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KJIMHUYECKHUE PEKOMEHJIAIIMA IO OKA3SAHWIO MEJIUIIAHCKOM
IHOMOIIIA AETAM C MYKOIIOJIMCAXAPUTO30M I TUIIA

JlaHHble KIMHUYECKHE PEKOMEHJAUUH PACCMOTPEHbI M YTBEP:KJAeHBbI HAa 3acelaHUM
Hcnoakoma mnpodeccHoHANBLHON accomuanuu AeTckux Bpadeii Coro3a meamatpoB Poccuu Ha
Bceepoccniickoit HayuyHo-npakTnuyeckoil Kondepenuun «@Dapmakorepanusi M JHETOJNOTUS B
neguaTpun» 28 cenrsiops 2013r.

MYKOIIOJINCAXAPHU1O3bI

JaHHBIM TPOTOKOJ MO JMATHOCTHKE M TEPANUM MYKOIOJIMCAXAPUIIO30B Yy JETEH CO3JaH Ha
OCHOBaHHHU CHCTEMAaTH4eCKoro o63opa sjureparypbl 1992-2013 rr. Medline (Pubmed version), Embase
(Dialog version) u Cochrane Library databases, ¢ wucmoms30BaHHEM CO3JAaHHBIX IPOTOKOIIOB
(Mucopolysaccharidosis I: management and treatment guidelines. Muenzer J, Wraith JE, Clarke LA;
Pediatrics. 2009 Jan;123(1):19-29; Guidelines for the Management of Mucopolysaccharidosis Type I.
Martins AM, Dualibi AP, Norato D et al. J Pediatr. Vol. 155, No. 4, Suppl. 2. October 2009).

MyKonoanaxasz[o%I OTHOCATCA K PCAKUM HACJICACTBCHHBIM 3a6OHCBaHI/IHM, YTO HCKIIHOYACT
BO3MOKHOCTb IIPOBCACHUA 6OJILHIHX KOTOPpTHBIX MW PaHAOMHU3HUPOBAHHBIX KOHTPOJHMPOBAHHBIX
I/ICCJ‘IG,I[OBaHI/Iﬁ " JJ1d CO3JaHKs ITPOTOKOJIOB JUAarHOCTUKH U TEPAITUU UCIIOJIB3YHOTCA JIMIIb TEMAaTUIECKUEC
HCCIICTOBAHUA SKCIIEPTOB, OHy6J'II/IKOBaHHBIe B ITOCJIICAHUEC ABA NCCATUIICTHUSA.

OIIPEAEJIEHUE

Myxomnomucaxapunossl (MIIC) - rpynma metabonmaecknx 3a001eBaHNil COSIMHUTEBHON TKaHH,
CBSI3aHHBIX C HapymeHneM oOMeHa riuko3amuHornukanoB (I'Al), mposBisrommxcst nedekramu
KOCTHOM, XPSIIEBOH, COCTUHUTENLHON TKaHeH. OOyCIIOBIIEHB! AaHHbIE 32a00JICBaHNsT MYTallUsSIMHU T€HOB,
KOHTPOJINPYIOIIUX NPOIECC BHYTPHUIN30COMHOTO THAPOIN3a MaKPOMOJIEKYIL.

KOJAbl MKB-10

E 76.0 - Mykononucaxapuzao3s 1 tuma
E 76.1 - Mykononucaxapuzo3 2 Tuma
E 76.2 - Ipyrue mykormonucaxapuao3sl

SIUJAEMUNOJ0I'UA

Berpewaercs ¢ momynsanuonHo# yactotoi 1:40 000 - 1:100 000 HOBOPOXKIEHHBIX.
MHNPOD®UJIAKTUKA

[MpodunakTika MyKOIOJIMCAXapUI030B - TMpeHaTajbHas JMArHOCTHKA, OCHOBaHHas Ha

HETIOCPEICTBEHHOM OmpeieicHun Aeduimra pepMeHTa B AMHUOTUYCCKUX KIICTKAX.

CKPUHUHI
B Hacrosiiee BpeMsi CKPHMHMHI CPEAM HOBOPOXKIEHHBIX WM JIPYTHX BO3PACTHBIX TPYIIl HE
IIPOBOJIUTCH.

KIIACCUD®UKALIUA
CornacHo (hepMEeHTATUBHBIM JieeKTaM U TSDKECTH KIMHUYECKOW CHMIITOMATHKU BBIACISAIOT 14
THUIOB MYKOIIOJIMCAXapHua030B:

MIIC I

. MIIC I H cunapowm ['ypiep

. MIIC I H/S cunnpom ['ypraep-Lleiie
. MIICIS cungpowm Illeite

MIIC II CHUHIPOM XaHTepa, yMepeHHas 1 Tshkénas Gopmbl
MIICIII  cuaapom CaHbuiumo

. MIIC IA tuna
. MIIC IIIB tuma
. MIIC HIC tuma



. MIIC 1ID tuna

. MIIC IIE tuna

MIIC IV  cungpom Mopkuo
. MIIC IVA cunapom Mopkuo A
. MIIC IVB cunapom Mopkno B

MIIC VI cuampom Mapoto-Jlamu (110 BBIpaKEHHOCTH KIMHHUYECKUX IIPOSBICHUH: JIETKasd,
yMepeHHas U TsxkEnas (opMbI)

MIIC VII cunapom Crnast

MIIC IX

MYKOINIOJIMCAXAPHUIO3 | TUTTA

Kox MKB10
E 76.0 - Mykomnonucaxapuno3 | Tnma

ONPEJEJEHUE

HacnencrBennast nm3ocomanbHasi 00JI€3HP HAKOIUIEHUS, 00ycioBiIeHHas AeumuroMm GepmeHTa anbda-
L'I/II[ypOHI/IILa?;LI 1 HOpoTCKarolasd € pasiiMdHbIMKA  KIIMHUYCCKUMU IIPOABIICHUSAMMU: 3aI[Cp)KKOI\/'I pocta,
YMCTBEHHOH OTCTaJOCTBIO, IOPAKEHHEM HEPBHOM CHCTEMBI, CEPACYHO-JIETOYHBIMU HapyLICHUSIMH,
rernaTo-CIICHOMETINeH,  MHOXXECTBEHHBIMHM  JM30CTO3aMH, IIOMYTHEHHEM  pOTOBHIBL  Bce
BBIIICNICPEYHCIICHHBIC NPU3HAKNA NPHBOIAT K MHBAIMIU3ALUH, A TPH TSHKEIIOM TEYEHHH OOJIC3HH - K
JeTalIbHOMY UCXO/Y.

KJIACCUDPUKALIUA

CornacHo ¢epMeHTaTHBHBIM AeeKkTaM BBIICISAIOT 3 THIIA MyKomonucaxapuaosa | tuna:
e MIIC I H cunapom I'ypuiep;
e MIIC I H/S cunapom I'ypaep-Ileiie;
e MIIC IS cunapom Illeiie.

SIUAEMHUOJIOI'UA

MIIC I H cunapom I'ypaep BcTpeuaercsi, IO pa3HbIM JJaHHBIM, C MOMYJISIMOHHONW yacToToi 1:40 000 -
1:100 000 HOBOPOXKIEHHBIX.

MIIC I H/S cunapom I'ypaep-Lleiie BcTpedaercs ¢ nomyasimuoHHoi dacroroit 1:40 000 - 1:100 000
HOBOpOxAeHHBIX; MIIC I S cunapom Hleiie - 1:100 000 HOBOPOKICHHBIX.

9THOJIOI'us

[Taronorust 00ycioBIeHa TeTePOreHHON TPYIIION MyTallMii B TeHe, KOAUPYIOIEM JTM30COMHBIN (DepMEHT
anba-L-unyponunazy. Jdedbunut anbda-L-maypoHumasbl MOXKET NPUBECTH K Pa3BUTHIO Pa3IMYHBIX
¢denoTunos Oone3Hu, 00YCIOBINBAs OTIIMYHS B TSHKECTH CUMIITOMATHKU. B HacTosiiee BpeMsi BBIICISIOT
Tpu gpenomuna 60JIC3HU:

- cuaapoM ['yprepa (mykomomucaxapunos [ H - Tsokenas dhopma),

- cunapowm llletie (mykononucaxapuaos I S - nerkas ¢popma),

- cuaapom ['yprepa-Llleiie (mykononucaxapunos I H/S- npomexyrounas ¢popma).

Tun HacaegoBaHHs: ayTOCOMHO-peneccuBHbIid. ['eH anbga-L-uxyponunaser (IDUA) nokamusoBan B
cermenre 4p16.3

KIIMHNUYECKASA KAPTUHA

Myxkonoaucaxapuno3 I H - tsizkenas gpopma
Cunonumsl: cunapom 'ypnepa, [ldaynanepa-I'ypaep cunapom

OcnosHble KAUHUYECKUe nposeierust. FPY6BIC YCPThl JIKIA, YMCTBCHHasd OTCTaJlOCTh, IMOMYTHCHUEC
POroBullbl, TYTOIIOABUKHOCTE CYyCTAaBOB.

Buewmnuii 6uo. Y HOBOPOXKIIEHHOTO XapaKTEPHBIX MPOSIBIICHUA HE OTMEYAIOT, CHMIITOMAaTHKA dYaIle BCETO
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pa3BHUBaeTCs Ha MEPBOM Toay (C 6 MecsIeB, HHOTAA - MO3XKe, ¢ 18 MecAIEeB) U MPOSBISICTCS 3aJePKKOM
pocta (MaKCHMAaJIbHBIM POCT cOCTaBiseT OKoo 110 cM), KOTOPBIM MOJHOCTHIO OCTaHABIWBaeTCS K 2-5
romam. Ilpu HU3KOM pocTe y JeTeil oTMedaeTcs MPOMOPIUOHAILHOE TEIOCIOXKEHUE, KOPOTKas Iies,
ckadonedanus, makporedanus, rpyOble YEpTHl JIUIA, MyXJble TyObl, IMIMPOKHE HO3JPHU, 3amlaBIlas
MEePEHOCHIIA, TUTIEPTEIOPU3M TJIa3, MAICHBKUE PEIIKUE 3YObl, MAKPOTIOCCHS.

Tarke BCTpEeUaroTCs: TUIEPTPUXO03, TEMATOCIUICHOMETAllus, HapylIeHHWEe ciyXa, MylmoyHas W/Win
naxoBasi TpeDKU. Ha Mo3MHUX CTaJiuax y AeTeH BBISBISIOT TIYyXOTY, CICIOTY U IIyOOKYIO JEMEHITUIO.

Kocmuasa cucmema: mmpokas TpyaHas KIeTKa, YMEHbBIIEHHE MOJBIKHOCTH B KPYIHBIX W MEJKUX
cycTaBax, TPy/IONOsICHUYHBIN K103 ¢ 00pazoBaHueM ropba. OpToneaUIeCKUe OCIOKHEHUS IPUBOIST K
0O0JIM ¥ HENOJIBUKHOCTH.

Llenmpanvuas nepeuas cucmema. 1lpu CHABIEHUN CHOMHHOTO MO3ra, BBI3BAHHOTO YTOJIIIEHHEM €O
000J710YeK HMJIM HEeCTaOMIBHOCTBIO ATJIAHTOAKCHAJIBHOTO CyCTaBa, OTMEYAIOT: HapylIeHHE IOXOJKH,
MBILIEYHYIO CcIa00CTh, HEYKIIIOKECTh IPU COXPAHHBIX MOTOPHBIX HAaBBIKAX U AUCHYHKLHUIO MOYEBOTO
Iy3bIpSI.

[Tpu Tsxénmoit hopme 3aboseBaHMsI YacTO HAOIIOMAIOTCS CYJIOPOTH, YTO TpeOYyeT MPOBEICHUS OLECHKU
HEBPOJIOTHYECKOTO cTaTyca. Y TAalHWeHTOB CO CNa00 BBIPAKCHHBIMH KIMHHYECKHMH IPH3HAKAMHU
CYJIOPOXKHBIM CHHIPOM BCTpedaeTcsi HaMHoro pexe. IIporpeccupoBanue 3a001eBaHusI CONPOBOXKIACTCS
TeHEPATH30BaHHBIMH TOHHKO-KIIOHHYECKUMHU TMapOKCH3MaMH, KOTOpPbIe OOBIYHO XOpOLIO IMOJAAI0TCS
MOHOTEpAaNy aHTUKOHBYJIbCAHTAMMU.

KapnanbHblil TOHHENbHBIA CHHAPOM — YacTasi HEHpOMaTUsl CAABICHUS Yy NAUEHTOB B BO3pacTe OT 5 A0
10 mer wm B3pochbix. Ilpm OTCYyTCTBMM TNedeHHS MOXKET MPHUBECTH K HEoOpaTHUMOW KOHTpPAKType
JUCTAJIbHBIX MC)K(baJIaHI‘OBBIX CYCTaBOB, a4 TAK)XKXC K HAPYHICHUIO WUJIU MMOTEPEC YYBCTBUTCIbHOCTH IICPBBLIX
TpeX MNanblieB M MHape3y MbIm TeHapa. K cokaneHuro, ManueHThl PeiKo COOOMIAaloT O OOJeBBIX
OLIYIICHUSX, [I0KA HE IPOUCXOAUT MOTEPs QYHKLUH.

Tlogedenueckue Hapywenus: perpecc KOTHUTUBHBIX (YHKIMH Hapsmy ¢ TsDKENOW mMoTeped ciyxa,
HEIOCTaTKOM CHA, BBI3BAHHBIM OOCTPYKTHBHBIM allHO3, OKAa3bIBAIOT CYLIECTBEHHOE BIHMSHUE Ha
noBeficHne pebOenka. [lo Mepe HapacTaHusi KOTHHTHBHOTO Je(UIMTAa K TUIEPAKTHBHOCTH |
arpeCCUBHOCTU IPUCOEAVHSIIOTCS ayTUCTUYECKUE YePThl. MeIuKaMeHTO3Has Tepalusi, HallpaBjieHHas Ha
KOHTPOJIb Pa3pyLIMTENBHOIO MOBEICHUS, yacTo ObiBaeT HedddekrtuBHOH. IlcnxomoTopHOE pa3BUTHE
HOPMAaJIBHOE WII OTMEYAETCS yMEPEHHAs] YMCTBEHHAs! OTCTaJIOCTb.

Opeanvl Ovbixanus. 4acTble peclUpaTOpHbIe 3a00JIeBaHNUs B BUAE PUHUTOB, oTUTOB. Hakoruienne ['Al" B
MUHJQIMHAX, HAATOPTAaHHUKE, & TAaKXKe B Tpaxee MPUBOIUT K YTOJIIECHUIO U CYXEHHIO JIbIXaTEIbHBIX
MyTEeH U pa3BUTHIO OOCTPYKTHBHOTO AITHO).

0p2aHbl 3penus: TTOMYTHCHHUC U MUTMCHTHAs ACTCHCPALUA POrOBUIIbI, TJIayKOMaA.

Cepoeuno-cocyoucmas cucmema:. XapakTepHO YTOJNIIEHUE KIIAMlaHOB, CY)KEHUE apTepHid, HapacTaroas
PUTHIHOCTH MHOKApAa, KapAHOMHUOIIATHH, apTepuanbHas runepTonus. C BO3pacToOM MOXKET Pa3BHTHCS
cep/ieuHasl HeJOCTaTOUHOCTb.

}I(eﬂydowo-icumew-taﬂ cucmema: TernaToCIIICHOMEr ausl.

Myxkonoaucaxapuao3 Tun I S - nerkasi popma

Cunonnmsbl: curnpom lleite, mykomommcaxapumo3 tun V, mo3gssst OonesHb ['ypriepa, kietodHas
MetaxpoMasusd, lllmera - I'ypnepa cunapom, cuHapoM Yiuibdpuxa-llleite, nnuzocto3 Mopkno c¢
MIOMYTHEHHEM POTOBHUIIBI, HACJIEACTBEHHAs OCTE0ApTPONAaTHs C PELIECCUBHBIM HACJIEOBAHUEM, MTO3THSSA
¢dopma Oostesnu [baynmnepa-I'ypuep, lunna (Schinz) cuaapom.

OcnosHble KIuHuuecKue nposigieHust: IUPOKUi POT, MyXJible TyObl, paHHEE TOMYTHEHHE POTOBHUIIBI.

Buewnuti 6uo. TlepBble mnpu3Haku 3a00JicBaHUS TMOSBISIFOTCS B Bo3pacte 3-5 Jjer. bonbHbie
TUTIIEPCTEHHYECKOTO TEJIOCIOKECHHS C CHIIBHO PAa3BUTOM MYCKYJIaTypOU, YEPTHI JIUIA TPyObIe, XapaKTepeH
IIMPOKUI POT C MyXJBIMH T'yOamu, HIDKHSAA MPOTHATHS. YTOJIIEHHWE W HATSDKEHHE KOXKHM Ha TajbIlax.
ITocTenenHo pa3BHBacTCS OTrpaHWUYCHHE NBIDKCHWUM B CyCTaBax BEPXHUX KoHeuHocTe. HambGomee
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BBIPAXXCHHBIMHU BCC CHUMIITOMBI 0O0JIe3HN CTAHOBATCS K Nnepruoay IOJOBOTO CO3pCBAHUA. Bosmoxxuo
IMOBBIICHHOC OBOJIOCCHHEC, KOPOTKAasA 1ICH.

Kocmuas cucmema: otmedaeTcs HeOoublIas 3aqepKKa pocta. MHOXKECTBEHHBIM JU30CTO3 B OCHOBHOM
MIPEJICTABICH TYTOMOABIKHOCTRIO W OOJE3HEHHOCThIO CYCTaBOB pPyK U CTOI, (opMHpoBaHHEM
«KOTTHICTOM Jambl» ¥ TIONOW CTONBI, BaJbIyCHOW nedopMarieil KOJIIEHHBIX CcycTaBoB. Hepemko
pa3BUBAETCsl TYHHENIBHBIA CHHIPOM KapmajdbHOW 00JacTH, KOTOPBIH, HApSAYy C TYTOIMOJIBHIKHOCTHIO,
MPUBOANT K OTPaHUYCHWIO (DYHKIMH BEpXHHX KOHeuHocTel. /lucmmasms nmmeBoro depema. Peaxo -
BPOJKIICHHBIH IIeTKaromui 1 mamerr.

Opeanbl Ovixanus: 4acTble peciipaTopHble 3a00IeBaHMs B BUAEC PUHUTOB, OTUTOB. BO3MOXKHO pa3BUTHE
00CTPYKTHUBHBIX 3a00I€BaHNN JABIXAaTENBHBIX MTyTEH, HOYHBIE aITHO?.

Opeanvl 3penust: 0TMEUACTCs PaHHEee HEPaBHOMEPHOE NMOMYTHEHUE POTOBUIILL. B manmbpHelmemM, 0OBIYHO
mocne 30 Jer, pa3BWBaeTcs TiayKoMa, MWTMEHTHAs IUCTPOUS CeTYaTKh. Peako - OTeK ucKa
3pUTENBHOTO HEPBA.

Lenmpanvuas mepenas cucmema. TICUXOMOTOPHOE Pa3BUTHUE HOPMAJbHOE HWIIM CJIETKA 3aMEIJICHHOE.
Bo3MoxHO pa3BuTHE CHHOPOMA 3aISICTHOIO KaHaja (KaplaJbHbBIA TYHHEJBHBIH CHHAPOM) BCJIEICTBHE
CaBJICHUSI CPESMHHOTO HEpPBa, 4TO conpoBoxkaaercs napecrezusimu B [II-1V manbuax kuctu u atpodueit
MBIIIILL TEHApa.

Cepoeuno-cocyoucmas cucmema: XapaKTEpHbl IHOPOKH AOPTAIBHOIO KJANaHA, KOAPKTALUs AOpPTHI,
MHUTPAJIbHBINA CTEHO3.

}Keﬂydquo—KumeqHaﬂ cucmema. OTMEYAIOTCA MMaxOBO-MOIIIOHOYHBIC M MYIIOYHBIE TI'PbBDKH, HEYACTO -
I€rnaToCIJICHOM T aJIus.

Kuannnuyecku nudpgepenunposars cuaapomsl leiie u I'ypiiepa ouyens Tpyano. KiiroueByro posis B
YCTAaHOBJICHUM AUATHO3a MIrpaloT Omoxumuyeckue ucciaenopanusa. Ilpu cunapome Illeiie B Moue
NAIMEHTOB B 00/IBIIOM KOJIHYECTBE ONpeae/IseTcs AepMaTaHCyIbpar.

Mykonoauncaxapuao3 tan I H/S - npome:xxyrounas popma
Cunonumsl: Cunapom ['ypnep-Ileite

OcHogHble  KIUHUYECKUe NPU3HAKU: TYTONOJABUXKHOCTh CYCTAaBOB, HHM3KOPOCIOCTb, IIOMYTHEHHE
pOTOBUIIBI.

BHewnuii 6ud: TiepBbIe CHMIITOMBI 0OJIE3HH TMOSBISAIOTCS K Bo3pacty 3-8 jer. XapakTepHbI:
ckadonedanus, Makporedalivs, 3amapiias IEPEHOCHIIA, MyXJble TyObl, MTOMYTHCHHE POTOBHIIbI,
MHUKPOTHATHsI, YMEPEHHBIN TMIIEPTPUX03, YTOIIIEHUE KOXKHBIX IIOKPOBOB.

Kocmuas cucmema: Ha 1iepBOM TOAY HU3HH POCT B MpeJesiaX HOPMBI, 3aT€M TEMIIbl pOCTa CHUXKAIOTCS,
00yClOBIMBas ~ HHU3KOPOCIOCTb.  TelocinoKeHHe  IUCIPONOPIHMOHAIBHOE. YMEPEHHO  CHIDKEHA
TOJIBIPKHOCTh B CYCTaBaX, ONPEACISIOTCS JIU30CTO3bl, KWUJIEBUIHAS TPyAHAs KIETKa, KHU(OCKOIHO3,
ckaganedanus, Makpouedaus.

Opeanbl Ovbixanus. 4acThie peCIIMpaTopHbIe 3a00JIeBaHHS B BUJIC PUHUTOB, OTUTOB, TUTIEPTPOQHS HEOHBIX
MUHJQIMH. BO3MOXHO pa3BuTHE OOCTPYKLUH ABIXaTeNbHBIX MyTeH, CTEHO3 FTOPTaHH.

Opeanivl 3penus; TOMyTHEHUE POTOBHIIH.

Llenmpanvuas Hepsnas cucmema. OTMEUAETCS 3aJepiKKa TEMIIOB MCHUXOPEUEBOIO PAa3BUTHUS, MO3XKE
MOSIBJISIETCS TUTyOOKas feMeHus. TyHHEIbHBIH CHHIPOM - CHHIPOM 3aIsICTHOTO KaHaja, COOOIIA0mascs
ruaporiedanusi. XapakTepHO Pa3BUTHE IMAXUMEHUHTHTA B IICHHOM OTAEINe, MIPUBOMSAIICTO K CHABICHHIO

CIIMHHOI'O MO3ra u HOCHCZ[yIOH.ICfI MUCIIOIIATHH.

Cepoeuno-cocyoucmas cucmema. KIIallaHHBIE TIOPOKH CEPIIIa.



}Keﬂydoqyo-Kumeqnaﬂ cucmema. r€naToCINICHOMET aJIvs, I1IaXOBO-MOIIOHOYHBIC U ITYIIOYHBIC T'PBIKH.

JAUATHOCTUKA
OCHOBHBIMH THaTHOCTHYECKUMH KPUTEPHUIMH SBIISFOTCS:
1. XapakTepHbIi BHEITHAN BHJ HAITUEHTA - 0COOEHHOCTH (PEHOTHTIA.
2. lloBblleHHas SKCKpeLus IepMaTaHCydb(ara U ranapancyibpara ¢ MOUOM.
3. CHmwKeHHE aKTUBHOCTH, OTCYTCTBUE aibda-L-uaypoHuAa3pl B KyIbType (QuOpoOIacTOB MU
M30JIMPOBAHHBIX JIEHKOITUTOB.
4. llpenaranbHasi IUarHOCTHKA BO3MOXKHA MyTEM HM3MEPEHUS aKTHBHOCTH anbda-L-nayponungassr B
OouonrtaTe BopcuH XopuoHa Ha 8-10# Henene OepeMeHHOCTH W/mnu ompeneneHus crnekrpa Al B
AMHHUOTHYCCKOM KUAKOCTH Ha 14-171 Henene OEpeMEeHHOCTH

JUODPEPEHIIUAJIBHASL JUATHOCTHUKA
Jpyrue Buapl MyKOIIOJUCAaXapuI030B, TaHIIIMO3UI03b], HEMH()EKIIMOHHBIC TOJIUAPTPUTHI.
BEJEHHUE BOJIBHBIX C MIIC | TUIIA

3abosneBaHne MMEET MYJIbTUCHCTEMHYIO MPUPOAY U HEoOpaTumble, MPOTrpPEeCcCHPYIOUINE KIMHUYECKUE
NPOSIBIICHUS, YTO OOYCIIOBIMBAE€T HEOOXOIMMOCTh HAOMIOAECHUS HE TOJBKO Y3KUMH CIELUAIUCTAMHU
(OTOpHHONIAPUHTOJIOTaAMH, XUpypraMu-opToTNeaMH, o(raneMomnoramuy, KapAHOJIOTaMH,
MYJIbMOHOJIOTaMH, HEBpPOMATOJIOraMH, CTOMAaTOJNOTaMH), HO H (U3HUOTEparieBTaMH, JIOTOMEIaMH,
MICUXOJIOTaMH U PA0OTHUKAMU MaJNTHATUBHBIX CITYKO.

[areHTHI ¢ JaHHOM HO30JIOTHEH JOJDKHBI TOCTOSHHO HAXOIUTHCS MO HaOmoeHneM; 1 pas B 6-12 mec.
(B COOTBETCTBHH C TSHDKECTBIO COCTOSIHUSI) TIOKA3aHO KOMIUIEKCHOE 00CTIeIOBaHUE B MHOTONPOQUILHBIX
crarroHapax. JJIMTeIbHOCTh HaX0XKICHUS B CTAllMOHAPE / JHCBHOM cTannonape 21-28 mHeit.

Habnronenre GONBHBIX MO MECTY JKUTENbCTBA (B aMOyJIaTOPHO-TIOJUKIMHHYECKHX YCIOBHAX) JOJIKHO
OCYILIECTBISITbCS MOCTOSIHHO. JlabopaTopHble M MHCTPYMEHTAJIbHBIE OOCIIEOBAHUS U PEKOMEHIyeMmasi

HacTOoTa X NpOBEACHUS IPEACTABJICHA B Tabm. 1.

Tabmuma 1
Yacrora nposezieHus odcienoBanust gereii ¢ MIIC | tuma
Hccnenosanus ITepBo- Kaxnpie Kaxnpie 12 | Onun pas
HavajnbHas 6 mec Mec B 2 roja
OIIEHKA
Hdemorpapuueckas X
XapaKTePUCTUKA
HcTopus 6os1e3HH X
OO0uwmii Bujg X X
Kuaunnnuyeckuii ocMoTp X X
Ouenka IIHC
KommproTeprass  Tomorpadus X X
unu MPT ronoBHoro mosra
KornutuBHoe  TecTMpOBaHUE X X
(DQ/IQ)
CkopocTb HEpBHOUI X X
rpoBoaumMocTr/ DMI
Ouenka ciayxa
Aynnomerpust X X
Ouenka 3peHns
OcTpoTta 3peHust X X
OcMOTp ceTyaTKu riasza X X




I/ICCJ'IC,Z[OBEIHI/IC POTrOBHIILI

I[leaTe.anaﬂ CHCTEMA

DBJI

Hccaenosanue
cHa/moaucomMHorpagus

OO0cienoBaBHHE  CepAevYHO-
COCYIMCTON CHCTEMBI

OnexTpokapIuorpaMMa

Oxokapauorpadust

OnopHo-ABUraTeJIbHbIN
annapat

Penrtrenorpadun ckenera

KeaynouHo-kuieyHbIi
TPaKT

OO0BeM celle3eHKn

O0BeM IeueHn

Jnuna, macca

OKpY>KHOCTB TOJIOBBI

ApTepHalbHOE TaBJICHUE

Omnpenenenue A’

P e[| e

Onpenenenue aKTHUBHOCTHU
¢depmenTa

SRR LB LR

DO unu Kosgppuyuenm ymcmeennozo pazeumus (KVP) - cnocob cpasnenus: uHmeniekmyaibHo20 pas3gumus,
CBOUCMBEHHO20 OAHHOMY B0O3PACTY (VMCMBEHHBIX CROCODHOCmeEl pebeHKa N0 OMHOWEHUIO K €20 CBePCIHUKAM,), C
XPOHOI02UYECKUM 803DACTOM ((Pakmuyeckum 803pacmom pebeHKa).

KVP paccuumvieaemcs Oenernuem unmenieKmyaibHo20 603pacma Ha XpoHoro2udeckutl u ymuodxcenuem Ha 100 ona
nonyuenus yenozo uucaa. Cpeouuil Kodpguyuenm ymMcmeeHHO20 pazsumus 01 1100020 803pACMA CHUMAEMCS

pasuvim 100.

Haomronenne maumentoB ¢ MIIC II BkirouaeT BBISBIIEHHE OCJIOKHEHUM OCHOBHOIO 3a00JI€eBaHUS U
CONYTCTBYIOLUX COCTOSTHUH.

JJis TuarHoCTUKY OOCTPYKTUBHOTO alfHO? CHA MPOBOAMTCS MOJMCOMHOTpadus, KOTOpast MO3BOJISET
OTpPEACTUTh XapaKTep MAbIXaTeNbHbIX HApYIICHWH (MCKIIOYUTHh LEHTPAJIbHBIA TeHEe3, CBA3b C
runepTpoduert aleHOUI0B, CEPJCUYHON HEOCTATOYHOCTBIO WIIM KOMIUIEKC TIPUYHMH).

KnuHnveckass KapTHHa HEBPOJIOTWYECKUX NPOSIBICHUH M PE3yJbTaTbl OOBEKTHBHBIX METOHOB
o0cie1oBaHMs HE BCErJa KOppenupyroT. Pe3ynbTaTel MarHUTHO-pe30oHaHCHOI Tomorpaduu (MPT)
roJoBHOTO Mo3ra nanueHToB ¢ MIIC He SBISAIOTCS AUArHOCTUYECKH 3HAYMMBIMU TSI OTIPEAETICHHS
KOTHUTHUBHOTO JIC(hUITUTA.

CrumynsauuonHast  snektponeripomuorpapus (OHMI) mo3Bonsier  ompenenuTb — CHABJICHUE
CPEIMHHOI0 HEpBa Aa)ke JI0 MOSIBJICHUS CUMIITOMOB U JI0JDKHA IPOBOAMTHCS, HAYMHAsI C Bo3pacTa 4-
5 JIeT, €KEroaHO.

Perynsapuoe mposenenne OKI', Oxo-KI', xontepoBckoro monutopupoanns IKI, cyrounoro
MOHHMTOPHHTA apTEPHAIBLHOTO JaBICHUS HEOOXOAWMO MAIMeHTaM C JTaHHOW MAaTOJOTHEH, TaK Kak C
paHHEro BO3pacTa y HUX OTMEUAIOTCs CEPACUHO-COCYIUCThIE HAPYILICHUS.

CKpHUHUHT Ha KIMHUYECKHE W BHU3YAJIU3ALMOHHBIE IPHU3HAKH KOMIIPECCHMH CIIMHHOTO MO3ra.
HecTaOMnpHOCTh aTIaHTOAKCHAILHOTO CycTaBa MOXET OBITh BBISIBIIEHA NPH PEHTreHorpaduu
IIEHHOTO OT/eJa MO3BOHOYHHKA C HArpy3KOH, OJHAKO IS MTOATBEPKACHHUS KOMITPECCUN CITMHHOTO
MoO3ra BCIIEJICTBHE YTOJIIEHHS ero obonouek Tpedyercs nposeaenue MPT.

[Ipu pentrenorpadumn rpyanoit kiaetku npu MIIC I H onpenensiercst ykopoueHne U paciidpeHue
anadu3oB TpyOUaThIX KOCTeH. YIUIOIIEHHE U PACIIMPEHUE TYpPEeLKOro ceisia, KIFOBOBUAHAA (opMa
TeJI II03BOHKOB.

[Ipu penTreHonornyeckom rcciieoBannu ckenera jgereid ¢ MIIC IS BBISIBISIOTCS Te ke M3MEHEHHUS,
yTOo W npu cuHapome ['yprnepa, HO MeHee BoIpakeHHbIE. [Ipu peHTreHorpadum Tazo0eqpeHHBIX
CYCTaBOB OIPEIeNeTCs AUCTIIa3Usl TOJOBKU OCAPEHHOM KOCTH.

IIPUMEPBI TUAT'HO30B



1. Myxononucaxopuoos I muna cunopom I'ypnep-Illeiie. Ymcmeennas omcmanocme 1é2Koli cmeneHu
¢ Heoopassumuem peuu 2 ypogusa. [Qucranusa. Kapouomuonamus emopuunasn. Heoocmamounocme
aopmanvrozo kianana Il cmenenu, HedOCmMamoyHoCmsv KIANAHA CME0AA JE20YHOU apmepuu u
mumpanvrozo kaanana I cmenenu. HK I-Il cmenenu. JJucnnazus no360HOYHUKA, MOMATbHAA
dopma. Hecmabunbnocms KpauaibHo2o omoena no3eoHoyHuka. CmeHo3 NO360HOYHO20 KAHALA
be3 kKomnpeccuu CRUHHO20 Mo032a Ha ypoeHe nozgonkos CIl-C3. Bopoukoobpaszuas oeghopmayus
epyonoti  xnemxu Il cm. Kugpockonuoz I-II cm. Spina bifida L4-L5-S1. Coxa valga.
MHooicecmeenHble KOHMPAKMYpbl KPYNHBIX U MEIKUX Cycmasos. [legpopmayus 201eHOCMONHbIX
cycmasos. Comamuuyeckas 3adepoicka pocma. Adenouost 1I-111 cmenenu. I'unepmpoghus munoanun
1l cmenenu. Jugghysnan kepamonamusi. Ilomymuenue poeosuyvi. Ymonwyenue cemuamxu.
Ynnomuenue xpycmanuxa. Ilynounas epuioca.

2. Myxononucaxapuoos I muna (Cunopom Illeiie). Hapywenue ocanxku cKOIUOMUYECKO2O MUNA.
Ocmeoxondponamus wielino20 omoena Nno3eoHoyHuUKa. Kowmpakmypa KoOleHHbIX CYCMAgos.
Konumpaxmypa nyuezansacmuvix cycmaeos. Kapnanvnuviii cundpom ¢ 0eyx cmopown. Cocmosinue
nocie onepamugHozo aeveHus. Bmopuunaa kapouomuonamusn. Hedocmamounocmes mMumpaneHo2o
Knanana. Mukcomamos cmeopox MumpanieHo2o kianana. llapyuaneHoe HapyuleHue KOZHUMUBHBIX
Gyukyu. OU  eunepmemponuueckuti  acmueMamuzm  oOpamHo20 mund, Kepamonamus,
snumenuonamusa 2-3 cm.

3. Mpykononucaxapuoos I muna (bonesnwv ['ypaep). Llletinwiti cunepnopdos. Ilpasocmoporuuii epyonot
ckonuos II-III  cmenenu. Kunesuonas Oepopmayus epyonou knemxu. MHodcecmeenHvle
KOHMPAKMYPbl EPXHUX U HUNCHUX KOHeuHOcmell. Banveycnas deghopmayus HudicHux Koneunocmet
C 8EpUIUHOU HA YPOBHe KONeHHbIX cycmasos. llnockosanveycuan oeopmayus cmon Il cmenenu.
Kapouomuonamusa emopuunas. Muxcomamos cmeopok MumpaibHo20 K1anauda, HedoCmamo4HoCmy
MUMPATLHO2O KIanaua 2 cmeneHu, Hedocmamodnocmv aopmanvioco kianaua. HK I-1IA cm.
Hucyukyua cunycogoeo yzia OK3o(pmanvm, NOMYmMHeHUEe pO208UYbL CPeOHell CMeneHu.
T'unepmemponusa cnaboii cmenenu. IImoz 1 cm. Temnosaa 3adepiicka peuegoeo pas3gUMUSL.
Cunopom 3anscmuozo kaunaia. Juzapmpus. [lynounas epvioica.

JIJEHEHUE

1. Tpancnaanmayus Kocmuozo mo3za IPOBOAUTCS JI0 JOCTHKEHHS MAIlUEHTAMU Bo3pacTta 2 JieT, BE/IeT
K YMCHBIICHHIO Pa3MEpPOB TECUCHU M CEJIC3CHKH, YIYYIICHUIO (DYHKIMH JIbIXaTeIbHOW W CeplaeuHO—
COCYTUCTOM CHUCTEM.

2. @epmenmozamecmumenvruan mepanus (O37)

[TpoBuaunTcs naponunasoit (Anpsaypasum; kog ATX A16ABOS).

B 1 mu pactBopa conepxurcst 100 EJ] (mpubmmsurensHo 0,58 mr) mapoHuasel. 310 peKOMOWHAHTHAS
¢dopma uyenoBeueckoil anbda-L-umypoHnAaspl, NPOU3BOAUMAS C HCIOJB30BAHUEM TEXHOJIOTHUH
pexomOunantHoii JIHK B knerouHod KynpType kuTaiickux xomsukoB. ®3T mnpenHasHadeHa uis
BOCCTAHOBJICHHSI YPOBHSI SH3MMATHUECKON aKTHUBHOCTH, JOCTATOYHOTO JIsi THAPOJNH3a HAKOIUIEHHBIX
TJIMKO3aMHMHOIJIMKAHOB M JUI MNPEJOTBpAalleHUs] HMX JanbHeimero HakoruieHus. Ilocne BBemeHus
JapoHuAa3a ObICTPO BBIBOAWTCSI U3 CUCTEMHOI'O KPOBOTOKA U IOTJIOIIACTCS KIIETKAMHM, MOCTYIas B MX
JM30COMBI  Yepe3 MaHHO030-6-ocraTHbie pelenTopsl. PekoOMeHIOBaHHBIM PEXUM  JO3WPOBAHHMS:
exxeHenenpHoe BBereHue B joze 100 EJI/kr B Buae B/B mHQy3uu. HauanbHas CKOpPOCTh BBEJCHUS,
cocrasisitomias 2 EJI/kr/4, mpu Xxopomieil mepeHOCUMOCTH MOXKET IOCTETIEHHO YBEJIIMUUBATHCS Kaxaple 15
MUH, MakcumaiibHO 110 43 EJl/kr/4. Bechb HeoOxomumblli 00beM pacTBOpa JODKEH OBITH BBEICH
npuOIM3UTENsHO B TedeHue 3—4 4. [Ipemapar MOKHO MCIOIB30BaTh MEpe]l TPAHCIUIAHTAIMEH KOCTHOTO
MO3ra, HEMOCPEICTBEHHO MOCJE HEEe, a TAKKe MOCIE TPAHCIUIAHTAIlMM OT Fe€TEPO3UTOTHOTO AOHOpa MpHU
HETIOJTHOM BBITECHEHUH KJIETOK PELIUMHMEHTA TOHOPCKUMH KIIETKaMHU.

3. Cumnmomamuueckas mepanus

e Ilpu coobwaromeiics ruapouedanuyl IMOKA3aHO BEHTPUKYJIO-TIEPUTOHEATBHOE IIYHTHPOBAHHE.
[Tarmentam ¢ MIIC II tunma ¢ mporpeccupyromuM yBETUYEHHEM KENyJ0YKOB MO JaHHbIM MPT
W/WIM TIOATBEPKIEHHBIM TOBBILICHUEM JaBJICHHS LIepeOpO-CIMHAIBHOM kuaKocTH O6omnee 25-30 cm
BoxHOrO cronda (18-22 MM pr. cT.).

e (CraBieHue CIMHHOIO MO3ra IIPUBOJUT K HEOOpAaTHUMBIM HEBPOJIOIMYECKUM HAPYIIECHUSIM, II03TOMY
P MOSBJICHUH NEPBBIX CHMITOMOB HEOOXOAMMO PaccMaTpPHBaTh BONPOC O JEKOMIIPECCHPYIOIICH
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OTIepaIUy JI0 MOSBJICHUS BBIPAXKCHHBIX HAPYIICHUM.

e [lammeHtaM ¢ HapylmieHHeM (QYHKIHMU KHACTEH WM C HapyIICHHEM HEPBHOH MPOBOJUMOCTH IIO
pesyastatam OHMI' nokazana omepaiiusi JEKOMIPECCHH HEPBHBIX CTBOJIOB, KOTOpas MPHUBOIUT K
OBICTPOMY CTOWKOMY YIyYIICHUIO (QyHKIuUU. YacTroTa penUAMBOB KapmaabHOTO TOHHEIHEHOTO
CUHJIpPOMA y TalMeHTOB ¢ pasznuudbivu TunamMu MIIC HewsBecTHa. [lockoibKy mMOBTOpHAs
KOMIIPECCUS] MEJMaHHOTO HEPBa BCIICACTBUE PYOILICBAHHS WM OTIIOKCHHS TIMKO3aMHHOTIIHKAHOB
BO3MOYKHA, HEOOXOIUMO TIPOI0JDKATE HAOTIOICHHE.

o Koppekiusi cepleyHO-COCYTUCTON HENOCTATOYHOCTH, apTePUAbHONW THUIIEPTEH3UU TPOBOTUTCS
CTaHJAPTHBIMM METOJIaMHU JICYCHUS TPHHATHIMH B JCTCKOH  Kapauoiorud. llo mokazaHUSM
pelaercst BOpoc 0 HEOOXOJUMOCTH XUPYPTHUECKON KOPPEKITHH.

o JleueHue mMOBENCHYCCKUX HAPYIICHUH MPOBOIUTCS IMCUXPOHEBPOJIOTOM, OOBIYHO HCIONB3YHOTCS
CeIaTUBHBIE CPEICTBA, TPAHKBHIIN3ATOPbI, KOPPEKTOPHI MOBeaAcHUA. BriOOp mpemapaTa, J03MPOBKa,
JUTMTEIBHOCTh Kypca ONPEACIAIOTCS WHIAMBUAYATbHO. HaunHAIOT NpueM JaHHBIX MpEnapaToB IO
THIATETHHBIM BPaueOHBIM KOHTPOJIEM B YCIOBHSX KPYTJIOCYTOYHOTO / IHEBHOTO CTAI[HOHAPA.

e Ilpu CHUMITOMATHYECKOW OIMICIICHU HA3HAYAIOTCS AHTUKOHBYJILCAHTHI, OJHAKO JO3UPOBKU
UCTIONIB3YIOT MEHBIIE CPEJHETCPANEBTUUCCKUX JUIS CHUKCHUS PHCKA pA3BUTHS BO3MOXKHBIX
HeXenaTelbHBIX 3¢ ¢dekToB. [log00p aHTHKOHBYJIbCAHTA OCYIIECTBISICTCS IICUXOHEBPOJIOIOM B
3aBUCUMOCTHU OT BHJa HpI/ICTyrIOB, JIOKaJIN3alluyu o4yara HaTOJIOFPI‘-IeCKOﬁ AKTUBHOCTHU.

o IIpu oTaTBMONOTUUCCKUX HAPYIICHUSX MPOBOIMTCS JICUCHHE MO MOKA3AHUAM, MOA00pP TEparuu
OCYIIECTBISICTCSA HA COHOBAHUH PEKOMEHAINH 110 JICUCHUIO COOTBETCTBYIOIINX HO30JIOTHH.

e Oproneauueckas KOPPEKIHs HAPYIICHUSI OCAHKH, TYTOMOJBIKHOCTH CYCTABOB C HCIOJIh30BAHHEM
HEXUPYPrHYECKHX METOJOB BKIIOYAeT (U3HOMPOIECAYpPhl U TNPUMEHEHHE OPTONEAMYCCKUX
ycrpoiicTB. [lo Mmoka3aHusM OCYIIECTBIISIOT apTPOCKOIHIO, MPOBOAMTCS XHPYpPrHyYecKas 3aMeHa
Ta300€IPESHHOTO UITH KOJICHHOTO CYCTaBa, HCIPABICHUE OCH HIDKHEH KOHEYHOCTH.

e PenuauBUpPYIOIIUE OTHTHI, YaCThIE PECIHUPATOPHBIC 3a00JICBAHHS BEPXHHX JBIXATENBHBIX MyTel
TpeOYIOT MPOBEACHUS CUMITOMATHYECKOW, AHTUOAKTEPHATIBHOW Tepamuu, MO TMOKa3aHWsIM -
XUPYPrHYSCKOTO BMEIIATEIILCTRA.

AKTHBHast HMMYHH3alus
Yactele pecnuparopHble WH(EKIHH OOYCIOBIMBAIOT I1eJIeCO00Pa3HOCTh MPOBEICHHUS BaKIIMHAIMH
MAIMEHTOB MPOTUB ITHEBMOKOKKOBON ¥ TeMO(QHIBLHON HHPEKITHA.

AHecTe3H0JI0rnuecKue mocoous

[Ipu npoBenennu oOIIel aHeCTe3un HEOOXOIUMO TIOMHHUTH O BBICOKOM PHCKE KOMIIPECCHU CIHHHOTO
MO3ra BCJIEJICTBHE HECTAOMIBHOCTH aTJIaHTOAKCHAIBHOTO CcycTaBa. KopoTkas 1iesi, OrpaHUYCHHE
MOJIBIKHOCTH HIDKHEH YENIOCTH, YBEJIMYEHHUE SI3bIKa, BBIpAXKCHHAs THIEPTPOPUS aaeHOUIOB U
MUHJQJIUH CO3Jal0T TPOOJEMbl MPH MPOBEACHUM aHECTE3MOJIOTMYECKOTO IOCOOHS, IO3TOMY
MPEINOYTeHHE CJIEAyeT OTJaBaTh MECTHOMY WJIM PETHOHAJIbHOMY 00e300ymBanuio. [lanueHt
MPeBAPUTEIHFHO  KOHCYJNBTUPYETCS  KapJUOJOrOM,  OTOPHHOJAPWHTOIIOTOM,  aHECTE3HOJIOTOM,
HeBpomnaTtonoroM.  OO0s3aTeNBHO MPOBEJICHHE TOJIHOTO  KapAHOJOTHYECKOTOo  OOCIIeZOBaHUS,
nojaucoMHOrpaduu (sl BBISABJICHUS CTETEHW JIbIXaTeNbHBIX HApYUICHUH), MpHU HEOOXOAMMOCTH -
SH/IOCKOTIMM HOCOTJIOTKM M KOMITBIOTEpHON TOoMorpadum mnerkux. OnepaTHBHOE BMEIIATENBCTBO C
aHecTe3ue HeoOXOAMMO TPOBOJIUTH B KPYITHBIX MEIUIIMHCKHX IeHTpax, umerommux OPUT, tak kak
MHTYOAIMs 1 TIOCIIeIyIoIast IKCTYOarusl y TaKUX MallMeHTOB MOXKET BBI3BATh 3aTPYTHEHUS.

Peabnimranus

[Mamuenty ¢ wmykomonucaxapumo3oMm | Tuma ¢usnorepaneBroM U BpadoM-JIOK paspabateiBaeTcs
WHIWUBUAYAIbHBI  Kypc peaOwinTanuy, BKIIOYAIONMNA — Maccax, JiedeOHyro  (U3KYIbTYpY,
¢u3noTEpaneBTHYECKUE MPOLEAYPHl (MarHUTOTEPAIINIO, TEPMOTEPAINIO, YAAPHO-BOJIHOBYIO TEPAIIuIo,
METO/ OMOJIOTHYECKOW OOpaTHOM CBS3M U APYTHE NPOLEAYPHI).

Peabunurarmonssie Kypcbl (Maccax, JIOK, dusnonpoienypsl, Mcuxoinoro—meaarornieckas moMoIlb)
JKEeJNaTeNnbHO MPOBOJUTH B YCIOBHSAX JHEBHOTO CTallMOHapa MPOBOJUTCS C 4acToToM 3-4 pasa B rop,
JUIUTENIBHOCTD — OIIPEEISAETCS TSKECTBIO COCTOSIHUS U OTBETOM Ha IIPOBOAUMBIE MEPOIIPUSATHUSL.

Ilcuxosoro-negarornyeckasi NOMoIb
IIpoBogutcs B KOMIUIEKCE peabMIMTANMOHHBIX MeponpusaTHii. KoppeKkimoHHo-TIeqarornieckoe
BO3JIEICTBHE OMpEAEISeTCS B 3aBUCHMOCTH OT TSDKECTH W UTUTEIHHOCTH T€UEHHS OOJIE3HH, CTPYKTYPHI
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HAPYIICHUH 3I0pPOBbs, CTCIICHN HEAOPA3BUTHS MO3HABATEIHHOW JEATEIBHOCTH, THIIA 3MOIIMOHAIBHOTO
pearupoBaHusi, OCOOCHHOCTEH TIOBeJeHUs peOeHka. BkiodueHue KOppEeKIMOHHO-TIEaroTHIecKoro
COMPOBOXJICHUS B KOMIUIEKC BOCCTAHOBUTEIILHBIX MEPONPHUATHH 00ECIeYnBaCT JOTOJHHUTEIBHYIO
OIICHKY JMHAMUKH TICUXHYSCKOTO Pa3BUTHUS KaK OJHOTO M3 BAKHBIX IMOKA3aTEJICH COCTOSIHHS 3I0POBBS,
MOBBITIAET 3(PPEKTHBHOCTh TEPANEBTUIECKIX BMEIIATENHCTB, CHIDKAET SKOHOMUYECKOe Opems JaHHOMH
MATOJIOTHM 33 CYeT CONMUAIM3alM{ TaldeHTOB W COXpPaHEHHWsS MCHUXOJOTWYECKOTOo MOTEHIHAaa
TPYAOCTIOCOOHBIX YJIEHOB CEMBH.

ITanauaTuBHAS MOMOIIb

Heobxomumo okazaHWe BCECTOPOHHEH MOMOIIM (MEIUIIMHCKOM, MCUXOCOIMATBLHOW M MaTepUABHOM)
JICTSAM C HEU3JICUYMMBIMUA OTPAaHUYMBAIONIMMH CPOK YXU3HU 3a00JieBaHUSMHU. B COCTaB NaJIMaTUBHBIX
cy’k0 BXOHIAT Bpadd, MEAWIWHCKHAE CECTPHI, NCHUXOJOTH W COIHalbHbIe paboTHWKH. HecMmoTps Ha
TSDKEJIOE COCTOSIHME W TMOCTOSHHYIO MOTPEOHOCTh B MOHHTOPUHIE, BCE MAlMEHTHI MPEUMYIIESCTBEHHO
HAXOATCS JioMa B KPYry cBoed ceMbd W Apy3eil. OCHOBHOW IeNibl0 Pa0OThl MAJLUTUATHBHBIX CITYXKO
SBIISIETCS] CO3/]aHKE BCEX HEOOXOAMMEBIX YCIOBHU ISl 0OecTIeueHIs] HaX0KIeHUSI OOJBFHBIX B TOMAITHIX
YCIIOBHSIX, @ HE B CTEHAX JIEYEOHOTO YUPEXKIEHHS, YTO MO3BOJISIET HE TOJBKO YIIyUIIHTh KA9eCTBO KU3HU
6OHBHI)IX n Hx CCMGI\/'I, HO H CYHICCTBCHHO CHHU3UTH FOCy,HapCTBeHHI)IC 3anaTbI Ha TIIOCTOSAHHOC
CTaIlMOHAPHOE JICUCHUE TAKUX MMAIIMCHTOB.

INPOI'HO3

Myxonoaucaxapunos I H - Tskesnas ¢popma

B cpenHeM mpoaoJKUTENBHOCTh W3HHM IMAlMEHTOB cocTaBisgeT npumepHo 10 ner. [dpixaTenbHas u
ceplcyHas HEAOCTaTOYHOCTh, OOCTPYKTUBHBIE MPOIECCH BEPXHHUX JIBIXATEIbHBIX MyTed W WHPEKIHH —
YCYTYOJISFOT TTPOTHO3.

Myxonoaucaxapuno3 taun I S - nerkas gopma
HpOI[OIDKI/ITeHBHOCTL JKU3HU MOXET OBbITh HE H3MEHEHa U O6yCJIOBHI/IBaCTC$I Q)CHOTI/IHI/I‘IGCKI/IMI/I
MPOSIBIICHUSIMU ITaTOJIOTMYECKOT'0 MpoLecca.

Myxkonoaucaxapuao3 tun I H/S - npome:kyrounas gopma

CkopocTb nporpeccupoBanus 3a00J€BaHNS 3aHUMAET POMEXYTOUHOE MOJIOKEHUE MEXIYy CHHAPOMaMHU
I'ypnep u Uleite.
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