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TepMuHbI U onpeaeIeHUs

Hosrle un Y3KOHAITPaBJICHHBIC HpO(l)eCCI/IOHaJ'IBHI)IC TEPMHHBI B HACTOAIINUX KIMHHYCCKUX

PEKOMEHAAIUAX HE UCIIOJIBb3YHOTCA



1. KpaTrkas nngopmanus

1.1 Onpeneaenune

Myxkonosmcaxapuao3sl (MIIC) - rpynmna HacieICTBEHHBIX 0oJie3Hel 0OMeHa BEIIECTB,
CBA3aHHBIX C HapylleHueM weradonu3ma rinko3amuHornukanoB (I'AD), mpuBoxsiee k
NOpaXeHUI0 OpraHoB M TKaHed. OOyCIOBIEHBI JaHHBIE 3a00JieBaHUS MYTAlUSIMU TEHOB,
KOHTPOJIMPYIOIIUX MPOLECC BHYTPUIM30COMHOIO THPOJIN3a MAKPOMOJIEKYII.

Myxkonosucaxapuao3 |V tuna (Cunapom Mopkmuo) -

(cMHOHHUMBI: 0011€e3Hb Mopkmuo, CHOHIMIIO-3NH(pU3apHas JUCTLIA3HS,
XoHJpoocTeoaucTpodus, aedopmupyromias octeoxoHapoauctpodusi, Mopkuo - bpaiincdopaa
cuHapoM, Mopkuo - Yaepuxa cuaapoMm, K - mykononucaxapuaos3, 3KCUEHTPOXOHIAPOILIA3HS,
Hyree - Menxuopa - Kitayzena cuaapom)

- HaclelCTBEeHHass OO0Je3Hb HAKOIUICHUS, OOYCIOBIEHHas e(UIMTOM JU30COMHBIX
TUApOJIA3: TajakTo3aMuH-6-cynbdar-cynbdarassl (MIIC IVA) umu B-ramakrosuaazsl (MIIC
IVB), oOycioBieHa OTJIIO)KGHHEM B  COCOUHUTEILHOM TKAaHM KepaTraHcyibdara U
XapaKTepu3yeTcsl 3HAYUTENbHON JedopMmanueil ckeinera M OTCTaBaHMeM B pocre. Bcee
BBIIIICTICPEYUCIICHHBIE TIPU3HAKN MPUBOIAT K MHBAIUIU3ALIMH, a TIPU TSHKEIIOM T€UCHUHU O0JIe3HU

- K JIeTanbHOMY Hcxony [1-6].

1.2 DTHOJ0THSA ¥ IATOreHe3

MIIC IVA, ren GALNS nokanu3oBan B xpoMocoMHO#l obnactu 16q24.3. MIIC IVB -,
rer GBS nokanmm3oBan B xpomocomHuoit obmactu 3q21.33. BaxxHO OTMETHTBH, UTO MyTallus TeHA,
KOJIMPYIOIIETO B-rajlakTO3M/1a3y, BBI3BIBAET TAK)KE TaHTIHO3U 03 THMA .

Tun Hac/IeA0BAHUSA: Hacne,uyeTCH M0 ayTOCOMHO-PCLCCCUBHOMY THUITY.

1.3 DnuaeMuoJ10rust

Pacnipoctpanennocts MIIC IVA 1:250 000 nHoBopoxnennbix, MIIC IVB BeTpeuaetcs

elle pexe.

1.4 Koguposanue no MKBE-10

E 76.2 - Mykononmucaxapuaos 1V Tuma

1.5 IllpumMepbl AMATHO30B

o Myxkononucaxapuoos IVA muna. Cmeno3 wetinoco u 8epxuecpyoHo2o omoend
no360HouHO20 KaHana. Muenonamus welno2o0 omoena CHAUHHO20 MO32d.

BaﬂbeCHCl}l deqbopMauuﬂ HUJCHUX KOHeltHOCWleﬁ, cocmosnrue nocine



onepamugHoco nedenus. Ilpagocmoponnuii skccyoamushsili omum. Adenouowt 1
cmenenu.  Ilpasocmopounsia  KonOykmusHas — myeoyxocmv Il cmenenu.
Jlsycmoponuuii  sxccyoamusHuiti  omum. JIeBoCmMopoHHss —CeHCOHe8PAbHAas
myzoyxocmo I cmenenu. OU kamapaxkma eémopuyHas HA4albHAs, CMEUaHHbIU
acmuemamusm. OD Ha4anbHas cmaous HOMYMHEHUsI  PO2O8UY.
Heoocmamounocmv mumpanvnozo u mpukychuoanvhoeo kiananos. XCH Ocm.
Cocmosinue nocie HAOMbIWENIKOBOU KOppucupyroujei ocmeomomuu obeux
bedpennvix kocmetl om 20122., meduanvhozo cemusznughuzeooesa OUCMAIbHOU

30HbL pocma 1e6otl beopennou kocmu om 2015e.

1.6 Knaccudukanus

B 3aBucumoctu ot IEPBUYHOI'O I'€CHETUYECKOI'O I[e(beKTa, IMPUBOAAIICTO K CHHIKCHUIO

AKTUBHOCTbH

JIN30COMHBIX (1)epMeHTOB BBIJCIIAIOT HECKOJIBKO THUIIOB

MYKOIOJIHCaxapu1030B.(Tadi. 1).

Ta6auna 1 - Knaccudukanus (Homenknarypa) MIIC.

MII | Tun Cunapom I'en depMeHTHBIN JePeKT Xpomo- | OMIM
C COMHast
JIOKaJIH
-3a1Hs
I MIIC I I'ypnep IDUA | dedunut anbda-L- 4p16.3 | 607014
H UypOHHUAA3bI
MIIC I ['ypnep-1lleiie 607015
H/S
MIICIS | Ileiie 607016
I MIICII | Xantepa IDS Jeduuut unu oTcyTcTBHe Xq28 309900
UIypOHAT-2-Cyb(aTasbl
Jeduuut unu oTcyTcTBHE
cynb(ouaypoHar
cyibdarasbl
I MIIC Candummnmo 252900
A SGSH | Hedunut renapan-N- 17g25.
cynb(haTasbl 3
MIIC NAGL | Jdedbunur N-aunerun-a-D- 17921. | 252920
111B U TJIFOKO3aMUHHUTA35] 2
Hedurnut N-anerun-o-
TJIFOKO3aMUHUIa361
MIIC HGSNA | Jlepuuur renapan-o- 8pl1.2 | 252930
IIIC T rirroko3aMuHu N- 1
areTuiaTpatcdepassl
MIIC GNS Hedunut N- 12q14 | 252940
11ID)] aleTUITNTIOKO3aMHUH-6-
cynbdaTazbl
IV | MIIC Mopxkuo GALNS | dedunumr ranakrozamun-6- | 16924/ | 253000
IVA cynb(haTasbl 3




MIIC GLB1 | Hdedunut B-ramakrozuaazsl | 3p21.3 | 253010
IVB 3
\4 MIIC VI | Maporto-Jlamu | ARSB Hedunut N- 5014.1 | 253200
aleTHIraJIakTO3aMUH-4-
cynbhaTasbl
VIl | MIIC Crnas GUSB | Jdedwurut B- 7921.1 | 253220
Vil TIIIOKYPOHH1a3bl 1
IX MIIC IX | Hemocratouno | HYALL | Jledurut ruamypoHuasbl 3p21.3 | 601492
CThb 1
THATypOHH/IA3
BI

1.7 Knuandeckass KApTHHA

OcHogHble KIuHuYecKue nposigiieHus: 3HAUUTEIbHbIe nedopmanuu ckejaeTra, 0COOCHHO
KOHEYHOCTEH U rpyaHoi kietku [1-6].

Brewmnuii  6u0: netm poxparorcst 0e3 mpusHakoB Oosie3Hu. [lepBble  CHMITOMBI
MOSIBIISIIOTCSL B Bo3pacTe 1-3 roma; k 7-8 rogaM KIMHHYECKAass KapTHHA YK€ TOJIHOCTHIO
BbIpaxkeHa. OTMeuaeTcsi oTcTaBaHue B pocTe U (usmueckoM pa3zButuu. Koxa yromieHa, ee
TYprop U 3JaCTUYHOCTb CHUKEHbI. MOTYyT HaOMI0AaThCS MIUPOKHUI POT, KOPOTKUN HOC, PEIKHE
3yObl, BO3MOXXHO MCTOHYECHHE 3YOHOH 3Manu. AHOMaIusi TpyIHOW KJIETKH, 00masi ciabocTh
MBI, X-00pa3zHas aedopMalis HOT, JUCIUIA3Hs Ta300CIPEHHBIX CYCTaBOB, YKOPOUCHHUE IIICH.
HNuTennekT coxpaHeH.

Kocmuasa cucmema: ©0n€3Hb XapaKTepU3yeTCsl KaplIMKOBOCTHIO (POCT B3pPOCIOTO
6osbHOTO 0KOJIO 80-115 cM), HEMPOMIOPIIMOHATLHBIM TEJIOCIOKEHUEM (OTHOCUTEIIBHO KOPOTKOE
TYJIOBUIIlE, MHUKpoledains, KOpoTkas 1ies). BolpakeHa aegopmaiusi ckeiera, OCOOEHHO
IpyIHON KJIeTKH (KypuHasi, 60oukooOpa3Has, kuieBuaHas). OTMeuyaercs KU(POCKOINO03 IPyIHOTO
U TOSCHUYHOTO OTAEJIOB IO3BOHOYHHUKA, IPH TYTOMOJBHUKHOCTH KPYIHBIX CYCTaBOB
omnpezensercss pacciabiieHue CBA30YHOrO ammapara B MEJKMX CycTaBaX, YTO NPUBOAUT K HX
THIIEPMOOHMIIBHOCTH. BBISABISIOTCS KOHTPAKTYPHI B JIOKTEBBIX, TUIEYEBBIX, KOJCHHBIX CyCTaBax;
BaJIbIycHasl ieopMalys HIDKHUX KOHEYHOCTEH, INIOCKOCTOIIHE.

Opeanvl 3penus: MHOTJA OTMEYaeTCs IOMYTHEHHE POTOBUIIBL.

Llenmpanvnas nepeunas cucmema: HanuboJiee YaCTbIM HEBPOJIOTMUECKUM OCJIOKHEHUEM Y
nanreHToB ¢ MIIC IV tuna saBnsercs meiHas muenonaTtus. [I[puumHON ClaBlIeHHs] CIMHHOIO
MO3ra y 3TOH TpYNINbl MAIMEHTOB SIBISETCS HECTAOWIBHOCTH INEHHBIX M TPYIHBIX (pexe)
MIO3BOHKOB. B ciyyae KoMIIpeccuM CIIMHHOTO MO3ra B HIEHOM OTIEJIE OTMEYAETCs TOPaXKEHHUE
MUPAMUTHOW CHUCTEMBI, YTO MOXXET TPUBECTH BEPXHEMY BSUIOMY M HIDKHEMY CIIACTHUECKOMY
napamnape3y. [Ipu rpyObIX HM3MEHEHMSIX BO3HUKAIOT YCJIOBUS JUISI KOMIIPECCHUU KayAajJbHOTO

OTACIa CIMHHOTO MO3ra, 4r0 HNpHUBOJAUT K PA3BUTUIO BAJIOTO IIaparape3a HOT. Taxoke MOTYT
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UMETh MECTO HAPYIIECHUS Ta30BbIX (PpyHKuuN. HTEIEKT OOBIYHO HE HApYIICH WA YMEPEHHO
CHIKEH. XapaKTepHO CHUIXKEHUE CllyXa, C BO3pacToM pa3BuBaercs Tiyxora. CunApOM
3amnscTHOro kaHana aid naiuentoB ¢ MIIC IV tuna He xapaktepeH.

Cepoeuno-cocyoucmas cucmema: TOPaXKEHHE cepala HAOIIOAAaeTCsl TOBOJIBHO PENKO Y
Jgerei. TunuyHa HEJOCTATOYHOCTh A0OPTAJIIBHOTO KJIAllaHa, peke MUTpabHOTO. Kapanomeranus
OOBIYHO HOCHT BTOPUYHBIN Xapaktep. Ha mo3gHem cpoke Ooyie3HH TposBIeHUS Oolee
BBIPaKCHHBIE.

JKenyoouno-kuwieunas ~ cucmema:.  OTCYTCTBYeT  remaTociieHoMeranusa.  Yacto

BBIABIIIIOTCSA ITYIIOYHBIC U ITAXOBBIC I'PHIXKH, PACXOXKACHUE IIPAMBIX MBIIIIL )KUBOTA.

2. /Imarnoctuka

Huaenoz MIIC \V ycmanaenusaemcs Ha 0CHOBAHUU COBOKYNHOCU KIUHUYECKUX OAHHDLX,
pe3yIbmamos 1abopamopHO20 UCCAEO08AHUSL U MONEKYIAPHO-2EHEMUYECKO20 AHAU3A
(IIpunooscenue I'l).

B omauuue om Opyeux munoe, myxononucaxapuodozos IV mun xapaxmepusyemcs

omcymcmeuem CHUMNCERUA UHmelleKmda, NOMYMHEHRUA pOco8UYbL, cenamocnileHomezaluu [1‘6] .

2.1 /Kaa00bl 1 aHAMHE3

e [lpu cbope anamHe3a U xanod cieayeT oOpaTUTh BHUMaHUE Ha CIEAYIOLIME XKaloObl U
aHaMHecTHuYeckue coobiTus [1-6]:
O yXYALIEHHUE MEPEHOCUMOCTH (PU3NYECKUX HArpy30K, c1a00CTh B KOHEUHOCTSIX
O W3MEHEHME IOXOJIKHU
O CKeJeTHbIE leopManuu
O HEJIOBKOCTh MEJIKOW MOTOPHKHU
o 0onHu B CIMHE, HOTaX, NapecTe3ny (OHEMEHHE, TOJI3aHUE «MYpPAIEK», TOKAIBIBAHNE)
B 00JIaCTH KOHEYHOCTEH
O HapylleHHe KOHTPOJIs (PyHKIHMI Ta30BBIX OPraHOB

O aIlHOY BO CHE

2.2 dusukaiLHOe 00C/Ie/I0BAHNEe

BovipasicenHocms  KIUHUYECKUX NPOSIGNIEHUL 8 3d8UCUMOCMU Om 6ospacma Oeboma
pasauunvlx noomunos MIIC IV, npeocmasnenvt 6 [punoscenuu I2.
OcnosHule usuxanbHble nposigieHus - 3HAUNTENbHBIE JeQOpMaluu CKelleTa, 0COOCHHO

KOHEYHOCTEH U rpyaHo# kietku [1-6].
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2.3 JIaGopaTopHAass AMATHOCTHKA

PexkomennoBaH aHanu3  KOJIMYECTBA M CHEKTpa [JIMKO3aMHUHOTJIMKAHOB,
3KCKPETUPYEMBIX C MOYOM.
Kommenrapuu: npu neexkux ¢opmax MIIC IV mooicem Hnabniodamvcs HOPMATbHASL

axckpeyusi I'Al,

PexomMeH10BaHO HCCIIEIOBaHHE AKTUBHOCTH TallaKTO3aMHH-6-Cynbdar-cyibdarassl (B
ciyuae MIIC IVA), B-ramakro3unassl (B ciiyaae MIIC 1VB) B kyabType Gpudpo61acTos,
M30JIMPOBAHHBIX JICHKOIUTOB, JINOO B MSATHAX KPOBH, BHICYIICHHBIX HAa (HIBTPOBAILHON
Oymare.

Kommenrapuii: y nayuenmos MIIC IN muna eviasnsiemcs cHudxiceHue akmusHoCmu

qbepMeHmoe 6 3a6UCUMOCINU OM NOOMUNA

PGKOMGHZIOBaHO MOJICKYJIAPHO-TCHETUYCCKOC HCCIICAOBAHUC. BBIABJICHUC MYTaIII/Iﬁ B

renax GALNS (mts MIIC IVA) u GBS (w1 MIIC IVB).

2.4 UacTpyMeHTAIbLHAS JTHATHOCTHKA

PexoMenoBaHo mpoBefieHHe YIbTpa3BykoBoro uccienoanus (Y3U) opranos OpromrHoi

II0JIOCTH, CCIIC3CHKH, ITOYCK.

PexoMeHni0BaHO MpoBeeHUE PEHTTEHOTpa(H CKeeTa.

KommenTapuu: sgwiasiaiomes Oegopmayuu cxkenema, 0COOEHHO 2pPYOHOU KIemKU
(Kypunas, 60YK00Opa3Has, KUNeGUOHAs), KUPOCKOIUO3 2SPYOHO20 U NOSCHUYHO2O
0moenos no3BOHOUYHUK. Bwisendiomcesa ynioweHue u pacuiupenue mesl N0O360HKO8, deM
00BACHAEMCSL XapakmepHoe YKOpoOYeHue mynr08uua U HeoOblYHO KOpOmKas es.
Buipaoicennuiii yenoobpasmusiii kugos. Penmeen onunnvix mpyouamolx Kocmeul 8visA6/sem
Heoopa3eumocms 3MUPU308, YKOpoueHue Kocmell Npeoniieuvbs. JOKMesds KOCMb He
oocmuzaem y4e3ansicmHuoz2o cycmaesa. MameHenvl kKocmu masa: 8epmiydlchvie 6Na0UHbl
NJoCKUe U WUpoKue, Ux Kpblild CKOUleHd, Kpulibs NO0B300UHBIX KOCMeEU HenpaeuibHOL

Gopmbl;, KOHMYPLI BCEX KOCMell HepOoHble, 20/108KU OEOPEeHHbIX KOCell YNIOWEeHbl.

PexomennoBano mposeneHue snekrpomuorpapun (OMI) u snexTpoHeripoMmuorpadus
(OHMT).

KommenTrapumn: ucciedosanue noseonsiem oyenumv @QYHKYUOHANbHOE COCMOAHUE
MbIUEYHBIX  MKAHel, Hepeo8 U HEPEHO-MbIUWEUHOU nepeoaiy, CMmuMyIayuoHHAs

anekmponetipomuocpagua (DHMI) noszsonsem onpederums coagienue CpeouHHO20
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Hepesa oanice 00 NOAGLEHUS CUMNIMOMOB U QOJIHCHA npoeodumbc;z, HA4yuHasd ¢ eospacma 4-

5 nem esrce2o0Ho.
PexoMeH10BaHO MPOBEJCHHUE ayAHOMETPHH.
PexoMeH10BaHO MPOBEAEHNE HCCaeq0Banus GyHKIUN BHemHero aeixanus (OBJI).

Pexomenayercs npoBeeHue snekTposunedanorpaduu (33I).
KoMMeHTapuu: OCYIIECTBIISIOT ISl KOHTPOJISL H3MEHEHUH (PYHKIIMH KOPBI TOJIOBHOTO

MoO3ra 1 FJ'Iy6I/IHHLIX MO3IroBbIX CTPYKTYP, CBOeBpeMeHHOﬁ JUarHOCTHUKH SITHUJICIICHH.

PexoMeH10BaHO TIPOBEACHHE MOJIMCOMHOTpa(UH.

KommenTrapumu: 0ns OuacHocmuku  0OCMPYKMUSBHO20 ANHOD CHA  NPOBOOUMCS
noaucomMHocpagus, Komopas no3eojisiem  Onpedelumsv  Xapaxkmep  OblXameibHblX
HapywieHutl (UCKII0YUMb YEeHMPAIbHbIL 2eHe3, C8A3b ¢ eunepmpoghueli adeHouoos,

CcepoeyHoll HeOOCMAMOYHOCMbIO UNU KOMNIEKC NPUYUH).

PexomennoBano nposenenue anekrpokapauorpaduu (3KI') u sxokapauorpaduu (Oxo-
KT')

KommenrTapuu:  pecynapnoe  npogedenue  IOKI,  Oxo-KI,  xonmeposckoeo
monumopuposanus  OKI, cymounoco MoHumopuwea —apmepuanvbHo2o — OA6ieHUs.
HeoOX00UMO nayuenmam ¢ OAHHOU NAMONO2Uel, MAK KAK ¢ PAHHe20 803paAcma ) Hux

ommeuaomcst cepoedHo-cocyoucmole HapyuleHusl.

PexomeH10BaHO TIpOBeJEHHE MarHUTHO-pe3oHaHCHOM Tomorpaduu (MPT) romoBHOro
MO3Ta, IIEHHOTO OT/IeIa

KommeHnTapum: xiunuueckas kapmuna HEEPOIOSUYECKUX NPOAGNEHUN U pe3)Ibmambl
00beKMUBHBIX Memo008 00ciedosaHuss He 6ce20a Koppeaupyiom. Pezynomamol
maznummno-pe3onanciou momoepaguu (MPT) zonosnozo mozea nayuenmos ¢ MIIC ne
ABNAIOMCA OUASHOCMUYECKU SHAYUMBIMU 015 OnpedesieHus KOZHUMUGHO20 oepuyuma.
CkpuHuHe Ha KIuHUYecKue U U3yanu3ayuoHHble NPUIHAKU KOMAPECCUU CRUHHO20 MO32d.
Hecmabunenocms  amaaumoaxcuanvho2o cycmasa Mmodcem Ovlmb  6blA6leHAd NpU
penmeenozpaguu  weliHo20 0moena NO360HOYHUKA C HASPY3KOU, OOHAKO  OiA
NOOMEEPAHCOEHUSI KOMNPECCUU CNUHHO20 MO032d 6Cle0cmeue YMmoauyeHus e2o 000104ex

mpebyemcs nposedenue MPT.

PexomennoBano nposeaeHue kommnbroTepaon Tomorpaduu (KT) romoBHoro mosra
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2.5 IluddepennnanbHas ITMArHOCTHKA

Hpoeo()umc,q C pasiuyrsviMu eapuanmamu HAHUIMda, HACTeO0CMBEeHHbIMU 3a001e6aHUAMU

cKeema, CoOnpoBONCOAUUMUCT CROHOULOINUDU3APHBbIMU HapyuleHusim,, [1-6].

3. Jleuenue

3.1 KouncepBaTuBHOE JieUeHHE

Depmenmoszamecmumenvuas mepanus paspabomana, OOHAKO, 6 HAcmosuee 6pems
Jexapcmeennwlll npenapam 6 Poccuiickou @edepayuu ne 3apecucmpuposan. Ilpenapam noxazan
€010 IhexmusHocmb 8 MeHCOYHAPOOHBIX KIUHUYEeCKUX ucciredosanusax. Eeo nazmauenue
B03MOJNCHO NO HCUSHEHHbIM NOKA3AHUAM HA OCHOBAHUU peuleHUs 8paiebH020 KOHCUTIUYMA.

Ouenw sadcno cumnmomamuueckoe nederue [1-6].

e PexomengoBana KOppCKIHA HapyIICHUA OCaHKMU, KOHTPAKTyp CyCTaBOB C
HUCIIO0JIBb30BaHUECM HEXUPYPIrUICCKUX MCTOAOB BKJIFOYACT (bHSHOHpOI_IeI[ypr n

IIPUMEHEHHE OPTOIEANYECKUX YCTPOUCTB.

L4 HpI/I CUMIITOMATHYECKON AIUJICIICUH PEKOMCHAOBAHO HA3HAYCHUEC AHTHKOHBYJIbCAHTOB,
OAHAKO JO3UPOBKHU PCKOMCHAYCTCA MCIIOJIb30BaTh MCHBIIC CPCAHCTCPAIICBTUUCCKUX IJIA
CHMIKCHUA pHUCKA Ppa3BUTHUA BO3MOXKHBIX HEKCIATCIbHBIX 3(1)(1)GKTOB.

KOMMeHTapI/II/I: I’l0060p AHMUKOHE)YIbCcanma ocCywecmeiiemcsi NnCuxXornespojilocom 6

3A6UCUMOCMU OM 8UOA npucmynoe, JoKkajaiusayuu odazca namoao2u4ecKol aKmueHoOCmU.

e KoOppeKiuio cepAeuHO-COCYIUCTON HEIOCTaTOYHOCTH, AapTEepUaIbHOM TUIEPTEH3UU
PEKOMEHIyeTCsl MPOBOAMTH CTAaHAAPTHBIMU METOJAaMU KOHCEPBAaTUBHOIO JIEUEHUS,
MIPUHSATHIMU B JETCKON KapAHOJIOTHUH.

KommenTapuu: no noxazanusam pewaemcs 60npoc o nHeobXo0uUMoCmu Xupypauieckou

KOppexkyuu.

e PexoMeH0BaHO MpU PEUUAUBUPYIOLINX OTUTAX, YaCThIX PECHUPATOPHBIX 3a00JE€BAHUSIX
BEPXHUX [BIXAaTEIbHBIX IIyT€Hd IPOBEACHUE CHUMITOMATUYECKOW, I10 IIOKA3aHUAM -
aHTHOAKTepUaIbHON TEepanuu TMpU OTCYTCTBUU IOKA3aHUH K XUPYPrUYECKOMY

BMCIIATCILCTBY. HpI/I CHMIXXCHUM ClIyXa — HO}I60p 1 HOIICHHUEC CIIYXOBBIX aIllliapaToB.

o [IIpu odranpMomornyecKkux HapYIICHUSX PEKOMEHIOBAHO TIPOBEACHHE JICUCHUS IO
MOKa3aHUsIM, TOAOOp Tepamuu OCYIIECTBISETCS Ha OCHOBAHHHM  OOMICTIPUHSITHIX

peKOMeH,Z[aI_II/Iﬁ IO JICHCHUIO COOTBCTCTBYIOILIUX HO30JIOTHiA.
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3.2 Xupypruueckoe Je4eHue

L4 HpI/I Pa3BUTHU CHABJICHUA CIIMHHOI'O MO3ra, HECTAOMJIbHOCTH AaTJIAaHTO-aKCUAJIBHOIO

COWICHCHHUA PCKOMCHAOBAHO XUPYPIruiu€CKOC BMCIIATCIILCTBO.

e Jlpy HaMuMKM T[OKAa3aHUM K ONEPATUBHOMY JICUEHHUIO IIEMHOW MMEIIONaTUu U
nedopManuii  KOHEYHOCTEH, TEpPBON PEKOMEHIOBAHO TPOU3BOIUTH OIEPATHBHYIO
JEKOMIIPECCUIO0 CIIUHHOTO Mo3ra. Tonpko Tpu OJarompusTHOM KCXOJE ITaHHOTO
BMEIIATEeILCTBA PEKOMEHJI0BaHA OMepaTUBHAs KOppekius aedopmanuili KOHEUHOCTEH.
[lo noxazaHusIM PEKOMEHIOBAaHO OCYILECTBISATh XHUPYPrUYECKYI0  KOPPEKILIHIO

nedopMaruii KOHEYHOCTEH, UCTIPABIICHUE OCU HIDKHEH KOHEYHOCTH

e HecmoTps Ha TO, 4YTO HECTaOMIBHOCTH KpPaHUOIIEPBUKAIBLHOTO IEepexoja Hrpaer
BEIYILYIO POJIb B NATOJOTMM CIHHHOIO MO3ra, PEKOMEHJIOBAHO PaCCMOTPETH BOIPOC
MPOBEACHUST OTIEPATUBHOM JEKOMIpPECCUH 0€3 OKIMIUTOIEPBUKAIBHON CTAaOMIM3aAINH,
YTO MOXKET OOYCIOBUTh XOPOIIWE IOCTONEPAMOHHBIE pe3yNbTaThl. Y CHEIIHbIE
pe3yJbTaThl W30JMPOBAHHOW JIAMUHAKTOMMM C  HENPOIOJDKUTEIBHOM  IIEPUOIOM
HAOJIIOJICHUsT YKa3bIBAlOT HAa POJIb MEPMAHEHTHOTO TOBPEXICHHUS CIIMHHOTO MO3ra Ha
(oHE YTONIIECHHUS IKCTPAAYPATBHBIX MATKHX TKAHEH, IOKA3bIBasi COYCTAHHBIN MAaTOTCHE3

U3MEHEHUH KpaHUOLICPBUKAJILHOI'O IIEPEXOa.

e B ci1ydac MmpoBCACHUA CIIOHANUIIOAC3a IMOCJIC ITPOBECACHUE OIICPATUBHOI'O0 BMCIIATCIILCTBA

B TCYCHHUC JJIMTCIIBHOI'O BpEMCHU PCKOMCHAOBAHO HOIIICHUEC I'dJIO-aIlrapara.

e [lpm HamMuuum TNOKa3aHUN PEKOMEHIOBAHO TPOBEACHHE JPYIMX XHUPYPTUUECKUX

BMCIIATCIILCTB: AACHOTOMUHU, TOH3UIIJISKTOMUH, I'PBIXKCCCUCHUA.

4. PeaOuanranusa

Iayuenmy c¢ myrxonoaucaxapuoozom IN muna gusuomepanesmom u epauom-JIOK
paspabamuléaemcsi UHOUBUOVAIbHBIU KYPC peaduiumayui, KIYAOWUL MACcaxc, i1e4eOHyo
Quskynemypy, ¢usuomepanesmuieckue npoyeoypvl (MAcHUMOMePanuio, mepmomepanuio,
VOApHO-8OIHOBYI0 Mepanuio, Memoo OUOI02UYecKol 0OpamHoll cea3u u opyaue npoyeoypul).

Peabunumayuonnvie  kypcor  (maccaxc, JIPK, ¢usuonpoyedypvl,  ncuxonoco—
nedazocuyecKas nomMowb) JHCelamenbHo NposooUMb 8 YCI08UAX OHEBHO20 CMAYUoHapda
npoeooumcsa ¢ dacmomoui 3-4 paza 6 200, OIUMENbHOCMb — ONpeoensemcs MmMANCeCmblo
COCMOANUSL U OMBEMOM HA NPOBOOUMbBLE MEPONPUAMUSL.

Ilcuxonozo-nedazozuueckasn nomouib
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Ilposooumca 6 Komnaekce peabunumayuoHHvlx Mmeponpuamui. Koppexyuonno-
neoazozuyeckoe 68030elicmsue Onpeoeisiemcs 8 3a8UCUMOCTNY OM MAXCECMU U OIUMENbHOCMU
meyeHust 6oe3HU, CMPYKMYpPbl HAPYULeHUL 300P08bsl, CIeNneHU Hedopa3eumus NO3HABAMENbHOU
0esAmenbHOCU, MUNAd SMOYUOHATILHO2O Deazuposanus, 0COOeHHOCmel No6edenus pebeHKd.
Bratouenue KoppekyuoHHO-neodazo2uiecko2o cOnpo8ONCOeHUS 8 KOMNIEKC 80CCMAHOBUMENbHBIX
Meponpusmuti obecnedugaem OONOIHUMENbHYIO OYEHKY OUHAMUKU NCUXUYECKO20 PA36Umus KaxK
00HO020 U3 BAJICHLIX NOKA3amenel COCMOAHUA 300p06bs, nosviuaem 3PoekmusHocms
MePanesmu4eckux 8MeulamenbCme, CHUNCaem 3KOHOMUYecKkoe Opemsi OAHHOU NAMoNocuu 3a
cuem  coyuanuzayuu - NAYUeHmMo8 U  COXPAHEHUsT  NCUXONIOSUYECKO20 — NOMEeHYudld
MpyOOCHOCOOHBIX UNEeHO8 CEMbU.

Ilannuamuenas nomousp

Heobxooumo okazanue ececmopouneii. nomowju (MeOUYUHCKOU, HCUXOCOYUATLHOU U
MAMepUanbHoll) 0emsim ¢ HeuzneduMblMU OSPAHUYUBAIOWUMU CPOK JCU3HU 3a001e6aHusmu. B
COCMAs NANTUAMUBHBIX CIYHCO BX00AM 8PAYU, MEOUYUHCKUE CeCMPbl, NCUXOL02U U COYUATbHbIE
pabomuuku. Hecmomps Ha msadcenoe cocmosHue U HOCMOAHHYIO NOMPeOHOCMb 8
MOHUMOpUH2e, 6Ce NAYUEHMbl NPEUMYUWECBEEHHO HAXOOAMCs 00MA 6 Kpyay C80ell cemMbU U
opyseu. OCHOBHOU yenvlo pabomvl NALIUAMUBHBIX — CLYICO SAGNAEMCs  CO30aHue  cex
HeoOX00UMbIX YCo8Ull 015l 00ecneyeHusi HaxoNHCOeHus: OOIbHLIX 8 QOMAWHUX YCIO8USX, d He 8
cmeHax J1e4eOHO20 YUpedNCcOeHUs, Ymo NO360J5em He MONbKO VAVUUUMb KA4ecmeo HCUSHU
OONLHBIX U UX ceMell, HO U CYUWEeCMBEHHO CHU3UMb 20CYOapCMEeHHble 3ampamyl HA NOCMOSHHOE

CmayuoHapHoe jleYeHue maKkux nayuermoe.
5. IllpopuiaakTuka U AMCNIAHCEPHOE HAOIIOIeHUE

5.1 lIpodniaakTnka

Cembsam ¢ 60abHBIMU OembMU PEKOMEHOYEeMcs MeOUKO-2eHeMmuyecKoe
KOHCYIbMUPOBAHUE C Yelbl0 PA3bACHEHUs 2eHemuieckoeo pucka. Kaxk u npu opyeux
aymocomno-peyeccushuix 3abonesanusax npu MIIC mun |V, ona xasxcooii 6epemennocmu puck
podrcoenus pebenka cocmasnsiem 25%. B cemvsx, e0e ecmb 601bHO1 pebeHOK, cyujecmayen
B03MOJICHOCHb NPOBEOEHUs NPEHAMANbHOU U NPeUMNIAHmMayuorHol ouaznocmuku. C smotl
Yenblo 2eHemuK peKoMeHOYem pooumensim CoOmeenmcmeyiouue OuazHOCmuyecKue

ﬂa6opam0puu u Me()UZ/}UHCKue uernmpul.

15



IlpenamanvHnas OuazHOCMUKa 603MONCHA NYMeM U3MEPeHUs aKMUEHOCMU  (epmeHmos
6 Ouonmame 6opcun xopuona Ha 9-11 Hedene bOepemennocmu. J[nsi cemeu ¢ U3BECMHbIM

2EHOMUNOM  803MOJICHO nposedernue JIHK-ouacnocmuxu.

5.2. Mouutopuur cocrosuus aereii ¢ MIIC

3abonesanue umeem mynrbmucucmemMHyio npupooy u HeoOpamumie, NPOSPeccupyrouue
KAUHUYeCKUe NPOSBIeHUs,, Ymo 00)Cl08IUusaem HeodX00UMOCMb HAONOEHUS He MOIbKO Y3KUMU
cneyuanucmamy  (OMOPUHONAPUH2ONI02AMU,  XUPYP2AMU-OPMONeOaMy,  OQmanbMoi02amil,
Kapouonozamu, NYTbMOHON02AMU, He8poONnamon0camu, CMOMAamono2amu,), HO u
Quzuomepanesmamu, 1020n€OAMU, NCUXONO2AMU U PAOOMHUKAMU NALTUAMUEHBIX cyxco [1-6].

Tayuenmuol ¢ 0annotl nozonocuell OONHCHbL NOCMOIHHO HAXOOUMbCS NOO HAONI00CeHUEM,
1 paz 6 6-12 mec. (8 coomeemcmeuu ¢ MsHCECMbIO COCMOSHUSL) NOKA3AHO KOMNJIEKCHOE
0bcnedosane 8 MHO2ONPOMUILHBIX CIMAYUOHAPAX. [IIUmenbHOCIb HAX0HCOeHUsL 8 CIAYUOHADE
/ oneenom cmayuonape 21-28 oneil.

Habniooenue 6onvHbix no mecmy oicumenbcmea (68 amOyIamMoOpHO-HOIUKIUHULECKUX
VCILOBUSIX) OONINCHO OCYWECMBISAMbCL NOCMOsHHO. Jlabopamophvle U UHCMPYMEHMATbHbLE

00C1e008aHUsL U PEKOMEHOYeMAs YACmoma ux nposedenus npedcmaenena 6 Ilpunoscenuu 3.

6. lonoiHuTE IbHAS HH(OPMAIUS, BIUAIIAS HA TeYeHHE U UCXO0/T

3a00J1eBAHUS/CHHAPOMA

6.1 Oco0ECHHOCTH AHECTEe3H0JOrNYEeCKOro mNocoous

Ilpu nposedenuu obwel amecmesuu HeoOXOOUMO NOMHUMbL O BbICOKOM pPUCKe
KOMAPeCcCuu CRUHHO20 MO032a 6CLe0CmEUe HeCmadulbHOCMU amiaHmoaKCudIbHO20 CYyCmasd.
Kopomkasi wes, oepanuuenue NOOBUICHOCMU HUJICHEU YellOCmU, Yeeludenue s3viKd,
BLIPANCEHHASL 2UNepmpousi a0eHOUO08 U MUHOAIUH CO30aom npobieMbl Npu NpoBedeHuUU
AHeCme3U0I02ULecK020 NOCoOUsl, NOIMOMY NpeonoumeHnue ciedyem omoasams MeCmHOMY UIU
peauonanvhomy obezboruseanuro. Ilayuenm npedeapumenbHO KOHCYIbMUPYemcs Kapouoio2om,
OMOPUHONAPUHEONI020M, — AHECMe3UO020M,  Hegponamonozom. Qbsa3amenbHO  nposedeHue
NOJIHO20 KAPOUOJIOSUYECKO20 00C1e008aHUsl, NOIUCOMHO2pAduUU (01 6blA6NIeHUs. CMeneHu
ObIXAMENbHBIX HAPYULeHULL), NpU HeOOXOOUMOCMU - IHOOCKONUU HOCO2TIOMKU U KOMNbIOMEPHOU
momozpaguu neekux. Onepamugrnoe emeulamensbCmeo ¢ anecmesueli HeodXo0ouMo nPoeooOUMs 6
KPYNHbIX MeouyuHckux yenmpax, umeiowux OPUT, max xkax ummybayus u nocredyowjas

31<cmy6ab;uﬂ Y maxKux nayuermoe mMoaiHcent 6bl36antob 3ampy0Hesz.
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6.2 Ucxoapl M IPOrHO3

Jlemanovuoii ucxo0 uacmynaem 0o OocmudiceHuss 6o3pacma 20 nem ecieocmeue
CepOeyUHO-1e20YHOU  HeOOCMAMmMOYHOCMU, — PA38UBalowelics Ha @QOoHe UHMEPKYPPEHMHbIX
3aboneeanui. Bosmoowcna  enezannas cmepmbv 6  pe3yibmame  CMeEWeHus — amiaHmo-

OKYunumalbHO20 COYJI€HEeRUA U noepeofcdenuﬂ cmeosia mosea.

Kpurepun oleHKH Ka4eCTBA MEeIHIMHCKONH ITOMOIIHN

Tadoauna 1 - Opranu3anmoHHO-TEXHUYECKUE YCIOBHS OKa3aHUsI MEIUIIMHCKOM TTOMOIITH.

Crnenmann3upoBaHHas MEAUITUHCKAS TTOMOIIb
Bua MmeaunuHCKOH NOMOIIH

Ycii0BUSI OKa3aHUA CranuoHapHo / B JTHEBHOM CTallMOHAPE
MeIMUIMHCKOI MOMOIIU
®dopMa OKa3aHUA [InanoBas

MeIUIMHCKOI OMOIIH

Tadauna 2 - Kpurepuun kauecTBa oKazaHUsI METUITMHCKOM ITOMOIIH

YpoBeHb JOCTOBEPHOCTH
JI0Ka3aTeNIbCTB U

Ne Kpurepuii yOeIUTENbHOCTH
PEKOMEHIaluil — HU3KHUM
(koHCeHCcyc dKcrepToB -D)

BeinonHeHo omnpeienieHne akTHBHOCTH T'aJlakTO3aMUH-06-
cynbdar-cynbdarassl (B ciryqae MIIC IVA), B-
rajnakTo3ujassl (B cmyyae MIIC IVB) B kynbType
($uOpoO6IACTOB, U30IMPOBAHHBIX JICHKOIIMTOB, JIHOO B
MSATHAX KPOBH, BBICYIICHHBIX Ha (MIIbTPOBAIBHOM Oymare
W/WIIH MOJIEKYIISIPHO-TEHETHYECKOE UCCIIETOBAHHE:
BbIsiBIeHHe MyTanuii B reHax GALNS (mns MIIC IVA) u
GBS (s MIIC IVB).

2 Brimomaeno OMpEaACIICHUC TJIMKO3aMUHOTJIMKAaHOB MOYH,
€CJIM HC UCCIICAOBAJIUCH B MMPCAMICCTBYIONINC 6 MeciAla

3 BeimonneHo sxokapauorpadus, €ciy He IPOBOAUIOCH B
npenuiecTsyromue 12 mecsiues

BeimmosiHeHO omnpe/ienieHre pa3MepoB MEYCHU U CETIC3CHKH
4 | Mo JaHHBIM yJIBTPA3BYKOBOTO MCCJICIOBAHUS, €CITH HE D
MPOBOMIIOCH B TIOCJICHUE 6 MECSIICB

Brinmonseno YIBTPA3BYKOBOC UCCICAOBAHUC ITOYUCK, CCIIN

5 HE MTPOBOJIUIIOCH B TIoceqHue 18 mecsiien D

5 Brinmonuena snextposHiedanorpadus, eciu He D
MIPOBOIMIIACKH B TIocTeHue 18 mMecsieB

7 Brimonnena snexktpokapauorpadus, eciu He D
MTPOBOIMIIACH B TIOCTICTHUAE 6 MECSIICB

8 Brimonnena peHrreHorpadus OpraHoB TPYAHON KIETKH, D

€CJIM HE MPOBOJMIIACH B MOCJIEIHUE 12 MecseB

Brinonaena MarHUTHO-pe30HAHCHAsI TOMOTpadus
9 | meitHOTO OT/IENA TO3BOHOYHUKA, €CII HE TpoBoauiack B | D
nocieqaue 24 Mecsaren

Brinmonsena KOMIIBIOTCPHAA TOMOI‘pa(I)I/I}I WX MarHuTHO-

10
pe30oHaHCHast ToMorpadusi TOJOBHOTO MO3ra, €CJIH He
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MPOBOJUIIACH B MOCJIEIHHUE 24 MECSIIEB

11

BrinosiHeHO onpeneneHne CKOpoCTH HEPBHOM
MIPOBOJIUMOCTH, €CJIM HE MPOBOJAWIIOCH B MocienHue 12 D
MeCSIEB

12

BrimonHena moiarcoMHorpadus, €cu He TPOBOAWIACH B
nociequue 24 MecsaIen

13

BrimonHeHa peHTreHorpadus CKeiera, eclid He
MPOBOJMJIACH B MOCJIeIHKE 12 Mecs1eB

14

BrimonHeHa MATHUTHO-PE30HAHCHASI TOMOTpad s WIH
KOMITBIOTEpHAst TOMOTrpadus CKeleTa, eciu He D
IIpOBOAMIIACH B nocaeaHue 18 mecsien

15

BrinosiHeHa ayiMOMeTpHsl, €CITH He TIPOBOIMIIACH B
nociequue 18 mecsames

16

BelnonHeHa KOHCYJIbTalHs BPa4OM-KapAUO0JIOrOM IIpU
HAJIM4YUU IaTOJIOTMH CEPAECYHO-COCYAMCTON CUCTEMBI

17

BelnonHeHa KOHCYyJIbTalldsl BpauoM- D
OTOPHUHOJIAPUHTOJIOTOM IIPYU HAJIMYUU MATOJIOTHH CO
croponsl JIOP-opraHoB /BepXHHX JbIXaTeIbHBIX MyTEH

18

BrinonHeHa KOHCYNbTalKs Bpa4yOM-HEBPOJIOTOM MIPH D
Hanu4yuu natojgorun co croponsl [[HC

19

Brimonnena KOHCYJIbTallusl Bpa4OM-OPTOIIECAOM IIpU D
HaJIMYHU I[TATOJOTUH CO CTOPOHBI OITIOPHO-ABUI'aATCIIBHOI'O
alrapara

20

BelnonHeHa KOHCYJIbTalldsl BPadyOM-XHPYpProM IpH D
HaJIMYMU ATOJIOTUH, TPEOYIOLIeH XUpypruueckoro
BMEIIATEIbCTBA

21

Brimonnena KOHCYJIbTAllU Bpa‘IOM'O(I)TaJ'IBMOJ'IOl"OM IIpu D
HAJIMYHU ITATOJIOTUH 3PpCHUA

22

BrinonHeH 5-TUMUHYTHBIH TECT ¢ X000, €Clii He D
MTPOBOIMIICS TIOCIICAHIE 6 MeC

23

BrinonHen OMOXUMUYECKUI aHATTN3 KPOBHU
(amanmHamMuHOTpaHChEpasa,
acnapratamMuHoOTpaHcdepasa, OOIIMil U MpSIMOi
OUITMpPYOHH, XOJIECTEPUH, TPUTIUIIEPUIBI,
KpeaTuH(pocPoKnHa3a, TAKTATIECTHAPOreHa3a, KaIbIIUA,
menounasiocdorasa, pocdop), ecnu He MPOBOIUICS B
IpeuecTByonme 6 Mecsles
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IIpunoxenune Al. CocraB padoueii rpynnsl

BbapanoB A.A. akagemuk PAH, mnpodeccop, a.m.H., Ilpeacemarens Hcmonkoma Coroza
neguarpos Poccnn.

Hama3zoBa-bapanoBa JI.C. akamemuk PAH, mpodeccop, a.M.H., 3amecturens [Ipeacenarens
Ucnonkoma Coroza neauatpoB Poccuu..

Kyues C.U., un.-kopp. PAH, n.Mm.H., uinen npasienust Poccuiickoro oOmiecTBa MEAUIIUHCKUX
TE€HETUKOB

Ky3zenkoBa JI.M., npodeccop, A.M.H., wieH Coro3a nexuarpoB Poccun

I'eBopksan A.K., k.M.H., wieH Coro3a neauatpoB Poccun

Bamaxmanze H.J., k.m.H., uieH Coro3a neauarpoB Poccun

Cemauknna A.H., 1.M.H., wied Poccuiickoro oomecTsa MeIUIIMHCKUX TCHETHKOB

Muxaiinosa C.B., 1.M.H., wied Poccuiickoro o01iecTBa MeIUIIMHCKHIX T€EHETUKOB
CasoctbsinoB K.B., k.0.H., unen Coro3a neauatpoB Poccun

ymkoB A.A., K.0.H., uieHn Coro3a neauatpoB Poccuu

Bockoboena E.JO., x.m.H., wieH Poccuiickoro oomnecrsa MEAUIMHCKUX INEeHETUKOB

3axaposa E.JO., 1.M.H., uien Poccuiickoro o01ecTBa MEIUIIUHCKUX T€HETHKOB

Bummnena E.A., k.m.H., wied Coro3a neaguarpos Poccuu

ABTOpPbI NOATBEPKAAT OTCYTCTBHE (PMHAHCOBOW MOAJEPKKH/KOH(PIUKTA HHTEpPecoB,

KOTOPbIil HE00X0AMMO 00HAPOI0BATD.
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IIpunoxenue A2. MeromoJiorust pa3padoTKki KJINMHUYECKHX
peKoMeHaauuil

HeneBas ayiuTOpUs JAHHBIX KIMHUYECKHUX PEKOMEHIALMI:
Bpauu-nerckue kapauonoru;

Bpauu-nynsMmoHonory;

Bpaun-nenuarper;

Bpauu o0mieit BpaueOHOM MTPaKTUKH (CEMEHHBIC Bpayn);
Bpauu —reneruku;

Bpaun- 3HI0CKONIUCTHI;

Bpauu- penrrenonory;

Bpauu ¢pyHKIMOHAIBHON TUAarHOCTUKY;

© © N o g R~ 0w DN E

Bpan/I- JCTCKHUEC CTOMATOJIOI'

[EEN
o

. Bpaun- nerckue xupypru

[EEY
[EEY

. Bpan/I ACTCKHUEC aHCCTC3UOJIOTN-PCAHUMATOJIOTH

[EEN
N

. Bpa‘lI/I'I[eTCKI/Ie HCBPOJIOI'H;

[HEN
w

. CrynenTsl MenuuuHckux BY3oB

[EEN
N

. OGyuaromuecs B OpAMHAType U UHTEPHATYpE

Knunnueckne PEKOMEHAAIUU CO34aHbl HAa OCHOBAaHUHW CHCTECMATHYCCKOI'O 0630pa
autepatypsl 1992-2013 rr. Medline (Pubmed version), Embase (Dialog version) u Cochrane
Library databases, ¢ ucnoas3oBanmeM co3manHbix mpoTokosnoB (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),
COBPCMCHHBIX MCKIAYHAPOAHBIX KIIMHUYCCKUX peKOMeHI[aL[I/Iﬁ 10 AMAarHOCTHUKEC, JCUYCHHIO H

BEICHUTIO OOJIBHBIX C META0OJINUECKUMHU OOJIE3HIMM.

MYKOHOJII/ICaxapI/I,ZLO?»BI OTHOCATCA K PCAKUM HACIICACTBCHHBIM 3a6OHeBaHI/I$IM, YTO HUCKIHOYacT
BO3MOJXHOCTb IMPOBCACHUA OOJIBIIMX KOT OPTHBIX W PAHAOMHU3UPOBAHHBLIX KOHTPOJIHUPOBAHHBIX
HUCCICIOBAaHUM W JJII CO3JaHHUS IMPOTOKOJIOB AWArHOCTUKH W TEpalruu HCIOJIB3YIOTCA JIMIIb

TEMATUYCCKUE UCCIICAOBAHUA OKCIICPTOB, OHY6HI/IKOB3HHBIG B MMOCJIICAHHUEC JIBA JCCATHUIICTUA.
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IIpunoxenune A3. CBsi3aHHBbIE JOKYMEHTBI NOPAIKHA M CTAHAAPTHI

OKAa3aHMA MeJUIMHCKON MOMOIIH

Iopsiaku oxkazaHusi MEAMIMHCKON MOMOIIM:

1.

[Tpuka3 MuHucTEepCcTBa 3paBOOXpaHEHUs] U couuanbHoro passutus P ot 16 anpens
2012 r. N 3661 "O0 yrBepxxaenuu [lopsiika oka3aHus neguaTpuyeckoi momMomu')

[Ipuka3z MunuctepctBa 3apaBooxpaneHus PO "OO6 yreepxaeHuun I[lopsiaka okazaHus
MEIUIUHCKOW TIOMOLIM OOJbHBIM C BpPOXKICHHBIMM U (WIM) HACIEICTBEHHBIMU

3aboneBanusamu" ot 15 Hos1Opst 2012 r. N 9171).

CTaH}IapTLI OKAa3aHUS MeIUIUHCKONA MOMOLIMU:

1.

[Mpuka3 MwunzapaBa Poccum ot 09.11.2012 N 7911 «O6 yrBepxknenun CranmapTa
CIIEHMAIM3UPOBAHHON MEAUIIMHCKON ITOMOIIHM JETAM IIpU MyKonoaucaxapunose I tunay
[Tpuxaz MunzapaBa Poccuu ot 09.11.2012 N 790n «O06 yrBepknenun CranmapTa
CIIEHMAJIM3UPOBAHHON MEIUIMHCKOMN ITOMOIIM AETAM IpU MyKonoaucaxapunosax III, IV
u VII Tunosy.

[Tpuxaz MunszapaBa Poccuu ot 09.11.2012 N 834 «OO6 yrBepknenun CranmapTa
CIEUMATU3UPOBAHHON MEIMLMHCKON IMOMOIIM JETSIM IpU MyKomnosmcaxapugose VI

THUIIa»
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Hpunoxenue b. Aaroputm Benenus nauuenta ¢ MIIC 1V tuna

[Maruent ¢ nogo3penuem va MIIC IV tuna

\4

JlmaraocTuka

Kouncynbranus
NpOGUIEHOTO HET Jnarnos

2
ClIeIHAICTa MOATBEPKIECH

JA
”| CummToMarmueckas Tepalis B CTaOHape
JucnancepHoe HaOII0ICHHE

HA <

v

HET

IToxa3zana
koppekuus O3T?
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IHpuioxenue B. UHpopmanus 11 nauueHToOB

Peakuuu poguteneit n 61u3kux Ha quarno3 "Mykononucaxapumaos" pasHsTCA.

B mepBbIii MOMEHT 3TO MOXKET OBITh O0JierdeHue, OCOOCHHO €CITH POAMTEIN OIIYTHIIH,
YTO ¢ UX PEOCHKOM HE BCE XOPOLIO, U MEUYTCS OT JOKTOpa K JOKTOPY, MBITAsICh Y3HATH, YTO KeE
He Tak. [loHaTHO, 4TO AUarHo3a "Mykononucaxapuao3" HUKTO HE JKeJlaeT, HO B CaMblil MEepPBbI
MOMEHT POJUTENId MOTYT HEMHOTO YCIIOKOUTBHCS - BEb UX PEOCHKY MOCTABHIIM JAMATHO3, a Pa3
Tak, TO SICHO, B KaKOM HalpaBJICHUW HAI0 Oyner uatu ganbmie. OgHAKO, OYEHb CKOPO
HACTYIaeT MOHMMAaHUe, YTO HE BCE TaK MpocTo. YTo eueHus Takoro, 4ToObl UCIENUIO peOeHKa
cpasy, Her. [Jeru c IV  dopmoil mykomonucaxapuaosza, Kak HpaBHIIO, IOJTHOCTBIO HeE
OTIIMYAIOTCSI B TIOBEJACHHHM OT 3[0POBBIX JeTel. BpeMs OT BpeMEHH OHU MOTYT OBITh
HEC/ICP)KaHHBIMU OT PACCTPOMCTBA, Korja WX (HU3MYECKHe OTrpaHWYCHUS [Eal0T KU3Hb

pr,[[HOﬁ. Hano Bcsuecku MMOOHIPATH HPOABJICHUAM UX CaAMOCTOATCIIbBHOCTH.
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Hpuaoxkenue I'l. Aaropurm auarnoctuxku MIIC IV tuna

MonekynsapHo-
TEeHETUYECKOE
UCCIIEIOBAaHHE

OCHOBHBIE CUMIITOMEI buoxumnueckuit Cnenuduyeckuii
Mapkep, OMOXMMHUYECKHIA
MIPEANOJIararoIu Mapkep,
u HaJIu4ue MOJTBEPK AU
3a00J1eBaHUs JIHAarHo3
3HA4YMUTENbHbIE JepopMaLun IToBbIIIEHHAS CHmxenune
CKeJleTa, 0COOEHHO SKCKpELHs AKTUBHOCTH
KOHEYHOCTEH U IPYIHOM KIIETKH, Keparancyabdara raJlakTO3aMHH-6-
KapJIMKOBOCTb, ¢ MOYOH. ( cynbdar-
HEIPONOPLUOHAIBHOE MOXKET OBITh B N cynbdarassl (B
TEOCIIOKEHHEM. HOpME Yy V| ciyuae MIIC
MMAIEHTOB C IVA),B-
MIICIV). rajJaKTo3u1a3bl (B
ciyuae MIIC IVB)

MonekynspHo-
TreHETHYECKOE
HCCIICOBAHUE:
BBISIBJICHHUE
MYyTalHi B FeHax
GALNS (st MIIC
IVA) u GBS (mns
MIIC IVB).
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3aBHCHMOCTH OT Bo3pacta nedrora MIIC IV

Ipuaoxenne I'2. Oco0eHHOCTH KINHUYECKUX NMPOSIBJIEHUI B

Cucrema Cumnrom Hosopoxn. | Muanenn | [detu ITogpoctku
bl
Cepneuno- VYronmenue - - + +
COCYJUCTasl | CTBOPOK KJIalaHOB
HHC LepBukanbHas - - + ++
MHUEJIONaTHs
[TumeBapu- | AuchyHKus - - + +
TeJbHAs Ne4YeHn
cucreMa
Opran ciiyxa | CHHKEHHE ciayxa - - + +
Opran [TomyTHEHME - - + ++
3peHus POTOBUILBI
CkeneTHo- HectabunbHOCTH - +++ +++ +++
MBILLIEYHAS aTJIaHTO-
OKLUITUTAIILHOTO
COUJICHEHHUSI
['pyObie uepThl nUNA | - - + +
Hucnnasust ThC - - ++ ++
MHOKeCTBEHHBII - - + +
JIM30CTO3
Banbrycnas - - +++ +++
nedopmarus
KOJICHHOT'O CyCTaBa
Cnabocthb - - + +
(paciaTaHHOCTD )
CyCTaBOB
Kudos - ++ ++ ++
OmoHTOreHHast - - ++ ++
TUIOIIa3us
Huskopocnocts - + +++ +++
Bribyxanue - + ++ ++
TPYAHOM KIETKH
HeixarensHa | PecTtpuktuBHOE - - + +
b 3a0o0sieBaHue
JIETKUX
Crneuunanb- KeparancynsparB | n-1 n-t n-1 n
HBIE Moue
nabopatop- | AKTHBHOCTH N- Ll Ll Ll L
HBIE TECTBI aleTUIITaJIaKTO3a-
MUH-6-cynbgaTassl
wi f3-
rajlakTO3MJ1a3bl B
neikonuTax (B
3aBHCHUMOCTH OT
noJTuna
O6mue 'Al' B Moge | n n-1 n-1 n-1
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Hpunoxenne I'3. Taktuka Begenus nauneHToB ¢ MIIC IV tuna

UccnenoBanus [leponavanibna | Kaxxaeie 6 | Kaxsie Onun
sl OLICHKA Mec 12 mec pa3
B 2 roja
IlonTBep:KIeHne TUArHo3a X
AHaMHe3 00J1e3HU X
Kiaununuyeckuii ocMoTp X X
Pocr, Bec, OKpyHOCTb T'OJI0OBBI X
BBIHOCIIHBOCTD X X
Onenka ITHC
KomnbroTepHast Tomorpadusi uin X X
MPT ronoBHOro mo3ra
Koruurtushaoe TECTUPOBAHUE X X
(DQ/NQ)°
Ckopoctb HEpPBHOU X X
npoBoauMocTu/ IMIT

Ouenka cayxa
Aynuomerpus X X
Ouenka 3peHust

Octporta 3peHus X X
OcMoOTp I1a3HOro JIHa X X
HccnenoBanue poroBuibl X X
JlpIxaTeJabHas cucreMa

OB/ X X
HccaenoBanue X X
cHa/moJiMcoMHorpadgus

O0caenoBanue cepae4Ho-

COCYIMCTOM CHCTEMBbI

DneKTpoKapAuorpaMma X X
DOxokapauorpadus X X
OnopHo-aABUTaTeJIbHBII

anmapar

Pentrenorpagusa, KT, MPT X X
CKeJeTa

Kesy104HO-KMIIIEYHBIH TPAKT

Y3Uu OpraHoB OpIOIIHOM X X

IOJIOCTH;  O0BEM  CEJIE3CHKH,

IIEYECHH

JlaGopaTopHble HcC/IeI0BAHUS

Omnpenenenne I'AT’ X | X | |

! st mereit crapure 3 11eT; paccTOsIHIE, MPOHICHHOE 38 6 MUHYT (IPEAOYTHTETBHBIM SBIISETCS
TOT K€ MPOMEXKYTOK BPEMEHH, YTO U B NMPEABIAYIIUX TECTAX 3TOTO MALMEHTA); YUCIIO CTYIEHEH,
NpOIIEHHBIX BBEpX 3a 3 MUHYTHI. OneHnBaroTcs mokasarenu caryparun SPO2, Y/, YCC mo u
1I0CJIE Harpy3KH.

2 DQ wm Koadduuuent ymcrBennoro paszputus (KYP) - cmoco6 cpaBHeHus
MHTEJUIEKTYaJIbHOTO Pa3BUTH, CBOMCTBEHHOTO JAHHOMY BO3pacTy (YMCTBEHHBIX CIIOCOOHOCTEH
peOeHKa M0 OTHOIIEHHIO K €r0 CBEPCTHHKAM), C XPOHOJIOTHYECKHM BO3pacToM ((hakTHUYECKUM
BO3pPacTOM pPeOEHKa).
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KYP paccunthiBaeTcsa A€NEHUEM MHTEIUIEKTYaJIbHOTO BO3pacTa Ha XPOHOJIOTHYECKUUA |
ymHOXeHHeM Ha 100 st momydyenus uenoro yucia. CpenHuil KOAQQHUIMEHT yMCTBEHHOTO
pa3BUTHS 11 TI000TO BO3pacTa cuntaercst paBHbiM 100.
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