KJIUHUYECKHUE PEKOMEHJIALIMY O BEJEHMIO JETEM C
MYKOIOJHUCAXAPHI030M I TUIIA

JaHHble KIMHHYeCKHe PEeKOMEeHJANMH PACCMOTPeHbl M YTBep:KAeHbl Ha 3aceJaHHH
Hcnonkoma mnpodeccuoHanbHoil acconmuanum aerckux Bpaveil Corwsa meguatpoB Poccum Ha
Bcepocceniickoii HayuyHo-npakTudeckoii Kondepenuun «@Papmakorepanusi M JAUETOJOTHS B
neguaTpumn» 28 cenrsiops 2013r.

MYKOIIOJIMCAXAPUIO3bI

JaHHBI TPOTOKON 1O AWATHOCTHUKE M TEPalul MYKOIOJUCAXapUA030B y NeTeld co3laH Ha
OCHOBaHWHU CHUCTeMaThdeckoro o63opa muteparypsl 1992-2013 rr. Medline (Pubmed version), Embase
(Dialog version) m Cochrane Library databases, ¢ wHCHNoOJIb30BaHUEM CO3JAHHBIX MPOTOKOJIOB
(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 1.
Martins AM, Dualibi AP, Norato D et al. J Pediatr. Vol. 155, No. 4, Suppl. 2. October 2009).

Mykomnonucaxapua0o3bl OTHOCATCS K PEAKUM HACICIACTBCHHBIM 3a00JICBAHUSM, YTO UCKIFOYACT
BO3MOXKHOCTh MPOBEACHHUS OONBIINX KOTOPTHBIX M PAaHJOMHU3HPOBAHHBIX KOHTPOJIUPOBAHHBIX
WCCIIEIOBAHNH | JIJIsl CO3/[aHMS IPOTOKOJIOB TUATHOCTHKH U TePAIUU HCIIOIB3YIOTCS JIUIIb TEMAaTHUECKIEe
WCCJICIOBAHUS YKCIIEPTOB, ONYOJIMKOBAHHBIC B MTOCIICIHUE JIBA ICCATHIICTUS.

OIIPEJAEJIEHHUE

Myxomnomucaxapuaossl (MIIC) - rpynma metabonuveckux 3a00JIeBaHIN COETMHNUTENbHON TKaHH,
CBSA3aHHBIX C HapylieHHeM oOMeHa rimko3aMuHoNMKaHOB (['AD), mposiBisomuxcs nedeKramu
KOCTHOH, XpSIIEBOH, COSTUHUTENbHONU TKaHei. OOyCIOBIICHBI JaHHBIC 3a00JIEBaHUS MYTaIlUsIMU TEHOB,
KOHTPOJHPYIOIIUX MPOIECC BHYTPHIIM30COMHOTO THIPOIH3a MaKPOMOJIEKYJI.

KOJbl MKB-10

E 76.0 - Myxkononucaxapumno3 1 tuma
E 76.1 - Myxononucaxapuaos 2 Tumna
E 76.2 - [Ipyrue MmyKkomnoaucaxapuuo3sl

SGMUAEMUNOJIO0OI'UA

Bcetpeuaetcs ¢ nonynsiiimonnoi yactotoit 1:40 000 - 1:100 000 HOBOPOKIEHHBIX.
MNPOPUITAKTHUKA

[MpodunakTka MYKOIOIUCAXapHUI030B - TNpCHATANbHAs JUAarHOCTUKA, OCHOBAaHHAs Ha

HCIMMOCPCACTBCHHOM OIIPCACIICHUN ,I[eq)I/I]_[I/ITa (bepMCHTa B aMHHOTHYCCKHX KJICTKaX.

CKPUHUHI
B mnacrosimiee BpeMsi CKPUHHHI CPEAW HOBOPOXKICHHBIX WM JIPYTHX BO3PACTHBIX TPYyHHI HE
IIPOBOJTUTCSL.

KJIIACCHUOUKALIUA
CornacHo epMeHTaTUBHBIM Ae(eKTaM M TSHKECTH KIMHHYECKOW CHMIITOMATHKH BBIIENAIOT 14
THIIOB MYKOIIOJIHCAXaPHIO30B:

MIIC I

. MIIC I H cungpom I'yprep

. MIIC I H/S cunapom T'ypuep-Lletie
. MIICIS cungpowm llleite

MIIC I CHHIPOM XaHTepa, yMepeHHas U Tshkénast GopMbl
MIIC I  cuaapom Caudumumimo

. MIIC IITA tuma
. MIIC IIIB tuma
. MIIC IIC tuma
. MIIC IIID tuma
. MIIC IIIE tuma

MIIC IV  cungpom Mopkuo
. MIIC IVA cunapom Mopkno A



. MIIC IVB cunapom Mopxkuo B

MIIC VI cungpom Mapoto-Jlamu (10 BBIpaXeHHOCTH KIMHHYECKUX TPOSBICHHUH: Jerkas,
yMEepeHHas U Tsokénast popMbl)

MIIC VII cunapom Crnas

MIIC IX

MYKOIIOJIMCAXAPUIO3 I TUIIA

Koax MKB10
E 76.0 - Mykomonucaxapunos | tuma

OINNPEAEJIEHUE

HacnenctBennass nm3ocomanpHasi 001€3Hh HaKOIUIEHHUS, 00ycioBiIeHHas nedunuToM dhepmenTa anbda-
L-uaypoHua3sl U MPOTEKAOIIAs C Pa3TUYHBIMU  KIMHUYECKAMH TIPOSIBIICHHAMU: 3aJePIKKOI pocTa,
YMCTBEHHOM OTCTaJOCThIO, TOPWKECHUEM HEPBHOW CHCTEMBI, CEpPJCYHO-JICTOYHBIMU HAPYIICHUSMH,
rernaro-CIUICHOMETale,  MHOXCCTBCHHBIMH  JU30CTO3aMH, IOMYTHCHHEM  pPOTOBHUIBL.  Bce
BBIIIETICPSUUCIICHHBIC MPU3HAKYA MPUBOJAT K WHBAIMAM3AIUH, a MPH THKEIOM TEUCHUH OOJIE3HU - K
JICTATLHOMY HCXOJTY.

KIIACCUO®OUKALUA

CorracHo hepMEHTAaTUBHBIM Jle(heKTaM BBIISIAIOT 3 THIA MyKoIToucaxapuao3a | tuma:
e MIICIH cungpom I'ypaep;
e MIIC I H/S cunapom I'ypaep-Leiie;
e MIICIS cunapowm Lleiie.

SNUAEMHAOJOTI'UA

MIIC I H cunapom I'ypJiep BcTpeuaeTcsi, IO pa3HbIM JaHHBIM, C MTOMYJISAIIMOHHON gactoToit 1:40 000 -
1:100 000 HOBOPOKIEHHBIX.

MIIC I H/S cunapom I'ypaep-llleiie BcTpedaercs ¢ nomynsnuonHoi yactoroit 1:40 000 - 1:100 000
HoBOpOoXACHHBIX; MIIC I S cunapom Illeiie - 1:100 000 HOBOpOKIEHHBIX.

3TUOJIOI'uA

[Tatonorust 00ycIOBICHA TE€TEPOTCHHON TPYIITION MyTaIuii B TeHe, KOTUPYIOMIEM JTM30COMHBIA (PePMEHT
anbha-L-unyponunasy. Jebunur anpda-L-upypoHua3sl MOXKET TPUBECTH K PA3BUTHIO Pa3IUYHBIX
(eHoTHIOB O0sIe3HN, 00YCIOBIMBAs OTINYMS B TSDKECTH CUMIITOMATHKH. B HacTosiee BpeMs BBIACTSIOT
TPpH ernomuna OOJIC3HU:

- cunapom ['ypiepa (mykononucaxapuzos [ H - sokenast popma),

- curapom Lleiie (mykononucaxapunos I S - nerkas ¢popma),

- curgpom ['ypnepa-1lleiie (mykononucaxapuno3 I H/S- npomexxyTounas gpopma).

Tun HacaexoBaHMs: ayTOCOMHO-peliecCUBHBIA. ['eH anbda-L-unyponunassl (IDUA) nokanuzoBaH B
cermente 4p16.3

KIMHUYECKAS KAPTUHA

Myxkonoaucaxapuao3 I H - Ta:xenas gpopma
CunonnmMmsl: cuaapom I'ypiepa, Ilpaynmnepa-I'ypiep cuaapom

Ocnosnble KIuHuweckue NPOABIEHUA. FPY6BIC YCPThl JiMIa, YMCTBCHHAsA OTCTAJIOCTb, IIOMYTHCHHUC
POroBuubl, TYrOIOABUKHOCTE CyCTaBOB.

Brewmnuii 6u0. Y HOBOPOXKICHHOTO XapaKTEPHBIX MPOSBICHUN HE OTMEYAIOT, CHMIITOMATHKA Yallle BCETO
pa3BHUBaeTCs Ha MEPBOM Toay (¢ 6 MecsIeB, MHOTAA - TI03Ke, ¢ 18 MecsIeB) U MposSBIsAETCS 3aCPKKOM
pocTa (MakKCHMaJbHBIH POCT cocTaBisieT okojio 110 ¢cM), KOTOPBIA MOJHOCTHIO OCTAHABIMBAETCS K 2-5
rogaM. [Ipu HHM3KOM pocTe y JIeTel OTMedaeTcsi MPONOPIMOHAIBHOE TENOCIOKEHHEe, KOPOTKas Iies,
ckadonedanus, makporedanusi, rpyOble UYEpThl JUIlA, MyXJble TyObl, IMIMPOKHE HO3IPH, 3araBIias
MEPEHOCHIIA, THIIEPTEIOPU3M TJIa3, MaJICHbKUE PEAKUE 3yObl, MAaKPOTIIOCCHS.

Taxxe BCTPCUAKOTCA: THUIICPTPUXO3, renaToCIuvICHOMETalIuA, HAapyImIC€HUC ClIyXa, IIyno4yHas I/I/I/I.HI/I



nmaxoBasi I'pbIKU. Ha no3gaux cragusax y JIETEH BBISBIISIOT TIyXOoTy, CJICIIOTY U FJ'IY6OKYIO JCMCHIIUIO.

Kocmuas cucmema: mmpokasi TpyaHas KJICTKa, YMEHBIICHHE TOJBW)KHOCTH B KPYIHBIX U MEJKUX
cycTaBax, TPYy/JOMOsICHUYHBIN K103 ¢ oOpazoBaHueM ropda. OpTorneaudecKkue OCI0KHEHUS MPUBOJIAT K
00JIM ¥ HETOABMKHOCTH.

Llenmpanvnas nepsnas cucmema. Ilpu cllaBIeHMM CIHHHOTO MO3ra, BBI3BAHHOTO YTOJIIIEHHEM €ro
000I04eK WM HECTAOWIBFHOCTHIO AaTIAHTOAKCHAIHHOTO CYCTaBa, OTMEYAIOT: HApyIIEHHE MOXOJKH,
MBIIIEYHYIO C1a00CTh, HEYKIIOXKECTh NMPH COXPAaHHBIX MOTOPHBIX HABBIKAX M NUCHYHKIIUIO MOYEBOTO
ITy3bIpsl.

[Ipu Tsaxénoit popme 3aboseBaHUsT YACTO HAOIIOAAOTCS CYJOPOTH, YTO TPEOYeT MPOBEICHUS OICHKU
HEBPOJIOTHYECKOTO cTaryca. Y TMalueHTOB CO ci1a00 BBIPAKEHHBIMH KIMHAYECKUMH IPU3HAKAMHU
CYAOPOXKHBIH CHHIPOM BcTpedaeTcsi HaMHoro pexe. [IporpeccupoBanue 3a00sieBaHHS COMPOBOXKIAACTCS
TCHEPAIN30BAHHBIMA TOHUKO-KJIOHMYSCKUMHU TapOKCHU3MaMH, KOTOPBIE OOBIYHO XOPOIIO IOJAJAITCS
MOHOTEPAINN aHTHKOHBYIIbCAHTAMH.

KapnanbHblil TOHHEABHBIM CHHAPOM — YacTasi HEUpOMNAaTHsl CIAaBJICHUS y NAlMEHTOB B BO3pAcTe OT 5 10
10 mer u B3pochbix. Ilpu oTCyTCTBHM JIeUCHHMS MOXKET IPHUBECTH K HEOOpaTUMOW KOHTPAKType
JUCTAITLHBIX MEXK(aaHTOBBIX CYCTAaBOB, a TAKXKE K HAPYIICHUIO WIIH TIOTEPE YyBCTBUTEIBLHOCTH MEPBBIX
TpexX TanblleB W Tape3y MBI TeHapa. K cokaneHnio, MaIMeHThl PEeAKO COOOMAIoT O OOJEBBIX
OIYIIEHUSX, TIOKA HE TPOUCXOIUT MOTEPs (YHKITUH.

Tosedenueckue napywieHus: perpecc KOTHUTHUBHBIX (QYHKIHKA Hapsmy ¢ TOKENON moTeped ciyxa,
HEJOCTAaTKOM CHA, BBI3BaHHBIM OOCTPYKTHBHBIM AamHO?, OKa3bIBAIOT CYIIECTBEHHOE BIHSIHHE Ha
noBeneHne pebenka. [lo Mepe HapacTaHWs KOTHUTHBHOTO JePUIMTA K TUIEPAKTUBHOCTH U
arpecCUBHOCTH MPHUCOEANHSAIOTCS ayTUCTUYECKHE YepThl. MeauKaMeHTO3Has Tepanus, HalpaBIeHHas Ha
KOHTPOJIb Pa3pyIINTEIHHOTO TMOBEACHUs, 9acTo ObiBaeT HeadexTuBHOW. [lcmxomoTopHOe pa3zBHTHE
HOPMAaJIbHOE WJIM OTMEYAETCSd YMEPEHHAs] YMCTBEHHAsI OTCTANIOCTb.

Opeanvl dvixanus: 9acThle PeCIUpPATOPHBIC 3a00JIeBaHus B BUIE PUHUTOB, OTUTOB. Hakormnenne Al B
MUHJAJIMHAX, HAJITOPTAHHUKE, a TaKKE B Tpaxee MPUBOJUT K YTOJIICHHUIO U CYKEHUIO JIbIXaTeIbHBIX
MyTel ¥ pa3BUTHIO OOCTPYKTUBHOTO aITHO).

OpZdel 3peHusd. TIOMYTHCHHUEC U MMI'MEHTHAA ACrCHEPasa pOrOBUIIbI, TJIayKoMa.

Cepoeuno-cocyoucmasn cucmema: XapakTepPHO YTOJNIICHHUE KIIANAHOB, CY)KCHHE apTepuil, HapacTaromas
PUTHIHOCTHh MHUOKapJa, KapAUOMHUONATHH, apTepHraibHas runepToHus. C BO3pacTOM MOXKET Pa3BUTHCS
cepleyHasi HEA0CTaTOUHOCTb.

}Keﬂydoqno—mmeqnaﬂ cucmema: renaToCIJICHOMET alIus.

Myxonoaucaxapuno3 tun I S - nerkas ¢gopma

CunonnMmel: cuagpoMm llleite, mykomonmcaxapumo3 Tum V, mo3mHss Oonesns [ypriepa, KieTodHas
mertaxpomaszus, Illnmera - [D'ypnepa cunapom, cuniapoMm Yinbspuxa-llleiie, aumzocro3 Mopkuo c¢
MMOMYTHEHHEM POTOBHIIBI, HACIEICTBEHHAs! OCTEOAPTPONATUS C PELECCUBHBIM HACIEI0BAaHUEM, MO3THIA
¢dopma 6oneznu Hdayannepa-I'ypnep, lunua (Schinz) cuaapom.

OcHogHble KIuHUYecKue npos6IAerUus. H.IPIpOKI/Iﬁ POT, IMyXJbIC I‘y'6]>1, paHHEC TIOMYTHCHHUEC POTOBHUIIBI.

Buewmnuti 6éuo. IlepBple mpw3HaKW 3a00JEBaHUSA TOSBIIOTCS B Bo3pacTe 3-5 1eT. bombHBIE
TUIEPCTEHUYECKOTO TETIOCIOXKEHHSI C CHIIBPHO Pa3BUTON MYCKYIIATypoOil, YepThl TUIa rpyobIe, XapaKkTepeH
IMIUPOKUH POT C MyXJBIMU ryOaMu, HUXKHSS MPOTHATHSA. YTONIIEHUE W HATSHKCHHE KOXKHM Ha IMajbllax.
[TocTrerneHHO pa3BUBACTCS OrpPaHUYCHHME JBIKCHHH B CycTaBax BEpXHMX KoHe4dHOcTed. Hawmbomee
BBIPpa)XCHHBIMHU BCE€ CHUMIITOMBI 0OJIE€3HU CTAHOBSTCSI K MEPHUOAY IIOJIOBOI'O CO3pPEBAHUA. Bo3moxkHo
MOBBIIIIEHHOE OBOJIOCCHHE, KOPOTKAsl IIesl.

Kocmnas cucmema: oTMedaercst HeOObIIas 3a/iepkka pocta. MHOKECTBEHHBIH AM30CTO3 B OCHOBHOM
NPEACTaBIeH TYTONOJABIKHOCTBIO W OOJIG3HEHHOCTBIO CYCTaBOB pPyK M cToH, (opMupoBaHHEM
«KOTTUCTOH Jlambl» M TIOJOH CTONBI, BalblyCHOH aedopMmanmedl KOJIEHHBIX cycTaBoB. Hepenko
pa3BHUBaeTCs TYHHENBHBIN CHHIPOM KapHallbHOM OO0JIACTH, KOTOPBIM, HApsIy C TYTOHMOJBH)XHOCTBIO,



NPUBOIUT K OTPaHMYCHHUIO (YHKUIUHM BEPXHUX KOHEWHOCTeH. /lucrmasus nmueBoro depema. Pemko -
BPO>KJICHHBIN IIeNKaomui 1 nanern.

Opeanvl Ovixanus: 4acThle peCIUpaTOpHbIC 3a00IeBaHus B BHIE PUHUTOB, OTUTOB. BO3MOKHO pa3BuTHE
00CTPYKTHUBHBIX 3a00JI€BaHUIA JBIXATEIBHBIX ITyTeH, HOYHBIE aITHO?.

Opeanvl 3penusi: 0TMEUACTCS PaHHEE HEPaBHOMEPHOE MMOMYTHEHHE POroBHIIBIL. B nanpHelem, 00bIYHO
mocrne 30 ner, pa3BHBaeTcs TJIayKOMa, NHTMEHTHas muctpodus cerdatkd. Pemko - oTex mucka
3pUTENILHOTO HEPBA.

Ienmpanvnas nepeénas cucmema: INCUXOMOTOPHOE DPAa3BUTHE HOPMAJIBHOE WIIU CIETKa 3aMEIJICHHOE.
Bo3MmoXxkHO pa3BuTHE CHHAPOMA 3aILSICTHOTO KaHaja (KaphnalbHbIH TYHHEIbHBIM CHHIPOM) BCIIECACTBHUE
CHIaBJICHUS] CPEAMHHOTO HEPBa, YTO cONpoBOXkaaeTcs napecre3usmu B I11-IV manbuax kuctu u arpodueit
MBIIIL] TEHApA.

Cepoeuno-cocyoucmas cucmema: XapaKTEpHbl IMOPOKH aOPTAJBHOIO KJalaHa, KOApKTaLus aopThl,
MHUTPAJIbHBINA CTEHO3.

}Keﬂyéoqno—mmetmaﬂ cucmema.; OTMEYAIOTCA IMMaxXOBO-MOMIOHOYHBIC U MMYNOYHBIE TPBDKH, HEYACTO -
TenaToCIVICHOMET AJINA.

Kaunnuyecku nudpepenuuposars cunapomsl Illeiie u I'ypaepa ouens Tpyano. KiroueByr poanb B
YCTAHOBJIEHUH AUArHO3a MrpaloT Omoxumuueckue ucciaenoBanus. Ilpu cunapome Illeiie B Moue
NANMEHTOB B 00JIbIIOM KOJHYECTBE ONpe/esisieTcs AepMaTaHcyabdar.

Myxkonoaucaxapuao3 Tun I H/S - npome:xxyTounas opma
Cunonumsl: Cungpowm [Nyprnep-ILleiie

OchnosHble  KIuHU4ECKue npusHaKku.: TYTONOABUXXHOCTb CYCTaBOB, HHU3KOPOCIOCTb, IIOMYTHCHUEC
POroBULLI.

Buewmnuti 6u0: mTepBBIE CHMNITOMBI OOJIG3HH TIOSABIIIOTCS K Bo3pacty 3-8 ier. XapakTepHHI:
ckadomedanms, makporedanus, 3amaBIIas IEPEHOCHIA, IyXJble TyObl, MOMYTHEHHE POTOBHIIHI,
MUKPOTHATHsI, yMEPEHHBIN TUIIEPTPUXO03, YTOJIIICHUE KOKHBIX TIOKPOBOB.

Kocmnas cucmema: Ha miepBoM roJly )KU3HH POCT B TpeJieliaX HOPMBI, 3aT€M TEMIIbl POCTa CHIKAIOTCS,
00yCIIOBIIMBasE ~ HU3KOPOCIOCTh.  TENOCIOXKEHHE  JUCTIPONOPIMOHAILHOE. YMEPEHHO CHIDKEHA
MOJIBIXKHOCTh B CYCTaBaX, OMPEICNSIOTCS JW30CTO3bI, KWICBHIHAS TPYAHAs KIETKAa, KH(POCKOIHMO3,
ckadariedanms, makporedamus.

Opeanvl Ovixauus: 9acThie pecIUpaTOpHbIC 3a00ICBaHNS B BUJIE PUHUTOB, OTHTOB, TUNIEPTPOdUsT HEOHBIX
MUHJIIAH. BO3MOXKHO pa3BuTHE OOCTPYKIINH BIXaTENbHBIX IyTeH, CTEHO3 TOPTAHU.

OpeaHbl 3peHus. TIOMYTHCHUC POTOBUIIBI.

lleHmpaJleaﬂ HepeHaA cucmema: OTMEUACTCA 3aJCpiKKa TEMIIOB IICUXOPEYEBOr'0 pPa3BUTHUA, IT03XKC
TIOABJIACTCA T le601<a;1 JCMCHIIMA. TyHHCJ’IBHHﬁ CUHAPOM - CUHAPOM 3aIlACTHOT'O KaHaJla, coo6n1aI01ua$[c51
FHI[pOLIG(l)aIII/ISI. XapaKTepHO Pa3BUTUC MMAXUMCHHUHIHUTA B IICHHOM OTACIIC, MPUBOJAAIICTO K CAABJIICHUIO
CIIMHHOI'O MO3ra u HOCJICIIYIOH.Ieﬁ MUCIIOIIATHUH.

Cepdewo-cocyducmaﬂ cucmema: KJallaHHBIC ITOPOKU Cepala.
}R'eﬂyOOHHO-KML{/te’{Haﬂ cucmema. TeaToCINICHOMET AU, ITaX0OBO-MOIIIOHOYHBIC U ITYIIOYHBIC T'PBIKH.

JANATHOCTHUKA
OCHOBHBIMH TUAarHOCTHYECKUMH KPUTEPHUSIMHE ABIISIOTCS:
1. XapaxTepHblil BHEIIHUH B MAIIMEHTA - 0COOCHHOCTU (PEHOTHIIA.
2. lloBeilIeHHAs 3KCKpeLHs AepMaTaHcyibdaTa | ranapancyibdara ¢ MOYOH.



3. CHwkKeHHE aKTHBHOCTH, OTCYTCTBHE anb(a-L-ugypoHuaassl B KyiabType (QuOpo01acTOB MU
M30JTMPOBAHHBIX JICHKOIUTOB.

4. TlpenaranpHas AMATHOCTHUKA BO3MOXKHA IMyTEM H3MEpEHHS aKTUBHOCTH ajb(a-L-umypoHnaassl B
Ouonrtate BopcuH xopuoHa Ha 8-10i Hemene OepemeHHocTH W/minu ompeneneHus crekrpa [Al B
aMHUOTHYECKON XUIKOCTH Ha 14-17i Henpene 6epemMeHHOCTH

JUNOPEPEHIITUAJIBHASA TUATHOCTUKA
Jpyrue Buabl MyKOIIOJUCAXapUI030B, TAHTIIMO3UA03b], HEMH(EKINOHHBIE TIOTHAPTPUTHI.
BEJEHME BOJIBHBIX C MIIC I THITIA

3aboeBaHHEe HMEET MYJIBTUCUCTECMHYIO TpUPOAY U HeO6paTI/IMI>Ie, MMporpeCCUupyromue KINHUYICCKUC
IIPOSABJIICHUA, YTO O6YCJ'IOBJ'II/IBaCT HCO6XOI[I/IMOCTB Ha6J'IIO,Z[eHI/I$I HE TOJIBKO Y3KHMMHU CHEHHUAIUCTaMH
(OTOpI/IHOJ'IapI/IHI‘OIIOI‘ aMu, XUpypraMu-opToncaamMu, Oq)TaJ'H)MOHOI‘ aMu, KapauoJjoramu,
IMyJIbMOHOJIOTaMH, HEBPOIIATOJIOraMH, CTOMaTOJ'IOI‘aMI/I), HO H q)HSHOTCpaHeBTaMI/I, JoromncaamMmu,
IICUXO0JIoraMu 1 pa6OTHI/IKaMI/I aJJTMAaTUBHBIX CJ'Iy>K6.

[TanmeHTHI ¢ TaHHOH HO30JIOTHEH TOJDKHBI ITOCTOSTHHO HAXOAUTHCS 1O HabmomeHneM; 1 pa3 B 6-12 mec.
(B COOTBETCTBHH C TSHKECTHIO COCTOSTHUS) TTOKa3aHO KOMIUIEKCHOE OOCIIeIOBaHNE B MHOTONPOQUITHHBIX
cTanroHapax. JIMTeIbHOCTh HaX0XJICHUS B CTallMOHApe / THEBHOM cTaroHape 21-28 mHeil.

H36HIO):[CHI/IC OOJIBHBIX IO MCCTY KHUTCJILCTBA (B aM6yﬂaTOpH0—HOJ'II/IKJ'II/IHI/I‘{CCKI/IX yCJ'IOBI/ISIX) JOJIDKHO
OCYHICCTBJIATHCS MOCTOSHHO. .Ha60paTOpHLIC U UHCTPYMCHTAJIbHBIC O6CJ'I€)10B3HI/I$I U pEKOMCEHAyEMas

JacTOTa WX TPOBEICHUS TIpeIcTaBiieHa B Ta0I. 1.

Tabmuma 1
Yacrora npoeacaus odcienoBanus aererd ¢ MIIC I tuna
Hccnenoanus Ilepso- Kaxnapie Kaxnapie 12 | Onun pas
HavaJbHas 6 mec Mec B 2 rona
OIIEHKA
Jdemorpaguyeckas X
XapaKTepPUuCTHKA
HcTopus 6oae3un X
Oommii Bug X X
Kumnauveckuii ocMoTp X X
Ounenka HTHC
Kowmnerorepras  tomorpadus X X
niayu MPT ronoBHoro mosra
KorautuBHoe  TectupoBaHme X X
(DQ1Q)
CxkopocTb HEpBHOM X X
npoBoauMocTr/ DMI
OneHka ciayxa
Aynuometpus X X
Onenka 3penust
OcTtpoTa 3peHus X X
OcMOTp ceTyaTKu riiaza X X
HccnenoBanue poroBUIbl X X
JbixaTeqbHas cucreMa
OBJ] X X
Hccaenoanue X X
CHA/TOJTUCOMHOTpadust
O0ciienoBaBHUE  cepAe4HO-
COCYIMCTOM CHCTEMBI
DJIeKTpoKapANOrpaMma X X
Oxokapauorpadus X X




OnopHo-ABUraTeIbHBIH

annapar

Pentrenorpaduu ckesnera X X
Kesry104HO-KMIIEYHBIH

TPAaKT

O0beM cene3eHKn X
O0beM neueHn X
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DO unu Kosgpguyuenm ymcmeennoeo passumus (KYP) - cnocobd cpasneHus uHmenleKmyaibHo20 pa3gumus,
CBOUCTNBEHHO20 OAHHOMY 803PACMY (VMCMBEHHBIX CNOCOOHOCMel peOeHKa N0 OMHOWEHUIO K €20 C8EPCIHUKAM), ¢

XPOHOI02UHECKUM 803DACTNOM ((PaKmuuecKum 03pacmom pebenKa).

KYP paccuumvisaemca Oenenuem UHmMeNIeKMyaibHO20 603pACMA HA XPOHOL02UdecKull u ymuodcenuem na 100 ons

nonyuenusi yenozo yucia. Cpednuil kodgh@uyuenm ymcmeenno2o paszsumusi 01s 1106020 803pAcma CUUMaemcs
pasuvim 100.

Habnronenne namumentoB ¢ MIIC II BiirouaeT BbISIBICHHE OCIOKHEHHH OCHOBHOTO 3a00JIeBaHUS U
COMYTCTBYIOLIUX COCTOSIHHUI.

JlJis AMarHOCTUKU OOCTPYKTHBHOTO aITHO3 CHA MPOBOJMTCS MOJIMCOMHOTpadus, KOTOpasi MO3BOJISET
ONPEACITUTh XapaKTep JbIXaTeNbHBIX HAPYIICHUH (MCKJIIOUUThH IICHTPABHBIA T'eHE3, CBI3b C
runepTpodueii aIeHOUI0B, CEPICYHON HEJJOCTATOYHOCTHIO MIIM KOMILIEKC IPUYHH).

Knuandeckass KapTHHA HEBPOJOTHYECKHUX TPOSBIECHUI W PE3ylbTaThl OOBEKTHBHBIX METOJOB
oOcreIoBaHMs HE BCETZIa KOPPEIHUPYIOT. Pe3yapTaTel MarHUTHO-pe30HaHCHOUW ToMorpadum (MPT)
TOJIOBHOTO Mo3ra maiueHToB ¢ MIIC He ABIsAI0TCA AMAarHOCTHYECKH 3HAYMMBIMHE UTS OTIpEIeTICHHS
KOTHUTHUBHOTO JIehUIUTA.

CrumynsaimonHast — anekTpoHedipomuorpadus (OHMI') mo3Bomsier  ompenenuTh  CIaBlICHUE
CPEIMHHOTO HEepBa JaXe /10 MOSBICHUS CUMIITOMOB H JIOJDKHA TIPOBOIUTHCS, HAYMHAS C Bo3pacTa 4-
5 7eT, eXXeroIHo.

Perynsapuoe mnposenenne OKI', Oxo-KI', xonrepockoro monutopupoBanus OKI', cyrouHoro
MOHHUTOpPHHTA apTEPUAILHOTO JIaBJICHUS HEOOXOAMMO MMAlMEHTaM C JaHHOM MaTOJIOTHEH, TaK KakK C
paHHEro BO3pacTa y HUX OTMEUAIOTCS CePACUHO-COCYAUCThIC HAPYLICHUSI.

CKpUHUHT Ha KIWHUYECKHE W BU3YAIN3AlMOHHBIE TPU3HAKH KOMIIPECCHH CIUHHOIO MO3ra.
HecTabunpHOCTh aTIaHTOAKCHAIBHOTO CyCcTaBa MOXET OBITh BBISIBJICHA NpPU pEHTTeHorpaduu
LIEHHOT0 OTJENa MO3BOHOYHUKA C HArpy3KOM, OJHAKO JJIsSl MOATBEPKICHUS KOMIIPECCUU CIIMHHOTO
MO3ra BCIEACTBUE YTOIIICHHS ero o0omouek Tpedyercs nposeacaue MPT.

IIpu pentrenorpaduu rpynuoit kimetku npu MIIC 1 H ompenenseTcss ykopodeHHEe W pacUIdpeHHE
nradu3oB TpyOUATHIX KOCTeH. YIIIONIEHHE W pacIlUpeHre TYPEIKOro celiia, KIIOBOBUIHAS GopmMa
TEJ MO3BOHKOB.

[Ipu penrrenonorudeckom uccneaopanuu ckenera aereit ¢ MIIC IS BBISBISAIOTCS Te€ K€ U3MEHEHMUS,
4TO W mpu cUHIpoMe [ypiepa, HO MeHee BbIpakeHHBIC. [Ipu peHTreHOorpadum Ta300eAPESHHBIX
CYCTaBOB OIpEEINeTCs UCTUIA3US TOJIOBKH OEPEHHOM KOCTH.

NNPUMEPBI TUATHO30B

1.

Myxononucaxopuoos I muna cunopom I'yprep-Lleiie. Ymcmeennas omemanocmo 1éekou cmenenu
¢ Heoopassumuem peuu 2 ypogua. Hucranua. Kapouomuonamus emopuunas. Hedocmamounocmo
aopmanvrozo kianawa Il cmenenu, HeOOCMAmMoOuUHOCMb KIANAHA CMBOAA JIe20YHOU apmepuu u
mumpanvnoeo xnanana I cmenenu. HK I-II cmenenu. /Jucnnasusi no360HOYHUKA, MOMANbHAL
dopma. Hecmabunbnocms KpanuanwbHozo omoend no38oHounuxa. CmeHo3 no360HOYHO20 KAHAAd
be3 komnpeccuu CnuHHO20 Mo32a Ha yposHe noseonxos CI1-C3. Boponkoobpasuas oegopmayus
epyonou  xnemxu Il cm. Kugpockonuoz I-II cm. Spina bifida L4-L5-S1. Coxa valga.
MHmuooicecmeentble KOHMpakmypsvl KPYRHbIX U MeEIKUX cycmasos. ledhopmayus 2oneHoCmonHuix
cycmasos. Comamuueckas 3adepoicka pocma. Adenouowt II-111 cmenenu. I'unepmpogus munoanun
Il cmenenu. [ugpgysnas xepamonamus. Ilomymuenue pozoguyvl. YmonujeHue Ccemuamxu.
Ynnomuenue xpycmanuxa. Ilynounas epuvidica.



2. Myxonoaucaxapuooz I muna (Cunopom I[lleiie). Hapywenue ocanxu CKOIUOMUYECKO20 MUNA.
Ocmeoxonoponamus wietino2o omaoena HNOo360HOYHUKA. Kommpaxmypa KOJIeHHbIX CYCmAgos.
Konmpaxmypa nyuezansacmuvix cycmaeos. Kapnanvhvii cunopom c¢ 08yx cmopon. Cocmosnue
nocie onepamuerozo aevenus. Bmopuunas kapouomuonamus. Heoocmamounocms MumpanbHo2o
Kkaranana. Mukcomamos cmeopox mumpanvHo2o kianaua. llapyuanvroe HapyuieHue KOZHUMUBHBIX
dynxkyuii.  OU  cunepmemponuyeckuti  acmuemamusm  oOpamuo2o  munda, Kepamonamus,
anumenuonamus 2-3 cm.

3. Mpykononucaxapuoos I muna (6ore3us I'ypaep). Lleiinviii cunepnopdos. Ilpasocmopounuil epyoHou
ckonuos II-IIl  cmenenu. Kuneeuonas Oegopmayus 2epyoHou kiemku. MHoocecmsenHbie
KOHMPAKMYPbl 86EPXHUX U HUNCHUX KOHeuHocmell. Banveycnas deopmayus nudicnux KoneuHocmetl
C 6epUUHOU HA YPOBHE KOAEHHbIX cycmagos. Ilnockosanveycnasn depopmayus cmon Il cmenenu.
Kapouomuonamusa emopuunan. Muxcomamos cmeopox MUmMpaibHO20 KIanand, He0oCmamoyHoCmy
MUMPATLHO2O KIanaua 2 cmeneHu, HedoCmAamoyHocmsv aopmanvrozo xianama. HK I-1IA cm.
Hucynxyua  cunycosoeo ysna Ox3ogpmanvm, NoOMymHeHUe Ppo2oguybl CpeoHell CmeneHu.
Tunepmemponus cnaboii cmenenu. Ilmos 1 cm. Temnoeas 3adepicka peuegozo pazeumus.
Cunopom 3ansicmuoezo kanana. /fuzapmpus. [lynounas epeisca.

JIJEHEHUE

1. Tpancnnanmayus KOCMHO20 M0O32a TIPOBOIUTCS 10 NOCTIKEHUS MAlMEHTaMU BO3pacTa 2 JIET, BENET
K YMEHBIICHUIO pa3MepOB MEUEHH U CEJIe3CHKH, YIYYLICHWI0 (YHKUWUH IBIXaTelbHOM W CepIevHO—
COCYIUCTOM CHCTEM.

2. @epmenmozamecmumenvuan mepanus (O37)

[IpoBuantcs maporunazon (Anpaypasum; kox ATX A16AB0S).

B 1 mu pactBopa coaepxkurcs 100 EJl (mpubnusurensuo 0,58 mr) napoHuaassl. ITO peKOMOMHAHTHAS
¢opma uyemoBedeckoit anbda-L-umypoHnmaszpl, mnpowsBOmMMAas C  HCHOJIB30BAaHUEM TEXHOJOTHH
pekomOuHanTHOW JIHK B kieTouHOW KynmbType KuTaickux xomsukoB. P3T mpemnaszHadeHa s
BOCCTAaHOBJICHUSI YPOBHSI DH3MMATUYECKOM AKTHMBHOCTH, JOCTATOYHOIO ISl THJIPOJIM3a HAKOIICHHBIX
IVIMKO3aMUHOTJIMKAHOB W JUI TPENOTBpPAllCHUS WX JalbHEWIero HakorwieHus. [locne BBemeHUs
JapoHUAa3a OBICTPO BBIBOJIUTCS M3 CHCTEMHOTO KPOBOTOKA W TOTJIOMIAETCS KIETKaMH, MOCTyMas B UX
JU30COMBI  Yepe3 MaHHO030-0-QoCcTaTHBIE peIenTOpbl. PeKOMEHIOBAaHHBIA PEXHM JTO3UPOBAHUS:
exeHenensHoe BBeneHue B jgoze 100 EJl/kr B Buae B/B uH(y3un. HadanpHas CKOpPOCTh BBEICHHUS,
cocrasJstorias 2 EJI/kr/4, ipu Xxopoliei nepeHOCHMOCTH MOKET IOCTEIICHHO YBEIUUNBATHCSA Kaxapie 15
MuH, MakcuMmaibHO 10 43 EJI/kr/u. Bech HeoOXOomMMbIii 00BbEM pacTBOpa HOJDKEH OBITh BBEICH
MpuOIN3UTENLHO B TeueHue 3—4 4. [IpenapaT MOXXHO HCIIONB30BaTh Tepe]] TPaHCIUIAaHTAIHe KOCTHOTO
MO3ra, HEMOCPEICTBEHHO MOCTe Hee, a TaKKe MOCie TPAHCIIAHTAWK OT T€TEPO3UTOTHOTO TOHOPA IMPH
HETMOJHOM BBITECHEHUH KJIETOK PEIUIIEHTa JOHOPCKUMH KIETKaMHU.

3. Cumnmomamuueckan mepanus

e Jlpn cooOmatomieiicss rugpouedanuy MOKa3aHO BEHTPHUKYJIO-TIEPUTOHEANBHOE IIYHTHPOBAaHHE.
[Narmentam ¢ MIIC Il tunma ¢ mporpeccupyromuM yBEIWYEHHEM KEIyAO0UYKOB MO AaHHBIM MPT
W/WIM MOATBEPKAEHHBIM MOBBIIICHUEM JaBIICHUS ePeOPO-CIIMHAIBHOM KUAKOCTH Oojiee 25-30 cMm
BozHoro ctonba (18-22 MM prt. cT.).

e (CpajeHUe CIIMHHOTO MO3Ta MPUBOAMUT K HEOOPATHMBIM HEBPOJIOTMYECKUM HAPYIICHHUSIM, TIO3TOMY
MIPU TOSABJICHUMU TEPBBIX CUMITOMOB HEOOXOJMMO PaccMaTpUBATh BOINPOC O IEKOMIIPECCUPYIOLICH
OIIEepaLUM O IOSBJICHUS BBIPAXKEHHBIX HAPYILIEHHUH.

e JlanmeHtaM c HapymieHHeM (QYHKUIUM KHCTEM WM C HapylIeHHEM HEPBHOW IPOBOAMMOCTU IIO
pesynabratam OHMI' nmoka3ana onepanys AE€KOMIIPECCHM HEPBHBIX CTBOJIOB, KOTOpas NPUBOAUT K
OBICTPOMY CTOMKOMY yiydmieHuto (yHKoud. YacToTa penuIuBOB KapHaJbHOTO TOHHEIHHOTO
CHHIpOMa y TmanueHToB ¢ pasnuudabiMi Tunamu MIIC HewsBecTHa. [loCKONBKY MOBTOpHAS
KOMITpEeCCHsl MEIMaHHOTO HEpBa BCJEACTBHE PyOIEBaHWS WM OTIOXKEHHS TNIMKO3aMHUHOTIHKAHOB
BO3MOXHA, HEOOXOAMMO MPOJOJKATE HAOMIOCHUE.

e Koppekuus cepAaeyHO-COCYAUCTON HENOCTAaTOYHOCTH, apTEpHaIbHOM THUIEPTEH3UU IPOBOIUTCS
CTaHIAPTHBIMM METOJaMH JIEYCHUS NPHUHATBIMH B JETCKOM  Kapauosnoruu. llo mokazaHusM
pelaeTcst BOIpoc 0 HE0OXOIUMOCTH XHPYPTHIECKON KOPPEKIIH.

o JledeHne TNOBeJEHYECKUX HAPYIICHUH TPOBOJMTCS TCHXPOHEBPOJIOrOM, OOBIYHO HCIOIB3YIOTCS
cellaTHBHBIE CPEACTBA, TPAaHKBUIN3ATOPBI, KOPPEKTOPHI MoBeAeHHs. BriOop nmpenapara, 103MpoOBKa,



JUINTENBHOCTh Kypca ONpEAeNstoTCs MHAUBUAYyanbHO. HaunHaIOT MpueM NaHHBIX MpernapaToB MO
TIIATEJIbHBIM Bpau€OHBIM KOHTPOJIEM B YCIIOBHAX KPYIJIOCYTOYHOr'O / JHEBHOTO CTALlOHAPA.

e [lpu cuMOTOMaTHYECKOH OIWIETICUM HAa3HAYalOTCAd aHTHKOHBYJIBCAHTBI, OJHAKO JO3HPOBKHU
HCIIONIB3YIOT MEHBIIE CPEIHETEPaNleBTUUYECKUX ISl CHUKEHMS pHCKa pa3BUTUS BO3MOXKHBIX
HexxenaTenbHbIX 3¢ dekroB. [lomdop aHTUKOHBYIBCAHTA OCYIIECTBISECTCS TCHXOHEBPOJIOTOM B
3aBHCHUMOCTH OT BUJIa IPUCTYIIOB, JOKAJIU3ALNH 04ara NaToJIOrH4ecKOi aKkTHBHOCTH.

e Jlpu odTanbMONIOTHYECKUX HAPYLIICHUAX NMPOBOAUTCS JEUCHHE IO MOKAa3aHUSAM, MOA00p Tepanmuu
OCYILECTBIISIETCS. HA COHOBAHUH PEKOMEHIALMH TI0 JICYEHUIO COOTBETCTBYIOLINX HO30JIOTHH.

e Opronennyeckas KOPPEKIUsl HAPYIICHNS OCaHKH, TYTOMOJBHXHOCTH CYyCTAaBOB C HCIOJb30BaHHEM
HEXUPYPrHYECKMX METOAOB BKJIIOYACT (PU3HONPOLEAYpPHl U MPUMEHEHHE OPTONEANYECKUX
ycrpoicTB. Ilo mokasaHusM OCYLIECTBISIFOT apTPOCKOIIMIO, NMPOBOIUTCS XHUPYPruueckas 3aMeHa
Ta300€IPEHHOr0 MJIM KOJIEHHOI'O CYCTaBa, UCIIPABICHUE OCH HI)KHE KOHEUHOCTH.

e PeuuauBHpyIOImIME OTUTHI, YacThle PECHUpPATOPHBIC 3a00JCBaHUSI BEPXHUX [BIXATENbHBIX ITyTel
TpeOyIOT TMPOBEACHUS CHUMITOMATHYECKOW, aHTHOAKTEpHabHON TepamuH, IO MOKAa3aHUSM -
XUPYPrUUECKOTr0 BMEIIATENbCTBA.

AKTHBHasi MMMYHH3aLUs
Yactele pecnupaTopHble HH(EKIUH OO0YCIOBIMBAIOT IIEIECOOOPA3HOCTh TPOBEACHUS BaKIUHAIMH
MTaIIMCHTOB TIPOTHUB ITHEBMOKOKKOBOH M TeMOMUILHON HH(PEKITHH.

AHecTe3M0JIOTHYeCKHe TOCOOHS

[Tpu npoBesieHnn O0IIEH aHECTE3UH HEOOXOTUMO TIOMHUTH O BBICOKOM PHCKE KOMIIPECCHH CIHHHOTO
MO3ra BCJIEJICTBHE HECTAOMIBLHOCTH AaTJaHTOAaKCHALHOTO cycraBa. KopoTkas Iies, OrpaHHYeHHE
MOJIBI)KHOCTU HIDKHEH YENIOCTH, YBEIWYCHHUE $53bIKA, BBIPOKEHHAs Truneptpodus ajcHOUIOB U
MUHAQJIUH CO3JAal0T MPOOJEMbl TPU TPOBEICHUM aAHECTE3HOJOTHYECKOTO TMOCOOHS, TO3TOMY
MpeIIoYTeHNe CIIeJyeT OTAaBaTh MECTHOMY WM perHoHabHOMY 00e30onuBanuio. [larmeHT
MPEBAPUTENIHHO  KOHCYJIBTHPYETCS  KapJIUOJOroM,  OTOPWHOJIAPUHTOJIOTOM,  aHECTE3HOJIOTOM,
HeBpomnatojioroM.  O0s3aTebHO MPOBEJCHUE TMOJIHOTO  KapAMOJIOTHYECKOT0  OOCIIEOBaHUSA,
noymmcoMHOTpaduy ()11 BBIABIICHWS CTENEHW NBIXaTeNbHBIX HApYIIEHWH), MPH HEOOXOIUMOCTH -
SHJIOCKONIMHM HOCOTJIOTKM W KOMITBIOTEpHOW ToMorpaduu JerkuxX. OnepaTnuBHOE BMEIIATEIHCTBO C
aHecTe3nel HeoOXOIMMO TPOBOJUTH B KPYITHBIX METUIIMHCKUX IeHTpax, umeronmx OPUT, tak kak
MHTYOAIVsI ¥ TIOCTIEAYIONIast SKCTyOaIus Y TAKUX MAIUCHTOB MOXET BBI3BATh 3aTPYAHCHHUS.

Peabuauranus

[Mamuenty ¢ wmykomonmucaxapumozoM | tuma QusuorepaneBroM u BpadyoM-JIOK paspabaTtsiBaeTcs
WHANBUAYATbHBIA  Kypc  peaOWiauTanuy, BKIIOYAIOMIAKA — Maccax, JiedyeOHyro  (U3KYIbTypy,
(m3noTepaneBTHUECKNE MPOLETyphl (MarHUTOTEPAIINIO, TEPMOTEPAINHIO, YIAPHO-BOJIHOBYIO TEpaIuIo,
METO/T OMOJIOTUYECKOW 00PAaTHOM CBSI3H H JAPYTUE TMPOIIETYPHI).

Peabunuraronssie Kypebl (Maccax, JIOK, ¢dusnonpouenypsl, ICHX0J0ro—IeAaroruieckas MOMOIIb)
JKEJIaTeIbHO TMPOBOJIUTH B YCIOBHUSX THEBHOTO CTalMOHApa MPOBOAWUTCSA C 4acTOToW 3-4 pa3a B rom,
JUTUTEIIBHOCTh — OMPEETSCTCS TSHKECThIO COCTOSIHUSA U OTBETOM Ha MIPOBOJIUMBIC MEPOIPUSITHSL.

IIcuxosioro-negaroruyeckasi NOMoub

[IpoBogutcss B KOMIUIEKCE peaOMIMTAIMOHHBIX MeponpusTui. KoppeKunoHHO-Tegaroruyeckoe
BO3JICHCTBHE OIPEENACTCS B 3aBUCHMOCTH OT TSDKECTH M JUIMTEIBHOCTH TEUCHUSI OOJNE3HH, CTPYKTYPHI
HapyIIEHUH 3/I0POBBsI, CTEIIEHH HEIOPA3BUTHS MO3HABATEIBHOMN AEATEIBHOCTH, THIA SMOIMOHAIBEHOTO
pearupoBaHusi, OcoOCHHOCTEH TOBeJeHUsI peOeHKa. BximoueHne KOppPEeKIMOHHO-TIEAarorHuecKoro
CONPOBOXK/IEHHS B KOMIUIEKC BOCCTAHOBHTEIBHBIX MEPONPHATHH 00ECIIeunBaeT IOMOJHUTEIBHYIO
OLICHKY JMHAMHKH MCHXWYECKOTO Pa3BUTHUS KaK OJHOTO M3 BaKHBIX IOKA3aTeNICH COCTOSHUS 310pPOBBS,
noBbIIACT 3P PEKTUBHOCTh TEPAEeBTUUECKUX BMELIATENbCTB, CHIKACT SKOHOMHUYECKOE OpeMsi JaHHOM
NaTOJIOTUM 32 CYeT COLMalNU3allMyd TMAalUeHTOB M COXPAHEHHS IICHUXOJIOTHYECKOr0 MNOTEHIHANIA
TPYJAOCIIOCOOHBIX YJIEHOB CEMBH.

HannnaTuBHasg MOMOIIb

HeoOxomumo oka3aHue BCECTOPOHHEH MOMOIIHM (MEIWUIIMHCKOM, TCHXOCOIMAIFHOW M MaTepHaIbHOMN)
ACTSIM C HEHU3JICUMMBIMU Or'paHUYMBAIOIIMMU CPOK KU3HU 3a0osieBaHusIMU. B cocTaB majaMaTUBHBIX
CIIy’)k0 BXOIST Bpaud, MEIUIIMHCKUE CECTphI, NCHXOJOIM W couuanbHble paboTHuku. Hecmorpst Ha
TAXKEIO€ COCTOAHHUE U MOCTOAHHYIO HOTpe6HOCTB B MOHUTOPHUHIC, BCC MAMUCHTHI MPEUMYIICCTBCHHO
HaXOZSATCS JAOMa B KPYry CBOeW cembH U Jpy3edl. OCHOBHOHM HeiIbi0 pabOThl MAUIMATHBHBIX CITYXO



SBIISICTCS CO3OaHUE BCCX HCO6XOI[I/IMI>IX YCJ'IOBI/Iﬁ JJIs obecrieueHust HaXO0XACHUA OOJILHBIX B JOMalIHUX
YCJIOBUSIX, @ HE B CTCHaX JIe4eOHOTO YUYpEKACHUS, YTO IMO3BOJIACT HE TOJIBKO YJIYYHINTh Ka4C€CTBO JXU3HU
OONIBHBIX H HX CCMCﬁ, HO ¥ CYHIECTBCHHO CHH3UTb TOCYHJAPCTBCHHBLIC 3aTpaTbl Ha IMOCTOAHHOC
CTallMOHAPHOC JICUCHNUEC TAKUX IMAIlUCHTOB.

IIPOI'HO3

Myxkononucaxapuaos I H - taxenas popma

B cpenmHeM TpomOIKUTENFHOCTD KM3HM TMAlMEHTOB cocTaBiseT npumepHo 10 mer. JlpixarenbHas u
cepAeYHas HEAOCTaTOYHOCTb, OOCTPYKTHBHBIE MPOLECCHl BEPXHUX JBIXATENBHBIX MyTeld W WHPEKIHH —
yCyryOIsIIOT POTHO3.

Myxononucaxapuno3 tun I S - perkas ¢popma
[IpomomkUTENbHOCTS JKU3HM MOXKET OBITh HE H3MEHEHa M OO0yCIOBIHMBAaeTCs (HEHOTHIINYCCKUMU
MPOSIBICHUSIMH MTATOJIOTHYECKOTO IpoIiecca.

Myxononucaxapuao3 tun I H/S - npomexyrounas gpopma
CkopocTh mporpeccupoBaHus 3a00JieBaHHS 3aHUMAET POMEXYTOYHOE TOJI0KEHHE MEKAY CHHIPOMaMu
I'ypnep u Uleiie.



