctoaHue

nnun Bo3byxaeHne, CyaopPOXHbIN CUHOPOM.

C BO3pacToM NnosABnAeTCs 3agepkka NCUXOMOTOPHOIo
pPa3BUTUS, perpeccusa NpnobpeTeHHbIX paHee HaBbLIKOB,
YMCTBEHHAas OTCTanocCThb (BNNOTb 40 MOUOTUN) U 3a4epPXKKa
don3n4ecKkoro pasBuUTuUS.



®eHunkemoHypusi (PKY) (E70.1)

(12g24.1 PAH, PKU1 nnu - B cny4vae gedpvuuta gurngpontepnanHpenykrasol - 4q15.1)
YacToTta 1:10 000.

PebeHok poxaaeTtcs 30opoBbiM. PeHOTUNNYECKME NMPU3HAKK - CBETIbIE BOSOCHI, CBETNAsd
KoXka, ronybsle rnasa. KnuHnyeckmne cumntombl PKY (ymMCTBEHHasi OTCTanNoCTb,
CYLOPOXHbIN CUHOPOM, r’MNepKMHesbI, MOXoAKa, No3a “MopPTHOr0”, CKNMOHHOCTb K
aepmaTtutam) nposiBnsaTcAa Yepes 3-6 MecsLeB Nocne PoXaeHus.

OcHoBHoOW Buoxummndecknin mapkep ®KY - ysenmyeHne nnasmeHHON KOHLEHTpaLnn
deHnnanaHuHa (rmnepgeHnnanaHMHeMuns) - onpegensieTcs Yyepes 3-4 AHA Nocne Havana
KOPMIEHUS.

Buoxumunyeckmne guarHoCTU4eCKne KpUtepum:

- npoba PennunHra (CKPUHUHI-TECT): MOYa 3€MeHOro LBeTa;

- UHOUKATOPHbIE ByMaXkHble TECTbI C NpUMeHeHnem bruogaHa P;
- TecT [aTpy;

- UMMYHHO-0EePMEHTHbLIN MeTo, Ha annapare “dnropockon”,

- YPOBEHb (beHunanaHuHa B nnasme Bbliwe 200 Mr/m;

- HOpMarbHbIN YPOBEHDb B Nf1a3me TUPO3UHa;

- NOBbILUEHHbIN YPOBEHb B MO4Ye MeTabonnToB heHnnanaHmHa (eHMnnMpoBMHOrpaaHas 1
rMAPOKCUEHNNYKCYCHas KUCINOTbI), MbILLMHBIN 3arnax Mo4u;

- CHUXKEHWNE TONEePaHTHOCTM K NONyYeHHOMY BHYTPb beHnnanaHuHy;
- HOpMarnbHasi TonepaHTHOCTb KodhakTopa TeTparnapobronTepuHa.

BoBpemsi HayaToe neyeHune (auetotepanmsi) obecnednBaeT XOPOLUNIA KNMHUYECKNIA
ahbbekT, HopManbHYO NPOACIKUTENBHOCTb KU3HM.



HacnepcrBeHHble 60ne3Hu, CBsi3aHHbIe C HapyweHuweMm nunugHoro obmeHa

1. BonesHu HakonJeHUsA (Te3aypuUcMo3bl) - BHYTPUKIETOYHbIE NIMMMAO3bI, NPY KOTOPbIX HabntogaeTcs NpeuMyLLEeCTBEHHOE
rnopaxeHue KrneTok Mo3ra 1 BTOPUYHO B MPOLIECC BOBMEKAOTCS NPOBOASLLNE NYTU.

Amaspomuyeckue uduomuu (E75.4) - rpynna nunugo30B, XapaKTePU3YHLLMXCHA HanM4IMeM B pa3HbIX BO3PaCTHbIX Mepuropax
cnegyroLwmx o6LWmMX NpM3HaKOB: NPOrPECCUPYHOLLEE CHUKEHNE 3PEHWST; Pa3BUTUE AEMEHLNN; CiacTUYECKNE Nnapanuymn; CMMNTOM
“BULLHEBOWN KOCTOYKN” - BULLIHEBO-KPACHOE MNATHO Ha ceTyaTtke rnasa.

dopmbl:

1. BpoxgeHHasa popma HopmaHa-Byaa;

2. PanHegetckas (MHdaHTUnbHas) popma Tesa-Cakca (15g23-24 - HEXA);
3. NosgHepeTckas popma brnnbMoBCKOro-AHCKOro;

4. FOHoweckas popma batteHa-lUnunemeriepa dorra-LerpeHa;

5. NosgHsasa dopma Kydca.

Bone3Hb HumaHa-lNuka (cgpuHzomuenuHoebIl nunudos) (E75.2)
(11p15.4-15.1 - SMPD1, gedeKkT cchuHrommenmHasbl))

npOMCXO/J,VIT HakonneHne nunnga CCbVIHFOMVIeJ'IVIHa M BTOPUYHO MUESINHA B KINneTKax HepBHOVI TKaHu (I'IpeVIMyLLI,eCTBeHHO B royIoBHOM
MO3re) U NapeHXnMaTo3HbIX OpraHax (nevyeHu, ceneseHke).

KnuHuka:

- bonesHb NPosSBNAETCS B 4-6 MECSLIEB;

- renaTtocnsieHoMeranus;

- BTOpUYHas runotpodus BcneacTaue NOBTOPHbIX PBOT M OTKasa oT npuemMa nuiuy;
- KOXa KOheNHO-XenTom OKpacku;

- OTCTaBaHWe B HEPBHO-NCUXNYECKOM pPasBUTUK;

- INyxoTa, crnenoTa;

-y 20-30% geTten CMMATOM “BULLIHEBON KOCTOYKN”;

- CHU>KEHWNE PEe3NCTEHTHOCTU K MHADEKLIMOHHBIM 3ab0neBaHusM;
- neTanbHbIN UCX0a K 3 rogam;

HacrnenoBaHue ayTOCOMHO-peLIeCCUMBHOE.

BbonesHb Nwe (yepebpo3udo3s) (E75.1)

(1921 - GBA, nedoexT rnokouepebpo3ngasbl)

HakonneHnue nunuga rnokouepebposmaa B peTUKYNo-aHA0TENNANbHON CUCTEME.

KnuHuka:

- renatocnneHomMeranus;

- NPY LMTONOMMYECKOM UCCreqoBaHNM - 0GHapYXeHNe KNeTok [oLule - peTUKYNSIPHbIE KNETKNU, TMCTUOLNTDI;

- NopaKeHne HEPBHOW CUCTEMbI - CYJOPOXKHbIA CUHAPOM;

- U3BMEHEHWSI B KPOBW (CHUXXEHME KONUYECTBA FIEMKOLMTOB, TPOMOOLIMTOB B KOCTHOM MO3re - OBHapyXunBaroTcs Knetku lowe);
- apTpuUTbI;

HacnepoBaHwue - ayTOCOMHO-A0OMUHAHTHbIV THN.
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Mentality normal
Pingueculae in eyes

Marked enlargement

and cirrhosis of liver
Splenomegaly

| Anemia, thrombocytopenia,
\ leukopenia

Osteonecrosis of hip:
dislocation of hip,

fracture,

“Erlenmevyer flask” deformity
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OCHOBHbIE KNUHUYecKue cumntomsol bl
TMna 2

" [enatocnneHomerans
® MblweyHast FMnoTOHNS
= 3amepxXKa 1 perpecc ncliXoMoTopHOro pasBuUTiS
® CnacTNyHOCTb MbILLLL C peTpakLiuel wew
=

[nasofBuratenbHble HapylieHns, bunatepanbHoe
doIKCMpPOBaHHOE KOCOorasiie

" Tpuam

" JlapuHrocna3sm

" [lncdparns, ocnoxHstowu.ascs acnupalnoHHoON MHEBMOHNEN
" BynobapHble HapyLeHs]

® TOHMKO-K/OHNYECKMNEe CyL0porK




bone3Hb [ owe. JleyeHne

B 1991 rogy B CLLUA nosBuncsa nepBbii MEOULMHCKUI Npenapar
Arntouepasa, No3BoNAILLUIA Ne4nTb bonesHb [owe. 3To
3aborneBaHue cTano nepebiM cpean bonesHen HaKkoneHns, KOTopoe
nogaanocb BO3AENCTBUIO Tepanun ¢ PepMeHTO3aMeEHUTENAMM.

BTopoun npoaykt doepMeHTO3aMeCTUTENBHOM Tepanum npu 0DOse3Hu
[owe, nmurnouepasa, obi1 opuumnanbHo NPUHAT B 1994 rogy. OTu
npenapatbl ABMSATCA aHaroramn pepMeHTa Yenoseka
rnokouepebposngasbl. Ha gaHHBIM MOMEHT BO BCEM MUPE OrPOMHOE
KONM4eCTBO OOMbHLIX 60Ne3HbIo ['owe NOCTOAHHO nony4varoT
depMeHTO3aMeCTUTENBHOE NIe4YeHne B BUAE MOANDULIMPOBAHHbLIX
doopm beTa-rnokouepebposnaasbl. K HUM OTHOCATCA Lepagasa
(anbrnouepasa) unu uepesmm (umurnouepasa B UHbEKLUAX).

C 1997 roga aTa natornorm4yeckast HacrneacTBEHHOCTb NeYnTcs
depmeHTO3amMecTuTENbLHOM Tepannen n B Poccun. nsa 60nbHbIX
nepBoOro Tuna HasHadyeHue Llepe3snma HaumHatwoT ¢ 30 E[l Ha Kr oguH
pa3 B AeHb. Hepes LecTb MecsLeB Mnocre Havarna Kypca Tepanuu
bonesHu ['ole oTMevaeTcs NONOXUTENbHAA ANHAMMKA BO MHOTUX
NapeHXMMAaTO3HbIX OpraHax, a TakkKe B remMaTtonorm4eckmx
nokasarensx



[ noKoLepedbpo3naosbl

Bonesub I'omie — 3T0 HandoIee YacTo

BCTP €UAKOMIAACA HacAeNcTBeHHaA O0Je3Hb
Hapy MIeHHA HAKOIUIEHHA, TPH KOTOP Ol
IMeeTcd Je(pHLUT TH30COMHOTO
(pepMeHTa, pacUIETUIAKIEro

LIEP aMINTTFOKO3Y , YTO MPHBOIHUT K
00pa30BaHHI) TaK HA3bIBAEMBIX KIIETOK
['ome.

KinHiyeckass KADPTHHA 00JIe3HH:
oTMeYuaeTcA Ip eodafaloliee yBelueHHe
Iap EHXHMATO3HBIX OpPraHOB, 0COOEHHO
ceneseHku. [Ipu 3TOM CrineHoMeramnia
COIP OBOAKAAETCA THITOCIUIEHIT3MOM ¢

TP OMOOLITOTIEHHEH, aHEMHET 1
nefikorieHHei1. Harbonee yacto

[I0P /KA TCA AUCTaIbHBIE YaCTI

TPy OuaThIX KOcTeil, 75% OONbHBIX HMEIOT
0cTeoropo3. KocTHbI€ KPIT3El MOTY T

TP OTEKATh ¢ OCTP Oil OOMBIO.

Bonesup adpu- Hacoeqy eTcs
CLIETUIEHHO ¢ X-XpoMocoMoil [IprurHorn
3a00NIeBaHIA ABIAETCA AehekT (epMeHTa
a-rajaKTosHgasel A.

Oobpa3yomeca B pe3yabTaTe aedeKTa
(pepMeHTa TP OJTYKTBI (TPHIEKCO3IT- H

AU aTaKTO3HILIEP aMITT ) HAKaIUTHBAKTCA B
MOYEYHBIX KaHaIBL[AX, B CepaeuHOIT
MBIIILIE, B CKETETHBIX MbILILIAX, B
HellpOHaxX FOJOBHOTO MO3ra, B SHIOTEIHIT
BCEX COCYZI0B. B rmopakeHHbIX TKaHAX
0O0HAPY/KHBAKT IMEHHCThIE KIETKI U
Cy1aHO(PIITBHBIE TP aHY JIbI.

HakoruieHie riajKoairmga BhI3bIBaeT
XapaKTepHbIE CHMITTOMBI: OBICTPY IO

Y TOMIAEMOCTh, CHIKEHHE OCTP OThI

3P €HI1A, MOBBINIEHHE ap TePHATbHOTO
JlaBJIEHIA. Y JeTell BO3HHKAKT IIPHCTYIIbI
THXOopazaKil, 00JIH B pyKax 1 HOTax,

[P OTEHHY PIA, aHTHOKEP aTOMBI.
IIpogomkarmuieecsa HaKOIUIEHHE TIITIHAOB
MPHBOJHT K [IOYEYHOIT H CepAeYHOIT
HENOCTAaTOYHOCTH B Bo3pacte 30-40 ner.



* Mykononucaxapungos, Tun | (HegoCcTaTtovHOCTb
doepmeHTa NM30COMHOU a-L-maypoHuaassl,
cuHgpombl ['ypnep, I'ypnep-Lene n Llene) -
ayTOCOMHO-peLeccnBHoe 3aborneBaHue,
BO3HMKaloLLee B pe3yribTate CHMXKEHUS
aKTUBHOCTM NIM30COMHOMU a-L-naypoHnaassi,
KOTOpas y4acTByeT B MeTabonmame
[MMKO3aMUHOINKaHoB. 3aboneBaHmne
XapaKkTepuasyeTca nporpeccupyrownmm
HapyLEeHUAMMN CO CTOPOHbLI BHYTPEHHUX
opraHoB, KOCTHOW CUCTEMbI,
NCUXOHEBPONOrMYECKUMUN N CEPOEYHO-
NEro4yHbIMN paccTpoucTeamu.



« [laTtoreHes MyKornonucaxapuagosa |l tmna

o QepMeHT a-L-maypoHugasa ydacTByeT B MeTabonname aByx
[MMKO3aMMHOIMMKAHOB - AepMaTaH-Cynbdara u
renapaHcyrnbgarta. [NockosibKy naypoHoBas KMcrnota BXoauT B
COCTaB gAepmMaraHcynb@ara v renapaHcynbdara, npu
OaHHOM 3aboneBaHnK HapyLLeH BHYTPUITM30COMHBIN pacnag
MMEHHO 3TUX MMUKO3aMUHOITIMKaHOB, KOTOPLIE Y
HaKanmmeatloTCH B IN30COMax MNOBCEMECTHO: B XpsLLaXx,
CYXOXUNUAX, HaAKOCTHULE, 3HOO0KapAe U COCYaANUCTON CTEHKE,
NeyYeHun, ceneserHke n HepBHOW TKaHU. OTEK MSTKON MO3roBOU
000NOYKN BbI3bIBAET YAaCTUYHYIO OKKITHO3UIO
Cy6aanHOI/I,£I,aJ'IbeIX NPOCTPAHCTB, 4YTO NPUBOAMT K
NpOorpeccupyroLLEen BHYTPEHHEN U HAPYXXHOW rMagpoLedanuu.

 [lopaxatoTca KNeTkn Kopbl O0MbLLIOro Mo3ra, Tanamyca,
CTBONa, nepeaHux poros. TyronogBMXHOCTb CYCTaBOB -
pe3ynbraT geopmaunm metadpmaos, yToruieHne CyctaBHOM
Karcysibl BTOPMYHO MO OTHOLLUEHWIO K OTIIOXEHUIO B HEW
rMUKO3aMUHOINIMKaHoB N omnbposy. ObCTpyKUUS
OblXaTenbHbIX MYTEN - CIIEACTBUE CYXKEHUA TPaxen,
YTONLEHNS TONOCOBbIX CBA30K, N30bITOYHOCTU OTEYHbIX
TKaHEW B BEPXHUX AbIXaTeNbHbIX MYTAX.



Mykononuncaxapungo3s, Tun I[H
(cuHapowm ['ypnep)

KNnHN4eckKne npm3Hakm 3aboneBaHus NOSABNAAIOTCA Ha nepBoM roay Xm3Hu, ¢ NMKOM MaHVICbeCTaLI,VIVI oT 6 OO
12 mec.

XapakTepHble U3MEeHEHWs YepT nuLa no TUny rapromnmama

Apyrue yactble MaHUGECTHbIE CUMNTOMbI - TYFOMOABMKHOCTb MENKUX U KPYMHbIX CYyCTaBOB, KN(O3
NOACHUYHOIO oTAesa NO3BOHOYHMKA (MOACHUYHBIV TMBYC), XPOHUYECKME OTUTLI N YacTble MHPEKUNOHHbIE
3aboneBaHuns BEpXHUX AbIXaTenbHbIX NyTen. [NpakTuyeckn y Bcex nauneHToB ¢ CMHAPOMOM ['ypnep, Tak xe
Kak 1 Npu gpyrnx Tunax Mykononucaxapmaosa, KOXXHble MOKPOBbI NIOTHbIE Ha OLLyMNb. YacTo BCTpevaeTcs
rmnepTpurxos. Y eanHnYHbIX 60MbHbIX B BO3pacTe 40 1 roga 3aboneBaHne AeboTMpoBarno ¢ pa3suTus
OCTpPOW cepAevHOn HeaoCTaToOMHOCTH, BbI3BAHHOW aHAOKapananbHbiM dnbpoanacto3om. o mepe
nporpeccmpoBaHns 3aboneBaHnst NPUCOEOMHAOTCA CUMNTOMbI, CBUAETENBbCTBYIOLLME O BOBMEYEHNN B
naTosIorMyecKnn NpPoLLecc BHYTPEHHNX OPraHoB, CepPAEYHO-NENOYHOM, LeHTpanbHOW 1 nepudepuryeckomn
HepBHOM cucteM. Beayuime HEBPONOrMyeckne CUMMNTOMbI - CHUXKEHNE NHTENNEKTA, 3a4epKKa pe4yeBoro
pas3BUTUS, N3BMEHEHNSA MbILLEYHOIO TOHYCA, CYXOXMUIbHbIX pedekcoB, NopaXxeHne YepenHbIX HEPBOB,
KOMOWHUpPOBaHHas KOHAYKTUBHAs U HEMPOCEHCOPHas TyroyxocTb. [porpeccupytoLasi BEHTPUKYIoMeranus
4yacTo NPMBOAUT K pasBuTUIo coobLlatoLlencs rmgpouedanun. K KoHUy NepBOro 1 B Ha4arne BTOpOro roga
XW3HM NOABNAIOTCS WYMbl B cepAle, no3gHee opMUpyoTcs NpUobpeTEHHbIE aopTarnbHbIE U MUTParibHbIE
nopoku cepaua. K koHLy BTOPOro roga »XM3Hu BbISIBNSKT renaTtoCcrnyieHOMEranuio U xapakTepHble CKENeTHbIe
HapyLLUeHNA Mo TUNY MHOXXECTBEHHOMO AN30CTO3a: KOPOTKYHO LLED, 3alePXKKY POCTa, TOTarbHYH
NAaTUCNOHANNUIO, MOACHUYHBIV TMOYC, TYronoABMXHOCTb MEMKMUX N KPYMHbIX CYCTaBOB, ANCMNAa3nio
Ta3o00eapeHHbIX CyCTaBOB, BanblrycHyto AeopMaunio CyCcTaBoB, UIBMEHEHME CO CTOPOHbI KUCTEN NO TUNy
«KOITUCTOM Nanbl», AedopmaLmio rpyaHon KneTkun B Buae 604koobpasHon nnu konokonoobpasHon. Yacto
HabntogaeTcsa nporpeccupytoLiee NoOMyTHEHNE POroBULLbI, MErarioKopHea, rnaykoma, 3acTouHble ANCKU
3puUTesNibHbIX HEPBOB W/ UMK NX YaCcTUYHast aTpodus.

PaHHMe peHTreHonorn4yeckune npusHaku - aepopmanms p€dep (no Tuny «BECENbHbLIX») N OBONAHAS
aeopmaums Ten NO3BOHKOB, U3MNULLIHASA Tpabekynauma anadunsos OANHHBIX TPyBYaTbIX KOCTEN B
COYETAHUM C €€ HEAOCTAaTOUHOCTLIO B 06nacTn metadunsos 1 anndunaos. o mepe nporpeccrupoBaHus
3aboneBaHusa hopmupyeTca makpouedanus ¢ yTosnweHneM KOCTen cBoAa Yepena, npexaespeMeHHbIM
3aKkpbITMEeM NAMOLOBUAHOIO N CarnTTanbHOrO LWBOB Yepena, yMeHbLUeHE OpOuT, pacluMpeHme CrvHKK
Typeukoro ceana. bonbHble normbatoT 06bl4HO B BO3pacTe 40 10 NeT oT 06CTPYKUMN AbIXaTerbHbIX NYyTENR,
pecnupaTopHbIX MHEKUNIN, CEpAEYHON HEAOCTATOYHOCTN.
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Mykononucaxapugos, Tmn I-H/S
(cnHapowm ['ypnep-Llene)

« Mykononucaxapugos, Tun I-H/S (cuHgpom 'ypnep-Lene)
KnuHnyeckun doeHotun cuHapoma ['ypnep-Llene saHnmaet
NPOMEXYTOYHOE NONoXeHNne mexay cuHapomamu N'ypnep u
LLlene, ons Hero xapakTtepHbl MeAIEHHO NporpeccupyoLwme
HapyLLUEHNSA CO CTOPOHbI BHYTPEHHMX OPraHoB, KOCTHOM
CUCTEMBbI, IETKOE CHMXKEHUE UHTENNEKTA UNU OTCYTCTBUE
TakoBoro. 3abornesaHne obObIMHO OEDOTUPYET B BO3pacTe 2-4
net. OCHOBHbIE KIMHNYECKNE HAPYLLUEHUS - MOPaAXKEHUE
cepaua n pasButme ob6CTPYKTUBHOIO CUHAPOMA BEPXHUX
OblXaTenbHbIX NyTEN. Y HEKOTOPbIX NaunNeHTOB HabnoaatoT
TOTanbHbIN CMOHAWNONUCTES, YTO MOXET NPUBOANTDL K
KOMMNPECCUM CNUHHOIO Mo3ra. bornbLUMHCTBO NaUUMEHTOB
OOXUBAOT 0 TPETLENO AECATUNETUA XKN3HN. OCHOBHAZA
NpuUYnHa NeTarnbHOro ucxoda - ocTpas cepaevyHo-cocyanucTas
N NErovyHasd HeJOCTaTO4YHOCTb.



Mykononucaxapugos, Tmn IS
(cnHopowm Llene)

Mykononucaxapugos, Tun IS (cnHgpom Lene)

B nepBoHavanbHoOW Knaccmdukaumm MyKkononmcaxapuaosos, 40 OTKPbITUS
nepBUYHOro buoxmmmyeckoro gedekra npu cuHapome Lene, ero Bolgensnu B
OTAENbHbIN TUM - MyKononucaxapugos V. CuHgpom Lene - Hanbonee Marknm
No TeyeHuto 3aboneBaHna cpean apyrux popm Mykononucaxapmgosa l, ong
Hero xapakTepHbl TYronoABMKHOCTb CyCTaBOB, aopTalibHble NOPOKKU cepaLla,
NOMYTHEHME POroBuLbl U MPU3HAKNU MHOXECTBEHHOIO KOCTHOIO AN30CTO3a.
[MepBble cMMNTOMbI 0OLIYHO MNOABNSAOTCS B BO3pacTe oT 5 Ao 15 net. Beayuine
KITMHUYECKME CUMMNTOMbI - CKESTIETHbIE HapyLleHNs B BUAE TYronoaBUXHOCTU
CyCTaBOB C pa3BUTMEM KaprnasibHOro TYHHesbHOro CMHApoMa.
Odpranbmonornyeckme paccTponcTea BKIIOHAOT MOMYTHEHMNE POroBULbI,
rnaykomMy v NUrMeHTHY0 gereHepaunto cetyatkn. HempoceHcopHagd
TYroyxXocCTb - N03gHee ocnoXxHeHne 3abdoneBaHuns. O6CTPYKTUBHLIA CUHAPOM
BEPXHUX ObIXaTeNnbHbIX NyTEeN YacTO NPUBOAUT K BO3HUKHOBEHMIO anHO? BO
BPEMS CHA, YTO B HEKOTOPbIX Cny4aax TpebyeT yCTaHOBEHUSI TPAaxXeOCTOMBbI.
MwenonaTtusa LwenHoro otaena CrMHHOroO Mo3ra BCTpevaeTcd pexe, 4Yem rnpu
cuHgpowme 'ypnep-Lene. Hacto oTmeyaroT CTEHO3 aopThl C
He4OCTaTOYHOCTbIO KpOBOOOpAaLLEHUS U renaTocnieHomeranmio. IHTennekT
Npv JaHHOM CUHOPOME He cTpadaeT unv HabnoaatoT Nerkme KOrHUTUBHbIE
HapyLUEeHUs.



J 1ICHCAVIC MYRUILIVUIIVILAAapVIifiUod |
TUMa

* [lpu cnHgpome 'ypnep nokasaHa TpaHcnnaHTauma KOCTHOIo
MO3ra, KoTopasi MOXXeT KapAuHaribHO MU3SMEHUTb TedeHne
3aborieBaHnsA 1 yny4dlnTb €ro NporHo3, O4AHAaKo 3Ta
npouenypa MMeeT MHOIO OCITOXXHEHMU 1 NPOBOAMUTCA Ha
paHHUX cTagusix 3aboneBaHns, NPENMyLLECTBEHHO B
Bo3pacTe a0 1,5 net. B HacTosLee BpeMs co3aaH npenapar
Ons pepMeHTo3aMeCcTUTENbLHON Tepanmu
MyKononucaxapugosa | - anbaypasum (Aldurazyme, Genzyme),
KOTOPbIN 3apernctpupoBaH B ctpaHax EBponsi, CLUA,
AnoHuK; ero NpUMeHAT ANd NeYeHns 3KCTpaHeBpanbHbIX
HapyLwleHnn nNpu mykononucaxapuago3se l. [Npenapat nokasaH
ONA KOppeKumn MArkMx oopm mykonosnmcaxapmaoosa |
(cuHopomax ['yprnep-Lene n LLewne). Npenapart BBogaT
eXXeHeernbHo, BHYTPUBEHHO, KanesbHO, MeaSIeHHO, B Aj03€e
100 ELl/xr. [Ins ne4yeHnsa cuHapoma ['yprep ¢ BblpaXeHHbIMU
HEeBPOJSIOrNMYECKUMIN OCNOXKHEHUAMM NpenapaT MeHee
9 EeKTUBEH, NOCKOSbKY dPepPMEHT He NPOHUNKAET Yepes
rematoaHuedannyecknn dapbep.



