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KJIWHUYECKUE PEKOMEHJIAIIMA IO OKA3AHUIO MEJIUIIMHCKOM
noMouIu AETAM C MYKOITOJIMCAXAPUJTO30M I TUITA

JlaHHbIe KJIMHMYECKHEe PEeKOMEHJALMH IOATr0TOBJIEHbI NMPOo(ecCHOHAJBLHOM acconuanuet
nerckux Bpaueii Corwo3om neauatpos Poccuu B 2013r., akTyaJM3upoBaHbl, COIIACOBAHbI B
uoHe 2014r. ¢ rJaBHBIM BHEIITATHBIM CHENHAJIHUCTOM 10 MeJIMIMHCKONW TIeHeTHKe
MunsapaBa Poccun a.m.H. Kynesbim C.U. YTBep:xaennl Ha XVIII Konrpecce neguarposn
Poccun «AkTyasnbHbie IpodJeMsbl neguarpum» 14 ¢pespans 2015r.

Cocras padoueii rpynnsi: akaa. PAH Bapanos A.A., wi.-kopp. PAH Hama3zoBa-Bapanosa
JI.C., n.m.H. Kynes C.H., npod., n.m.H. Ky3enkoBa JI.M., k.M.H. I'eBopksan A.K., K.M.H.
Bamaxkmanze H./l., k.0.n. CaBoctbsinoB K.B., k.0.H. IlymkoB A.A., 1.m.H. 3axapoBa E.I1O.,
K.M.H. [loagkiaernosa T.B., k.M.H. Bumnnena E.A.

ABTOpPbI NOATBEPKAAT OTCYTCTBHE (PMHAHCOBOW MOAJEPKKH/KOH(PIUKTA HHTEpPecoB,
KOTOPbIN HE00X0AUMO 00HAPOAOBATD.

MYKOIIOJIUCAXAPUIO3bI

Knuanyeckre pekoMeHJalMy CO3JaHbl Ha OCHOBAHMH CHCTEMATHYECKOro 0030pa JIMTepaTyphl
1992-2013 rr. Medline (Pubmed version), Embase (Dialog version) u Cochrane Library
databases, ¢ wucnonp3oBaHueM co3manHbix nporokosnioB  (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),
COBPEMCHHBIX MCKIAYHAPOAHBIX KIIMHUYCCKUX pCKOMeHI[aIII/Iﬁ 110 AHUArHOCTHUKE, JICUCHUHIO U
BEJICHUIO OOJIBHBIX ¢ METAOOJUYECKUMH OOJIC3HIMH.

MyKOHOJIHC&X&pI/IIIOSBI OTHOCATCA K PCAKUM HACJICACTBCHHBIM 336OJI€BaHI/I$[M, YTO HCKIIKOYACT
BO3MOXHOCTb IMPOBCACHUA OOJIBIINX KOT' OPTHBIX W PAHAOMH3UPOBAHHBIX KOHTPOJHWPOBAHHBIX
I/ICCJ'IGI[OBaHI/Iﬁ U IJId CO3aaHUsA IMPOTOKOJOB AWArHOCTUKH W TCEpalru HCIOJIB3YIOTCA JIMIIb
TEMATUYCCKUC UCCIICAOBAHUA DKCIICPTOB, Ol'Iy6J'II/IKOBaHHLIC B IIOCJICAHUEC ABa ACCATUIICTUA.

OIIPEJAEJIEHUE

Myxkonomucaxapuno3sl (MIIC) - rpynma HacieaCcTBEHHBIX Oone3Hell oOMeHa BeIecTB,
CBSI3aHHBIX C HapylieHueM Metadonmmn3Ma rimko3amMuHormkanoB (I'AlY), mpuBomsiee
MOPaXCHUIO OpraHoB u TkaHed. OOyYCIOBIEHBI [aHHBIE 3a00NIEeBaHUS MYTAIlUSIMU TEHOB,
KOHTPOJIMPYIOIIUX MPOIECC BHYTPUINZOCOMHOTO THAPOIIN3a MAKPOMOJIEKYJI.

KO/ bl MKB-10
E 76.0 - Mykomosimcaxapuao3 1 Tuma
E 76.1 - Mykononucaxapuao3 2 THIa
E 76.2 - J[Ipyrue MyKoIoJmcaxapu03sl
SIMUAEMHUOJIOIUA

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

ITATOI'EHE3



3aKJII04aeTcss B HAKOIUIEHWMM pa3iauyHbix TunoB ['Al’, xapakTtepu3yeTcs COMAaTHYECKOH
MaHudecTaned B BUAE JHLEBOro JUCMOp(H3Ma, TeNaToCIUICHOMETalInel, MOpaKeHHEM
CepAla, ObIXaTEeIbHOM CUCTEMBI, U3MEHEHUSAMM CKEJIEeTa, HEBPOJIOTMYECKOM CUMIITOMATUKOM,
reMaTOJOTHUYECKUMH U O(TalIbMOJIOTHYECKUMH HM3MEeHeHusiMu. Bapmabensnocts MIIC
ompezenseTcss THUIIOM HaKalJuBaeMoro cyobcTtpaTa mnpu HeaocTaTtoyHou perpamauuu [AT
(renmapancynbdara, keparancynbdara, repMaTaHcyibdara).

IMTPO®PUJTAKTUKA

[IpodpumiakTuka MyKONOIMCAXapHI030B - TIpEHaTalbHas JWAarHOCTHKA, OCHOBaHHAs Ha
HEMOCPEICTBEHHOM OIpeieleHnu epuiura GpepMeHTa B aMHUOTHUECKUX KIIETKaXx.

CKPUHUHI'

B Hacrosmee BpeMs CKPUHMHI CPEIM HOBOPOXKIACHHBIX WM JPYTUX BO3PACTHBIX TIPYIII HE
IIPOBOJIATCS.

KIIACCUOUKAIIUA

B cooTBercTBUU ¢ AedUIMTOM / OTCYTCTBHEM METa0OIUYECKUX JTM30COMAIBHBIX (DepMEeHTaM U
COOTBETCTBYIOUIMM T'€HHBIM Je(eKTaM M TSDKECTH KIMHUYECKOHW CHUMIITOMATUKU BBIICISIOT
CJICIYIOIIME TUITBI MYKOIIOJINCAXapHU1030B:

Tabnuna 1.
Knaccudukanus (Homenknatypa) MIIC.,

MIIC | Tum Cunapom l'en ®DepMeHTHBIN AedeKT Xpomo- OMIM
COMHasI
JIOKaJIH-
3a1us
MIIC T H T'ypnep IDUA Hedumut anpda-L-unyponunaser | 4p16.3 607014
|
MIIC I I'ypnep-1leiie 607015
H/S
MIICI S leiie 607016
1 MIIC 11 Xantepa IDS JleuuuT uiau OTCyTCTBUE Xq28 309900
UIypoHaT-2-cyiib(arasbl
Jedunur niam orcyTcTBHe
cynbhouaypoHaT cyibdaTasbl
I MIIC IA | Candwunumnmno 252900
SGSH Hedunur renapan-N-cynbdaraser | 17025.3
MIIC I1IB NAGLU | Hedwurur N-anetmi-a-D- 17g21.2 252920
TIIFOKO3aMHHHU/1a3b1
Jeduut N-anetun-o-
TIIIOKO3aMHUHHA3bI
MIIC IIIC HGSNAT | Jledumur remapas-o- 8p11.21 | 252930
riaroko3aMuHug N-
aneTuITpaHcepasbl
MIIC 11D GNS Hedumut N-anernnrimroko3amus- | 12914 252940
6- cynbdarasbl
v MIIC IVA GALNS Jedunur ranakrozamuH-6- 16924/3 | 253000
Mopkuo cynb(harassl
MIIC IVB GLB1 Jeduuut B-ramakro3umassl 3p21.33 | 253010
Vi MIIC VI Mapoto-Jlamu ARSB Hedumut N- 5q14.1 253200
aleTHITalaKTO3aMHIH-4-
cynbhartasbl




VIl MIIC VII | Cnas GUSB Jedurur B-rmokypoHunasst 7921.11 | 253220

IX MIIC IX Henocrarounocts | HYAL1 Jedumur ruamyponnaassl 3p21.31 | 601492
THaTypOHUIa3bl

MYKOHOJUCAXAPHUAO3 | TUITIA

Kon MKB-10
E 76.0 - Mykononucaxapuno3 | Tuna

OIIPEJAEJIEHUE

HacnenctBennast nm3ocoManbHas 00JI€3Hb HAKOIIJICHUS, 00yClIOoBIeHHAs 1epUuToM (epMeHTa
anbda-L-uaypoHnaassl M mpoTeKaromas ¢ pPa3zIMYHBIMA - KIMHAYECKUMH POSIBICHUSMHU:
3aJIepiKKOM  POCTa, YMCTBEHHOH OTCTalOCTbIO, MOPAXKEHUEM HEPBHOW CHUCTEMBI, CEpIEYHO-
JETOYHBIMH  HApYIICHUSMH, TelaTo-CIUICHOMETaNnel, MHO)XECTBEHHBIMH  JH30CTO3aMH,
IMNOMYTHCHUECM POI'OBUIIBI. Bce BBIICIICPCUNCIICHHBIC ITPU3HAKH MMPUBOAAT K MHBAJIMAWU3AallUU, a
IPH TSHKEJIOM T€YEHUH OOJIC3HH - K JICTAIEHOMY HCXOJY.

KIIACCUOUKAIUA

CornacHo epMeHTaTUBHBIM Ae(eKTaM BBIACIAIOT 3 THIIA MyKonofucaxapuaosa | tumna:
e MIICI H cunapom I'ypJep;
e MIIC I H/S cunapom I'ypaep-Leiie;
e MIICIS cunagpom Hleiie.

SMMUIAEMHUOJIO0TUA

MIIC I H cunapom I'ypaep BcTpewaercs, o pa3HbIM JAaHHBIM, C MOMYJISIIMOHHON 4acTOTON
1:40 000 - 1:100 000 HOBOPOXKIEHHBIX.

MIIC I H/S cunapom I'ypaep-Lleiie BcTpeuaercs ¢ nmomynsiuoHHol dactoToi 1:40 000 -
1:100 000 HoBopoxneHHbIx; MIIC I S cunapom Ileiie - 1:100 000 HOBOPOXKIEHHBIX.

ITHOJIOI' A

[Tatonorus o0OycioBiIeHa reTepOreHHON IpyNIoi MyTaluil B TeHe, KOJUPYIOIIEM JIM30COMHBIN
depment anbda-L-unyponunazy. Hepunur anbda-L-unypoHunassl MOXKET NpPUBECTH K
Pa3sBUTHIO PA3IUYHBIX (PEHOTUIIOB 00JIe3HHU, 00YCIOBIMBAs OTIMYUS B TSXKECTU CUMITOMATUKH.
B Hacrosee BpeMs BBIICISIOT TPU peromuna O0Ne3HU:

- cu"zpomM ['yprepa (mykononucaxapuao3s I H - Tsoxenast popma),

- curapom lleiie (mykomonucaxapumos I S - nerkas ¢popma),

- cunzipoM ['ypnepa-Illeiie (mykonomucaxapuaos I H/S- npomexyrounas gopma).

Tun HaciaenoBanus. ayrocomHo-penieccuBHbii. I'en IDUA, komupyrommii anbsga-L-
UYpOHHIa3y JOKAJIM30BaH B XPOMOCOMHOM obnactu 4pl16.3.

KIMHUYECKAS KAPTUHA

Myxkonoaucaxapunos3 I H - tsizkenas ¢gopma
Cunonnmsl: cuanpom ['ypnepa, [ldaynanepa-I'ypaep cunmpom.

OcHosHble  KIUHUYeCKUe npos6IeHUs.” FPY6BIG YCPTHI JIMOa, YMCTBCHHass OTCTaJIOCTh,
MOMYTHCHUC POrOBUIIbI, TYT'OIIOJABUKHOCTE CYyCTABOB.

Bruewnuii 6u0. Y HOBOPOKIEHHOI'O XapaKTEPHBIX IMPOSBICHUN HE OTMEYAIOT, CUMITOMATHKA
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yaImie BCEro pa3BUBAETCS Ha MEPBOM Tony (C 6 MecsIeB, MHOTAA - Mo3xke, ¢ 18 MmecseB) u
MPOSIBISIETCS. 33JI€PKKOM pocTa (MaKCUMAaJIbHBIM pOCT cocraBisgier okono 110 cm), KOTOpHIit
MOJHOCTBIO OCTaHaBiMBaercs K 2-5 romam. Ilpu HU3KOM pocTe y JAeTed OTMedaercs
MPOMOPIIMOHAILHOE TEJOCTIOKEHUE, KOPOTKasi Imes, ckadoruedanus, makpouedanus, rpyobie
YepThl JIMLA, MyXJble T'yObl, IIUPOKUE HO3JPH, 3alaBllas MEPEHOCULa, THIEPTEIOPU3M TIJia3,
MaJICHBKUE peAKue 3yObl, MAKPOTIIOCCHSL.

Takxe BCTpeyaroTCs: THIEPTPUX03, TeMaTOCIUIEHOMETralus, HapylleHUEe CiyXa, IyHnoyHas
W/WH TlaxoBasi TpbbkH. Ha mo3MHUX CTamusx y JIeTel BBISBISIOT IIYXOTY, CIEHOTY U TIIYOOKYIO
JEMEHIIHIO.

Kocmnasa cucmema: mumpokas TpynHas KIETKA, YMEHbBIICHHE IOJBMKHOCTH B KPYMHBIX M
MEJIKUX CyCTaBaX, TpyAONOsICHUYHBIM Kupo3 c¢ oOpa3zoBanuem ropba. Opromeauueckue
OCIIO’)KHEHUS IPUBOJIAT K O0JIM U HEMOIBUKHOCTH.

Llenmpanvnas nepsnas cucmema. Ilpu cIaBICHUU CIIMHHOTO MO3Ta, BHI3BAHHOT'O YTOJIICHHEM
ero 000JI0YeK WM HEeCTAOWIILHOCTHIO aTJIaHTOAKCHAIBHOTO CyCTaBa, OTMEYAIOT: HApyIICHHE
MMOXOAKH, MBIIICYHYIO CJIa6OCTI), HCYKIIIOKCCTh IIpM COXpPaHHBIX MOTOPHBIX HAaBbIKaX H
TUCHYHKIIUIO MOYEBOT'O MTY3BIPSL.

[Tpu Tsox€noit Gopme 3aboneBaHMsl 4aCTO HAOTIOJAIOTCS CYIOPOTH, YTO TPeOyeT MpOBEICHUS
OILICHKA HEBPOJIOTHYECKOTO CTaryca. Y MAIMEHTOB CO CJIa00 BBIPAKCHHBIMH KIMHUYCCKHUMU
NpU3HAKaMU  CYJOPOXHBIH CHHIPOM BCTpPEUAcTCs HaMHOro pexe. [IporpeccupoBanue
3a00JIeBaHUsT COMPOBOXKIACTCSI T'CHEPATU30BAaHHBIMU TOHHKO-KIIOHHYECKHMH TapOKCH3MaMH,
KOTOPBIC O6BI‘-IHO XO0pomo nNoAJarTCa MOHOTCpAallM aHTUKOHBYJIbCAHTAMMU.

KapriaibHblii TOHHEJIbHBIH CHHAPOM — YacTasi HEHpomaTHs CIABJICHHS Y TAllMCHTOB B BO3PACTe
or 5 mo 10 mer m B3pocibix. [Ipu OTCYyTCTBHM JIeUEHUS MOKET MPUBECTH K HeoOpaTHMOM
KOHTPAKType IHCTAIbHBIX MEK(AJIAHrOBBIX CYCTaBOB, a TAK)KE K HAPYIICHHUIO WIH TOTEpe
YYBCTBUTCIIbHOCTHU ICPBBIX TPCX MNAJIBLECB U MAapE€3y MBI TCHapa. K COXaJICHHUIO, ITallMCHTBI
PEIKO COOOINAOT O OOJIEBBIX OILIYIICHUAX, TOKA HE MPOUCXOINUT MOTEPsT HYHKIINH.

Ilosedenueckue Hapywienus: perpecc KOTHUTHBHBIX (QYHKUMH Hapsay C TSOKEIOW moTtepeit
ClIlyXa, HEJOCTaTKOM CHA, BBI3BAHHBIM OOCTPYKTHBHBIM aIlHO?, OKAa3bIBAIOT CYIIECTBEHHOE
BIMSHME Ha TnoBeaeHHe pebeHka. Ilo Mepe HapacTaHusi KOTHUTHBHOrO JeguuuTa K
TUIEPaKTUBHOCTH u arpecCUBHOCTH  IPHUCOEIUHSIOTCS ayTUCTUYECKHE  YEPTHI.
MenukamMeHTO3Has Tepanusi, HallpaBJIEHHAs Ha KOHTPOJIb Pa3pyLIUTEIBHOTO MOBEIEHUS, 4acTO
ObiBaeT HedpdexTuBHON. [IcMXOMOTOpHOE pa3BUTHE HOPMAIBbHOE WM OTMEYAETCsl yMEpeHHas
YMCTBEHHAsI OTCTAJIOCTb.

Opeanbl OvixaHus: 4acThle pecriupaTopHble 3a00J€BaHNsI B BUJIE pUHUTOB, OTUTOB. Hakoruienue
['AT" B MuHanuHax, HaJArOpTaHHHUKE, a TAK)Ke B Tpaxee MPUBOAUT K YTOJIICHHUIO U CY)KEHHUIO
JIBIXaTEeNbHBIX MyTeH U pa3BUTUIO OOCTPYKTUBHOTO AITHO?.

OpZCZHbl 3penus. MOMYTHCHUC U MIUTMCHTHAA ACTCHCPpALlUA pOrOBUIIBI, TJIAyKOMaA.

Cepoeuno-cocyoucmas cucmema. XapaKTepHO YTONIIEHHWE KIIAllaHOB, CYXXEHHE apTepui,
HapacTaroas PUTHIHOCTh MHOKap/a, KapAUOMHOMATHH, apTepuainbHas runepronus. C
BO3pPAaCTOM MOJKET Pa3BUThCS CEP/I€UHAs HEJOCTATOUYHOCTb.

}Keﬂy()OHHO'KUI/I/lellHCl}Z cucmema. TeIaTOCIIJICHOMET aJIus.

Myxkonoaucaxapuao3 tun I S - nerkas ¢gopma

Cunonmmbl: cuazapom Illeite, Mykomommcaxapumo3 Tun V, mo3mHsas Oonesnb ['yprepa,
KJIeTO4YHast MeraxpoMasus, lllnera - I'ypaepa cunapoMm, curapom Yiuibsgpuxa-llleiie, nu3ocros3
MoOpkno ¢ TNOMYTHEHHEM pOTOBHIIBI, HACIEIACTBEHHAs OCTEOAPTPOINATUS C PELECCUBHBIM
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HacjeaoBanueM, mo3anss hopma 6onesnu [lpaynanepa-I'ypnep, [lunama (Schinz) cuaapom.

OcHogubie KIuHuYecKue nposiglenus: TIHPOKUNH PpOT, MyxJyble TyObl, paHHEe MOMYTHEHHE
POTOBUIIBI.

Brewmnuii 6uo. llepBble mpu3HAaKH 3a00J€BaHUs NOSABISAIOTCS B Bo3pacte 3-5 jeT. boibHbIE
TUIEPCTEHUYECKOTO TEJIOCIOXKEHHSI C CHJIBHO Pa3BUTOM MYCKYJIaTypoW, 4epThl Julla rpyobie,
XapaKTepeH MIMPOKUI POT C MyXJBIMH r'yO0aMu, HUOKHSISI TIPOTHATHUS. Y TONIIEHUE U HATSDKCHUE
KOXXM Ha nanbuax. [locTeneHHO pa3BUBAEeTCs OrpaHUYEHUE JABUIKEHUN B CyCTaBax BEPXHUX
KoHeuHocTeil. Haunbonee BBIpa)XKEHHBIMH BCE CHMIITOMBI OOJE3HH CTaHOBATCS K HEPUOAY
II0JIOBOTO cO3peBaHMsl. BO3MOXKHO MOBBIILIEHHOE OBOJIOCEHUE, KOPOTKAs €.

Kocmuasa cucmema: ormeuaercss HeOoibllas 3afepikka pocTa. MHOXXECTBEHHBII AM30CTO3 B
OCHOBHOM IIPEJCTaBJICH TYTOMOABMKHOCTBIO M OOJI€3HEHHOCTbIO CYCTaBOB PYK M CTOII,
(OpMHpPOBaHHUEM «KOTTHCTOM JIallbl» W TIOJOH CTOIBI, BAJILI'YCHOM nedopManueil KOJICHHBIX
cycTtaBoB. Hepeko pa3BuBaeTcs TyHHENbHbIM CHHAPOM KapHajlbHON 001aCTH, KOTOPBIN, HApSAAY
C TYTOIIOJIBIKHOCTBIO, IPUBOJUT K OTPAHUYCHUIO (PYHKIIMM BEPXHUX KOHEUHOCTEH. Jucrumazus
JMLEBOro uepena. Penxo - BpoxkAEHHBIN enkaoumil 1 nauen.

Opeanvl ObixaHus: 4acThle pecrupaTopHble 3a00JIeBaHUs B BUIE PUHUTOB, OTUTOB. BO3MOKHO
pa3BUTHE OOCTPYKTUBHBIX 3a00J1€BaHUM JbIXaTEJIbHbBIX MTyTEH, HOUHBIE AITHOD.

Opeanvl 3penus; OTMEYAETCs paHHEE HEpaBHOMEPHOE MMOMYTHEHHE poroBullpl. B nanbHeiiiem,
00bruHo mocne 30 set, pa3BUBaeTCs riaykoMa, MUrMeHTHas Auctpodust ceruaTku. Penko - orek
JIUCKA 3pUTEILHOTO HEPBA.

Llenmpanvhas wnepenas cucmema. TICUXOMOTOPHOE pPAa3sBUTHE HOPMAJIBHOE WM CJIETKA
3aMezyieHHoe. BO3MOXXHO pa3BUTHE CHHJIpOMa 3alsCTHOrO KaHaja (KapHajbHbIH TYHHEIbHBIHN
CUH/IPOM) BCIIEACTBHE CIIABJICHUS CPEMHHOTO HEPBA, UTO COMPOBOXKAaeTcs napecresusmu B 111-
IV nmanbuax KMCTH U aTpoduelt MBI TeHapa.

Cepoeuno-cocyoucmas cucmema: XapaKT€PHbl TMOPOKU aOPTAJLHOTO KIANaHa, KOapKTalus
A0PThI, MUTPAJIBHBIN CTEHO3.

}I(eﬂydquo-KuweuHaﬂ cucmema: OTMCYAIOTCA ITaXOBO-MOIIOHOYHBIC W IIYIIOYHBIC  TI'PBIKH,
HCYaCTO - IrernaToCIjICHOMCEr aJins.

Kinnuveckn nuddepennuposars cunapomsl Illeiie u I'ypaepa ouens Tpyano. Kiawouesyro
POJb B YCTAHOBJICHUH AUATrHO3a MI'PparoT oMoxXuMHUYecKHe uccjaeaosanus. le/l CUHAPOME
IIleiie B MOYe MALMEHTOB B 00/IbIIOM KOJTHYECTBE BbIABISACTCS IePMATAHCYIb(DAT.

Myxkonoaucaxapuao3 tun I H/S - npomexyrounas ¢gopma
Cunonumsl: Cunnpom ['ypnep-Illeiie.

OcHogubie KauHuyeckue npu3HaKu: TYTOMOJBHKHOCTh CYyCTaBOB, HU3KOPOCIIOCTb, TOMYTHEHHE
POTOBUIIBI.

Buewnuti 6u0: miepBble CUMITOMBI OOJIE3HU TOSBISIOTCA K Bo3pacTy 3-8 meT. XapaKTepHBI:
ckadoredanus, Makporedanus, 3amaBmias MePEeHOCUIa, MyXJIble T'yObl, TOMYTHEHHUE POTOBHIIBI,
MUKPOTHATHS, YMEPEHHBIN TUTIEPTPUX03, YTONIIEHUE KOKHBIX TTOKPOBOB.

Kocmnas cucmema: Ha mepBOM TOJY KU3HH POCT B MpEIEiIaxX HOPMBI, 3aT€M TEMIIbI poCTa
CHIKAIOTCSI, 00YCIIOBIIMBAs HU3KOPOCIOCTh. Te0CI0KEeHHEe TUCITPOIIOPLUUOHANIbHOE. Y MEPEHHO
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CHIDKEHA ITOJIBIDKHOCTh B CYCTaBaX, ONPENENISIOTCS AW30CTO3bI, KMJICBHUIHAS TpyaHas KIETKa,
kudockonnos, ckadaredanus, Makporedanus.

Opeanbl Ovbixanus: 9acThle pECIUPaTOpHbIC 3200JI€BaHUS B BUI€ PUHUTOB, OTUTOB, THIIEPTPODUS
HEeOHBIX MUHJAJIHH. BO3MOXHO pa3BUTHE 00CTPYKINI IBIXaTENbHBIX IIyTEH, CTEHO3 TOPTAHH.

OpeaHul 3peHus; TIOMYTHEHUE POTOBUIIBI.

Llenmpanvhas uepenas cucmema. OTMEUAETCS 3aJlepKKa TEMIIOB IICHUXOPEUYEBOIO Pa3BUTHS,
Mo3Ke MOSIBIISIeTCS TIy0oKast 1eMeHIs. TyHHEIbHBIM CUHAPOM - CHUHIPOM 3allsICTHOTO KaHaua,
cooOmatomasicst ruaporedanvs. XapakTepHO pa3BUTHE MMAXUMEHUHTUTA B IIEHHOM OTJEINe,
MPUBOJISAUIETO K CIaBICHUIO CIMHHOTO MO3Ta U MOCIEAYIOIEH MUETOMaTHH.

Cepdeqﬂo-cocyducmaﬂ cucmema. KIIAIlaHHBIC ITIOPOKH CEpALIA.

Kenyoouno-kuweunas cucmema.: TenaTOCINIEHOMETaMsl, MaXOBO-MOILIOHOYHBIE W IYIOYHbIE
TPBIKU.

Kak u npu OOJNBIIMHCTBE PEIECCUBHBIX 00JIE3HEH KIMHUYECKUN MOTUMOP(PU3M OMpeeaeTCs
OCTAaTOYHOI aKTUBHOCTHIO (DEPMEHTOB U OMpENENseT TSHKEeCTh TeUeHHs W paHHUM aelror. B
3aBUCUMOCTH OT BO3pacta Ae0rTa T€ WM HHBIE KIMHUYECKUE TMPOSBICHUS MOTYT HUMETh

pa3IMYHYIO CTETIEHb BBIPAXKEHHOCTH (Tabnuia 2).

Tabnuna 2.
BbIpakeHHOCTh KIIMHUYECKUX MPOSBIECHUN B 3aBUCUMOCTH OT Bo3pacta jedrora MIICI.
Cucrema CuMnTom HoBopoxna. | Muanenus! | Hetu [HoapocTku
CepneuHo- KapnnomuonaTus - + + +
cocyaucras Koponapnas 6omnesHs | - + + +
cepaua
VYronuenue CTBOPOK | - ++ +++ +++
KJIaITaHOB
IlenTpanbHas Hapymenue nosenenus - - + -
HEpBHAas IepBukanbHas - - ++ ++
MHEIIOTIATHS
T'uapouedanus - ++ ++ ++
Perpecc pa3surus N ++ +++ +
Cynoporu - + + -
Hapymienue rinoranus - + + +
[MumeBapurenvhas | Huapes - + + +
I"'enaTocruieHOMeranus - ++ +++ +++
Y IloTeps ciayxa - + + +
Peunnusupyromuit - ++ ++ ++
CpeHUIN OTUT
T'naza IToMyTHEHUE pOrOBUILBI - + +++ +++
I'maykoma - + + -
Juctpodus cerTuaTku - + + ++
CkeneTHo- HectaGmipHOCTh aTiaHTO- | - + + +
MBIIICYHAs OKIUIHUTAIEHOTO
COUWICHEHHUS
TyHHeNbHBIN KapHanbHBIA | - + ++ ++
CHHJIPOM
I'py0ble yepThl JuLA - ++ +++ ++
Hucnanazus - + ++ ++
Ta300€JPEHHBIX CYCTABOB
MHO0K€eCTBEHHBI - +++ +++ ++
JU30CTO3
Banerycnas nedopmanms | - + + +




roJieHen
I'pboku - ++ ++ ++
KonTpakTypsl cycTaBoB - ++ +++ +++
Kudos - + ++ +
Maxpouedaus - +++ +++ ++
JpixarenpHast OOCTpYKTHUBHOE alHOE BO
CHe
OO6cTpyKIus BEPXHUX
JIBIXAaTeNbHBIX IMyTel
CrieniiaabHBIC AnpdangypoHuIa3s (N 1l (N Ll
nmabopaTopHEIE AKTUBHOCTH
TECTHI
Hepmatan cynbdar B moue | 11 " " "
I'emapan cynbdat B Moue " " " "
O6mue 'AT" B Mmoue " " " "
JAUATHOCTUKA

OCHOBHBIMHU IMarHOCTUYECKUMU KPUTEPHUIMU SBIISIOTCS:

1. XapakTepHblil BHEIIHUH BUJI TAlIUEHTA - OCOOCHHOCTH (heHOTHUIA.

2. TloBbIIeHHAs YKCKpEIHs JepMaTaHCyibdaTa U renapancyibdara ¢ MOYOH.

3. CHmxenue  akTUBHOCTH  anbda-L-ugypoHunazsl B KydabType  (ubpobnacTos,
M30JIMPOBAHHBIX JICHKOIMTOB, JHOO B MSATHAX KPOBH, BBHICYHICHHBIX Ha (DMIIBTPOBAIBHOM
Oymare.

4. MonekynspHO-TEHETUYECKOE HCCeoBaHue. BblsiBIeHHEe MyTanuii B reHe IDUA,
KoaupyromieM anbga-L-uayponunasy.

5. IlpenatanpHas IMarHOCTUKAa PEKOMEHI0BaHa Juisd JII000H mocieayrouieil 6epeMeHHOCTH B
CeMbSX, OTATOLIEHHBIX XOTs Obl 01HUM ciaydaeM MIIC .

HMuarno3 MIIC | craBuTcsi Ha OCHOBAHMM COBOKYNHOCTH KJIMHHYECKHX [JAHHBIX,
pe3yJabTATOB JIAOOPATOPHOIO UCCJIEI0BAHUS U MOJIEKYJISIPHO-TEHETUYECKOI0 aHAIN3A.

JUODOEPEHIHUAJIBHAA TUATHOCTUKA
Jpyrue Bubpl MyKONOJIMCAXapHU1030B, TAHTIIMO3U103bl, HEMH(EKIIMOHHBIE TOJTUAPTPUTHI.
BEJIEHHUWE BOJIBHBIX C MIIC | TUITA

3a0osieBaHWe HMEET MYJIBTUCUCTEMHYIO NIPUPONY U HeoOpaTHMble, MPOrPecCUpPYIOLINe
KJIMHUYECKHE IMPOSBJICHUS, YTO OOYCIOBIMBACT HEOOXOJMMOCTh HAOMIOJCHHUS HE TOJIBKO
Y3KUMHU CHEIUaINCTaMU (OTOPUHOJAPUHIOJIOTaMU, XUPypraMu-opToneaamMu, opTaibMoI0raMH,
Kap/IMOoJIOTaMH, MyJIbMOHOJIOTaMH, HEBPOIIaTOJIOTaMH, CTOMATOJIOTaMH ), HO u
¢buznoTepaneBTaMu, JIOrone1aMu, IICUX0JIOTaMi U paOOTHUKaMH NMaJUIMATUBHBIX CITYXO.

[TaniueHTHI C TaHHOW HO30JIOTHEH JOHKHBI TOCTOSTHHO HAXOAWUTHCS 1MOJ HabmoaeHnem; 1 pa3 B
6-12 mec. (B COOTBETCTBUU C TSAKECTHIO COCTOSHHS) TMOKa3aHO KOMIUIEKCHOE O0CIeZIOBaHUE B
MHOTOMPOGUIBHBIX CTallMOHapax. JTUTENbHOCTh HAXOXKJIEHUS B CTallMOHape / JHEBHOM
crauronape 21-28 nHen.

HaGnronenne OGOJMBHBIX MO MECTY KHUTENhCTBA (B aMOyJIaTOPHO-MIOJUKIMHUYECKUX YCIOBHSIX )
JIOJDKHO OCYIIECTBIISITBCS MOCTOSIHHO. JlabopaTopHble U MHCTPYMEHTAJIbHBIE OOCIEIOBaHHS U
pEKOMEHIyeMasl YacToTa UX MPOBEICHUS MpeICTaBIeHa B Tad. 3.



Taobmnuma 3.

Yacrora nposenenus oocnenoBanust nereit ¢ MIIC | Tuna.

Uccnenosanus

IlepBoHauanbHas

OIICHKa

Kaxpie
Mec

6

Kaxnapie 12
Mec

OnuH pa3
B2 roga

HO}ITBep)RIIEHl/Ie JAHAr"Ho3a

AHaMHe3 00J1e3HH

Kunnuyeckuii ocMoTp

PocrT, Bec, OKpyKHOCTb TOJIOBBI

BbBIHOCIMBOCTE

sl

w4 A

Ouenka HHC

Kommnrprotepras Tomorpadus mwiu MPT
TOJIOBHOT'O MO3Ta

s

KoruutusHoe TectupoBanre (DQ/IQ)?

CKOpOoCTb  HEpBHOM  NPOBOAUMOCTH/
SMI'

s

Ouenka ciayxa

AynuomeTpus

OueHka 3peHust

OctpoTa 3peHus

OCMOTp TJIa3HOTO JHaA

| A

I/ICCJ'IGZ[OBEIHI/IG POTOBHUIIBI

JbIxaTejqbHas cucreMa

DBJI

HccnenoBanue cHa/moJMcoMHorpagus

e

P[] AR [

O0cJsienoBanne cepaevdHO-COCYIUCTOM
CHCTEMbI

DneKTpoKapaIuorpaMma

Oxokapauorpapus

s

OnopHo-IBUraTebHbIN annapar

Pentrenorpaduu ckenera

Key104HO-KMILIEYHBIH TPAKT

Y31 opraHoB OpIONIHOM  IOJIOCTH;
00bEM cele3eHKH, TIEYeHU

<A [

JlabopaTopHble ucciie10BaHus

Onpenenenne AT

Ha6J'IIOI[CHI/IC MHaluECHTOB C MIIC I BkIIOYAET BBISIBICHUE OCIIOKHEHHH OCHOBHOT'O 3a00JICBaHUS

Y COMYTCTBYIOIIUX COCTOSIHUIA.

e JIns QUMarHOCTHKM OOCTPYKTMBHOI'O allHO? CHA MPOBOJUTCS IMOJMCOMHOrpadus, KoTopas
MO3BOJIIET ONPEJEINUTh XapaKTep JbIXaTEeNIbHbIX HapyUIEHUH (MCKIIOUUTH LEHTPAIbHBIN
reHe3, CBS3b C TUNepTpoduel aJeHOUIOB, CEpACYHON HEJOCTATOYHOCTHIO MIIM KOMILIEKC

MIPUYH).

o KiumHuyeckas KapTHHAa HEBPOJOTUYECKUX TPOSBICHUA U PE3yIbTaThl OOBEKTHUBHBIX
METOJIOB 00CJIeJOBaHMsI HE BCEr/la KOPPEIUpYyHOT. Pe3ynpTaThl MarHMUTHO-PE30HAHCHOM
tomorpadun (MPT) ronoBHoro mosra manueHToB ¢ MIIC He SBIAIOTCS NMArHOCTHYECKU
3HAUYMMBIMH ISl ONIPE/IENICHNs] KOTHUTUBHOTO Aeduimra.

lﬂﬂﬂ Jnereil crapuie 3 JeT; pacCTOsiHME, MPOHJeHHOe 3a 6 MHUHYT (NPEANOYTUTEIbHBIM SIBISETCS TOT XKe
MIPOMEXYTOK BPEMEHH, YTO M B MPEIbIIYIINX TECTaX 3TOr0 MalMeHTa); YUCJIO CTyNeHeH, MPOHJeHHBIX BBEPX 3a 3
MuHyTHI. OLeHHUBarOTCs oKazaresu caryparuu SPO2, YJI/I, HCC 1o u mocie Harpy3Ku.

2

DQ wmu Koaddunment ymcrBennoro paszsutus (KYP) - crnoco® cpaBHEHHsS HHTEIUIEKTYaJIbHOTO DPa3BUTHS,

CBOMCTBEHHOI'O JAHHOMY BO3paACTy (yMCTBGHHLIX CIIOCOOHOCTEMH pe6eHKa II0 OTHOLICHHUKO K €TI0 CBepCTHI/IKaM), C

XPOHOJIOTUYECKUM BO3pacToM ((haKTHIECKUM BO3PacTOM pedeHKa).

KVYP paccuntbiBaeTcst AeieHHEM WHTEIUICKTYaJbHOTO BO3pacTa Ha XPOHOJIOTHMUECKHA U yMHOXKeHHeM Ha 100 mist
nmosrydeHust menoro uucia. CpemHuit kod(hQHUIMEHT YMCTBEHHOTO pa3BUTHS JJIs JIOOOTO BO3pacTa CUUTACTCS

pasabiM 100.
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e CrumymnsimonHasi 3nekTponeripomuorpadus (OHMI') mo3BossieT onmpenenuTh cAaBiICHUE
CPEIMHHOIO HEpBa JaXX€ N0 IOSABICHUS CHUMITOMOB M JOJDKHA IIPOBOAWUTHCSA, HAYHMHASA C
BO3pacta 4-5 JIeT, eKeroHo.

e Perynspuoe mnposenenne OKI, Dxo-KI, xonarepockoro wmonutopupoBanus OIKI,
CYTOYHOI'O MOHMTOpPMHIA apTEepPUAJIbHOIO JaBJIEHUS HEOOXOAMMO MalMeHTaM C JaHHOH
[IATOJIOTUEHN, TaK KakK C PaHHEro0 BO3pacTa y HUX OTMEYAIOTCS CEpAECUHO-COCYAUCTHIE
HapyILICHNUS.

e CKpUHMHI Ha KJIMHUYECKHUE U BU3YyaJIU3allMOHHbIE PU3HAKU KOMIIPECCUM CIIMHHOI'O MO3Ta.
HectaObunpHOCTh  aTJIAaHTOAKCHAJILHOTO ~ CycTaBa  MOXET  ObITh  BBIBIEGHA  IIpU
peHTreHorpaguu IEHHOro OTAela IO03BOHOYHMKA C  Harpy3koi, OJHaKo A
MOJTBEPXKICHUSI KOMIIPECCHU CIIMHHOTO MO3ra BCIEACTBUE YTOJIIEHHUS €ro 000J0YeK
Tpedyercs npoeaeHue MPT.

e [Ilpu pentrenorpadpun rpyanoit kimetku npu MIIC 1 H ompenensercs ykopoueHue u
pacupenue quagu3oB TPyOUYaThIX KOCTEH. YIUIOUIEHHWE U PACIIMPEHUE TYPELKOro celyia,
KJIFOBOBHJIHAs (pOpMa TeJl ITO3BOHKOB.

e [lpu penrtreHonormueckoM uccienoBannu ckenera aereit ¢ MIIC IS BroisBisiIOTCS TE XKe
M3MEHEHUs, 4YTo U npu cuHapome ['ypiepa, HO MeHee BblpaxeHHbIe. [Ipu peHTrenorpaguu
Ta300€APEHHBIX CYCTaBOB ONPEENISIETCS AUCIUIA3Us TOJIOBKU O€JpEHHON KOCTH.

INTPUMEPBI IUATHO30B

1. Myxononucaxopuoos I muna cunopom Iypnep-Llleiie. Ymcmeennas omcmanocme nézkoi
cmenenu ¢ neoopazeumuem pedu 2 yposHs. [ucnanus. Kapouomuonamus eémopuunas.
Heoocmamounocme aopmanvHozo knanana Il cmenenu, HedocmamoyHoCmb Klanawa
cmeona Jne2ounou apmepuu u mumpanvroeo kaanawa I cmenenu. HK [-II cmenenu.
Jucnnazus nossonounuxa, momanvHas gopma. Hecmabunbnocms Kpanuaivhozo omoena
no36oHounuxka. Cmenos no360HOYHO20 KAHANA 6e3 KOMApeccuu CNUHHO20 M032a HA YPOBHE
noseonkog CI1-C3. Bopoukoobpasnas depopmayus epyonoii knemxu Il cm. Kugpockonuos I-
Il cm. Spina bifida L4-L5-S1. Coxa valga. MHnooxcecmesenuvie KOHmMpakmypovl KPYNHuIX U
MeaKkux cycmaeos. Jleghopmayus 2onerocmonuwvix cycmagos. Comamuyeckas 3a0epircKa
pocma. Aoenouodwvr II-III cmenenu. I'unepmpocpua munoanun I cmenenu. ughghyznasn
kepamonamus.  Ilomymuenue  pocosuyvl.  Ymonwenue cemuamku. YniomueHue
xpyemanuka. Ilynounas epuidrca.

2. Mpyxononucaxapuooz I muna (Cunopom Illeiie). Hapywienue ocanku CKOIUOMUYECKO20
muna. Ocmeoxonoponamusi wielno2o omoena no3eoHounuxa. Kowmpaxmypa KonenHvlx
cycmaeos. Komwmpaxmypa nyuezansicmuuvix cycmaeos. Kapnanouwiti cunopom ¢ 08yx
cmopon. Cocmosinue nocie OnepamusHo20 JjedyeHus. Bmopuunas rkapouomuonamus.
Heoocmamounocme  mumpanvnoco knanana. Mukcomamos cmeopoxk MUMPAIbHO2O0
knanaua. Ilapyuanvnoe napyuwenue xoenumugHvlx @yukyui. OU eunepmemponuueckuti
acmuemamusm obpamuo2o muna, kepamonamus, snumenuonamus 2-3 cm.

3. Myxononucaxapuoos I muna (bonesnv ['ypaep). [lleunwiii cunepropoos. [Ipasocmoponnuil
epyonou  cxonuoz II-III  cmenenu. Kunesuomas oOeghopmayus 2epyoHOU  Klemxu.
MHnooicecmeennvie  KOHMpAKmypvl GepXHUX U HUJCHUX KOHeuHocmel. Banweycnas
oehopmayus HUMCHUX KOHEYHOCmel C GepPUUHOlN HA YPOBHE KOJNEHHbIX CYCMABOS.
IInockosanveycnaa oegopmayus cmon Il cmenenu. Kapouomuonamus emopuunas.
Mukcomamos cmeopok MumpanibHo20 Kianaud, HedoCmamoyHoOCmb MUMPAIbHO20 KIANaHa
2 cmenenu, HedocmamouyHocmv aopmanvhoco kianana. HK I-1IA cm. [ucgynkyus
cumycogoeo  ysia  JK30pmanvm,  NOMYMHEHUe  PO2o8UYbl  CpeoHell  CmeneHu.
T'unepmemponus cnabou cmenenu. [Imoz 1 cm. Temnosasn 3a0epiicka peuesoco pa3eumusl.
Cunopom 3anacmuozo kaunana. Jusapmpus. [lynounas epuirca.
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JIEYHEHHUE

[oBbIlIeHUE KOHIICHTPAIIMY JAepMaTaH- U renapaHcyibdara B MOYS, CHIXKCHIE WIH OTCYTCTBHE
aKTUBHOCTHU (hepMeHTa alb(a-uIypHOHNUIA3BI B KIIETKAX

v
v v v

MIIC1H (I'ypaepa) MIIC1H/S (T'ypnepa — Llleiie) MIICI1S (Illetie)

\ 4 A\ 4 \ 4

Anpaypazum 100 mr/kr/B Henenro, BB

v v
MIIC1H MIIC1H/S
<2 nmet >2 ner anpIypazuMm
v v

rnepecajika anbIypa3suM
CTBOJIOBBIX

KJICTOK

+anpaypasum

Puc. 1. Cxema tepanuu MIIC 1 tuna.

1. ®epmenmozamecmumenvnas mepanus (O3T).

[TpoBoautcs maponuaasoit (Ambaypaszum; kon ATX A16ABOS).

B 1 wmn pactBopa coaepxkutca 100 EJl (mpubmusutensHo 0,58 wmr) maponumassl. IOTO
pekoMOMHaHTHast  gopma  yenoBeueckod  anbda-L-unypoHugassl, npousBoauMas  C
UCIIOJIb30BaHUEM TexHojoruu pexkoMOuHanTHOM JIHK B kneTouHol KynbType KHUTaWCKHX
xoMmsiukoB. @3T mpenHazHaueHa 11 BOCCTAHOBJIEHHS YPOBHSI SH3MMAaTH4YECKOW aKTUBHOCTH,
JIOCTaTOYHOTO I TUAPOJIN3a HAKOIJIEHHBIX INIMKO3aMUHOITIMKAHOB U JUISl IPEJOTBPAILCHUS UX
nanpHeimero HakoruieHus. [locne BBeneHUs JapoHHIa3a OBICTPO BBIBOJAUTCS U3 CHUCTEMHOIO
KPOBOTOKA W TMOTJIOIIAETCS KJIETKaMH, IMOCTyMasi B UX JIM30COMBI 4epe3 MaHHO30-6-pocTaTHbIE
penentopsl. PEeKOMEHIOBaHHBIM PEXHUM JO3UPOBAaHUSA: €XKEHEIENbHOE BBelneHue B no3ze 100
EJl/xr B Buzne B/B nundy3uu. HavganbHas ckopocTh BBefeHUs, coctaBisitomas 2 EJI/kr/4, nmpu
XOpoIIEeH MEPEHOCUMOCTH MOXET MOCTENEHHO YBEINYMBATHCS KaXKAble 15 MUH, MaKCUMalIbHO
1o 43 EJl/xr/4. Becy He0OX0AUMBIN 00BEM pacTBOpa JOJKEH ObITh BBEAECH MPUOIUZUTEIBHO B
TedeHne 3—4 4. Ilpemapar MOKHO MCNONB30BaTh IEpe] TPAHCIUIAHTALMEH KOCTHOIO MO3ra,
HEINOCPEICTBEHHO MOCIIE Hee, a Tak)Ke MOCJie TPAHCIUIAHTAalluU OT TeTEPO3UTOTHOTO JOHOPA MpHU
HETOJHOM BBITECHEHMH KIIETOK PELUITUEHTA JOHOPCKUMHU KIIETKAMH.

2. Tpancnnanmayua kocmuozo mozea (TKM) mpoBoaumtcs manuentam ¢ MIIC 1H o
JOCTHIKCHUSA BO3pacTa ABYX JICT IIPU HOPMAJIBHBIX HWJIA CY6H0pMaJ'IBHI)IX IMMOKAa3aTCJIsAX pa3BUTUA
(DQ>70). Jlyumiue pe3yabTaThl MOJIydeHBI TPU HCIIOJIB30BAHUHM CTBOJIOBBIX KJIETOK KOCTHOTO
mo3ra HLA-coBMecTUMBIX POACTBECHHBIX JOHOPOB HMJIKM CTBOJIOBBIX KJICTOK Hyr[OBHHHOﬁ KpOoBU
poactBeHHBIX JOHOpOoB. TKM Beaer K yMEHBIIEHUIO pPa3MEPOB MEUYEHH M CEJIE3€HKH,
VIIYUIICHUIO (DYHKIMHA JIbIXaTeIbHON B CepACYHO—COCYIUCTON cucTeM. [loMyTHEHHE POTOBUIIBI
YMCHbBIIACTCA MCIJICHHO, IMPU 3TOM, HC HCUYC3asd IMMOJIHOCTLIO; C@OpMHpOBaHHHB U3MCHCHUA
CKeJleTa, 0COOEHHO MO3BOHOYHOIO CTOJI0A, TAK)KE HE KYITUPIOTCS B IIOJTHOM O0BbEME.
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3. Cumnmomamuyeckas mepanus

e Ilpu cooOmaromieiics  ruapounedaiud  MOKa3aHO  BEHTPHKYJO-NEPUTOHeATbHOe
myHTupoBanue. [lammentam ¢ MIIC II Tuma ¢ mOporpeccUpyromuM yBEIUYEHUEM
KEITYA0IKOB 10 AaHHBIM MPT u/unu nmoaTBepkAEHHBIM MOBBIIICHUEM JIaBICHUS 1epeOpo-
CIIMHAJILHOM >kuakocTH 6osiee 25-30 cm BomHorO crosba (18-22 MM pT. cT.).

e (CrapieHue COMHHOIO MO3ra MPUBOJIUT K HEOOPATUMBIM HEBPOJOTUYECKUM HAPYIICHUSIM,
MO3TOMY TP TMOSBICHUM TEPBBIX CHUMITOMOB HEOOXOJUMO paccMaTpUBaTh BOMPOC O
AEKOMIIPECCUPYIOLIeil ONepaliH /10 OSIBJICHUS BbIPAKEHHBIX HAPYILICHUI.

e [lanmenrtam ¢ HapymeHHeM (QYHKIMHA KACTEH WM C HapyIIEHHEM HEPBHOH NMPOBOAMMOCTH
no pesyiabraram JHMI' nokaszana onepaiusi JeKOMIPECCHH HEPBHBIX CTBOJIOB, KOTOpas
MPUBOJIUT K OBICTPOMY CTOMKOMY yiydlieHuio (yHKIH. YacToTa peuuIMBOB KapraibHOIO
TOHHEJIBHOTO CHHJpOMAa Yy maiueHToB ¢ pasznuudbiMu tunamu MIIC  HeusBecTHa.
[TockonpKy MOBTOpHAs KOMIIpECCHsI MEAMAHHOTO HEpBa BCJEACTBUE pyOLIEBaHUSA WU
OTJIOKEHUS TJIMKO3aMHUHOTIIMKAHOB BO3MOKHA, HEOOXOIMMO MPOI0JDKATh HAOIOICHHE.

e Koppekuusi CcepAeUHO-COCYJUCTOM  HEIOCTaTOYHOCTH, AapTepUaIbHON  THIIEPTEH3UHU
MIPOBOJIUTCS CTAHAAPTHBIMU METO/IAMH KOHCEPBATHBHOIO JIEYeHHUS IPUHATHIMU B JE€TCKOU
Kapauosiorud. [lo mokazaHusM pemaeTcss BOMPOC O HEOOXOAUMOCTH XUPYPrHUYECKOM
KOPpPEKLHUH.

e JleueHrne TIOBEJNEHYECKUX HAPYIICHUN MPOBOJUTCS  ICHUXPOHEBPOJIOTOM, OOBIYHO
UCIIOJIB3YIOTCSl CEIaTUBHBIC CPECTBA, TPAHKBUIM3ATOPHI, KOPPEKTOPHI NOBeACHUS. BBIOOp
npenapara, J103UpOBKa, JIUTEIbHOCTh Kypca ONpPENestOTCs WHIMBHAyanbHO. HaunnHaroT
MpPUEM JIaHHBIX TMpEenapaToB IMOJ TINATEIbHBIM BpadyeOHBIM KOHTPOJEM B YCIOBHUSX
KPYTJIIOCYTOYHOTO / JHEBHOTO CTAaIlOHApA.

e [lpu cHUMNTOMAaTHYECKOM HNUJIEICUM HA3HAYAKOTCS AHTHKOHBYJbCAHTBI, OJHAKO
JIO3UPOBKHA MCIOJIB3YIOT MEHBIIE CPEAHETEPANICBTUYECKUX ISl CHHDKEHUS PUCKA Pa3BUTHUS
BO3MOXXHBIX HexenarenbHbIXx 3¢ ¢dekrtoB. [logdop aHTUKOHBYIbCAHTAa OCYIIECTBISETCS
MICUXOHEBPOJOrOM B  3aBUCUMOCTM OT BHJA NPUCTYNOB, JOKaIW3alMh oOyara
MaTOJIOTMYECKON aKTUBHOCTH.

e [lpu odrambMOIOTHYECKUX HAPYIIEHUSX MPOBOIUTCSA JICYCHHE IO TOKa3aHUsIM, MOA00p
TEepanuu OCYILIECTBIAETCS HA OCHOBAHMM PEKOMEHIALMU MO JICUEHHUID COOTBETCTBYIOLIUX
HO30JIOTHH.

e Opronennueckasi KOPpPeKUMs HapYIIEHUS OCAHKU, TYrOMOJBHKHOCTU CYCTaBOB C
HCIOJIb30BaHNEM HEXUPYPTHUYECKHX METOJOB BKIIOYAeT (DU3UOIPOLEAYpPhl U MPUMEHEHHE
OPTONEANYECKUX YCTPOMCTB. 110 moka3zaHWsIM OCYHIECTBIISIOT APTPOCKOMHUIO, MPOBOIUTCS
XUpyprudeckas 3aMeHa Ta300€IpeHHOr0 WM KOJIIEHHOTO CYCTaBa, HCIpPAaBIEHUE OCU
HKHEN KOHEYHOCTH.

e PeuunuBupyronme OTHTHI, YacThle PECHUPATOPHBIE 3a00JIEBAaHUSI BEPXHHUX JbIXaTEIbHBIX
nyTed TpeOyIOT MPOBEACHUS CHUMITOMATHUYECKOH, MO MOKa3aHUSM - aHTHOAKTepHaTbHOM
Tepanuu, a TaKXKe XUPYPrHUYeCKOro BMEMIAaTeIhCcTBA. [Ipu CHMXEHWUHW ciyxa — MOoa00p U
HOIIIEHUE CIYXOBBIX ammapaToB. OOCTpYKTHBHBIE allHO? BO CHE TPeOyHOT MPUMEHEHUS
OKCUT€HOTEPAIHH.

e Kapuec U abCIeCcChl — TUTHEHA MOJIOCTH PTa U DKCTPAKIIHS 3yO0B MPU HEOOXOAMMOCTH.

AKTHBHasi MIMMYHM3aIUA
Yacteie pecrnupaTopHble HMH(PEKIUU  OOYCIOBIMBAIOT  II€JIECOO0PA3HOCTh  MPOBEACHUS
BaKI[MHAIIMY TTAIIUEHTOB MTPOTHB THEBMOKOKKOBOM ¥ TeMO(UIIbHON MHDEKITHHA.

AHecTe3H0JIOTHYecKHe MMoco0Ous

[Tpu mpoBeneHun oOIIeH aHecTe3UH HEOOXOTUMO MOMHHUTH O BBICOKOM PHCKE KOMITPECCHH
CIIMHHOTO MO3Ta BCJIEICTBHE HECTAOMIBHOCTH aTJIAHTOAKCHAJIBHOTO cycTaBa. KopoTkas tes,
OTpaHUYEHHUE TOABMKHOCTH HIKHEW YETIOCTH, YBEIMUCHHE S3bIKA, BBIPAXKEHHAsI TUIIEPTPOdus
aJICHOMJIOB M MUHJIAJIMH CO3al0T MPOOJIEMBI MTPU MPOBEACHUN aHECTE3HOIOTUUECKOTO TIOCOOuSI,
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MIOTOMY NPEANOYTEHUE CIEAYeT OTAABaTh MECTHOMY WJIM PETMOHAIBHOMY 00€300JIMBaHUIO.
[TarueHT  OpeaBapUTENBHO  KOHCYJIBTHPYETCS ~ KapAHOJIOIOM,  OTOPHHOJIAPUHIOJIOIOM,
aHeCTe31O0JIOroM, HeBpomnarosioromM. O0s3aTebHO IMPOBEJEHHUE IMOJHOIO KapAHOJIOTHYECKOro
oOce1oBaHus, TOTMCOMHOTpaguu (U1 BBIBICHUS CTENEHM JbIXaTEeIbHBIX HAPYLICHUH), TpU
HEOOXOJMMOCTH - SHJOCKONMHM HOCOIJIOTKM W  KOMIIBIOTEPHOH TOMOTpauM JIETKHX.
OnepaTtrBHOE BMEUIATENBCTBO C AHECTE3UEH HEOOXO0IMMO IPOBOJANUTDH B KPYITHBIX MEIULIUHCKUX
neHrpax, umeronmmx OPUT, Tak kak uMHTYyOamuss W MOCIEAyHOIIas HKCTyOauus Yy TaKUxX
[AIMEHTOB MOKET BbI3BaTh 3aTPYAHECHHUS.

Peabninranus

[Tamenty ¢  Mmykomonmucaxapuzo3oM | rtuma  ¢usmorepameBToM U BpayoM-JIOK
pa3pabaTbIBaeTCs MHAMBUIYAIBHBIH Kypc peadMIMTaluy, BKJIFOYAIOUIMA Maccax, JeueOHYIo
GU3KyIBTYpY, GU3NOTEPANIEBTUUYECCKUE IPOIETyphl (MATHUTOTEPANTUIO, TEPMOTEPAIIHIO, YAAPHO-
BOJIHOBYIO TE€paIuio, METo OMOI0ruueckoil 0OpaTHOM CBSI3U U Ipyrue MpoLEeaypbl).
Peabunuranmonnsie kypewl (Maccax, JIOK, ¢usuonponenypsl, MCUXOIOrO—IeIarorndeckas
IIOMOIIIb) JK€JIaTeIbHO MPOBOAMUTH B YCIOBUSX JHEBHOIO CTAL[MOHApa MIPOBOJUTCS C YacTOTOH 3-
4 paza B roji, JJINTEIbHOCTh — ONPEAEIAETCS TSHKECThIO COCTOSIHUS U OTBETOM Ha MPOBOJIUMBIE
MEPOIPUSTHS.

Ilcuxonoro-nexaroruyeckasi HoMoIub

[TpoBOIUTCS B KOMIUIEKCE peaOMIMTAMOHHBIX MeponpuiaTuii. KoppekunoHHO-TIearornaeckoe
BO3/ICHUCTBUE OINpPENENIeTCss B 3aBUCUMOCTH OT TSKECTH M JJIUTEIbHOCTH TeueHHs OOJe3HH,
CTPYKTYpBI HApYLIECHUH 310POBbsl, CTEIICHU HEIOPA3BUTHS [I03HABATEIBLHOMN ACSITEIBHOCTH, THIIA
SMOLIMOHAJIBHOTO  pearupoBaHMs, OCOOEHHOCTeW  moBeneHMs  peOeHka.  Bxirouenue
KOPPEKLUOHHO-TIEJarOTUYECKOI0  CONPOBOXKJIEHHUS B KOMIUIEKC ~ BOCCTaHOBUTEIBHBIX
MEpONPUATHIA 00ecreurBaeT JOMOJHUTEIbHYIO OLEHKY TMHAMUKH IICUXUYECKOIr0 Pa3BUTH Kak
OJIHOTO M3 BaXHBIX TIOKa3aTelied COCTOSHUS 3[0pOBBbS, TOBBIIAET A(P(PEKTUBHOCTH
TepaneBTUUECKUX BMEIIATENbCTB, CHIYKAET SKOHOMUYECKOoe OpeMsl TaHHOM MaTOJIOTHHU 3a CYET
COLIMANM3allMy MAalMEHTOB M COXPAHEHMsI INCUXOJIOIMYECKOTO IMOTEHIMAala TPYAOCIOCOOHBIX
YJICHOB CEMBH.

IMTausimaTuBHAs1 NIOMOILIb

HeoOxonnMo oka3aHue BCECTOPOHHEH TOMOIIM (MEIMIMHCKOM, TIICHXOCOIHMAIbHON U
MaTepHaJIbHON) JETSAM C HEU3JIEUYMMBIMH OTPAaHWYMBAIOLIIUMH CPOK >KHU3HHU 3abosieBaHusMH. B
COCTaB INAJINIMaTUBHBIX CJ'Iy>K6 BXOIAT Bpaud, MECAULIMWMHCKHUE CCCTPHBI, ICUXOJOTH U CONUAIbHBIC
paboTHuku. HecMOTps Ha TsXKenoe COCTOSIHHE U TIOCTOSIHHYIO MOTPEOHOCTh B MOHUTOPHHTE, BCE
MalMEeHTHl TPEUMYIIECTBEHHO HAXOJATCA JoMa B KPYr'y cBoed ceMbu U Apy3ei. OCHOBHOM
LEeNbI0 paboThl MAIMATUBHBIX CIIYKO SIBJISIETCS CO3/JaHUE BCEX HEOOXOJMMBIX YCIOBHM s
oOecrieyeHus HaXO0XJICHU OONBLHBIX B AOMAalIHUX YCJIOBHUAX, @ HEC B CTCHaxX JIEYeOHOT0
YUPEXKACHUS, YTO MO3BOJSIET HE TOJIBKO YAyUIIUTh Ka4eCTBO )KU3HU OOJIBHBIX M UX CEMEi, HO U
CYLIECTBEHHO CHU3MTH T'OCYIapCTBEHHBIE 3aTpaThl Ha IOCTOSIHHOE CTAallMOHApHOE JIEYCHHE
TaKHUX MalMEeHTOB.

ITPOI'HO3

Myxkonoaucaxapuaos I H - Tszkenas ¢gpopma

B cpenHeM mpoOAOMKHUTENBHOCTh JKU3HM TAIMEHTOB cocTaBisieT mnpuMepHo 10 er.
JpixarenbHass W cepAeyHas HEJOCTaTOYHOCTb, OOCTPYKTHBHBIE TMPOLECCHl  BEPXHUX
JIBIXaTeIBHBIX MyTeH 1 HHPEKIIUU — YCYTyOJISIOT MPOTHO3.

Myxkonoaucaxapuno3 tum I S - nerkas popma
HpOIIOJDKI/ITe.HBHOCTB KU3HU MOXET 6BITI> HE€ N3MCHCHA U O6yC.HOBJII/IBaeTCSI q)eHOTI/IHI/I‘{eCKI/IMI/I
MPOSIBIICHUSIMU MATOJIOTHUYECKOT0 IpoIecca.

14



Myxkonoaucaxapuno3 Tun I H/S - npomexxyrounas ¢popma
CKOpOCTh MporpeccupoBaHus 3a00JieBaHMs 3aHMMAET IPOMEKYTOUHOE IOJI0XKEHUE MEXKIY
cunapomamu ['ypnep u Illeie.
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