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KITMHWYECKUE PEKOMEHAALIN MO
OKA3AHWIO MEAMLUMHCKOW NOMOLLUU
NETAM C MYKOMOJINCAXAPUAO30M IV
TUMNA

JlaHHble K/IWHUYeCKHe pPeKOMeHAALMU IMOAroTOB/IeHbl NpodecCHOHATbHOMN
acconpanuein  Jgerckux Bpaueit Cow3om mneguarpoB Poccuu B 2013r.,
aKTya/Iu3MpPOBaHbl, CoOrjacoBanbl B uIOHe 2014r. ¢ r/1aBHbIM BHeEIUTAaTHbIM
CIea/INCTOM 0 MeJUIIUHCKOIM reHeTke Mun3sjpasa Poccuu g.M.H. KyneBsim C.H.
YrBepxaensl Ha XVIII Konrpecce meauarpoB Poccum «AKTyasibHbIe TP00/1€MbI
neguaTpun» 14 ¢gespans 2015r.

CocraB paGoueii rpymnbi: akag. PAH BapanoB A.A., wi.-kopp. PAH
Hama3oBa- BapanoBa J1.C., g.M.H. Kynies C.W., npod., aA.Mm.H. Ky3enkoBa JI.M., K.M.H.
I'eBopkan A.K., K.M.H. Bamakmaaze H./I., k.0.H. CaBocTtbsinoB K.B., K.0.H. IlymikoB
A.A., p.Mm.H. 3axapoBa E.}1O., k.m.H. IlogknerHoBa T.B., K.M.H. BumineBa E.A.

ABTOpbI TOATBEPXAAKT OTCYTCTBHe (PUHAHCOBOIM MOAJePKKI/KOHG/IMKTa
HHTEPeCOB, KOTOPBIH He00X0JUMO 00HAPO/I0BATh.

MYKOIMOJ/IMCAXAPNAO3bI

[aHHbIA NPOTOKON MO AMArHoCTUKe U Tepanuyu MykonoancaxapugosoB y AeTei co3faH Ha
OCHOBaHMM cuctematnyeckoro o6sopa nutepatypbl 1992-2013 rr. Medline (Pubmed
version), Embase (Dialog version) n Cochrane Library databases, ¢ ucnonb3oBaHuem



co3gaHHblx npotokonos (Valayannopoulos V, Wijburg FA. Therapy for the
mucopolysaccharidoses. Rheumatology (Oxford) 2011;50 Suppl 5:49-59.).
Mykononucaxapngosbl OTHOCATCA K pefkuMm HacnencTtBeHHbIM 3abonieBaHusAM, 4TO
NCKNOYaeT BO3MOXHOCTb MNPOBEAEHUS 6O0MbLUMX KOrOPTHLIX WM paHAOMU3MPOBaHHbIX
KOHTPO/IMPOBaHHbIX UCCEeA0BaHNA U AN CO34aHUSA NPOTOKOMOB ANArHOCTUKN 1 Tepanun
NCNONb3YKTCA /NUWb TeMatuyeckne WUcCCnefoBaHUSA 3SKCMepToB, OMy6/IMKOBaHHbIE B
nocnegHue aBa AecatuneTus.

ONPEAENEHUNE

Mykononucaxapugosbl (MIC) - rpynna HacneacTBeHHbIX 6o0ne3Heil obmeHa
BELECTB, CBA3aHHbIX C HapylweHveM MeTtabonu3ma rnnkodamuHornnkados (IFAIN),
npuBOsLLIEEe K MOPaKeHWo opraHoB W TkaHel. O6ycnos/ieHbl AaHHble 3a6osieBaHuA
MyTauuvsaMM  TEeHOB, KOHTPO/IMPYIOLUMX  MNPOLECC  BHYTPWUIM30COMHONO  rvaponunsa
MaKpOMOJIEKY /1.

KOAbl MKB-10

E 76.0 - Mykononmcaxapngos 1 tuna
E 76.1 - Mykonosimcaxapmgos 2 tuna
E 76.2 - lpyrne mykonosamncaxapnaosol

AMMAEMNONOInNA

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

NMPOPUNTAKTUKA

MpocdpnnakTuka MYKOMo/iMcaxapuao3oB - npeHaTasibHas
[INarHocTuka, OCHOBaHHasi Ha HemnocpeacTBEHHOM onpeaesnieHun aeduumta
hepmeHTa B aMHUOTUYECKUX KeTKax.

CKPUHWHI

B HacTosiLee BpeMS CKPUHUHT CPeA HOBOPOXAEHHBIX MW APYrMX BO3PACTHbIX IPYNn He
npoBoAUTCSI.

KNACCNPUKALNA

B cootBeTcTBMM C gedomumTom / OTCYTCTBMEM METabO0/IMYECKNX IN30COMasIbHbIX
bepmMeHTaM U1 COOTBETCTBYKOLWMM TFEHHbIM AedektaMm U  TSHKECTU  KINHUYECKOW
CYMMNTOMATUKM BbIAENAOT CNeayrLLne TUNbl MyKonoaMcaxapuao30B:

Tabn

nua 1. Knaccudpmkaumsa



(HomeHknaTypa) MIMC.

M Tun CunzipoMm l'en ®DepMeHTHBIN AedeKT Xpo OMI
I1C MO- M
COMH
as
JI0Ka
-
3anu
s
I MIIC I'ypnep IDUA Hedurur anbda-L- 4p16.3 60701
IH UAypPOHUA3bI 4
MIIC I'ypnep-1lleiie 60701
I 5
H/S
MIIC [leite 60701
IS 6
II MIIC XaHTepa IDS Hedpuuut nm Xq28 30990
I OTCYTCTBHE U/lypOHAT- 0
2-cynmbdaTasbl
Hedyur nm
OTCYTCTBUE
CybGhOUAYPOHAT
cybdarasbl
III MIIC CaHdunurro SGSH 25290
1A HeduiuT remapan-N- 17q25. 0
Cy/bdartasbl 3
MIIC NAGL Hedurmr N- 17q21. 25292
111B ) atetuI-a-D- 2 0
IJIFOKO3aMHHHU/1a3bl
Hedurur N-
aLeTUI-o-
TJTFOKO3aMHHNZA3bI
MIIC HGSN Hedyur 8pl11.2 25293
ITIC AT renapaH-o- 1 0
TJIFOKO3aMHHH
A N-
arietunTpaHcg
epasbl
MIIC GNS Hedurur N- 12q14 25294
D aLleTU/IT/IFOKO3aMUH- 6- 0
cynbgarasbl
v MIIC Mopkuo GALN Heduiur 16q24/ 25300
IVA N ralakTo3aM1H-6- 3 0

Cybdarasbl




MIIC GLBI1 Hedurur B-ranakro3ngassl 3p21.3 25301
IVB 3 0
VI MIIC Mapoto-Jlamu ARSB Hedurmr N- 5ql4.1 25320
VI aleTU/Iranakrosa 0
MUH-4-
cybdarasbl
VII MIIC Crnas GUSB Hedurur B-rmoKypoHU/a3bl 7q21.1 25322
VII 1 0
IX MIIC HepocraToun HYAL HeduuuT ruanypoHuaasbl 3p21.3 60149
IX 0CTh 1 1 2
rManypoHuja
3b1

MYKOMNOJ/1 NICAXAPUAO3 IV TUMA

CWHOHNMBI: 60/1e3Hb Mopkwo, CnoHauno-anudunsapHas avcnnasus,
XoHApoocTeoaucTpous,  gedopmupyrowiasd  octeoxoHapoguctpodmsa,  Mopkmo -
Bpaiincchopga cuHgpom, Mopkuo - Ynabpuxa cuHgpom, K - mMykonosmcaxapugos,
3KCLeHTpoxoHaponnasusa, Ayree - Menxuopa - KnayseHa CMHAPOM.

Kog MKB10

E 76.2 — [pyrne mykononmcaxapmgosbl

ONPEAENEHUNE

HacnepctBeHHas 60n1€3Hb HakoneHus, obycnoBfieHHas AeuunToM /1u30COMasibHbIX
2uoposia3: ranaxktodamuH-6-cynbar-cynsartassl (MMC IVA) nnn b-ranakrosmpassl
(MMNC 1VB), obycnoBneHa OT/I0XEHMEM B COEAMHUTENIbHON TKaHW KepaTaHcy/bdata u
XapaktepuayeTcs 3HauMTelbHOM gedhopMauueli ckeneta n oTcTaBaHNEM B pocTe.

AMMAEMNONOInNA

PacnpoctpaHeHHocTe MIMC IVA 1:250 000 HoBopoxAeHHbIX, MIC IVB BcTpevaeTcs
eLle pexe.

OTUONMATOINEHES

BonesHb Mopkno HacnegyeTcsa no ayTOCOMHO-PELLECCUBHOMY TUMY.

MIMC IVA Ttsxkénas chopma, reH GALNS nokannsoBaH B XPOMOCOMHOIR o6nactu 16g24.3.
MIC IVB - nérkaa gopma, reH GBS nokanmszoBaH B XpOMOCOMHONM obnactu 3¢21.33.
BaxHO OTMEeTUTb, YTO MyTauusa reHa, Kogupywero b-ranakrosngasy, Bbi3blBaeT Takxe
raHrnMosnaos tmna l.




KNMMHNYECKUE NMPOAB/NEHNA

om  Opy2ux munog
mun Xxapakmepu3yemcsi Omcymcmeuem CHUMCeHUsl UHme/1/1eKmd, NoOMymHeHust

B omauuue

po2o8uubl, cenamocn/jieHomezaauu.

OcHosHble K/AUHUYeCcKue npose/eHus:

MyKonoaucaxapuoo3oe

v

3HauUTe/bHbIE iepopMaliii  CKeJleTa,
0C00eHHO KOHeUHOCTel 1 TPYIHOM KiieTKU (TabJ1. 2).

Tabn

nua 2. BblpaXXe€HHOCTb KIMHUYECKMX NPOSIB/IEHWI B 3aBUCMMOCTM OT BO3pacTa
pe6tota MIMC V.

Cucrema Cumrnrom Hosopox MinapeHr Hetu IToppocTku
I. bl
Ceppeun YTonueHue - - + +
0- CTBOPOK
COCyJuc KJIariaHOB
Tast
OHC LepBukanb - - + ++
Hast
MHeJ/I0TaT!
b}
[Murmesa HOuchyukuus - - + +
pu- rnevyeHu
Te/bHast
cucreMa
Y [ToTteps cnyxa - - + +
I'naza [TomyTHe - - + ++
HUe
POTOBULBI
CkesneTH HecTabunbHo - +++ +++ +++
0- CTb aT/aHTO-
MBIIlIeY OKL[MITUTA/IbH
Hasi oro
COu/IeHeHUs!
I'pyOble uepThl ULA - - + +
Hucnnasusi TBC - - ++ ++
MHOXeCcTBeHH - - + +
Il TU30CTO3
BanbrycH - - +++ +++
ast
nedopma
uus




KOJIEHHOT'O CyCTaBa

CnabocTtb - - + +
(paciiaTaHHoc
Tb) CyCTaBOB

Kudos - ++ ++ ++
OpoHTOreH - - ++ Tt
Hast

TUTIOII/IA3Us

HuskopociocTs - + +++ +++
BribyxaHnue - + ++ ++

IPYZJHOU KJIETKU

IpixaTenbHa PecTpuKTHBHOE - - + +
P 3aboseBaHue
JIETKUX
Crietan X OHZPOUTHH n-1 7 7 n-1
b- HEIE cysibdar B Moye
naGopar Keparan n-1 n-1 n-1 n
Op- HbIE cy/bgar B Moue
TECTbI
N- Wl L "y Ll
areTU/IranakTo3a-
MUH-6-
cynbdaTasza B
JieliKoIuTax
O6ire I'AT" B Moue - n-1 n -1 n

BHewHuli Bud: petn poxpawTca 6e3 npu3HakoB 6051e3HU. [lepBble  CUMATOMbI
nosBNAKTCA B Bo3pacTe 1-3 rofa; K 7-8 rogam KIMHUYEeCKas KapTuUHa yXXe NOHOCTbH
BblpaeHa. OTmeyaeTca oTcTaBaHue B pocTe U IU3NYEeCKOM pas3BuTun. Koxa yTosLleHa,
ee TYprop 1 31acTUYHOCTb CHWXKeHbI. MoryT Hablo4aTbCsa LWMPOKKIA POT, KOPOTKUIA HOC,
peakue 3yObl, BO3MOXHO WCTOHYEHME 3yOHOW amMann. Pykn ypoasiMBOi (Oopmbl, Lies
KopoTkasi. AHOManus T[pyaHOM KNeTku, obuwas cnaboctb Mblwly, X-o6pasHas
Aechopmaums Hor, aucniasna Ta3ob6eapeHHbIX CyCTaBOB. VIHTENNEKT COXPAHEH.

KocmHass cucmema: 60ne3Hb XapakTepusyeTcs Kap/IMKOBOCTbIO (POCT B3pOC/IOro
60/1bHOr0 0Kono 80-115 cm), HenponopuMoHasibHbIM TE0CNOXEHNEM (OTHOCUTESIbHO
KOPOTKOE Ty/I0BULLE, MUKpOLedhaIns, KOPoTKas Lwes). BolpaxeHa aedopmManmsa ckenera,
OCOGEHHO TrpygHoil KneTkn (KypuHasi, 604ykoobpasHas, kuneobpasHasi). OTmevaeTcs
KMOOCKONNO3 TPYAHOIO U MOSICHUYHOrO OTAEN0B NMO3BOHOYHUKA, NPU TYronoABMXHOCTU
onpegensieTcs paccnabsieHne CBA30YHOrO annapara B Menkux cyctaBax. BbisBnsawTtcs




KOHTpaKTypbl B JIOKTEBbIX, M/IEYEBbIX, KOMIEHHbIX CycTaBax; BaslblycHas aAedopmaumsi
HDKHMX KOHEYHOCTEN, N10CKOCTOMMeE.

OpeaHbl 3peHus: UHOr'Ja OTMeUaeTCAd ITIOMYyTHeHHE POrOBULbI.

LenmpasibHas HepsHasi cucmema: Hanbosee 4acTbiM HEBPOJIOTMYECKMM OC/TOXHEHUEM
y naymeHtoB ¢ MIMC IV Tuna sBnsetcs weinHaa muenonatus. MNpuynHON caaBneHus
CMUHHOIO MoO3ra y 3TOW rpynnbl NauMeHTOB SBNSAETCA HeCTabUbHOCTb LUENHbIX U
rpyaHbIX (pexe) NMo3BOHKOB. B criyyae komnpeccuu CMHHOTO Mo3ra B LUEMHOM oTaene
oTMeYaeTca NopaxeHne NMpPamnaHoON CUCTEMbI, YUTO MOXET MPUBECTN BEPXHEMY BAIOMY
N HWKHEMY criacTuyeckomy naparnepesy. [pn rpyobix M3MeHEeHUsX BO3HUKaKT YC/10BUSA
ONA KoMMpeccun KayfaslbHOro otfena CNUHHOIoO Mo3ra, 4YTo MPUBOAMT K PasBUTUIO
BAMOrO napanapesa Hor. Takke MOryT UMeTb MECTO HapyLleHUs Tas3oBbIX (PYHKUWINA.
WHTennekt 06bIMHO He HapyleH WAN YMEPEHHO CHWXEH.  XapakTepHO  CHWXeHue
cnyxa, C BO3pacToM pasBuBaeTca rnyxota. CuHAPOM

3anAcTHOro kaHana ansa nayyeHtos ¢ MIC IV Tuna He xapakTepeH.

CepdeuHo-cocyoucmasi cucmemMa. MopaxeHue cepaua Habnwogaetcsa [0BOJIbHO 4acTo.
TvnuyHa HeJOCTaTOYHOCTb aopPTa/IbLHOIO KNanaHoB, pexe MUTpasibHOro. Kapanomeranus
06bIYHO HOCUT BTOPUYHBLIA XapakTep. Ha nosgHem cpoke 605e3HM nposiBneHus 6onee
BbIpaXEHHbIE.

JKenydoyHo-kuweyHasi cucmema: OTCyTCTBYET renatocniieHomeranms! Hacto BbISiBNAOTCS
MynoyHble 1 NaxoBble rPbIKK, PACXOXAEHNE NPSMbIX MbILLL, XXUBOTA.

AVNATHOCTUKA

OCHOBHbIMY ANArHOCTUYECKMMU KPUTEPUAMUN ABNSKOTCS:

1.  XapakTepHble BHELUHVE NPU3HAKWU.

2. MoBbIWEHHan aKcKpeuus kepartaHcyibgara ¢ mo4yoit. (MprMeyaHue: onucaHa
KNIMHUYECKN cxogHasa dpopma cuHgpoma Mopkno B 6e3 OTKOHEHWIA B @KTUBHOCTM
hepmeHTOB 1 6e3 kepataHcynbgaTypun).

3. CHWXeHne akTMBHOCTU raniaktodaMuH-6-cynbgat-cynbsartasbl (B ciydae MIMC
IVA), b- ranaktosugasbl (B cnyvyae MIMC IVB) B KkynbType dmbpobnacTos,
N30/IMPOBAHHbLIX  NIEAKOUUTOB, NMGO0 B NATHAX KPOBW, BbICYLUEHHbIX Ha
GomnbTpoBasibHOM bymare.

4. MoneKynsipHO-reHeTUYeCcKoe KccneaoBaHne: BbiSIBIEHWE MyTauuid B reHax
GALNS (pna MIMC IVA) u GBS (gna MIC IVB).
5. MpeHaTanbHas AMarHoCcTMKa pPekoMeHAoBaHa [Ans 6o nocneayowen

6epeMeHHOCTN B CEMbSAX, OTATOLEHHBLIX XOTA 6bl 0gHUM cnydaem MIC V.
AwarHo3 MINC |V ctaButcAd Ha  OCHOBaHUU
COBOKYMNMHOCTU K/NMWHUNYECKUX AaHHbIX, pe3ynbTartoB
naéopaTtopHOro wuccnegoBaHNA U MOJIEKY/IAPHO-
reHeTn4yeckKkoro aHaJin3a.



ANDODPEPEHUNANBHAA ANATHOCTUKA

rlpOBO,CIIFIT C pas/inyHbiMn  BapnmaHTamMm HaHuU3Ma, MNpu  KOTOPOM  OTCYTCTBYHOT
CI'IeLIII/Idf)I/ILIeCKI/Ie N3MEHEHNA CKEJIETAQ, HeI/IH(*)eKLI,I/IOHHbIMVI nomapTputTamu.

BEAEHVE BOJIbHbIX C MIC IV TUMNA

3aboneBaHne MMeeT My/IbTUCUCTEMHYKO Npupoay U HeobpaTumble, NporpeccupyoLime
KIMHUYECKMEe NPOSIBIEHUS, YTO 06YCNOBAMBAET HEOOXOAMMOCTb HAGMIOAEHNA HE TOSbKO
Y3KUMU crneynanuctamm (oTOpUHONA@pUHronorammu, Xvpypramu-optonegamu,
othTanbmonoramu, kapguonoramu, ny/IbMOHO/I0ramu, HeBponartosioramu,
cTomarosioramu), HO U ousnoTepanesTamu, noronegamu, ncmxosoramm U paboTHUKaMu
nannnaTmuBHbIX CryX6.

MauneHTbl C AaHHOW HO30/10MMeiln A0/MKHbI MOCTOSHHO HaxoAUTbCA Nog HabnwgeHuem; 1
pa3 B 6-12 mec. (B COOTBETCTBMM C TSXKECTbID COCTOSIHUSI) MOKa3aHO KOMM/IEKCHOEe
obcnegoBaHne B MHOrONPOgUbHLIX CTauMoHapax. [/IMTeNbHOCTb HaxOXAeHus B
cTaymoHape / AHeBHOM cTaumoHape 21-28 gHei.

HabniogeHme 60MbHLIX NO MeCTy XuTenbctBa (B amb6yn1aTOPHO-NOMNKINHUYECKNX
YCNOBUSIX) [AO/MKHO OCYLLECTBAATLCA MOCTOSHHO. JlabopaTopHble M UHCTPYMEHTasIbHbIE
o6crenoBaHNs 1 pekoMmeHayemas YactoTa Ux NpoBeAeHns npeactasneHa B Taon. 2.

Tabn

nua 3 YactoTta npoBegeHns obcnenoBaHnsa geten ¢
MMC IV Tuna

WccnepnoBanust [TepBoHayvasnb Kaxgelie Kaxnbre OpuH

Has OLleHKa 6 12 mec pa3 B
mec 2 roga

ITopTBepxAeHUe fUarHo3a X

Aunamue3 00J/1e3HH X

KiuHnueckus ocMoTp X X

Pocr, Bec, OKpy>XHOCTb I'0JIOBBI X

BriHOC/IMBOCTB1

Onenka HHC

KowmristoTepHast ToMorpadust uim X X

MPT romnosHoro mosra

KornutuBHOe TecTUpOBaHue X X

(DQ/IQ):

CkopocTb HepBHOM X X

niposogumocty/ SMI
OneHka ciayxa




Aypuomerpust X X

O1jeHKa 3peHus

OcTtpoTa 3peHus X X
OcMoTp r/1a3HOTO0 JiHA X X
Wccnenosanue porosuLisl X X

JlbIxaTe/lbHasA cucTeMa

OB/l X X

HccnegoBanue X X
cHa/momcoMHorpadus

O0cneaoBaHne cepAevyHO-
COCY/fCTOU CHCTEMBI

DJIeKTpoKapAuorpaMmma X X

Jxokapauorpadus X X

OnopHo-/BUraTe/IbHBIN anmapar

PentreHorpaduu ckenera X X

JKeTyJ0UHO-KHIIEYHBIH TPAKT

Y31 opraHoB OprOIIHOM X X
[I0JIOCTH; 0OBEM Cesle3eHKH,
MeyeHu

JIabopaTopHbIe HCC/IEfOBAHUS

Onpepenenue I'AT X X

PeHTreHonornyeckn npu MIMC IV Tvna onpefensioTcs XapakTepHble U3MeHEeHUs
NMo3BOHOYHOro CcT0N6. BO BCeXx OTAenax oTMeyaeTca ynsoweHve W paclivpeHve Ten
MO3BOHKOB, YeM OO BACHAETCA XapakTepHoe YKOpOoUYeHune TynoBuwa N HeobblYHO KOPOTKas
lwesi. BblpaXeHHbIl yrnoobpasHblii KUgo3. PeHTreH [AONUHHBbIX Tpy6buaTbIX KOCTeW
BbISIBNISAET HEL0Pa3BUTOCTb 3ANUPU30B, YKOPOUEHMEe KOCTEe npeansieybs: IOKTeBass KOCTb
He gocTuraeTt nyyesansacTHOro cycrtaBa. VI3aMeHeHbl KOCTU Ta3a: BepT/lyXHble BrafuHbl
MI0CKNe U LUNPOKME, MX KPbllla CKOLLIeHa, KPbl/ibsl MOAB3AO0LLIHbIX KOCTEeN HenpasBuibHOWM
(hOpPMbI; KOHTYPbI BCEX KOCTE HEPOBHbIE; TO/I0BKM 6€ApEHHbIX KOCTEN YN IOLLEHBbI.

NEYEHNE

(DepmeHmo3aM6cmumeﬂbHaﬂ mepanus pa3pa6aTLIB86TCH.
nepCHeKTMBHbIVI MeTo[ siedyeHnda MyKonosincaxapmnaoo3oB — eceHHas
meparius. OueHb BaXXHO CMMNTOMATUYECKOE lIeYeHue.




1lna peteil crapiue 3 JieT; pacCTOsiHUe, TIPOHJeHHOe 3a 6 MUHYT (TpeANoUYTUTeNbHBIM SIBJISIETCSI TOT JKe
TIPOMEXKYTOK BPEMEHH, UTO U B TIPeABIAYIIIUX TeCTax 3TOTO IMal[ieHTa); YHUC/I0 CTyTeHel, TIPOiIeHHBIX BBepX
3a 3 MuHyThI. OLleHUBarOTCa nokasarenu carypauuu SpO2, Y1/, YCC o v noc/ie HarpysKu.

2 DQ wmm Koaduument ymcreenHoro paseutust (KYP) - criocob cpaBHeHUs! MHTE/IEKTYalbHOTO Pa3BUTHS,

CBOUCTBEHHOTO [IJaHHOMY BO3pacTy (YMCTBEHHBIX CIIOCOOHOCTeli pebeHKa TIO OTHOIIEHUI0 K €ero
CBEPCTHUKAM), C XPOHOJIOTHUECKUM BO3PacToM ((haKTHUeCKUM BO3pacToOM pebeHKa).

KYP paccuuTbiBaeTcs JiesieHHeM WHTeIeKTyalbHOT0 BO3pAacTa Ha XPOHOJIOTHYeCKUHM 1 YMHO)KeHHeM Ha 100
JJ1s1 TosydeHusi Ljesioro uuciaa. CpesHuil Ko3Gh@uUIMeHT YyMCTBEHHOrO pasBUTHs [ J10O0ro Bo3spacra
cuuraetcs pasHbiM 100.

Koppekuusi HapyleHms OCaHKW, KOHTPaKTyp CYCTaBOB C MCMNO/b30BaHUEM
HeXVpypruyecknx MeToAoB  BKIYaeT  dmsmonpouedypbl M NpUMeEHeHue
opToneanyecknx YCTPOUCTB. M0 MNokasaHWsiM OCYLLEeCTBAAIOT XUPYPruyeckyto
Koppekumto aecopmManmii KOHEYHOCTEN, UCMpPaBIEHNE OCU HUKHEN KOHEYHOCTM.

Mpn pasBUTUN CAABMEHUSA CMMHHOIO MO3ra, HECTabWbHOCTW aT/laHTo-
aKCMa/IbHOTO  COY/IEHEHUS MOKa3aHO XMpypruyeckoe BMewarensctso. [Mpu
HaMuMM nokKasaHWA K OMepaTtMBHOMY JIEYEHWUKO LIEelHOW Muenonatum u
AecdhopMaumnini - KOHeYHoCTel, nepBOl  AO/HKHA MPOM3BOAUTCA  OnepaTuBHas
AEKOMNPECCHA CMMHHOTO Mo3ra. TOMbKO npu 61aronpuaATHOM MUCXO4e [AAHHOro
BMellaTenbCTBa  Lesiecoobpa3Ha onepaTvMBHas  kKoppekums  aechopmaunii
KOHEYHOCTel.

[pyrne xupypruyeckne npoueaypbl MOryT BKIOYaTb aAeHOTOMUIO,
TOH3WIIKTOMUIO, FPbhKECEYEHNE.

B HacTosiwee Bpems aphekTMBHOIN Tepanum HEBPOSIOTUYECKUX OCMOXHEHWIA
HeT. Mpwn passuTUn CMMNTOMATUYECKO anunencun HasHavatoTcs
AHTMKOHBY/IbCAHTHI, 0[HakKo [03UPOBKM NCNONb3YHT MeHbLLEe
cpegHeTepaneBTUYECKMX — O/1I9  CHWKEHMS  puUCKa  pasBUTUSA  BO3MOXHbIX
HexenaTenbHblX  adphekToB. oAGOpP aHTMKOHBY/IbCAHTA  OCYLLECTB/ISAETCA
NMCUXOHEBPOJSIOTOM B 3aBMCMMOCTM OT BuAa MPUCTYNOB, JlOKa/M3auumn odara
naTo/sI0rM4YecKoi akTUBHOCTH.

Koppekums cepaeyHo-cocyaucToli HegoCTaTovyHOCTW, apTepuasibHOW
TMNepTeH3NM MNPOBOAUTCS CTaHAAPTHbIMW MEeTOAaMMn JIeYEHUS MPUHATbIMUA B
AeTckoli kapauonorun. o nokasaHusM peluaeTcsi BOMPOC O Heo6XO04MMOCTU
XVPYPrnyeckoii KoppekLuun.

Peungmsupytowme oTuTbl, YacTble pecnmpaTopHble 3ab0/1eBaHUSA BEPXHUX
AblXaTesibHbIX nyTen TpebytoT npoBeAeHus CMMNTOMATUYECKOMN,
aHTNbGakKTepmnasibHON Tepanun, N0 NOKa3aHUAM - XMPYPrmyeckoro BMmeLlaTenbCTaa.

Mpy 0hTaNbMOIOTMYECKMNX HapYLUEHUSAX NPOBOANTCA SleYeHne No nokKasaHusaMm,
nofabop Tepanuu OCYLLECTBNSAETCA Ha OCHOBaHWWM peKoMeHgauui no fieYeHuo
COOTBETCTBYHOLMX HO30/10TUIA.

AHecTe3nonormyeckmne nocoouns

Mpu npoBefeHun o6lLLeli aHecTe3NM HEOGXOANMO MOMHUTL O BbLICOKOM PUCKE KOMMPECCUI
CMMHHOTO MoO3ra BCMEACTBME HEeCTabWbHOCTM aT/IaHTOAKCUA/IbHOTO CYCTaBa, LIeHbIX
NO3BOHKOB. CpAaBfieHVWe CMMHHOTO Mo3ra npy nepepasrnbéaHuy B LIEMHOM oTaene
MO3BOHOYHMKA MOXET MPUBECTU K TsXKENbIM ABUrateflbHbiM HapyLIEHUsIM W [axe
neTaslbHOMY MCX0Ay BCMEeACTBME BOCXOASALErO OTeka CTBOMIa MO3ra U BK/IMHEHUsS! CTBO/1A



B 60/blle 3aTbl/IOYHOE OTBEPCTME. BO3MOXHbIM CMOCO6G0OM 00OLIE aHECTE3NN SIBMSIETCS
aHAocKonu4yeckas MHTybaums, Takke npegnovteHne cnegyeT oTAaBaTb MCMOb30BaHMIO
NapuHreanbHOM Macku, MECTHOMY WM pPerMoHasibHOMy 06e3601mMBaHuilo. MauneHT

npesBapuTe/IbHO KOHCY/IbTUPYETCS KapAMosiorom, OTOPUHOIAPVHIOOTOM,
aHecTes3nosI0rom, HEeBPONaTo/I0roMm. O6sa3aTesibHO npoBeaeHne MoJIHOro
Kap/ZMosiormyeckoro o6cnefoBaHnsi, Npu Heo6GXOAMMOCTU - 3HAOCKOMUM HOCOM/IOTKMA 1
KOMMbIOTEPHOW TOoMorpadum NETKNX. OnepaTnBHOE BMeLLATE/IbCTBO c

aHecTe3nosIorMyeknM nocobme HeobxoAyMO NPOBOAWTL B KPYMHbIX  MEAMLMHCKUX
LueHTpax, nMelowmux OPUT, Tak Kak WHTy6auust U nocrneaymoulas aKcTybaumus y Takux
NauneHTOB MOXET Bbi3BaTb 3aTPYAHEHNS.

Peabunurayusa

MauneHTy € Mykononucaxapugosom | Tuna duanotepaneBToMm W Bpayom-S1OK
paspabaTbiBaeTCcA  NEepCOHa/IM3UPOBAHHbIA  KypCc  peabunutaumy,  BKIOYAOLLNIA
Maccax,

neyebHyl0  OU3KyNbTYpy, dm3noTepaneBTUYeckue npoueaypbl  (MarHuToTepanuio,
TepMmoTepanuio, yaAapHO-BO/THOBYIO Tepanuio, MeTog 61MoNornyeckoin o6paTtHoOn CBA3N U
Apyrue npoueaypbl).

PeabunutaumoHHbie Kypcbl (Maccax, JIOK, dmanonpoueaypbl, NCUX010ro—neaarornyeckas
NMOMOLLL) >KeflaTesibHO MNPOBOAUTL B YC/IOBMAX [AHEBHOIO CTauMoHapa npoBoAUTCA C
yacToToi 3- 4 pasa B rog.

Ncuxonoro-negarornyeckas NnoMoLlb

MNcuxonoro-negarormyeckas NOMOLb MPOBOAUTCA B KOMMJIEKCE pPeabunnTalMOHHbIX
meponpusaTuiA.  KoppekuuoHHo-nedarormieckoe  Bo3delicTBue  onpedesnsieTcs B
3aBMCUMOCTM OT TSDKECTU W ANIMTENbHOCTU TeuyeHusi 60N1e3HU, CTPYKTYpbl HapyLleHwuit
3[10pOBbsi,  CTeNeHW  HeaopasBUTUSI  MO3HABaTesNlbHOW  AeATenbHOCTWM,  Tuna
3MOLMOHA/ILHOrO ~ pearMpoBaHusi, OCOGEHHOCTell noBefAeHus pebeHka. BkiwouyeHne
KOPPEKLMOHHO-MNEeAarorniyeckoro  CONpoBOXAEHUSI B KOMMMEKC BOCCTaHOBUTE/bHbIX
mMeponpusTUiA  o6ecneunBaeT  AOMOSHUTENbHYH OLIEHKY AWHAMUKU  MCUXMUYECKOTO
pasBUTUS KaK OAHOTO W3 BaXHbIX MNOKa3aTesieli COCTOSIHWAS 3[0POBbsi, MOBbILAET
3(p(PeKTUBHOCTb  TepaneBTUYECKMX BMeLLATe/IbCTB, CHWXAET 3KOHOMUYEeckoe 6pems
[laHHOI NaTonorM 3a CYeT coumanm3aumn NauyeHToB U COXPAHEHUSI NCKUXO/I0TMUYECKOTO
noTeHumana TPYA0CnoCO6HbIX YEHOB CEMbM.

NMannuatnBHada nomoLlb

B coctaB nasivaTtvBHbIX C/yX6 BXOAAT Bpayu, MeguUUHCKME CecTpbl, MCUXOsIoM 1
couymasibHble paboTHMKN. HECMOTPS Ha TAXEI0e COCTOSIHME U MOCTOSAHHYI0 NOTPEBGHOCTL B
MOHWUTOPWHIe, BCE NauyeHTbl NMpenmyLLIeCTBEHHO HAXOAATCA AOMa B KPYry CBOEW CEMbU 1
Apy3eil. OCHOBHON LUenblo paboTbl Nasl/iMaTUBHBIX CNYXO SABNSAETCA CcO34aHue BCeX
Heob6X0AMMbIX YC/I0BUIA AN obecneyeHns HaxoxaeHns 60MbHbIX B AOMALLHUX YC/TOBUSIX,



a He B CTeHax sieyebHoro yypexageHnsd, 4to No3BOJIAET HE TOJIbKO Y/Iy4YWNTb KayeCTBO
XN3HWN B0MbHBIX U UX CEMEI, HO 1 CywieCTBeHHO CHU3UTb roCcyaapCTBEHHbIE 3aTpaTtbl Ha
NOCTOAHHOE CTauMoHapHoOe ievyeHne Takmx naumeHToB.

NMPOIMHO3

JleTanbHbIil Ucxod, HacTynaeT A0 AOCTMXeHUs1 Bo3pacTa 20 net BCNeAcTBME CEpedHOo-
NEroYHOM HefoCTaTOYHOCTM, pasBMBaloLEenca Ha OoHe NHTEPKYPPEHTHLIX 3ab01eBaHUA.
Bo3moxHa BHe3anHas CMepTb B pesynbTaTe CMeLleHUs aT/1aHTo-OKUUNUTasIbHOro
COU/IEHEHMS 1 NOBPEXAeHMA CTBOJIA MO3ra.
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