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Karwuesbie ciioBa
Anbsda-L-ugyponunnasa,;
['mMuko3aMHUHOTTTMKAHBI,
Heru;
Myxkononucaxapuaos;
Jlaponunaza
JInzocoMHbIe 00JIE3HN HAKOTICHUS
Cunnpom I'ypnep (mykonomucaxapuno3 [ H - tsoxenast popma);
Cungpom I'ypraep-Ileiie (mykononucaxapunos [ H-S - mpomexyrounas ¢opma);
Cunapowm letie (mykononucaxapuaos I S - nerkas ¢popma);
depMeHTHAs 3aMECTUTENbHAs TepaIlus.

TpaHCHHaHTaLII/DI TEMOIIO3TUYCCKUX CTBOJIOBBIX KJICTOK



Cnmcok cokpameHui
AJIT — ananmHamMuHOTpaHChepa3a
ACT — acniapratamMmuHOTpaHcdepasza
I'ATl" - ruKo3aMUHOTIIMKAHBI
KT — xommbrotepHas Tomorpadpus
JIAI" — nakTaTaeruaporeHasa
K®K — kpearundochoknnaza
MIIC - mykononncaxapuaos
MPT — MarHuTHO-pe30HaHCHAs TOMOTrpadus
TI'CK - TpaHCIUIaHTAlIMM T€MOITOATUYECKUX CTBOJIOBBIX KJIETOK
Y31 — ynbTpa3ByKOBOE UCCIIEIOBaHHE
OB/l — ¢yHKIUS BHEIIHETO JBIXaHUS
O3T — pepmenTHas 3aMeCTUTENIbHAS TepaIUs
[P — memounas pocdaraza
OKT — snexrpokapauorpadus
OMI — sanekrpomuorpadun
OHMI - sanektponeiipomuorpadus
9x0-KI" — axokapauorpadus

90T — sanexTposHuedanorpadus



TepMuHbI U onpeaeIeHUs
@depMeHTHAsI 3aMeCTUTEIbHASI TePaNusl — JICUCHUE, 3aKITF0YAIONICecs B MOKU3HEHHOM
BBEJICHHM Tpenapara (peKOMOMHAHTHOTO (epMEeHTa) IMalMEeHTaM C BPOXKJACHHBIM JePEKTOM

MeTadoIn3Ma.



1. Kparkas nunpopmanus

1.1 Onpeneaenune

Myxkonosmcaxapuaossl (MIIC) - rpynmna HacieICTBEHHBIX 0oJie3Hel 0OMeHa BEIIECTB,
CBSI3aHHBIX C HapylleHueM Metabonu3ma rimko3amuHornukaHo (I'AIY), npuBonsmee k
MYJIbTHOPraHHOMY MopaxeHuto. OOycIOoBIEHbI [aHHbIE 3a00J€BaHUSA MyTallUSIMU TI'EHOB,
KOHTPOJIUPYIOLIHMX MPOIECC BHYTPHIN30COMHOIO THIPOJIN3a Makpomosekya [1-3].

Mykonosmcaxapuao3 | Tuma - HaciencTBeHHas JIM30COMHAas OOJIE3Hb HAKOIUICHUS,
oOycioBieHHas aeduuuToM pepmenTa anbda-L-uaypoHuia3bl 1 IPOTEKAOMAs C PA3INYHBIMU
KJIMHUYECKMMH MPOSBICHUSAMHU: YMCTBEHHOM OTCTaJIOCTBIO, NOPaKEHHEM HEPBHOM CHCTEMBI,
CEepACYHO-JICTOYHBIMU  HApPYIIEHUSAMH,  Te€NaTo-CIUIEHOMErajauen,  3aJep:KKOM  pocTa,
MHOKECTBEHHBIM JH30CTO30M, [IOMYTHEHHEM POrOBHIIbI. Bce BhllenepedrcieHHble TPU3HAKU

MMPUBOJAT K HHBAJIUIHU3AIUH,.

1.2 DTHOJOIrUS ¥ IATOreHe3

®epmeHT o-L-uayponunasa, yuactsyer B karabonusme nsyx ['Al' — nepmarancynbdara
u renapancyiabdara. Hakorienue I'Al" oTMeuaeTcs MpakTHUECKU BO BCEX OpraHax U TKaHSX : B
XpsIlaxX, CyXOKWIMSIX, HaJIKOCTHULE, SHIOKApJE U COCYAMCTON CTEHKE, II€UYEHHU, CEJIE3€HKE U
HepBOM TKaHU. OTEK MArKOM MO3roBOoM OOOJOYKM BBI3BIBAET YACTHUYHYI OKKIIIO3HIO
cy0apaxHOMIANBHBIX TPOCTPAHCTB, YTO MPHBOAMT K IPOTPECCHPYIOUICH BHYTPEHHEH U
Hapy>KHOU ruaporedanum.

ITopakaroTcsi KJIETKM KOpbl OOJBIIOrO MO3ra, Tajlamyca, CTBOJIA, MEPEIHUX POroB.
TyronoABM>XHOCTh CYCTAaBOB SIBJISIETCSl pe3yJabTaToM JjAedopmanuu MeTapu3oB, YTONIIEHUE
CyCTaBHOHN Karicynbl o0ycioBieHo oTioxeHueM B Hell ['AI' u ¢ubOpozom. OOcTpykius
JBIXaTEJIbHBIX IyTEH SIBISETCS CIEACTBUEM CY)KEHHs Tpaxew, YTOJIIEHHs T'OJOCOBBIX CBS30K,
U30BITOYHOCTH OTCYHBIX TKaHEH B BEPXHHX JbIXaTeNbHBIX MyTsx. [1-3].

Breinenstor Tpu gpopmur MIIC mun |
- curpom ['yprnep (mykononucaxapuno3 I H - Tsoxenas popma),

- cunipoM ['ypnep-Illeite (mykononucaxapuno3 I H/S- mpomexxyrounas gpopma).
- cunzipom Illeite (mykomonucaxapuno3 I S - nerkas ¢popma),
Tun nacnenoBanus: ayrocomHo-pernieccuBHbiid. ['en IDUA, konupyronuii ansa-L-uxyponnnasy

JIOKaJIM30BaH B XPOMOCOMHO# obnactu 4p16.3.



1.3 DnuaeMuoJ10rust

MIIC 1 Bcrpeuaercs ¢ monmymasuuoHHod yactotor 1:40 000 - 1:100 000 >xuBBIX
HOBOPOXK/ICHHBIX.
MIIC I H BcTpeuaercs, o pa3HbIM JaHHBIM, C TOMYJISIIMOHHOK yacToToit 1:40 000 - 1:100 000
*)uBbIX HOBopokaeHHBIX., MIIC I H/S -- 1:40 000 - 1:100 000 >xuBbix HOBOpOkAeHHBIX; MIIC I

S -1:100 000 »)uBbIX HOBOPOKIECHHBIX.

1.4 Koguposanue no MKB-10

E76.0 - Mykononucaxapuios 1 Tuna

1.5 IlpuMepbl AMATHO30B

o Myxononucaxopuoos I muna cunopom I ypnep-Llletie. Ymcmeennas omcmanocmo né2koii
cmenenu ¢ Hedopazgumuem pedu 2 ypogusa. [ucnanus. Kapouomuonamus emopuynas.
Heoocmamounocms aopmanvrozo knanama Il cmenenu, neoocmamouynocms Kianawa
cmeona n1e2ouHol apmepuu u mumpanvrozo kianama I cmenenu. HK I-II cmenenu.
Hucnnazus noseonounuka, momanvuas popma. HecmadbunvbHocms kpanuanvHo2o omoena
no36oHouHuxka. CmeHo3 NO360HOYHO20 KAHANA 0e3 KOMHpeccuu CHUHHO20 MO032d HA
ypoeue nozeonkos CI-C3. Bopoukxoobpasnas oegopmayus epyonou xaemku Il cm.
Kugpockonuoz I-II cm. Spina bifida L4-L5-S1. Coxa valga.  Mmnooicecmesennvie
KOHMPAKmypsvl KPYNHBIX U MEIKUX Cycmaegos. /legpopmayusi 201eHOCMONHbIX CYCMABOS.
Comamuueckas 3adepoicka pocma. Aoenouowt II-111 cmenenu. ['unepmpoghus munoanrun
Il  cmenenu. Jugpgysnas repamonamus. Ilomymnenue pocosuyvi. Ymonwenue
cemyamxu. Ynnomuenue xpycmanuka. Ilynounas epvioca

o Myxononucaxapuoosz I muna (Cunopom Illeiie). Hapywenue ocanku cKOIUOMUYLECKO20
muna. OcmeoxoHOponamusi wietino2o omoena no38oHouHuxa. Konmpakmypa KonieHHbIx
cycmasos. Koumpaxmypa nyuezansicmuuvix cycmaeos. Kapnanvuelii cunopom c¢ 08yX
cmopon. Cocmosnue nocie onepamueno2o jiedenus. Bmopuunas kapouomuonamusi.
Hedocmamounocms mumpanvuoco knanana. Muxcomamo3 CmMeoOpoK MUmMpaibHO20
karanaua. Ilapyuanvrnoe napywenue xoeHumuenvix gyuxyutl. OU cunepmemponudeckutl
acmuemamusm o6pamHo2o muna, kepamonamusl, Snumenuonamus 2-3 cm.

o Mpykononucaxapuooz I muna (6onesnv Iypaep). Lletinviti  eunepnopoos.
IIpasocmoponnuii epyonou cxoauo3 II-I1II cmenenu. Kunesuonas oeghopmayus epyoHou
kiemku. MHoolcecmeennvie KOHMpaAKmypvl GEPXHUX U  HUNCHUX  KOHEUYHOCMEll.

Banveycnaa oegopmayua Hudcnux KoHeuHocmel ¢ 6epUUHOU HA YPOBHE KONEHHbIX
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cycmasos. Ilnockosanveycnas oegopmayua cmon Il cmenenu. Kapouomuonamus

emopuunasn. Mukcomamo3z cmeopoK MUMPAIbHO2O KIANAHA, HeOOCMAMmoOYHOCHb
MUMPATLHO20 KNANauwa 2 cmenenu, HedocmamoyHocms aopmanvhozo kianana. HK I-11A
cm. Hucynkyus cunycogozo y3zia Ik3ogmanvm, nomymHeHue po208uyvl cpeoHell
cmenenu. I'unepmemponus craboti cmenenu. IImos 1 cm. Temnosas 3a0epoicka pewesoco

pazeumus. Cunopom 3anacmuozo kanana. Jusapmpus. [lynounas epwioca.

1.6 Knaccudukanus

B 3aBuCMMOCTH OT MEPBUYHOTO T'€HETHYECKOTO NedeKTa, MPHUBOJANICTO K CHIKESHUIO
AKTUBHOCTH JIM30COMHBIX (DEPMEHTOB BBIACISIOT HECKOJBKO THIIOB MYKOIOJIUCAaXapHI030B
(Tabmuna 1).

Tabmuua 1 — Knaccudukanus (Homenknarypa) MIIC

MIIC | Tum Cunppom l'en ®DepMeHTHBIN AedeKT Xpomo- OMIM
COMHasi
JIOKaNu-
3a1us
MIIC I H I'ypnep IDUA Hedunur anpda-L-unypornnnazer | 4p16.3 607014
|
MIIC 1 ['ypnep-1lleiie 607015
H/S
MIICIS Hleiie 607016
1 MIIC I XanTepa IDS JedunuT unm oTcyTCTBHE Xq28 309900
HUAypOHAT-2-CyIb(paTasbl
Jebumur uin oTcyTCTBHE
CyIb(QOUAYypOHAT Cyib(aTa3sl
Il MIIC IITA | Candumunmo 252900
SGSH Hedumut renapan-N-cynbdarassr | 17025.3
MIIC IIIB NAGLU Hedrmut N-anermi-o-D- 17921.2 252920
[IIFOKO3aMUHUIA3b
Hedruut N-anetwi-o-
TJIFOKO3aMHHU/1a3bl
MIIC IIIC HGSNAT | Jledbunur renapas-o- 8pl1.21 252930
raroko3amuaug N-
areTHITpaHchepasbl
MIIC IIID GNS Hedunut N-anerunrimokozamud- | 12914 252940
6- cynbdarassr
v MIIC IVA GALNS Jedummr ranakrozamuH-6- 16924/3 | 253000
Mopkwuo cynbhaTasbl
MIIC IVB GLB1 Jeduuut B-ramakro3umassl 3p21.33 253010
Vi MIIC VI Mapoto-Jlamu ARSB Hedumut N- 5014.1 253200
alleTHITaTaKTO3aMUH-4-
cynbhaTasbl
VIl MIIC VII | Cnas GUSB Jedurur B-rmokypoHunasst 7921.11 | 253220
IX MIIC IX Henocrarounocts | HYAL1 Jedumur ruamyponnaassl 3p21.31 | 601492
THaTypOHHUIa3bl

CoracHO KIIMHMYECKUM TMPOSBICHHUSIM BIICISIOT 3 (hopMbl MyKkomnosucaxapuaosa | tuna [1-3]:

o MIIC I H cunapom I'ypnep;




o MIIC I H/S cunnpom I'ypnep-Illeiie;
o MIIC IS cunapowm Illeiie.

1.7 Knuauyeckas KapTHHA

Myxkonoaucaxapuaos I H - Tsazkenas ¢popma

Cunonumsl: cuaapom ['ypuep, [lpaynaiepa-I'ypiep cunapom.

OcCHOBHbBIE ~ KJIIMHHYECKHE IIPOSIBICHUA: 3aJCpXKKa ICUXOMOTOPHOIO  pa3BHUTHA,
YMCTBEHHasl OTCTaJIOCTh, IpyOble YepThl JMIA, I[OPOKH KJIAMaHOB CepJla, [OMYTHEHHE
POTOBHIIBI, 33/ICPKKA POCTA, TYTOMOBIKHOCTh CycTaBoB [1-3].

Y OonpHBIX ¢ CHHIpOMOM ['yprep mnepBble KIMHUYECKHE IPU3HAKU 3a00JIeBaHUS
HOSABISIOTCS HAa NEPBOM IOy KHM3HM. B psnme ciyuyaeB, yxe C pOXKACHUsS HaOIIOAar0TCS
HE3HAYUTEJIbHOE YBEIMYEHUE [I€UEHH, IIyIOYHBbIE WM I1aXOBO-MOIIOHOYHBIE TI'DBDIKH.
XapakTepHbIE U3MEHEHUS 4EPT JIULA 110 THITY «TaprOUIM3Ma CTAHOBATCS OYEBUIHBIMU K KOHILY
nepBOro roja >ku3HH. Jpyrumu Hambosiee 4acThIMH MaHHU(ECTHBIMH CHUMITOMAMH SIBIISIOTCS
TYTOIOJIBUKHOCTh MEJIKMX M KPYIHBIX CYCTaBOB, KM(O3 HNOSICHUYHOIO OTJeNa MO3BOHOYHUKA
(MOsICHUYHBIN «TUOYC»), XPOHUUECKHUE OTUTHI M YacTble MHPEKIMOHHBIE 3a00I€BaHUS BEPXHUX
JpIxaTenbHbIX myTei. [lo Mepe mporpeccupoBaHus 3a001€BaHUsI NPUCOEIUHSAIOTCS CUMIITOMBI,
CBHJICTEIBCTBYIOIME O BOBJIECYEHUHM B IIATOJOTMYECKUN IIPOLECC BHYTPEHHUX OpPIaHOB,
CepACYHO-JIETOYHOM, IeHTpalbHOMl 1 mepudepudeckoil  HepBHOM cucteM. Benymumu
HEBPOJIOTUYECKMMHM CHMIITOMAaMH SIBJSIFOTCSI CHMJKEHUE WHTEIUIEKTa, 3aJEpKKa pPEUYEeBOro
Pa3BUTHSI, U3MEHEHHUSI MBIIIEYHOTO TOHYCA, CYXOXHWJIBHBIX PEQIIEKCOB, MOPAKEHUS YEPEITHBIX
HEPBOB, CMEIIaHHAasi U HEMPOCEHCOpHas TyroyxocTb. Yacto HaOmromaeTcs Mporpeccupyroliee
NOMYyTHEHHUE poroBullbl. bonbHble Morn6arT 00bIYHO B Bo3pacte A0 10 jer or obcTpyKuuu
JIbIXaTeNbHBIX MyTeH, peCIUpPaTOPHBIX HHPEKIHHI, CepAeYHON HETOCTATOYHOCTH.

BuemHnii Bua. Y HOBOPOXKIEHHOTO XApPAaKTEPHBIX IPOSBICHUH HE OTMEYarorT,
CHMIITOMATHKAa Yallleé BCEr0 Pa3BUBAECTCS Ha MEPBOM rony (¢ 6 MecsieB, HHOTA - Mo3ke, ¢ 18
Mecs1eB) XapaKTepHbl U3MEHEHMs YepT JHMIA M0 THIY«Tapromjin3May», KOTOpble CTaHOBSATCS
OUYEBHUIHBIMU K KOHILy MEPBOr0 Iojia KU3HU: OOJblIas TOJIOBA, BHICTYMAIONIUE JIOOHBIE OYIpHI,
HIMPOKHUE CKYJIBI,3alaBIIasl NEPEHOCHIIA, KOPOTKHE HOCOBBIE XOJbI C BBIBEPHYTBIMU KHapYXKHU
HO3APSMHU, TOIYOTKPBITHIH pOT, OOJBLION S3bIK, TOJICThIE TyObl. XapakTepHa 3a/epikKka
(MakcUMaJIbHBIA poCT cocTaBisieT okoyio 110 cM), KOTOPBIN MOTHOCTBIO OCTaHABIMBAETCs K 2-5
rogaMm. IIpm HHM3KOM pocTre y JeTed OTMEYaeTcs AUCIPONOPLUOHAIBHOE TEIOCIOKEHUE,
KOpOTKas 1iesl.

Koctras cucrema: Co cTopoHbl KOCTHO-cycTaBHOW cucteMbl ipu MIIC 1 BesABIIsIETCS
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MHOKECTBEHHAsl CHUMIITOMAaTHKa. Y BCeX MAIUEHTOB (OPMUPYETCS TYTOMOABHKHOCTh BCEX
IPYII CYyCTaBOB, B PE3yJIbTaTe KOHTPAKTYp MEX(aJaHTOBBIX CYCTaBOB M YKOpOUEHHSs (ayaHr,
obOpa3yroTcs nedopManuukucTed mo Tty "kortucroid mambl". Ta3zo0eqpeHHBIE CycTaBbI
chopMUpOBaHbl HEMPAaBUJIbHO, TOJOBKHM OEIPEHHBIX KOCTEH MajeHbKUEe, YIUIOUICHHbIC
Uy3ypUPOBaHHBIE, XapakTepHa coxa valgum. [TonB3gourHbie KOCTH
npuobperaror''Tpeyroybayo" nedopmanuoo. PeHTreHONnornyeckne U3MEHEeHus, BUAUMBIEC TPU
cunapome ['ypriep, OMHMCHIBAIOTCS KaK MHOXECTBEHHBINH IU30CTO3. ISl NIMHHBIX TPYyOUaThIX
KOCTel  XapakTepHO  pacmiMpeHue  auapu3oB,  PEHTTEHOJOTHYECKH  HEMpPaBWIBHO
nposiBisitoruecss Metapusbl U Anu@u3bl. Kirouuisl YKOpPOUEHBI, yTOJIIeHbl. Pebpa
OTHCBIBAIOTCS KAK«BECIOO0Pa3HBIE», HUX BEepTEOpAIbHBIC KOHIIBI CY)KEHBI, a CTEpHAJbHbIC -
YTOJNILEHbl U pacimupeHbl. PanaHru KUCTEW M CTOI YKOPOYEHbBI, MMEIOT TPalelUEeBUAHYIO
dopmy u pacmupennbie auapusbl. OOpMHUPYIOTCS IMIATUCIIOHAUIUS, KU(O3, KU(DOCKOIHO3.
[To3BOHKHM pacIIMpeHbl B MOMEPEYHHKE, BHICOTA X YMEHbIleHa. B yuacTkax, rue cpopmupoBan
k(o3 niar Ku(hOCKOIMO3, BEISIBICHO HEIOPA3BUTHE MOMEPEYHBIX OTPOCTKOB MO3BOHKOB MJIH MX
"s13p1Kk000pa3Has’ nedopmMarius.
LlenTpanpHas HEpBHAs CUCTEMA.

[Iporpeccupyronye ICUXUYECKHE pPACCTPOMCTBA XapakTepHbl st cuHapoma ['ypruep, B
To Bpems kak npu Msarkux ¢opmax MIIC I (cungpomsr ['yprep-Llleiie u 1lleiie) naTemmexT
OOJBHBIX  IpPaKTUYECKM HE  CTpajaeT WM  HaONIOAAIOTCS  JIETKUE  KOTHUTHBHbBIE
HapyueHus.[IlcuxoMoTopHOE pazBuTHE NpU CHHIpOME ['ypiep uieT ¢ 3aMeTHBIM BO3PACTHBIM
OTCTaBaHMEM M JIOCTUIaeT MAaKCHUMAaJbHOTO pAa3BUTUA Ha YypoBHE 2-4 JeT, 3aTeM
OCTaHaBJIMBAETCS U MEPEXOTUT (BMECTE C MOTOPHBIM Pa3BUTHEM) B CTaJIMI0 perpecca, JOCTUras
nosHoM jemeHuuH. OAHAKO CUCTEMAaTUYECKUE 3aHATUS, HAlpaBiIeHHbIE HAa pa3BUTHE
KOTHUTHBHBIX (YHKLHH, CHOCOOCTBYIOT Oojiee JUINTEIBHOMY COXPAHEHUIO MHTEIUIEKTA.
[ToBeneHueckue HapylleHMs: perpecc KOTHUTHUBHBIX (DYHKIMHA Hapsay ¢ TsDkENOH morepei
CllyXa, HEJOCTaTKOM CHA, BBI3BAHHBIM OOCTPYKTHMBHBIM aIlHO?3, OKa3bIBaIOT CYIIECTBEHHOE
BIUSHUE Ha TmoBefeHHe pebOeHka. [lo Mepe HapacTaHus KOTHUTHBHOTO JAeQHUIMTa K
TUIEPAaKTUBHOCTM U arpecCUBHOCTHU NOPUCOEIUHSIIOTCS ~ AyTUCTUYECKHE  YepThl.
MenukameHTO3Has Tepanus, HalnpaBleHHas Ha KOHTPOJb Pa3pyLUIMTENbHOTO MOBEACHUS, YaCTO
osBaeT HedhdexTuBHOU. IIporpeccupyromas cooOmaromascs Tuaporedanus sBISETCS
Haubosee 4acTbIM CHUMIITOMOM CHHApoMa ['ypiep u peako BcTpedaercss HMpuU MATKuX (opmax
MIIC I tuna (cungpomax I'ypnep-1eiie u leite).

HpI/I CAABJICHUW CIHHUHHOI'O MO3rd, BBI3BAHHOI'O YTOJIICHUCM €TI0 000JI0YCK WU

HECTAOMJIBHOCTBIO aTJIaHTOAKCUAIBHOIO CyCTaBa, OTMEYAIOT. HAPYIICHHUEC ITOXOJAKH, MBIIICYHYIO
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cabocTh, HEYKIIOKECTh INPH COXPAHHBIX MOTOPHBIX HAaBBIKAX M JUCOYHKIUIO MOYEBOTO
IIy3bIpA.

IIpu Tsk€noli ¢dopme 3aboseBaHHMs YAcTO HAOMIONAIOTCS CYAOPOTH, 4YTO Tpelyer
IPOBEJCHUSI OLECHKH HEBPOJIOTHYECKOrO CcTaTyca. Y MalueHTOB cO clabo BBIPaKEHHBIMH
KJIMHUYECKUMH  TPU3HAKAMU  CYAOPOXKHBI  CHHAPOM  BCTpPEYAaeTCsl HAaMHOTO  pEKe.
[IporpeccupoBanue  3a00J€BaHMS  CONPOBOXKIAETCS  T'CHEPAIN30BAHHBIMH  TOHHKO-
KJIOHMYECKHMMH TapOKCU3MaMHi, KOTOpbIe OOBIYHO XOpOLIO MOJJAIOTCS MOHOTEPAIuH
AQHTUKOHBYJIbCAHTAMHU.

KapriasbHbIil TOHHENBHBIN CHHAPOM — 4YacTash HEHpONaTHs CHAABJICHUS y IMAIEHTOB B
Bozpacte oT 5 no 10 ner u B3pociubiXx. Ilpu OTCYyTCTBHUM JIedEHMsSI MOXKET IPUBECTU K
HEoOpaTUMON KOHTPAKType IMCTAIBHBIX MEXK(aIaHrOBBIX CYCTaBOB, a TAaKXKe K HAPYIICHHIO
WM TIOTEPE YyBCTBUTEIBHOCTH MEPBBIX TPEX MaJbIEB M Mape3y Ml TeHapa. K coxanenuro,
HALUEHTHI PEIKO COOOIIAIOT O OOJIEBBIX OIIYIICHUSX, TOKAa HE IPOUCXOAUT MOTEPS (PYHKIIHH.

. OpFaHBI AbIXaHHWA: 4Y9aCTbIC PECHHUPATOPHBLIC 3a00JiIeBaHUsl B BUJC PUHUTOB, OTUTOB.
Haxomenne Al B MuHIanuHax, HaArTOPTaHHUKE, & TAK)KE B Tpaxee MPUBOJIUT K YTONIIICHUIO U
CY)KEHUIO JIIXaTEeNIbHBIX ITyTeH U Pa3BUTHIO OOCTPYKTUBHOTO aItHO).

Opransl 3peHus: MOMYTHEHUE U TIMTMEHTHAs IereHepalys POrOBUIIbI, TIIayKOMa.

Cepaeuyno-cocynucTasl CUCTEMa: XapaKTEpHO YTOJIIEHHUE KIIAIlaHOB, CY)KEHUE apTEepHH,
HapacTaromasa pUrigHoCcTb MHUOKapda, KapAUOMUOIIAaTHH, apTCpUaibHAsA THIICPTOHU. C
BO3PacTOM MOXKET Pa3BUTHCS CEeplieuHast HEIOCTATOUHOCTb.

XKenynodHo-kumievyHas cucremMa: rernaToCIICHOMET ajHs.

Taxke BcTpeyaroTCs: THUHEPTPHUXO3, TEMATOCIDICHOMETalHs, HapyIIeHHEe CllyXa,
myno4dHasd W/AIK TaxoBas TPBIKH. Ha MO3JHUX CTAaAuAX Y neTeﬁ BBIABIIAIIOT TYIOYyXOCTb,

CHUIKXCHHUC 3pCHUA U YMCTBCHHYIO OTCTAJIOCTD .

Myxkonoaucaxapuno3 tun I H/S - npomesxkyrounas popma

Cunonumsl: Cunapom ['ypnep-Illeiie.

OCHOBHBIE KIMHUYECKHE IPU3HAKU: TYTONOABM)KHOCTh CYCTAaBOB, HU3KOPOCIOCTb,
OMYTHEHHE poroBwuiisl [1-3].

Buemnnii Bua: TiepBBIE CUMIITOMBI OOJNE3HM TIOSBIAIOTCS K BO3pacTy 3-8 IIeT.
XapaktepHbl: ckadouedanus, Makpouedanus, 3amaBIias MEPEHOCUIA, TMyXJble TYOBI,
IIOMYTHEHHE PpOTOBHUIbI, MUKPOTHATHUS, YMEPEHHBIH TMIIEPTPUXO03, YTOJIIEHHE KOMKHBIX
IIOKPOBOB.

KocrtHas cucrema: Ha IEPBOM Ioay XKU3HU POCT B IMPECACIax HOPMBI, 3aTEM TEMIIBI POCTa
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CHIIKAIOTCSI, 00YCIIOBJINBAsE HU3KOPOCIIOCTh. TeNocaokeHne TUCIpONOpLUUOHAIBHOE. Y MEPEHHO
CHI)KEHA NOJBMKHOCTH B CYCTaBax, ONPEIEISIFOTCS IU30CTO3bl, KUJIEBUAHASA I'pyAHas KJIETKa,
kudockonnos, ckadamedanus, makporedanus.

Oprasbl JbIXaHUSA: 4YacTble pECUPATOpHbIE 3a00JIEBaHUS B BUJAE PUHUTOB, OTHTOB,
runeprpodus HEOHbIX MUHIAIUH. B0O3MOXKHO pa3BuUTHE OOCTPYKLUMI JbIXaTelbHBIX IyTEH,
CTEHO3 F'OPTaHHU.

Opransl 3peHusi: IOMYTHEHUE POTOBUILIBL.

IlenTpasipHass HepBHas cHCTEMa: OTMEYaeTcsl 3aJep’KKa TEMIIOB ICUXOPEYEBOTO
pasBUTHs, MOIKE MOABISAETCA INyOOKass JeMeHUMs. TyHHENIbHBIH CHHIPOM - CHHIPOM
3aMsACTHOTO KaHaia, coolOmaromascs ruapornedanus. XapakTepHO pa3BUTHE MaXUMEHUHTHUTA B
HIEMHOM OTJEJIe, IPUBOSILEIO K CaBICHHUIO CIIMHHOTO MO3ra U MOCIIEYIOIIEH MUEIOIaTHH.

CepnedHo-cocyiucTas CUCTeMa: KJlalaHHble IOPOKU CepALa.

XKenynouHo-kuiieyHass cHcCTeMa: TIeNaTOCIUICHOMETalus, [aXOBO-MOLIOHOYHBIE U
MYMOYHBIE TPBIKH.

Myxkonoaucaxapuao3 tum I S - nerkas popma

Cunonumsl: cuzpom llleiie, mykononucaxapuno3 tun V, no3anss 6oxiesss ['ypiep,.

Jns naHHOM (OpMBbI CBOMCTBEHHO elie Oojee JIerkoe TeueHHe OO0JIe3HH, MSTKHe
NPOSIBJIICHUST KPaHUO(ANUAIBHOTO AUCMOpPHU3MA 10 THITY Taprowin3Ma, aopTajJbHBIE TOPOKU
cepaua, HOpMaabHbIA UHTEIJIEKT.

BenymuMu — KIMHUYECKUMH  CHUMOTOMAaMM  SIBJIISIIOTCSL  CKEJIETHBIE HapyLIeHHUs B
BHUJIC TYTOMOABMXHOCTH CyCTaBoB. [1-3].

KoctHas cucrema: otmedaercss HeGobIIast 3a/1epkka pocta. MHOKECTBEHHBIN TU30CTO3
B OCHOBHOM IpPEJCTaBJIEH TYIOMNOJABIKHOCTbIO M OOJIE3HEHHOCTHIO CYCTaBOB PyK M CTOII,
(opMHpOBaHHEM «KOTTHCTOM Jambl» W TOJOH CTOIBI, BaJbI'yCHOM Jedopmanuell KOJIEHHBIX
cycTtaBoB. Hepesko pa3BuBaeTcs TyHHENbHBIM CHHAPOM KapHajlbHON 001aCTH, KOTOPBIN, HApA Ty
C TYTOIIOJIBU’KHOCTbIO, IPUBOJIUT K OTPAaHUUEHUIO (DYHKIIUU BEPXHUX KOHEUHOCTEH.

Opranbl AbIXaHMS: 4YacThle pPECHUpaTOpHbIE 3a00J€BaHUS B BHJIE€ PUHUTOB, OTHTOB.
Bo3M0kHO pa3BUTHE OOCTPYKTUBHBIX 3a00JIEBaHUM bIXaTENbHBIX MyTeH, HOYHbIE alTHO?.

Opranel 3peHMS: OTMEYAETCS pPaHHEE HEPABHOMEPHOE IIOMYTHEHHE pOTOBUIBL. B
nanpHelmem, o0biyHO mocie 30 Jer, pa3BUBaeTCd IJIayKoMma, MHUITMEHTHas JereHepanus
CETYaTKH.

IlenTpanpHas HepBHas CHCTEMa: IICUXOMOTOPHOE pa3BUTHE HOPMAJIbHOE HIIM CJIETKa
3aMezyieHHoe. BO3MOXXKHO pa3BUTHE CHHJIpOMa 3aICTHOrO KaHaja (KaprajbHBIH TyHHEIbHbIH

CHHJIPOM) BCIICJICTBUE CIIaBJICHUsI CPEIMHHOTO HEPBA, YTO COMPOBOXKAaeTcs napecre3usmu B 111-

13



IV nanpriax kuctu u arpodreld MBI TEHapa.

CepaeuHo-cocyaucTas CUCTEMA: XapaKTEPHbI IOPOKU A0PTAIBLHOTO KJIallaHa, KOAPKTALIUS
AOPThI, MUTPAJIBHBIN CTEHO3.

KenynoyHo-kuIIeuyHass CHCTEMa: OTMEYAKOTCA I[1axOBO-MOLIOHOYHBIE W IYIOYHBIE
ICPBIKHU, PEIKO - TeNaTOCIIICHOMETausl.

B 3aBucuMoctu oT Bo3pacra Ae0r0Ta T€ WIM WHBIE KIMHMYECKUE IPOSIBICHUS MOTYT

UMETh Pa3IMYHYIO CTeNeHb BolpaxkeHHOCTH (ITpunoxxenne I'1).

2. /ImarHocTukKa
ﬂua2H03 MIIC chmaHaeﬂueaemC}l HA OCHOBAHUU COBOKYNHOCMU KIUHUYECKUX aaHHblx,
pes3yibmamos ﬂa60pam0pH020 uccneoo8anus  u MOJNIEKYNIAPHO-cEHEMUYUECKO20  AHAIU3A.
Yacmoma npumeneHuss Memooo8 Npu NepeOHAUAIbHOU OYeHKe U OdabHelueM HAOI00eHuU

npusedena 6 Ipunoscenuu I'2 [1-3].

2.1 ’Kaa00bl 1 aHAMHE3

e [Ilpu cOope aHamHe3a W Xajno0 PEKOMEHJOBAHO OOpPATUTh BHUMAHHE Ha CICIYIOIIHC
’KaJ100bI 1 aHAMHECTHYECKHUE COOBITHUS:
o orpyOeHue uepT nuna
O YacThle peCUpPaTOPHBIC 3a00ICBaHUS
O TPBDKH
O CHHUXEHHUE CiTyXa
O CHHUXEHHUE 3pEHUus
O TIOMYTHEHHE POTOBHIIbI
O YXY/IICHUE MePEHOCUMOCTH (PU3NUECKUX HArpy30K, CIIa00CTh B KOHEYHOCTSIX
O TYrOMOJIBM>KHOCTh CYCTaBOB
O W3MEHEHHE ITOXOIKH
O HEJOBKOCTbh MEJIKON MOTOPHKHU
O 3aJiepKKa IICUXOPEUYEBOTO PA3BUTHS
O HapylleHHEe KOHTPOJIA 32 PYHKIMSIMU Ta30BBIX OPTaHOB
O amIHOd BO CHE

O HapyHCHHA CO CTOPOHBI KCITYAOYHO-KUIICYHOI'O TPAKTA
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2.2 dusukajabHoe 00cae10BaAHHE

e [Ipu ocMoTpe HEOOXOAMMO 0OPaTUTh BHUMAHKUE HA OCHOBHBIE (DM3UKAJIbHBIE IPOSIBICHUS
MIICI:
O TIpyOble 4epThl LA,
O HHU3KOPOCIOCTb,
O TYTrOIOJBHUXHOCTb CyCTaBOB,
O TOMYTHEHHE POTOBHULIBI,
O remaToMeraius,
O CIUIGHOMeErasus,

O MaxOBO-MOIIOHOYHBIC U IIYIIOYHBIC TI'PBIKU

Buipasicennocmo ghuzuxanvhvix nposenenuti 8 3agucumocmu om ospacma oedroma MIIC

| moorcem sapvuposams (Ilpunoscenue I'l).

2.3 JIaGopaTopHAasi AMATHOCTHKA

e PexoMeHI0BaHO HCCIEIOBAaHUE AIKCKpELUHU JAepMaTaHCyib(paTa U TrenapaHcyibdaTa C
MOYOH.
KommenTapuu: nokasamenu sensromes ocHosHbiMu 1abopamopuvim kpumepuem MIIC 1
muna. YV nayuenmos c¢ MIIC | muna onpedensemcs novlueHHbIL YPOBEHb

oepmamancyibgama u eenapancyibgama 8 moue.

e PekoMeHIIOBaHO OIpeesieHne aKTHUBHOCTH anb(da-L-ugypoHumassl B KyJIbType
(hubpoOIacTOB, U30JIMPOBAHHBIX JIEMKOIIUTOB, JTUOO B MSATHAX KPOBH, BBHICYIICHHBIX HA
¢unbTpOoBaNbHOM Oymare.

KommenTapuu: noxazamenu a61810mcsi OCHOSHbIMU 1AOOPAMOPHLIMU KPUMEPUIMU
MIIC I muna. ¥V nayuenmos ¢ MIIC | muna onpedensemcs chudiceHue axmueHocmu

anvgha-L-uoyponuoasuol.

L4 PGKOMeHHOBaHO MPOBCACHUEC MOJICKYJIAPHO-TCHETUYCCKOTO HCCICAOBAHMA: BBLIABJICHHC

myTaruii B reHe IDUA, konupyromem anbda-L-unyponuaasy.

e PexoMeHI0BaH OMOXMMHUYECKHM aHAINU3 KPOBHU (OMPENENAIOT ajJaHMHAMHHOTpaHchepasy
(AJIT), acnapraramunoTpanchepasy (ACT), oOmuit 1 npsiMoit OUITMPYOHH, XOJIECTEPHH,
Tpuraunepuabl, kpeatuHkuHasy (K®K), nakrartmermaporenasy (JIAI), xanbuwii,

dbocdop, menounyro docdarazy (ILD)).
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PGKOMCH,Z[OBaH KOHTPOJIb O6H.I€F0 KIIMHUYCCKOT O aHaJIM3a KPOBU, MOYH.

2.4 UHCTPpYMEHTAJNLHAY JHATHOCTHKA

PexoMeH10BaHO MPOBEACHKE YIbTpa3ByKoBoro uccienaoBanus (Y3M) opranos OpromHoi

II0JIOCTH, CCIIC3CHKH, ITOYCK.

PexomeH10BaHO MPOBEJICHUE PEHTIeHOrpaduu CKeleTa.

KommenTapuu: npu penmeenonocuueckom ucciedosanuu ckeiema oemeti ¢ MIIC 1S
BbIABNAIOMCS Me Jice USMEHeHUs, 4mo u npu cunopome I yprepa, Ho meHee 8bipadiceHHble.
Ilpu penmeenozpagpuu mazodeOpeHHbIX CYCMABO8 Onpedensemcs OUCHAA3UA 20J106KU
beopennou kocmu. Ilpu penmeenoepaguu epyonoti knemxu npu MIIC I H onpedensiemcs
VKOpoYeHue u pacuiupenue ouaguzos mpybuamsix Kocmeu. Yniowenue u pacuiupenue

mypeyxozo ceona, KI0808UOHASL hOpMA mell NO360HKOB.

PexomennoBano mposenenue snexkrpomuorpadun (OMI) u snekrponeipomuorpadus
(BHMI).

Kommenrapum: uccieooganue nosgonsiem oyeHumv QYHKYUOHANbHOE COCMOsHUE
MbIUWEUHbIX MKAHell, HepP8o8 U HEPEHO-MbIUWEUHOU nepeoavu; CMmuMyIsyuoHHas
anekmponeupomuocpagus (DHMI) nozeonsem onpederumsv coasienue cpeouHHo20
Hepaa oadice 00 NOABILEHUS CUMNIMOMO8 U OOIHCHA NPOBOOUMbCS, HAYUHASA ¢ 803pacma 4-

5 nem eorcecoomo.
PexoMeH10BaHO TpOBECHHUE Ay IMOMETPHUU.
PexoMeH10BaHO TipoBeieHNE UCCIeI0BaHUs (YHKIMM BHEIIHETo abixanus (OBJI).

Pexomennyercs nposenenue D01
KoMmMmeHnTapum: ocywecmensaiom 0ns KOHMPOs usmMeHneHull yHKYUU Kopbl 20108HO20

mozea u 2le6uHHle MO3208blX CMpPYKmyp, CGO@GpeMeHHOZZ OUASHOCIMUKY DNUTENCUU.

PexoMeH10BaHO TIPOBECHNE MTOJIMCOMHOTpadUH.

KommenTapuu: 011 Ouacrocmuku 0OCMPYKMUBHO2O0 ANHOI CHA  NPOBOOUMCS
NOAUCOMHOSPADUSA, KOMOPAs NO3601Aem  ONpeoelums Xapakmep  OblXamenbHblX
HapyuleHutl (UCKIIOYUMb YEeHMPAIbHbIL 2eHe3, C643b ¢ eunepmpodhueti adeHouos,

CcepoeyHoll HeOOCMAMOYHOCHbIO UTU KOMNIEKC NPUYUH).
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e PekxomennoBano mposeneHue 3iekTpokapauorpadun (OKI) u sxokapauorpapuu (Oxo-
KT')
Kommenrapuu:  pecynapnoe  npogedenue  IKI,  Oxo-KI,  xonmeposckozo
monumopuposanua  IOKI, cymounoco MoHumopumea apmepuanbHoco  0d6ieHUs.
HeoOX00UMO nayuenmam ¢ OAHHOU NAmMoaocuell, maKk KaKk ¢ paHHe2o 803pacma ) Hux

ommeyamcs cepoedHo-cocyoucmole HapyueHus.

e PekoMEHJIOBaHO IPOBEICHHE MarHUTHO-pe30HaHCHOW Tomorpaduu (MPT) romoBHOrO
MO3ra, BHYTPEHHUX OPraHOB, CKeJIeTa.
KoMMeHTapuu: xiunuueckas Kapmuua He8pONI0SUYECKUX NPOSIGIeHUl U pe3yibmambl
00beKMUBHBLIX  Memo008 00ciedosaHusi He 6ce20a Koppeaupyilom. Pezynemamol
MazcHumHo-pe3onancuou momoepaguu (MPT) conosnoeo moszea nayuenmos ¢ MIIC ne
ABNAIOMCS OUACHOCTMUYECKU 3HAYUMBIMU OJIs1 ONpedeseHUsi KOCHUMUBHO20 dedhuyuma.
CKpunune Ha KIUHUYecKue u 8U3yaIu3ayuoHHble NPUHAKU KOMNPeCCUu CNUHHO20 MO32d.
Hecmabunbhocms  amaanmoaxcuanviozo cycmasa modicem Oblmb  GblsGIeHA NpU
peHmeenozpapuu - weliHo2o  omoeid NO360HOYHUKA C  HAZPY3KOU, O0OHAKO  OJis
NOOMBEPHCOCHUSL KOMAPECCUU CRUHHO20 MO32d 8CAe0CMmEUe YMOAueHus: e20 000104eK

mpebyemcs nposederue MPT.

e PekoMeHIOBaHO MpoBeaeHHe KoMmmbioTepHoit Tomorpaduu (KT) romoBHOro wmosra,

BHYTPEHHUX OPIaHOB, CKEJIETA.

2.5 IuddepeHunaibHast IMATHOCTHKA

pyeue suovl myxonoaucaxapudoszos, mykoaunuoos mun W/, carakmocuanuoos,
2aH2IUO3UO03bL, AIbPA-MAHHOZUO03, PYKO3UO03, MHONCECEEHHAs CYIbpamazHas

Heo0oCmamo4yHoCcms , HeuH¢eKLﬂ/l0HHbl€ noauapmpumeaol.

3. Jleuenue

Cxema mepanuu MIIC | muna npedcmasnena ¢ Ipunoscenuu I'3 [1-3].

3.1 KoncepBaTuBHOE JieUueHHE

e PexomennoBaHo mnpoBeneHue (epmeHTHoW 3amecturenbHoi Tepanuu (PO3T). D3T
npoBoAUTCs Japonuaaszoi” (kogq ATX A16ABO0S).
KommenTapuu: ¢ I mn pacmeopa cooepocumcs 100 EJ] (npubruzumenvrno 0,58 me)

JApoHUOasel. Omo pekomoOunanmuas ¢opma uenoseyeckou anvpa-L-uoyponuoasuvl,
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npou3BoOUMAast ¢ UCHOAB308AHUEM mexHoao2uu pekomounanmuou /[HK 6 xiemounotl
Kynbmype Kumatickux xomsaukoe. D3T npeounasnavena 01 80CCMAHOBNIEHUS VPOBHS.
IHIUMAMUYECKOU — AKMUBHOCMU, — 0OCMAMOYHO20 Ol 2UOPOAU3A  HAKONJEHHbIX
2NIUKO3AMUHOSIUKAHO8 U O NpedomepaujeHusi ux oanvHeliue2o Hakonnenus. Illocne
88e0eHUs 1apOHUOA3a ObICMPO 8bIBOOUMCA U3 CUCIEMHO20 KPOBOMOKA U NO2NIOUAEMCS
KIemKamy, NOCMYNAas 6 UX JU30COMbl uepe3 MaHH030-6-gpocpamuvle peyenmopbi.
Pexomenoosannviii pesicum 0ozuposanusi: edxcenedenvroe ggederue 8 doze 100 Ell/ke @
suoe 6/6 un@ysuu. Hauanvnas cxopocms esedenus, cocmasnawowas 2 Ell/ke/y, npu
Xopowieli NepeHOCUMOCMU MONCem NOCMENeHHO Y8eluuusamscs Kaxcovle 15 mun,
maxcumanvio 00 43 Efl/ke/u. Becv neobxooumviii 0ob6vem pacmeopa 0odiceH Oblmb
86eden npubauUUMenbHo 8 meyenue 3—4 u. Ilpenapam ModCHO uUCnoIvb308amsv nepeo
mpancniaumayuell KOCmHo20 Mo032d, HenocpeoCmeeHHO Nocie Hee, d makice Nnocje
MPAHCNAAHMAYUU O 2eMepPO3U2OMHO20 OOHOPA NpU HEeNOIHOM GblMECHeHUU KIemOoK

peuyunuenna ()onopcmmu Kiemkamu.

Koppekuuto cepaedHo-coCyIUCTOM HENOCTATOYHOCTH, apTepHAIbHOM THIEPTEH3UU
PEKOMEHYETCA NPOBOAUTH CTAaHJAPTHBIMA METOJAMHU KOHCEPBAaTUBHOT'O JICUCHHS,
MPUHATBIMU B IETCKON KapIUOJIOTHH.

KommenTapuu: no noxazanusm pewaemcs 60npoc o HeobXo0UMOCMU XUpypeuieckou

KoppeKyuu.

JleueHne TIOBEJEHUECKUX HAPYIICHUH pPEKOMEHIO0BaHO TMPOBOJUTH C Yy4acTUEM
TICUXOHEBPOJIOTa, OOBIYHO HWCIIOJIB3YIOTCS CEIaTHBHBIE CPENICTBA, TPAHKBUIIM3ATOPHI,
KOPPEKTOPHI TIOBEACHUS.

KommenTapun: svibop npenapama, 003uposxa, OIumenbHoCmsb Kypca Onpeoesiomcs
unousuoyanvio. Hauunarom npuem oanHvlx npenapamos noo muamenbHuiM 6paieOHbIM

KOHMPOJIeM 8 YCII08USAX KPY2N0CYMOUYHO20 / OHeBHO20 CMAaYUoHAapa.

[Ipu cumMnTOMaTHYECKOW AMUIIENICUM PEKOMEH0BAaHO HAa3HAUYEHHE aHTUKOHBYJIHCAHTOB,
OJIHAKO JIO3UPOBKU PEKOMEHJIYETCSl HCTIOJIB30BaTh MEHBIIIE CPEITHETEPATIEBTUUECKUX IS
CHWKEHUS PUCKA Pa3BUTHS BO3MOKHBIX HEXEIATeIbHBIX 3(PPEKTOB.

KomMmeHTapuu: noobop anmuxon8yibcanma ocywecmensiemcs HNCUXOHE8POL02OM 6

3A6UCUMOCMU OM 8UOA npucmynoe, JloKkajaiuzayuu odvaza namonocu4ecKol aKkmueHOCmu.
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IIpu o¢dTanbMONOrHYeCKUX HapYIIEHUSX PEKOMEHJIOBAHO IPOBEJCHUE JICUECHHUS I10
[IOKa3aHUAM, IOJ0Op TepanmuM OCYLIECTBISIETCS Ha OCHOBAaHUHM  OOLIETPUHSTHIX

PEKOMEHJALHM 110 JICYEHUIO COOTBETCTBYIOLIUX HO30JIOTHIA.

PekoMeHnnoBaHO  [UII  OpPTONEOUYECKOW  KOPPEKUMHM  HApyLIEHHs  OCaHKH,
TYTOIIOJABUKHOCTH CyCTaBOB HCIIOJIb30BAHUE HEXUPYPTHUYECKUX METO/OB:
¢uznonpoueaypsl M TPUMEHEHHE OPTONEAWYECKHX YCTPOHCTB TpPU OTCYTCTBUHU

MOKa3aHUN K XUPYPrUUE€CKOMY JICUEHHUIO.

PexomMeH10BaHO TIPU PElUIMBUPYIOMINX OTUTAX, YACTHIX PECIMPATOPHBIX 3a00JIE€BaHHUIX
BEPXHHUX JbIXaTEIbHBIX IIyTEH IPOBEIECHUE CHMITOMAaTHUYECKOM, II0 IOKAa3aHUSAM -
aHTUOAKTepUAIILHOW Tepalmuu NpU OTCYTCTBUM IIOKAa3aHUH K XUPYpPrUYECKOMY
BMelatenbcTBy. IIpu cHMKeHHMM cilyXa — MoJ00p M HOUIEHHME CIIYXOBBIX amlapaTosB.

OOCTpyKTUBHBIE AalTHO? BO CHE TPEOYIOT IPUMEHEHHS] OKCUT€HOTEPaIHH.

ITpu xapuece u abcueccax peKOMEH0BaHA — T'UTUEHA MOJOCTH PTa U AKCTpaKLus 3y00B

IIpu HCO6XOI[I/IMOCTI/I.

PexomennoBaHo TmpoBeACHUE BaKIMHAIIMK TMAIlUEHTOB TMPOTUB IMHEBMOKOKKOBOM,
reMouIbHOM MHGEKIUN U APYrue BaKIMHbI, [EJeCO00pa3HOCTh 00YCIIOBICHA YaCThIMU

pecnupaTOPHBIMHU UH(EKITUIMHU.

3.2 Xupyprudeckoe Je4eHue

PexomeHyeTcst mpoBe/ieHHe apTPOCKOINH, XUpyprudeckas 3aMeHa Ta300€IpeHHOTO W
KOJIEHHOT'O CyCTaBa, UCIPaBJIEHUE OCH HUKHEW KOHEYHOCTH IIPU OTCYTCTBUH 3PdeKTa oT

KOHCEpPBATUBHOW TEpaIlnU.

IIpu coobmaromeiics ruapoueaiud pPeKOMEHAYETCsl IPOBEACHHE BEHTPUKYJIO-
nepuToHealbHOro myHTupoBanusa mnauueHtam ¢ MIIC [ tuna ¢ mporpeccupyromum
YBEJIMUYEHUEM KeNyJOouKOoB 1Mo JaHHbIM MPT u/mnau moaTBep AEHHBIM IMOBBIICHUEM
JaBJICHUS 11epedpo-CIIMHANBHON KuAKocTH Oojee 25-30 cm BogHOTrO cronba (18-22 mm

pT. CT.).

CI[aBJ'ICHI/IC CIIMHHOT'O MO3ra HIpUBOAUT K H606paTI/IMBIM HEBPOJIOTHUICCKUM

HapymcHusAM, IIO3TOMY IIPU TOABJICHUU  IIE€PBBIX CUMIITOMOB PCEKOMCHAYCTCA
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paccMatpuBaTh BONPOC O JEKOMIPECCUPYIOLIEH onepaiuu 10 MOSBICHUS BBIPAKEHHBIX

HapyILICHUHN.

[Tanpentam ¢ HapymeHueM (yHKOMM KHCT€H MJIM C HapylleHUEM HEpBHOH
NPOBOAMMOCTH IO pe3yibTaraM 3jekrpoHeripomuorpadpuu (OHMI') pexkomenmoBana
ornepauus AEKOMIPECCUH HEPBHBIX CTBOJIOB, KOTOpas MPUBOJIUT K OBICTPOMY CTOMKOMY
yiayulieHuo (GyHKIuM. HactoTa penuIuMBOB KaplaJbHOTO TOHHEIBHOIO CHHIpOMA Yy
nagueHToB ¢ pasziauuHbiMu - Tunamu  MIIC  HeusBecTHa. Ilockonpky moOBTOpHas
KOMIIpEeCCHs ~ MEOMAHHOTO HepBa  BCIEACTBHE pyOIeBaHMS WM  OTJIOXKEHUS

TJIMKO3aMHUHOTIJIMKaAHOB BO3MOXKHaA, HCO6XOI[I/IMO MMPpOJ0JIKATh Ha6J'IIO,Z[eHI/Ie.

PGKOMCHZIyCTCﬂ PAaCCMOTPETL MPOBCACHUC XHUPYPrUi4€CKOIro BMCEIIATCIIBCTBA IIPU

TOPIUAHBIX K KOHCCpBaTI/IBHOﬁ TEeparu peuuJuBUPYIOIMIUX OTUTAX.

3.3 TpaHcIIAHTALIMA F€eMOHOITHYECKHUX CTBOJOBBIX KJICTOK

PekoMeH710BaHO TpOBEACHHE TPAHCIUIAHTALIMA TE€MOMOITUYECKUX CTBOJIOBBIX KJIETOK
(TTCK) nanuentam ¢ MIIC 1H g0 noctwkeHus: Bo3pacta JABYX JIET MPH HOPMAIbHBIX
WM cyOHOpMaJbHBIX MoKa3aTenax passutus (DQ>70).

KommenTapuu: nyvwue pesyromamuol noayuenst npu UCnOIb308AHUU CNEOT0BbIX
K1emox KocmHoz2o mos2a HLA-coemecmumvix poOCmMEeHHbIX OOHOPOS8 UNU CMBOJI08bIX
K1emoK NYHNOBUHHOU Kpo8Uu poocmeeHHbiXx Oonopos. TICK eedem Kk ymeHbuleHuio
pasmepos nedenu U Cene3eHKu, VIVUULeHUIO (QYHKYUL OblXameabHOU U CepoeyHo—
cocyoucmoui cucmem. Ilposedenue TI'CK 6 pannem 6o3pacme noseonsiem uzoexcams
HapywieHutl KoeHumusHvlx @yukyut. Ilpempancnianmayuonnas mepanus OO0IHCHA
0bnad0ams  GbLIPANCEHHOU UMMYHOCYnpeccueli. B nocneonee epems ysenuuunace
sviorcusaemocms  6onvHuix nocie TI'CK, xoms puck yepo3vl 0ns JHcusHu Oemell

COXpAHAEMCA 6blICOKUM.

Pempocnexmuenwiii  ananuz noxazan, umo @vlocusaemocms 6OoavHuix nocie TI'CK
cocmaesnsiem 85%. Knunuueckasa s¢gpgpexmusnocmv TI'CK 3asucum om eo3pacma
pebenKa Ha MOMeHm OnepamugHO20 BMeUamenbCmed, Cmenenu mAXNCecmuy KIUHU4eCcKUx
HapyuleHutl, 0COOeHHO COCMOANHUS CePOEYHO-COCYOUCOU U HEPEHOLL CUCTNEM, A MAKICe
muna  OOHOpA U  BO3MOMNCHOCMU  OOCMUYL  CMAOUNBHOU — NPUNCUBTILEMOCTIU
mpaucniaumama  6e3  pazeumus  peakyuu —MpAHCHIAHMAmMa Npomus  XOo3sAUHA.

Haunywwuii kiunuueckuii ucxoo naonooancs y demet 8 gozpacme 00 2,5 nem ¢ 8bicokum
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Koappuyuenmom ncuxomomopnoco pazeumus. OOHUM U3 Haubonee 3HAYUMBIX
apexmos mpancnianmayuyu AGIAEMC COXPAHEHUEe UHMENIeKMYAIbHO20 PA36UmMus
oemetl, UMEIOWUX MANCENbIN 2eHOMUN,ACCOYUUPOBAHHBIU C CePbEe3HbIMU YMCIMEEHHbIMU
paccmpoticmeamu. [lomymuenue pozoguyvl ymeHbuiaemcsi MeOleHHO, Npu 9MOM, He
ucuesas NOIHOCMbIO, CHOPMUPOBAHHbBIE USMEHEHUs CKelemd, 0COOEHHO NO0360HOYHO20

cm0ﬂ5a, makoice He Kynupyromcs 6 noOJ1HOM obveme.

4. Peabunuranus

Hayuenmy ¢ myxonoaucaxapuoosom 1 muna ¢usuomepaneemom u epauom-JIOK
paspabamuléaemcs UHOUBUOVATbHBIN KYPC peadbuiumayuy, SKI0YAOWUL MAccaic, 1e4eOHyio
Quskynemypy, ¢usuomepanesmuieckue npoyeoypvl (MAcHUMOmMepanuro, mepmMomepanuio,
VOapHO-8OIHOBYI0 Mepanuio, Memoo OUOI02U4eCKOU 0OPaAmMHOU C83U U Opyaue npoyeodypul).

Peabunumayuonnvie  kypcor  (maccaxc, JIPK, ¢uzuonpoyedypvi,  ncuxonoco—
neoazocuyecKkas noMowb) JHCeNamenbHo NpoeooUMb 8 YCI08UAX OHEBHO20 CMAayUuoHapda
npogooumcs ¢ uyacmomou 3-4 paza 6 200, OIUMENLHOCMb — ONpPeoesiemcs: MANCeCmvio
COCMOSIHUSL U OMBEMOM HA NPOBOOUMbBLE MEPONPUSINUAL.

Ilcuxonozo-nedazozuueckas nomouys

Ilposooumcsa 6 komniekce peabunumayuonnvlx meponpusmui. Koppexyuonno-
neodazozuyeckoe 8030elcmeue Onpeoensemcs 8 3a6UCUMOCIU OmM MAXCeCmu U OAUMeIbHOCMuU
meuenus 60Jle3HU, CMPYKMYPbl HAPYULeHU 300P08bs, CMeneHU Hedopa3eumus NO3HABAMENbHOU
OoesmenbHOCMU, MUna SMOYUOHATLHO20 peasuposanus, 0cobeHHocmeli nogedeHus pebeHKa.
Brriouenue koppexyuonno-nedazocutuecko2o conpo8oNcoeHUs 8 KOMNIEKC 60CCMAHOBUMETbHBIX
Meponpusmuii obecneyugaem OONOIHUMENLHYIO OYEHKY OUHAMUKU NCUXUYECKO20 PA38UMUsL KAK
00HO20 U3 BAJICHBIX NOKA3ameneu COCMOSHUL 300p08bs, Nogvlulaem IpheKkmusHocms
mepanesmu4eckux eMeulamenbCcmes, CHUdNdcaem 3KOHOMUYecKkoe Opems OAHHOU NAmMOoNoUU 34
cuem  coyuanuzayuu — NAYUEHMO8 U  COXPAHEHUs  NCUXONO0SUYECKO20  NOMEHYUuand
MpyO0OCnOCOOHBIX UIeHO8 CeMbl.

Ilannuamuenas nomoussp

Heobxooumo oxazanue ececmoponneii nomowju (MeOUYUHCKOU, NCUXOCOYUANbHOU U
MamepuanoHol) 0emsam ¢ HeusneduMblMU 02PAHUYUBAIOWUMU CPOK HCUSHU 3a001eeanusmu. B
COCMas NANIUaMUHbIX CIYHCO 6X00SM 8pAUU, MEOUYUHCKUE CeCmpPbl, NCUXON02U U COYUATIbHbLE
pabomnuku. Hecmomps Ha msadcenoe cocmosnue U HOCMOAHHYIO NOMPeOHOCMb 8
MOHUMOpUH2e, 6ce NAYUeHMbl NPeUMyWeCmME8EHHO HAXOOAMCA 00Ma 6 Kpyay C8oell cembu U

opyzeti. OCHOBHOU yenvlo pabomvl NALTUAMUBHBIX CHYHCO A61demcsa co30aHue 8cex
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He0OX00UMbLX YCA08ULL Ol 00eCneyeHUss HaX0HCOeHUsL OObHBIX 8 OOMAUHUX YCI08USX, A He 8
cmeHax ne4eOHO20 YUpedCOeHUs, 4mo NO380J5Aem He MONbKO VIYYULUMb KA4eCmeo MHCUSHU
OONLHBIX U UX ceMell, HO U CYUWeCMBEHHO CHU3UMb 20CYOAPCMBEHHbLE 3ampampl HA NOCMOSHHOE

cmayuoHapHoe jledenue maKkux nayuermoes.
5. llpopuaakTrka u JUCHAHCEPHOE HADJIIOeHUE

5.1 llpodbuiakTuka

lIpenamanvhas ouazHocCmMuKka 8603MO*CHA NYMeM U3MepPEeHUsi AKMUSHOCMU (pepmenma o.-
L-uoyponuoaser 6 oOuonmame e6opcun xopuona ua 9-11 wnedene bepemenHocmu u/unu
onpeoenenusi cnekmpa I'Al" 6 amnuomuueckou sxscuokocmu va 18-22 neoene bepemennocmu. Jns
cemell ¢ U3BECMHBIM 2EHOMUNOM  B03MOJICHO nposedernue JTHK-ouacnocmuxu.

Meouko-zenemuueckoe KOHCYIbMUPOBAHUE

Cemvam c 00IbHBLMU dembMu  peKOMeHOYemcs MeOUKo-eeHemuyecKoe
KOHCYTbMUPOBAHUE C UYelbl0 PA3bSICHEeHUs  2eHemuyeckozo pucka. Kax u npu Opyeux
aymocomuo-peyeccugnuvix 3abonesanusx npu MIIC mun I, Ons kascooti bepemeHHOCmU PUCK
podicoenus pebenka cocmasnsiem 25%. B cemwsx, 20e ecmv 00IbHOU peOeHOK, cyujecmeyem
B03MOINCHOCMb NPOBEOEHUsL NPEHAMANbHOU U NPeuMnIaHmayuonnou ouacrocmuxu. C amou
Yenvro  2eHemuK — peKomMeHoyem — pOoOUmessim coomeemcmeayrouwue  OUACHOCMUYECKUe

Jaabopamopuu u MeOUYUHCKUe YeHMmpbl.

5.2. Mouutopunr cocrosaus aerei ¢ MIIC

3abonesanue umeem mynvmucucmemuylo npupooy u Heobpamumvle, npozpeccupyroujue
KAUHUYEeCKUe NPOSGIIeHUs], YUMo 00YCLo8IUsaem HeoOXo0uMoCms HAOII00eHUs. He MOJIbKO Y3KUMU
cneyuanucmamu  (OMOPUHONAPUHSONO2AMY, — XUPYPeAMU-OPMONEOaMY,  0pmanbMoai02amu,
Kapouoio2amu, NYIbMOHONIO2AMU, He8ponamono2ami, CMoOMAamono2amu), HO U
Quzuomepanesmamu, 1020neOAMU, NCUXONO2AMU U PAOOMHUKAMU NALIUAMUEHbIX cyxco [1-3].

Tlayuenmul ¢ 0annotl Ho30102uUell OOJIHCHBL NOCOSIHHO HAX0OUMbCS OO HAOII0OEHUeM,
1 paz 6 6-12 mec. (8 coomeemcmeuu ¢ MsHCECMbIO COCMOSIHUSL) NOKA3AHO KOMIIEKCHOE
obcnedosanue 6 MHO2ONPOPUILHBIX CIAYUOHAPAX. [[TUMenbHOCMb HAX0HCOeHUsI 8 CIMAYUOHADe
/ onesnom cmayuonape 21-28 oHueii.

Habniooenue 6onvubix no mecmy oicumenscmea (6 amOy1amopHO-HOIUKIUHULECKUX
VCNOBUAX) OONIHCHO OCYWECMBIAMbCA NOCMOAHHO. Jlabopamophvle U UHCMPYMEHMATbHble

00C1e008anUs U peKOMEHOYeMas Yacmoma ux npogeodenus npeocmasnena 6 Ilpunooicenue 2.
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Habnwooenue nayuenmos ¢ MIIC I exkiiouaem 6vissieHUe OCIONCHEHUL OCHOBHO20

3abonesanus u conymcemeyrnumux COCMOSHUIL.

6. lonosHuTEIbHASA HH(OPMAIUSA, BIUAIOIIASI HA TeYeHHe U UCXO0/T

3a00J1eBAHUSA/CHHAPOMA

6.1 Oco0eHHOCTH AHECTEe3H0JOrNYecCKOro nNocoous

IIpu mnpoBeneHun oOmEH aHecTe3MM HEOOXOJUMO IIOMHMTB O BBICOKOM pHUCKE
KOMIIPECCUH CIIMHHOTO MO3ra BCJIEICTBHE HECTAOMJIBHOCTH aTJIAHTOAKCHAJIBbHOIO CYCTaBa.
Koportkas mesi, orpaHu4eHNEe OIBUKHOCTH HUKHEH YEIIIOCTH, YBEJIMYCHHE SA3bIKA, BEIPAKEHHAS
runeprpodus  aneHOWAOB M MHUHJAIMH  CO3JAl0T  HpoOJeMbl  MpH  HPOBEICHUH
AQHECTE3UOJIOTUYECKOTO I0COOUS, MOITOMY MPEANOUYTEHUE CIEAYeT OTIAaBaTh MECTHOMY WJIU
peruoHanbHOMy 00e30oirBanuio. [lanueHT npeaBapuTebHO KOHCYJIBTUPYETCS KapAuOJIOTOM,
OTOPUHOJIAPUHT0JIOTOM, aHECTE3UO0JIOTOM, HeBponaTojoroM. O0s3aTenbHO NPOBEICHHUE MTOJIHOTO
KapIMOJIOTHYECKOT0 00CIeI0BaHuSs, TOJIMCOMHOTPAa(UH (I BBISIBICHUS CTENICHH JBIXaTEIbHBIX
HApYIICHHIA), TP HEOOXOIUMOCTH - SHJOCKOIUU HOCOTJIOTKA M KOMIIBIOTEPHOH ToMorpaduun
aerkux. OnepaTMBHOE BMEUIATENbCTBO C aHecTe3nell HeoOXOAMMO IPOBOAUTH B KPYIHBIX
MEIMIUHCKUX LeHTpax, umerommx OPUT, tak kak MHTYOAIUs U MOCIeAyroIas dKCTyoauus y

TAaKUX MMAIMUCHTOB MOKCT BbI3BATh 3aTPYAHCHMA.

6.2 Ucxoabl M IPOTHO3

Myxkonoaucaxapuaos I H - Tszkenas ¢popma

B Cp€AHEM MPOAOKHUTCIBbHOCTE XKWU3HU MAIUCHTOB COCTABJISACT IMPUMCPHO 10 mer.
JlpIxaTenbHass W cepeyHas HEJOCTaTOYHOCTb, OOCTPYKTHBHBIE MPOIECCHl  BEPXHUX
JIbIXaTeNbHBIX MyTed U MHPEKIUU — yCYTyOIIsI0T IPOrHO3.

Myxkonoaucaxapuao3 tun I S - nerkas ¢gpopma

HpOI[OJ'DKI/ITeJ'IBHOCTI) ’KM3HU MOJKET OBITh HE U3MEHEHA.

Myxkonosmcaxapuno3 tun I H/S - npomesxkyrounas ¢popma

CkopocTb mporpeccupoBaHus 3a00jieBaHHMs 3aHMMAET MPOMEKYTOUHOE IOJIOKEHHUE

Mexnay cuHapomamiu ['ypiiep u leiie.

Kpurepuu ouieHKH KayecTBa MeIUIMHCKOMN MOMOLIH

Ta6mmia 1 - Opranu3aiMoHHO-TEXHUYECKUE YCIOBUS OKa3aHUs METUITMHCKOW TOMOIIIH.

- CneunanmnpOBaHHa;{ MEOUIIMHCKAas ITIOMOIIb
Bl/ll] MEJUIIMHCKOU ITOMOIIU
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YciaoBusa oxkazaHug
MEIUITHHCKOH IMMOMOIIH

CranuoHapHO / B THEBHOM CTaI[MOHAPE

dopma oxkazaHus [1nanoBas

MeINIUHCKON MOMOIIH

Tabmuma 2 - Kputepun kauecTBa OKa3aHHUsI MEIUIIMHCKON TTOMOIITH.

Kpurepuii

YpOoBEHb TOCTOBEPHOCTH
JTOKAa3aTeNIbCTB U
yOeIUTeTbHOCTH

PEKOMEH AN — HU3KUI

(KoHCEHCYC dKCepToB -D)

Bremonneno  ompeneneHue  akTuBHOcTH  anbpa L
UAYpPOHHJA3bl B JeWkouuTax nepupepudeckoil KpoBw,
ISTHAX  BBICYHIEHHOW  KPOBH  HW/MJIM  MOJICKYJISIPHO-
IeHETUYECKOe HCClleloBaHUE (BBIABICHUE MYTalUil B IeHe
IDUA, xommpyromem ambdpa L wuaypoHmmasy) mpu
IIOCTAaHOBKE JUarHo3a

Bremonneno HazHaueHwe (EPMEHTHOM 3aMECTHTEIHHON
TEpalMu €  [PUMEHEHMEM  JIapOHUAA3bl  JETIM  C
Myxkonomnucaxapuaosom I tuna B no3e 100 EJI/xr B Buze B/B
UHY3UH ©KEHEAETbHO

BrinosiHeHa TpaHCIIaHTALMS TEMOITOATUYECKUX CTBOJIOBBIX
KJIETOK IIPH HaJMYUU KIMHUYECKUX ITOKA3aHUM U OTCYTCTBUU
MIPOTUBOIIOKa3aHuM 1pu cuHapome ['ypaep

Bremonaeno OMpCaACIICHUC I'NTMKO3aMHUHOITIMKaHa MOYH, €CJIN
HC IIPOBOJUJIOCH B NIPCAMICCTBYIOIINC 6 MCCALICB

BemmonHena sxokapauorpadus, ecim  HE IPOBOIMIOCH
IIpeauIecTByomue 6 MecsleB

Bremonueno OIPECACIICHUC PA3MEPOB IMECYCHHU U CCIIC3CHKU I10
JaHHBIM YIBTPA3BYKOBOT'O HCCIICAO0BaHuUs, CClIn HC
MMPOBOANIIOCH MOCIICAHHNC 6 MECAIICB

BbINONHEHO yIBTPa3BYKOBOE HMCCIIEIOBAHUE TIOYEK, €CIU HE
MIPOBOJIUJIOCH B TIOCTIEHUE 12 MecsIeB

BrinonaeHo aneKTpoaHue(banorpaMMa, €CJIIn HC
MMPOBOANJIIOCH B IMMOCJIICIHUC 6 MECAIICB

BrimonneHna snexktpokapauorpadusi, eciu He IPOBOAMIOCH B
HocCHeIHne 6 MeCSIIEB

10

Beinonnena peHrreHorpagusi opraHoB ITpyJHON KJIETKH, €CITU
HE MPOBOJIMIIACh NocnenHue 12 mecsies

11

BrinonHena MarHUTHO-pe30HAHCHas ToMmorpadus MIEHHOTO
OTZeNa MO3BOHOYHHUKA, €CIU HE MPOBOAUIIOCH B IOCIEIHUE
24 mecsieB

12

Brimonnena KOMITBIOTCpHAA TOMOFpa(I)I/IH Ui
MAaroiuTHOPE30HAHCHAA TOMOl’”pa(bI/IH TOJIOBHOT'O MO3ra, €CJIn
HC NPOBOJUJIOCH B TOCJICAHUC 24 MCECALICB

13

BrimonneHo orpezieNeHne CKOPOCTH HEPBHOU
MPOBOJIUMOCTH, €CJIM HE MPOBOAWIOCH mocieaHue 12
MECSIICB
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14

BrimonHeHo ompeaeneHue (QYHKIMM BHEUIHETO JbIXaHUS,
€CJIM He MPOBOAMIOCH nociieiHue 12 mecsien

15

BrimontHena monucoMHOrpadusi, €clii  He IPOBOJUIIACH
nocieanue 12 mecsues,

16

BrimontHeHa peHTreHorpadus ckenera, eclii He IPOBOIUIIACh
nocienuue 12 Mecses

17

BrlimontHeHa aynuoMeTpus, €Clii He TTPOBOJIUIIACH MTOCTCIHUE
12 MecsiteB

18

Brimonnena KOHCYJIbTalluA BpadyOM-KapAn0JI0IroM Ipu
HaJIMYWH I1aTOJIOT U CGpIIG‘-IHO-COCy,I[PICTOfI CHUCTCMBI

19

BrinonHena KOHCynbTauusi BpadyoM-OTOJAPUHIOJIOTOM IIPH
HAJIMYUK TaTOJOrHH co cropoHbl JIOP-opranoB /BepxHHX
JBIXaTEJIbHBIX ITyTeH

20

BelltonHeHa ~ KOHCYJbTallds  BPauyOM-HEBPOJOTOM  IIPU
HaJIMYMH T[ATOJOTMU CO CTOPOHBI LIEHTPAJIbHOM HEPBHOMU
CHUCTEMBI

21

BrInonHena KOHCYJIbTalMs Bpa4yOM-OpTOIIEI0OM IIPU HAITMYUH
[IaTOJIOTMU CO CTOPOHBI OIIOPHO-ABUIaTEIbHOTO anapara

22

BrinonHena KOHCyIbTalMsl BPa4yOM-XUPYProM NP HAIMYUH
[aTOJIOTUH, TPeOYIOLIEH XUPYPrUYecKoro BMEIaTeIbCTBa

23

BoinonHena KoHcCynbTanus BpavyoM-OQTaJIbMOJIOIOM IpU
HaJIM4MU [1aTOJIOTUU 3pEHUs

24

BrinonHena KOHCynbTallds BpadyOM-ITYJIBMOHOJIOTOM IIPH
HaJIU4MU [1aTOJIOTUU CO CTOPOHBI JAbIXaTEIbHOW CHCTEMBbI

25

BeimonHeH 6-TUMHHYTHBIM TeCT ¢ XOAbOOW, ecinu He
IPOBOJIMIICS TOCIIETHHE 6 MecC.

26

Brinosinen OMOXUMUYECKUN aHAIN3 KpPOBHU
(amannHamuHOTpaHc(epasa,  acrnapraraMUHOTpaHChepasa,
o0mmMid U MpsiIMON OMIMPYOUH, XOJIECTEPHH, TPUTIIUIEPUIBI,
JaKTaTIAEeTUAPOreHasa, KpeaTtnH(pochokrHasa,
JMAKTATICTUAPOTeHU3a,  Kaubluii, d¢ocdop, mIenoyHas
¢doctaraza), ecnu He NPOBOAMICS B IpeIIeCcTBYOLE 6
MeCSIIEB
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Mucopolysaccharidosis Type I. J Pediatr. 2009; 155(4);(2):32-46;

3. Thomas JA, Beck M, Clarke JTR, Cox GF Childhood onset of Scheie syndrome, the
attenuated form of mucopolysaccharidosis 1. J Inherit Metab Dis (2010) 33:421-427.
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IIpunoxenue Al. CocraB padoueii rpynnbl

bapanoB A.A. akamemuk PAH, mnpodeccop, a.m.H., Ilpencemarenr Hcmonkoma Coroza

neanaTpoB Poccun.

HamazoBa-bapanosa JI.C. akamemuk PAH, mpodeccop, n.m.H., 3amectutens [Ipencenarens

Ucnonkoma Coro3a neauatpos Poccun.

Kynes C.U., un.-xopp. PAH, n.M.H., wieH npaBineHus Poccuiickoro o0mecTBa MEIMIIMHCKHUX

T'€HETHUKOB
Kyszenkosa JI.M., nmpodeccop, a.M.H., uieH Coro3a neauarpos Poccuun

I'eBopksin A.K., k.M.H., uiien Coro3a neauatpoB Poccuu

Bamakmanze H./l., k.M.H., unen Coro3a neauatpoB Poccrn

Muxaiinosa C.B., 1.M.H., wied Poccuiickoro oo01iecTBa MeEIUIIMHCKIX T€HETUKOB
Cemsuknna A H., n.M.H., wien Poccuiickoro oo0mecTsa MeIUIIMHCKHUX TEHETUKOB
[Toaxnernora T.B., k.m.H., uien Coro3a neauatpoB Poccun

CaBoctpsHOB K.B., k.0.H., uien Coro3a neguatpoB Poccun

[TymkoB A.A., k.0.H., wien Coro3a nequatpoB Poccun

Bocko6oesa E.1O., k.M.H., wien Poccuiickoro o0mecTsa MEJUINHCKAX T€HETHKOB
3axaposa E.}O., 1.M.H., wien Poccuiickoro o0miecTBa MEAUIIMHCKUX T€HETUKOB

Bumnena E.A., k.M.H., wien Coro3a nenuarpoB Poccun

ABTOpBI NOATBEP:KAAIOT OTCYTCTBHE (PMHAHCOBOH NOAIEPKKU/KOHPJIMKTA

KOTOPbIif HE00X0HMO 00HAPOA0BATb.

HHTEPECoB,
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Ipunoxenne A2. MeronoJiorust pa3padoTki KJIMHAYECKHX PEeKOMEH AN I
LlesieBasi ayAnTOPHUS JAHHBIX KJIMHUYECKHX PEKOMEH/IALMIA:
Bpauu-nerckue kapanosory;
Bpauu-nynsmoHonory;
Bpauu-nenuarpsr;
Bpauu o0mieli BpaueOHON MPaKTUKHU (CEMEHHBIC Bpayn);
Bpauu —reneruxu;
Bpauun- 3H10CKONUCTBI;
Bpauu- penrrenosnory;

Bpauu pyHKIIMOHAIBHOIN TUArHOCTHKY;

© © N o gk~ w DN

Bpauu- nerckue ctoMaTosIoru

10. Bpauu- neTckue Xupypru

11. Bpauu nerckue aHecTe3n0JI0rH-PEaHMMAaTOIOIH;
12. Bpauu-neTckue HeBpOJIOTH;

13. CtynenTsl MeaunuHckux BY3oB

14. O6yuaromuecs B OpAMHATYpE U HHTEPHATYPE

Knunnueckne PEKOMEHAAIMU CO34aHbl HAa OCHOBAaHUHW CHCTCMATHYCCKOI'O 0630pa
autepatypsl 1992-2013 rr. Medline (Pubmed version), Embase (Dialog version) u Cochrane
Library databases, ¢ wucnosp3oBanueMm co3manHbix mporokonoB (Mucopolysaccharidosis |:
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),
COBPCMECHHBIX MCKIAYHAPOAHBIX KIIMHUYCCKUX peKOMeHI[aI_II/Iﬁ 110 AHMArHOCTHUKEC, JICUCHHIO H
BEJICHUIO OOJBHBIX C METa0OTMICCKIMHU OOJIC3HIMHU.

Myxkonosnucaxapuao3bl OTHOCSTCS K PEIKUM HACIEICTBEHHBIM 3a00JI€BaHUAM, YTO
HCKIIIOYAaCT BO3MOXHOCTL IHPOBCACHUSA 0O0JIBIINX KOrOpTHBIX W  PAHAOMH3UPOBAHHBIX
KOHTPOJIMPOBAHHBIX I/ICCJ'IC,ZLOBaHI/Iﬁ H i1 CO3JaHUA TPOTOKOJIOB JAUATHOCTUKHU M TCpallun
HCIOJIB3YIOTCA JIMIIb TEMATHYCCKNUEC HUCCIICAOBAHUA 3KCIICPTOB, Ol'Iy6J'II/IKOBaHHHe B IIOCJICAHUC

JABa JCCATHIICTUS.
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Ipunoxenne A3. CBsi3aHHbIE JOKYMEHTBI MOPAIKH M CTAHAAPTHI OKA3aAHUS

MeI[I/IIII/IHCKOﬁ IMOMOIIIHN
Hopsaku oxkazaHusA MeIUIIUHCKON MOMOIIIN:

1. Ilpuka3z MuHucTepcTBa 3paBOOXpPAaHEHUS U COLMAIbHOrO pa3Butusi P ot 16 anpens
2012 r. N 366H "OO0 yrBepxknenuu [lopsaka okazaHus neauaTpUIeCKon momMoru")

2. Ilpuka3z MunucrtepctBa 3apaBooxpaHeHuss PO "OO yrepxkaenuu Ilopsiaka oxaszaHws
MEJIUIIMHCKOM TOMOIIM OOJBHBIM C BPOXIECHHBIMU W (WJIM) HACJIEICTBEHHBIMU
3aboneBanusaMu" ot 15 HosOps 2012 r. N 917h).

CrangapTbl OKa3aHUS MeIUIMHCKONH MTOMOIIIU:

1. TIpukaz MunzapaBa Poccum ot 09.11.2012 N 7911 «O6 yrBepx)aeHuu CraHmapta
CIEHMAIM3UPOBAHHON MEAUIMHCKON ITIOMOIIHM JIETSAM IIpU Mykonoaucaxapunose I tuma»

2. Ilpukaz MumzapaBa Poccum ot 09.11.2012 N 790m «O6 yrBepxkacauu CraHmapra
CIEUMATM3UPOBAHHON MEIULIMHCKON MOMOIIM AETSIM Ipu Mykonoaucaxapunosax I, IV
u VII tunosy.

3. Ilpukaz MwunzgpaBa Poccum ot 09.11.2012 N 834n «O06 ytBepxkaeHun CraHmapra
CIIEIUATU3UPOBAHHON MEIUIIMHCKON TOMOIIM JETAM TpH MyKomosimcaxapuaoze VI

THUIIa»
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Ipunoxkenue b. Auroputm Begenus nauenrta ¢ MIIC | tuna

MauwnenT ¢ cumntTomamu MIC I

\4

[narHocTuka

KoHcynbTaums
NpoduILHOro
cneuManucTa

TIA

JunarHos
MoATBEDXAEH?

Ha3HauyeHnne O3T nnum TICK

B CTaLMOHape

!

ECTb nokasaHus K
CUMMNTOMATUYECKOMY
Nle4yeHnto?

MoHuTOpUHI
HET COCTOSIHUS
naumeHToB,
nonyyatowmx O3T
nnm nocne TrCK

CuMmnTOoMaTn4yeckas TEPANUA

HET

Peabunutauus

MNoka3aHa koppekuna ®3T7?
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Ipuioxenue B. Unpopmanus 1iig nanueHToB

Peakiuu pogureneii n 61u3Kkux Ha quarHo3 "Mykononucaxapuuos" pasHsTcs.

B nepBblii MOMEHT 3TO MOXET ObITh OOJIer4eHue, OCOOEHHO €CIIM POAMTEIN OLIYTHIIH,
YTO C UX peOEHKOM HE BCE XOPOIIO, U MEUYTCsl OT JOKTOpA K JIOKTOPY, IbITasICh Y3HATh, UTO K€
He Tak. [loHsATHO, uTO AuarHo3a "Mykononaucaxapuo3" HUKTO HE JKEJIAeT, HO B CaMblil IIEPBbII
MOMEHT POJUTEIN MOTYT HEMHOTO YCIIOKOMTHCS - BEJb MX PEOCHKY IMOCTaBWIM JHArHO3, a pa3
TakK, TO SICHO, B KAKOM HaIpaBJIeHUU HaJo OyneT uatu fansiie. OQHaKo, 04eHb CKOPO HACTyIaeT
[IOHUMaHMe, 4TO HE BCe TaK MpocTo. UTo JIeueHus Takoro, 4ToObl UCLETWIO peOeHKa cpasy, HeT.
BonbmmHCTBO poauTeNneil HMCHBITHIBAET HENPEOJOJUMOE YYBCTBO OIYCTOIICHHUS, a 3aTeM
IIPOXOJAT Yepe3 BCE CTAUU IEYAIIH.

IIpoxoast yepe3 3TOT CIOXKHBIM MEpUOJ, OYEHb Ba)XXKHO MMETh Haaexkay. O4eHb BaXKHO
o0IIaTbCs € CEMbSIMHM, B KOTOPBIX €CTh IOJOOHBIE MPOOJIeMBbl, H3ydaThb HHGPOPMALHUIO O
3a00JICBaHUM U COIYTCTBYIOIIUX €My acrekrax. [loMHHTe, 9TO MeAWIMHA HE CTOMT Ha MECTe,
pa3pabaThIBalOTCSI HOBBIE M PA3BHBAIOTCA CYHISCTBYIOIIME METOIBI JICUSHHs, YTO BEIET K
yIy4IIEHUIO KauecTBa kxu3HU. [lomHuTe, uTo BBI - HE O/1HU.

ITpuznaku Mykononucaxapuao3a U3MEHSIOTCS B LIMPOKHUX IMpejaenax OT OOJbHOIo K
0onpbHOMY. VY MAlMEHTOB NPOOJEMBI C CEpALEM, JETKHUMH, NUIIEBApUTEIbHON CHCTEMOH,
KOCTHO-MBIIIIEYHOTO ammapara W TOPaXEHUSIMH MO3ra, MHOTHE C MyKOIOIMcaxapuao30M
UCIBITHIBAIOT O0JIbINE 60K, YeM OOBIYHBIE JIFOIH.

B panHem perctBe aetu ¢ Tsbkenoil ¢opmoilt Mykomonucaxapuiao3a MOTYT ObITh
THIIEPAKTHBHBIMH, CHUJIBHBIMH, OOBIYHO BECENBIMH, HO OYEHb OBICTPO yTOMIISIEMBIMH. Y HHUX
3aHMKECHA CTENIeHb KOHIIEHTPAIMM BHUMAHWS, X MHTEJUICKTYAIbHBIH BO3PACT HUKE BO3pacTa
¢usnueckoro pazButus. Takoll peOEHOK MOXKET, HAlpHMep, 3alepeTb JBepb BAaHHOM, HO
HECIOCOOEH MOHATh, KaK BBINTH 00paTHO, Ja)ke KOT/1a B3pOCIbIi MHOTO pa3 eMy 00bsicHUT. OHU
00T TPyOble pa3pyIIUTENbHbIE UTPhI, CO3/IaHUE IIyMa U pa30pachlBaHUE UTPYILIEK IS TaKuX
JeToK ckopee urpa. OHE MOTYT HE CO3HaBaTh OMACHOCTEH, YNPSMBI U HEAUCIUILUTUHHPOBAHHBI,
MIOCKOJIBKY 3a4acTyi0 MPOCTO HE MOTYT MOHSATh, YTO OT HUX TpeOyercs. HekoTopeie et MOryT
UMETh BCIBIIIKK arpecCUBHOrO MoBeAeHMs. HekoTopble MOryT Kakoe-TO BpeMsl MOJb30BaThCs
TyajeToM, HO OOJBIIMHCTBO TMOJB3YyEeTCS MOATY3HMKaMH. PomuTensM Takux JeTer
npoOJeMaTHYHO TPOCTO BhICHaThess. OHM HE MOIDKHBI CMYINATHCS CIIPAIIMBATh COBETA Y
JIOKTOPA TI0 TIOBO/TY PACTOPMOKEHHOCTH peOeHKa H KOPPEKTHPOBKH €TO MOBECHHS

Jletu c nerkoit popmMoit MyKONOIHcaxapu103a, Kak MPaBUIIo, MOJHOCTHIO HE OTINYAI0TCS

B IMMOBCACHHUU OT 3JOPOBBIX JIETeH. BperI OT BpCMCHU OHU MOTYT OBITh HECACPIKAaHHBIMHU OT
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paccTpoicTBa, Koraa ux (U3HYECKHE OTpaHUYCHHS CNAl0T KU3Hb TpynHoW. Hamo Bcsdecku
MOOUIPATH NPOSBIEHUSAM X CAMOCTOSITEILHOCTH.
[TompocTkoBBIE TOABI A TAKUX JAETEH MOTYT OBITh OCOOCHHO TpyAaHbl. VM mpocto

HGOGXOI[I/IMa ImomMouib, IOHUMAaHUCE, 060,I[peHI/Ie, xopouiee n I[O6p0€ CJIOBO.
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Hpuioxenue I'l. BoIpakeHHOCTh KIMHUYECKUX NPOSABJICHUI B 3aBUCMMOCTH

ot Bo3pacra aedrora MIICI

Cucrema Cumirom Hosopoxn. | Mmagennsr | Hdetn [onmpocTku
CepneuHo- Kaparnommonarus - + + +
cocyaucTas Koponapnas 6ome3Hp | - + + +
cepana
Yronuenue CTBOPOK | - ++ +++ +++
KJIAIIaHOB
LlenTpanpHas Hapymenue nosenenust - - + -
HEpBHasA LlepBukanpHas - - ++ ++
MUEONATHS
Tunponedanmms - ++ ++ ++
Perpecc pa3Burus N ++ +++ +
Cynmoporu - + + -
Hapymenue rnoranus - + + +
IIumeBapurensHas | duapes - + + +
I'enarocnieHOMeTranus - ++ +++ +++
OpraHn ciyxa CHmKEeHuE ciyxa - + + +
PeunnuBupyrommii - ++ ++ ++
CpeaHUI OTUT
Opras 3peHus IloMyTHEHUE pOTrOBUILBI - + +++ +++
I'mayxoma - + + -
Juctpodus ceryatku - + + ++
CkeneTHo- HecrabunbHOCTh aTnaHTo- | - + + +
MBIIIEYHAs OKLUIIUTAJILHOTO
COUYJICHECHHUS
TyHHENbHBIA KapHalbHbIA | - + ++ ++
CUHAPOM
I'pyOble yepThl TULA - ++ +++ ++
Jucnanazus - + ++ ++
Ta300eIpEHHBIX CYCTaBOB
MHO0K€eCTBEHHBIH - +++ +++ ++
JU30CTO3
Bamerycnas nedopmarust | - =+ + +
roJieHeH
I'pboku - ++ ++ ++
KoHnTpakTypsl cycTaBoB - ++ +++ +++
Kudos - + ++ +
Maxkpouedaaus - +++ +++ ++
JbIxaTenbHas OOCTpYKTHBHOE arHoe BO
CHE
O6cTpykuust BEPXHUX
JIBIXaTENbHBIX MyTeH
CreunanbHble AnpdanaypoHuIa36 Ll 1l Ll N
TabopaTopHbIE AKTUBHOCTh
TECTHI
Jepmaran cynsdat B Mmode | 11 " ™ ™
I'emapan cynbdat B Moue ™" " ™" "
O6ume 'Al" B Mmoue " " " "
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Ipunoxenue I'2. Taktuka Benenus gereit ¢ MIIC | Tunma

HccnenoBanmst ITepBonavanenas | Kaxneie 6 | Kaxasre 12 | Omua pas
OLICHKA Mec Mec B 2 roja

IToaTBEpKACHUE TMATHO3A
AHaMHe3 00J1e3H1

Kiaunuueckuii ocMoTp

PocT, Bec, OKpY>KHOCTP TOJIOBBI
BBIHOCITHBOCTD

Ouenka ITHC

Kommerorepras Tomorpadgus wimu
MPT rosioBHOro mo3sra

Koruutusnoe TECTUPOBaHUE
(DQ/IQ)?

CKOpOCTh HEpPBHOW IMPOBOAUMOCTH/ X X
OMI'

Ouenka ciayxa
Aynnomerpus X | X |
OueHka 3peHust
OctpoTta 3peHust
OcMOTp IM1a3HOro Ha

e A | A
A A

o
o

<
~

slie
A

HccnenoBannue poroBUIs! X X
JbIxaTenbHasi cucTemMa

OBJ]

Hccaenoanue
cHa/moucomMHorpagus
O6cenoBanue cepevHo-
COCYMCTOM CHUCTEMBI
DIeKTPOKapANOrpaMmMa
Oxokapauorpadus
OmnopHo-ABHraTeJbHBIN anmapar
Pentrenorpagun ckenera X | | X
KeaynouHo-KuuieqHblii TpaKkT
VY3U opraHoB OprOIIHOW MOJOCTH; X X
00bEM CEJIe3eHKH, IEYCHH
JlaGopaTopHble HCCJIeI0BAHUS
Omnpenenenue 'AI X | X | |

olle
olls

| A
ol

L Jlnst mereii crapiie 3 JeT; pacCTOSHHE, IPOIACHHOE 33 6 MUHYT (IPEANIOYTHTETLHBIM SBIISETCS
TOT K€ MPOMEXKYTOK BPEMEHH, YTO U B MPEABIAYIIUX TECTAaX 3TOT0 MAlMEHTa); YUCIIO CTYINEHEH,
npoiiieHHBIX BBEpX 3a 3 MUHYTHI. OneHuBaroTcs nokasarenu caryparuu SpO2, Y/, YHCC no u
nocJie Harpy3KHu.

“DQ  wm Kospduuuent ymcrBenHoro passutus (KYP) - cmocob6  cpaBHeHus
MHTEJJIEKTYaJIbHOTO Pa3BUTHUS, CBOMCTBEHHOTO JAHHOMY BO3pacTy (YMCTBEHHBIX CIIOCOOHOCTEN
peGeHKa MO0 OTHOIIEHHIO K €r0 CBEPCTHUKAM), C XPOHOJOTHUYECKUM BO3pacTOM ((haKTHUECKUM
BO3pPacTOM peOeHKa).

KVYP paccunteiBaeTcs [€1€HMEM HWHTEUIEKTYaJIbHOIO BO3pacTa Ha XPOHOJIOTMYECKHH U
ymHo)keHreM Ha 100 mns mosmydeHus 1enoro yucia. CpemHuit K0dPEHUIIUMEHT YMCTBEHHOTO
pa3BUTHS IS TI0OOOTO BO3pacTa cuntaercst paBHbiM 100.
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IIpunoxenue I'3. Cxema tepanun MIIC | Tuna

[loBpiICHHE KOHIOCHTpAallX JC€pMaTaH- U renapchyﬂL(baTa B MOUYC, CHWIKCHUC UJIM OTCYTCTBHUE
AKTUBHOCTH Q)epMeHTa a.HI)(l)a-I/I,HypHOHI/II[aM)I B KJICTKaXx

v

v
v

v

MIICIH (I'ypnepa)

MIIC1H/S (I'ypnepa — lleiie)

MIIC1S (Illeite)

Y

®3T (maponumasza 100 Mr/kr/B HeIEI0, BHYTPUBEHHO)

v v
MIIC1H MIIC1H/S
<2 et >2 et d3T
v v
TI'CK d3T
+/- ©3T
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Ipunoxenne I'4. Anropurm guarnoctuxku MIIC I tuna

OCHOBHBIE CUMIITOMBI bunoxummnueckuit Creuunduueckuit

Mapkep, OMOXUMHUYECKHUI

MpeANoJararonm Mapkep,

U HaJIn4ue MOJATBEPKIAIOIIN I

3a00JIeBaHUs JIMar’os
YMCTBEHHAsI OTCTaJIOCTbh,
MOBEJCHYECKUE HAPYIICHUS
rpyOBIC YepTHI JIHUIIA,
HU3KOPOCIIOCTb,

IloBbmmiennas
TYTOIMOJABUKHOCTh CYCTaBOB, LN
IKCKpEIus [ CumxeHue

MOMYTHEHHUE POTOBUIIbI, YACTHIC A

Hepmarancyibha aKTUBHOCTH aibda-
pecnupaTopHbie 3a00JI€BaHMUs],

-Ta U L-unypoHuassl

rermaToMeraians

renapancyibdara
CIUIEHOMETAJIMS, T1aX0BO- .

C MOYOH.

MOIIIOHOYHBIE U MTYTIOYHBIE
TPBDKH

MonekynsapHo-
TeHETUYECKOE
UCCIIEJOBaHHE

BBISIBJICHHE
MYyTAalUi B TEHE

IDUA,
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Ipunoxenne I'S. PacmugpoBka npumevaHui

... — JIeKapCTBEHHBIH mpenapar, BXoaAmmii B IlepeyeHb >KU3HEHHO HEOOXOIAUMBIX U
BAKHEUIIMX JIEKAPCTBEHHBIX MPENapaToB Uil MEAULUHCKOro npumeHeHus Ha 2016 ronx
(Pacnopspxenue [IpaBurensctBa PO ot 26.12.2015 N 2724-p)

..."" — JIeKapCTBEHHBIN Mperapar, BXoAsmuii B I[lepeueHb JEKapCTBEHHBIX MPENapaToB st
MEAMIMHCKOTO INPUMEHEHMs, B TOM 4YHCIIE JICKAPCTBEHHBIX IIPENapaToB [UIsi MEIULUHCKOIO
IPUMEHEHHs, Ha3HAuYaeMbIX 110 PEUICHHI0 BpaueOHbIX KOMHUCCHH MEAMLMHCKUX OpraHu3aului
(Pacnopspxenue [IpaBurensctBa PO ot 26.12.2015 N 2724-p)

L - JIEKApCTBEHHBIA IIpenapar, BXoAaumui B IlepedeHp J€KapCTBEHHBIX IPENApaToB,
NOpeJHa3HAYeHHbIX JUIsl oOecredyeHus JiuL, OONbHbIX reMopuiIned, MYKOBUCIHI030M,
runoGu3apHbIM  HaHU3MOM, Ooje3Hbro ['omie, 3710Ka4eCTBEHHBIMHM HOBOOOpPA30BaHHUSIMU
TUM(OUTHOM, KPOBETBOPHOW M POACTBEHHBIX MM TKaHEH, paccessHHBIM CKJIEPO30M, JIUI] TOCTe

TpaHCIIaHTalMKU opraHoB U (win) Tkanen (Pacnopsbxenue [IpaBurensctBa PO ot 26.12.2015 N

2724-p)
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