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KJIUHNYECKUE PEKOMEHJALIUU IO OKA3AHUIO MEJULMHCKON HOMOIIA
JAETSAM C MYKOITIOJIUCAXAPU/TO30M VI TUIIA

JlaHHbIe KJIMHMYECKME PEKOMEHJAUMH IMOATr0OTOBJIEHbI MNPOo(ecCuOHAIbHOMI
acconuanmeii nerckux Bpaveit Cow3om nexumarpos Poccun B 2013r., akTyaJM3upoBaHblI,
coryiacopanbl B MIOHe 2014r. ¢ rJ1aBHBIM BHEIUTATHBIM CIEHUATUCTOM 10 MEIMIHHCKOMN
reneruke Munsapasa Poccun a.m.H. Kynessim C.H. YT1Bepxkaensl Ha XVIII Konrpecce
neauaTpoB Poccun «AkTyajbHble MpodJaeMbl neauaTtpum» 14 ¢pespasns 2015r.

CocraB pabGoueil rpynnbi: akaa. PAH bapanos A.A., wi.-kopp. PAH Hama3zoBa-
Bbapanosa JI.C., n.m.H. Kynes C.U., npo¢., 1.M.H. Ky3enkoBa JI.M., k.m.H. ['eBopksan A.K.,
K.M.H. Bamakmanze H./l., k.0.H. CaBocTbsinoB K.B., k.0.H. [Ilymkos A.A., 1.M.H. 3axapoBa
E.10., k.M.H. [loakaerHoBa T.B., k.M.H. BuinneBa E.A.

ABTOpPbI  NMOJATBEP:KAAIOT OTCYTCTBHE (PMHAHCOBOW  MOAAEPKKH/KOHPIUKTA
HHTEpPeCcoB, KOTOPbIA HE00X0AUMO 0OHAPOI0BATD.

MYKOIIOJIUCAXAPHUIO3bI

JlaHHBII TPOTOKOJI MO JMATHOCTHKE M TEpPANvy MYKONOJHMCAXapua030B y JETEH CO3JaH
Ha OCHOBaHHHM CHCTEMaTHuYecKoro o63opa murepatypbl 1992-2013 rr. Medline (Pubmed
version), Embase (Dialog version) u Cochrane Library databases, ¢ ucrons30BaHreM CO31aHHBIX
nporokosioB (Roberto Giugliani, Paul Harmatz, James E. Wraith. Management Guidelines
for Mucopolysaccharidosis V1. Pediatrics. 2007;120 (2):405-418).

MYKOHOJII/ICB.XﬂpI/I,ZLO?»BI OTHOCATCA K PCAKUM HACICACTBCHHBIM 38.60HCB8.HI/I}IM, qToO
HCKIIIOYAaCT BO3MOXHOCTb IIPOBCACHUSA 0O0JIBIINX KOTOPTHBIX W PaHAOMHU3UPOBAHHBIX
KOHTPOJIMPOBAHHBIX I/ICCJ'IG,Z[OBaHI/Iﬁ U i1 CO3MaHUA MPOTOKOJIOB IUATHOCTUKHU U TCpallun
HCIOJIB3YIOTCA JIMIIb TEMATHYCCKHUEC UCCIICAOBAHUA SKCIICPTOB, OHy6J'II/IKOBaHHBI€ B IIOCJICAHUC
ABa ACCATHUIICTUA.

OIIPEJAEJIEHUE

Myxkonomucaxapunao3sl (MIIC) - rpymnmna HaciaencTBEHHBIX 0OJe3HEH 0OMEHa BEIEeCTB,
CBSA3aHHBIX C HapylleHueM Metabonu3ma rinko3amuHorimmkanoB (I'AD), mpuBopsmee
MOPAKEHUIO OpraHoB H TkaHed. OOYCIOBIEHBI JaHHBIE 3a00JIEBaHMS MYTAllUSIMH TEHOB,
KOHTPOJHMPYIOIIUX MPOIecC BHYTPUIUZ0COMHOTO THIPOIH3a MAKPOMOIIEKYIL.

KO/Ibl MKB-10

E 76.0 - Mykomosimcaxapuao3 1 Tuma
E 76.1 - Mykononucaxapuao3 2 THIa
E 76.2 - JIpyrue MyKoIoJmcaxapu03sl

SIUIAEMHUOJI0TUA
Bcerpeuaercs ¢ nonynsiunonnoi yactotoit 1:40 000 - 1:100 000 HOBOPOKI€HHBIX.

IMPO®UITAKTUKA
[TpodunakTuka MyKomoJMcaxapuao30B - MpeHaTalbHas AMArHOCTHKA, OCHOBaHHAs Ha
HENOCPEICTBEHHOM OllpeieieHnH feduiuTta pepMeHTa B aMHUOTHUYECKHUX KIIETKaX.



CKPUHUHI
B HacTosiee BpeMsi CKpUHUHT CPey HOBOPOXKAEHHBIX WM JPYTHX BO3PACTHBIX IPYMI
HE MIPOBOJIUTCA.

KIIACCUOUKALIUA
B cootBercTBUM ¢ neUIIMTOM / OTCYTCTBHEM META0OIMUYECKUX JTM30COMAIBHBIX ()epMEHTaM U
COOTBETCTBYIOIIUM TEHHBIM JAePEeKTaM M THKECTH KIMHHUYECKOH CHMITOMATHKH BBIIEISIOT
CJICAYIOIINE THITBI MYKOIIOJIMCAXaPHI030B:
Tabnuna 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
HUAypOHAT-2-CyIb(paTasbl
Jedunur nim orcyTcTBHe
CyIb(QOUAYpOHAT CYIb(aTasbl
1 MIIC [IIA | Candununmno 252900
SGSH Jedunur renapan-N-cynsgarassr | 17025.3
MIIC IIIB NAGLU Hedrmut N-anermi-o-D- 17921.2 252920
[IIFOKO3aMUHUIA3b
Hedruut N-anetwi-o-
TIIFOKO3aMUHHIA3BI
MIIC IIIC HGSNAT | Jlebunur renapas-o- 8pl1.21 252930
rimoko3amMuHA] N-
aneTuITpaHchepasbl
MIIC IIID GNS Hedunut N-arerunrimokozamud- | 12914 252940
6- cynbdaraszsr
v MIIC IVA | Mopkuo GALNS Jedurmr ranakrozamuH-6- 16924/3 | 253000
cyabdartasbl
MIIC IVB GLB1 Jedumur B-ranaxToznnassl 3p21.33 | 253010
VI MIIC VI Mapoto-Jlamu ARSB Jedunrur N- 5q14.1 253200
aleTHITaIaKTO3aMH1H-4-
cynbhaTasbl
VI MIIC VII Crnas GUSB JlebuuT B-TIoKypOHHIA3bI 7021.11 253220
IX MIIC IX Henocrarounocts | HYALL JleduuT ruanypoHuIa3bI 3p21.31 601492
THATypOHUIA3bI

MYKOHNOJUCAXAPUAO3 VI TUIIA (MIIC VI TUIIA)

Cunonum: Cunapom Maporo — Jlamu

Kong MKB-10
E 76.2 - JIpyrue MyKkomorcaxapua03bl




ONIPEJAEJIEHUE

HacnencrBennas nmm3zocomanbHas 00JI€3Hb HAKOIUICHHS, TIPH KOTOPOH HEJOCTaTOYHOCTD
depmenta  N-anerwiranakro3amuH-4-cynbdarazsl  (apuwicynbdarazel  B)  mpuBomuT K
HapyIICHHUIO CTYIEHYaTO! Aerpatanuu riaroko3amuaoriukana ('ADY) nepmarancyibdara.

SMUJAEMUOJIOI s
MIIC VI tuna  Berpedaercs ¢ nomyisiquoHHod uacrorod  1:300 000. Tun
HacJIeJOBAaHHS: ayTOCOMHO-PEIECCUBHBIMH.

3TUOINATOI'EHE3

Cungpom Maporo — Jlamu Hacimeayercs MO ayTOCOMHO-PEHECCHBHOMY THILY.
Henocrarounocts depmenta N-anerminranakrozamuH-4-Cynbdatasel  (apuicynbdaTtazel  B)
IPUBOAUT K HAPYLICHUIO CTYNEHYAaTOM JAerpajalud  TIIMKO3aMUHOIJIMKAHA (TAD)

nepmarancyiabgpara. ['Al' HakamuBaeTcs BHYTPH JIM30COM U OOYCIIOBJIMBACT KIMHHYECKYIO
KapTHHY TSDKEJIOTO XPOHHYECKOTO TMporpeccupyromero 3adoneBanus. HemocrarodHocTb
apuicynbdara3el B 00Hapy)uBaeTcsi BO BCEX TKaHSX, B TOM YHCJE B KyJIbType GuOpoOIacToB.
I'ern ARSB, xonupytromuii apuicynbdaraly B, mokanu3yercss B XpoMOcoMHOM obmactu 5014.

KIIMHUYECKAS KAPTUHA

Cunnpom MapoTto-Jlamu sBisSeTCS KIMHUYECKH HEOJAHOPOIHBIM 3a00JIEBAHUEM C TOYKH
3peHUsl pacpOCTPAHEHHOCTH U CKOPOCTH IPOTPECCUPOBAHUS IOPAKEHUS PA3IIMUHBIX OPraHOB U
cucteM (Tabin. 2). bone3Hb xapakTepusyeTcsi OTCTaBaHUEM B POCTE, U3MEHEHUSIMU CO CTOPOHBI
OpPraHOB 3peHHsI, OrpyOCHHEM YepT JIMIA, CHIDKEHHEM CIIyXa, TyTrOMOJBHKHOCTBHIO B CyCTaBax,
renaToCcIUIeHOMErajanei, MOCTENEeHHBIM Pa3BUTHEM CEPACYHO-COCYAMCTON U JAbIXaTeIbHOU
HEJ0CTaTOYHOCTH.

Tabnuua 2.
BhIpakeHHOCTh KIIMHUYECKHUX MPOSBIEHUI B 3aBUCUMOCTH 0T Bo3pacTta nedrora MIICVI.
Cucrema CuMnToM HoBo | mmaneHusl | et | MOOPOCTKU
POXKI.
Cepneuno-cocynucras | Kapnnomuonatus - + + +
YToueHne CTBOPOK KJIAIIAHOB - + +++ | +++
IMHC Kommpeccus cinHHOTO MO3Ta - - ++ ++
IIumeBaputensHas I'emarocnineHoMeranus - ++ +++ |+
CUCTEMA
Yim IToTepst cayxa - - + +
PenyauBupyromumii cpeTHuil OTUT - + ++ ++
I'maza IToMyTHEHHE POTrOBULIBI - + +++ | +++
I'maykoma - - + +
CkeneTHo- TyHHeNbHBII KapIaJIbHBIA CHHAPOM | - + ++ ++
MBIIIEYHAS I'pyOble uepTsI Jwma - - ++ ++
Jucmnazus ThC - - ++ ++
MHOK€eCTBEHHBIA AU30CTO3 - + +++ | +++
I'peixu - + + +
KoHTpakTypsl CycTaBoB - + +++ | +++
Kudos - + ++ ++
HuskopocnocTts - + ++ ++
BriOyxanue rpyHoii KJIeTKH - - + +
[JpixaTenpHas OOCTPYKTHBHOE allHO? BO CHE - + ++ ++
OOCTpyKIHSI BEpXHUX - + ++ ++
JBIXaTEeIbHBIX IyTCH




Crnenmans- JHepmaran cynbsdar B MoUe " " i I
HBIE J1a00OpaTOp-HbIE N-aneTunranakro3a-MuH-4- W W WL L
TECTBI cynbdaraza

O6mme Al B Moue " ™" ™" "

B nuTeparype omnmcaHbl Cilydad TAalMEHTOB C  BBIPAKEHHBIMH  (DU3UYCCKUMU
HN3MCHCHUAMU U CCPACUHO-COCYAUCTBIMHA 3a6OJICBaHI/I$IMI/I B HepBLIﬁ IoJ )KU3HHU, OJHAKO MHOIr'Ja
OTMEYaeTCsl MEJICHHOE TIPOTrPECCUPOBaHKE OOJIE3HN B TCUCHUE MHOTHX JIECSITUIICTUH.

[IporpeccupoBanue 3aboineBaHusi: cKeleTHble aedopmaruu, 3a00JIeBaHUS CYCTaBOB,
CepACYHO-JICTOYHBIC OCJIOKHEHHSI, CJICNOTa M KOMIIPECCHsSl CIIMHHOTO MO3ra MPHUBOJHUT K
WHBAJIMIM3AIMN TIAlMeHTa. B HacTosiee Bpems BBIACIAIOT 3 (HopMbl OONE3HU: MPHU TSHKEION
dopme n1eOroT 3a00sIeBaHuUs IPOMCXOIUT B Bo3pacTe 1-3 roja, mpu CpeaHETSHKEION MPOsBICHUS
HAYMHAIOT OECTIOKOUTH C 6 JIeT, pu Jerkoi — mocie 20 neT.

OcHosHnbiMu npusnakamu 0oJie3Hu SBISIIOTCA I'PyOble 4YepThl JIMLA NP COXPAHEHHOM
UHTEJUIEKTE, KOHTPAKTYpbl CYCTaBOB DPA3JIM4YHOM CTEIIEHH BBIPAXKEHHOCTH, IIOpaXECHUE
CEpIEYHO-COCYAUCTON CUCTEMBI, IOMYTHEHHE POTOBHIIBI.

Bhewnuii 6u0 nayuenma xapaxktepusyercss orcraBanueM B pocte (90-100 cm mnpum
OBICTPOM  NIPOTPECCUPOBAHUM; MaKCUMaJbHBIE — 150 cM), JAUCIPONOPLMOHAIBEHBIM
TEJIOCIIOKEHHEM - KapJIMKOBOCTBIO C YKOpPOYEHHEM TyioBuia. OTMedaercs: n3MeHeHue (HhopMbl
aMna - OOJNBIION HOC C 3amaBIIel MEPEeHOCHIICH, MyXJble I'yObl, MaJIeHbKHE 3YObl C IIMPOKUMHU
3yOHBIMH TPOMEXKYTKaMH, TO3HEE MPOpe3bIBaHue 3y00B, Makporioccus. Bo3moxHa riyxoTa,
NyNOYHasi TPbDKA, IaxoBas TIpbDKa, YIUIOTHEHWE W YTOJIIEHHWE KOXKHU, I'pyOble BOJOCHI,
yMEpEeHHBIN rupcyTtru3M. Ha no3qHux craausax pa3BUBaEeTCs TIIyX0Ta, CIENOTa, JeMEHIUS.

Kocmnasa  cucmema: HaOmMoNawTCd  MHOXKECTBEHHBIE  TU30CTO3bl, YMEpEHHas
TYTONOJBUKHOCTh ~ MpPAaKTHUYECKHM BO  BCEX  CycTaBaX, CrudarenbHble  KOHTPAKTYypbl
MeX(aJlaHTOBBIX CYCTaBOB U KJIEIIHEBHJHAs Aedopmanus KucTu. 3MeHeHns Ta300eqpeHHbIX
CyCTaBOB (IHCIUIa3us TOJIOBKU O€APEHHOH KOCTH, Aehopmarus 3mudu30oB OSAPSHHBIX KOCTEH)
BEJET K Iporpeccupyronieil uHBanuau3auuu. KuneBugnas rpyaHas KiIeTKa C IIUPOKUMU
peOpamu, 1edeKT pa3BUTHS Te MO3BOHKOB C MEPETHUM IepesioMoM; X-00pa3Hoe HCKPHUBIICHHE
HOT; IPU PEHTTeHOrpau - TOUEUHbIE MSICTHBIE KOCTH.

Opezanvl Obixanusi: 4acThie PECHUPATOPHBbIC HHPEKIUH (PUHUTBI, OTHTHI). [ uneprpodust
MHUHIAJIWH U aICHOUI0B, YBCIMYCHHUC A3bIKa, YTOJIMICHUC HAATOPTAHHWKA U I'OJIOCOBBIX CBA30K,
00yCJIOBIMBAIOT PA3BUTUE JbIXATENbHBIX HApYIIEHHH pa3HOM CTENeHM TSKECTH, BKIIOYAs
o0cTpykTHBHOE amHO? cHa. OcoOeHHOCTH nedopMalui TpyIHON KIETKH (JKeCTKas IpyaHas
KJIeTKa B COYETaHHUHM C KU(OCKOIMO30M M MOSCHUYHBIM JIOPIO30M) CHOCOOCTBYET Pa3BUTHUIO
PECTPUKTHBHBIX JBIXATEIbHBIX HAPYILIEHUH.

Opeanvl 3penus: OTMEYAETCS] IOMYTHEHHE POTOBUIIBI, CBSI3aHHOE C €€ YTOJILEHHEM U
yBEJIMYCHUEM (METaJlOKOpHea), pETUHONAaThs, W3MEHEHHs JUCKa 3pUTEIbHOTO HEpBa,
BHYTpUIJIa3HAs TUIIEPTEH3US, TJIAyKOMa.

l[eHmpanbHa}z HepeHas cucmema.: UHTCIIICKT U IMOBCACHYCCKUEC PCAKIIUU Y OOIBHEBIX C
ﬂaHHOﬁ HO30JIOTHEH 00BIYHO HE CTpaaaroT, OAHAKO BBICOK PUCK PA3BUTHUA MUCIIONIATUH LIEHHOTO
oTAciIa II03BOHOYHHKA. Bo3MoxHO Pa3BUTHUC KOMIIPECCUU CIIMHHOI'O MO3ra BCJICACTBUC
COIMYTCTBYIOIINUX Hap}ILHGHI/Iﬁ OIMOPHO-ABUTATCIBHOI'O arlrapara. Omnucansl ClIydyan CHaBJICHUA
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CIIMHHOTO MO3ra, BBI3BAHHOTO YTOJIIEHHEM €ro o000JI0YeK WIM HEeCTaOMIbHOCTHIO
aTJIaHTOAKCHAJIBHOTO ~ CcycTaBa  (COMPOBOXKIAIOTCS ~ HApPYIIEHHWEM  IOXOJIKH, MBIIICYHON
CJ1a00CThIO, HEYKIIIOKECTBIO MPH COXPAHHBIX MOTOPHBIX HAaBbIKaxX M JAUCHYHKIHEH MOYEBOTO
y3bIPsT).

Tsokenmast ~ ¢opmMa  OOJE3HHM  CONMPOBOXKIACTCS  OTKPBITOM  (CoOOMIaromIeics)
ruaponedanueid, HapymeHus MU pe3opOunn cnuHHOMO3ToBOoM kujakoctu (CMIXK), xoTopeie
TaK)K€ BHOCST BKJIAJ] B pa3BUTHE HEBPOJOTHYECKUX HAPYIIECHUN

[Tpusnaku rugponedaiuy 3a4acTyi0 MOSIBISIIOTCS MEIJIEHHO M HE3aMETHO, M MOTYT
3aKJIF0YaThCs B U3BMEHEHUU NIOBEICHUS, BOSHUKHOBEHUH I'0JIOBHOW 00JIM, HAPYLIEHUH 3pEHUS.

VY manueHToB ¢ TsOKENON dopMoil 3a0oneBanus MHOrAAa HabmogaroTes cyaoporu. OHu
MOTYT UMETh KaK (POKAIbHBIN, TaK U TEeHEPATIM30BaHHBIN Xapaktep. [losBnenue cygopor Tpedyer
MIPOBEJICHUS OLICHKU HeBpoJiorndyeckoro craryca. [Ipu mporpeccupoBanuu 3aboseBaHMs 4acToO
Ha0JII01al0TCSl TEHEPAIN30BAHHBIE TOHUKO-KIOHUYECKUE TAPOKCU3MBI.

KaprianbHblii TOHHEIBHBIM CHHIPOM — HEWpONaTUsi CHABJICHHS Yy MALMEHTOB C
paznuudbiMu Buaamu MIIC. Ilpu OTCYTCTBUM JiedeHMs] MOXKET IMPUBECTH K HEOOpaTUMOM
KOHTPAKTYpE JUCTAIbHBIX MEXK(aTaHrOBBIX CYCTaBOB, a TakKe€ K HApPYIIEHUIO WU TMOTEpe
YYBCTBUTEJIBHOCTHU MEPBBIX 3 MaJIbLIEB U K IApe3y MBIIIL] TEHapa.

Koctabie usmenenusa npu MIIC VI tuna npuBoasT K CHUKEHUIO IMOJBUKHOCTH HUYKHEN
YEJIIOCTH, YTO OrPAaHUYMBAET CIOCOOHOCTH OTKPBIBaTh POT M keBaTb. Hapylienus rioranHus
BCTPEUAIOTCS PEIKO, OTMEUAIOTCS MPH CPEIHETSIKEIIOM U TSKEIOM TeUeHUU 3a00JIeBaHus U, B
OCHOBHOM, CBSI3aHbI C HapyIllleHuEeM (yHKIIMOHUPOBAHUSI CTBOJIOBBIX OT/IE€JIOB FOJOBHOI'O MO3ra.

Y nanueHTOB HaOMIOAAIOTCS MPU3HAKH 1ceBAoOylnb0apHOro win  Oynb0apHOTo
napanuueid. CUMOTOMBI 1€0I0TUPYIOT C PEAKUX MONEPXMBAaHUM TBEPIOM NUILEH, pa3BUBAIOTCS
MOCTENIEHHO U B KOHEYHOM WTOT€ MPUBOAAT K IpyOOMy HapylIeHHIO (YHKUIUU TIOTAHUS WU
MIOJIHOMY €€ MCU€3HOBEHHI0. OTCYTCTBUE MPaBWIBHOM PEryJIALMU aKTa IJIOTaHUS MPUBOJIUT K
3a0pocy MUILK, CIFOHBI B TPaxer U OpOHXUAIbHOE IEPEBO M PA3BUTHIO BTOPUUHON MH(EKIUHU B
BUJE PELUUIUBUPYIOIIUX AacCMHUPALUOHHBIX OpPOHXMTOB U THEBMOHUH. 3TO ycyryOmiseT
JBIXaTEIIbHBIE HApYIICHMsI, SBISAIOLIUECS CJIEACTBUEM OTJIOKEHUS MYKOIOJUCAaXapuaoB B
BEPXHUX U HWKHUX JIBIXATECIbHBIX MYTAX.

Cepoeyno - cocyoucmas cucmema: OTMEUAETCA TPOTPECCUPYIONIAs JereHepaIus
KJIalaHoB cep/ia ¢ o0pa3oBaHHWEM CTeHO3a (Haubosiee YacTO MUTPAIbHBIA U aOpTalbHBIN).
[IposiBiieHust  CepAEYHO-COCYIUCTBIX HApYIIEHHH OTMEYaroTCs C paHHEro  BO3pacTa.
BonbIIMHCTBO MallMEHTOB UMEIOT, MO KpaiiHel Mepe, OJMH MPHU3HAK KO BTOPOMY JECSITHICTHIO
*u3HU. KaparomuonaTus oTMedaeTcst HeJacTo.

Kenyoouno-kuweunast cucmema: CHUH/IPOM pa3apa’keHHOTO KHILEYHHKA,
renaToCIIEHOMET ausl.

JAUATHOCTHUKA

1. XapakTepHble BHEITHUE TTPU3HAKH.

2. [ToBbIlIeHHAs SKCKPELHs JepMaTaHCyIb(}aTa ¢ MOYOH.

Beicokne 3HaueHus ypoBHs ['Al' B MOYe KOpPpENUPYIOT CO 3HAYUTEIBHBIM OTCTABAHUEM B
pOCT€ UM CHUXKCHHOM MAacCOM Tella, a TaKKe BBIPAKEHHBIMU KIMHUYECKUMH IIapaMeTpaMy,
YKa3bIBAIOIIUMH Ha OBICTpOE pa3BUTHE U TKENOE TeueHue 00Je3HU. Y MalUEeHTOB C YPOBHEM
I'AT’, HE3HAUNUTENBHO MPEBBIIAIOIIMM HOPMAJIBHBIN 1MaNa30H 3HaYEHHUH, TPOXOIUT TPU-UYETHIPE
JECATUIIETUSL 10 PA3BUTHSA KIMHUYECKMX NPOSBICHUM TAaKOW € CTEIEHH BBIPAKEHHOCTH. Y
B3pOCIBIX OONBHBIX BBINOJHAETCS 6-TH MHUHYTHBI TeCT XOAbOBI, A JeTedl HOpMaTHUBHBIE
JTAHHBIE OTCYTCTBYIOT.



3. CHumxeHue akTUBHOCTH N-aleTuiraiakro3aMuH-4-Cysbgartassl (apuicyiabgarasbl
B) B kymbrype ¢ubpoOnacToB, B HM30JIMPOBAHHBIX JICMKOIMTAaX, JUOO B ISITHAX KpPOBH,
BBICYILICHHBIX Ha (PHIBTPOBAILHON Oymare.

4, MoJteKyIapHO-TEeHeTUUECKOe MCCIICIOBAaHNe: BhISBICHHE MyTanuii B rene ARSB,
KOAMpYroIIeM apuicyibdarasy B.
5. [IpeHarajgpbHas JUArHOCTHKAa pPEKOMEHIOBAaHA Ui JIFOOOW  IOCICIYIONICH

OEpEeMEHHOCTH B CEMBSIX, OTATOUICHHBIX XOT 0Bl oMM cirydaem MIIC VI.

Nuarno3 MIIC VI craBuTcs HA OCHOBAHHHM COBOKYINIHOCTHM KJIHHUYECKHX JIAHHBIX,
Pe3yJIbTaTOB J1a00PATOPHOTO MCCJIETOBAHUS U MOJIEKYJISIPHO-TEHETHYECKOT0 aHAJIN3A.

JUOPEPEHIHUAJIBHAA TUAT'HOCTHUKA
Kimanueckas kapTuHa Mykomnoaucaxapuzaos3a VI Tuna oCTaTO4HO IATOTHOMOHWYHA.
JuddepenumanbHas AUArHOCTUKA MPOBOJAUTCA C APYTMMM THIIAM MYKOIOJIHMCAaXapHI030B,
MYKOJIMIIUA03aMH, TAHTJIMO3UI03aMU.

BEJEHME JETEI C MIIC VI TUIIA

[TanmeHTH! C JaHHOW HO30JI0THEHN MOJIKHBI MOCTOSIHHO HaXOAMTHCA O]l HAOIIOJAEHUEM
CrenyanucTa IO MeECTy JKUTenbcTBa M 1 pa3 B 6 Mec. NpOXOAUTh oOOCIIeOBaHHE B
MHOTOIPO(GMIBHBIX CTAIIOHAPAX.

JlaGopaTopHble M MHCTPYMEHTaJbHbIC OOCIIEOBAaHUS U PEKOMEHAyeMas 4YacToTa HuX
NPOBE/ICHUS MpEICTaBIeHa B Ta0. 3.

[MTaumentst ¢ MIIC  1omKHBI  HOPOXOAUTH  CKPUHUHI HA  KJIMHUYECKUE H
BU3YaJIM3al[MOHHbIE  TPU3HAKM  KOMIIPECCMM  CIHMHHOrO  Mosra.  HecrtaOmibHOCTH
aTJIAHTOAKCHAJILHOTO CyCTaBa MOKET OBbITh BbISBIIEHA MPH PEHTreHOrpadguu HIeHHOro oTaena
MO3BOHOYHMKA C HArpy3KoW, OJHAKO JJs TMOATBEPXKACHUS KOMIIPECCMM CIIMHHOTO MO3ra
BCJIE/ICTBHE YTOJIIEHUS ero ooosouek Tpedyercs nposenenue MPT.

[TateHThl peako cooOuaroT O OOJEBBIX OIIYIIEHHSX, IMOKAa HE MPOUCXOAMT MOTEps
¢yuknuun. IlpoBeneHue CTUMYISIUMOHHON 3nekTpoHeipomuorpapuu (OHMI') BbegBasieT
CHABJICHUE CPEIMHHOIO HEpPBAa JaXe [0 MOSBICHUS CHUMITOMOB M JOJDKHO IPOBOIUTHCS,
HauMHag ¢ 4-5 net kaxaple 1-2 roga.

[TatMeHThl AOMKHBI PEryisipHO NpoxoauTh oOcnemoBanus: OKIT (s MCKIOueHHs
cuHycoBoM Taxukapauu), OIxo-KI', xonrepoBckoe wmonutopupoBanue OKI', cyrounsiit
MOHUTOPHUHT apTepuaibHOro AasieHus (y 25-35% OONbHBIX  pa3BHUBaeTCs apTepualibHas
TUIIEPTEH3US).

Tabmuna 3
Hab6mronenue neteii ¢ MIIC VI tuna
HccnenoBanus IlepBoHauanbHas Kaxnbie 6 | Kaxgere 12 | OnuH pa3
OLICHKA Mec Mec B 2 roja
IHoaTBep:KICcHHE IMATHO3A X
AHamHe3 00Jie3HI X
Kannndeckuii ocmotp X X
Pocr, Bec, OKpy>KHOCTb FOJIOBEI X
BBIHOCIIHBOCTD
Ouenka HHC
Kommblotepnas tomorpadus wmu MPT X | | I X

lﬂﬂﬂ Jereil crapuie 3 JeT; paccTOsIHME, MpOoWJeHHOe 3a 6 MHUHYT (NPEANOYTUTEIbHBIM SIBISETCS TOT XKe
MPOMEXYTOK BPEMEHH, YTO M B MPEIBIAYIINX TECTaX 3TOTO MAIMEHTA); YACIO CTYINEeHeH, MPOWIeHHBIX BBEPX 3a 3
MuHyTHl. OneHUBarOTCs okazarenu caryparun SPO2, Y, HCC o u mociae HarpysKH.
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TOJIOBHOT'O MO3ra
KoruurusHoe tectupoBanne (DQ/IQ)? X X
CkopoCTh ~ HEpPBHOH  IPOBOAMMOCTH/ X X

SMTI'

Ouenka ciayxa

Aynuomerpust X | X |
OueHka 3peHust

Ocrtporta 3peHns X X
OcMoTp rma3Horo AHa X X
HccnenoBanue poroBulisl X X
JlbIXaTeJbHASA CHCTeMa

OBJ] X X
HccienoBanue cHA/MoJHCOMHOTpadus X X
O0cJsienoBanne cepae4HO-COCYUCTOM

CHCTeMBbI

OneKTpoKapAnorpaMma X X
Oxoxapauorpadus X X
OnopHo-IBUraTe/bHbIN annapar

Pentrenorpaduu ckenera X | X I
Ke1y104HO-KMILIEYHBIN TPAKT

Y3 opraHoB OpIOIMIHOH  IIOJIOCTH; X X

00BEM CeNIe3eHKH, TIEICHI

JlabopaTopHble ucciie10BaHus

Omnpenenenne AT’ X | X | I

Opnolt u3 cnoxHbix npobrem y maunueHToB ¢ MIIC VI Tuma sBnsieTcss CUHIPOM
0OCTPYKTHUBHOTO armHod. JIJis TMarHOCTUKU 3a00JI€BaHUsI MPOBOIST MOJIMCOMHOTpaduIo, KOTOpas
MO3BOJISIET ONPEACIIUTh XapaKTep JIbIXaTeJbHbIX HapyLIEHUH, BBIABUTh UX LICHTPAJIbHBIN I'e€HE3
WIN CBs3b C THUMEpTpopuer aJgeHOMIOB, CEPACYHON HEAOCTATOYHOCTHIO WM CMEIIAHHBIN.
[TpoTuBOMOKa3aHUEM K HCIIOJIB30BAHUIO METO/Ia MOKET CTaTh HETaTUBHOE OTHOIIEHHE peOeHKa
K WCCJIEIOBAHMIO, U30BITOYHAS JBUTATEIbHAS aKTUBHOCTH JI0 W/WJIM BO BpeMs HOYHOTO CHa, a
TaK)Ke 0CTPOe pecrupaTopHoe 3a0oeBanne ¢ PeOpUIbHON TeMIepaTypou.

Takum o0pazoM, mogHOe o0cae0BaHUE SISl KOHTPOJISI COCTOSIHUSI BCEX OPTaHOB M CUCTEM
MPOBOAMTCS B 3aBUCUMOCTU OT TSDKECTH TeueHus Oone3nu 1-2 pasa B rof. JlnurensHOCTH
HaXO0X/IEHUS B KPYIJIOCYTOYHOM / IHEBHOM cTalioHape 21-28 gHeil.

Peabunuranmonnsie Mepomnpusitus (Maccax, JIOK, dusmonpouenypsl, mcuxomnoro —
MeJaroruyeckas MoMoIlb) B YCIOBUAX JHEBHOTO CTAaIlMOHApa PEKOMEHIOBAHO MPOBOIUTH 3-4
pasa B roay.

ITPUMEP TUATHO3A

Myxononucaxapuoos VI muna (cunopom Mapomo Jlamu,).

Opeanuueckoe nopajiceHue 20J108H020 MO32d, GHYMPEHHss euopoyedanus 6 cmaouu
KOMNEHCAyuy, COCMOosHUE NOCIe HALONCEHUS 6eHMPUKYIONepUumoHeaivbHozo wiynma om 2007e.
Cnenoma ecrneocmeue momaibHO20 NOMYMHEHUsE PO20GUYbl 000UX 2143 U YACMUYHOU ampoguu
3pumenvuvlx Hepsos. Pacxoosweecs xocoenasue. JJucnpakcus noxooku u MeaKol MOMOPUKU

2 DQ wmmm Koadpunmenr ymcrennoro passurusi (KYP) - croco6 cpaBHEHHS MHTEIEKTYaJIbHOTO pa3BHUTHS,
CBOWMCTBEHHOTO JAaHHOMY BO3pacTy (YMCTBEHHBIX CHOCOOHOCTEH pebeHKa M0 OTHOIIEHWIO K €T0 CBEPCTHHKAM), C
XPOHOJIOTHIECKHAM BO3pPAcTOM ((haKTHUECKHUM BO3PACTOM PEOCHKA).

KVYP paccuntbiBaeTcsi AeieHHEM UHTEIUIEKTYalbHOTO BO3pacTa Ha XPOHOJIOTHMUECKUH U yMHOXeHHeM Ha 100 mist
noiy4eHus menoro uucia. CpemHuid Kod(h(HUIMEHT YMCTBEHHOTO pa3BHTHS A J000T0 BO3pacTa CUYHTAETCS
pasubM 100.



pyk. Humennexmyanvnaa nedocmamounocms. CydceHue NO360HOYHO20 KAHALA 6 WEUHOM
omoene, KOMApeccus CNUHHO20 MO0324 6 WletiHom omoene. Bmopuunas kapouomuonamus.
Heoocmamounocms mumpanonoco u aopmanvriozo kianawa. HK 2 cmenenu. Cunopom
00CMpPYKMU8HO20 anHod cHa msdxcenol cmenenu. /lepopmayuss nozeonounuxa. /egpopmayus
epyonoti  knemxu. CeubamenvHvle KOHMPAKMYPb JOKMEGbIX U  KOJEHHbIX CYCMABO8.
Hecopmayusa nyuezanscmuvix cycmagos. Ilnockocmonue kombunuposanuoe 2 cm. Aoenouowl
2-3 cmenenu. I'unonaaszus 3yonoti amanu. Ilynounas epuloica.

JIEYEHUE

1. B Hacrosmiee BpeMs BHeIpeHa (hepMeHTO3aMeCTHTE/IbHAsl Tepanus, KOTopas
ABIseTcs HamboJiee Oe3omacHbIM BHJIOM JjeudeHus. /s dbepMeHTO3aMecTUTENbHON Tepanuu
MIIC VI npumensiercs npenapar [ancynbdasa (Harnasum; kog ATX A16ABO0S).

lancyneaza — sto pekomOuHanTHas (opma N-anermnranakrozamuHa-4-cynbgaTassl
yenoBeka. I[lpemapat BBoAWTCS B J03€¢ IMI/KT OJWH pa3 B HEACHIO B BHUAC BHYTPHBCHHOMN
uH(py3uu B TeueHue 4 4 B ycioBUAX cranuoHapa. [Ipemapat mepen uH(y3ueir HE0OXOAMMO
pasBectu B pactBope HaTpus xiopuaa 9 mr/mi (0,9%). O0mmii 00beM UHPY3UH ONPeAeIAeTCS
HAa OCHOBAaHWW WHAMBHAyalbHOTO Beca mamueHTa. OH cocraBiser 100 min uHGY3MOHHOTO
pactBopa Hatpus xyopuga 9 mr/mia (0,9%), eciin Bec manueHTa MeHbIE Wik paBeH 20 Kr win
250 mn, ecnu Bec manueHta 6ombine 20 kr. 2,5% pacTBopa BBOAAT B TEUEHHE MEPBOrO Yaca,
ocTajgbHOU 00bEM (mpuMepHO 97,5%) B TeueHue nocieayomux 3 4. DepMeHT03aMECTUTENbH YIO
TEpanuio B BU/I€ BHYTPUBEHHBIX HH(Y3UN IPOBOAAT €KEHEIETHHO MOKU3HEHHO.

Bo3MOXHO pa3BUTHE TaKkuWX HEXKEIATCIBHBIX SBICHHUN, KaK aHTHOHEBPOTHUYECKHUU OTEK,
apTepualibHas TUIIOTEH3Us, OJBIIIKA, OPOHXOCHa3M, PECHUPATOPHBIN JUCTPECC-CHHIIPOM,
KpaluBHUIIA, a TAaKXKE JINXOPAIKa, 03HOO, TOOBHAs 00Jb, CHINb, TOIIHOTA, pBOTA T.A. [lepBbie
HEeJeNu BBEJCHUS Mperapara u3-3a pucka BOSHUKHOBEHHS HEOIArompUsTHBIX PEaKIMil B OTBET
Ha WHQY3UIO, TMAalMEeHTaM HAa3HAYAOTCS AHTHTUCTAMUHHBIE TIpermaparbl B COYETaHUH
YKAPOMOHIDKAIOIUMH HETIOCPEACTBEHHO nepes nHpy3ueld. UHTeHCUBHOCTD MPOSIBICHUNA MOYKHO
YMEHBIIIUTh TMPU CHIKCHUHA CKOPOCTH BBEJCHUsS Iperapara WIH BPEMEHHOM TPEKpaICHUH
uHpy3uu. [lpu pasBUTHUHM TOKENBIX MOOOYHBIX pEaKUUN ClIeayeT HEMEMJIEHHO MPEKPaTUTh
BBEJICHUE IIpermapaTta W TPOBECTH BCE HEOOXOAMMBIE MEPONPHUATHS JUIsl KYMHUPOBaHUS
HE)KeNaTEeNbHBIX SIBICHUHN.

2. Tlo mokazaHWSM TIPOBOJUTCS XUPYPruvecKoe JiedeHHe TIIayKOMbI, KOPPEKITUS
CKEJICTHBIX aHOMAJH, IEKOMIIPECCUsl CIIMHHOTO MO3Ta, XHPYpruueckoe jJeueHne KaphnalibHOTro
CHHJpOMa (pacceueHHWe CTEHKH 3aIlsICTHOTO KaHaja U BBICBOOOKICHUE CPEAMHHOTO HEpBa),
TpbDKECEeUeHHE.

3. CuMnToOMaTHYeCKAs Tepanusi:

1) KoppekiHs CepIeYHO-COCYAMCTOW HENOCTATOYHOCTH WM apTepPHAIbHOW THIIEPTCH3UU
MIPOBOJIMTCS CTaHIAPTHBIMH METOJaMHU, MPUHATHIMU B JIETCKOW Kapauoyiornu. HeoOxomumocTs
KapAMOXUPYPrHUECKOM ONepary TIaTelIbHO 00CYK/1aeTCsl Ha KOHCUIIMYME CIIEIIUATHCTOB.

2) HEBpPOJIOTHYECKHWE HapyIIeHHs - cooOmaromascs (OTKphITas) Tuaporedaus,
KapnaJbHBI  CHHAPOM, KOMIIPECCHUs HIeHOTO  OTAena, TPeOYIT XHUPYPTHUUECKOTO
BMemaTeascTBa. Hanbonee r3pPpekTUBHBIM METOOM JiedeHUsl cooOmaromencs ruaponedanin
SBIISIETCS. BEHTPUKYJIONEPUTOHEATbHOE IIyHTUpOBaHUE. [Ipu MOSBIEHUH TEPBBIX CHMIITOMOB
KOMIIPECCHU IIIEHHOTO OTHeNa CIIMHHOTO MO3ra HEeoO0XOJWMO pPaccMaTphBaTh BOIMPOC O
JNEKOMIIPECCUPYIOIEH omepanuu, TOCKOIbKY CIaBJICHHE CIWHHOTO MO3ra MPUBOAUT K
HEOOPATHMBIM HEBPOJIOTHUSCKUM HAPYIIICHUSIM.

3) JieueHue SMUIICTICUHM MPOBOJSATCS aHTUKOHBYJIbCAHTAMH, OJHAKO JIO3bI JIOJDKHBI OBITH
MEHBIIIE CPETHETEPANICBTHUSCKUX I HCKITFOUSHUS HeXKeIaTeIbHBIX () ()EKTOB U IBUTATEILHBIX
HapyILIECHUN.
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4) i IPeOTBPAIICHHS aCTUPAIIMOHHOTO MOPAKEHHUSI OPTaHOB JABIXaHHS POJUTENSM WA
JUIaM, OCYHIECTBIAIOMUM yxoa 3a OonbHbIM MIIC ¢ HapylmieHUsIMU TJ0TaHUs, HEOOXOAMMO
BBITNIOJIHEHHE Psiia PEKOMEH Il

- YaCTOTa KOPMJICHUH JTOJDKHA OBITh HE MeHee 8-10 p/cyTku HEOOIBITUMHU TTOPIHSIMH,

- TIOJIOKEHHUE OOJIBHOTO MPHU KOPMJICHUU CHJISL JTU C IPUTIOTHATHIM T'OJIOBHBIM KOHIIOM,

- €KE€THEBHBIN JPEHAKHBIN MacCax, IPOBOAUMBII HECKOJIBKO pa3 B JICHb,

- B ciy4yae rpy0oro HapymeHHs TJIOTaHUS PETyJisipHas CaHAIUS BEPXHUX IbIXaTEIbHBIX
IyTEH C MOMOUIBIO 3IEKTPOOTCOCA,

- KOpMJICHHE Yepe3 30H,1 (0053aTe/IbHO TPU OPOHXHUTE/TTHEBMOHUH),

- TMOCTOSIHHOE MPHUMEHEHHE 30HJa B Cilydae IpyOOro HapylIeHHs TJIOTaHHs, YacThIX
OpOHXOJIETOYHBIX WH(PEKIUI aCIUPAIIIOHHOTO TeHEe3a.

5) cranmapthl OpTaTBMOJOTHYECKOTo JieueHHuss y OosbHBIX ¢ MIIC He OTIHYaroTcs OT
3JI0POBBIX OOJIBLHBIX.

6) opromeanvecKkas KOPPEKIHs BKIOYACT HEXUPYPIUYECKUE METOJbl KOPPEKIHH
HApyIICHUS OCAaHKH, TYTOMOJIBMKHOCTH B CyCTaBaX, (HU3MOTEPANUI0 U HCIOJIb30BaHHE
OPTONEIUYECKUX YCTPOUCTB. Onepaluny NpOBOJATCSA C LEIbIO JIEKOMIIPECCHUH CIMHHOTIO MO3ra
WM cpelnHero Hepsa. [Ipm HEOOXOAMMOCTH MPHUMEHSIETCS apTPOCKOIUS, YHIOIPOTE3UPOBAHNE
Ta300€IpEHHOT0 W/WM KOJICHHOTO CYCTaBa U WCIIPABJICHHWE OCH HIDKHEH KOHEYHOCTH.
[TaruenTtam ¢ HapylieHHeM (pYHKLIHMU KUCTEW WM ¢ HapyLIEHUEM HEPBHON MPOBOJUMOCTHU IO
pesynbratam DHMI' noka3zana onepaiusi J€KOMIPECCUH HEPBHBIX CTBOJIOB, KOTOpas IPUBOAUT
K OBICTPOMY CTOWKOMY yIy4IIeHHIO QYHKIUH. YacToTa peuuauBOB KaprnaibHOTO TOHHEIHHOTO
CHUHJpPOMA y NalMeHTOB ¢ pa3iuuHbiMu THnamu MIIC HensBecTHa.

7) peUMIMBUPYIOIIUE OTHUTHI, YACThIC PECIUPATOPHBIC HHMEKIIMH BEPXHHUX JBIXATEIbHBIX
nyred TpeOyIoT TPOBEICHHS CHMIITOMATUYECKOM, aHTHOAKTepHAIbHON Tepamuu, Mpu
HEOOXOMMOCTH XHPYPIrHUECKOTO BMEIIATEIbCTBA (81€HOTOMUS, TOH3UIDKTOMHUS U JIp.).

8) uacteie pecrnupaTopHble MH()EKIHMH OOYCIOBIMBAIOT MPOBEICHUE IOMOJTHUTEIBHOM
AKTHBHON MMMYHU3allUd TPOTUB MHEBMOKOKKOBOW U reMO(pUIbHON HHPEKIINH.

[TonHoe oOcnenoBaHHe MAIMEHTOB C MyKoIojucaxapujao3oM VI Tuma pexoMeHIyeTcs
IPOBOAMTH C yacToToil 1 pa3 B 6-12 MecsleB, B 3aBUCUMOCTH OT TSKECTU TEUEHMsI Mpoliecca.
JUTNTeNnbHOCTh HAXO0X/IEHUS B CTAllOHape / THEBHOM cTaluoHape 21-28 nHe.

AHecTe310JIOTHYeCKHEe M0co0Hs

[Tpu npoBeneHuu od1Eel aHeCTe3MH HEOOXOAMMO IOMHUTD O BBICOKOM PHUCKE KOMIIPECCUU
CIMHHOIO MO3ra BCJIEICTBUE HECTAaOMIIBHOCTH aTJIaHTOAKCHAJIbHOIO cycTaBa. KopoTkas 1ies,
OTrpaHUYEHUE MOJBUKHOCTH HU)KHEW YENIIOCTH, YBEJIMYEHHE s3bIKa, BbIPAKEHHAs! TUIEPTpodus
a/ICHOMJIOB U MUHJAJIMH CO3JA0T MPOOJIEMBbI IPH MPOBEACHNUN aHECTE3HOIOTHYECKOTI0 OCOOUs
(MCTIONB3YIOT MECTHOE WM PEruoHajbHOE 00e300JMBaHue, IO MOKAa3aHUSM MPOBOJIUTCS
JHJIOCKONMYEcKass WMHTyOauus). IlanmeHT mnpenBapUTENbHO KOHCYIBTUPYETCS KapAHOJIOTOM,
OTOPHHOJIAPUHTOJIOTOM, aHECTE3UOJIOTOM, HEBpONaTosioroM. O0s13aTeIbHO IPOBECHHE TTOJTHOTO
KapIHOJIOTUYECKOT0 00CIeJOBaHHS, TIOIMCOMHOTpaduu (1715 BEISIBIICHHUS CTETICHH JBIXaTEIbHBIX
HapyIIeHNUH), TPU HEOOXOAMMOCTH - DHJIOCKOIUUA HOCOTJIOTKH M KOMIBIOTEPHOW TOMOTpaduu
aerkux. OnepaTMBHOE BMEUIATENbCTBO C aHECTe3Mel HEOOXOJMMO MPOBOAMTH B KPYIMHBIX
MEAMIMHCKUX LeHTpax, umerommx OPUT, tak kak nHTyOamus W mocieayromas sKcTyoanus y
TaKHUX MallMEeHTOB MOKET BBI3BAaTh 3aTPYAHEHUS.

Peabnauranus

[Taruenty c¢ wmykomosucaxapunozom VI Tuma ¢usmnorepanesrom u Bpayom-JIOK
pa3pabaTbIBaeTCsi MEPCOHATU3UPOBAHHBINM Kypc peaOMIUTaluM, BKIIOYAIOLUIMA Maccax,
ned4eOHyr0  (UBKYIBTYpY, ¢dusnoTepaneBTUYeCKue  MpoUEeayphl  (MarHUTOTEpAIHIo,
TEPMOTEPAINIO, YAAPHO-BOJHOBYIO TEPAIUIO, METOJ] OMOIOTHUYECKON 0OpaTHOM CBS3U M ApYyTrHe
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IPOIICTYPHI).

Peabunurammonnsie  kypchl  (maccax, JIOK, d¢usmonponenypsl, MCHUXOJIOT0—
MeAarorndeckasl TOMOINb) JKEJATEIIbHO TPOBOJUTH B YCIOBHSX JHEBHOTO CTalMOHApa
MPOBOJUTCA C 4acTOTOM 3-4 pasa B rol.

Ilcuxonoro-negaroruyeckasi nMOMoulb

[IpoBonuTcss B  KOMIUIEKCE peadWIMTAlMOHHBIX — Meponpusituil. KoppekunoHHo-
MEJAaroru4eckoe BO3JCHCTBUE OIPEAENAECTCS B 3aBUCUMOCTH OT TSKECTH U JUIMTEIBHOCTU
TeueHus: OO0JIE3HU, CTPYKTYPbl HapyIICHUN 370POBbs, CTEICHU HEIOPA3BUTUS MO3HABATEIbHON
NESATENIbHOCTH, THUINA SMOIMOHAJIBHOIO pPEearupoBaHus, OCOOCHHOCTEHM IMOBeACHUS peOeHKa.
Bxirouenue KOPPEKUHUOHHO-TIEIArOrHYECKOTO CONIPOBOXKACHUSA B KOMILIEKC
BOCCTAHOBUTEJIbHBIX MEPOINPUSATUII OOecreurnBaeT JOMOJHUTEIbHYIO OICHKY JTUHAMUKU
MICUXUYECKOTO Pa3BUTHS KaK OJTHOTO M3 BAXKHBIX MOKA3ATENIEH COCTOSHUS 30POBbs, MOBBIIIAECT
3¢ (PeKTUBHOCTh TepaneBTUYECKUX BMEIIATEIbCTB, CHIKAET SKOHOMHUYECKOE Opemsi JaHHOU
MaTOJOTHM 33 CUET COLMAIM3ALMU IMALMEHTOB U COXPAHEHHS ICHUXOJIOTMYECKOro IMOTEHIMaNna
TPYAOCIIOCOOHBIX YJICHOB CEMBHU.

IManaunaTuBHAg MOMOIIL

B COCTAaB ITAJJIMATHUBHBIX CJIy)K6 BXOIAT Bpa‘II/I, MCIOUIIMHCKHUEC CGCTpI)I, IICUXO0JIOTHU U
couuanbHble pabOTHUKU. HecMOTps Ha TSXKelNoe COCTOSIHME U TMOCTOSHHYIO MOTPEOHOCTH B
MOHI/ITOpI/IHFC, BCC IIAITMCHTHI HpeI/IMyHIeCTBGHHO HaxXogdaTCsa OAoMa B prry CBOGﬁ CEMbH U
npy3eil. OCHOBHOM 1enbi0  pabOThl MANTMATUBHBIX CIYKO SBISIETCS CO3JaHHE BCEX
H€06XOI[I/IMI)IX YCJIOBI/Iﬁ JJIA O6€CH€‘I€HI/I${ HaXOXICHUA 6OJIBHBIX B JOMAIITHUX yCJIOBI/ISIX, a HC B
CTEHAaX JIeUeOHOT0 YUPEKIEHUs, YTO TO3BOJISET HE TOIBKO YIYUIIUTh KAYECTBO KU3HU OOJIbHBIX
n #"ux CeMeﬁ, HO U CyIIIGCTBeHHO CHHU3UTH I‘OCyIIapCTBeHHI)IC SanaTbI Ha TIIOCTOSAHHOC
CTallMOHAPHOE JICUCHHUE TAKUX MMALUEHTOB.

ITPOI'HO3
[TponomxurensHocTh *ku3HKU mpumepHo 30 ser. OcHOBHas NpUYMHA CMEPTH —
OCJIO’KHEHUS CO CTOPOHBI CEPAEYHO-COCYAUCTON CUCTEMBI.
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