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KJIVWHUYECKUE PEKOMEHJIAIIMA IO OKA3AHUIO MEJIUIIMHCKOM
oMoy AETAM C MYKOITOJIMCAXAPUJTO30M IV THUITA

JlaHHbIe KJIMHMYECKHME PEKOMEHJAlUMH [MOATO0TOBJIEHbI MNPO(ecCHOHATIBLHOM
acconuanmeii nerckux Bpaveit Cow3om nexumarpos Poccun B 2013r., akTyaJu3upoBaHbl,
corjacoBanbl B HoHe 2014r. ¢ riIaBHLIM BHEIITATHBIM CHENHMAJTHCTOM IO MEeIMIIMHCKOM
reneruke Mmunsapasa Poccun a.m.H. Kynessim C.H. YTBepxaensl Ha XVIII Konrpecce
neauatTpoB Poccun «AKTyajabHbie npodJembl neguarpun» 14 ¢pespanas 2015r.

CocraB patGoueii rpynnbi: akaa. PAH bapanos A.A., wi.-kopp. PAH Hama3zoBa-
Bapanosa JI.C., 1.Mm.H. Kynes C.U., npo¢., 1.Mm.H. Ky3enkoBa JI.M., k.M.H. I'eBopksin A.K.,
k.M.H. Bammakmanze H./l., k.0.H. CaBocTbsinoB K.B., k.0.H. [lymkoB A.A., 1.M.H. 3axapoBa
E.10., k.M.H. [loakaerHoBa T.B., k.M.H. BumnneBa E.A.

ABTOpPbI  NMOJATBEP:KAAIOT OTCYTCTBHE (PMHAHCOBOW  MOAAEPKKH/KOH(PIUKTA
HHTEpPeCcoB, KOTOPbIA HE00X0AUMO 0OHAPOA0BATD.

MYKOITIOJUCAXAPHUIO3bI

JlaHHBII TPOTOKOJI MO JUArHOCTHKE U TEPANUU MYKOIIOJMCAXAPUIO30B y JIETE CO3/1aH Ha
OCHOBaHHMH cucTeMaruieckoro ob3opa smrteparypsl 1992-2013 rr. Medline (Pubmed version),
Embase (Dialog version) u Cochrane Library databases, c¢ wucnosib3oBaHHeM CO3MaHHBIX
nporokoiioB (Valayannopoulos V, Wijburg FA. Therapy for the mucopolysaccharidoses.
Rheumatology (Oxford) 2011;50 Suppl 5:49-59.).

MyKonoanaxaszlossz OTHOCATCA K PCAKHM HACJICACTBCHHBIM 3a6OJ'IeBaHI/I}IM, YTO HCKJIIKOYaCT
BO3MOXHOCTb IMPOBCACHUA OOIBIINX KOTOPTHBIX U PAaHAOMHU3UPOBAHHBIX KOHTPOJIUPOBAHHBIX
I/ICCJ'IGI[OBaHI/Iﬁ U IJid CO3AaHUA IMPOTOKOJIOB AWATHOCTUKHU W TEpalliu HCIIOJIB3YIOTCS JIUMIIb
TEMATUYCCKUC UCCIICAOBAHUA SKCIICPTOB, Ol'Iy6J'II/IKOBaHHLIe B IIOCJICAHUEC ABa ACCATUIICTUA.

OITPEJEJIEHUE

Myxkonomucaxapuao3sl (MIIC) - rpynma HaciencTBEHHBIX Oolie3Hel OoOMeHa BeIecTB,
CBSI3aHHBIX C HapylleHueM Meradonmu3Ma Trimko3aMuHormkanoB (I'AlY), mpuBomsmiee k
MOpaXEHUI0 OpraHoB M TkaHed. OOyCIOBIEHBI [aHHBIE 3a00JIEBaHUS MYTAIlUSIMU TEHOB,
KOHTPOJIMPYIOIIUX MPOIECC BHYTPUINZOCOMHOTO THAPOIIN3a MAKPOMOJIEKYJI.

KO/Ibl MKB-10
E 76.0 - Mykononucaxapuno3 1 tuna
E 76.1 - Mykononucaxapuao3 2 THIa
E 76.2 - [lpyrue Mykormoymcaxapuao3sl

SAMMUAEMHUOJIOI'UA
Bcerpeuaercs ¢ nonynsiuuonHoit yactoro 1:40 000 - 1:100 000 HOBOPOKIEHHBIX.

ITPO®PUITAKTUKA
[IpodpuiakTuka MyKOMONIMCAXapHI030B - TIpeHaTalbHas JWAarHOCTHKA, OCHOBaHHAas Ha
HETOCPEACTBEHHOM OTpeieieHuH euiuTa GepMeHTa B aMHUOTUYECKUX KIETKAX.



CKPUHUHI'
B Hacrosmee BpeMs CKpPUHMHI CpPEAM HOBOPOKIEHHBIX MIIM APYTMX BO3PAaCTHBIX TIPYII HE
IIPOBOJIATCS.

KIIACCUOUKAIIUA

B cooTBercTBUM ¢ AepUIUTOM / OTCYTCTBHEM METaOOIUYECKUX JTM30COMAIBHBIX (DepMEHTaM H

COOTBETCTBYIOIIMM T'€HHBIM Je(eKTaM M TSKECTH KIMHHYECKOH CHMITOMATHKH BBIICISIOT
CJICAYIOIINE THITBI MYKOTIOJIMCAXapPHI030B:

Tabnuua 1.

Knaccudukanus (Homenknarypa) MIIC.

MIIC | Tum Cunppom I'en ®DepMeHTHBIN AedeKT Xpomo- OMIM
COMHas
JIOKaJIH-
3a1us
| MIIC I H I'ypnep IDUA Hedunur anpda-L-unyponnnazer | 4p16.3 607014
MIIC 1 ['ypnep-1lleiie 607015
H/S
MIICIS Lleiie 607016
1 MIIC I XanTepa IDS JedunuT unm oTcyTCTBHE Xq28 309900
UIypoHaT-2-cyib(arasbl
Jedunur nim orcyTcTBHe
CyIb(QOUAYpOHAT CYIb(aTasbl
1 MIIC IIIA | Candununmno SGSH 252900
Jedrmut renapan-N-cynbdarassr | 17025.3
MIIC IIIB NAGLU Hedrmut N-anermi-o-D- 17921.2 252920
[IIFOKO3aMUHUIA3bI
Hedruut N-anetwi-o-
TIIFOKO3aMHHHU/1a3bl
MIIC IIIC HGSNAT | Jledbunur renapas-o- 8pl1.21 252930
rimoko3amMuHA] N-
aneTuITpaHchepasbl
MIIC IIID GNS Hedrmut N-anernnrimrokozamus- | 12914 252940
6- cynbdaraszsr
v MIIC IVA | Mopkuo GALNS Jedumumr ranakrozamuH-6- 16924/3 | 253000
cynbQartasbl
MIIC IVB GLB1 Jedunur B-ranaxToznnassl 3p21.33 | 253010
VI MIIC VI Mapoto-Jlamu ARSB Hedunrur N- 5q14.1 253200
areTIITaIakTO3aMHUH-4-
cynbhartasbl
VI MIIC VII Crnas GUSB JlebuuT B-TIoKypOHHIA3bI 7021.11 253220
IX MIIC IX Henocrarounocts | HYALL JleduuT ruanypoHuIa3sl 3p21.31 601492
THaTypOHHUIA3bI

MYKOIHOJUCAXAPUIO3 IV THUIIA

CuHoHUMBL: 607€3Hp MOpKHO, CIOHAMIO-3NU(pU3apHas TUCIUIa3Us, XOHIAPOOCTEOAUCTPOdUs,
nedopMmupytromas  octeoxoHapoauctpodus, Mopkuo - bpaitnchopaa cunmpom, Mopkuo -
Vaspuxa cungpom, K - mykononucaxapunos, sKCcLHeHTpoxoHAporuiasus, Jyrse - Menxuopa -
Knaysena cunapom.



Kon MKB10
E 76.2 — JIpyrue Mmykomnosmcaxapuao3bl

OIIPEJEJIEHUE

HacnencrBenHast 60Jie3Hb HAaKOILICHUS, 00YCIOBICHHAS ASDUIIUTOM JUZ0COMATbHBIX 2UOPONLA3:
rajakto3amMuH-6-cynbdar-cynpdarazsr (MIIC IVA) wmmm  b-ramakrosumassr (MIIC 1VB),
00yCIIOBJICHa OTJIOXEHHEM B COCAMHUTEIBHOW TKAaHH KepaTaHCyidb(ara M XapaKTepU3yeTcs
3HAYMTEIbHOM AedopMalinei ckeneTa 1 OTCTaBaHUEM B POCTE.

SIMUIEMHUOJIO0TUA
Pacnpoctpanennocte MIIC IVA 1:250 000 noBopoxkaeHHbix, MIIC IVB BcTpewaercs eie
pexe.

9TUOIATOI'EHE3

bone3np Mopkno HacinenyeTcst 10 ayrToCOMHO-PELECCUBHOMY THILY.

MIIC IVA tsxénas popma, ren GALNS nokanusoBan B xpomocoMHoi obiactu 16024.3. MIIC
IVB - nérkas ¢opma, ren GBS nokamuzoBan B XpomocoMHoW ob6mactu 3q21.33. Baxkno
OTMETHTb, YTO MYTAIlHs T€HA, KOJUPYIOIIETO b-rajlakTo3u1a3y, BbI3bIBACT TAK)KE FAHTIIMO3UI03
tuna |.

KUMHUYECKUE ITPOABJEHUSA
B omauuue om Opycux munoe mykonoaucaxapuoozoe IV mun xapaxmepuszyemcs
OMCymcmeuem CHUMCeHUA UHMe1eKmd, NOMYNHEHUs PO20GUUbL, 2ENAMOCNIIEHOMECATUU.

OcHoguble KIUHUYECKUe NposigleHus. 3HAYUTENbHBIE nedopMaluud CKeleTa, OCOOEHHO
KOHEYHOCTEH U IpyAHOM KIeTKH (Tad. 2).
Tabnuma 2.
BrIpakeHHOCTh KIIMHUYECKHUX MPOSBICHUI B 3aBUCIMOCTH OT Bo3pacta aebrora MIIC V.
Cucrema CummromM Hoopoxn. Mnanenusl | etn IlogpocTku
CepaeuHo- VYTomnieHue CTBOPOK - - + +
cocyaucTas KJIaIIaHOB
HHC IepBukanbHas - - + ++
MUEJIOIATHS
[Inmesapu- Huchynkumsa neuenn | - - + +
TellbHAas
cucTeMa
Y Tloreps cityxa - - + +
I'naza IlomyTHEHME - - + ++
POTOBHUILIBI
CkeneTHo- HecrtabunsHocTh - +++ +++ +++
MBIIIEYHAS aTJIaHTO-
OKIUITUTATILHOTO
COYJICHEHUS
I'pyOble uepThl TuIa | - - + +
Hucnnazus TBC - - ++ ++
MHOXeCTBEeHHBIH - - + +
JIM30CTO3
Banwrycnas - - +++ +++
Jaedopmarust




KOJICHHOTO CcycTaBa
Cnaboctb - - + +
(pacmaTaHHOCTD )

CYCTaBOB

Kudos - ++ ++ ++
OponTtoreHHas - - ++ ++
TUIIOIIA3HUS

Huskopocnocts - + +++ +++
Bribyxanwue rpyaHoit | - + ++ ++
KJIIETKH

JpixatenbHas | PecTpukTuBHOE - - + +
3a00JIeBaHUE JETKUX

Crnenmans- XoHapouTuH cyasdar | N -1 ) 1 n-1

HbIE B MOYe

nmaboparop- Keparan cynmsdar B n-1 n-1 n-1 n

HBbIC TECThI MOYeC
N-amermnranakrosza- | ||| L 11 L
MUH-6-cynbdarasa B
JIEHKOIMTAX
Oo6mwme Al B Moue - n-1 n-1 n

Brewmnuii 6uo: netu poxxmaroTcs 0e3 mpu3HakoB 0ose3HH. [lepBbie CHMIITOMBI MOSIBIISIOTCS B
Bo3pacrte 1-3 rona; k 7-8 rogam KIMHUYECKas KapTHHA YK€ MOJHOCThIO BhIpakeHa. OTMmeuaercs
OTCTaBaHHWE B pocTe M (PHU3NYECKOM pa3BuTuu. Koxka yroiieHa, ee Typrop M 3JacTUYHOCTb
CHIDKEHBbl. MoryT HaOJr0AaThCsl HIMPOKMHA pOT, KOPOTKHM HOC, peAkue 3yObl, BO3MOXKHO
UCTOHYEHHUE 3yOHOH sManu. Pyku ypoanuBoil (opmbl, mies KopoTkas. AHOManus IpyAHOH
KJIeTKH, o0mas ciabocTh Mbli, X-oOpasHas aedopMarus HOT, JUCIUIa3Us Ta300eqpeHHBIX
cycraBoB. IHTEeIEKT COXpaHEH.

Kocmuas cucmema: 00ne3Hb XapaKTEpU3YeTCs KapIMKOBOCTBIO (POCT B3pOCIOTO OOIBHOTO
okoio 80-115 cM), HENmpPOMOPIUOHAIBHBIM TEJIOCIOXKEHUEM (OTHOCHUTEIBHO KOPOTKOE
TyJIOBUILIE, MHUKpolleaius, KOpoTkas mies). BolpakeHa aedopmainusi ckeiaera, OCOOEHHO
IpyIHONW KJIETKU (KypuHas, OoukooOpasHas, KuieoOpasHas). Otmedaercss KH(POCKOINO3
IPYIHOTO M MOSCHUYHOTO OTJENIOB MO3BOHOYHHUKA, IMPH TYTOHNOJABMKHOCTH OIPEEIIseTCs
paccialiieHue CBSI304YHOIO ammapaTta B MEJIKHMX CycTaBaX. BBIABIAIOTCS KOHTPAaKTyphl B
JIOKTEBBIX, IUIEYEBBIX, KOJEHHBIX CyCTaBax; BalblycHas JeopMalus HUKHUX KOHEYHOCTEH,
IUIOCKOCTOIIHE.

OPZClel 3peHnus.; VHOrjJga OTMECHYacTCA IIOMYTHCHHUE POTrOBUIIEI.

Llenmpanvnas Hepsnas cucmema: HAMOOJEE YACTHIM HEBPOJOTHYECKUM OCJIOKHEHHEM Y
nanuentoB ¢ MIIC IV Tuna sBnsercs meitHas muenonatus. [IpuunHoON claBieHUsl CIMHHOTO
MO3ra y OTOW TPYIIBI MallMEHTOB SIBISETCS HECTAOMIBHOCTHh IIEWHBIX U TPYAHBIX (pexe)
M03BOHKOB. B ciiydyae KOMIIpECCHHM CIIMHHOIO MO3Ta B IIEMHOM OTJAEJIE OTMEYAETCS NOPAKEHUE
MAPAMUIHON CUCTEMBI, UTO MOXET MPUBECTU BEPXHEMY BSJIOMY U HUIKHEMY CIIACTUYECKOMY
napanepe3y. [Ipu rpyObIX W3MEHEHHSX BO3HHUKAIOT YCIOBHUS [JII KOMIIPECCUU KayaalbHOTO
OoTAeNa CIMHHOTO MO3ra, YTO MPUBOJMT K PA3BUTHIO BSJIOTO Mapamape3a Hor. Takke MOryr
MMETh MECTO HapyIIeHHUs Ta30BbIX (PyHKIuH. NHTEIEKT OOBIYHO HE HApPYIICH WM YMEPEHHO
CHIDKEH. XapaKTEepHO CHIDKEHHE ClyXa, C BO3pacTOM pas3BuBaeTca Tiiyxota. CuHIapom



3amscTHOro kaHana ais naiuentoB ¢ MIIC IV tuna He xapakTepeH.

Cepoeuno-cocyoucmas cucmema: TIOpaXEHUE cepiia HabI0AaeTcsl TOBOJIBHO YacTo. TunudHa
HEI0CTaTOYHOCTh a0PTAIILHOTO KJIAIIAHOB, peke MHUTpasibHOro. Kapauomeranust 0ObI9HO HOCHUT
BTOPHUHBIN XapakTep. Ha mo3mHem cpoke 60se3Hr nposiBiIeHus 0oJiee BEIpaKCHHBIE.

)KeﬂydquO-KuweqHaﬂ cucmema: OTCYTCTBYET renatocmiaeHoMeranus! YacTto BEIABISIOTCS
IIYIIOYHBIC U ITaXOBBIC I'PBIKH, PACXOXKACHUEC IIPAMBIX MBI )KUBOTA.

JUATHOCTHUKA

OCHOBHBIMU AMATHOCTUYECKUMU KPUTEPUSIMU SIBIISIFOTCS:
1. XapakrtepHble BHEIIHHE TPU3HAKH.

2. TloBblieHHAss SKCKpenus KepartaHcyiabpara ¢ Mouoil. ([Ipumeuanue: onwcaHa
KIMHUYECKH CXOaHas ¢opma cunapoma Mopkuo B 0e3 OTKIOHEHHI B aKTHBHOCTH
dbepMeHTOB U 0e3 KepaTaHCyIb(aTypun).

3. CHmKeHHe aKTUBHOCTH TajaKTO3aMUH-6-cynbhar-cynbdarassl (B ciyuaec MIIC IVA), b-
ranakro3unasel (B cinydae MIIC IVB) B kynbType (puOpoOIacToB, HM30JMPOBAHHBIX
JICHKOIMTOB, JINOO B MATHAX KPOBH, BRICYIICHHBIX Ha (PHIITPOBATILHOM OyMmare.

4. MoneKynsapHO-TeHETHYECKOES UCCIICIOBaHUE: BhissBiIcHHE MyTaruii B reHax GALNS (ms
MIIC IVA) u GBS (ms MIIC IVB).

5. TlpenaranbpHas JUarHOCTHKA PEKOMEHIOBaHA JIJIsl JIFOOOW MOCIIEYIONIeH OEpEMEHHOCTH B
CEMBbSIX, OTATOIICHHBIX XOTs Ob1 oqHUM ciydyaeM MIIC V.

HMuarno3 MIIC |V craBuTcsi HAa OCHOBAHMHM COBOKYNHOCTH KJIMHHUYECKHUX JAAaHHBIX,
pe3yJIbTaTOB JIA0OPATOPHOIO UCCJIEI0BAHUS U MOJIEKYJISIPHO-TEHETHYECKOI0 AaHAIHN3A.

JUODOEPEHIHUAJIBHAA TUATHOCTUKA
[TpoBoAsT ¢ pa3nUUHBIMM BapHaHTAMM HaHU3Ma, MPU KOTOPOM OTCYTCTBYIOT clielu(puyecKue
W3MEHEHUs CKeJeTa, HeMH(PEKIIMOHHBIMU OJIUAPTPUTAMH.

BEAEHUE BOJIBHBIX C MIIC IV THUITIA

3a0oneBaHrne MMEET MYJIbBTUCUCTEMHYIO TIPUPONY U HeoOpaTHMble, MPOrPECCUPYIOIIHe
KIIMHUYECKHE TMPOSIBICHUS, YTO OOYCIOBIMBAET HEOOXOAMMOCTh HAOMIOJEHUS HE TOJBKO
Y3KUMH CHEIHAIUCTaMU (OTOPUHOJAPUHTOJIOTAMU, XUPYypraMu-opToneaamMu, oTaibMOIOraMH,
KapAHOJIOTaMH, MyJIEMOHOJIOTaMH, HEBPOIIATOJIOTAMU, CTOMATOJIOTaMH ), HO 51
(du3HoTEpaneBTaMu, JIOTOTIEIaMH, TICKXOJIOTAMH U PAOOTHUKAMH ITAJUTHATHBHBIX CITYXO.
[TarueHTHI ¢ TaHHOW HO30JIOTHEH JIOJDKHBI TMTOCTOSTHHO HAaXOIUTHCS MO/ HaOoieHneM; 1 pas B
6-12 mec. (B COOTBETCTBUHU C TSKECTHIO COCTOSIHHS) IOKA3aHO KOMIUIEKCHOE 00CIie/IOBaHUE B
MHOTOMPOGUIBHBIX CTallMOHAapaxX. JIIUTeNbHOCTh HAXOXKIEHUS B CTallMOHape / JIHEBHOM
cranuoHape 21-28 nuei.

HabGmronenne OGONMBHBIX MO MECTY KHUTENbCTBA (B aMOYIaTOPHO-MOIUKINHUYECKUX YCIOBUSX )
JOJKHO OCYIIECTBIIATHCS MOCTOSIHHO. JlabopaTopHble U WHCTPpYMEHTaJIbHbIE OOCIEIOBaHUS U
pPEKOMEH TyeMasl 9aCcTOTa UX MPOBEJICHUS NIPEICTaBICHA B Ta0. 2.

Tabmuna 3
Yacrtora mpoBeaenus oocnenoanus aereid ¢ MIIC IV tuma
HccnenoBanus ITepBoHauanbpHasK Kaxnpre 6 | Kaxapie 12 | Onun pa3
OLIEHKa Mec Mec B 2 roma

IoaTBep:x1eHHe TMarHo3a X




AHaMmHe3 00J1€3HH
Kunnuveckmuii ocMoTp

Pocr, Bec, OKpY>KHOCTb FOJIOBEI
BBIHOCIHBOCTD

Ouenka HHC

Kommerotepuass tomorpadus wnmu MPT X X
TOJIOBHOT'O MO3Tra

Koruurusroe TectupoBanre (DQ/IQ)?
CKOpOoCTb  HEpBHOW  IIPOBOIUMOCTH/
OMI'

OueHnka ciayxa

Aymmomerpus X | X |
OueHka 3peHust
Ocrtpora 3peHust

olle

ollte

s
s

oA
oA

OcMOTp TTIa3HOTO THA

HccnenoBanue poroBulsl X X
JbIxaTejqbHas cucreMa

OB/]

HccaenoBanue cHa/moJMcoMHorpagus
O0cJsienoBanmne cepae4HO-COCYAUCTOM
CHCTeMBbI

OneKTpoKapauorpaMma
Oxokapauorpapus
OnopHo-IBUraTe/bHbIN annapar
Penrrenorpaduu ckenera X | X I
Ke1y104HO-KMILIEYHBIA TPAKT
Y3 opraHoB OpIOMIHOH  TIOJIOCTH; X X
00BEM CeNIe3eHKH, TIEICHI
JlabopaTopHble uccie10BaHus
Omnpenenenne AT’ X | X | I

e

e
e

Pentrenonornuecku npu MIIC IV tuna onpenensrorcs XapakTepHble U3MEHEHHSI I03BOHOYHOTO
cton0. Bo Bcex otnenax oTMmeuaercs YIUIOIIEHHWE M pacIIMpEeHHE Tel IO3BOHKOB, YeM
OOBSACHSIETCS XapaKTEpPHOE YKOPOUEHHUE TYJIOBUIIA U HEOOBIYHO KOPOTKas Iies. BripakeHHbIN
yriaooOpa3Hblii  ku@o3. PeHTreH UIMHHBIX TpyOudaThIX KOCTEH BBISBISET HEIOPAa3BUTOCTh
AMUHU30B, YKOPOUEHHE KOCTEW NpPEAIUIeybs: JIOKTEBas KOCTb HE JOCTUTAeT JIyde3arsiCTHOIO
cycraBa. M3MeHEHBI KOCTM Ta3a: BEPTIYKHBIE BIIAJUHBI IUIOCKHE W IIMPOKHE, MX KpBbIIIA
CKOILIEHA, KpbUIbsl IOJB3JOIIHBIX KOCTEH HENmpaBUIBHONH (OPMBI; KOHTYpPBI BCEX KOCTeH
HEPOBHBIE; FOJIOBKHU O€IPEHHBIX KOCTEH YIUIOIIEHBI.

JIEYEHUE

Depmenmosamecmumenvhas mepanus pa3padaTbiBaeTCs.

[TepcrieKTUBHBINA METO/T JIEYEHHS] MYKOIIOJIMCAXaPUIA030B — CEHHAS MEPANusL.
OueHb BOKHO CUMIITOMATHYECKOE JICUCHHE.

lﬂﬂﬂ nereil crapuie 3 JeT; paccTOsiHME, MpoHJieHHoe 3a 6 MHUHYT (NPEANOUYTUTEIbHBIM SIBISIETCS TOT K€
MIPOMEXYTOK BPEMEHH, YTO M B MPEIBIIYIINX TECTaX 3TOr0 MAlMEHTA); YUCJIO CTyNeHeH, MPOHJeHHBIX BBEPX 3a 3
MuHyTHI. OrieHUBarOTCs okaszarenu carypaiuu SPO2, YJJT, HCC no u mociae Harpys3KHu.

DQ wmmu Koaddumment ymcrBenHoro passutus (KYP) - cmocob cpaBHEHHS WHTEUIEKTYalbHOTO Pa3BUTHA,
CBOHCTBEHHOT'O JJTAHHOMY BO3pPacTy (YMCTBEHHBIX CIHOCOOHOCTEH peOeHKa IO OTHOIIEHHWIO K €r0 CBEPCTHHKAaM), C
XPOHOJIOTHIECKUM BO3PacTOM ((hakTHIECKUM BO3pacCTOM peOeHKa).

KVYP paccuntbiBaeTcsi AeieHHEM WHTEIUICKTYadbHOTO BO3pacTa Ha XPOHOJIOTHMUECKHH W YMHOKeHHeM Ha 100 mis
nmosrydeHust menoro uucia. CpemHuit kod(hQHUIMEHT YMCTBEHHOTO pa3BUTHS JJIs JIOOOTO BO3pacTa CUUTACTCS
pasabiM 100.



e Koppekuust HapylieHuss OCaHKH, KOHTPAkKTyp CYCTaBOB C  HCIIOJIb30BAHHEM
HEXUPYPTMYECKUX  METOJOB  BKJIIOYaeT  (PU3MONpOLEAyphl U NPUMEHEHHE
opromnenuyeckux ycrpoictB. Ilo moka3zaHUSIM  OCYIIECTBISIIOT  XUPYPTHYECKYIO
KOppeKuuio nehopMalnii KOHEUHOCTEH, UCIIPAaBICHUE OCU HIXKHENH KOHEYHOCTH.

e [lpu paszBuTuM chaBiI€HMsS] CIMHHOIO MO3ra, HECTAOMIBHOCTU AaTJIAHTO-aKCHAIBHOIO
COWICHEHUS TOKa3aHO XUPYpPrUYecKoe BMeHIaTenbCTBO. llpu Hammuuu moka3zaHuil K
OTICPAaTUBHOMY JICUCHUIO IIEHHON MHelonaTuu u aedopMariiii KOHEUHOCTEH, TEepBOM
JIOJDKHA TIPOU3BOJIUTCA OIEpaTUBHAs JEKOMIIPECCUSl CIIMHHOTO Mo3ra. ToJibko mpu
OJIarONpPUATHOM HCXOJ€ JJAHHOTO BMEIIATENhCTBA Ielecoo0pa3Ha  oOlepaTUBHAS
Koppeknus nedopMaIuii KOHEUHOCTEH.

e Jlpyrue Xupyprudeckue MpoLeaypbl MOTYT BKIIOYaTh aJ€HOTOMHIO, TOH3UJISKTOMHUIO,
rpbIKECEUYCHUE.

e B mnacrosmiee Bpemsi 3(pGEKTUBHON Tepanmuy HEBPOJOTHYECKUX OclokHeHu# Het. [Ipu
pPa3BUTUM CUMIOTOMATHYECKOW OSMIJICTICHU HAa3HAYalOTCAd AHTUKOHBYIBCAHTBI, OJHAKO
JIO3UPOBKU HUCIIOJB3YIOT MEHBIIE CPEIHETEPAneBTUUECKUX JUISI CHIDKEHUS PHUCKA
pa3BUTHS BO3MOXHBIX HeXenaTelbHbIX d(pdekToB. I[logbop aHTUKOHBYIIbCAHTA
OCYIIECTBIISIETCS TICHXOHEBPOJIOTOM B 3aBUCHMMOCTH OT BHJA MPUCTYIOB, JOKAIM3AIUN
o4ara aToJIOTM4e€CKOW aKTUBHOCTH.

e Koppekuust cepaedHO-COCYUCTON HEIOCTATOUYHOCTH, AapTEePUATBHOM THIEPTEH3UU
MIPOBOJIUTCA CTAHJIAPTHBIMH METOJAMU JICUCHHS] TMPUHATHIMH B JETCKOM KapAHOJIOTHH.
[To mokazanusM perraeTcs BOIPOC 0 HEOOXOAUMOCTH XUPYPTUUECKOM KOPPEKIIUH.

e PenuauBHUpyrOIIMe OTUTHI, YaCThIe PECIUPATOPHBIEC 3a00IeBaHMs BEPXHUX JbIXATEIbHBIX
nyTeil TpeOyroT MPOBEACHUS CHUMITOMAaTUYECKOW, aHTHOAKTepUAIbLHOM Teparuu, Io
MOKa3aHUAM - XUPYPruyeCcKoro BMEIaTenbCTBa.

e [Ipu odTanbMOIOrHYECKUX HAPYIICHUSX MPOBOIUTCS JICUCHHUE 1O MOKA3aHUAM, MMOI00D
TepaInuu OCYIIECTBISETCS HA OCHOBAHUM PEKOMEHAAIMI 110 JIEYEHUIO COOTBETCTBYIOIIUX
HO30JIOTUH.

AHecTe3H0JI0THYeCKHE MOCoOus

[Tpu mpoBeneHun oOIIEH aHecTe3uH HEOOXOIUMO MOMHHUTH O BBICOKOM PHUCKE KOMIIPECCHUU
CIOIMHHOTO MO3ra BCJEJICTBUE HECTaOWJIBHOCTH aTJIaHTOAKCHATBHOTO CYCTaBa, IIEHHBIX
M03BOHKOB. Cl1aBlieHre CIIMHHOTO MO3Ta MPH Mepepa3ruOaHuy B MICHHOM OT/IeJie TT03BOHOYHHKA
MOXXET TPUBECTH K TSOKEIbIM JBUTaTEIbHBIM HAPYIICHHSIM M JlaXe JIETATbHOMY HCXOIYy
BCIICJICTBHE BOCXOJSIICTO OTEKa CTBOJIA MO3Ta M BKJIWHEHHS CTBOJA B OOJBIIE 3aTHUIOYHOE
oTBepcTHE. BO3MOXHBIM CITOCOOOM 00IIIel aHECTE3UH SIBISETCS SHIOCKOMUYECKas MHTYOAIus,
TaK)Ke MPEIOUYTEHHUE CIIEIYeT OT/IaBaTh UCIOJIb30BAHUIO JIAPUHT€AIbHOM MAaCKH, MECTHOMY WJIU
pernoHaibHOMY 00e30omuBanuio. [lanueHT mpenBapuTeNbHO KOHCYJIBTUPYETCS KapAHOJIOTOM,
OTOPHHOJAPUHTOJIOTOM, aHECTE3MOJOroM, HeBponaTojoroMm. O0s3aTeNbHO MIPOBE/ICHHE
MOJTHOTO KapAMOJIOTHYECKOTro 00CIe0BaHus, TP HEOOXOJUMOCTH - SHOCKOIIUN HOCOTJIOTKU U
KOMITbIOTEpHOU ToMorpaduu jerkux. OmnepaTuBHOE BMEMIATEIBCTBO C AHECTE3MOJIOTHYCKUM
nocobre HeoOX0IUMO MPOBOJIUTE B KPYIHBIX MEUIIMHCKUX LeHTpax, uMmeromux OPUT, tak kak
WHTYOAIHs ¥ TIOCTIEAYIOIIast SKCTyOaIns y TAKUX MAIMEHTOB MOYKET BBI3BATh 3aTPYIHCHHS.

Peaonauranusa
[Tamenty ¢  Mmykomonmucaxapugo3oM | tuma  ¢usmorepameBToM U BpayoM-JIOK
pa3pabaTbIBaeTCs EPCOHATU3UPOBAHHBIN Kypc peaOMIUTalWM, BKIIOYAIOLUIMN Maccax,



ne4eOHyI0 bU3KYIBTYPY, (hU3MOTEepaANeBTUYECKHUE  TPOLECTYPHI (MarHuTOTEpaNUIo,
TEPMOTEPAINIO, YAAPHO-BOJHOBYIO TEPANUIO, METO OMOIOTUYECKON 00paTHOM CBS3U M ApPYyTrHe
MpOLIeIYpPHI).
Peabunuranmonnsie Kypcol (Maccax, JIOK, ¢usuonponenypsl, MCUX0JIOro—Ienarorndeckas
IIOMOIIb) JK€IaTEeIbHO MPOBOJUTH B YCIOBUSAX JAHEBHOI'O CTAllMOHApPA IPOBOAUTCS C YACTOTOM 3-
4 pa3za B roJ.

IIcuxoJioro-negaroru4yeckas HOMoIb

[lcuxonoro-nenaroruyeckas IOMOILIb  IPOBOJUTCSA B  KOMIUIEKCE PEaOMIUTALMOHHBIX
MeponpuaThii. KoppeKImoHHO-Ie1arorn4ecKkoe BO3ACUCTBUE ONPENEIACTCA B 3aBUCUMOCTH OT
TSOKECTH W JUIMTENBHOCTH TEYEeHUs OOJIE3HW, CTPYKTYpbl HApYyLICHHWH 370pOBbs, CTEIECHU
HEJIOPa3BUTUs IIO3HABATEIBHOM  JEATEIBHOCTH, THUIA OSMOLMOHAIBHOIO PEarupoBaHUs,
ocoOeHHOCTEH  moBelneHHMs  peOeHka.  BkioroueHMe  KOPPEKIMOHHO-IIEJarorHyecKoro
COIIPOBOXKIEHHUA B  KOMIUIEKC ~ BOCCTAHOBUTENIBHBIX  MEpONpHUATHH  obecreyuBaer
JOTIOJIHUTEIbHYI0 OLICHKY JUHAMMKU IICUXWYECKOTO pa3BUTHUs KaK OJHOTO H3 BaXKHBIX
nokasarejael  COCTOSHUSL ~ 3/I0pOBbsl,  MOBBIACT  3PPEKTUBHOCTb  TEPANEBTHUYECKUX
BMEILIATENICTB, CHI)KAET 3KOHOMUYECKOe OpeMs JaHHOW HaTOJIOTMU 3a CYET COLUAINU3aLUU
NAIMEHTOB U COXPAHEHUS IICUXOJIOTMYECKOT0 OTEHI[ANIa TPYA0CIOCOOHBIX YIEHOB CEMbH.

ITannuaTuBHAsI HOMOIIL

B cocraB mannmaTHBHEIX CJIY)K6 BXOAAT Bpadd, MCIUIHUHCKHE CECTPbI, IICUXOJIOTH U
COLIMAJIBHBIC pa6OTHI/IKI/I. HeCMOTpH Ha TAKCIIOC COCTOSHHUEC U IMOCTOAHHYRO HOTpe6HOCTI> B
MOHUTOPHUHTIC, BCC NMANHUCHTHI MPCUMYIICCTBECHHO HAXOIATCA JO0Ma B KpYIy CBOEU CEMBbH H
I[py3€l>i. OcHOBHOI OCIIBIO pa6OTLI naJllITMaTUBHBIX CJ'Iy>K6 ABIIACTCA CO3JaHHUC BCEX
HeO6XO,I[I/IMI>IX YCJIOBI/Iﬁ HJIA obecreueHust HaXO0XICHUA OOJIBHBIX B JAOMAITHUX YCJIOBUAX, 4 HC B
CTEHaX JIeueOHOT0 YUIpCKACHHUSA, UTO IO3BOJISICT HE TOJIBKO YIIYUYIINUTH Ka4€CTBO KU3HU OOJIBHBIX
n HXx CGMGI\/'I, HO M CYHIECTBEHHO CHHU3UTH TOCYHApCTBCHHBLIC 3aTpaTbl Ha IIOCTOAHHOC
CTAallMOHAPHOC JICYHCHUC TAKUX MALIUCHTOB.

IMPOI'HO3

JleTanbHBIM HCXO HACTylacT 40 JOCTHIKCHUS BO3paACTa 20 met BCJIICACTBHEC CGp)IC‘-IHO-J'IGl"O‘-IHOﬁ
HEOAOCTAaTOYHOCTH, pammaaromeﬁcx Ha (1)0He HHTCPKYPPCHTHBIX 3a0oneBanuii. Bo3MoikHa
BHE3allHass CMCPTb B PC3yJbTAaTC CMCUICHUA AaTJIAHTO-OKIUIIUTAJIBHOIO COYICHCHUSA U
MOBPCIKACHHA CTBOJIA MO3ra.
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