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K/JIMHUYECKUE PEKOMEH/JJAIIMM 10 OKA3AHUIO
MEJUIIMHCKOM ITOMOIIU JETSIM C
MYKOITOJIMCAXAPHIO30M I THUTIA

JlaHHbIe K/IWHMYeCKHe PpPeKOMeHAAlUM TMOATr0TOB/IeHbl MNpo(ecCHOHA/TILHON
accouuanmed pAerckux Bpaued Cor3om neauarpoB Poccum B 2013r.,
aKTya/IM3MpOBaHbl, COr/IacoBaHbl B HIOHe 2014r. ¢ r/aBHBIM BHeIITAaTHBLIM
CrernuajaMcTOM Mo MeJULUHCKOU reHetuke Mun3sjapasa Poccuu a.Mm.H. Kynessim C.U.
YrBepxaensl Ha XVIII Konrpecce megmaTrpoB Poccuu «AKTya/nbHbIe NP00/1eMbl
neguaTpum» 14 dgespans 2015r.

CocraB pa6oueii rpymnbl: akaj. PAH BapanoB A.A., un.-kopp. PAH Hama3oBa-
Bapanosa JI.C., ag.m.H. Kynes C.U., npod., A.M.H. Ky3enkoBa JI.M., K.M.H. I'eBopKsaH
AK., k.M.H. Bamakmapaze H./I., k.0.H. CaBocTbsiHOB K.B., K.0.H. [Tymkos A.A., J.M.H.
3axapoga E.JO., k.Mm.H. IToakneTHoBa T.B., K.M.H. BuiuneBa E.A.



ABTOpBI  TOJTBEPXKJAKT  OTCyrcTBHe (UHAHCOBOW  mMoAgepKKH/KoHGIHMKTa
HHTEPEeCOB, KOTOPbIH He00X0JUMO 00HAPO/I0BATh.

MYKONOJ/IMCAXAPNAO3bI

KnuHnueckne pekoMeHgauMnm cO34aHbl Ha OCHOBaHUM cuUcTeMarmyeckoro o63opa
nutepatypbl 1992-2013 rr. Medline (Pubmed version), Embase (Dialog version) u
Cochrane  Library databases, ¢ ucnonb3oBaHWMEM  CO3f[aHHbIX  MPOTOKO/SI0B
(Mucopolysaccharidosis I: management and treatment guidelines. Muenzer J, Wraith
JE, Clarke LA; Pediatrics. 2009 Jan;123(1):19-29; Guidelines for the Management of
Mucopolysaccharidosis Type I. Martins AM, Dualibi AP, Norato D et al. J Pediatr. Vol.
155, No. 4, Suppl. 2. October 2009), coBpeMeHHbIX MeXAYHAaPOAHbIX KINHNUYECKUX
pekoMeHZauuin Nno AMarHoCcTuKe, JIeYeHU0 U BeAeHU0 60J/IbHbIX € MeTabosmyeckumm
6onesHamun.

Mykononmcaxapuao3sbl OTHOCATCA K Peakum Hac/eACcTBEHHbIM  3ab60/n1eBaHuNsM, 4TO
NCKNOYaeT BO3MOXHOCTb MpPOBeAEeHMS OONbLUMX KOFOPTHbIX W paHA4OMU3NPOBAHHbIX
KOHTPOMIMPOBAHHbIX UCCNEeAO0BaHNA U ANs CO34aHus NPOTOKOI0B AMArHOCTMKM U Tepanun
MCMNOMb3YKTCA NWb TemaTuyeckne uccnefoBaHUs 3KCnepToB, Ony6sIMKoBaHHblE B
nocnefHue ABa AecATUNeTUs.

OMNMPEAEJTIEHUNE

Mykononucaxapngo3sbl (MMC) - rpynna HacneAcTBEHHbIX 6onesHeli obMeHa BeLLecTs,
CBSAA3aHHbIX C HapyweHuem metabonusma rnvkosamuHornavkaHos (IFAIN), npusogsilee K
MOPaXeHU0 OpraHoB M TkaHei. OBYCNOB/EHbl AaHHble 3ab60neBaHMa MyTauusMn reHOB,
KOHTPO/IMPYIOLLNX NPOLECC BHYTPUIU30COMHOIO TMAPO0IM3a MakpoOMOIEKY/.

KO/1bl MKB-10
E 76.0 - Mykononucaxapvgos 1 tmna

E 76.1 - Mykononcaxapugos 2 tuna
E 76.2 - [lpyrne mykononncaxapnaosbl

SAMMAEMNONOIrnNg

BcTpeuaeTcsa ¢ nonynsaumoHHon yactoTtoin 1:40 000 - 1:100 000 HOBOPOXAEHHbIX.

ITIATOT'EHE3



3aknoyaeTcs B HaKOMEHUU pasnyHbiX TUNoB AN, XapakTepusyeTcsi coMaTuyeckoi
MaHudpecTaumein B Buae SIMLEBOr0  AMCMopdM3Ma,  renaTocrnieHomeraamen,
nopaxeHuem cepaua, AblXaTeibHOoM CUCTEMBI, N3MEHEHNAMM ckeneta,
HEBPO/IOTMYECKON CUMMNTOMATMKON, TemMaToNOrMyeckumm ©  oTasibMOSIOrMYECKUMUN
nsmMeHeHmamn. BapuabenbHocTb MIC  onpegensieTcs TUMOM  Hakan/MBaemoro
cybecTparta npu HegocTaTtouHol aerpagauun FAI (renapaHcynbdara, kepataHcynbdarta,
AepmaTaHcynbara).

NMPOPUTAKTUKA

MpochnnakTuka MykKonoaMcaxapuao3oB - NpeHaTasibHas AMarHOCTVKa, OCHOBaHHAsi Ha
HenocpeACcTBEHHOM onpeaenieHnn aeuumTa hepMeHTa B aMHUOTUYECKUX KIEeTKax.

CKPUHWHI

B HacTosilLiee BPeMsi CKPUHUHT CPeiM HOBOPOX/AEHHbIX NNV APYTVX BO3PACTHbIX Py He
NPOBOAMNTCS.

KNTACCNPUKALNA

B cootBeTtcTBUM € pecuumMToM / OTCYTCTBMEM METabOIMUYECKNX JTIM30COMA/TIbHbIX
bepmeHTaM 1 COOTBETCTBYHOLMM TeHHbIM AedekTaM U  TSHKECTU KIMHUYECKOi
CUMNTOMATUKMN BbIAENST cneayoLlime TUnbl MyKOnosimcaxapuao3os:

Tab
nnua 1. Knaccudomkayms
(HomeHknaTtypa) MIC.
MII Tun Cungpom I'en ®depMeHTHBIN fedeKT Xpo OMI
C MO- M

COMH
ast
JIOKa
-
3a1m




MIIC 1 I'ypnep IDUA Hedvut ambda-L- 4p16.3 60701
I H UIyPOHU/Ia3bl 4
MIIC I I'ypnep- 60701
H/S [Teite 5
MIIC I [leiie 60701
S 6
I MIIC XaHTepa IDS Hedurmr v Xq28 30990
I OTCYTCTBHE UIypPOHAT- 0
2-cynbdaTassl
eyt wmm
OTCYTCTBHE
cymbGhouaypoHat
cynbdarasbl
I MIIC Candunumnmo 25290
A SGSH Teduut renapan-N- 17g25. 0
Cybdarasbl 3
MIIC NAGL Heduur N- 17qg21. 25292
I11B U anetun-o-D- 2 0
T[JIFOKO3aMHUHHU/1a3bl
Hedurumr N-
aLeTUn1-o-
IJIFOKO3aMUHH/1a3bl
MIIC HGSN Hedurnur 8p11.2 25293
I1IC AT remnapaH-o- 1 0
TJIFOKO3aMUHH
4 N-
areTUATpaHch
epasbl
MIIC GNS Teduuur N- 12q14 25294
11D al|eTU/TTIOKO3aMUH- 6- 0
cynbdarasbl
v MIIC GALN Hedurmr 16q24/ 25300
IVA MopKHo S rajakTo3aMuH-6- 3 0
cynbdarasbl
MIIC GLB1 HeduiuT B-ranmakTo3umasbl 3p21.3 25301
IVB 3 0
VI MIIC Maporo- ARSB Hedurmr N- 5q14.1 25320
VI Jlamu areTU/ranaKkTo3a 0
MUH-4-
Cybdarasbl
VII MIIC Crnas GUSB Heduwur p- 7q21.1 253220




VII [/IFOKYPOHUZA3bI 1

IX MIIC HepocraToun HYAL Hedurur ruamypoHrzassl 3p21.3 601492
IX 0CTb 1 1
rHaaypoHuza

3bI

MYKOMNOJ/1 NCAXAPUAAOS | TUMA

Kox MKB-10
E 76.0 - Mykononucaxapugos | tuna

OIIPEJE/TIEHUE

HacnepnctBeHHasi nm3ocoMasibHasi 60M1e3Hb HaKon/ieHusi, 06yCnoBneHHas AeduLUTOM
thepmeHTa anbha-L-uaypoHnaassl M npoTekawllas € PasMYHbIMUA - KAVHUYECKMMU
NPOABNEHUAMU: 3aAEPXKKOM POCTa, YMCTBEHHOI OTCTaNIOCTblO, NMOPAXEHUEM HEpPBHOW
CUCTEMbI,  CEepAeYHO-  NIerOYHbIMM  HapyLUeHUsIMK,  TenaTto-Cr/ieHoOMerasme,
MHOXECTBEHHbIMM [M30CTO3aMM1, MOMYTHEHMEM POroBULlbl. Bce Bbilenepeunc/ieHHble
NpU3HaKM NPUMBOAST K WHBANMAM3aUMKM, a MNpU TSHKEIOM TeuyeHun 6GOnesHn - K
neTanbHOMY Ucxomy.

KNACCNPUKALNA

CornacHo dhepmeHTaTMBHbIM AedekTam BblAensaT 3 Tmna mykononvicaxapugosa | tuna:
MIIC I H cunppom I'ypiiep;
MIIC I H/S cunapom I'ypaep-1lleiie;

MIICIS
curapowm Illeiie.
IIMUAEMHNOJIOI' A
MIIC I H cunapom I'ypsiep BCTpeuaeTcs, 110 pa3HbIM JIaHHBIM, C MOMYJ/ISALIMOHHON

yactoTtoii 1:40 000 - 1:100 000 HOBOpOXKIeHHBIX.
MIIC I H/S cunppom I'ypaep-Illeie BcTpevaetcs ¢ nonynsauyroHHor yactoto 1:40 000

- 1:100 000 HoBopoxaeHHbIx; MIIC I S cunapom Illeiie - 1:100 000 HOBOPOXXI€HHBIX.

IATNONOIMA

Matonornss o6ycnoBneHa reTEpPOreHHon rpynno MyTauuin B reHe, KOAMPYHOLLEM




NIN30COMHbIV hepMeHT anba-L-uaypoHnaasy. Jedumumt anbta-L-nagypoHmaassl MOXeT

NMpYBECTU K pPasBUTUIO pPas/iMyHbIX (PeHoTUnoB 60n1e3HM, 06ycnoBavBas OTINYUA B

TSXKECTU cCMMNTOMAaTUKK. B HacTosiLee BpeMs BblAeNST Tpyu gheHomuna 60ne3Hu:

- cuHgpom lNypnepa (Mykononuncaxapugos | H - Taxenas goopma),

- cuHapom LWeie (mykononucaxapungos | S - nerkas copma),

- cuHgpom MNypnepa-Letie (Mykononucaxapugos | H/S- npomexytoyHas copma).

Tun HacnepoBaHUA: ayTOCOMHO-peLeccuBHbli. TeH  IDUA, KoavpyroLwimii
anbha-L- naypoHnaasy nokasmsoBaH B XPOMOCOMHOW o6nactu 4pl6.3.

KIIMHNYECKASA KAPTUHA

Myxkononucaxapujo3 I H - T sbkenas ¢gopma
CuHoHMMBbI: cuHapom Mypnepa, MdayHanepa-rypnep cuHapom.

OcHOBHble KAUHUYecKUue nposieneHusi: TpyObie yepThl JIMLja, YMCTBEHHasi
OTCTa/IOCTh, IOMYTHEHHE POTOBULIbI, TYTOMOABUKHOCTE CyCTaBOB.

BHewHuli Bud. Y HOBOPOXAEHHOrO XapakTEPHbIX MPOSIB/IEHU/ He OTMeuvaloT,
cUMNTOMaTUKa

yalle BCero passmBaeTcs Ha nNepBom rogy (¢ 6 mecsues, MHorga - no3xe, ¢ 18 mecsaues) 1
NposiBNAETCHA 3a4epXKol pocTa (MakCMMasibHbIi poOCT cocTaBnsfetr okono 110 cm),
KOTOpbIA MNONHOCTbIO OCTaHaBnuMBaeTcs K 2-5 rogam. lMpu HM3KOM pocTe y aetei
OTMEeYaeTcsa nNponopuMoHaNibHOE TeJsIOC/IOKEHMe, KOopoTKasa LwWwesd, ckadouedanus,
Makpouedanus, rpybble 4yepTbl nuua, nyxable rybbl, LIMPOKME HO34pW, 3anaslias
nepeHocuua, rmnepTeniopunsm rnas, MasieHbkne pegkue 3yobl, Makporioccus.

Takxe BCTpeyatoTCA: TMnepTpuxos, renaTocrnjieHoMerasivsa, HapyLleHne cryxa, nyrnoyHas

nvinn naxoeast rpbbkM. Ha nNo3gHWMX cTagusax y AeTeil BbISIBNAT [NyXOTy, CNenoty wu
rny6okyo feMeHLuto.

KocmHasi cucmema: wmpokas rpyaHas knetka, yMeHblUeHWe MOABWXHOCTM B KPYMHbIX W
MEesIKMX cycTaBax, rpyAonosiCHUYHbIA K1Mho3 ¢ obpasoBaHMeM rop6a. OpToneauuyeckue
OC/IOXXHEHMSI NPUBOAAT K 60 U HENOABWKHOCTH.

LjenmpasbHas HepsHasi cucmema. [pu coaBAeH M M COMHHOMO MO3ra, BbI3BAHHOIO
yTo/ileHmem ero o0060/104eK WM HeCTabu/ibHOCTbIO — aT/laHTOoaKCUaslbHOro CcycTasa,
OTMeYatoT: HapylleHWe MOXOAKW, MbIWEYHYK CnaboCTb, HEYK/HOXKEeCTb MPU COXPaHHbIX

MOTOPHbIX HaBbIKaX U ANCYHKLMIO MOYEBOTO My3bIpsi.

Mpn TsHKEnon copme 3aboneBaHMs 4acTo HabNwAarTCA C yAoporn , 4To Tpebyet
NPoOBeAEHNS OLLEHKM HEBPOJIOrMYECKOro cTatyca. Y MauveHToB CO Cflabo BbipaXKEHHbIMU
KNMHUYECKMMIN  MPU3HAKaMX  CYAOPOXHbIA  CUHAPOM BCTPEYaeTCs HaMHOrO  pexe.
MporpeccupoBaHne 3abosieBaHUss  COMPOBOXAAeTCA  reHepasI30BaHHbIMU  TOHMKO-
KNOHUYECKMMM NApPOKCU3MaMu, KOTOpble OObIY4HO XOPOLIO MOAAAKTCS MOHOTepanun
AHTUKOHBY/IbCAHTaMMW.

KapnanbHbllii TOHHE/bHbIA CMHAPOM — 4acTas Helponatus caaBfieHus Yy MauueHToB B
Bo3pacTe oT 5 go 10 neT u B3poc/biX. [py OTCYTCTBUMM NE€YEHUS MOXET MNPUBECTU K
HeobpaTUMO  KOHTPaKType [AUCTa/lbHbIX MexX(anaHroBblXx CyCcTaBoB, a Takke K
HapyLWeHnto Wan notepe 4YyBCTBMTENbHOCTM MEPBbIX TPeX MNasibLeB U Mapesy MbiLL



TeHapa. K coxaneHuto, naumeHTbl pefkKo coo6LLalT O GOMEBbIX OLLYLEHMSIX, Noka He
NPOMCXoAMT NOTePst PYHKLUN.

[MosedeHYeCKue HapyuweHusi: PErPecc KOTHUTUBHBIX (OYHKUMIA Hapsagy C TSHKEoi notepen
cnyxa, HefoCTaTKOM CHa, Bbl3BaHHbIM OOCTPYKTMBHbLIM anHO3, OKa3blBalT CyLECTBEHHOE
B/MSIHME Ha noBeAeHMe pebeHka. Mo Mepe HapacTaHusi KOTHUTMBHOIO Aedmumta K
rMNepakTMBHOCTM WM arpecCcMBHOCTU  MPUCOEAMHAIOTCA  ayTUCTUYECKMe yepTbl.
MegunkaMeHTO3Hast Tepanusi, HanpasfieHHas Ha KOHTPO/b PaspyLUMTENbHOTO NOBEAEHWS,
4yacTo 6biBaeT Hea(phekTUBHON. MNCMXOMOTOPHOE pa3BUTME HOPMasIbHOE UMM OTMeYaeTcs
yMepeHHas yMCTBEHHasi OTCTa/10CTb.

OpeaHbl ObixaHusi: 4acTble pecnupatopHble 3aboneBaHVA B BUAE PUHUTOB, OTUTOB.
Hakonnenve TAl B MuHgasniMHax, HaAropTaHHWKe, a Takke B Tpaxee npuMBoauT K
YTO/LEHWNIO N CYXXEHUIO AblXaTe bHbIX NyTEW 1 pa3BUTUIO OGCTPYKTUBHOMO anHoa.

OpeaHbl 3peHuUsi: NOMYTHEHWE U NUTMEHTHAs ereHepawuns poroBuLbl, rnaykoma.

CepdeyHo-cocyducmasi cucmemMa: XapakTepHO YTOJILIEHVE KanaHoB, CYXEHUe apTepui,
HapacTawwas pUrMaHOCTL MUoKapaa, Kapauomuonatuv, apTepuasnibHasi runepToHus. C
BO3PACTOM MOXET Pa3BUTLCA cepAedHasl HefoCTaTOUHOCTb.

}KE/lyaOHHO-KULueHHCIH cucmema: rernaTocCrieHoMeraaus.

Mykononucaxapuj 03 Tum I S - nerkas ¢opma

CvHOHMMBI: cuHapom Llelie, mykononucaxapugo3 Tvn V, no3gHas 6onesHb ypnepa,
KnetoyHass MeTaxpomasus, LUneta - [ypnepa cuHOPOM, CUHAPOM Ynnbspuxa-Lleie,
An3ocTo3 MOpKMO C MOMYTHEHVWEM POroBuubl, HacnefcTBEHHasa oOcTeoapTponatua C
peLeccnBHbIM

HacnegosaHuem, no3gHAsA dopma 6ones3Hn [MdayHanepa-ypnep, LWuHua (Schinz)
CUHAPOM.

OcCHOBHble KAUuHU4ecKue nposiefeHusl: MHUPOKWUN pOT, MyXJjble TyObl, paHHee TOMyTHeHHe
POTOBUILIBI.

BHewHul s8ud. MepBble Npu3Haky 3a6o1eBaHnsA NoABAAIOTCA B Bo3pacTe 3-5 net. bosbHble
TMNEePCTEHNYECKOTO TENIOCMOXKEHNS C CWIbHO PasBMTON MyCKynaTypoW, 4epTbl nuua
rpybble, XxapakTepeH LUMPOKWIA POT C NyX/IbIMU Ty6aMu, HWKHAS NpPorHaTus. YTO/EHNE U
HaTsHXKeHNe KOXW Ha nanbuax. [MocTeneHHO pa3BMBAETCS OrpaHWyYeHue ABWKEHWI B
cycTaBax BEepXHUX KOHe4yHocCTell. Hambosee BblpaXeHHbIMW BCE CUMNTOMbI 00/1E€3HU
CTAHOBATCA K nepuogy NOM0OBOro co3peBaHus. BO3MOXHO MNOBbILEHHOE OBOJIOCEHME,
KopoTkas es.

KocmHasi cucmema: oTmevaeTcs Hebonblas 3agepXkka pocta. MHOXECTBEHHbIN AM30CTO3
B OCHOBHOM NpefcTaBfieH TyronoABMXHOCTbIO U 60NEe3HEHHOCTBIO CYCTaBOB PyK W CTOM,
hopMMpoBaHMEM «KOTTUCTOW Nanbl» 1 NOA0W CTOMbI, BaslblyCHOWM aeddopmMaumeit KoneHHbIX
cycTaBoB. Hepegko pasBmBaeTCA TyHHeEsbHbIA CUHAPOM KapnasibHon 061acTu, KOTOpbIi,
Hapsay C TYrornoABWMXHOCTbIO, MPUBOAMT K OrpaHuyeHnto (PyHKUUM BEPXHUX KOHEUYHOCTEN.



Oncnnasmsa nuuesoro yepena. Peako - BpOXAeHHbIN wenkatowmii 1 nanedu.

OpeaHbl ObixaHusi: 4acTble pecnMpaTopHble 3aboneBaHWs B BWAE PUHWUTOB, OTUTOB.
B03MOXHO pa3BuTMe 0GCTPYKTUBHBIX 3a60/1€BaHNIA AbIXaTe bHbIX MyTel, HOYHbIE anHo3.

OpeaHbl 3pEeHuUsi: OTMEYaeTCsl paHHee HepaBHOMEPHOe MNOMyTHEHME porosuubl. B
fanbHeliwem, o06blMHO nocne 30 neT, pasBMBAETCS raykoma, NUrMeHTHast AvcTpodns
ceTyaTku. Pefiko - OTeK Ancka 3puTesibHOro Hepaa.

LeHmpasnbHasi HepsHas cucmema: NCUXOMOTOPHOE pas3BuUTUe HOopMasibHOe WKW crerka
3amef/ieHHoe. BO3MOXHO passBuTve CUHAPOMAa 3ansiCTHOrO KaHana (KapnasibHbii
TYHHEsbHbIA CMHAPOM) BCNEACTBUE CAABNEHUS CPEAMHHOIO HepBa, YTO COMPOBOXAAeTCA
napectesunsamm B - IV nanbuax KMCTK 1 aTpodinein MbillL, TeHapa.

CepoeuHo-cocyoucmas cucmema: XapakTepHbl IOPOKU aOpPTa/IbHOTO KJlariaHa, KoapKTalus
aopThl, MUTPa/IbHbIN CTEHO3.

KenyoouHo-KuweuHas cucmema: 0TMeYaroTCsl TaxOBO-MOILIOHOUHbIE U MYIIOYHbIE IPhIKY,
HeyacTo - rernarocieHoMeraiusl.

Knuanuecku puddepeniupoBars cuHapomsbl Illeite u I'ypsiepa odeHb TpyAHoO.
KroueByio posib B yCTAaHOB/ICHHH JJUarHo3a UrPalT O0HOXUMHYECKHe HCC/IeJ0BaHHUs.
Ilpu cunppome Illeile B Moue MaUEeHTOB B OO/IBIIOM KO/JIHYECTBE BbIABJISAETCH
AepMaraHcyabdar.

Mykonoaucaxapujo3 Tun I H/S - npomexyT ounas ¢opma
CuHoHnMbI: CuHgpom Nypnep-Lelie.

OCHOBHble  KAUHUYecKue npusHaku: TYTONnoABWXXHOCTL CyCTdBOB, HHW3KOPOC/IOCTh,
MMOMYTHEHHE POIOBHUIIbI.

BHewHuli Bud: nepBble CUMNTOMbI 60/1€3HM NOSIBASIOTCA K BO3pacTy 3-8 neTt. XapakTepHbi:
ckadhouechanus, mMakpouedpanvsd, 3anasllias nepeHocuuya, nyxsble rybbl, NOMyTHEHUE
pOroBULbl, MUKPOTrHATUSA, YMEPEHHbIA TMNepTpuxo3, YTO/ILLEHNE KOXHbIX NMOKPOBOB.

KocmHasi cucmema: Ha NepBOM oAy XXWU3HW POCT B npefesiax HopMbl, 3aTeM TEMMbl pocTa
CHWXalTca, 06ycnoBnmBas HU3KOPOC/IOCTb. Tesnoc/ioxeHne ANCNpPonopLnMoHasibHOE.
YMepeHHo

CHWXeHa NOoABWXKHOCTb B CycTaBax, ONpefensTcs AM30CTO3bl, KWNeBuAHas rpyaHas
KneTka, Kugpockonnos, ckadauedanvs, makpouedanus.

OpeaHbl ObixaHUs: YacTble pecnupaTopHble 3a60/ieBaHNs B BUAE PUHWUTOB, OTUTOB,
rMnepTpoms HeOGHbIX MUHAA/IMH. BO3MOXHO pasBuTME OOGCTPYKUWIA AblXaTesbHbIX
nyTei, CTEHO3 ropTaHu.

Op2aHbl 3peHusi: TIOMyTHEHUE POTOBULIbI.



LjenmpasibHas HepsHas cucmema: OTMe4vaeTCs 3afepXka TemmnoB MNCUMXOPEeYEBOro
pas3BuTUA, NO3KEe MNOSABNSAETCA rNybokas AemMeHUMsA. TyHHE bHbIA CUHAPOM - CUHAPOM
3ansiCTHOrO  kaHana, coobuwawwascsa rugpouedanunsa. XapakTepHo  passutue
NaxMMeHUHrMTa B LWENHOM oTAene, NPUBOAALLErO K CAABMEHU CMNUHHOTO Mo3ra U
nocneaywuleii MmmenonaTtun.

CepOdeuHo-cocyducmas cucmema: KiariaHHble TIOPOKHU cep/iiia.

}KeﬂyaOLIHO-KULLleLlHaH cucmema. rerdToCIvieHOMerajauns, IIdXOBO-MOIIOHOYHLBIe U
IMMyIMOYHbIE€ I'PHDKUA.

Kak n npu O6ONbWWHCTBE pPELLEeCCUBHbLIX 60Me3HEe KIUMHUYECKUIA MOSIMMOPAU3M
onpegenseTcs oCTaTtoO4YHON aKTUBHOCTbLIO (DEPMEHTOB U onpeaensieT TAXEeCTb TeYEeHUs U
paHHWA Oe6tT. B 3aBUCUMMOCTM OT BO3pacTa AebkTa Te WM WHble KIMHU4YecKune
NPOSB/IEHNS MOTYT UMETb Pa3/INUHYI0 CTeNeHb BblpaXXeHHOCTH (Tabnuua 2).

Tab
nvua 2. BbIpaXeHHOCTb KNIMHUYECKMX NPOSBAEHUIA B 3aBUCUMOCTM OT BO3pacTa
neb6tota MIMC1.

Cucrema Cumnrom Hosopox MnageHnt Hetu IToppoctku
I. bl
Ceppeu Kapanomuonarus - + + +
HO-
- + + +
cocyau KoponapHast
cTast 6o/1e3Hb
cepana
YTosnueHue - ++ +++ 4+
CTBOPOK
KJIallaHOB
Lentpan Hapymenue - - + -
bHast TIOBeJIeHUs
HepBHas
LepBuka - - ++ ++
JIbHAas!
MUeJonar
usi
T'uppouedanuis - ++ ++ ++
Perpecc pa3Burtus N ++ +++ +
Cypoporu - 4 + _
Hapyienue rinoranus - + + +
[TuieBapuTebH Huapes - + + +
ast
l'enarocniieHomeranust - ++ +++ +++
Yum [ToTteps cnyxa - + + +
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++
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I+
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H+

H+

++

Ckeje
THO-
MBIILIe
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HepmataH cynbdar B " " " "

Moue

IenapaH cynbdar B " " " "

Moue

O6ugue I'AT" B MOue " " " "
JUATHOCTUKA

OCHOBHbIMW OMArHOCTUYECKUMU KPUTEPUAMU ABJIAIOTCH:

1. XapakTepHblii BHELUHWIA BUA, NauueHTa - 0C0O6eHHOCTM dpeHoTmna.

2. TloBbllEHHasA 3KCKpeLumsa gepmMaTaHcybara n renapaHcynbgara ¢ MoYoii.

3. CHMWKeHne akTMBHOCTM anbgha-L-maypoHuaasbl B KynbType dmbpo6/1acTos,
N30/IMPOBAHHbLIX  IEMKOUMTOB, /MO0 B NSATHAX KPOBW, BbICYLUIEHHbIX Ha
GomnbTpoBasibHOM Bymare.

4.  MonekyngpHo-reHeTnyeckoe nccrefoBaHuve: BblSIB/IEHME  MyTauuii

B reHe IDUA,

Kogupytowem ansa-L-naypoHmaasy.

5. TlpeHatasibHasa anarHocTrka pekoMeHgoBaHa A1 /160 nocnenyroLLen
6epeEMEHHOCTIN B CEMbSX, OTAMOLLLEHHbLIX XOTS 6bl 0AHUM criydaem MIIC .

Juarno3s MIIC I craBUTCA Ha OCHOBAHHUM COBOKYNHOCTH K/IMHHYECKHUX /JAAHHBIX,
pe3y/JbTaTOB J1ab0paTOPHOr0 WCC/IeJ0BAHUSA M MOJIEKY/ISIPHO-T€HEeTHYECKOro
aHa/IM3a.

JUODOEPEHIINMA/IBHASA JTUATHOCTHUKA

Ll,pyrvle BUAbl MyKOMoJ/IMCaxXapnaosos, raHrmo3naos.bl, HEVIH(*)eKLI,I/IOHHbIe noJ/inapTpuUThbI.

BEAEHWE BOJIbHbIX C MINC | TUNA

3a6oneBaHve MMeeT My/NbTUCMCTEMHYO NPUPOAY M HeobpaTuMble, NporpeccupyoLLve
KTMHUYECKNe NPOSIB/IEHUS], YTO 06YCNOBIMBAET HEOBXOANMOCTb HABMIOAEHNS HE TONbKO
Y3KUMU cneuyanucTamm (oTOpVHONAPUHTO/IOTaMW, X1pypramu-opToneaamm,
ohTanbMosioramu, Kapauonoramu, ny/IbMOHO/I0ramMum, HeBponaTosioramu,
cTomarosioramun), HO 1 consnoTepanesTami, oronegamu, NCMXosoramm U paboTHUKaAMK
nanIMaTuBHbIX CYX06.

MaymeHTbl C AaHHOW HO30/10rMel AO/MKHBI MOCTOAHHO HaxXo4uTbLCA nofg HabnwaeHem; 1
pa3 B 6-12 mec. (B COOTBETCTBMM C TSHKECTb) COCTOSIHAA) MoKa3aHO KOMIM/IEKCHOEe
obcnefoBaHne B MHOronpodousbHbIX cTauMoHapax. [/MTesIbHOCTb HaxoXAeHUSs B
cTaumoHape / ogHEBHOM cTauMoHape 21-28 aHell.

Hab6niogeHne 60MbHbIX N0 MECTy >WTenbcTBa (B aMOGynaTOPHO-MNONUKANHUYECKMX




YC/TOBUSAX) [1O/MKHO OCYLLECTBNSTLCS MOCTOSIHHO. JlabopaTopHble U UHCTPYMEHTa/IbHbIE
o6cnefoBaHMs U pekoOMeHAyemas yactoTa UX NPoBeAeHUst NpeacTaBeHa B Tabn. 3.

Tabn
nua 3. YactoTta npoBeaeHns obcnenoBaHms aeten
c MINC | Tuna.
WccnenoBanus [TepBoHauan Kaxnpie Kaxnpie OpuH
bHasl OLleHKa 6 12 mec pas B
mec 2
roja
ITopTBep)xAeHHe fAar€o3a X
AnamHe3 60J1e3HH X
Kiuanueckuii ocMoTp X X
Pocrt, Bec, OKpy>KHOCTb T'OJI0BbI X X
BrIHOC/IMBOCTB1 X X
Onenka ITHC
KowmrisroTepHasi ToMorpadust uiu X X
MPT ronosHoro mo3sra
KorautueHoe TectrpoBanue (DQ/ X X
1Q)2
CkopocTb HepBHOM X X
npoBogumoctn/ SMI'
OneHka ciayxa
AypnuomeTpust X X
O1eHKa 3peHus
OcTtporta 3peHus X X
OcMoTp ra1a3Horo JHa X X
WccnenosaHue porosuLisl X X
JlbIxaTe/qbHasA cucTreMa
OB/1 X X
HUccnegoBanue X X
cHa/mommcoMHorpadus
O0cnegoBaHNe CcepAeuHo-
COCY/JUCTOU CHCTEMBI
DJIeKTpOKaprorpaMma X X




Jxokapauorpadus X X

OmnopHo-BUraTe/bHbIN
anmapar

PentreHorpaduu ckemnera X X

JKe/TyJ0UHO-KHIIEYHBIH TPAKT

Y3U opraHoB X X
OproIIHOM MOJIOCTH;
00LeM cejie3eHKH, ITeUeHn

JlaGopaTopHble HCC/Ie0BAHUS

Onpepenenue I'AT X X

Hab6nogeHne nauneHtos ¢ MIMNC | BKNOYaET BbiSIBNIEHWE OC/I0XXHEHNI OCHOBHOTO
3a60/1eBaHnA 1 CONYTCTBYHOLLMX COCTOSAHUIA.

[Nnsa gnarHoCTvkM OBCTPYKTMBHOIO arnHo3 CHa NPOBOAMTCA MOJIMCOMHOrpadns,
KOTOopas Mo3BONSET OnpefesnTb XapakTep AblXxaTeslbHbIX HapyLleHUn (MCKIYNUTb
LEHTpasibHbIi  reHe3, CBA3b C  runepTpodmein  ageHougoB,  CepAevHon
HeAO0CTaTOYHOCTLIO U/IM KOMMIEKC MPUYKH).

KnunHnyeckas kapTuHa HEBPOJIOTMYECKMX NPOSIBNEHWI N pe3y/ibTaTbl 06 bEKTUBHBIX
mMeTogoB o6cnefoBaHMA He Bcerga KoppenupyrlT. PesynbTartbl  MarHuMTHO-
pe3oHaHcHoi Tomorpadun (MPT) ronoBHoro mosra naymeHToB ¢ MIMNC He sBNsOTCA
ANarHocTMyeckn 3HauyvMMbIiMU A5 OnpeaeneHns KOrHUTUBHOIo Aednunra.

1/l feTeld crapiile 3 JieT; pacCTosiHUe, NpOMjeHHOe 3a 6 MUHYT (TIPeANOUTHUTE/bHBIM SIB/ISIETCST TOT JKe
TIPOMEXXYTOK BpPeMeHH, UTO Y B MPeJbIAYIIMX TecTaX 3TOro MalyeHTa); YMC/I0 CTyIIeHel, IPOoi/IeHHbIX BBepPX
3a 3 muHyThI. OLleHUBaIOTCA NoKa3atenu carypauuu SpO2, U1l UCC mo u nocse HarpysKu.

2 DQ v Kosdpduiment ymcreenHoro pa3sutusi (KYP) - crioco6 cpaBHeHHsI MHTe/IEKTYaIbHOTO Pa3BUTHS,

CBOUCTBEHHOTO [IJaHHOMY BO3pacTy (YMCTBEHHBIX CIIOCOOHOCTeH pebeHKa TI0 OTHOIIEHUI0 K €ero
CBEPCTHUKAM), C XPOHOJIOTHYECKUM BO3pacToM ((hakKTHUeCKUM BO3PacToM pebeHKa).

KYP paccuuTtbiBaeTcs fie/ieHHeM UHTe/IEKTYaJbHOTO BO3pacTa Ha XPOHOIOTHUeCKHi ¥ yMHOKeHHeM Ha 100
JUIsT TIoJydeHus Liejioro uucia. CpefHNE Ko3(GUIMEHT YMCTBEHHOTO pas3BUTHS [yisi M0OOro Bo3pacTa
cuurtaetcs pasHbiM 100.

CTumynaunoHHas anekTpoHenpomuorpadmnsa (AHMIT) no3sosseT onpepennTb
cOaBneHne CpeguHHOIO HepBa [faxe [0 MNOSABMNEHUA CUMNTOMOB W A0/KHA
NPOBOANTLCSA, HaUMHasA ¢ Bo3pacTa 4-5 neT, exerogHo.

PerynapHoe nposegeHne 3KI, 9x0-KI, XONTEPOBCKOr0O MOHUTOpUpPOBaHnA K,
CYTOYHOr0O MOHUTOPUHIa apTepmnasibHOro AassieHns Heob6xoauMOo naumeHTam ¢ AaHHOM
naTosiorven, Tak kak C paHHero Bo3pacta y HUX OTMe4yalTCs CephedHO-CoCyaucTble
HapyLleHus.

CKPUWHUMHTI Ha KSIMHUYECKNe N BU3yasin3auvoHHbIe NMPU3HaKyM KOMMNPEeCcCcun CrmHHOro
Mo3ra. HectabuibHOCTb aTt/iaHToaKCUasibHOro cycTaBa MOXeT ObiTb BbIIB/IEHA NpU
peHTreHorpaduy LWEenHoro oThena Mno3BOHOYHMKA C Harpyskol, OfHako Ans
NOATBEPXAEHNSA KOMNPECCUM CMMHHOTO MO3ra BC/IefCTBUE YTOJILEHNS ero 060/104eK
TpebyeTca nposeseHne MPT.

Mpwn peHTreHorpadun rpygHoin knetkn npy MIMC | H onpeaensieTcsl yKOpoyeHue u




pacwmpeHne auadun3oB TpybGuaTbiXx KOCTER. YNnoweHne U paclumpeHne TypeLKoro
cefna, K1lBOBMAHAaA hopma Tes1 NO3BOHKOB.

Mpy peHTreHo10rMYeckom ncecnenoBaHnum ckeneta getein ¢ MIMC IS BbIABAAKOTCA Te
Xe W3MEeHeHusa, 4yto U npu cuHgpome [ypnepa, HO MeHee BblpaXeHHble. [lpu
peHTreHorpadny Ta306eApeHHbIX CyCTaBOB OMNpefesiaeTcsa AWUCMIa3ns  TrOsI0BKM
6enpeHHOl KOCTH.

INTPUMEPBI TUAT'HO30B

1. Mpykonoaucaxopudo3 I muna cuiopom I'ypaep-Illelie. YmMcmeeHHas omcmanocmsb
Né2Kkoli cmeneHu ¢ Hedopaszeumuem peuu 2 ypoeHs. [ucaaaus. Kapouomuonamus
8MOPUYHAS. HeoocmamouHocmb aopmasnbHO20 K1anava I cmeneHu,
HedoCMamoyHOCMb K/AanaHa cmeosda /e20UHOl apmepuu U MUmpanbHO20 Kaanava I
cmeneHu. HK I-II cmeneHu. Jlucnaa3usi nO380HOYHUKA, momasnbHasi ¢opma.
HecmabunbHocmb KpaHuaabHO20 omoend Nno360HOUHUKA. CMmeHO3 Nn0360HOUHO20
KaHana 6e3 Komnpeccuu CNUHHO20 Mo32a Ha YypoeHe no3eonkos C1-C3.
Bopoukoobpa3zHas decpopmayus epyoHoti kaiemku II cm. Kugockonuos I- II cm. Spina
bifida L4-L5-S1. Coxa valga. MHoscecmeeHHble KOHMPAKMypbl KPYNHbIX U MeAKUX
cycmasos. [lecpopmayusi 2oneHocmonHbix cycmagos. Comamuueckasi 3a0epicKa
pocma. AdeHouos! II-1II cmeneHu. I'unepmpocpust munoanuH II cmenenu. [JuegdysHas
kepamonamusi. IloMymHeHue po2osuybl. YmoaujeHue cemuamku.  YniomHeHue
Xpycmanuka. ITynouHas 2pbica.

2. Myxkonoaucaxapudo3 I muna (Cunopom Illelie). HapyweHue ocaHKu
cKkoauomuyeckoeo muna. OcmeoxoHOponamusi weliH020 omoend NO380HOUHUKA.
Konmpakmypa koneHHblx cycmagos. KoHmpakmypa /y4ye3ansicmtHbix CyCmdaeos.
KapnanbHbili cuHOpom ¢ 08yx cmopoH. CocmosiHue nocjae onepamugHo20 /AeUeHUsl.
BmopuuHasa  kapouomuonamusi. HedocmamoyHoCmb — MUMPAAbHO20 — KAANAHA.
Mukcomamo3 cmeopok  mumpanbHo20  KaanaHa. IlapyuanbHoe — HapyweHue
Ko2HUMueHbIX pyHkyuli. OU eunepmemponuyeckuli acmuemamu3m obpamHozo muna,
Kepamonamusi, 3numeauonamus 2-3 cm.

3.  Mykonoaucaxapuoo3 I muna (6one3ur Iypnep). IlleliHbili eunepnopoos3.
ITpasocmopoHHull 2pyoHol ckoauo3 II-III cmeneHu. Kunesuonasi Oegopmayus
2pyOHoli kaemKu. MHoJcecmeeHHble KOHMPAaKmMypbl 8ePXHUX U HUMCHUX KOHeuHocmell.
BanbeycHas degpopmayus HUNMCHUX KOHeYHOCmel C 8epWUHOU HA YpOBHe KOAeHHbIX
cycmasos. IlrockosanbeycHasi Ooe¢popmayusi cmon II cmeneHu. Kapouomuonamus
emopuuHasi. MukcomMamo3 CmeopoK MUMPA/AbHO20 KAAnaHd, HeodoCMAamouHOCMmb
MUMPA/IbLHOR0 KAANAHa
2 cmeneHu, HeOoCmMamouHocmb aopmanbHo2o kiaanaHa. HK I-TIIA cm. [QucgyHkyus
CUHYyC08020 y31a DOkK30(pmasnbM, NOMymHeHUe po208UUbl CpedHell CmeneHu.
T'unepmemponus caaboti cmenenu. ITmo3 1 cm. Temnosas 3adepicka peuegoz2o
pazeumus. CuHOpom 3ansicmHozo kaHana. JJusapmpus. IIynouHas epbidica.
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Puc. 1. Cxema Tepanum MIC 1 tnna.

1. PepmeHTO3amecTUTEIbHaA Tepanusa (P3T).

MposoanTca napoHuaasoii (Anbaypasum; kog ATX A16ABO5).

B 1 mn pactBopa cogepxutca 100 Ef (npnbnusutensHo 0,58 mr) napoHugasbl. ITO
pekoMbrHaHTHass chopmMa 4esnoBeyveckoin asba-L-naypoHmaassl, npoussogumas C
MCMNOSIb30BAHNEM TEXHOOMMM pekoMOUHaHTHONW AHK B KNETOYHON KynbType KUTahCKux
XOoMAYKoB. P3T npefHasHayeHa [O/19 BOCCTAHOB/IEHUSA YPOBHA  3H3MMATUYeCcKoun
aKTUBHOCTW, AOCTATOYHOrO 4718 rMApoan3a HakKOMEHHbIX [MIMKO3aMUHOMIMKAHOB U AN
npesoTBpalleHna nx AasbHellero HakonneHus. MNocne BBefeHNs napoHugasa 6bICTPo
BbIBOAMTCA W3 CUCTEMHOrO KPOBOTOKA W TMOr/0WaeTca KieTkamu, noctynas B WX
/IM30COMbl  Yepe3 MaHH030-6-hocTaTHble peuenTopbl. PeKOMeHA0BaHHbIN  pexum
[031pOBaHusA: exeHeaenbHoe BBeAeHue B fAo3e 100 Ef/kr B Buae B/B MHAY3UW.
HauyanbHasa ckopocTb BBeAeHUA, cocTasnsaowas 2 EA/kr/u, npy xopoLuein nepeHocMMOoCTH
MOXET MOCTEMNEHHO YBENNUMBATLCA Kaxable 15 MUH, MakcumasibHo o 43 Ef/kr/u. Becb
HEeobX0ANMbI 06bEM pacTBOpa A0/MKEH ObiTb BBEAEH NPUOAN3NTENBHO B TeYEHUE 3—4 .
Mpenapatr MOXHO WCMOMb30BaTb MNepes — TpaHChaHTaumMein  KOCTHOTO  MO3ra,
HernocpeACTBEHHO NOC/e Hee, a Takke Mocne TpaHcniaHtauuMM OT reTepo3nroTHOro
[OHOpa MNPV HEMOJIHOM BbITECHEHWM KNETOK peuunueHTa 4OHOPCKAMN KI1eTKaMu.

2. TpaHcnnaHnmayusi KocmHoa2o mo3saa (TKM) nposogutca naumeHtam ¢ MIMNC 1H
[0 [OCTVMXXEHUA BO3pacTa ABYX JIET NPY HOPMasibHbIX UM CyOHOPMaUTbHbIX nokasaTensax
passutns (DQ>70). Jlydwmne pesynbtaTbl NOJYYEHbI NPU WUCMNOJSb30BaHWN CTBOJIOBbIX
KNeToK KOCTHOro Mo3ra HLA-COBMECTUMbIX POACTBEHHbIX OHOPOB NN CTBOJIOBbIX K/1ETOK
MyNnOBUHHOM KPOBW POACTBEHHbIX AOHOPOB. TKM BefeT K yMeHbLUEHMIO pa3MepoB NneyveHun
N CeneseHkn, YnyyleHuto QYHKUNA ObIXaTelbHOW U CepAevyHO—COCYAUCTON CUCTEM.
MoMyTHEHMe poroBuubl YMeHbLUAeTCA MeLJ/IEHHO, Npu 3TOM, He ucyesasd MOoJSIHOCTLI;
chopMMpOBaHHble M3MEHEHUSA cKeneTa, OCOOEHHO MO3BOHOYHOro CcTon6a, Takke He
KYMNMpPKOTCA B MOJTHOM 06beme.

3. CumnTomaTtmnyeckasa Ttepanus

Mpun coobuatowerica rngpouedanm nokasaHo BEHTPUKY10-NepUToHeaslbHOe
wyHTnpoBaHue. lMauneHtam ¢ MIIC Il TMna c nporpeccupyrownmM yBennyeHnem
XenygoukoB Mo AaHHbiM MPT w/unm noaTBEPXAEHHBLIM MOBbILWEHNEM [aB/IEeHUSA
Lepebpo- cnuHanbHON XuakocTtu 6onee 25-30 cM BogHOro crtosnba (18-22 mm pT. CT.).

CpaBsrieHne CnMHHOIO Mo3ra NpuMBOAMUT K HeobpaTUMbIM HEBPOOTMYECKUM
HapyweHnssM, Nno3TOMy NpWv  MOSAB/AEHMM MNEPBbIX CUMMTOMOB  Heob6xoAnmo
paccmatpuBaTb BOMPOC O AeKOMNpeccupyrolein onepauunm [0 MOAB/IEHNS
BblPaXKEHHbIX HapYyLUEHWA.

MaymeHTam C HapylleHveM (YHKUMM KUCTEN WNN C HapylleHUem HepBHOW
nposogMmoct no pesynbtatam 3SHMI nokasaHa onepauus aekomMnpeccuun
HEepPBHbIX CTBOJIOB, KOTOPasi NPUBOANUT K BbICTPOMY CTOMKOMY Y/TyULLIEHMIO (DYHKUUN.
Yactota peunamBoB KapnasbHOrO0 TOHHENbHOro CuMHApPOMAa Yy nNauMeHToB C
pasnuyHbiMu  TUNnamm  MIIC  Hem3BecTHa. [lOCKOMIbKY MOBTOpHAA KOMMpeccus
Me[MaHHOro HepBa BC/eAcTBME pybLeBaHUs WK OT/IOKEHUSA TIMKO3aMUHOT/IMKAHOB



BO3MOXHa, HE06X0AMMO MPOAO/HKATL HAbNAEHME.

Koppekums cepfie4yHo-cocyamncToin HeoCTaTOYHOCTH, apTepuasibHOW rMNepTeH3nm
NPoBOAMTCA CTaHAAPTHbIMX MeToAaMV KOHCepBaTUBHOIO JIeYEHUsl MPUHATLIMU B
JeTtckoli  kapguonornn. o nokasaHWsM pellaeTcs BOMPOC O HeobxoAMMOCTU
XVPYPruyecKoin KoppekLuuu.

JleyeHne noBefeHYECKNX HapyLUEHUn NPOBOAMTCA MCUXPOHEBPOSIOrOM, O6bIYHO
NCMNONb3YITCA CefaTvBHble CPeACTBa, TPaHKBUIM3ATOPbl, KOPPEKTOPbLI NOBEeAEHUS.
Bbibop npenapaTta, 4031POBKa, A/IMTENBHOCTL Kypca onpeaesniaiTca NHANBUAYaSIbHO.
HaunHaloT npvemM AaHHbIX npenapaTtoB Mo TwaresibHbIM BpayebHbIM KOHTPOJIEM B
YC/IOBUSAX KPYT/I0CYTOYHOrO / AHEBHOIO CTaLmoHapa.

MpY cMMNTOMATUYECKOW 3Nuencum HasHavyarTCs aHTUKOHBY/IbCaHTbI, OHAKO
[O3UPOBKM UCMOMBb3YIT MeHbLUe cpefHeTepaneBTUYeCKUX /I CHUKEeHUS pucka
pasBUTUS BO3MOXHbIX HexXesnaTtefbHblX 3ddekToB. [Moabop aHTUKOHBY/IbCAHTA
OCYyLLLeCTBNAETCA  NCUXOHEBPOSIOTOM B 3aBUCUMOCTM  OT  Buga NPUCTYMOB,
nokKanusaumy oyara naTosIorMyeckoi akTMBHOCTMU.

Mpy ohTasIbMONOrMYECKUX HapYLLEHUAX NPOBOAUTCA JIeYeHne Mo nokasaHusM,
noabop Tepanuy OCYLLECTB/IAIETCA Ha OCHOBaHWW pekoMeHJauuii Mo J1eveHunto
COOTBETCTBYHOLLMX HO30/10TUA.

OpTtonepunyeckas KOpPeKUusi HapyLLIeHUs OCaHKW, TyrornoABMKHOCTN CyCTaBOB C
NCMOMb30BAHVEM  HEXWPYPrMYECcKMX MEeTOAO0B  BKMIKYaeT dmsvonpouesypbl u
NPUMeHeHne opToneguyecknx  yCTponcTB. [lo  nokasaHuAM  OCYLLECTBASAKT
apTPOCKOMNMIO, MPOBOAUTCA XMPypruyeckas 3ameHa Ta3obefpeHHOro wuin KOSIEHHOro
cycTaBa, Ucnpas/ieHne OCU HMKHE KOHEYHOCTW.

Peunaunsumpylowie OTUTbI, YacTble pecnupaTopHble 3ab0/1eBaHUs BEPXHUX
AblXxaTesibHbIX NyTeil TpebylT MNpoBefeHVUs CUMNTOMaTUYecKoW, No MnokKasaHusaMm -
aHTMGaKTeprasibHOM Tepanuu, a Takke Xupypruyeckoro BMeluaTensctea. [pwu
CHWKEeHUN cryxa — noAobop 1 HoLeHWe CyXOoBbIxX annaparoB. OB6CTPYKTUBHbIE arnHO3
BO CHe TpebytloT NPYMEHEHNA OKCUreHoTepanuu.

kapuec u abcueccbl — rMrmeHa nosiocTM pra U 3KCTpakums 3y60B MNpu

HeobxoaAMMOCTH.

AKTHBHas HMMYHHU3AIUA

YacTtble pecnvpaTopHble NHAPEKLMUN obycnosnusatT
LlesiecoobpasHOCTb  MPOBEAEHNS BakuMHauuy naLMeHToB NpoTuB
MHEBMOKOKKOBOW 1 reMOUNIbHON NHDEKLNIA.

AHecTe3n0/I0rnYecKye mocoous

Mpwv npoBeAeHNn 06LLEeli aHecTe3nn Heo6GX0AMMO MOMHUTb O BbLICOKOM PUCKE KOMMPECCUN
CMMHHOTO MO3ra BC/eCTBME HECTabWbHOCTM aT/aHToakcManibHOro cyctaBa. KopoTkast
luesl, orpaHWYyeHne MOABUXHOCTU HWDKHEW YesiocTv, yBenunueHue s3blka, BblpakeHHas
rMnepTpoomsi  afieHoMaoB M MUHAAIMH  co3falT  Npo6nembl  Mpy  NPOBEeAeHUN
aHecTe3no/10rMYeckoro nocoous,

no3ToMy  NpeanoyTeHMe  cfiegyeT  oTAaBaTb  MECTHOMY WM pervoHasibHOMY
o6e3bonmBaHnio.  MauyueHT  npegBapuTeslbHO  KOHCY/IbTUPYETCS  KapAvosiorom,
OTOPVHO/IAPUHTO/IOTOM, aHecTe3nosI0roM, HeBponaTonoroM. O6si3aTeNlbHO NpoBegeHue
MOMIHOTO  KapAuonorMyeckoro o6cnefoBaHusi, NoAMCOMHorpacomm  (ANs  BblsIBNIEHUS
CTENeHn AbIXaTeNbHbIX HapyLUeHWi), Npy HeoBXOAUMOCTU - IHAOCKOMUM HOCOI/IOTKA U
KOMMblOTEpHO/ Tomorpacum  nerkux. OnepaTtMBHOE BMeLLATENbLCTBO C aHecTe3ueit
HeobxoAVMO NPOBOAUTb B KPYMHbIX MEAULMHCKMX LeHTpax, umerowmx OPUT, Tak Kak
MHTyGauMss 1 nocnegywowlas 3SKCTybauusi y TakMx NauueHToB MOXET Bbl3BaTb
3aTpyAHeHus.



Peabunuranusa

MauneHTy c Mykononucaxapugosom | Tuna dom3noTepaneBToM W Bpayom-S1I®K
paspabaTbiBaeTca MHAMBMAYa/IbHbIA  Kypc peabunuTauun, BKIKYAKOWMA  Maccax,
neyebHylo  U3KynbTYpy, u3noTepaneBTUYeCKne  npoueaypbl  (MarHutToTepanuio,
TepmoTepanuio, yaapHO- BOSTHOBYK Tepanuio, MeToa 6monornvyeckoii obpaTHON CBSA3N K
Apyrue npoueaypsbi).

PeabunutalmoHHble Kypcbl (Maccax, JIPK, dmsnonpouenypbl, Ncuxonoro—negarorndyeckas
MOMOLLIb) >XenaTteflbHO NPOBOAWUTbL B YC/I0BUAX [AHEBHOIO CTauMoHapa npoBOAMTCHA C
yacToToli 3- 4 pasa B rog, 4/ IMTE/IbHOCTb — ONPeAensAeTcs TAHKECTbI COCTOSAHUSA U OTBETOM
Ha NPoBOAVMbIE MEPONPUATUS.

HCI/IXOJIOFO-HE,E[HI‘OI‘I/I‘IECKHH noMoinb

MpoBoguTCA B KOMMJEKCE  peabunutauuoHHbIX — Meponpusatuii.  KoppekumoHHO-
negarornyeckoe BO34encTBre onpeaensieTcs B 3aBUCMMOCTU OT TSXKECTU U ANIUTESIbHOCTU
TeuyeHWss 6ONEe3HW, CTPYKTYpbl HapylleHwWli  300pOBbs,  CTENEeHW  HeaopasBuTUS
Nno3HaBaTe/IbHON [AesATe/IbHOCTW, TuNa 3MOLMOHAIbHOIO pearnpoBaHusi, 0COOGEHHOCTEN
noBeAeHnss pebeHka. BkNueHne KOppeKUMOHHO-Mefarormyeckoro COMpoOBOXAEHUS B
KOMMNMIEKC BOCCTAHOBUTE/IbHLIX MEPONpUATUIA obecneumBaeT AOMNOMHUTENbHYI0 OLLEHKY
AVHaMVKN  MCUXUYECKOTOo pPasBUTUS Kak OAHOTO0 W3 BadkKHbIX MokKasaTenein COCTOSAHUSA
300pOBbSA, MOBbIWAET 3(PAPEKTUBHOCTL TepaneBTUYECKMX BMeLLATesbCTB, CHWKaeT
3KOHOMMYECKOe Opemsi [daHHOl naTonorMm 3a CYeT couuanm3aumm nauyMeHToB U
COXpaHeHUs NCUX0N0rMYECKOro noTeHUmana TpyA0CnoCOOHbIX Y1EHOB CEMbU.

ITaninaTuBHanA nomMoiib

Heob6xoAMMO oOka3aHuMe BCECTOPOHHEN nomowm (MeauLMHCKONM, MCcuXocounanbHOl ©
mMaTepuanbHOI) AETAM C HEM3NEYNUMbIMY OrPaHNYMBAOLUMI CPOK XN3HM 3a60/1eBaHMSIMU.
B coctaB nannuatuMBHbIX CAYX6 BXOAAT Bpaun, MeOUUUHCKME CecTpbl, MCUXON0rn W
coupnasibHble paboTHUKM. HECMOTpS Ha TsKenoe COCTOSHME Y NOCTOSAHHYHO NOTPE6HOCTL B
MOHUTOPUWHIE, BCE NaumeHTbl NPenMyLLEeCTBEHHO HaX0A4ATCA AoMa B KPyry CBOEl CeMbu n
Apy3eil. OCHOBHOIM LUesibio paboTbl NaiMATUBHBIX CAYXO ABNSeTCcs co3gaHve Bcex
HeobXoANMbIX YCNOBUIA 4151 06ecnevyeHns HaxoXaeHNss 60/1bHbIX B AOMALLHUX YC/IOBUSIX, a
He B CTeHax /1Ie4ebHOro yupexaeHns, 4To No3BONSET HE TOJbKO Y/yULLNTb KA4YeCTBO XU3HU
60/IbHbIX M WX CEMEN, HO W CYyLWECTBEHHO CHU3UTb TOCYAAPCTBEHHbIE 3aTpaTtbl Ha
MOCTOSIHHOE CTauMOHapHOE NleYeHne Taknux naumneHToB.

NMPOIMHO3

gll(aoMnaonmcaxapm,qos | H - T1XKenas

B cpegHeM nNpoAo/XUTENIbHOCTb XU3HM MauMeHTOB cocTaBnisieT npumepHo 10 neT.
[ObixaTenbHasi ¥ cepfeyHasl HeAoCTaTOYHOCTb, OGCTPYKTUBHbIE MNPOLIECChl BEPXHMX



[blXaTelbHbIX NyTei N NHgEKUMN — yCYryonsitoT NPOrHos.

Mykonoymcaxapupo3 tun I S - nerkas ¢opma

npO,qOﬂ)KMTeﬂbHOCTb XU3HNW MOXET OblTb HE WN3MEHeHa MU OGyCﬂOBﬂI/IBaeTCFl
CbeHOTI/II'II/ILIeCKI/IMI/I NpoABAEHNAMN NATOSIOTNYECKOro rnpouecca.

Myxkonomucaxapujo3 tun I H/S - npomexxyTouHasa ¢opma

CKOpOoCTb nporpeccumpoBaHna 3aboneBaHns 3aHMMaeT NPOMEXYTOYHOE MOJ0XKEeHNe
mexay cuHgpomamu N'ypnep u Weite.
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