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Cnucox coxkpameHui

AJIT — anannnamuHOTpaHcepasa

ATI® — aHTHOTEH3UH-TIPEeBpAIAOIINN (hepMEHT

ACT — acmapratamuHOTpaHchepaza

I'K — M1rOKOKOPTUKOU 1B

KEJI — xu3HeHHast EMKOCTb JIETKUX

NUI'X - ”MMYHOTMCTOXHMHUYECKOE UCCIIEA0BAaHUE

KT — xommnproTepHas Tomorpadus

K®K - kpearundocdokunasa;

JIAL - nakraTaernaporexHasa

JIOK — neuebnas pusudeckast KyabTypa

MJb — mbrmeunas guctpodus bexkepa

MJIJ1 — mbrmeunas qutcpodus JlromeHnHa

MHO - MexayHapoiHOE HOPMAJIU30BaHHOE OTHOILICHHE

MIIKT — MunepasibHas IJIOTHOCTh KOCTHOM TKaHU

MPT — marHuTHO-pe30HaHCHAs: ToMorpadus;

[TKM/] - nosicHO-KOHEYHOCTHBIX MBIIIEUHBIX AUCTPODUii

[ILIP - nonumepasHas uenHas peakius

CIBI - cunapoM aeduuTa BHUMAHHS U TUIEPAKTUBHOCTH

@B — ¢pakuus BEIOpoca JEBOTO KETyA0UKa

YJI/] — yacToTa ABIXaTCIbHBIX JBHUKCHUI

V31 — ynbTpa3ByKOBOE HCCIIEJOBAHUE;

OKT — snextpokapauorpadus;

OHMI — snextpoHeiipomuorpadus;

9x0-KI" — sxokapauorpadus;

MLPA — multiplex ligation-dependent probe amplification (MynabTHIIIEKCHAS
aMIUTHUKAITHS TUTHPOBAHHBIX 30H/I0B)

NGS - cekBeHHpOBaHHE HOBOTO ITOKOJICHHUS



TepMHHBI U OnIpeIeSIeHUst

KapauomuonaTusi — 3TO reTeporeHHas rpyIia acCOIMMPOBAHHBIX ¢ MHOKAPIOM 3a00JICBaHMIA,

COIIPOBOKIAIOIINXCA MEXAaHUYECKOW W/WIIM DICKTPUYECKON TUCPYHKIMEH, OOBIYHO (HO HE
BCErJa) MNPHUBOMAIIMX K TUNEPTPOUH WM JWIATAllMM W HUMEIOIIMX pa3iuyHble (4acTo
TeHETHYECKUE) TPUIHHBL.

IMosicHO-KOHEYHOCTHBIE MBbIIIeYHbIe AUCTPOGUU - TpyNIa MBIIEYHBIX JUCTPOQHH,
XapaKTepH3yromasics IOpaKEHUEM NIPOKCHUMAIIBHBIX OTAETIOB BEPXHUX M HIDKHUX KOHEYHOCTEH.

IlceBnornneprpodus MBIII- 3aMEHA OTACIBHBIX YBEIMYECHHBIX I'PYII MBILIL KUPOBOU HIIU
¢$uOpO3HOI TKaHBIO

CyOMakcuMAIbHBIH Pe:XKMM HATPY3KH — 3TO PEXUM, JJI1 KOTOPOTrO XapaKTepHbl OTCYTCTBUE
OJIBIIIIKH, YyBCTBA YTOMJICHHS U OOJIM B MBIIIIAX.

Mpbimeunas qucrpopusi bexkepa (M/IB) - HacieaACTBEHHOE PEIIECCHBHOEC HEPBHO-MBILIICYHOEC
3a0ojieBaHue, CIEIUICHHOE C X-XpOMOCOMOM, BBI3BaHHOE MyTamusiMu B TeHe DMD,
IPUBOJALIMMHU K HEAOCTATOYHOW (PYHKIMU IUCTpO(UHA, UMEET MO3/IHEE HAyalo U BbI3BIBAET
Oosiee Jerkue CUMITOMBI, Oosiee JEerKuil BapuaHT 3a0osieBaHUs, NPU KOTOPOM CHHTE3 Oelka
TUcTpo(rHA UIET He 10 KOHLA, M B pe3yJIbTaTe M0JIy4yaeTcss HEMHOTO YKOPOUEHHBIH, HO BIIOJIHE
(byHKIIMOHATBHBINA OETTOK

Mbpimeuynas aucrpodust Jromenna (M/]/1)-HacnecTBEHHOE PEIIECCHBHOE HEPBHO-MBIIICYHOES
3a00jeBaHue, CIEIUICHHOE C X-XpOMOCOMOM, BBI3BaHHOE MyTalusiMu B TeHe DMD,
MPUBOASAIIMMH K OTCYTCTBUIO WJIM HEIOCTAaTOYHOW (yHKIMH AUCTpodUHA, UMEET paHHEee
Ha4yaJjo U BBI3BIBAET TAKEIOE TEUCHUE.

Auaextpomuorpapusa (OMI', DHMI', muorpadus, snekrpoHeiipomuorpadus — MHUO - MBIIIIBI
U ... rpado - MuIly) - METOJ MCCIIEJOBaHUS OMOAIEKTPUUECKUX MOTEHIMAIOB, BO3HUKAIOIIUX B
CKEJIETHBIX MBIIIIAaX 4YEJOBEKA M JKMBOTHBIX MpPH BO30YKIACHUM MBIIIEUYHBIX BOJOKOH;
pEerucTpanus dJIEKTPUYECKON aKTUBHOCTH MBIIIILI.



1. KpaTkas undopmanus no 3a00/1eBAaHUIO0 HJIU COCTOSIHUIO (TPyIIie 3a00/1eBaHNH HJIN
COCTOSTHMIA)

1.1 Onpeaeaenne 3a00/1€BaHUsl WM _COCTOSIHUS _(Tpynnbl__3a00JIeBAHUI _WJIN

COCTOSIHM)
ITporpeccupyromnas meimeunas gucrpodus dromena (MJ]) (OMIM # 310200) - sto

HaCJICACTBCHHOC, X-CHGHJ’IGHHOG HEPBHO-MBIIICYHOC 3360J’I€BaHI/Ie, BBI3BAHHOC MyTaI_[I/Ief/'I I'€Ha

DMD, koaupyromiero Oenok IucTpopuH, MPUBOJAINIEE K OTCYTCTBUIO WJIM HEJOCTATOYHOU
byHkuu nuctpoduHa, OOBIYHO MMOpaXkarollee MalbUMKOB B JETCKOM Bo3pacte. OHO
XapakTepusyercss c€i1aboCThI0 TMPOKCHUMANBHBIX W THNEPTpoduell MKPOHOXKHBIX MbIII. B
cpenaeM K 11 romam MaMEHTHI TEPSIIOT BO3MOXKHOCTH CAaMOCTOSTENBHO TI€PEIBUTATHCS
(mepexoasaT B HeaMOymnaTopHyto ¢a3y). CmepTs 0o0biyHO HactymaeT K 20 rogam BCIIEICTBUU
KapJIuoOpecnupaTopHbix  ocinoxkHenuit  [1-3].  Kimuudecku  Bbimensercs 2 (OPMBI:
nporpeccupytomas muonuctpodus lromenna (MJJl) u mnporpeccuromas MHOIUCTpoduUs
bekkepa (MJIB). Ilporpeccupyromas wbimeyHas guctpodus JlromenHa (Muoguctpodus
omenna) Hambonee Tsokenas ¢opma ¢ wmanHudecranmein B Bo3pacTe 2-5 €T H
MIPOrPECCUPYIONINM 3T0KAYECTBEHHBIM TeUeHHEeM: (POPMUPOBAHHUEM BSUIBIX MApE30B, Mapannyeit
¥ KOHTPAKTyp MBI, 00e3aBrmkeHHOCTH. [Iporpeccupyromas Meimeunas auctpopus bekkepa
(Muonuctpodust bexkepa, MJIb) no6pokadectBeHHast popma 3ab0sIeBaHUS C TIO3THUM J€0I0TOM
B 10 - 20 ner um MeNJIEHHBIM NPOTPECCUPOBAHMEM CHUMITOMOB MBILIIEUYHON ciabocTu ¢
COXpPaHEHHEM CIOCOOHOCTH K CaMOCTOSTENbHOW Xoapbe B TedeHue 15-20 ner or Hayaia
3aboseBanus [29].

1.2 ITHoJOrug M naroreHes 3a00J1eBaHus MJIN COCTOSHUSA (rpvHObI 3200J1eBaAHUNI

WJIH COCTOSIHUI)
B ocroBe MJIJI u M/Ib nexut myrtaius B reHe aucrpoduna (DMD), npuBoasias
pasBUTHIO AeuLuTa WU HapyleHUI0 (QYHKIMM OJHOMMEHHOro Oenka. OObIYHO MyTalus

SIBJISICTCSI HACIIEJICTBEHHOM; B TPETH CIIydaeB - CIOHTaHHas MyTtars (de novo). I'en auctpoduna
- OJIMH M3 CaMBIX OOJBIIMX TCHOB YEIOBEKA M COMEPKHUT 79 3k30HOB. Cpeau myranuii B ~65%
CIy4aeB BCTpeuaroTcst KpymHble nenenuu; ~10% wmyramuii mpencraBieHO AYIIUKAIUSAMU, a
OCTaJIbHBIC CIIyYad - TOYKOBBIMH M MaJbIMH MYTaIlUsMH, U3 KOTopeix 10-15% mpencraBicHb
HOHCEHC-MYyTaIMsIMH (cTon-mytarms) [4].

benok nucrpoduna yyacTByeT B pabOTe CKENETHBIX MBIIIL, JbIXaTeIbHON U CepAeYHO-
COCYJIUCTOM CHUCTEM - CBS3bIBA€T BHYTPEHHHMH IUTOCKENET C CapKo- M JUCTPOIJIMKaHAMH B
MeMOpaHe M BHEKJIETOUYHOM MaTpHKCe, OO0ecleYrBaeT MEXaHUYECKYI0 M CTPYKTYPHYIO
CTaOMIIBHOCTh MEMOpPaHbI MBIIIEYHBIX BOJIOKOH NIPU COKpareHuH. JucTpoduH Taxxke sSBISETCS
aMOPTHU3aTOPOM, OOECIIEYHBAIONINM BO3BPAIICHHE MBIl B HCXOJHOE COCTOSHHE TIOCIe
HanpspkeHus. [lpm  mporpeccupoBaHMM 3a00JC€BaHHMS MBIIICYHBIE BOJIOKHA 3aMENIAlOTCS
(buOpPO3HOI U KUPOBOH TKaHBIO [5].

1.3 DnuaeMuoJiorusi 3a00J1eBaHUs WJINH COCTOSIHHNA (rpvonbl 3a00JeBaHUM WU

COCTOSIHU)

[To pasueiM wuctoyHmkam 3aboneBaemocth MJIJ omnenuBaercs kak 1:3500-6000

HOBOPOX/ICHHBIX MaJbuuKoB [6]. [To Hambosee akTyaabHBIM HAyYHBIM JaHHBIM OOIIEMUPOBAs
3aboneBaeMocth MJIJI  cocraBiser  1:5000 HOBOpPOXICHHBIX  MaimbuukoB  [25-27].



3aboneBaemocts MJIb omenuBaetcs kak 1 Ha 20 000 HOBOPOKAEHHBIX MAIBYMKOB [25-27].
Jannsie o 3a6oneBaemMoctr B PO Ha JaHHBII MOMEHT OTCYTCTBYIOT.

14  Oco0eHHOCTH __ KOAMPOBAHUS _ 3200J€BAHUS WM _ COCTOSIHUSI _ (TPYNIbI
3a00JeBaHMIl MM COCTOAHMIT) 1o MekAVHAPOAHOI cTATHCTHYECKON KjaaccupuKanumu
00J1e3Hel M TPo0JIeM, CBAA3AHHBIX CO 310POBbEM

Cormmacao MKbB10, 3a6oneBanue oTHOCHTCS K Kiaccy VI, Gojie3HSIM HEPBHON CHUCTEMBI,
G71.0 — mepBUYHOE MTOpPaKEHUE MBI (MBIIICUHAS TUCTPODHS).

1.5 Kunaccudukanuss 3a00/1eBaHUsI MJIM COCTOSSHHUS (TpPynnbl 3a00J1eBAaHMI WU

COCTOSIHMIA)

MJIJ] oTHOCHTCS K TpyIIe MOSICHO-KOHEYHOCTHBIX MbIIeuHbIx auctpoduii (ITKM)

XapaKTEPUBYIOIUXCS MTOPAKEHUEM POKCUMAIBHBIX OTAEJIOB BEPXHUX M HHKHUX KOHEYHOCTEH.
B 3aBucHMOCTH OT IPOrpECCUPOBAHUS CUMIITOMATHKY, BBIACIAIOT 5 cragui ML

1 cramus — O6eccumnToMHas (IOKIMHUYECKas). Ha aTol craguu quarHo3 MOXKET OBITh
MOCTaBIIeH B CIIy4ae BbBIABICHUS MOBBIIIEHHOrO OmnpeneneHue aKTUBHOCTU KPEaTHHKHUHA3bl B
kpoBu (ypoBHst kpeatuH(pochokunazpl (KDK)), HEOOBICHUMOM TMOBBIIICHUH YPOBHS
TpaHCaMHUHa3 (AaKTHBHOCTH anaHuHamuHOTpaHcdepasbl (AJIT), acmapraramuHoTpaHcdepasbl
(ACT)) nnu Hamwuust Ciry4daeB 3a00JIeBaHUs B CEMCHHOM aHaMHE3e.

2 cramusa (paHHSS aMmOYJlIaTOpHAs) - paHHSAS C COXPAHEHHOW CIIOCOOHOCTBIO K
CaMOCTOSITENIbHOMY NepeaBukeHuto. [Ipu 3Toil craguu XapakTepHbl CIEAYIOLME CHUMIITOMBIL:
HapacTarolas MbllleyHas ciadocTh, ObIcTpasi yTOMIISIEMOCTb, YaCThl€ MaJCHUSI, UCIIOJIb30BAHNE
npuema ['oBepca mpu moabeMe W3 MOJOXKEHHUS CHIS W JIeKa, U3MEHEHHE IMOXOAKH 10 THUILY
«YTHUHOW», XOXKJIEHHE Ha HOCKAaX, COXpaHEHa CHOCOOHOCTh TMOABEMA IO CTYIEHSM,
MCEBAOTUNEPTPO(HS MBI TOJICHEH.

3 cragusa (mo3nmHAs aMmOyrnaTopHasi) - MO3AHAS C COXPAaHEHHOH CIIOCOOHOCTBIO K
CaMOCTOSITEIIbHOMY TEPEIBIKCHUIO (OTMEYAIOTCS HApacTAIoIIMe TPYIHOCTH MPH XO0ab0e,
notepst CHOCOOHOCTH MOAHUMATBCA MO CTYNEHSIM U BCTaBaHUSA C 110J1a).

4 cragus (paHHsAS HeaMmOynaTopHasi) - paHHSS C YTPAueHHOW CIOCOOHOCTBIO K
CaMOCTOSITEIbBHOMY TEPEIBUKEHHUIO (MallMeHT CIIOCOOEH HEKOTOpOE BpeMs IepeaABUraThCs
CaMOCTOSITENIbHO, HO OOJBIIYI0 YacTh BPEMEHH AJISl NEPEIBUKEHHUS TpeOYIOTCs ClelualbHbIe
CpEJ/ICTBA), pa3BUTHE CKOJINO3A.

5 cragus (mo3gHsAs HeamOynaTOpHas) - MO3AHSAS C YTPauyeHHOM CHOCOOHOCTBIO K
CaMOCTOSITEIbHOMY TE€PEJBMKEHUIO C OrpaHMYeHHEeM (YHKIMM BEpPXHUX KOHEYHOCTEM,
TPYIHOCTSIMHU YAepsKaHus mosioxeHus tena [1,2,37].

1.6 Kianaudeckass KapTHHA 3200J1eBAHUS MJIM COCTOSIHUA (rpynnbl 3a00J1eBaHUM

HJIM COCTOSTHMIN)

BonpbmMHCTBY MajbuMKOB, CTpajaromux Muoguctpodueit JlromenHa, guarHos
3a00J€BaHNsl  yCTaHABIMBAECTCA TOJBKO IOCIE  3aBEPIICHUS JOKIMHUYECKOM  CTauu
3a0oneBanusd. B ator mepuon (o 2-3X JeT KU3HHM) MPOUXOJUT WHTEHCUBHBIA €CTECTBEHHBIH
POCT MBIIIL, Tpeoliagaromuii Hal JUCTPOYUIECKUMHU TPOIIECCaMH, B CBA3H C YEM CHMITOMBI
3a0oneBaHus OOBIYHO HE BBIpaKEHBI, MO0 BoOOLIEe He MNposBiIAOTCA. B  pesynbraTe
3a00JieBaHME YacTO HE paclo3HaeTcs Ha 3Toil craguu. Tem He MeHee, NMPH TIIATEIbHOM
HAOJII0JIEHUU BBISBIISETCS 3a/1€pKKa PEYeBOro M MOTOPHOTO pa3BUTHUsl. PeOeHOK 0OBIYHO MO3Xke



HAaYMHAET JEp’KaTh TOJOBY, CaMOCTOSITENIbHO cHAEeTh W xoauTh. [Ipm MJIJ] BO3pact Havama
CaMOCTOSITENIbHON X0/1b0bI OOBIYHO MpeBbIacT 18 mMecsaes. Takxke cydailHO HaXOIKOH MOXeT
ObITh OeccuMnTOMHOE MoBbIMeHNe KpeatnHpchokunaszsl (KDOK) u Tpancammnas. Heobxomumo
OTMETHUTh, 4TO BbIpaxkeHHOE NoBbiieHHe KDK (3agactyio B cOTHU pa3) HAOIIOAAeTCsS Ha BCEX
CTagusx 3a00JeBaHUS W JIOJDKHO pacCMaTpUBAThCS BPadyoOM KakK OJHO3HAYHBIA TOBOJ
3anogo3puth MJIJI U mnpoBoauTh JalbHEWIIME WCCIAEAOBAHUSA [JISl TMOATBEPXKICHUS WIIU
UCKIIFOUYCHHS JaHHoro 3abosieBanus (cMm. pasaen 2.3). Iloweimenue AJIT u ACT (3avactyro B
necaTku pa3) W yakrataermaporenassl  (JIJII) (B Heckoapko pa3) umeror mnpu  MJIJI
BHEIIEYCHOYHOE MPOUCXOKJICHUE.

Ha panneii amOymatopHoi craguu (00bigHO ¢ 3-5 ser) HaOIIOAAETCS TOSBICHHE
KJIACCUYECKHUX MPHU3HAKOB MUOAMCTpoduu JlfoleHHa: HapacTaromas MblledHas ci1abocTs (B
OOJbIICH CTETEeHN B MPOKCHMAIBHBIX OT/AEJAX), MPOSBIAIOMIAACS OBICTPOH YTOMIISIEMOCTBIO,
YaCcTBIMU TAJCHUSMHU, 3aTPyIHEHHEM NOJBEMOB IO JIeCTHUIE. [lalMeHT HUCIOoNb3yeT npuem
['oBepca («BcTaBaHME JIECEHKOI» - peOCHOK ynmupaercs pykod B coOCTBEHHOE OeApo AJsl TOro,
yTOOBl BCTaThb C [I0JIa) MPU BCTABAHMM, TIOXOJKA M3MEHSETCS IO THUIY «YTHHOI»
(mepeBanuBaroeiics). XapakTepHO XOKICHHE Ha MalbllaX WM TOAYyIICYKax mHaiablieB. [Ipu
OCMOTpPE MOTYT HAaONIOAATHCS MCEBIOTUNEPTPORUS MBIIII FOJIEHEH, «KPBUTOBUIHBIEY JOMATKH,
THIIEPIIOPA03 B TMOSICHUYHOM OTJIENE TO3BOHOYHHKA, CHIDKEHHE CYXOXKHIBHBIX PE(ICKCOB H
ToHyca MbIm. Ha 3toit cragum (B 2-5 net) y 5% OOIBHBIX MOXKET HAONIOAAThCS TOPaKCHUE
CepACYHON MBIIIIBI (KapAXNOMHONIATHS) B BHJIE CHCTOJIMYECKON MUOKapAHaIbHOU AUCHYHKIIMH
(cHmkeHue ¢ppakuuu BEIOpOCa JIEBOTO XKeIyiouka MeHee 55% B uccienoBaHuu 1o TelXxrombiry)
(12). Ilpu sTOoM pa3mep NEBOrO >KEIyJOYKa KaK MPaBUJIO HE yBEeNWYeH. Takke yxe ¢ caMoid
paHHe# cTaguu MOKHO 3aMeTuTh u3MeHenus Ha DKI': Taxukapauio B THEBHOE U HOYHOE BPEMS;
yKopoueHrne uHTepBana PQ, mpu3Haku MOBBIIICHUS SJIEKTPUUECKON AaKTUBHOCTU IPAaBOTO
xkenyaouka (3yoerr R>S B orBenenusx V1-V2), a takke yBenMYeHHE aMIUIATYIbI 3yOma Q
orBenenusx I, aVF, V5-V6 [28, 83-93].

Ha mo3gneit amOymatopHO¥ cTaguu MbIIEYHAsT CIa0OCTh 3aMECTHO MPOTPECCUPYET.
Xonpba CymiecTBEHHO 3aTPYIHSETCS, YCUIMBACTCS HCKPUBJICHUE TTO3BOHOYHUKA (THUIIEPIIOPI03,
CKOJINO03), HAa4YMHAIOT (OPMUPOBATHCS KOHTPAKTYPHl (OJHMMH W3 pPaHHUX SIBISIOTCS
KOHTPAaKTypbl TOJEHOCTONHBIX CYCTaBOB). Y OOJbHBIX 6-9 5eT KapaiuoMuomaTtusi B BUJE
CHCTOJINYECKOI MHOKApIHaIbHON quchyHKINH BoisiBisieTcs: B 18% cimydaes [28,83-93]

Pannsiss  HeamOynaTopHast ~ CTaJusi  XapakTepu3yeTcsl  yTpaToil  CIIOCOOHOCTH
CaMOCTOSITENILHO TIEPEABUTATHCS, peOSHKY TpeOyeTCsl HCIOIb30BaHNEe Kpecia-KaTanku. B Hauame
OH MOJKET YIPAaBJIATh €l CAMOCTOSTENIFHO, M OOBIYHO XOPOIIO CIpaBIsieTcs ¢ 3TuM. [Iponcxoaut
nanpHelee o0pa3oBaHue CruOaTeNFHBIX KOHTPAKTYP KOJEHHBIX, Ta300€IPEHHBIX, JIOKTEBBIX
cycraBoB. @opmupyercs S-o0pa3HbI ckoIM03. HaunHAIOT pa3BUBATHCS CepJIcUHAS U JISTOYHAsS
narosnorus. Y 6ombHbIX 10-13 neT n3-3a cHIKEeHUs! PU3MUECKO HAarpy3kH (IoTepst CIOCOOHOCTH
K CaMOCTOSITENIbHON X0Ab0€) U TEM CaMbIM CHUKEHUS HArpy3KHU Ha MUOKap/, KapIMOMUONATHUs B
BUJIC CUCTOJINYECKOW MHOKapAHAIBbHON TUCOYHKIIMU BBIsBIsIeTcs B 12% ciyyaes [28, 83-93]

Ha no3gneit amOynaTopHOil cTaguu (GYHKIUS BEPXHUX KOHEYHOCTEH MOCTENEHHO
yTpaYMBaeTCs, W TMOBBIMIACTCS PUCK Pa3BUTUS OCIOXKHeHHU 3aboseBanus [3,6,7]. Hapacraer
ceplie4Has U JIETOYHas HEAOCTaTOYHOCTH.



[Topaxenue cepaia XxapakTepu3yeTcsl IHUIATAMOHHONW KapAMOMHUONATUEN, HapYIIIEHUEM
pUTMa W TPOBOJUMOCTH, BCIEACTBHE cepiedHoro ¢uobposa. [lepBbie mMpu3HAKK TOpaKEHUS
Cep/lla MOTYT BBISBISITECSA Y HEOONBIIONW YacTH OOJNBHBIX yXKe B 2-5 JIeT, a 3aTeM 4acToTa
BBISIBJIEHUsI KapAMOMuUoNnaTuu HapacTtaeT 10 38% B 14 net, 57% B 15 nert, a B Bo3pacrte crapiie
18 ner kapauoMuonaTHsi B BUIEC CHCTOJIMYECKONH MUOKApIUATBHON AUCHYHKIIUU BBISBISETCS
6onee yem B 61% HaGmogenuii [1-12 u3 crnucka B konue] [8,9]. Honroe Bpems ceneuHas
MATOJIOTUS MOXET NPOTEKaTh CYOKIMHMYECKH (B OTCYTCTBHM CHUMITOMOB CEpACUHOM
HEJOCTAaTOYHOCTH)  TOCKOJBbKY  KJIMHMYECKHE MPOSBICHUS  XPOHUUYECKOW  cepleyHOn
HenoctarouHocTH | 1 1A cTaguu 3aMeTHBI TOJIBKO NpHU (hU3UYecKoi Harpy3ke (s | ctaauu oHa
JoJKHA OBITh yMepeHHOHW, a mansa ||A cramum — HeOonbIoil), a Ha HeaMOYIaTOpHON CTaauu
O0onbHON HE MOXeT cebe TMO3BOJIUTh (PU3UYECKYI0 HArpy3Ky, HEOOXOIMMIO IS TIPOSIBICHUS
cepievyHoi HemocratouHoctd. [lo Mepe mporpeccupoBaHusi 3a00JieBaHHS Yy MAlMCHTA
MOSIBJISICTCSL BBIPOKEHHAST TaXUKapIus , Jajee MOTYT IMPUCOSAUHATHCS OTEKH, AUCITHOD BpEMs
MOSIBJICHUS ATOTO MpPU3HAKA 3aBUCUT OT COCTOSIHHUS AbIXaTeIbHBIX MbIHII). [Ipu KpuTHueckom
cHmwkennn ¢pakuuu BeiOpoca (PB<<35%), a taxke Ha ¢one (HubOpo3a JEBOro Kelymaodyka
pa3BUBaeTCs aHacapka, aclUT, BbIpakeHHas cinabocTh u Taxukapaus [28, 83-93]. Ha nrobom
9Tare MOT'YT MPUCOCIAUHCATHh HAPYIICHHUS CEPICYHOTO PUTMA PA3IMIHOTO Xapakrtepa [28].

[TopaxxeHue JErKuX XapaKTePU3YeTCS XPOHHUYSCKUMHU PECIMPATOPHBIMUA WH(EKIIHSIMH
BciecTBUE JieroyHoro ¢pubposa y Bcex nanueHtoB. K 12 rogam JXXEJI ymeHnbliaercs €xXeroiHo
Ha 8-12%. Y 1/3 maiueHToB BCTpeyaeTcsi 0OCTPYyKTUBHOE anHod cHa [14].

30% mamueHToB CTPaaaeT OT HHTEIIEKTYyalbHbIX Hapymienui [15,17].

Octeomnopo3 BcTpeuaeTcsi y Bcex mnopaxkeHHbix netet ¢ MJIJI. IlnotHocTh KocTeit
YMEHbIIIAETCs, KOT/la MaJbYHKU BCE €IIe CIOCOOHBI K CaMOCTOSITEIbHOMY MEPEABIKEHUIO U C
BO3PAcTOM IPOJIOJDKAET YMEHbBIIATHCA. [lepeoMbl TpyOYaThIX KOCTEH, CBSI3aHHBIC C YaCTBIMU
HaJICHUSMH, BCTPEUAIOTCS YacTO, IPUOIM3UTENBHO Y 21-44% manuenTos [19,20].

VY OonpHBIX ¢ mMuomuctpoduer J[romeHHa 4acto OBIBAIOT OCIOXHEHHS CO CTOPOHBI
KEITYTOTHO-KHAIIIEYHOTO TPAKTa WU MPOOJIEMbI TIUTAHUS, TAKWE KaK MOTeps WA HabOp MaccChl
Tena, AWcOaTaHC MUTATENBHBIX BEIIECTB, AUCOANaHC >KUAKOCTH, aucharus U KOHTPAKTypa
HUKHEHN YEIOCTH.

B cBsi3u ¢ perynspHbM nipuemMoM rirokokoptukocteponioB (I'KC) y MHOTHX maniueHToB
pa3BUBAIOTCS TaKU€ OCIOKHEHHUS KaK HapyIIeHHS POCTa U CO3PEBaHMS, HAATNOYCUHUKOBAsS
HEJ0CTAaTOYHOCTh, HAPYIICHUE TOJIEPAHTHOCTH K TJIFOKO3€ W CaxapHBIA JUadeT, apTepraibHas
TUTIEPTEH3US, YCHIICHUE 0CTeonopo3a. Bee nanHbie HapymeHUs TpeOyIOT OTACIbHON KOPPEKITUU
1 HaOJI0IeHUS Y TPO(PUIIBHBIX CIIELUAINCTOB.

B OonpmmHCcTBE cinydaeB cmepTh manueHToB ¢ MJIJ] HactymaeTr oT cepiaeyHOM U
JBIXATENIbHON HEOCTAaTOYHOCTH B CEpPEAMHE TPEThEro NECATHIICTUS KHU3HU. TeM He MeHee,
CBOCBPEMEHHOE Hayallo JIeYeHHE, NPOBEIACHUE PETYISIpHbIX (U3HOTEPANIEBTUYECKUX U
peaOUIUTAIIMOHHBIX ~ MEPOIPHUATHH, TMOSBIECHHE NATOTCHETHMYECKUX METOJOB  Teparuu
MO3BOJIAIOT CErOAHS 3HAUUTENBHO YBEIMYUTh TMPOJODKUTEIHHOCTh U KAueCTBO IKHU3HU
marmeaToB ¢ MJIJI.

MJIb sBnsiercss Oosiee moOpokadecTBEHHOW (DOpPMOI Mporpeccupyromneil MHOIUCTPOPHUH.
JHeb6roT 3aboneBanus HAOMIOJAETCS 3HAYMTENBHO T03ke, B Bo3pacte 10-20 mer. 3aboneBanme
MIPOTPECCUPYET MEUICHHO M PEIKO MPHUBOIUT K WHBaTUAM3auu panee 40 yet. MHTEIIEKT Tpn
MJIb o6bryHO coxpanen. [Ipu MJIb XxapakTepHO TOpaK€HHE MHOKapJa U pa3BUTHE
TUIEePTPOPHUUSCKON MITH TUIISTAIMOHHON KapauoMuomnatun (10 50% ciyuaes) [29].



[TpubnuzutensHo B 8% mnposieienne M/ MoxeT Takxke HaOMIOIATHCS y JIMI KEHCKOTO
10J1a, SBJISIOIIMXCS HOCUTEEM e(EKTHOrO T'eHa. TO MOKET MPOUCXOINTh B Pe3ybTaTe TaKUX
HapylLICHUH Kak JialoHu3auus (MHakTuBauus) X —XpOMOCOMBI WJIM TOJHOW WJIM MO3aW4yHOMU
dopmax cunapoma llepermesckoro-Tepuepa. Kinuauyeckue nposiBieHus: 0OBIYHO JeOI0TUPYIOT
B TIEpHOJ TOPMOHAIBHBIX IEPECTPOEK, TAKMX KaKk OepeMEeHHOCTh, HA4ajJ0 MEHCTpYallHid,
KJIMMaKc. 3a00J1€BaHUs Y JKEHIIWH OOBIYHO NMPOTEKAeT B 3HAYMTENBbHO Oojee MATKod ¢opme,
yeM y Myx4MH. [lomMuMoO MblmieyHOH c1aboCTH, AOCTATOYHO YAacTO MOTYT HabIoJaTbes
HapyLIEHUs. CO CTOPOHBI CEPJIEYHO-COCYAUCTON CHCTEMBI, TAKHE KaK HapyYIIEHUS CEpAEYHOIo
pUTMa, Pa3BUTHS AUIATAMOHHON Kapauomuonarun [30].

Jughgpepenyuanvuas ouaecnocmuxa MI/MJIBE nposooumcsi co écemu 3a001€8aHUAMU,
OCHOBHbIM KIUHUYECKUM NPOSIBIIEHUEeM KOMOPBIX A6IAemcs mbluleutas ciabocms. llepeyens
OCHOBHBIX  3abonesanutl, 6xo0sawull 6 ouggepenyuarvruvii ouaenos npu  MII/MIIB,
npeocmasnen 6 [lpunoscenue I 4.

2. /IluarnocTuka 3a00JieBaHUs WJIH COCTOSIHUSA (rPyNnbl 3200/1eBaHUI WM COCTOSIHMIA),
MeIMUMHCKHE MOKA3aHNS U MPOTHUBONOKA3aHUS K NPUMEHEHNIO MEeTO/10B IUATHOCTUKHU
Juaenosz MI[J[/MJIB ycmanasnusaemcs Ha OCHOBAHUU COBOKYNHOCMU OAHHbIX
O aHaMHeCmu4ecKux,
O KIUHUYECKUX,
O  pe3yrbmamos 1abopamopHo20 UCCe008aHUS (OUOXUMUYLECKO20 U MOAEKYIAPHO-
2eHeMUYeCcKo20 aHaIu3a).
Kpatine mwamenvno maroice credyem nooxooums K onpocam oupgepenyuanbHoll
ouaznocmuxu (cm. Tpunosicenue I'4)

2.1 7/ Kajao0bl 1 aHAMHE3

[Ipu cOope aHamHe3a W Kajao0 PEKOMEHJOBAHO OOpaTUTh BHHMAHHME Ha CIIEIYIOIIUE
KAIOOBI:

o OeccumnTomMHoe MoBhIIeHNE akTUBHOCTU TpaHcamuHas (AJIT, ACT) u KOK, JIAT B
CBIBOPOTKE KPOBH;

MOBBILIEHHAS YTOMIISIEMOCTh (CHM)KEHHE BEIHOCIHBOCTH);

YacThIC MAJICHUS UJIA HEYKITIOKECTh;

MaTOJIOTHIECKOE N3MEHEHHE TTOXO0/IKH,

TPYIAHOCTH TIPH MOTBEME TIO JIECTHUIIE;

© O O O O

CJIOKHOCTH BBITIOJTHEHUS (U3UUYECKOM HArpy3Kku (mpucenaHusi, 6er uil npeoaoieHne
MPETSATCTBHI), HECIOCOOHOCTh MPHITaTh;

HCIOJIb30BaHNE BCIIOMOIaTEIbHBIX MUONIATUYECKUX TPUEMOB IIPU NTOABEME C I10J1a;
X071b0a Ha HOCOUKax;

CHM)KEHHE MBIILIEYHOT'O TOHYCA,

CHIDKEHHE WJIM OTCYTCTBHE CYXOXHIIBHBIX pe(IIeKCOB,;

00JIM B MBIIIIIIAX

O O O O O O

00JI1 B CIIUHE;
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TUTOCKO-BAJIBI'yCHBIE YCTAHOBKH CTOIT; TICEBIOTUIIEPTPOQHSI MBIIII] TOJICHH;
yTpaTa HaBbIKa CAMOCTOSITEIbHON XOAbOBI,

MOBE/ICHYECKUE HAPYIIICHUS;

3aJIep’KKa PEUYCBOr0 PA3BUTHS WM HAPYIICHUS apTUKYJISINH,

TPYAHOCTH C 00YICHHEM U BHUMAaHUEM,

o01as MbltieyHas ¢1abocth U ObicTpast pusndeckas yromiasiemocts [1-3,6, 39,42].

AHaMHecTHYECKUe COOBITHSI, HAa KOTOpPbIE HEOOXOJUMO OOpaTUTh BHUMAaHKE y NAllUEHTOB
¢ nmono3penuem Ha MJIJI/M/Ib:

O MOJ IAIUEeHTa — MYKCKOH;

O YCTaHOBJIEHHBIN AuarHo3 «lIporpeccupyromas MUOAUCTPOPHSY Y

POJICTBEHHUKOB MY>KCKOT'O T10JIa 10 MAaTEPUHCKON JIMHUU WJIM HEYTOUHEHHOE
HEPBHO-MBILLIEYHOE 3a00JIEBaHUE;
O YCTaHOBJICHHBIN (paKT HAIMYKS B CEMbE KEHIIUH-HOCUTEIHHUI] AaTOJIOTHUECKOM
mytauuu B rene DMD;
nosiHee (hOPMUPOBAHKE HABBIKA CAMOCTOSATEIILHON X0Ib0BI,
3a/Iep’KKa CTAHOBJICHUS PEYH,;
3gauyuTenbHoe noseimenne KOK B anamuese;

o O O O

NeOI0T KIMHUYECKHUX MPOSBICHUN B OOJNBIIMHCTBE CIIy4aeB B BO3pacTe 2-5 et
it MJIT, 10-11xer anma M/IB [1,2,38,41].
KanoOb1 1 aHaMHE3 TaK)Ke ONMKCAHBI B pa3fielie «KIMHUYECKast KapTHHAY.

2.2 Ou3uKaJIbLHOE 00CJIeJ0BAHNE
dusukanbpHOE 00CIeJ0BaHUE MAIMEHTOB MpH mogo3penud Ha MJ{JI/ M/Ib BkirodaeT:
O U3MEpEHHUe poCTa,;

O H3MEpECHUE BeCa,

O Hccrel0BaHNe MOXOKH: MUOMAaTHYeCKas, 10 TUITY YTUHOM (TiepeBanuBaroiecs);

O BH3YaJbHBIH OCMOTP MBI TICEBIOTUNIEPTPOPHUS HUKPOHOKHBIX  MBIIIILL;
MPOKCUMAJIbHBIA TUI MBILIEUHBIX THIIO/aTpOo(Uil U Mape30B,

O HCCIEJOBaHUE MBIIIEYHOTO TOHYCa: CHUXEHHE MBIIIEYHOrO0 TOHYyca Oolee
MIPOKCUMAIbLHO

O HCCIeI0BaHNUE MBIIIEYHON CUJIIBL: CJIA0OCTh MBIIII] TA30BOT0 U IJICYEBOTO M05Ca;

O HCCIeI0OBaHUE CYXOKWJIBHBIX PE(IIEKCOB: CHIDKEHUE WIH YTpaTa CyXOKMIIbHBIX
pedIiekcoB;

o cuMmMnToM ['oBepca-NoONOKUTENBHBIN: HUCIONb30BAHUE MHUOMATHYECKUX IPUEMOB
IIPU MIOJIbEME C TOJIA,;

O HCIIOJB30BaHUEC BCIIOMOTIaTCIbHBIX MHUOIIATUYCCKUX IMPUEMOB H ¢J1a00CTh MBIIIIY
mer Ipyu NOJHMMAaHHHU I'OJIOBBI ITPHU MOABEME U3 ITOJIOKCHUS JICKA Ha CIIMHE,

O OCMOTp KOCTHO-CYCTaBHOU CUCTEMBI: MTOSICHUYHBIN TUIIEPIIOPI03,
TYrOMOJABUKHOCTb  WJIM  KOHTPAKTYphl ~ KPYNHBIX  CYCTaBOB,  CKOJIHO3,
«KpBUIOBUJHBIC» JIONATKH, JegopMmanus TPYAHOH KIETKH, YIUIOIIEHHE U
nedopMarus CTor,

O Hanmuuue noBeneHuyeckux paccrpoiicts: CJZIBI, ayrtucrtuyeckue NpoOsBICHMUS,
00cecCMBHO-KOMITYJIbCHBHBIE PACCTPOICTBA,
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O HEMpOTrpeccCUpyIolIe OTKJIOHEHHs] B KOTHUTHUBHBIX (YHKIMSX: HapylleHHEe

KPAaTKOBPEMEHHOM CJIOBECHOM MaMSTH, IHCIIEKCUS, crienupuIecKue
paccrpoiicTBa 00y4eHus;

O Hajauyue SMOLMOHAIBHBIX pacCcTpOMCTB: JIeTpeccusl, TPEBOKHOCTb,
ap(heKTUBHOCTH,

O HCCIIEI0BaHUE CEPACYHO-COCYTMCTON CUCTEMBI: YBEIMUEHUE YaCTOTHI CEPACIHBIX
COKpAIIICHUH, TIOBBIIICHHE apTEPHATBLHOTO JaBJICHHS;
O HCCIeI0BaHUE JbIXaTeNbHON cucTeMbl: yBenanuenue YJIJ1, ocnabieHHoe AbIXaHue
npu ayckynsranuu [1,2,38].
[Toapo6HO IaHHbIe GU3UKATBLHOTO 00CIIECIOBAHUS OMMCAHBI B Pa3/ieliec «KIMHUYECKAs KapTHHAY.

2.3 JIaGopaTopHbIe JTHATHOCTHYECKHE HCCAeT0BAHUSA

Pannsas ouaenocmuxka M u MJ/B — 3an0e npasuibhoco 6edeHusi NAYUeHmos,
CB0EBPEMEHHO20  UCHONb308AHUS  OOCMYNHBIX —CXeM mepanuu u peaburumayuu  0s
NPOPUIAKMUKU ~ OCTIONCHEHUL, COXPAHEHUsL Kauyecmea U  NpoOOJANCUMENbHOCIU — JHCUSHU
nayuenmos.

o Pexkomenayercs OnpeneneHrne akTUBHOCTH KPEaTUHKUHA3bI B KPOBU BCEM IMALIMEHTaM C
KJIMHUYCCKMMH CHUMIITOMaMH, XapaktepHbiMu it MJJI/MJIB, ¢ 1ensio paHHeit

JIMAarHOCTUKY 3a0oseBanus [,2,].

KommenTapmii: nosviuenue yposus K®OPK obaueamuwviil, panHuil OOKIUHUYECKUL
npusznax. Xapaxmepuovim onsi MI[/] saensemcs nosviuenue K@K ¢ 10 - 100 pas. B
obs3amenvHoM nopsioke ypogeno KK Oondcen onpedensimvcsi y nayuenmos 6
cnedyrowux cumyayusx: 1) pebenox He Hayunaem xooums 6 16-18 mecayes, npumensem
npuem l'oeepca npu ecmasanuu uiu Xoo0um Ha HOCKAX; 2) umeemcs Oms2OUjeHHbll
anamue3 no M/ unu Hanuuue y OAUSKUX POOCMBEHHUKOE HEYMOYHEHO20 HEPBHO-
MbluleuHo2o 3abonesanus 3) y nayuema Hanooaemcs nogviuenue mpauncamunas (AJIT,
ACT) HesacHoeo ceneza y Oemeli 6 OOKIUHUYECKOU CmMaouu (OaHHAs KIUHUYECKAs.
cumyayust wawe ecmpeuaemcsi 'y oemetl 6 sospacme 0o 3 nem)[1,2,41].

VYpoBeHb yoeauTensHOCTH pekoMmeHaamuii — A (YpoBeHb TOCTOBEPHOCTH JOKa3aTeIbCTB
2)

* PexoMenayercsi IpOBEACHNE MOJEKYISIPHO-TEHETUYECKOTO HccieaoBanus B rene DMD
BCEM TAIMEHTaM C KIWHUYECKHUMH CHUMITOMaM XapakTtepHbiMu st MJI/MJIb wunum
ManreHTaMm 0e3 KJIMHUYECKON CUMIITOMATHKH, HO C TIOBBIIIIEHHBIM HE MeHee, 4yeM B 20 pa3
ypoBHeM K®K - ayig moaTBepkaeHUs AMArHo3a M MPOBEACHUS MEIUKO-TEHETUYECKOIO
KOHCYJIbTUpOBaHUs ceMbH [1-4,42,43].

Kommenrapuii: [lepsviii sman: onpedenenue KpynHulx Oeneyuil u OYNIUKAYUL 8 2eHe
DMD memodom mynvmuniexcHou amnaugpuxayuu aueuposanuvix 30H006 (MLPA).
Bmopoii sman: npu omcymcmeuu 5k30HHbIX Oeneyutl unu oynauxayuil 6 eere DMD,
cnedyem nposecmu 2eHHOe CeK8EHUpOosaHue O OOHAPYHCeHUs MAblIX U MOYKOBbIX
mymayuti. Bozmooicnvim memoodom siensemcs cexeenuposanue Ho8020 noxonenusi (NGS),
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unu memoo cegenuposanusi no Ceneepy. Ilpeonoswcennviti ancopumm evisgnsem 98%
mymayuii 6 2ene DMD. B cayuae eviasienus moukogvix mymayuti memooom NGS,
HeoOX00UMO NPOBOOUMb NOOMEEPIHCOCHUE MEMOOOM NPAMO20 CEeKBEHUPOBAHUS NO
Cenepey.

YpoBeHb yoenutenbHOCTH pekoMeHaanuii— A (YpOBEHb JOCTOBEPHOCTH JOKA3aTEIbCTB
1)

e Pexkomenayercsa Ouomncuss MBI M [ATOJIONOAHATOMUYECKOE  HCCIIEOBaHHE
OouoncuifHOro  (ONEpPallMOHHOr0)  MaTepuajla  MBIIIEYHOH  TKAaHM  METOJOM
ummyHorucroxumun (MI'X) Ha Hanumume aucTpopuHA B CIIydasX COMHHTEIBHBIX
pE3yJIbTATOB T€HETUYECKOro OOC/IEOBAHUS WJIM HEBO3MOXHOCTU €ro IPOBEACHUS C

LENTBIO TTOATBEPIKACHHUS JUardo3a nauentam [1, 2].

YpoBenb yoenutensHoctu pekomenaanuii — C (YpoBeHb JOCTOBEPHOCTH JOKA3aTENIbCTB 3)

KommenTapmuii: 6 nooasnarowem Oonvuuncmee Cciyuae 2eHEMUdecKux Memooos
uccnedosanus 00CMamodHo OJisi LOOmMeepIAHcOeHUs OuazHo3a. Tem He meHee, 6 ciyuae, K020d
eenemuueckutl anaiuz He noomeepoun MIJIMJIIB, npu coomeecmsyiowei KIUHUYECKOU
Kapmuue u ¢ y4emom mozo, Ymo opyeue HepeHO-MblieuHble 3a001e8anus ObLIU UCKTIOUEHDb,
B03MOJCHO NpOBeOeHUe OUONCUU MblUYbl C NOCIeOYIOWUM AHATUZOM HAIUu4us Oeika

oucmpoghuna memooom UI'X.

*  Pexkomenayercss oOmMi (KIMHUYECKHI) aHAIM3 KPOBHM Pa3BEPHYTHIN (reMorioOuH,
KOJIMYECTBO JPUTPOLIUTOB, IIBETOBOM IIOKa3aTeib, KOJWYECTBO JIEHKOLUTOB,
TPOMOOIIUTOB, JEHKOIUTapHast GopMyia U CKOPOCTh OCEIAHHS IPUTPOIIMTOB) BCEM
ManydeHTaM ¢ KIMHuYeckuMu npusHakamu MJIJI/MJIb nisi OLIEHKHM OCHOBHBIX
apaMeTpOB KPOBETBOPEHUS U HAIMYKS BOCHIATUTEIbHBIX MPOLIECCOB [].

VYpoBeHb yOeauTeNbHOCTH peKoMeHaaIuii — (YpOBEHb TOCTOBEPHOCTH JOKA3aTEIbCTB )

* Pexomenayercsi BceM TalHMeHTaM ¢ KIMHWYeckuMu npusHakamu MJIJI/MJIb
MPOBEACHUE aHAIN3a KPOBU OMOXUMHUUYECKOTO OOIIETePareBTHYECKOTO (OmpeeeHrne
YpOBHSI TJIIOKO3bI, oOmmero Oenka, KpeaTWHWHA, MOYEBUHBI, OIpEICICHUE
aKTUBHOCTH  ajlaHuHaMuHOTpaHcdepassl (AJIT), acmapratamuHOoTpaHchepasbl
(ACT), ramma-rmotamuntpancgepassl (I'TT), uccnenoBanue ypoBHs OuinpyOnHa
CBSI3aHHOTO (KOHBIOTHPOBAaHHOTO) B KPOBH, HUCCIIEJJOBAHHE YPOBHSI OHIMPYOHHA
CBOOOMHOTO  (HEKOHBIOTHPOBAHHOTO) B  KPOBH, OMNpEAENeHHE aKTHUBHOCTH
KpEaTUHKUHA3bl B KpoBH, Ompe/enieHre akTUBHOCTU JaKTaTJErUAPOTeHa3bl B KPOBU
(JIAT), HccnemoBanue ypoBHsS 0O0IIero Kaublius B KpoBH, MccrnemoBanue ypoBHs
MOHU3MPOBAHHOTO KalbllUg B KPOBH, HCCIEIOBAaHWE KPOBHA HEOPTaHUYECKOTO
dbochopa B KpoBH, C TIENBbIO OIEHKH COCTOSHUS TICYCHH, TOYEK, KaIbI[UEBO-
dhochoproro oomena [].

YpoBeHb yOeauTenbHOCTH peKkoMeH1aluil — (YpoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB )
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* Pexomenayercsi BceM ManueHTaM ¢ KiuHUYecKuMU mipuzHakamMu MJIJI/MJIb oGmmmit

(KIMHUYECKUIA) aHATU3 MOYH JJIs1 OLEHKH COCTOSIHUS MOYEBBIBOSIIINUX MYyTEH U OYEK

[

VYpoBeHb yOeAUTEILHOCTH JI0KA3aTeNbCTB (YPOBEHb JTOCTOBEPHOCTH PEKOMEHIAIINH — ).

* PexoMmenayercsi manMeHTaM C  yCTAHOBJIGHHBIM  juarHozom  MJIJI/M/Ib,
HCCIIE0BAHUE KUCIOTHO-OCHOBHOT'O COCTOSIHUSL M Ta30B KPOBH JUISl OLIEHKU CTEIIEHU
KOMIICHCAIIUU JbIXaTEIbHBIX HAPYIICHUH W ONPEICICHUS] TAaKTHUKU PECHUPATOPHOMN
MOAEPIKKH [2].

VYpoBeHb yoenutenbHOCTH pekoMmeHaanuii C (ypoBeHb JOCTOBEPHOCTH JOKa3aTeNbCTB —
4)

KomMmenrapuu: H3menenuss 6 KUCiomuo-OCHOBHOM PABHOBECUU BO3HUKAIOM HA
0anexko 3aweowux cmaousx OovlXxamenvbHolu HedocmamouHocmu. Kenamenvno 0
CB0€BPEMEHHOII OUACHOCTNUKU UCNOIb3068AMb bonee ungpopmamusHvle
UHCMPYMEHMANIbHble MemoObl UCCe008aHUsl (KanHomemputo u 0p.). /lekomnencayus
ObIXAMENLHBIX HAPYULEHUL KOHCIMAMUPYEmcst NpU HATUYUuY 2UNepKantuu u ayuoosd.

2.4 HNHCTpYMEHTAJIbHBbIE JTHATHOCTHYECKHE HCCIIEI0BAHUS

Ilepeuucnennvle KIUHUKO-UHCIPYMEHMATbHBIE MEMOObL UCCIe008AHUSL HEOOX0OUMbL 015
nepeuuHoll u oughghepenyuanvbHol OUacHOCMuKY 3a001e8aHUA.

e PexoMenayercsi mammeHtam ¢ moxo3peHuem Ha  MJJI/MJIB  mpoBeacHme
CTUMYJISIIMOHHON U uronbuatol OHMI' (Dnektponeiipomuorpagus cTuMyasiuOHHAs
OJTHOTO HepBa DiekTpomuorpadus uroigpyaras (oJHa MBIIINA)) €  LEJNbIO
T depeHMaIbHON AMarHOCTUKM C APYIrMMHU 3a00JIEBaHUSIMHM UM BBISBICHUS CTEIEHU

HepBUYHO-MBIIIeuHOTo nmopaxxenus npu M1/ [1,2, 30].

Kommenrtapuu: DHMI' sensemcs 00noiHumenbHbiM MemoooM 00Cied008anus npu
nooospenuu na MJJIIM/Ib. Pezynbmam uccie0o8anus 6 8blCOKOU CIMENeHU 3a8UCUm Om
NpPABUIbHO  BbIOPAHHOU Ol UCCIe008AHUS  MblUUYbl, d MakKdyce Kearupurkayuu
compyoHuKa,  6bINONHANWE20  ucciedosauue.  Jlanuvii  MemoOd  Nn0360/1em
oughghepenyuposamo  MJI/I om 3abonesanuti, CEA3AHHLIX C HApYUeHUeM @OYHKYuU
08U2AMENbHBIX 80OKOH NepUhepuiecKux u HepeHO-MbllUeYHOU nepedayu.

YpoBeHb yoeauTensHOCTH pekoMeHaamui—C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB- 5)

e Pexomenaywrcs Bcem mamweHtam ¢ MJIJI/MJIb mnpoBenenue oneHkH (QyHKIUN
BHEIITHETO JbIXaHus MeTonoMm crupomerpun (McciemoBanuwe HECTIPOBOIMPOBAHHBIX
JBIXaTEeNbHBIX 00bEMOB M TIOTOKOB, IPU HEOOXOAUMOCTH - MccienoBaHue ApIXaTelbHBIX
00BEMOB C MPUMEHEHHEM JIEKAPCTBEHHBIX TMPENapaToB) JJsi BBIABICHUS CTENEHU

JbIxaTenbHbIX Hapymenui [10-14,40,44,45].
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YpoBeHb yoeauTenbHOCTH pekoMeHaanui - A (YpoBeHb JOCTOBEPHOCTH JI0KA3aTEeIIbCTB
~2)

KommenTapuu: ucciedosanue npogooumcs ¢ 5 iem npu 603MOACHOCMU NPOBEOEHUS.

Pexomennyercsi mamwentram ¢ MJIJI/MJIb mnpoBeneHne MarHUTHO-pPE30HAHCHOM
toMorpaduu MbimedHoi cuctembl (MPT 1eneBbIX MBIIII) C [EIbI0 OLICHKUA CTEICHU
Mopa)keHus MbIIIeYHo# Tkanu [38,46].

KommenTapmii: [Iposooumcss no nokazanusim (¢ yeavio ouggeperyuanbHoll
OUAecHOCMUKU,  KAK  OONOJHUMENbHLIL —~ Memo0d  NOOMBEPHCOeHUs  OUACHO3d 8
COMHUMENLHBIX CIYYAAX U AHAIU3A Ppa3sumusi 3a001e6aHus 8 OuHamuxe). JJanuslilt Memoo
obcnedosanus asnsiemcsa oonoanumenvhuvim. MPT mubluy noseonsem 6u3yanuzuposams
cmeneHb oucmpoguu u ubposa mviweynou mxanu. Ilozeonsem. Kpaiine enumamensro
HYJICHO NOOX00ums K 8bl00py Muvluty OJisi NpoGedeHUsl Ucciedo8anus. Buzyanuzupyemcs
XapakmepHblil NAMmepH NOPANCEHUS — HCUPOBASL UHDUIbMPAYUS 8 KAMOANOBUOHBIX U
Manobepyosvix Mblyyax U OMHOCUMENIbHAS! COXPAHHOCL OObUEeOEPYO8Oll MblUYbL

[94].

YpoBeHb yoenuTenbHOCTH pekoMeHaanuii - C (ypoBeHb JOCTOBEPHOCTH TOKA3aTENbCTB —
3)

Pexomenayercss mamuentam ¢ M/IJI/MJIb ¢ KIMHHYECKMMH CHMIITOMAaMH CKOJIHO3a
npoBeaenue penrreHorpaduu uau KT rpyaHoro m mosiCHU4HOTo OT/eNa MO3BOHOYHUKA
(Pentrenorpadgusi ~ MO3BOHOYHMKA, BepTuKanbHas/KomnbioTepHas  Tomorpadus
MO3BOHOYHMKA (OJJUH OTEN)) C LETbI0 OIICHKU CTETIEHU CKOINO03a, & TAKKe OMpeIeICHHUS

BO3MOXKHOCTH U CTETICHU XHPYPrHUECKOr0 BMEIIATENILCTBA PU HeoOxoaumoctu [40,48].

YpoBeHb yOEeTUTEIbHOCTH peKOMEeHAANUN - A (YpOBEHb JOCTOBEPHOCTH JI0Ka3aTEIbCTB
~2)

KoMMeHTapum: npogooumcs nayueHmam ¢ KIUHUYECKUMU CUMAMOMAMU CKOAUO3A U
eunepiopoosa.

* PexoMeHayercsi PpEHTICHOACHCUTOMETPHUS MOSCHUYHOIO OTAENa IO03BOHOYHHMKA
nanuenty ¢ MIJI/MJIb st uckmioueHuss octeomopo3a. Takke peKOMEHIYeTCs
MPOBEJEHHUE OTOrO0  HCCIEAOBAaHWA MpPU TOATOTOBKE K  OPTONEIUYECKOMY
XHPYPrHYECKOMY BMEIIaTebCTRY [53].

ypOBCHB y6C,Z[I/ITeJ'IBHOCTI/I peKOMeH,Z[aI_II/Iﬁ C (ypOBCHL AOCTOBCPHOCTU NOKA3ATCIBCTB —
4)

KommenTapuu: npogooumcs oemsam cmapuwe 6 nem. Ilpu obHapyscenuu ocmeonoposa 8
NOSCHUYHOM omoele NO36OHOUYHUKA NOKA3AHA PEeHM2eHOOEHCUMOMempus 8ce2o meld.
s nayuenmos cM/I/MJIb xapakmepHra 6vicoKas uacmoma nepeiomos u 0CmeoneHuu.
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Hannvie pucku 00ycno61envl MblUEYHOU CI1AO0CMbIO, NPUEMOM 2THOKOKOPMUKOUO08 U
HU3ZKOU NOOBUINICHOCbIO NAYUEeHMO8[].

o Pexkomennyercs Bcem maunuentam ¢ MJIJI/M/Ib mpoBeneHue saekTpokapauorpaduu
(OKI') u sxokapauorpadun (Oxo0-KI') cepaua ¢ menpio BBISBICHUS CHEHH(PHUECKOTO
nopakenus cepana [9,28,31,39].

VYpoBenb yoenutenbHocTH pekomMeHaanuii— A (YpoBeHb JOCTOBEPHOCTH JI0KA3aTEIbCTB
2)

Kommenrapum: /[annbie memoobl ucciedo8anus NO360MAION  BbIAEUMb HAPYUEHUS.
Yacmomul CepOeyHbIX COKPAWEHUU, PUMMA U NPOBOOUMOCMU cepoyd, NPUSHAKU
CUCTNOAUYECKOU OUCHYHKYUU, OULAMAYAYUOHHBIX HAPYUWEHULL, 2unepmpo@uu Muoxkapod,
MUMPATLHOU pe2ypeumayui.

PexomennoBaHO BceM NanueHTaM ¢ KIIMHUYECKUMU npuzHakamu M/I/] ynpTpa3BykoBoe
uccinenoanust (Y3U) opranoB OpromHoi monoctd (YIbTpa3ByKOBOE HCCIEIOBAHUE
OpraHoB OPIOIIHON MOJOCTH (KOMIUIEKCHOE)) U TIOYEK ISl UCKITIOYCHHSI/TIOATBEPKICHUS
MATOJIOTHH TICUCHHU U MOYEK [].

YpoBeHb yOequTenbHOCTH peKoMeHnauuii— (Y poBeHb JOCTOBEPHOCTH TOKA3aTEIbCTB )

KOMMeHTapI/II/I: uacmo ()uaeHocmupyemc;l cenamomezdiusd, CnjiaeHomezaiusd, aHoOMaauu
paseumusl noO4eK u 6p U3BMEHEHUA

* PexoMenayercs: npoBeeHue criupoMeTpun BeeM nanuenuram ¢ MIJI/M/Ib crapiie

OTH JIET JIJIsI OLIEHKH (DYHKIIMOHAILHOTO COCTOSIHUS JieTkux [39].

YpoBeHb  YOEIUTENbHOCTH  PEKOMEHIAIui— (YpoBeHb  JIOCTOBEPHOCTHU

JI0Ka3aTeNbCTB )

* PexkomeHnayercsi TpOBEACHUE HOYHOW TYJbCOKCUMETPUM BCEM TNAIlMEHTaM C
MIAJ/MJIb npu cawkenun JKEJI menee 50% i BBIABJICHHS CHHIpOMaA

00CTPYKTHBHOTO anHo? Bo cHe [39].

VYpoBeHb  yOEOUTENBHOCTH  PEKOMEHAALNN— (YpoBeHb  JAOCTOBEPHOCTHU

JIOKa3aTelIbCTB )

e PexoMeHnayercsl KapIuOpECIUPATOPHBIN MOHUTOPHUHT (IMCTAaHIIMOHHOE HAOIIO/IEHNE 32

MOKa3aTeISIMU YacCTOTHl CEPACYHBIX COKpAIlIeHUH W JAWCTAHIIMOHHOE HAOJI0JIeHHE 3a
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Q)yHKHI/IOHaHBHBIMI/I HapymICHUAMUA MoKaszaTejieli BHEIIHETO )II)IX&HI/IH) B CTallMOHape

BceM narentam ¢ MJ1/I/M/Ib nipu BeisiBIieHHH CHYDKEHUSI caTypaiuu menee 94% [39].

YpoBeHb yOequTeNbHOCTH peKoMeHnanuii— (Y PpOBEeHb JOCTOBEPHOCTH JIOKA3aTEIbCTB )

2.5 Uuple fHArHOCTHYECKHE MCCAe10BAHUS

Pexomenayercs manuearam ¢ MJIJI/MJIb npoBenenue 6-Th MUHYTHOTO TeCTa C X000
JUTSL OLICHKH MOTOPHBIX (pyHKIMIA U BeiHOCTUBOCTH [37,48-51] (cmompu [Ipunoscenue I'7)

KomMmeHTapum: xe npumenumo Ha HeamoOyiamopHou cmaouu 3a601e8aHus

YpoBeHb yOeTUTEIIEHOCTH peKOMeHAanuii — A (YPOBEHb JOCTOBEPHOCTH JIOKA3aTEIBCTB —

2)

Pexomenayercsi marpentam ¢ MJIJI/MJIB mpoBeneHre (hyHKIMOHAIBHBIX BPEMEHHBIX
TECTOB: TOJbEM U3 TOJOXKCHHUS CHIsA/IIeKa, BpeMs MOAbeM/CIIycKa Ha 4 CTYICHHU, BpeMs
x07160b1/0era Ha 10 MeTpoB I OleHKH MOTOpHBIX GyHkuui [49] (Tlpunoscenue I'.8 u
r.9)

KommenTapumn: ne npumenumo na neambyriamopHot cmaouu 3a6071e8anus

YpoBeHb yOeIuTeNbHOCTH peKoMeHaauil — B (ypoBeHb 1OCTOBEPHOCTH /10Ka3aTEIbCTB —

2)

Pexomenayercsi narenram ¢ MJIJI/MJIb npoBeneHre TOHMOMETPUH [UIS ONPEICICHIUS
CTEIEHU MOJBUKHOCTU CYCTaBOB W BBISBICHUS HAJW4Us Pa3BUBAIOIIUXCA KOHTPAKTYP
[2,52] (TTpunoxenue I'.10)

YpoBeHb yOeauTenbHOCTH pexkoMeHanuil - C(ypoBeHb J10CTOBEPHOCTH J0KA3aTENbCTB —
4)

PexomeHnayercss mpu MOCTAaHOBKE JIMArHO3a MAlMEHTaM C KIMHUYECKUMH MTPU3HAKAMU C
MIA/MIb nipuMeHATh MyJIbTHAUCITUIUIMHAPHBIN TTOIX0/1 B BUAY TOTO, UTO 3a00JI€BaHUS
XapaKTEePU3YIOTCA TMOPAKEHUEM MHOTHUX OpPraHOB M CHUCTEM, TpeOyeT KOMILIEKCHOM
Tepanuu, 4YTo TUKTYeT HEOOXOUMOCTh COBMECTHOTO BEJICHUS TAI[UEHTA CIICIIUATUCTaMU
pasHbIX npodueii [].

ypOBeHL y6eI[I/ITeJIBHOCTI/I peKOMeH,Z[aI_II/Iﬁ A (ypOBCHB AOCTOBCPHOCTU NOKA3aTCIILCTB —

2)

KomMmeHTapumu: nokasambi nepeuunvle KOHCYIbMAyuu U NOBMOPHbIE KOHCYIbMayuu
8paua-eeHemuKd, 6paua-HeepoI0ed, 6pada-nyIbMOHONL02d, BPAYA-0eMCKO20 KapoOUuoioad,
8PAUA-KAPOUOI02A, BPAUA-2ACMPOIHMEPONO2A, BPAUA-0CMCKO20 IHOOKPUHOL02d, 8PAYa-
9HOOKpUHOIO2A, 8pAYa-mMpasMamon02a-opmoneoa, epaua-ouemonoza, 8paua-
ncuxuampa, epaya-neouampa/spava odwel npakmuku - (cemeiuno2o epaya)\epaua-
mepanesma, gpaua-oghpmanvmonoza, 8paua-anacmesuoio2a-peanumamonoad,
MEOUYUHCKO20 NCUX002d, 6pava-guzuomepanesma, CReyualucma no NavLIUAUEHOU
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nomowu, a makxce e6padeii Opyeux cneyuarvHocmell nayuenmam ¢ MI/MIIB,
UMeWUM HapyueHUus QYHKYULL COOM8emcmayiouux Opeaos u cucmem

3. JleyeHue, BKJIKOYAs MeTUHKAMEHTO3HYI0O H HEMeIUKAMEHTO3HYI0 Tepanuu,
AHEeTOTepanuio, 00300 1MBaHHe, MeIUIMHCKHE OKA3AHNSI U TPOTHBONMOKA3AHUSA K
NPUMEHEHHI0 METO/I0B JIeUeHHsI

Jleuenne MJIJI/MJIB BKIItOYaeT Kak IMAaTOTCHETUYECKOE JICUCHUE, TaK M TIPOBEACHHE
CUMIITOMATUYECKOU Teparuu. Benenue MMayeHToB c MJIJT MPEAIoIaracT
MYJIbTHAUCIUIUIMHAPHBIN MMOIX0]] C 00513aTeIbHBIM Y4aCTHEM HEBPOJIOTOB (HEPBHO-MBIIICYHBIX
CIIEIUATIUCTOB), F€HETUKOB, KapIMOJIOT OB, ITYJIbMOHOJIOT OB, racTpO3HTEPOJIOTOB,
SHIOKPUHOIIOTOB, OPTOMNEN0B, (PU3NOTEPANICBTOB, KIMHUYECKUX IICUXOJIOTOB M Bpauel ApPYyrux
CIICIIUATILHOCTEH, MMEIOIIMX OIMBIT B JICUEHWH 3TOrO pPeAKoro 3adoseBanus. [lpu Hammuum
CUMITOMOB IOPaXEHUSI OPraHOB-MUIICHEH HEOOXOAMMa KOHCYNbTallUsi MPOQPHIBHOIO Bpada-
CIielainucTa

3.1 MenukameHTo3Hasi Tepanus. IlaToreHeTnyeckoe JieueHue

e Pexomenayercss amOynaTtopHbiM mamueHtam ¢ MJIJ[ crapmie 2x jer, y KOTOPBIX
TeHETHYECKUM METOJOM OOCIICZIOBAHUS BBISIBIICHA HOHCCHC-MyTarus (3aMeHa KOJIOHA,
KOJMPYIOIIET0 aMUHOKHCIIOTY Ha CTOI-KOJOH), JUIsl MPOBEACHUS MaTOTCHETHYCCKON
Tepanuu MpUMEHEHHE JIEKapCTBEHHOTO Mpemnapara artanypen [2,36, 53, 54, 55].

Kommenmapuu:  Ambynamopnviii  nayuenm- — 2mo  nayueHm,  CHOCOOHbIU K
CAMOCMOAMENLHOMY NepedBUICeHUI0, CNnocoOHblll npotimu 6Oonee 10 mempos 6e3
NOO00EPICKU U NpuMeHeHus opmoneoudeckux ycmpoticmg. Howucenc-mymayus J[[HK
nposgisaemcs o6pa30eanuem nNpetcOespemMeHHo20 Cmon-koooHa 6 mampuynot PHK
(mMPHK). B pesynemame napywaemcs cunmes NOJHOPAIMEPHO20 Oelka Oucmpoguua.
Houcenc-mymayus evisignsiemea y 18-20% poccutickux nayuenmos ¢ M/l Amanypen
Oelicmgyem Ha 2mane MPAHCIAYuUU Oelka 6 pubocome U NO36014em CUUMbIEANb
unghopmayuro ¢ mPHK, necmomps na nanuuue 6 Heil npexcoespemMeHHo20 Cmon-K0OoHd,
U CuHme3upoeamv NOJIHOPAZMEPHbLIU 0eloK. Amanypen npeoHasHauyeHn OJis JledeHus
amobynamopuuix nayuenmog ¢ MJ/[, 6bi36anHoll HOHCEHC-Mymayuell 8 2eHe OUCmMpopuHa,
om 2 nem u cmapwe. Ilpunumaemcs nepopanvHo. Pexomenoyemas 003uposeka
npenapama cocmasnsem 40 melke 6 cymku (10 melke cymxu ympom, 10 melke onem, 20
melke seuepom [56]. Ipomescymox medicy ympennetl u OHesHoOlU 0030U cocmasisiem 6
yacos. Ilpomesicymok medxncy OHeBHOU U 6euepHell 0030U cocmasisem 6 YaAcos.
TIpomesicymox medxncoy eeuepheli u ympenne 0030t cocmasisem 12 uacoes). Ilocreonue
Hayuuvlie OnyOIUKOBAHHLIE OAHHble, OMpAdCAlOwue ONblM NPUMEHEHUs amaniypeHa 8
PeanvHoU KIUHU4eCcKou npaKkmuke, npo0eMOHCMPUPOBAlU, Ymo npuMeHeHue amaiypera
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npuUBOOUmM 6 CpeOHeM K YVBeNUUeHUI0 NPOOOINCUMENbHOCMU —CAMOCMOSIMENbHO20
X0oicoenus y nayueHmog Ha 3,5 200a No CPpAGHEHUI0 C NAYUEHMAMU, NOLYYAIOUWUMU
monavko cmandapm eedenusi (p<0.0001)[37]. Kpome moco, 6viro 3apecucmpuposano,
umo 6 epynne amanypena moavko 20% nayuenmog ympamuau CHOCOOHOCHb
CAMOCMOAMENbHO NEPeosuUcamvbcsl no cpagueruro ¢ 62% 6 epynne, noayuasuuMu moabKo
cmanoapm eedenusi. Takoce, moavko y 3,3% nayuenmos, nomyyaguiux amaiypem
nokasamenv opcuposanHoll xusnenHou emxkocmu neekux (OIKEJI) 6vin menee 60%, 6
Mo 8pems, KaK 8 2pynne, noayyarowux moavko cmaroapm eeoenuss PIKEJI<60% ovino y
36,5% nayuenmos (p<0.0001), umo 2o6opum o cnocobHocmu amanypeHa ONUMenrbHO
CoxXpamamo ovixamenvbHyto gynxyuio y nayuenmos ¢ MJ/[/] [36].

VYpoBenb yoeauTenbHOCTH pekoMeHaauuii A (YpoBeHb J1O0CTOBEPHOCTH JOKA3aTEIbCTB —
2)

3.2 MeankaMeHTO3Hasl Tepanus. CHMIOTOMATHYECKOE JJeYeHHe

Tepanus znrokokopmukouoamu

Pexomenayercss Bcem manmeHtam ¢ MJJI/MJIB ¢ Bo3spacta 4-5 ner tepamus
npernaparoM NperHu30IoH** B mo3e 0,75 Mr/kr/cyTku ¢ Lenblo 3aMeIJICHHS YTpaThl
MBIIIEYHOH CHJIBI W (YHKUWH, YMEHBLICHHS pHCKa pa3BUTHS OPTOMEIUYECKUX
OCIIO’)KHEHUH, cTa0miIn3u3auuu GyHKIIMOHATLHOTO COCTOSIHUS JBIXaTeIbHON U CeplIeYHO-
cocyauctoi cuctem [2,34,35,37].

YpoBeHb YOeAUTEILHOCTH peKOMEHAaIHii A (YpOBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB-1)

Kommenrapun: Macuwmabmuvie ucciedosanust npoOeMOHCMPUpOB8alu, Ymo npumMeHeHue
I'K npoonesaem 6 cpeonem na 3 200a ambyramopHoe cocmosiHue y nayuernmos ¢ M/
[36/. Hauano eopmonanvhoti mepanuu 3asucum om ¢haszvl pazeumusi 08UeAMeNbHOU
Qyukyuu  pebenka, NePBOHAUANLHO  PU3UUECKO2O0 —cmamycd, HAIUYUSA — PAHHUX
ocnodcHeHul,  gopmvl U meuenus  3abonesanusn.  Hauunamv — mepanuio
2NIIOKOKOPMUKOUOAMU He DPEeKOMEHOYemcsi peOeHKy, y KOmopoco NpoOOiCam
Gopmuposamucs OsucamenvbHble HABbIKU, 0COOEHHO eciu OH Maaduie 2 tem. B munuynom
cyuae y manvuuxa ¢ M O0sucamenvhvie HABLIKU NPOOOIIHCAIOM PA3BUBAMBCS 00
sozpacma 4—6 nem, xoms u Oonee MeONIeHHLIMU MeMNamu, yem y e2o pogechurkos. I KC
cnedyem HA3HAYAMb, He 00HCUOAACL HAYANA Y2aCAHUs MOMOPHLIX (QYHKYUL, a 6 mom
MOMeHM, K020a eCMeCmeeHH020 pa3eumusi MOMOPHbIX (YYHKYull y pebeHka Oonvuie He
ommeuaemcst (0oviuno ¢ eozpacma 4x nem) [34]. Dppexmusenocmv 2opmonanvhotl
mepanuu  3asucum om  QUIUOIOSUHECKUX OCOOEHHOCMeEU O0emcKo20 Op2anu3Ma,
UHOUBUOYATILHOU NEePEHOCUMOCMU, A0eKBAMHO020 N00OOPa CYMOUHOU 003bl U PedcumMd,
MOHUMOpUH2a NOOOUHBIX IPhexmos, 3aumMoomHouleHUs 8pava u cemvu nayuenma. Ilpu
HenepeHoCUMoCmu npeoOHU30nI0Ha™*  603M0dCHO npumeHenue opyeux ¢opm 'K, 6

nocieoHuUe 2006l 8 MeNCOYHAPOOHOU NPAKMuKe wupe npumensemcs de@uazakopm 8 003e
0,9 me/xe/cymku [34,35,37].

Pexomenayercs naumentam ¢ MJIJI/M/Ib npu HenepeHOCUMOCTH PETYJSIPHON Tepanuu
MPEIHU30JIOHOM™* MPOBOJUTH TEPANUI0 MO HHTEPMUTTUPYIOIIUM CXEMaM C LENblo
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CHIDKCHHUS 9aCTOThI Pa3BUTHUS MOOOYHBIX 3(P()EKTOB M MOBBIIMICHHS MPUBEPKEHHOCTH K
neuenuro [2,34].

YpoBeHb yoenuTensHOCTH pekoMeHaanuii - C (ypoBeHb JOCTOBEPHOCTH JTOKA3aTEIbCTB —

4)

KommenTapuii: Tepanus 'K Oondcna nposooumcs nHa pezyaapHot ocnoge. Haubonee
ONMMATILHLIM CUUMACMCSL PecYIAPHBIL (edceOHeBHbIl) npuem npeonusonona™*. Tem He
MeHee, 8 HeKOMOpbuIX Cyuas, 8 3a8UCUMOCHU OM NEPEeHOCUMOCU Mepanuu, Mocym
ObImb  paccMompeHvl  UHMEPMUMMupylouwue cxemvl mepanuu, makue KaxK npuem
20pMOHANLHOU mepanuu yepes oens [2].

Pexomenayercss Bcem manueHtam ¢ MJIJI/MJIB npu mepexoae mMmanueHTa Ha
HEaMOYJIATOPHYIO CTaAuI0 3a00JIeBaHUS TIPOJIOJDKUTE NpuMeHeHne ['K, Ho B CHIDKEHHOM

JAO03HUPOBKE C ICJIbKO CHUXXCHHA BCPOATHOCTH PA3BHUTHUA HO60‘IHOFO HeﬁCTBHﬂ TrOPMOHOB
[1,2,34,37].

KommenTapuii: Hauano mepanuu I'K na Heambynamophom smane makoice s6Jsencs
obocrosannvim [2] B kiunuweckou npakmuke Hauboiee yacmo 003vl CHudicaromes 00 15
Me/cymKu.

VYposens yoenuTenbHocTH pekoMmeHaanuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB —

3)

Pexomenayercs manuentam ¢ MJIJI/MJIb B ciiydae He TOIIAOIIMXCS KOHTPOJIO HITU
HenepeHocuMmocTu o6ouHbIX 3¢hdextoB 'CK uzmenenue no3upoBku Ha 25-30% wunum
Nepexo/l Ha MHTEPMUTTHPYIOIIYIO TEPANUIO CIENbI0 CHIKEHUSI BEPOSATHOCTU Pa3BUTHL
000YHOTO JIeHcTBUs TopMOHOB [1,2,56].

YPOBCHB Y6CI[I/IT6J'H:>HOCTI/I peKOMCH,I[aHI/Iﬁ -C (ypOBCHL AOCTOBCPHOCTU NOKA3ATCIIBCTB —
3)

Pexomenayercs namuentam ¢ MJIJI/MJIb B ciywae yxyamenus (yHKIIHOHAIBHOTO
COCTOSTHUS TOBBIIIeHHe 1036l 'K 10 peKoMeHI0BaHHOHW JT03bI HA MAcCy Tela C HEIbI0
yaydiieHus/cTabunusanuu cocrosaus [2,34,35,37,56].

VYpoBenb yoenuTenbHOCTH pekoMeHaannii — C (ypoBEHb JIOCTOBEPHOCTHU JOKA3aTENbCTB
~3)

He pexomenayercs mauuentam ¢ MJI/I/M/Ib pe3koe npepoiBanue tepanuu 'K, B cBs3u
C BO3MOXHOCTBIO Pa3BUTHSI OCTPOW HAIIOYEYHUKOBOM HETOCTATOUHOCTH [2,56].

Kommenrtapuii: Cruowcenue oosuposku 'K 0ondcHo npocuxooums 6 coomeecmeuu ¢
cmanoapmusim npomoxonom ommenwvt I' K-mepanuu [56]. C pooumensimu oondxicha dvimo
npogedeHa paszvAcHumenvhas 6eceda o0 HeBo3MoxCcHOcmu peskozo omkaza om I'K.
Ilocmenennas ommena npenapama no 2,5 me kazxcovie 2 nedeau 00 noanou ommenvi I'K
mepanuu.
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YpoBeHb yoenuTeasHOCTH pekoMeHaanwuil - C (YpoBeHb JOCTOBEPHOCTH JI0KA3aTEIHCTB —

3)

Pexomenayerca B ciydyae pasButua y namuwenta ¢ MJJI/MJIB cunapoma octpoii
HAaJIIOYEYHUKOBOM HEJOCTATOYHOCTH B pe3ynbTare pe3kod orMeHbl 'K skcTpennoe
BBEJICHUE TUAPOKOPTU30HA™™ BHYTPUMBIIIEYHO C LEIbI0 KYIUPOBAaHUS JAHHOIO
cocrosiaus [2,35,37].

KommenTapuu: oemsm 0o 2x nem 2udpokopmu3on 6sooumcs 6 0o3e 50 me. [emsam

nocie 2x Jem 2uOpoKOpmusoH** esooumcs 6 0oze 100 me. Cmpecc-003bi

euopoxopmuzona** 50-100 me/m2 6 cymxu moeym nompebosamvcsi nayueHmam,
bonee 12 melm® nped o

nonyuaswium o6onee 12 melm” npednuzonona™* 6 cymku.

YpoBeHb yOESTUTEIILHOCTH peKOMEHAaNni - A (YPOBEHb JTOCTOBEPHOCTH JIOKA3aTEILCTB

-3

Tepanusa cepoeuro-cocyoucmoi namoio2uu

Pexomenayercs manuentam ¢ MJIJ] ¢ Bospacta 6 JjieT HE3aBUCUMO OT HaJTWYHS
CepACYHO-COCYTUCTOM NMAaTOJIOTUU IPUMEHEHNE TIPENapaToB rpynisl HHruouTopoB AllD
WJIM QaHTaroHUCTOB aHruoteH3uHa Il s npoduirakTuky pa3BuTHs Kapauomuonartuu [28,

83-93]

ypOBeHB Y6e,Z[I/ITCJIBHOCTI/I peKOMeHI[aI_II/Iﬁ - B. (ypOBeHB JAOCTOBCPHOCTH OOKA3aTCIILCTB

)

KommenTapuu: /s nayuenmos ¢ M/[b oannvle npenapamul 00ax#CHbl ObIMb HA3HAYEHBL
npu eviseienuu namonoaudeckux uzmenenuii na IKI unu Oxo-KI'. Ha cecoO0nawnuil 0ens
MHeHUs. o0 Hauyane npumeHenus uneubumopos AllD u 6rokamopos peyenmopos
aneuomensuna |\l y nayuenmoe ¢ MJ/[ 6e3 namonocuueckux HapyuwieHuti cepoeyHo-
cocyoucmoul cucmemuvl pasuamocsi. Tem He MeHee, ObLIO NPOOEMOHCMPUPOBAHO, YMO
pauHee Hauyano mepanuu uHeubumopamu AIlID® Oadxce npu omcycmseuu GUOUMOU
cepOeuHoll  namonocuy NpueoOUm 3ameodNleHUI0  pPa3eUmus  CepoeyHO-CcoCYOUCMbIX
Hapywenutl y smot epynnsl nayuenmos [8,9,39,57].

Pexomenayercss y manuerntoB ¢ MJJI/MJIb, umeromux >xamoObl Ha TOCTOSHHO
yualleHHOe cepAlleOneHne /Uiy UMEIOIUX M0 JAHHBIM HCCIIEI0BAaHUS CUCTOJINYECKYIO
MUOKapJIUAIbHYIO0 TUCHYHKIUIO /WM JUIATAllMOHHOE PEMOEIMPOBAHHE MHOKapAa
W/WIM  KIMHUYECKHE TPU3HAKM CEepJIeYHOM HEJOCTaTOYHOCTH Ha3HaueHue Oeta-
azpeHoOokaTopa (MPeanoYTeHHe OTAaeTcs MpemnaparaMm 24-4acoBOTO JCUCTBUS IS
YBEJIMUYCHUS IPUBEPIKEHHOCTH Tepanun) [ 2,28, 83-93].

ypOBCHB y6eI[I/ITCJIBHOCTI/I pCKOMeH,Z[aI_II/Iﬁ - B. (ypOBCHB JOCTOBCPHOCTH NOKA3aTCIbLCTB

_2)
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Kommenrapun: /lannas mepanus 001dCHA NPOBOOUMbCS 8 COOMBEMCMEUU  C
Pa3pabomaHHbIMU - KIUHUYeCKUMU  pekomenoayuamu. Ha —cecoonswunuii  Oenv  He
cywecmeyem CReyuduUeckux KIUHUYEeCKUX PEeKOMEHOayull Oisi JeYeHUus CepoeyHo-
cocyoucmotl namonoeuu y nayuenmos ¢ M/, 6 6udy ueco Koppekyus OAHHbIX
HaApyWeHutl npo8oOUMCcs 8 COOmeecmeuu ¢ oouumu cmanopamamu. Tax, Hanpumep, npu
APUBHAKAX GEHMPUKVIAPHOU OUCHYHKYUU MUNUYHBIM SAGNAemcsl Ha3HavyeHue Oema-
A0PeHOONOKAMOPOs, NPU SIGHLIX NPUSHAKAX CEPOCUHOU HeOOCMAmOuYHOCIU MONCENb
ObIMb PACCMOMPEHO NPUMEHEHUE CEPOCUHbIX 2IUKO3U008. B ciyuae passumus omekos
Modicem  nompeboeamovcsi NpUMeHeHue Ouypemukos, aHmMA2OHUCMO8 Peyenmopos
anvoocmepona. [31,39,57]. [nia noobopa mepanuu HeoOX00UMO  NpUBLIEKAMb
Kapouonoza.

Pexomenayercst Bcem manuentam ¢ MJIJI/M/Ib, uMmeromuM HapyIIeHUs pUTMa CepIiia,
MPOBOJUTh  TOAOOP  AHTHAPTUMHUYECKOM  Tepamud  COrJacHO  JCHCTBYIOLIUM
KapJMOJIOTMYECKUM KIIMHUYECKUM PEKOMEHJALMIM IO KOHKPETHBIM HapyILICHUSIM pPUTMa
cepaua [28,83-93].

ypOBeHB Y6G,Z[I/ITCJIBHOCTI/I peKOMeHHaHI/Iﬁ - B. (ypOBeHB JAOCTOBCPHOCTH OOKA3aTCIILCTB
— 2)

Pexomenayercss BceM mamueHtam ¢ MJIJI/MJIB, wuMeromuM — CHCTOIUYECKYIO
MHUOKApIUATbHYI0 JUCOYHKIHUIO C  KIMHAYCCKUMH  TPOSBICHUSMH  CEPACYHOU
HEJIOCTATOYHOCTH HA3HAUUTH TEPANUIO OJOKATOPOM PELENTOPOB MUHEPAIKOPTUKOUJIOB
(criupoHosiakToH) [28, 83-93].

YPOBCHB y6e):lI/ITeJIBHOCTI/I peKOMeHHaHI/Iﬁ - B. (ypOBeHB AOCTOBCPHOCTH NOKA3aTCIbCTB
— 2)

Pexomenayercs Bcem manumentam ¢ MJJI/MJIb, wuMeEROIIUM CHUCTOJIMYECKYIO
MUOKapIUAIbHYI0 AUCPYHKIHUIO C  KIMHAYECKUMHU TPOSBICHUSIMH  CEpJCHYHOMN
HEOCTATOYHOCTH HA3HAYMThH TEPANUI0 AUYPETHKAMH («IETIEBBIMU» WA THA3UIHBIMU)

[28,83-93].

VYpoBeHb yoenuTenbHOCTH pekoMeHaanuii — B. (ypoBeHb JOCTOBEPHOCTH J10Ka3aTEIbCTB
~2)

Pexomennyercs Bcem nanuentam ¢ M/1JI/M/Ib Ha3znaueHue npenapaToB BuTaMuHa D u
npenapaTtoB Kajblusg  (KoJeKambIepoa**) mo CTaHIapTHBIM CXeMaM B Cliydae
Hanmuuus nedunua kanpliug win aedunura BuTamuHa D 3¢ 1enpio mpouIIaKTHKH
ocreornenuu [2,58].

Pexomenayercss y mamuentoB ¢ MJJI/MJIb npu BO3HUKHOBEHHH TPU3HAKOB
OCTEOIICHHUH ¥ TIEPETOMOB TTO3BOHOYHHKA (3a4aCTyr0 OECCUMITOMHBIX MU HECBS3AHBIX C

TSDKEJIOHM TPaBMO ) WM TIEPEIOMOB JUTMHHBIX KocTel npuem oudocdonaros [31,32].
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KoMMeHTapuM: nepeiomvl NnO360HOUHUKA, HE GbI3GAHHLIE MANCENOU MPAGMOU U
nepeiomvl  ONUHHLIX KOCmell SGIAIOMCS KIUHUYECKUMU NPOSGLEHUAMU NOBbIUEHHOU
xopynkocmu kocmuou mxkanu [31,32].

YpoBeHb yOIUTENLHOCTH PEKOMEHIAIUI — A (YpOBEHBb JTIOCTOBEPHOCTH JI0KA3aTEILCTB

_2)

Pexomennyercs y nanueHtoB ¢ MJI/] 1 noaATBEpKACHBIM TMIIOTOHAIU3MOM C BO3pacTa
14 ner npoBeneHUE 3aMECTUTENBHON TOPMOHAIBHON TE€panuKu TECTOCTEPOHOM C LENbIO
HOpMaJIU3aIliK rOpMOHalIbHOTO cTaryca [2,33,59,76,77].

Kommentapuu: JledeHne MIO0DKHO OBITH COTJIACOBAHO C JHIOKpUHOJOTOM. [lpu
BbIPAICEHHOU  3a0epaicKe co3pesanusi y nayuenmos, noayuarowux mepanuio ['KC,
mepanus.  MecmoCmepoHoM Modcem Ovimb  paccmompena ¢ 12 nem. Hedaenuil
CUCMEMAMUYECKULL AHATU3 NPOOEMOHCIMPUPOBAL,  4MO Mepanusi mecmocmepoHom 8
yenom xopowio neperocumcs nayuenmamu ¢ M/, a npeumywecmea 0anHo2o jeyuenus
NPeBOCX00Um B03MONCHbIE PUCKU pa3eumusi NoOOUHbIX 3¢hgdexmos. 3amecmumenvHast
mepanus. mecmocmepoHoOM O00IHCHA OblMb Hauama ¢ HeOOIbUUX 003 C MeOeHHbIM
noswvluteHuem 00 cmanoapmmou 0o3uposku [33].

VYposens yoenurensHoCTH pekoMeHnaanuii — C(ypoBeHb 10CTOBEPHOCTH JI0KA3aTEIbCTB —

3)

3.3 HemMeankaMeHTO3HOE JIeYeHH e

Pexomenayercs mamuentam ¢ MIJ/MJIb  nuera, oOorameHHas — Oenkamu,
MHUKpPOJJIEMEHTaMH, BKJIIIOYCHUE B PAIlMOH MHUIIEBBIX J100aBOK, COACPKAIIUX KaJbIIUMN,
BUTaMHHBI rpymiel B, D, TeBOKapHUTHH IS TIOAIEPXKAHUS MbIIIeyHOH Macc [2,60].

KommenTapuu: pexomenoosannoe kon-60 benka 0nsi demeil 6 sop3pacme om 4-13 nem
cocmasnsiem 0,952lke maccol mena 6 cymxu, onsi demetl 6 6ospacme om 14 0o 18 rem —
0,85 melke 6 cymxu, ons mymxcuun ¢ 19 nem — 0,8 melke 6 cymku. [cevuikal.
Pexomenoosannvie 003bl1 8UMAMUHO8 U MUKPOINIEMEHMOB OOJIHCHbL COOMBECMB08AMb
603DACMHBIM HOpMAM. B Oononnumensnom KOHmMpone HysHcoaemcs yposeHb SUMAMUHA

D.

VYpoBens yoenutensHOCTH pexomeHaanuii — C(ypoBEeHb IOCTOBEPHOCTH JTOKA3aTEIIbCTB —

5)

PeKOMeH)lyeTCﬂ nanmueHTaMm C FaCTp0330¢)aI‘aJ'ILHLIM pC(I)JHOKCOM Ha3HA4YCHUC

aHTUPEITIOKCHBIX cMeceil B 1ensix npodunaktuky acnimpanun [2,60].
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YpoBens yoenutensHOCTH pexomeHaanuii — C(ypoBEeHb IOCTOBEPHOCTH JTOKA3aTEIIbCTB —

5)

Pexomenayercss nanueHraMm ¢ MJIJ] npu DOSBICHUMH CIOKHOCTEH C INIOTAaHUEM
30HJ0BO€ KOPMJICHHE, WM COBMELICHHE IIEPOPAJIBHOIO M 30HAOBOTO NHUTAHHSA IIPU
COXpPaHCHMM aJEKBATHOTO TIJIOTAHMA M OTCYTCTBUM IIONEPXMBAHHUS C  LEJBIO

HOpMaJIM3alK PeXKKUMa U TIpoliecca nmutanus [2].

VYposens yoeaurenbHOCTH pekomeHnanuii — C (ypoBeHb JTOCTOBEPHOCTH JT0KA3aTEIbCTB

_5)

Pexomenayercss namuentam ¢ MJIJl mpu coxpaHeHuu peduirokca M BBICOKOM PHCKE
acrupany Ha30/yoJCHAIbHOE 30HI0BOe KopmiieHHE (YCTaHOBKAa Ha30racTpajbHOTO

30H/1a) C LIEJIbI0 HOPMAJIM3alMy PeKUMa U mporecca muTanus [2].

ypOBeHB Y6CI[I/IT€J'IBHOCTI/I peKOMeHI[aI_II/Iﬁ -C (ypOBeHL AOCTOBCPHOCTH JOKA3aTCJIbLCTB

_5)

Pexomenayerca marmumentam ¢ MJIJl B ciaydyae mpU3HAKOB BBIPAXKEHHOW Iucdarum,
acnupaliy, BBIPAXEHHOI'O CHUKEHHMS Macchl Teja WIM HCTOILEHUS YCTaHOBKA
racTPOCTOMBI C IEJIbI0 HOpMATU3alMK PeKUMa U rporiecca nutanus [2,61].

YPOBCHB Y6CI[I/IT6J'IBHOCTI/I peKOMCH,Z[aL[I/Iﬁ— B (ypOBeHB AOCTOBCPHOCTU NOKA3ATCILCTB
3).

Pexomenayercss manuventam ¢ MJIJ{ agekBaTHasi COCTOSIHMIO U CTauU 3a00JeBaHUS
dbuznyeckas akTUBHOCTH TOJI KOHTPOJIEM POJIUTENEH/3aKOHHBIX MpeICTaBUTENeH, Bpaya-
peabunutosnora, WHCTpykTopa JIDOK, MeIUIMHCKOTO TMepcoHana MEIUIMHCKUX U
00pa3oBaTeNbHBIX OpraHu3aluil C I1eJbl0 oOecreyeHus Haexamel Qunueckon
AKTHUBHOCTH U TIPEIYNPEKICHHE BOSHUKHOBEHHS KOHTPAKTyp [2].

VYpoenb yoenaurenbHocTu pekomeHaauuii— C (YpoBEHb JOCTOBEPHOCTH JI0Ka3aTEIbCTB

5).

Pexomennyercs nammentam ¢ MJIJI/MB/], npu BoisiBieHHbIM cHIkeHUUn OB/l < 60 %,
WCIIOJIb30BAaHUE  CIHENMUATBHBIX  CPEACTB  (BEHTWIAIIOHHBIX  MEIIKOB  (MEIIOK
BCHTWIAIIMOHHBIN),  YCTPOHUCTB I  MEXAHWUYECKOW  WMHCYIISAIUU-IKCYDIAIUNA
(Mucyddastop-acnupaTop MEXaHUYECKUI)) U BHITIOJHEHHE JIBIXaTENbHBIX YIIPAKHEHHHA
Ha yBelIWYeHHE (PEKPYTMEHT) 00bheMa JIETKUX C IENbI0 HOPMATH3AIUH PEeCTUPATOPHON

byuknuu [39,45, 62-64].
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Kommenrapum: /Jlannoe neuenue 00ObIYHO HAYUHAIOM 6 DAHHIOW HeaMOYIAMOPHYIO
cmaouro.

YpoBeHb yOenuTensHOCTH pekoMeHaanuii— B (ypoBeHb JOCTOBEPHOCTH TOKA3aTEIbCTB

3).

Pexomennyercsi manuentam ¢ MJIJ] npu @XKEJI < 50 %, [TOC,y,; < 270 JI/mun wiun
MaKCHMaJIbHOM 3KcnuparopHoM aasieHuu < 60 cm H;O ucnonb3oBaHue py4YHBIX WU
MEXaHHYECKUX MPUOOPOB, OOJIETHAIINX OTKalUIMBaHUE (MHCY(IATOpa-acmupaTopa
MEXaHHYECKOTO (OTKAIUTMBATENS) M PYYHBIX KOMIIPECCUH TPYIHOH KICTKH WIH
MOCTYpaJbHOTO JpEHa)ka B COYETAaHWU C DOJCKTPUUECKUM acCHUpPaTOpoM) C LEIbI0

HOpMaJIM3aliy pecnuparopHoit Gpynkuuu [39,45,65-67].

KomMmeHTapum: ucnonvzoganue omkawnusameneil s6iaemcs Kpaute 8adcHbIM, MaK KaxK
HEeBO3MOJCHOCMb ~ HOPMANbHO — OMKAWIAMbBCA — U3-3a  C1abocmu  OblXAmenibHOU
MYCKYIamypvl nPUBOOUM K NOBLIUEHHOMY PUCKY PA36UMUsL ameleKmas08, NHeGMOHUU,
HapyweHuro oupy3uonHo-nep@y3suoHH020 cOOMHOUIeHUs. U NPOSPeCccUU ObIXamenbHOU
Hedocmamoyrocmu. Omxawiusamens 00bIYHO HAYUHAIOM NPUMEHAMb 8 KOHYe paHHell
HeamOy1amHoll, Hauane No30Hel HedMOYIAMOPHOU cmaouu 3a001e8aHUs.

YpoBenb yoenuTenbHocTH pekoMeH1anuii—C(ypoBeHb TOCTOBEPHOCTH 10Ka3aTeIbCTB 3).

Pexomenayercs namuentam ¢ MJIJI/MJIB B cirydae BOSHUKHOBEHHSI CHMIITOMOB HOYHOM
TUITOBEHTUJISILIMY WIM JPYTUX JbIXaTEIbHBIX HapyleHud Bo BpeMs cHa u npu @XKEJI <
50 %, MakcuMaiapbHOM HWHCrHpaTopHoM naBieHnu < 60 cm H,0O, carypamum O; Ha
MOMEHT mpoOyxnaeHus < 95% win mapuuanbHoMm naBienun COz > 45 MM pT. cT.
IIPOBEJCHUE BCIIOMOTAaTEIbHOM BEHTWISLIMM JIETKHX B HOYHOE BpeMs C LEJNbI0
HOpMaJIH3alliK pecruparopHoi ¢pynkuuu [39,45].

KommenTapum:  Oanmvie  meponpusmusi — 0ObIYHO — HEOOXO0UMbl 6  HO30Hel
HeamOy1amopHol cmaouu 3a6071e6aHUs

VYposens yoeautenbHocTu pexkomeHaanuii— C (ypoBeHb JOCTOBEPHOCTH JOKA3aTEIbCTB

4).

Pexomenayerca nauuventam ¢ MJUJI/MJIb B cinywyae eciaw, HECMOTpS Ha HOYHYIO
BCIIOMOTaTeIbHYI0 BEHTWIALUIO caTypanus O, Ha B THEBHOE BpeMs coxpansierca <95%
unn napuuainbHoe gaBieHne CO, > 45 MM pT. CT. HEMHBAa3WBHAs BEHTWISILUS C
JBYXYpOBHEBBIM MOJOXUTENbHBIM JaBieHueM (BiPAP) ¢ cumnTomamu nuchyHKIum
JBIXaTeNbHOM MYCKYyJaTypbl JUIs TNPOQUIAKTUKH THUIOTPOPHM TPYIHOW KIETKH,

o0JierdeHus OBIINIKH U OOpbOBI ¢ TUMOBeHTHIIsIHEH [39].
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KommeHnTapuu: oannvle  meponpusamus  00bIYHO — HE0OX00uMbvl 8  NO30HEU
HeamOy1amopHol cmaouu 3a6071e6aHUs

YpoBeHb yOenuTensHOCTH pekoMeHaanuii— B (ypoBeHb JOCTOBEPHOCTH TOKA3aTEIbCTB

4).

3.4 Xupypruueckoe jJedeHmue

Pexomenayercsi y mamwentoB ¢ MJIJI Ha amOynatopHo#l cTaauu 3a00JIeBaHUS
IIPOBEJCHUE XUPYPTUUECKOM JIEUEHUSI KOHTPAKTYp, MATOJIOIMUYECKON yCTAaHOBKU CTOIN C
eI KOPPEKIIMU OPTOIIEANYeCKUX HapymieHuii [39].

KomMeHTapuu: onepayuii Ha cmone, HANPAGIEHHLIX HA KOPPEKYUI0 B8APYCHO20
HO3UYUOHUPOBAHUSL U HA AXULIOBOM CYXONCUIUU OJisl YAYUUleHUss OUANA30HA MbLIbHO20
ceubanus moodicem OblmMb O0CMAMOYHO OJis VIAVYUIEHUS. NOXOOKU ) NAYUEHMO8 C
KAUHUYECKU — 3HAYUMBIM — KOHMPAKMypa  JOObIICKU U XOpowull — paszeubamenv
yemobipexenagol muluybl U bOedpa cuna. Bmewamenvcmea na mazo6e0peHHbIX U
KOJIEHHBIX CYCMABAX HE PEKOMEHOYIOMICA.

VYposens ybenutenbHOCTH pekoMmeHaanuii— C (ypoBeHb TOCTOBEPHOCTH J0KAa3aTENbCTB

5).

He pexomenayercss y nanumentoB ¢ MJIJ[ mpoBeneHne XUPYpruuyecKod KOPpEeKUUHU
SKBHHOBAPYCHOM JedopMalud CTONM C M[ENbI0 YIAYUYIICHHs T[MO3ULUOHUPOBAHUS B
UHBAJIMIHOM Kpeciie Ha paHHeH HeaMOyIaTOPHOM CTaauu B CBSI3H C.....[39].

KOMMEHTapI/Iﬂ: OaHHOEe EMeuamenbcmeo Moxicem Ovimb COENAHO UCKAIOYUMETbHO NO
3anpocy nayuerma

VYposens ybenutenbHOCTH pekoMmeHaanuii— C (ypoBeHb TOCTOBEPHOCTH J10KAa3aTENIbCTB

5).

Pexomenayercst manuentam ¢ MJ/IJl B ciyyae Hanuuus HCKPHUBIIEHUS MO3BOHOYHOTO
cTonba Gonee 20° mpoBeneHNUE XUPYPTHUECKON KOPPEKIUU C ENbI0 JICUYEHUS CKOINO03a
[39,68,69].

YpoBeHb yOenutenbHOCTH pexoMeHnanuii— C(ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIbCTB

4).

Pexomennyercsi y manmeHntoB ¢ MJIJ[ B HeaOymaTopHOW CTaaWH, WMEIOIINX
UCKpUBIICHHE TI03BOHOYHOro cronba 20-30°, He pocturmmx mnybeprata M He
nonayyaBmux tepanuio I'K, nmpoeenenue onepaunn ApTpoze3 MO3BOHOYHHKA, APTpoae3
MO3BOHOYHMKA (CHOHIWIONE3) C MCIOIb30BAaHUEM BHUICOIHIOCKOMMYECKUX TEXHOJIOTHH

(3aaHu CIOHIMITO/NE3) C IENBIO YIyUIIeHus KauecTBa xu3Hu [39,69,70].
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KomMmeHnTapum: y OaunHoll  2pynnel  nAyueHmos OaHHAs —ONepayus — s6IAemcs
YenecoobpasHoll 8 C6A3U C BbICOKUM PUCKOM NPOPeccuposanuss ckoauosd. llepeonui
CHOHOUNI00E3 KAK NPABUlo He mpedyemcs, maxk Kak CNOHOUI00e3 00bIYHO NPOo8oOsim 80
8mMopotll dexaode, K020Ad 0XHCUOAEMCSL HE3HAYUMENbHBIL OONOJIHUMENbHbIN NPOOOTbHLIU
POCH NO360HOYHUKA.

VYpoBeHb yOenuTenbHOCTH pekoMmeHaanuii— C(ypoBeHb JHOCTOBEPHOCTH J10KA3aTElIbCTB
3).

e Pexomenayercsi y manuentoB ¢ MJIJ] Ha mo3mHei amOymatopHO# cramum u3berathb
XUPYPIHYECKOTO BMEIIATEIIbCTBA, HAMPABICHHOTO Ha KOPPEKIMI0 KOHTPAKTyp, 3a
WCKIIFOUCHHEM CJICIYIOIUX CIy4aceB: HAJIW4YUE€ BBIPAKEHHOrO0 OO0JEBOTO CHHIPOMA,
HAPYIICHUE IIEIOCTHOCTH KOXXKHBIX TOKPOBOB, BBIPAKEHHOTO TUCKOM(OpPTA B CBS3H C
HENPABWILHBIM  TIO3UIIMOHUPOBAHWEM C IEIbI0 MPOQPWIAKTHKH OCIOXKHEHUH U
YXY/IIICHUE COCTOSIHUS OMIOPHO-ABHUIraTeNbHOrO anmnapara [39,70].

ypOBeHB Y6GI[I/IT6J'IBHOCTI/I peKOMeH,I[aLII/Iﬁ— C(ypOBCHB JOCTOBCPHOCTHU HOKa3aTCJILCTB
5).

Pexomenayercst y mauuentam ¢ MJIJI/MJIB ¢ ObIcTpo mporpeccupyromiei cepaeyHoi
HepoctatouHocteio A0 |-V dyHKIMOHaNBHOTO Kilacca W PE3UCTEHTHOCTBIO K
MPOBOAMMON  TEpalMy  OMPEACNATh IMOKa3aHH K  MEXAHHYECKOW  IMOJICPIKKE
KPOBOOOPpAIICHHUs H/WTK TpaHCIUTanTalmu cepama [28,83-93].

YpoBeHb ybenuTenbHOCTH pekoMeHaauuii— B (ypoBeHb 1OCTOBEPHOCTH J10Ka3aTEIbCTB
3).

e Pexomenayercs: nanuentam ¢ M/l mpu npoBeneHuN XUpypruyeckoro BMeNaTelbCTBa
npuMeHeHre ToTanbHOI BHYTPUBEHHOI aHecTe3un (BHYTPUBEHHOI'O HApK03a) C LEINBIO

npo(UITAKTHKH BOSHHKHOBCHHUS OCIIOKHEHHUI BO BpeMst Hapko3a [39].

o« KomMMeHTapum: TpUMEHEHHE  HHTAIAIUOHHOTO  Hapko3a  (Kombunuposanmwiil
9HOOMPAXeANbHbII HAPKO3) TIOBBIIIACT PUCK PA3BUTHSI pabIOMHOIN3a U TUIICPKATHEMHH.

[IpuMeHEHNE CYKCAMETOHUS xnopnz[a** JaHHBIM MallMCHTaM CTPOro IPOTHBOIIOKA3aHO

[82]. TIlpoBemeHue pervoHapHBIX METOMOB aHecte3un (DNuaypanbHas aHECTE3Us,
CnunanbHas anectesusi, CIMHaIbHO-3MUAYpalbHAS AHECTE3MS) MOXKET OBbITh 3aTPYIHEHO

BCJICACTBHUEC UCKPUBJICHUSA ITO3BOHOYHHKA

ypOBCHB Y6CI[I/ITCJ'ILHOCTI/I pCKOMCHHaHHﬁ— C(ypOBCHB AOCTOBCPHOCTHU NOKA3aTCIBCTB

5).
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4. MenmuuHCKasi peaduIuTanus, MeJUIMHCKHE MOKA3aHNs M NPOTHBONOKA3AHUS K
NPHUMEHEHHI0 MEeTOA0B peaduIuTaAIlUH

Jns  okasaHMS JAHHOTO BHJA TOMOLIM TpeOyercs ywacThe Bpada-HEBPOJIOra,
¢usnorepaneBTa, peadwiuMTONOra M CIEIUAIUCTOB IO  OPTONEAMYECKOW  XHPYPTUH.
Peabunuronor ocymecTBiasieT MOHMTOPUHI W INPUMEHEHHE NporpamMMm peaOuIuTalui,
a/IanTalMIo/HaCTPOMKY NOJ HMHAMBHIyalbHblE MOTPEOHOCTH MAalMEHTa B 3aBHUCHUMOCTU OT
CTaauu 3a00JIeBaHMs, PEAKLIUU HAa TEPAIIUIO U IEPEHOCUMOCTH.

[MTanmenram ¢ MJIJI HeoOXxomuMma TmOIEp)KKA MaKCHMAJIbHOTO YPOBHS (DYHKIHI
CKEJIETHO-MBILIEYHOI'0  amnmapara JUii OPeJOTBPALIeHHs W MHHHUMHU3ALUUM  BTOPUYHBIX
OCJIOKHEHUH (pa3BUTHE KOHTPAKTYpP, MBIIICYHBIX aTpoQuil, KOMIIEHCATOPHOH aedopmanuu
CKEJIETa, OCTEONEHMH, ocTeonoposa). IIpm mnpoBeneHMH peadMIMTAMOHHBIX MEPONPUSTUIN
n30eratb Ype3MEpHBIX (MAKCUMAaJIbHBIX) HArpy3oK, SKLEHTPUUECKUX YIPAKHEHUN C BBICOKHUM
compruBieHneM. [lo moOKa3aHMsIM 1€1eCOO0pa3Hbl 3aHATHA C JIOTONEIOM, BpauOM-
OTOPUHOJIAPUHT0JIOM (CYPJIOJIOTOM).

B 3aBucHMMOCTH OT BeIyLIMX KIMHUYECKUX CUMITOMOB nanueHtam ¢ MJIJ] MmoxxeTr ObITh
Ha3HAY€Hb! PA3JIMYHbIE PEaOUIUTALIMOHHBIE TPOIPAMMBI.

1) Meroabl pu3HUECKON peaOHINTALINN:

® aKTHBHOE pPacTArMBaHUE;

® aKTHBHOE PACTATMBAHUE C IOCTOPOHHEH MOMOIIIBIO;

® [1ACCHBHOE PACTATMBAaHMUE;

® JUIUTEJIbHOE BBITSXKEHHE C UCIIOJIb30BaHUEM MO3ULIMOHUPOBAHMS, IIMHUPOBAHMS;

e opte3nl (AFO —ronens-crona; KAFO — kosneHo-rosieHb-cTOma);

® [IPUCIIOCOOICHUS [l BEPTUKAIU3ALNH.

2) Xupypruueckoe BMEIIATEIbCTBO IPH KOHTPAKTYpPaX HIDKHUX KOHEYHOCTCH |
CKOJIN03ax

3) BcrnomoratesbHbIe MPUCTIOCOONICHHUS TSl KOMITEHCAIIMU (DYHKIMIA 1 a/lanTaum:

® py4YHBIE KpecIa-KOJISCKH;

® MOTOPU3HPOBAHHBIE KPECIa-KOJISCKH;

® ABTOMAaTUYECKH PETYINPYEMbIE KPOBATH;

4) Ousnyeckue HArpy3Ku: Uil MPEAOTBpANICHUsT aTPO(GUU U BTOPUYHBIX OCIOKHEHHMN
MAlUEeHThl C COXPaHHOM CIIOCOOHOCTBHIO K CaMOCTOSATEIbHOMY IEPEIBHKEHUIO U
NAlMeHThl Ha paHHEH CTaJud TOTepU CIIOCOOHOCTH K CaMOCTOSITEIbHOMY
NEPEBUKEHUIO  JOJDKHBI  PEryJSIpHO  3aHUMAaThCsl  YKPEIUIEHWEM MBI B
cyOMakcUManbHOM (JIETKOM) peXUMe T0J] HaOIIOJCHHEM HHCTPYKTOPOB, MeE.
nepcoHasna, 00y4eHHbIX pOAnUTeNIeH

e [JIaBaHUE/THIPOTEpaIHs;

® BOCCTaHaBJIMBAIOIINE YIPAXKHEHUS pEKPEal[MOHHON HAIIPaBIEHHOCTH.

Perynsapuo:  ¢QusnorepaneBTHyeckue mponeaypel, wmaccax, JIOK, moromemus,
pecniupaTopHasi Tepanusi (JbIXaTellbHasi THMHACTHKA), OOydYeHHWe CcaMOOOCTy)KUBAaHUIO U
WCIIOJTIb30BAHUIO BCIIOMOTATENIbHBIX TPUCIOCOOTICHUN (3aBUCUT OT Bo3pacta pebenka). [lo
MOKa3aHHSIM - 3aHSATHS C JIOTOMEIOM, CYPI0TIOrOM)

HewnBasuBHas kucnopoHasi MOAIEpKKa (CO3JaHUE MOJIOKUTEIHHOTO JABICHUS) - TPH
pPa3BUTHUHU TUIIOKCEMHU, OOCTPYKTUBHOM CHHJIPOME.

- OOyueHue poauTeneil UCIoIb30BaHMIO HeOymaiizepa, oTcoca.
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bosbioe 3HaueHHe MMeEET MpaBWIBHBIA 00pa3 JKU3HU C aJIeKBAaTHBIM paclpe/ielieHueM
Harpy3oK, 3aHATUH JIedeOHON (PU3KYIBTYpOH MO KOHTposieM HHCTpykTopa ADK

[Ipumeyanue

PacTskka noKkHa IpOBOAUTECS, 110 MEHbILIEH Mepe, 4-6 pa3 B HEJENIO U J0JDKHA CTaTh
4acThIO THEBHOTO peXHUMa.

Hounble muHBI (IOJEHOCTONHBIE TYTOPbl WJIM OPTE3bl) MOI'YT HAKJIAIbIBATHCS JUIS
yYCTpaHEHUS! KOHTPAKTYP B I'OJICHH.

ITocne morepu crocoOHOCTH NEPeABUraThCs, MOXKHO HCIIOJIb30BaTh THEBHbBIC IIUHBI, HO
TOJIbKO HE /17151 0OJIbHBIX, KOTOPBIE €11e MOT'YT XOAUTb.

JUIMHHBIE IIUHBI 7S HOT (KOJIEHO-TOJIEHOCTOIHBIE OPTE3bI) UCIIOJIB3YIOTCS B IEPUOJ,
KOI'Zla O4YEHb CJI0KHO WJIM HEBO3MOXKHO XOAuTh. [Ipumenenue takux opre3oB (KAFOs) moryr
OpeOTBPATUTh JeOpPMALIMI0 CYCTaBOB M MPOMJIUTH XOAbOy, a TakkKe IMpensTCTBOBATh
MOSIBJICHUIO CKOJIMO34.

VYcrpoiictBa Ul CO3JAaHUS CTOSYEro IOJOXKEHUs (BEpTHKAIM3aTOpbl, Kpecia ¢
JJIEKTPUUECKUM IPUBOJIOM, IPUCHIOCOOIEHUS I TOMOIIM IIPU BCTaBaHUU) PEKOMEHIYIOTCS B
cllydae, KOTJa IalueHT YK€ HE MOXKET XOIUTb.

IIpu mnosBieHuu crubaTeiabHBIX YCTAHOBOK M TYIONOJBMKHOCTM B HaJbLAX PYyK
IPUMEHSIFOTCS MOAIEP>KUBAIOIINE IIIMHbI JJIs1 KUCTH.

PerynspHoe HaOnrofieHNE 3a OCAaHKOM: MPEJOTBpAIIEHNE aCCUMETPUUYHBIX KOHTPAKTYp Y
NAIMEHTOB, KOTOpPbIE CHOCOOHBI NEPEABUIraThCs, MpPAaBUJIbHAS 1103a CUACHMUS B WHBATUIAHON
KOJISICKE, KOTOpasi MOJ/IEP>KUBAET TIO3BOHOYHYIO M Ta30BYI0 CHUMMETPHIO, a TAKXKE BBITSTHBAHNE
[03BOHOYHMKA. Vcronp3oBaHue (puKcauy MO3BOHOYHUKA (IPUMEHEHUE KOPCETOB) HE SIBJIAETCS
aIbTEPHATUBOW I IPOBEJACHUS U OTKJIAJbIBAHMSI XUPYPrU4€CKOrO0 BMEUIATEIbCTBA, HO MOXKET
IIPUMEHATHCS B CIIydasX, KOIZa XUPYpPru4ecKoe BMEIIATENIbCTBO HEBO3MOXKHO MIIM €IIE HE
BbIOpaH ONTUMAaJIbHBIA METOJI €r0 MPOBEACHUS.

XUpypruyeckoe JeueHHe KOHTPAKTYpP TaKkKe MOXKET OBbITh MPEII0KEHO B HEKOTOPBIX
CUTYyalUsX C LEJIBIO NPOJJICHUS NIEpUoJa ClIOCOOHOCTH K X0ap0e. OHAKO 3TOT MOAXO0. JOKEH
OBITH CTPOTO UHIUBHUIYAJIbHBIM.

*  Pexomenayercssi ocMOTp (KOHCYJbTAIlMsl) Bpada-HEBPOJOTa BCEM TMAIUEHTAM C
MIJI/MIIb st KOMIUIEKCHOW OLIEHKM MOTOPHBIX (YHKIHMA U 0ObeMa IBUKEHHIMA
BBHITIONHSATH HE pexe 1 pa3za B 6 mecsneB. (s 0ObeKTUBHON OLIEHKH JOJDKHBI OBITH

MCIIOJIb30BaHbl BaJIMIUPOBAHHBIE METOABI M MiKanbl [2,49-53] (cm. [punonoscenus
I.6-I'10)

VYposens yoenutensHOCTH pekoMeHmanuii C (YypoBeHb JOCTOBEPHOCTH JI0KA3aTEIHCTB —

3).

* Pexomenayercsi ocMOTp (KOHCYNbTAllMs) Bpaya Mo Je4eOHOW (DU3KYIbType BCEM
nanpeHtram ¢ MJUJI/MJIb nns  cocraBieHHMs IIaHA 3aHATHA 110 JIeUeOHOM

(bu3KyIbTYpE.

VYposens yoenuTenbHOCTH pekoMeHaanuii C (YypoBeHb JOCTOBEPHOCTH JI0KA3aTEIHCTB —

3).
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5)

*  Pexomenayercsi ocMOTp (KOHCYJIbTaIMs) Bpaya-(pu3HoTepaneBTa BCEM MaIlMeHTaM ¢
MIJ/M/B - nnist cocraBienus wiana pusnotepanuu [2,49-53]

VYposens yoeaurenbHocTn pekomeHnanuii C (ypoBeHb TIOCTOBEPHOCTH JI0KA3aTEIbCTB —

Pexomennyercsi Bcem nanuentam ¢ MJIJ] nmpoBenaeHue peryisipHbIX mpodriiaTHuecKux
pacTspkek 4-6 pa3 B HEZIel0 B 00JIaCTH JIOABIKEK, KOJIEH U Oellep, 3aMsCTHiA, PyK U 1IeH C
LEITBI0 IPOQHIAKTUKH KOHTPAKTYp [1,2]

KommenTapum: ob6yuenue pooumeneii U NAyueHmos8 npaGUILHOMY GbINOJHEHUIO
pacmsaxicek OO0JHCHO HPOBOOUMbBCA PU3UOMEPANESMOM ULU PeabUIUmosozom, nocie
Yye20 OaHHble YNPANXCHEHUSA 0eNaromcs Ha pe2yiapHol ocHoge. PezyisapHoe u npasuivhoe
BbINOIHEHUS PACMANCEK ABNACMCA BANCHEUUUM YCI08UEM NPODUIAKIMUKYU PA3GUMUSL
Koumpaxkmyp. Pacmsidicku eéepxuux KoHeuHocmell KpatiHe 6adCHbl 6 HeamOyIamopHOM
nepuooe.

ypOBeHB Y6CI[I/IT€J'IBHOCTI/I peKOMeHI[aI_II/Iﬁ C (ypOBeHL AOCTOBCPHOCTHU JOKA3aTCIILCTB —

4),

Pexomenayercss BceM mnanuentaM ¢ MJIJ] npuMeHeHHE OpTE30B BEPXHUX U HUKHHUX
KOHEYHOCTEH, IIMH W CEpUHHOr0 THUIICOBAHUS IS TIOJJACPXKAHHS PaACTHIKCHHS,
NPaBUILHOTO MO3UIIMHUPOBAHHMS C LIEJIBIO PO(UIAKTHKH KOHTpakTyp [1,2,71,72]

Kommenrapun:  Opmesbt  npedcmagnsiiom — coboul — mexHuyeckue  cpeocmea
peabunumayuy, UCHOIb3yemMble Ol USMEHEHUs. CMPYKMYPHbIX U  (DYHKYUOHAIbHBIX
Xapakmepucmux HepeHO-MbIUEYHOU U CKeIemHbIX cucmem u obecneyusaowue, 6
3a6UCUMOCIU OM MEOUYUHCKUX NOKA3AHUL, OPMONEOUYECKYI0 KOPPEKYUIo, paszepy3Ky,
Quxcayuro, akmueuzayuio osucamenvrulx - Qyuxyuti. Cymmaproe 8pems HAX0HCOEHUs 8
opmeszax 0o 8-12 uacos 6 Oenvb. MunumanvHas wacmoma NpUMEHEHUs Opme308 Ois
Jexcaqyux nayuenmos — 5 pasz 6 nedenro. Opmesvl QONHCHbL MUWYAMENbHO NOOOUPAMbCS
noo KoHmponem @uzuomepanesma uau pedadbunumonoea. I oremocmonuvie opmeswvl
MO2Ym NPUMEHAMbCsL Ol NOOOEPOAHUSL PACMAICEHUs 8 HOYHOe epemsi. lIpumenenue
20JIEHOCMONHbBLX OPME308 8 OHEBHOE BPEMsL MOAICEN UCTOIb308AMbCSL OISt PACTIANCKU UTU
NO3UYUHUPOBAHUL HA HeaMOyIamopHol cmaouu 3abonesanus. lIpumenenue KoneHHO-
20JIEHOCMONHBIX OPMe308 BO3MONCHO 6 NO30Hel aMOyIamopHol U HeamOYIamopHOLlL
cmaouu. Bo epems HeambyniamopHoU cmaouu MO2ym WUHbl HA 3aNACHbs ULU PYKY 05
pacmsdjcenuss ONUHHBIX U 3aNACMHLIX ceubameneti/paseubamenei nanvyes. Cepuiinoe
2UNCOBAHUE MOJCEM NPUMEHAMbCSA KAK HA aMOYIamopHol, maxk u Ha HeamOyIamopHoll
cmaouu.

ypOBCHB y6C,Z[I/ITeJ'IBHOCTI/I pCKOMeH,Z[aI_II/Iﬁ C (ypOBCHL AOCTOBCPHOCTU NOKA3ATCILCTB —

3).
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Pexomenayercsi BcemM mamweHtam ¢ MJIJI/MJIb mnpuMeHeHHME TACCHBHBIX WIIA
MOTOPU3HUPOBAHHBIX YCTPOMHCTB MOJACpPKaHUS NPEObIBAaHUA B CTOSYEM IOJOXKEHUHU C
LeNIbIO COXPaHEeHUs BepTuKanu3aun [1,2]

VYposens yoeaurensHocTu pekomennanuii C (ypoBeHb TOCTOBEPHOCTH JI0KAa3aTeIbCTB —

5).

Pexomenayercsi Bcem mamueHtam ¢ MJIJI/MJIb perymspHas cyOMakcumanbHas
a’poOHast aKTUBHOCTb U YIPaKHEHUS C 1eNbto yinydiienus Gynkuuu apixanus u CCC, a
TakK ke obiero ¢pusnueckoro cocrosiaus [1,2,73,74].

KomMeHTapuu: neoOxooumo uzbecamv YNpajscHeHuil ¢ BbICOKUM CORPOMUBTIEHUEM,
00s13amenbHo  Cleoums  3a  8bINOJHEHUEeM  YHNPAXCHeHUul  0ai  u3bedcanue
nepenanpsixcenus.  Kpatine — 6axcno  umems  0OCMAMOYHBIL — OMObBIX  MEHCOY
VAPAICHEHUSMU, A MAKdce coOM00ams 0CMOPONCHOCMb 8 OMHOWEHUU NOMEHYUATLHO
CHUDICEHHOU KapOUOPeCcnupamopHol cnoCOOHOCMU U PUCKA NOBPENCOCHUS. MbLUY 0adice
npu Xopouiem KIUHUYECKOM (PyHKYuonuposanuu. Pexomendosanvl maxkue akmusHoCmu,
Kak niasawnue, e30a Ha elocuneoe.

VYposens yoenutenbHocTH pekoMmeHaanuii C (ypoBeHb JOCTOBEPHOCTH J10KA3aTEIbCTB —

3).

Pexomenayercsa nauuestam ¢ MJIJl npu Hamuuuyu pedeBBIX HAPYILUIEHWH PETYJISpPHbIC
3aHSTHSA C JIOTOIMEI0M, CYPIOTOTOM C LENIbI0 KOPPEKIUH JaHHBIX COCTOsTHUM [2,75].

YPOBCHB y6e,Z[I/ITeJ'H:>HOCTI/I peKOMeHI[aI_II/Iﬁ C (ypOBCHL AOCTOBCPHOCTU NOKA3ATCIBLCTB —

5).

Pexomenayrores BceM manuentam ¢ MJIJI perymnspHsie 3aHATHSA € IICUXOJIOTOM, KypChI
NICUXOTEPAIUU MPU HEOOXOAUMOCTH ISl KOPPEKIUH MCUXOJIOTHYECKOTO COCTOSIHUS TPU
HAJIMYHMU TIOKa3aHui [75].

KomMmeHTapum: ncuxonozuueckas noooepicKka AGNAeMcs BANCHEUUUM INeMEHMOM
yenewHon  coyuanuzayuu  nayuenmos ¢ MO/ Kpome moco, ona modcem
nompebogamuvcs U poocmeeHHukam nayuewma. Heobxooumo pezynapno nposooums
OYEHKY NCUXOL02UYECKO20 CMAmycd RAyueHma u e2o OIUSKUX, 608PeMsi OKA3bleamb
ACUXONI02UYeCKYl0  nomows. Ilpu HeobXoOoumMocmu MeOuKameHMo3HOU KOppeKyuu
ACUXUYECKUX PACCMPOUCTE OONHCEH NPUBTEKAMbCS NCUXUATD.

VYposens yoeaurenpHOCTH pekoMeHnanuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB —

5).

PexomengoBano BceM mnamueHTam ¢ MJIJ] HabmiogeHwe y noromeaa ¢ IIENBIO
JIMATHOCTUKU Y KOPPEKLHMHU CHUMIITOMOB INEPBUYHOW U BTOPUYHOM, 3aJI€PKKH PEUYEBOrO
pa3BUTHS, TaKUX Kak JAU3apTpusi, CEHCOpHas/MoTopHas adaszus, amanus Ha GoHE
3abosieBanus [ 75].
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YpoBens yoenuTenpbHOCTH pekoMmeHaanuii C (YypoBeHb JOCTOBEPHOCTH JI0KA3aTEIbCTB —

5)
KOMMCHTapI/II/IZ YKa3aThb JIOronc¢an4eCKuc yCiayru

Meouxo-noconeduueckoe ucciredoganue npu oucgasuu, Meduko-n10coneduueckoe
uccnedosanue npu aghazuu, Medurko-n10econeduneckoe uccied0o8anue npu ouzapmpui,
Meouko-noconeduueckas  npoyedypa npu  oucpacuu,  Meduko-noeconeduyeckast
npoyedypa npu agaszuu, Meouko-noconeduyeckas npoyedypa npu ousapmpuu, Meouko-
J1020neou4eckas — MOHANbHO-pumMudeckas  npoyeoypa,  Meouko-noconeduueckas

npoyeodypa ¢ UCNONIb308AHUEM UHMEPAKMUBHBIX UHPOPMAYUOHHBIX MEXHOL02UL

5. HpO(l)I/I.TIaKTI/IKa H JUCIIAHCEPHOE Haﬁ.mone}me, MCIUMIIMHCKHEC ITIOKA3aHUA "
MMPOTUBOIIOKA3aHUA K IPUMECHCHUIO METOA0B l'[pO(l)I/IJIaKTI/IKI/I

5.1. lIpopunakruka

e Pexomenayercsi npu Hammuuu nuarHoza MJIJI/MJIb koHCysnbTanusi Bpauya-TeHETHKA
NalMeHTy WIM ero O(QUIUaIbHBIM MPEACTABUTENSIM, C LEJIbI0 Pa3bsCHEHHM
T'€HETHYECKOTr'0 pHUCKa, oOcyxieHus BO3MOKHOCTEH MpeHaTAIbHOMN H
PEUMILTAHTAIIMOHHOM quarHocTuku [2].

VYposens yoenuTenbHOCTH pekoMeHaannii C (ypoBeHb JOCTOBEPHOCTH JIOKA3aTENIbCTB —
5).

KommenTtapuii: Cemvav ¢ 6onvuvimu MII/MIE oembmu pexomeHOyemcs mMeoOuxo-
2eHemuyecKoe KOHCYIbMUposanue ¢ yeivio onpeoeienus ceHemuiecko2o pucka. Kax u
npu opyeux X cyennenuwix 3abonesanusx, npu MJI/MJIB ons kaxcoou bepemenHocmu
PUCK podicOeHus O0IbHO20 pebenka cocmasnsiem 25%, npu yciosuu, ymo mMams nepeoco
OOILHO20 ABNAEMCIL 2eMEPO3USOMHOU HOCUmMeNbHUYel 3a001esanus. B cemvsx, ede ecmo
oonvrnou  MII/MJIE  pebeHoKk,  803MOJCHO  nposeoeHue  NPeHaAmanbHou U
NPeUMNIAHMAYUOHHOLU OuacHocmuku. IIposederue 00po008oll OUacHOCMUKU NOKA3AHO U
8 cayyae, eciu Mamov OONbHOZO He AGIAeMCs HoCUumenbHuyell 3a001e8anus, uYmo
00)CNI081IEHO 803MONCHOCMBIO HATUYUSL } Hee 2ePMUHANbHO20 Mo3auyuzma. s 9mozo
pooumensam HeoOXo0uMo 00pamumevcs 6 CneyualusuposanHvle OUACHOCMUYEeCcKUue
nabopamopuu u MeOUYUHCKUe YeHmpul.

Ilpenamanvnas  ouaeHocmuxa  NpOBOOUMCS  MONEKYIAPHO-2eHeMUYeCKUMU Uil
ouoxumuyeckumu memooamu, nymem uccieoosanus /[HK, evioenenuoii uz obuonmama
eopcun xopuona Ha 9-11 wnedene OepemennHocmu u/unu Kiemoxk aMHUOMUYECKOL
acuokocmu, nynoguHuou kpoeu Ha 20-22 Hedene bOepemennocmu. OnmumanbHbIM
ABNAEMCA  UCCAE008aHUe OUONMAama XOPUoHA: Npu HeOIALONPUAMHOM NPOSHO3€
bepemeHHOCmb MOdcem Oblmb NPepeamHa 6 CPOKU O00bIYHO2O0 MeOUYUHCKO20 abopma.
IIpeumnianmayuonnas 2cenemuyeckds OUASHOCMUKA SMOPUOHA (C UCNOb308AHUEM
IKCMPAKOPNOPATLHO20 ONI000MEOPeHUs) nposooumcs mamepu nayuenma ¢ MJI/MJIP,
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a Makaice HCeHWUHAM C NOOMBEPIHCOCHHBIM 2eMeEPOIUOMHBIM HOCUMENeM MyMmayuu 6
eene DMD, c¢ yenvio npeoomspawenus nosmopro2o posicoenus peoenxa ¢ MIAI/MIIE 6
cemve.

Pexomenayerest ais Bcex namueHToB ¢ MJIJI/M/Ib BakuuHanus 1Mo WHIUBUIYaTbHOMY
rpaduky, KOTOpas BKJIIOYAeT B CeOsl MOMUMO BaKIMH, BKJIIFOUYEHHBIX B HAIIMOHATBHBIN
KaJICHapb IPUBUBOK, CE30HHYIO BAKLMHY OT IPUIINA, THEBMOKOKKOBYIO BaKLMHY C
npoHIaKTHIECKO# 1enbo [75].

VYpoBenb yoeautenbHocTU pekoMmenaanuii C (ypoBeHb JOCTOBEPHOCTH J10KA3aTENbCTB —

5).

e Pexomenayercssi Bcem mamueHtam ¢ MJIJI/MJIb  He3aBHCMMO OT  CTENEHU
00€3/IBIDKEHHOCTH TPOBOAWTH OOYYCHHE BCEM MepaM MPEIOCTOPOXKHOCTH  JUIS
npodHIaKTUKH TaacHus U mepearomoB [39].

o KommenTapmii: Cruoicenue MUHEPAIbHOU NAOMHOCMU KOCMeEU s61emcs 4acmbim
nposieienuem y nayuenmos c¢ MJ[/]. Heycmoiiuusocmes npu xoo0vbe, CIONICHOCMb
no00epIcanus pasHosecus 6 pe3ylbmame MblUeyHol clabocmu, 6 COYemanuu ¢
0CMeonopo30M yepodcaem pa3eumuem nepeiomos Kocmeti U n0360HOYHUKA.

VYposens yoeaurensHOCTH pekomeHnanuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB —

5).

5.2 JIlncnancepHoe Ha0J/II0IeHUE

Perynspuoe wHabOmiogeHue u  oOcieqoBaHWe Yy  MYIbTUNPO(GUILHOM  KOMAaHIBI
CIIEIUATIMCTOB SIBJISIETCS BAXXHEWIITUM acrleKTOM B BBeleHWU mnanuentoB ¢ MJIJI/M/Ib.
I'paduk oOcnepoBaHWil W TOCENIEHUN TPOQUIBLHBIX CHENUATUCTOB YKa3aH B

Mpunoxeunn I'5.

e Pexomenayercsi Bcem mammeHtam ¢ MJJI/MJIb perymspHoe HaOmolleHHEe y Bpaya-
HEBpOJIora JUIsl OIIEHKM HEBPOJIOTMYECKOTO CTaTyca, MOTOPHBIX (YHKIMH, oO0Bbema
JBWKCHHUI M KOPPEKLIUH Tepanuu [2].

Kommenrtapuii: Yacmoma ne peoice 1 paza 6 6 mecayes. Oyenka MOmMOpHuIX QYHKYULl u
00veMa OBUNCEHUTI MONCEM MAKHCe NPOBOACUMBCA 6PAUOM PUIUOMEPANESmMOM U
peabunumonozom. [nsi  00beKMUSHOU  OYeHKU  OONJICHbL  OblMb  UCNONb306AHbL
8anUOUPOBaHHble Memoobl u wikaavl (cm. Ipunonosxcenus 1.6-1".10)

VYposens yoeaurenpHOCTH pekomeHnamnuii C (ypoBeHb TOCTOBEPHOCTH JTOKA3aTEIbCTB —

5).

e Pexomenayercs Bcem mamueHtam ¢ MJIJI/MJIb perynspHoe HaOmrofeHHE Y
¢dusnoreparneBTa/peabUIMTONIOTa C B0 MPOPUIAKTUKNA KOHTPAKTYD [2].
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YpoBens yoenuTenpbHOCTH pekoMmeHaanuii C (YypoBeHb JOCTOBEPHOCTH JI0KA3aTEIbCTB —

5).

KommenTapuii: cy. pazoen 4. «Meouyunckas peabunumayus, mMeOUyUHCKUe NOKA3AHUSA

U npomueonoKa3anusl K NpUMeHeHUuro Memoooes pea6uﬂumat;uu».

Pexomenayercss BcemM mnanueHtam ¢ MJIJI 10 MoOMeHTa 3aBeplIEHHE ITOJIOBOTO
CO3pEBaHUs M 3aBEPIICHUSI POCTA OLIEHKA POCTa MAalMEHTA Kaxable 6 MECSLEB C LEJbIO
npoHUIAKTUKU TAaHHOTO cocTostHus [2,77,78]

KommenTapuii: oyenxy pocma mooicem npogooums 6pay HeGOn02 UMU 8paAd-neouamp,
peaynsApHo  Habrooawue nayuenma. B xauecmee 3adepocku  pocma  credyem
pacyerusamov 000U U3 CIEOVIOWUX NPUSHAKOB. CKOPOCMb pocma Menee 4 cm/200,
nokazamenv pocma < 320 NpOYeHmMuss, U3MEHeHUue 6 HANPABIeHUU CBEPXY 6HU3
npoyenmuns pocma [19]. B cuyuae svisignenus 3adepiicku pocma, nayuenma ciedyem
Hanpagums K 3HOOKPUHOILO2).

VYposens yoenuTenbHocTH pekoMmeHaanuii C (ypoBeHb JOCTOBEPHOCTH J10KA3aTEIbCTB —

4).

Pexomennyercs Bcem nanueHTam ¢ M/1J] HaumHas ¢ Bo3pacta 9 jieT oleHKa M0J0BOTO
CO3peBaHMsl MalMEHTa 10 IKajie TaHHepa Kakible 6 MECSIEB C Ielb CBOCBPEMEHHOTO
JUArHOCTHPOBAHMS OTCTaBaHMS IIOJOBOI0 pa3Butus [2,76,77].

KomMmenTapuii: oyenky nonogoeo cospesanusi modicem nposooums 8pay Hegono2 UlU
epau-neouamp, pe2yiapro Habaroawue nayuenma. Oovem auvex <4 en’s eospacme 14
Jem u cmapuie ciedyem pacyeHusamv KAaxK YemKull NPUSHAK 3a0epiHcKU MNoI08020
cospesanus[19]. B cnyuae evissnenus 3a0epiucKu NON0BO20 CO3PE6AHUS, NAYUECHMA
cedyem Hanpasums K IHOOKPUHOIOZ) .

VYposens yoenuTenbHOCTH pekoMmeHaannii C (YypoBeHb JOCTOBEPHOCTH J10KA3aTEIbCTB —

4).

Pexomenayercss Bcem mnamueHtam ¢ MJIJl perynspHoe HaOmrojeHue y Bpada-
9HJIOKPUHOJIOTa/Bpadya-AeTCKOr0 SHAOKPHUHOJIOTA C IIEJIbI0 CBOBPEMEHHOM JMArHOCTHKH
9HJIOKPUHOJIOTHYECKHUX HapylieHui [2,76-78].

Kommenrapuu: Yacmoma ne menee 1 paza 6 6 mecayes. B cayuae eviagnenus
3a0epoicKu  NOJN0B020 PA3GUMUS, 3A0EPIHCKU POCMA, HAPYUIEHUs MOLEPAHMHOCIU K
2NI0KO3bl, caxapHozo ouabema, oodicupenus, cunopoma Kywwunea, a maxoce Opyeux

B03MONCHBIX NOOOUHBIX Ipexmos 'K mepanuu ¢ yenvro 00norHumenbHou OUAeHOCMUKU

U HeoOX0OUMOU MEOUKAMEHMOZHOU KOPPEKYUU CLeOVIOUUX
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Yposens yoenuTenpbHOCTH pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIbCTB —

4).

* Pexkomenayercsi BceM MalMeHTaM C KIMHUYECKUMHU TMPOSBICHUSAMH CEpPJICUHOMN
HEJOCTATOYHOCTU (OTEKH/MACTO3HOCTh MOJKOKHON KUPOBOM KJIETYATKH, OJBIIIKA,
Taxukapaus (MOCNIENHAs — TOJBKO B COYETAaHUU C JPYTHMMH TEPEUHUCICHHBIMU
CUMIITOMaMH), YBEJIIMYEHUE I[I€YEHHU) HCCIEOBaHUs YPOBHS N-TepMUHAIBLHOTO
dbparmenTa HaTpuiiypernueckoro nponentuaa Mo3roBoro (NT-proBNP) B kpoBu jist
CBOEBPEMEHHOI JIMarHOCTUKU CEpJICYHON HEIOCTaTOYHOCTH, auddepeHIranbHoMl
JUArHOCTUKU C OJBIIIKOW, BBI3BAHHOM PECHUPATOPHBIMU  HAPYIICHUSIMH, IS

pELICHUS BOIIPOCOB O CTAPTE/KOPPEKLIUHU KapIUOTPOIHOW Tepanun [84]

YpoBenb ydenutenbHOCTH pekoMeHAanuii — C (YpoBeHb JOCTOBEPHOCTH JOKA3aTEIbCTB
3)

KommenTapuu: nayuenmuot ¢ MJ/[/], ocobenno nonyuarowue mepanuro I'KC, donicHbl
pezyIsApHO 006C1e008amvCa HA HAludue cunoxamvyuemuu u oegpuyuma eumamuna D
(noopoonee cmompu 8 5. Ilpoghunakmurxa u oucnanceproe HabawOeHue, MeOUYyuHcKue
NOKA3AHUS U NPOMUBONOKA3AHUSL K NPUMEHEHUIO Memo008 npogurakmuxu). Bumamun D
MAKHce MoxHcem NPUMEHAMbCA 8 NPOPUIAKMULECKUX YelsaX, 8 0COOEeHHOCMU 8 OCeHHe-
3UMHUL NEPUOO.

ypOBeHB Y6CI[I/IT€J'IBHOCTI/I peKOMeHI[aI_II/Iﬁ -C (ypOBeHL AOCTOBCPHOCTHU JOKA3aTCJIbLCTB

~3)

Pexomenayercsi Bcem manueHtam ¢ MJJI/MJIb, wumeromuM mNpu3HAKU —CEPACUHON
HEJ0CTAaTOYHOCTH, KOTOPHIM BCIJIEACTBHE Y3KOI'O YIbTPAa3BYKOBOIO OKHAa HEBO3MOKHO
nposejeHue TpancropakansHoit DXOKI', nposenenrie MPT cepuia [28,83-93].

VYpoBenb yoenuTenbHocTH pekomeHaanui - C (ypoBeHb JOCTOBEPHOCTH 1OKA3aTENbCTB —
3)

Pexomenayercs Bcem nauuentam ¢ MJIJI/M/Ib, y kotopsix no n1aHHbIM pyTuHHOM DKI
BBISIBJICHB! HapyLIEHHUs] pUTMa W/WIM NMPOBOJAMMOCTH CEpAlA, WK UMEIOTCS >KaloObl Ha
HEpUTMHYHOE cep/ieOnueHne, MpecHHKONaIbHbIe/CUHKONAIbHBIE COCTOSHUS, a TaKXkKe
BceM marnueHtam ¢ MJIJ] crapmie 17 ner (mociemHuM - BHE 3aBUCHMOCTH OT HAJIMYHS
xanod wimu usMeHeHuit Ha OKI') mpoBeneHHE XONTEPOBCKOIO MOHUTOPHUPOBAHUS
cepAeYHOoro putMma B Teuenue 24 gacos [28,83-93].

YpoBeHb yOEIUTETLHOCTH PeKOMEHAAINH - A (YpOBEHb JOCTOBEPHOCTH JOKA3aTEIbCTB
-2)

Pexomenayercsa Bcem mamuentaM ¢ MJIJI, wumerommMM OpU3HAKH  BBIPAXKEHHOTO

MHOKapauanbHoro ¢guoposa, nposeneane MPT cepana ¢ koHTpactupoBanuem [28,83-
93].
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YpoBeHb yoenuTeasHOCTH pekoMeHaanwuii - C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIHCTB —
4)

. Pexomenayercsas BceM mnanueHtaM ¢ MJIJI mpoBecTM H3MEPEHHE YpPOBHS
CBIBOPOTOYHOTr'O Kalblus, (pocdopa, Maruus, Kajuus, Kajiblus, 25-TUAPOKUCU-BUTAMUHA

D3 ¢ nenbto mp ouIaKTUKK pa3BUTHUS HAPYIIEHUN MUHEpaIbHOro oOMeHa

[2].

KommenTapuii: Yacmoma-esxcezoono. llpu evisisnenuu cHudcenusi 0aHHuIX nokazamereu

HeobX00UMO NPo8OOUMb COOMBECBYIOULYI0 MEOUKAMEHMOZHYIO KOPPEKYUIO.

ypOBeHB Y6CI[I/IT€J'IBHOCTI/I peKOMeHI[aI_II/Iﬁ C (ypOBeHL AOCTOBCPHOCTHU JOKA3aTCIILCTB —

4).

Pexomenayeresi Bcem manumeHtamMm ¢ MJIJI/MJIB  mpoBeneHue aHanm3a KpPOBH
OMOXMMHYECKOT0 OOIIETePareBTUUECKOTO C IIeNIbI0 OLIEHKH COCTOSIHUS TMEUeHH, MTOYEK U

BBISIBJICHUS OTKJIOHEHUUW BAXKHBIX OMOXMMHUECKMX IIOKa3aTeileil W WX JajIbHEUIIEH

KOPpEeKLHUH [].

YPOBCHB y6CI[I/ITCJ'H:>HOCTI/I peKOMeHI[aI_II/Iﬁ C (ypOBeHL AOCTOBCPHOCTU NOKA3ATCIBLCTB —

4).

Pexomenayercs mnarmuentam ¢ M/IJI/MJIb ¢ KIMHWYECKMMH CHUMIITOMaMHU CKOJHO3a
nposeneHue peatrenorpaguu wim KT rpy1HOro v nosiCHUYHOTO OT/ie1a TO3BOHOYHHKA C
LIEJIbI0 OLIEHKM CTEIIEHH CKOJIN03a, a TaKKE OIPENENICHHUs BO3MOXHOCTH M CTEIECHU
XUPYPru4ecKoro BMeNaTelbCcTBa npu Heodoxoaumoctu [40,48].

YPOBCHB Y6CI[I/ITCJ'H:>HOCTI/I peKOMeHHaHI/Iﬁ -A (ypOBeHB AOCTOBCPHOCTU AOKA3aTCIILCTB
— 2)

KomMmenTapum: nposooumcs nayueHmam ¢ KIUHUYECKUMU CUMNMOMAMU CKOIUO3A U
eunepnopoo3sa. 1 pas 6 200 Ha HayanrbHOM dmane u oanee 1 p 6 6 mec

PexoMeHayeTcsi  pEHTTEHOJCHCUTOMETPUS  MMOSCHUYHOTO OTAeNa I03BOHOYHHKA
nanuenty ¢ MJUJI/MJIb nans wuckmoueHus octeornoposa. Takke peKOMEHIyeTcs
IOPOBEIEHUE  OTOrO  HCCIENOBaHMA MNpPU  TOATOTOBKE K  OPTONEANYECKOMY
XHpypruyeckomMy BmeniarenscTBy [53, 19,20,39,80,81]

KomMmenTapum: nposooumcs demsam cmapuie 6 nem ¢ wacmomoui 1 paz 6 200
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Yposens yoenuTenpbHOCTH pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIbCTB —

4).

Pexomenayercs Bcem nanuentam ¢ M/IJ1 nmpu npueme ['K 1 pa3 B 1-2 rona nposenenue
peHTreHorpaguu TpyAHOTO M TMOSICHUYHOTO OTJEJIOB IIO3BOHOYHHKA B OOKOBOI
npoekiun u onpenenenns MITKT [19,20,39,80,81].

VYpoBenb yoeautenbHocTu pexkoMmenaanuii C (ypoBeHb JOCTOBEPHOCTH J10KA3aTENbCTB —

4)

Pexomenayercss Bcem mammentam ¢ MJIJI 6e3 mpumenenus 'K 1 pa3 B 2-3 roga
PEHTICHOICHCUTOMETPHS C IEIIbIO BhIsIBIICHUS ocTeonopo3a[19,20,39,80,81].

KommenTapuu: npogsooumcs oemsam c 5-mu nem (VMOUHUMb) npu HE0OXOOUMOCU

uawe

Yposens yoenuTenbHoCTH pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH J10KA3aTEIbCTB —

4)

Pexomenayercst Bcem manuentam ¢ MJIJ] 6e3 mpumenenuss ['KC 1 pa3 B 2-3 roga
MPOBEJCHUE pPEHTreHorpaduu TPYAHOTO M TOSCHUYHOTO OT/EJIOB IO3BOHOYHHKA B
OOKOBOI IPOEKIIMH C IIEIbI0 BeIsABICHUS Aedopmariuu mo3sonounuka [19,20,39,80,81].

ypOBeHB Y6CI[I/IT€J'IBHOCTI/I peKOMeHI[aI_II/Iﬁ C (ypOBeHL AOCTOBCPHOCTHU HOKA3aTCIILCTB —

4)

Pexomenayercssi mamuenram ¢ MJJI/MJIb nabGmionenue y Bpauya-TpaBMaToJIOTa-
opromnena ¢ LEIbI0 OINPENACTEHUs] TAaKTUKU OIEPATUBHOM W MEIUKaAMEHTO3HOMN
KOpPPEKIMH, OPTONEINYECKUX HAPYILIEHUN.

YPOBCHB y6CI[I/ITCJ'H:>HOCTI/I peKOMeHHaHI/Iﬁ C (ypOBeHL AOCTOBCPHOCTU NOKA3ATCIBCTB —
5)

KOMMeHTapI/II/I: yacmoma - no NOKA3aHuAM.

Pexomennyercs narmentam ¢ MJIJ] HabmroneHne y Bpada-racCTpOIHTEPOJIOTA C IETBI0
KOHTpOJISI Beca MalleHTa, CHMITOMOB uc(haruy, HaJuuus HapyleHus cTyJja (3armopos),
ractpo33odareanbHoro pedirokca, modounsix 3¢dexro npuema ['K co croponst XKKT u
UX MOCTIEIYIOMIEH KoppeKiuu [2].

ypOBCHB y6C,Z[I/ITeJ'IBHOCTI/I pCKOMeH,Z[aI_II/Iﬁ C (ypOBCHL AOCTOBCPHOCTU NOKA3ATCIBCTB —

5)

KommenTapuu: vacmoma - 1 pas 6 6 mecayes.

37



Pexomenayercss Bcem mnarmeHtam ¢ MJIJ[ mpoBeneHue cnupoMeTpud ISl OLEHKHU
(GYHKIIMM BHEIIHETO JBbIXaHWS C HM3MEPEHHEM BCEX OCHOBHBIX mokaszareneit (JKEJL,
@XEJI, O®PB;, COCzs.75, MOCzs.75, I10C,,,;) m3mepenue carypauuu O, MeTomom
MyJIbCOKCUMETPHH, a Takxke napuuanbHoro gasiaeHus CO, nanuentam ¢ M1, Haunnas
¢ paHHel HeamOystatopHoii ctaauu [10-13,39].

KommenTapuu: uacmoma- ne pesce 1 paza 6 6 mecsayes. B ambyramopuoi cmaouu
3ab01e8anusi credyem nposooUms 00VUeHUe NAYUEHMO8 NPOBEOCHUI0 CRUPOMEMPUl.
Iayuenmam cnedyem pexomeHo0o8amv umemsv 0OMA NYIbCOKCUMEMp Ol pe2ylapHO20
uUsMepenus. camypayuu.

VYposens yoeaurensHocTu pekomennanuii C (ypoBeHb TOCTOBEPHOCTH JI0KAa3aTeIbCTB —

3)

Pexomenayercst Bcem manuentam ¢ MJIJ] HaumHas ¢ paHHeld aMOynaTOpHOM cTaguu
mmepenue DOXKEJI 1 pas B roxn, a Ttakke onpenenenue I[10C,,,; MeTomom
NUK(IYOMETPHH ¢ IIeIbI0 OIIEHKH pecriupaTopHoit ¢pyrkiuu [10-13,39].

KommenTapuu: nayuenma cnedyem o00yuums noiv308amovcs NUKQIOYMEeHMPoOM 8
OOMAUIHUX YCTIOBUSIX.

Yposens yoenutenbHOCTH pekoMmeHaanuii C (ypoBeHb JOCTOBEPHOCTH J10KA3aTEIbCTB —

3)

Pexomennyercs: nanmentam ¢ M/1J] npoBenenue kamHorpadguu BO BpeMsl CHa C IIEJBIO
BBISIBJICHHS] OOCTPYKTUBHOTO aIlHO? CHA WJIM APYIUX MPU3HAKOB HAPYILIEHUs JbIXaHHUs BO
cue narentam ¢ MJIJI/M/IB, HaunHas ¢ panHeit amOymnatopHoit craguu [14,39]

KommenTapuu: dawnnviti Memoo 0coOeHHO peKoMeHOYemcsi npo8ooums NaAyueHmam ¢
uszovimounvim eecom, nonyuarouu I'KC.

VYposens yoenuTenbHOCTH pekoMmeHaannii C (ypoBeHb JOCTOBEPHOCTH J10KA3aTEIbCTB —

4)

Pexomenayercss mnaumentam ¢ MJIJI/MIb perynsapHoe HaOdroneHue y Bpaya-
IyJIbMOHOJIOTA AJIsl TUarHOCTUKHA, MOHUTOPHHIA U KOPPEKIIMH CUMITOMOB JbIXaTEIbHOM
HEJIOCTaTOYHOCTH [2].

VYposens yoeaurenpHOCTH pekomeHnanuii C (ypoBeHb TOCTOBEPHOCTH JTOKA3aTEIbCTB —

5)

KoMMeHTapum: Ha Mmomenm NOCMAHOBKU OUACHO3A U Odlee HAYUHASL 8 NO30Hell
amoyramopHou cmaouu — 1 paz 6 200, HauyuHas ¢ pauxel HeambOyiamopHou cmaouu — 1

pasz 8 6 mecsyes.
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Pexomenayercsi mamuentam ¢ MJJI/MJIb perymsaproe HabOmoneHue y Bpada-
KapMoJiora/Bpava-eTCKOro KapauoJiora JUlsl JMarHOCTHKH, MOHUTOPHHTA U KOPPEKITUH
NaTOJIOTUHU CePACYHO-COCYANCTOM cucteMsl [8,39].

KoMMeHnTapum: uacmoma- Ha MoMeHm nocmasku ouazHo3a u daiee He pedice 1 pasza @
200. Habniodenue mooxcem Ovimb 0Oonee uyacmvlM NO Mepe NpPoSPecCuposanus
3a001e6aHUS U PA3BUMUSL CEPOCUHO-COCYOUCTOU NAMOTIO2UL.

VYpoBenb yoeautensHocTu pexkomenaanuii C (ypoBeHb JOCTOBEPHOCTH J10KA3aTENbCTB —

5)

Pexomenayercs nanuentam ¢ MJIJI/M/Ib perynsproe nposenenue IKI', Oxo-KI' mis
BBISIBIICHHSI HapyIIeHui paboThl cepara [6,8,39].

KommenTapuu: re peoce 1 paza 6 200, npu eozmodcnocmu u Heobxooumocmu Ixo-KI'
Mmoxcem bvimb 3ameneno na MPT cepoya u macucmpanvhvix cocyoos. Ilo nasnauenuio
Kapouonoea  OO0NNCHO — MAKdce  NPUMEHAMbCS  XOMePO8CKoe — MOHUMOPUPOBAHUE
cepoeunozo pumma.

ypOBeHB Y6CI[I/IT€J'IBHOCTI/I peKOMeHI[aI_II/Iﬁ C (ypOBeHL AOCTOBCPHOCTHU JOKA3aTCIILCTB —

4)

Pexomennyercs nanuentam ¢ MI/] npu pa3BuTHr 0pTaTEMOJIOTHUECKUX HAPYILICHUH 1
no00YHbIX 3((HEeKTOB TOPMOHANBHOM Teprnaumu, TaKUX Kak aHOMAalUU pedpaxiui,
KOCOrjla3ue, KarapakTa, HaOJIOJEeHHE Y Bpadya-opTaabMOJOra C LENbl0 JUArHOCTHKH,
MOHHUTOpHHTA U JieueHus [75].

YPOBCHB y6e,Z[I/ITeJ'H:>HOCTI/I peKOMeHI[aI_[I/Iﬁ C (ypOBCHL AOCTOBCPHOCTU NOKA3ATCIBCTB —

5)

PexomengoBano Bcem nanvieHTaMm ¢ M/I/[ koHCynbTanus y MEIUIIMHCKOTO TICUX0JIOTA C
LEJbI0 PETYISIPHOTO CKPUHUHIA TMCHUXO3MOUMOHAIBHOTO COCTOSIHMA MAIlMEHTAa W JIUII,
OCYILECTBISIOIIUX YXOJ, OCYLIECTBICHUE WHIWBUIYAJIbHOM, TPYNIIOBOW, CEMEHHOU
MICUXOJIOTHYECKOM momoIiu [75].

YPOBCHB y6e,Z[I/ITeJ'H:>HOCTI/I peKOMeHI[aI_II/Iﬁ C (ypOBCHL AOCTOBCPHOCTU NOKA3ATCIBCTB —

5)
Kommenrapum: e peoice 1 pasa 6 200.
PexomennoBano mnamuentam ¢ M/IJ[ B ciaydae pa3BUTHSA/MOJO3pEHHs] Ha pa3BUTHE

MOBEJICHUECKUX AMOIMOHAIBHBIX PACCTPOMCTB HAOJIOICHUE Y Bpaya-IICUXUATPA C LEIbIO
JTMArHOCTUKY | Tepanu [75].
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YpoBens yoenuTenpbHOCTH pekoMmeHaanuii C (YypoBeHb JOCTOBEPHOCTH JI0KA3aTEIbCTB —

5)

PexomennoBaHo BceMm marueHtaM ¢ MJIJ] oOs3aTenbHBIC €XKEroaHbIC 00CICAOBaHUS
MHUHEPAIBHOUN MIIOTHOCTH KOCTEH /1711 CBOEBPEMEHHON KOPPEKIIMU MTOTy4aeMOro JICUCHUS
110 TTOBOJY OCTEONICHHH U ocTeornoposa [20,39].

KommenTapuu: Cruowcenue munepanvHou nioOMHOCMU KOCMeEU AGIAemcs 4acmulM
cumnmomom vy nayuenmos c¢ M. Heycmoiiuusocms npu Xxo0bbe, CLONCHOCHD
NO00epHCAHUSI PABHOBECUsi 8 pe3ybmame MbIUEeYHOU clabocmu, 6 Co4emaHuu c
0CMeonopo3oM yepodcaem pasgumuem nepeiomMo8 Kocmeu U no360HOYHuUKa. Bce
nayuenmor ¢ M/, mHesasucumo om cmenenu 006e308uNCeHHOCMU  (Hanpumep,
HyJicoarwuecss 8  Kpecie-kamaiake) OO0NNCHbL  Oblmb  00YueHbl  6ceM  Mepam
npeoocmopodcHocmu OJisi NPOuUIAKMuUKY nadenus u nepeiomos 6 obvimy Ilayuenmor u
YieHbl cembll QOANCHBL ObIMb UHDOPMUPOBAHBI O BCEX NOCIEOCMBUAX HEeAOeK8AMHO20
OmMHOULeHUsl K npobieme 0Cmeonoposa

ypOBeHB Y6CI[I/IT€J'IBHOCTI/I peKOMeHI[aI_II/Iﬁ C (ypOBeHL AOCTOBCPHOCTHU JOKA3aTCIILCTB —

4).

PexomengoBano mnamvieHtaM ¢ MJIJ] perynspHoe HaOmIOIeHHE y Bpada-IUeTosora C
LEJIbI0 KOPPEKIIMU TUTaHus [2].

ypOBeHB Y6CI[I/IT€J'IBHOCTI/I peKOMeHI[aI_II/Iﬁ -C (ypOBeHL AOCTOBCPHOCTHU JOKAa3aTCJIbLCTB

_5)

Pexomenayercsi Bcem mnarmentam ¢ MJIJI/MJIb mepen miaHOBBIM ONEPATHBHBIM
BMENIaTEIbCTBOM MIPOUTH KOHCYJIbTAIHIO Bpayda-KapAHoJora/Bpaya-1€TcKoro
Kapauosora, a Takxke nposenenne JKI' u Oxo-KI' [31,39]

ypOBeHL Y6CI[I/ITCJ'ILHOCTI/I peKOMeHI[aI_II/Iﬁ -C (ypOBeHB AOCTOBCPHOCTHU NOKA3ATCIBLCTB —
5)

6. Opraﬂmauuﬂ OKa3aHUsA MeIULNHCKON MOMOIIH

[Moka3anwus 1151 MJIAHOBO# FOCMHUTATU3AIMY B MEAUIIUHCKYIO Opranu3anuio [76]:

o TmpoBeneHue AudpdepeHunanbHON AMAarHOCTUKN U YCTAHOBJIEHHS] OKOHYATEIbHOTO
JIMarHo3a, JIeYeHus1, TpeOyroue KpyrioCyTOYHOT0 MEIUIIUTHCKOTO HAOII0IeHHSL.

o TOJA00p ONTUMAIILHOTO PEXHUMA U J103bI TTIIOKOKOPTHKOUIOB

o Tmoadop crnennuyeckoi Teparnuu B 3aBUCUMOCTH OT BUAA MyTalllH

o TMPBEACHHE XUPYPrUYECKUX  BMEIIATEILCTB IO  KOPPEKLUUU  CKOJIHO3a,
nedopMaluu CTOIBI, OTepaliii Ha aXWJIJIOBOM CYXOXKUIIUH,

o JIEYEHHUE OCTEOIopo3a

o0 YCTaHOBKAa racTpOCTOMBI
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o COCTOSIHUE, TpeOyIolee aKTUBHOTO JICYEHUS U KPYTJIIOCYTOYHOT'O MEAUIIMHCKOTO
HaOmoIeHus (HapacTaromias JbIXxaTellbHas HEAOCTaTOYHOCTh, HAPYIICHUS PUTMA

cepana);

o COCTOsSHHE, Tpe6YIOH_ICC IMPOBCACHUA BBICOKOTCXHOJOTMYHBIX MECTOAOB JICUCHUA

o} H€O6XOI[I/IMOCTL MPOBCACHHUA PA3JIMYHBIX BUAOB 3KCIICPTU3 UJIU O6CJICI[OBaHI/I$I B
MEIUIMHCKOW  OpraHM3allid TpPH HEBO3MOXXHOCTH MPOBEACHUS UX B
aMOyJIaTOPHBIX YCIOBUSAX, TPEOYIONIMX TUHAMHYECKOTO HAOIFOICHUS

o TlokazaHwus JJ1s1 SKCTPEHHOM TOCIUTATM3ANHN B MEIUIIMHCKYIO Opranu3aiuio [75]:
o ocTpble 3a0oyieBaHUsA, OOOCTPEHHUS XPOHHUYECKUX OOJe3HEeH, OTpaBlIeHUS WU

TPaBMbI, COCTOSIHHSA, TpeOylolMe HWHTEHCHUBHOW Tepanuu U TMepeBoja B
pPCaHUMAMOHHBIC OTACIICHHUA HJIW OTACIICHHUA WHTCHCUBHOM TCpaIinuu, a TaK¥XKE
KPYIJIOCYTOYHOTO MEIUIMHCKOTO HAOMIOACHUM M TPOBEIACHHS CIEIUATIbHBIX
BUJIOB OOCIIEZIOBAHUS U JICUCHUSI.

O CEpPbE3HBIE OCIIOKHEHUS CO CTOPOHBI CEPACHYHO-COCYIUCTON CUCTEMBI — KapIuT,
cepAeyHasl HeI0CTATOYHOCTb, APUTMUS

O CEpbE3HBIE OCIOXHEHUS CO CTOPOHBI PECHUPATOPHON CUCTPEMBI — TsKenas
ITHEBMOHHSI, aCTIHUpPaLUs, JbIXaTeIbHasl HEAOCTATOYHOCTh 2-3 CTENEHU

o TMEpeIOMbI KOCTEU

O HaAIIOYCYHHUKOBAs HEAOCTATOYHOCTD y ITalTECHTOB, IMPpUHHUMAIOMUX
[JIIOKOKOPTUKOCTEPOUIbI, Ha (DOHE JHMXOPAIKU, PBOTHI, TICHXOJIOTHYECKOTO

cTpecca Wi XHPYPrudecKoro BMenaTenbeTra. [2]

o  [loka3anus K BBINMKCKE MAIlMEHTA U3 MEAUIIUHCKOM opranu3anuu: [76]:

o OTCYTCTBHE YI'pO3bl )KM3HH MTALIUCHTA;

o OTCYTCTBHE YIpO3bl pa3BUTHS OCJIOKHEHHH, TPEOYIOIINX HEOTIOKHOI'O JICUEHUS;

o CTa0WIn3alusl COCTOSHUSI M OCHOBHBIX KJIMHHUKO-JJAOOPATOPHBIX IOKa3aTese
NaTOJIOTMYECKOr0 MPOLIEcca 0 OCHOBHOMY 3a00JICBaHHUIO;

o OTCYTCTBHE HEOOXOAMUMOCTH B IOCTOSIHHOM Bpaye€OHOM M KpPYIJIOCYTOYHOM
MEUIIUTHCKOM HaOII0IEHUH 110 OCHOBHOMY 3a00JIEBaHHUIO;

o HEoOXOIMMOCTH MepeBoja MalKueHTa B IPYT'YI0 MEAULMHCKYIO OpPraHU3aluio0 Ui

yUYpEeXICHUE CONMAIBLHOTO obecreyeHus [2]

7. JlonosHuTeAbHAsA MH(pOpManus (B TOM uncie (paKTOPbI, BIUSIOIIHE HA UCXO0/
3a00/1eBAHUSIUIIU COCTOSIHUS)
Pannss nuarnoctuka MJIJ] ¥ HasHadyeHHE Tepanuu MO3BOJISIET YIYYIIUTH IIPOTHO3 U
3aMeUTUTh MPOrpeccupoBaHue 3a00BIaHus. B HEKOTOPBIX CTpaHax paccMaTpUBaeTCsi BOIPOC O
BKJIIOYeHUH bII B mporpaMMbl MacCOBOr0 CKpUHUHIA HOBOPOKIEHHBIX
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Kpurepun oneHKH KayecTBa MeIUIIMHCKOH MOMOIIH

Kpurepun kavyectBa

Hasznaueno omnpenenenne ypoBHs K®OK ¢ menbro panHei Ha/uer
JTUArHOCTHKY 3a00JIeBaHUS

HazHaueHO MOJIEKYISIPHO-TEHETUYECKOE MCCIEIOBAHUE TI'eHa Ha/uer
DMD py1st noaTBepKACHMS TMarHo3a

IIpoBenena KOHCynbTallMs Bpada-HEBPOJIOra C  OLIEHKOU Ha/ner
HEBPOJIOTUYECKOTO  CTaTyca, MOTOPHBIX M KOIHUTUBHBIX
(GyHKLIMH HAa MOMEHT ITOCTAaHOBKHM JMarHo3a U Jajee He pexe,
yeM 1 pa3 B 6 MecsiiieB

[IpoBenena KoHCYNbTALAS Bpaya-reHETUKA MPU YCTAHOBIICHUS
muarnoza MJIZI/MJIb u B panpHeWmieM Ipu MOTPEOHOCTH
MALUEHTY

[Marmenty HazHaueHa Ttepanus ['K mocie 3aBepiieHue Ha/uer
€CTECTBEHHO Pa3BUTHSA, HO /10 HA4YAJa YracaHush MOTOPHBIX

byHKIMi

[Tannenty Ha3HaueHa MATOTCHETHYECKas TEpanus B Clydae Ha/ner
HaJIUNYHs TTOKa3aHUM JIJISl €€ UCTIOIb30BaHUs

BrimonHena anexktpokapauorpadus u sxokapauorpadus (¥ JNa/ner
MPT—cepana) HAa MOMEHT IMOCIAaHOBKM JHarHo3a M jaiee
KaxxJiple 12 mecsiues

[Ipn HEBO3MOXXHOCTH MPOBEACHUS 3XOKapauorpapuu mu3-3a
Y3KOrO  3XOKapauorpaguueckoro  OKHa M HaJIU4Yuu
KJIIMHAYECKUX NPOSABJICHHM CEPACYHOM  HEAOCTAaTOYHOCTH
npoBenena MPT cepaua

[Mamenty ¢ MJIJl nHasHauens! wuHrubutopsl AllD wmm Ha/net
Onokatopsl perentopoB anruoteHzuHa Il ¢ Bospacta 6 n;er
HE3aBUCHMO OT HaJU4Yusl NaTOJIOTMYECKUX TPOSBICHUNA CO
CTOPOHBI CEPAECYHO-COCYTUCTON CUCTEMBI

[Manmenty ¢ MJIJI/M/Ib Ha3HadyeHsl OeTa-aapeHOOIOKATOPHI
u/unu TUYPETUKHI u/unu OJIOKATOPBI peuenTopoB
MUHEPATKOPTUKOUIOB W/WJIM aHUTAPUTMHUYCCKAS Teparus Mpu
HAIMYUU TIOKa3aHUHI U OTCYTCTBHH MPOTUBOIOKA3aHUI

[MaruenTy Cc  OBICTPO  TPOTPECCUPYIOIIEH  cepledHOn
HenoctatoyHocThio J0 [II-IV  ¢yHkunoHanpHOro kiacca H
PE3UCTEHTHOCTBIO K IPOBOJMMOM TEpanmuu  OINpPEEICHBI
MOKa3aHUsl K MEXaHWYECKOM MOJAJepKKEe KpOBOOOpaIIECHUS
W/WIM TpaHCIUIAaHTAIMK cep/lia

BrinmonHeHo wHcclieqoBaHHE YPOBHA CBIBPOTOYHOI'O KaJlbIHA, I[a/HCT
(I)OC(bopa, Mardus, Kajius, KaJdbIM:, HccnegoBanue YPOBHA
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1,25-OH ButamunHa /| B KpOBM Ha MOMEHT OOCIEIOBaHUS U
nanee He pexe 1 pa3za B 12 mecsien

10

[Taumenty Ha3HaueHa Tepanusi BuTamMmuHoM D u mpenaparamu
KaJblUsl B Clly4ae BBIBICHHE UX JAepUIMUTa O MOJHOTO €ro
KYIUpPOBaHUSI.

JNla/uer

11

Bommonnena pentrenorpagus OOKOBOTO M MOSCHUYHOIO
OTJICJIOB IIO3BOHOYHMKAa HAa MOMEHT IIOCTAHOBKM JUarHo3a M
nanee He pexe | pasa B 2 roja , €ciiy MalMEHT HE MOJydaeT
tepanuto ['KC, u 1 paza B roj, ecinu MNalMeHT MOJTydaeT
tepanuto ['KC

Jla/Het

12

BrinmonneHo o6cneioBanysi MUHEPaibHON MIIOTHOCTU KOCTEH ¢
NPUMEHEHUEM JICHCUTOMETPUM Ha MOMEHT IOCTaHOBKHU
JMarHosa u jajiee He pexe 1 pasza B 2 rofa , eciid HalMeHT He
nonydyaer Tepanuio ['KC, u 1 pasa B roj, ecinu mHalUeHT
nosyuyaet Tepanuto ['KC

Jla/Het

13

HpOBCI{GHa KOHCYJIbTallus Bpada-opToIicaa C OCJIbIO
OIIPpCACIICHUA TAKTHUKH OHepaTHBHOﬁ n MCHHKaMeHTOSHOﬁ
KOppeKOounu B CJIy4YaC BbBIABICHUS IICPCIIOMOB, HAJIWYHA
OCTCOIIOpPO3a U IIPHU3HAKOB MOBBILICHHOM XPYHOKOCTU KOCTHOM
TKaHH, a TaKXKXC KOPPCKUOUHU BbIPAKCHHCTO HNCKPUBJICHUA
IMO3BOHOYHHKA U KOHTPAKTYP.

Jla/uer

14

Brimosnnena  ouenka <~ @BJ[  MeTogoM  COMPOMETPHH,
onpenenenue carypauu Op, ompeneieHue MapuuaIbHOTO
nasiienust CO, Ha MOMEHT OOCJeIOBaHUS W Jajiee, HauuHas C
paHHei HeaMOyJIaTOpHOM cTaiuu, He pexe 1 paza B 6 MecslieB

Jla/uer

15

Bemmonneno u3mepenne ®XKEJl, IIOC,,, Ha MOMEHT
oOcienoBaHusiu Jlanee, HauWHas C paHHeW amOylnaTopHOI
craauu, 1 pa3 B 12 mecsiien

JNa/uer

16

Brimonaena KOHCYJIbTAllMg Bpada-IyJIbMOHOJIOTa HA MOMCHT
MOCTAaHOBKM JMAarHO3a W jajiee He pexe | pa3a B 12 mecsies,
HAuMHAA C MO3IHEH aMOyIaTOpHOHM CcTaauu, U He pexe 1 pa3a B
6 Mecs1eB, HAUMHAas C paHeell HeaMOyIaTOPHOU CTaauH

Jla/aet

43




10.

11.

12.

13.

14.

15.

16.

17.

Chnucok JimTeparypbl

Bushby K, Finkel R, Birnkrant DJ, et al. Diagnosis and management of Duchenne muscular
dystrophy, part 1: diagnosis, and pharmacological and psychosocial management. Lancet
Neurol. 2010;9:77-93.

Birnkrant DJ, Busby K, Bann CM, et al. Diagnosis and Management of Duchenne Muscular
Dystrophy, Part 1: Diagnosis, and Neuromuscular, Rehabilitation, Endocrine, and
Gastrointestinal and Nutritional Management. Lancet Neurol. 2018 Mar;17(3):251-267.
Emery AEH, Muntoni F, Quinlivan R. Duchenne Muscular Dystrophy. 4th ed. Oxford, UK:
Oxford University Press; 2015.

Ferlini, A.; Neri, M.; Gualandi, F. The medical genetics of dystrophinopathies: Molecular
genetic diagnosis and its impact on clinical practice. Neuromuscul. Disord. 2013, 23, 4-14.
Blake DJ, Weir A, Newey SE, Davies KE. Function and genetics of dystrophin and
dystrophin-related proteins in muscle. Physiol Rev. 2002;82:291-329.

Jones H, De Vivo DC, Darras BT. Neuromuscular disorders of infancy, childhood and
adolescence. A clinician's approach. Oxford: Butterworth-Heinemann; 2003

Tay SK, Ong HT, Low PS. Transaminitis in Duchenne's muscular dystrophy. Ann Acad Med
Singapore 2000;29:719-22.

Perloff JK. Cardiac rhythm and conduction in Duchenne's muscular dystrophy: A prospective
study of 20 patients. J Am Coll Cardiol 1984;3:1263-8. Back to cited text no. 3

Chenard AA, Becane HM, Tertrain F, de Kermadec JM, Weiss YA. Ventricular arrhythmia
in Duchenne muscular dystrophy: Prevalence, significance and prognosis. Neuromuscul
Disord 1993;3:201-6.

Phillips MF, Quinlivan RC, Edwards RH, Calverley PM. Changes in spirometry over time as
a prognostic marker in patients with Duchenne muscular dystrophy. Am J Respir Crit Care
Med 2001;164:2191-4. Back to cited text no. 6

Rideau Y, Jankowski LW, Grellet J. Respiratory function in the muscular dystrophies.
Muscle Nerve 1981;4:155-64. Back to cited text no. 7

Baydur A, Gilgoff I, Prentice W, Carlson M, Fischer DA. Decline in respiratory function and
experience with long-term assisted ventilation in advanced Duchenne's muscular dystrophy.
Chest 1990;97:884-9. Back to cited text no. 8

Inkley SR, Oldenburg FC, Vignos PJ Jr. Pulmonary function in Duchenne muscular
dystrophy related to stage of disease. Am J Med 1974;56:297-306.

Suresh S, Wales P, Dakin C, Harris MA, Cooper DG. Sleep-related breathing disorder in
Duchenne muscular dystrophy: Disease spectrum in the paediatric population. J Paediatr
Child Health 2005;41:500-3.

Leibowitz D, Dubowitz V. Intellect and behaviour in Duchenne muscular dystrophy. Dev
Med Child Neurol 1981;23:577-90. Back to cited text no. 16

Cotton S, Voudouris NJ, Greenwood KM. Intelligence and Duchenne muscular dystrophy:
Full-scale, verbal and performance intelligence quotients. Dev Med Child Neurol
2001;43:497-501. Back to cited text no. 17

Anderson JL, Head Sl, Rae C, Morley JW. Brain function in Duchenne muscular dystrophy.
Brain 2002;125:4-13.

44



18.

19.

20.

21.

22.

23.

24.

25.

26.

217.

28.

29.

30.

31.

32.

33.

34.

35.

Smith AD, Koreska J, Moseley CF. Progression of scoliosis in Duchenne muscular
dystrophy. J Bone Joint Surg Am 1989;71:1066-74

McDonald DG, Kinali M, Gallagher AC, Mercuri E, Muntoni F, Roper H, et al . Fracture
prevalence in Duchenne muscular dystrophy. Dev Med Child Neurol 2002;44:695-8. Back to
cited text no. 26

Larson CM, Henderson RC. Bone mineral density and fractures in boys with Duchenne
muscular dystrophy. J Pediatr Orthop 2000;20:71-4
Bushby K, Finkel R, Birnkrant DJ, et al. Diagnosis and management of Duchenne muscular
dystrophy, part 2: implementation of multidisciplinary care. Lancet Neurol 2009; published
online Nov 30. DOI:10.1016/S1474-4422(09)70272-8.
Rivier F., Meyer P., Walther-Louvie U. et al. BpoxeHHble MbIlIIe4HbIC TUCTPODUN:
KIaccudukanus u nuaraoctuka. Hepsao-mbimeunsie 6onesan 2014;1;6—20.
Ryder S, Leadley RM, Armstrong N, et al. The burden, epidemiology, costs and treatment
for Duchenne muscular dystrophy: an evidence review. Orphanet J Rare Dis. 2017 Apr
26;12(1):
Yiu EM, Kornberg AJ. Duchenne muscular dystrophy. J Paediatr Child Health. 2015
Aug;51(8):759-64
Romitti PA et al. Prevalence of Duchenne and Becker muscular dystrophies in the United
States. Pediatrics. 2015;135(3):513-521,
Mah JK et al. A systematic review and meta-analysis on the epidemiology of Duchenne and
Becker muscular dystrophy. Neuromuscul Disord. 2014;24(6):482—-491,;
Moat SJ et al. Newborn bloodspot screening for Duchenne muscular dystrophy: 21 years
experience in Wales (UK). Eur J Hum Genet. 2013;21(10):1049-53.)
Fayssoil A, Abasse S, Silverston K. Cardiac Involvement Classification and Therapeutic
Management in Patients with Duchenne Muscular Dystrophy. J Neuromuscul Dis.
2017;4(1):17-23.
Song TJ, Lee KA, Kang SW, Cho H, Choi YC. Three cases of manifesting female carriers in
patients with Duchenne muscular dystrophy. Yonsei Med J. 2011;52(1):192-195.
doi:10.3349/ymj.2011.52.1.192
Rutkove SB, Kapur K, Zaidman CM, et al. Electrical impedance myography for assessment
of Duchenne muscular dystrophy. Ann Neurol. 2017 May;81(5):622-632Matsumura T. Beta-
blockers in Children with Duchenne Cardiomyopathy. Rev Recent Clin Trials. 2014;9(2):76-
81.
Sbrocchi AM, Rauch F, Jacob P, et al. The use of intravenous bisphosphonate therapy to treat
vertebral fractures due to osteoporosis among boys with Duchenne muscular
dystrophy.Osteoporos Int 2012; 23: 2703-11. ;
Allington N, Vivegnis D, Gerard P. Cyclic administration of pamidronate to treat
osteoporosis in children with cerebral palsy or a neuromuscular disorder: a clinical study.
Acta Orthop Belg 2005;71: 91-97
Wood CL, Cheetham TD, Guglieri M, et al. Testosterone treatment of pubertal delay in
Duchenne muscular dystrophy.Neuropediatrics 2015; 46: 371-76.
Manzur AY, Kuntzer T, Pike M, Swan A. Glucocorticoid corticosteroids for Duchenne
muscular dystrophy. Cochrane Database Syst Rev 2008; 1: CD003725.
Moxley RT 3rd, Ashwal S, Pandya S, et al. Practice parameter: corticosteroid treatment of
Duchenne dystrophy: report of the Quality Standards Subcommittee of the American

45



36.

37.

38.

39.

40.

41.

42.

43.

44,

45.

46.

47.

48.

49.

50.

Academy of Neurology and the Practice Committee of the Child Neurology Society.
Neurology 2005; 64: 13-20.

Eugenio Mercuri, Francesco Muntoni, Andrés Nascimento Osorio et al.Safety and
effectiveness of ataluren: comparison of results from the STRIDE Registry and CINRG
DMD Natural History Study. J Comp Eff Res 2020 Apr;9(5):341-360.

Gloss D., Moxley R.T. 3rd, Ashwal S. et al. Practice guideline update summary:
Corticosteroid treatment of Duchenne muscular dystrophy: report of the Guideline
Development Subcommittee of the American Academy of Neurology. Neurology. 2016;
86(5): 465-72. DOI: 10.1212/WNL.0000000000002337

Nicolas Deconinck, Nathalie Goemans. Management of Neuromuscular Disorders in
Children: A Multidisciplinary Approach to Management. July 2019. Mac Keith Press. 1st
Edition, p. 166-187. ISBN: 9781911612087

Birnkrant DJ, Bushby K, Bann CM, et al. DMD Care Considerations Working Group.
Diagnosis and management of Duchenne muscular dystrophy, part 2: respiratory, cardiac,
bone health, and orthopaedic management. Lancet Neurol. 2018 Apr;17(4):347-361.
Birnkrant DJ, Bushby K, Bann CM, et al. DMD Care Considerations Working Group.
Diagnosis and management of Duchenne muscular dystrophy, part 3: primary care,
emergency management, psychosocial care, and transitions of care across the lifespan.
Lancet Neurol. 2018 May;17(5):445-455.

Ciafaloni E, Fox DJ, Pandya S, et al. Delayed diagnosis in Duchenne muscular dystrophy:
data from the Muscular Dystrophy Surveillance, Tracking, and Research Network (MD
STARnet). J Pediatr 2009;155: 380-85.

Sansovi¢ I, Barisi¢ I, Dumi¢ K. Improved detection of deletions and duplications in the DMD
gene using the multiplex ligation-dependent probe amplification (MLPA) method. Biochem
Genet 2013; 51: 189-201.

Ankala A, da Silva C, Gualandi F, et al. A comprehensive genomic approach for
neuromuscular diseases gives a high diagnostic yield. Ann Neurol 2015; 77: 206-14.
Birnkrant DJ, Bushby KM, Amin RS, et al. The respiratory management of patients with
Duchenne muscular dystrophy:a DMD care considerations working group specialty article.
Pediatr Pulmonol 2010; 45: 739-48.

Finder JD, Birnkrant D, Carl J, et al. Respiratory care of the patient with Duchenne muscular
dystrophy: ATS consensus statement. Am J Respir Crit Care Med 2004; 170: 456-65.
Polavarapu K, Manjunath M, Preethish-Kumar V, et al. Muscle MRI in Duchenne muscular
dystrophy: Evidence of a distinctive pattern. Neuromuscul Disord. 2016 Nov;26(11):768-774
Ma J, McMillan HJ, Karaguzel G, et al. The time to and determinants of first fractures in
boys with Duchenne muscular dystrophy. Osteoporos Int 2017; 28: 597-608.

McDonald CM, Henricson EK, Han JJ et al. The 6-minute walk test as a new outcome
measure in Duchenne muscular dystrophy. Muscle Nerve. 2010 Apr;41(4):500-10
McDonald CM. Timed function tests have withstood the test of time as clinically meaningful
and responsive endpoints in duchenne muscular dystrophy. Muscle Nerve. 2018
Nov;58(5):614-617

Henricson E, Abresch R, Han JJ, et al. The 6-minute walk test and person-reported outcomes
in boys with Duchenne muscular dystrophy and typically developing controls: longitudinal
comparisons and clinically-meaningful changes over one year. PLoS Curr 2013; 5.

46



51.

52.

53.

54.

55.

56.

57.

58.

59.

60.

61.

62.

63.

64.

65.

66.

67.

68.

69.

McDonald CM, Henricson EK, Abresch RT, et al. The 6-minute walk test and other
endpoints in Duchenne muscular dystrophy: longitudinal natural history observations over 48
weeks from a multicenter study. Muscle Nerve 2013; 48: 343-56.

Pandya S, Florence JM, King WM, et al. Reliability of goniometric measurements in patients
with Duchenne muscular dystrophy. Phys Ther. 1985 Sep;65(9):1339-42

McDonald CM, Campbell C, Torricelli RE, et al. Clinical Evaluator Training Group; ACT
DMD Study Group. Ataluren in patients with nonsense mutation Duchenne muscular
dystrophy (ACT DMD): a multicentre, randomised, double-blind, placebo-controlled, phase
3 trial. Lancet. 2017 Sep 23;390(10101):1489-1498.

Finkel RS, Flanigan KM, Wong B, et al. Phase 2a study of ataluren-mediated dystrophin
production in patients with nonsense mutation Duchenne muscular dystrophy. PL0oS One.
2013 Dec 11;8(12):e81302

WMHcTpyKus 110 MEAUIIMHCKOMY IIPUMEHEHUIO JIEKAPCTBEHHOrO Ipenapara « I'panciapHa»
Kinnett K, Noritz G. The PJ Nicholoff Steroid Protocol for Duchenne and Becker muscular
dystrophy and adrenal suppression. PLoS Curr 2017; 9

McNally EM, Kaltman JR, Benson DW, et al. Contemporary cardiac issues in Duchenne
muscular dystrophy. Working Group of the National Heart, Lung, and Blood Institute in
collaboration with Parent Project Muscular Dystrophy. Circulation 2015; 131: 1590-98.
Institute of Medicine. Dietary reference intakes for calcium and vitamin D. Ross AC, Taylor
CL, Yaktine AL, Valle HBD, eds.Washington, DC: The National Academies Press, 2011.
Bhasin S, Cunningham GR, Hayes FJ, et al. Testosterone therapy in men with androgen
deficiency syndromes: an Endocrine Society clinical practice guideline. J Clin Endocrinol
Metab 2010; 95: 2536-59.

Institute of Medicine. Dietary reference intakes—the essential guide to nutrient requirements.
Washington, DC: The National Academies Press, 2006.

Martigne L, Seguy D, Pellegrini N, et al. Efficacy and tolerance of gastrostomy feeding in
Duchenne muscular dystrophy.Clin Nutr 2010; 29: 60—64.

McKim DA, Katz SL, Barrowman N, Ni A, LeBlanc C. Lung volume recruitment slows
pulmonary function decline in Duchenne muscular dystrophy. Arch Phys Med Rehabil 2012;
93:1117-22.

Stehling F, Bouikidis A, Schara U, Mellies U. Mechanical insufflation/exsufflation improves
vital capacity in neuromuscular disorders. Chron Respir Dis 2015; 12: 31-35.

Chiou M, Bach JR, Jethani L, Gallagher MF. Active lung volume recruitment to preserve
vital capacity in Duchenne muscular dystrophy. J Rehabil Med 2017; 49: 49-53.

Bianchi C, Baiardi P. Cough peak flows: standard values for children and adolescents. Am J
Phys Med Rehabil 2008; 87: 461-67.

Szeinberg A, Tabachnik E, Rashed N, et al. Cough capacity in patients with muscular
dystrophy. Chest 1988; 94: 1232-35.

LoMauro A, Romei M, D’Angelo MG, Aliverti A. Determinants of cough efficiency in
Duchenne muscular dystrophy. Pediatr Pulmonol.2014; 49: 357-65.

Archer JE, Gardner AC, Roper HP, Chikermane AA, Tatman AJ. Duchenne muscular
dystrophy: the management of scoliosis. J Spine Surg 2016; 2: 185-94.

Alexander WM, Smith M, Freeman BJ, Sutherland LM, Kennedy JD, Cundy PJ. The effect
of posterior spinal fusion on respiratory function in Duchenne muscular dystrophy. Eur Spine
J 2013; 22: 411-16.

47



70. Takaso M, Nakazawa T, Imura T, et al. Surgical management of severe scoliosis with high
risk pulmonary dysfunction in Duchenne muscular dystrophy: patient function, quality of life
and satisfaction. Int Orthop 2010; 34: 695-702.

71. Pardo AC, Do T, Ryder T, Meyer A, Miles L, Wong BL. Combination of steroids and ischial
weight-bearing knee ankle foot orthoses in Duchenne’s muscular dystrophy prolongs
ambulation past 20 years of age—a case report. Neuromuscul Disord 2011; 21: 800-02.

72. Garralda ME, Muntoni F, Cunniff A, Caneja AD. Knee-ankle-foot orthosis in children with
Duchenne muscular dystrophy: user views and adjustment. Eur J Paediatr Neurol 2006; 10:
186-91.

73. Abresch RT, Carter GT, Han JJ, McDonald CM. Exercise in neuromuscular diseases. Phys
Med Rehabil Clin N Am 2012; 23: 653-73.

74. Alemdaroglu I, Karaduman A, Yilmaz OT, Topaloglu H.Different types of upper extremity
exercise training in Duchenne muscular dystrophy: effects on functional performance,
strength, endurance, and ambulation. Muscle Nerve 2015;51: 697-705.

75. Birnkrant DJ, Bushby K, Bann CM, DMD Care Considerations Working Group. Diagnosis
and management of Duchenne muscular dystrophy, part 3: primary care, emergency
management, psychosocial care, and transitions of care across the lifespan. Lancet Neurol.
2018 May;17(5):445-455.

76. Wood CL, Straub V, Guglieri M, Bushby K, Cheetham T. Short stature and pubertal delay in
Duchenne muscular dystrophy.Arch Dis Child 2016; 101: 101-06.

77. Bianchi ML, Biggar D, Bushby K, Rogol AD, Rutter MM, Tseng B. Endocrine aspects of
Duchenne muscular dystrophy. Neuromuscul Disord 2011; 21: 298-303

78. West NA, Yang ML, Weitzenkamp DA, et al. Patterns of growth in ambulatory males with
Duchenne muscular dystrophy. J Pediatr 2013; 163: 1759-63.e1.

79. Lohman TG, Roche AF, Martorell R. Anthropometric standardization reference manual.
Champaign, IL: Human Kinetic Books, 1988.

80. Cummings EA, Ma J, Fernandez CV, et al. Incident vertebral fractures in children with
leukemia during the four years following diagnosis. J Clin Endocrinol Metab 2015; 100:
3408-17.

81. Christiansen BA, Bouxsein ML. Biomechanics of vertebral fractures and the vertebral
fracture cascade. Curr Osteoporos Rep 2010;8: 198-204.

82. Hayes J, Veyckemans F, Bissonnette B. Duchenne muscular

dystrophy: an old anesthesia problem revisited. Paediatr Anaesth 2008; 18: 100-06.

83. Feingold B, Mahle WT, Auerbach S, Clemens P, Domenighetti AA, Jefferies JL, Judge DP,
Lal AK, Markham LW, Parks WJ, Tsuda T, Wang PJ, Yoo SJ. Management of Cardiac
Involvement Associated With Neuromuscular Diseases: A Scientific Statement From the
American Heart Association. Circulation. 2017 Sep 26; 136 (13): 200-231. doi:
10.1161/CIR.0000000000000526

84.I'pozaoBa O.C., Bnomasenr JI.B., AptembeBa C.b. IlopaxeHwe cepaeqHO-COCYAUCTOM
CHCTEMBl TP TPOrpecCUpyrolield  MbImeyHod auctpoduu  JlromeHHa: 0COOCHHOCTH

48



MUarHOCTHKH, HaOmoaeHus u yeuenus. [lenuarpus. XKypuan umenn I .H.Cnepanckoro 2020;
1.99, Ne3, 95-102.

85.McNally EM, Kaltman JR, Woodrow Benson D, Canter CE, Cripe LH, Duan D, Finder JD,
Hoffman EP, Judge DP, Kertesz N, Kinnett K, Kirsch R, Metzger JM, Pearson GD, Rafael-
Fortney JA, Raman SV, Spurney CF, Targum SL, Wagner KR, Markham LW. Contemporary
Cardiac Issues in Duchenne Muscular Dystrophy. Circulation. 2015 May 5; 131 (18): 1590-
1598. doi: 10.1161/CIRCULATIONAHA.114.015151.

86. I'poznoBa O.C., Yeuypo B.B. Jleuenune kapauomMuonatuii y OOJIBHBIX MPOTPECCUPYIOIIHMMHI
MBIIIEYHBIMU JucTpodusiMu. Poccuiickuii BecTHUK mepuHarosioruu u neguatpuu. 2011. T. 56.
Ne 2. C. 58-62.

87. Matsumura T. Beta-blockers in Children with Duchenne Cardiomyopathy. Rev. Recent Clin.
Trials. 2014; 9 (2): 76-81.

88.Mavrogeni SlI, Markousis-Mavrogenis G, Papavasiliou A, Papadopoulos G, Kolovou G.
Cardiac Involvement in Duchenne Muscular Dystrophy and Related Dystrophinopathies.
Methods Mol. Biol. 2018; 1687: 31-42. doi: 10.1007/978-1-4939-7374-3.

89. Morgan TM, Burnette WB, Markham LW. Correlation of heart rate and cardiac dysfunction
in Duchenne muscular dystrophy. Pediatr. Cardiol. 2012; 33: 1175-1179. doi: 10.1007/s00246-
012-0281-0.

90. Ponikowski P, Voors AA, Anker SD, Bueno H, Cleland JGF, Coats AJS, Falk V, Gonzalez-
Juanatey JR, Harjola VP, Jankowska EA, Jessup M, Linde C. Nihoyannopoulos P, Parissis JT,
Pieske B, Riley JP, Rosano GMC, Ruilope LM, Ruschitzka F, Rutten FH, van der Meer P. 2016
ESC Guidelines for the diagnosis and treatment of acute and chronic heart failure: The Task
Force for the diagnosis and treatment of acute and chronic heart failure of the European Society
of Cardiology (ESC) Developed with the special contribution of the Heart Failure Association
(HFA) of the ESC. Eur. Heart J. 2016; 14; 37 (27): 2129-2200. doi: 10.1093/eurheartj/ehw128.
91. Raman SV, Hor KN, Mazur W, Halnon NJ, Kissel JT, He X, Tran T, Smart S, McCarthy B,
Taylor MD, Jefferies JL, Rafael-Fortney JA, Lowe J, Roble SL, Cripe LH. Eplerenone for early
cardiomyopathy in Duchenne muscular dystrophy: a randomised, double-blind, placebo-
controlled trial. Lancet Neurol. 2015 Feb; 14 (2): 153-161. doi: 10.1016/S1474-4422(14)70318-
7.

92. Hunt SA, Abraham WT, Chin MH, Feldman AM, Francis GS, Ganiats TG, Jessup M,
Konstam MA, Mancini DM, Michl K, Oates JA, Rahko PS, Silver MA, Stevenson LW, Yancy
CW, Antman EM, Smith SCJr, Adams CD, Anderson JL, Faxon DP, Fuster V, Halperin JL,
Hiratzka LF, Jacobs AK, Nishimura R, Ornato JP, Page RL, Riegel B. American College of
Cardiology, American Heart Association Task Force on Practice Guidelines, American College
of Chest Physicians, International Society for Heart and Lung Transplantation, Heart Rhythm
Society ACC/AHA 2005 guideline update for the diagnosis and management of chronic heart
failure in the adult: a report of the American College of Cardiology/American Heart Association
Task Force on Practice Guidelines (Writing Committee to Update the 2001 Guidelines for the
Evaluation and Management of Heart Failure): developed in collaboration with the American
College of Chest Physicians and the International Society for Heart and Lung Transplantation:
endorsed by the Heart Rhythm Society. Circulation. 2005; 112: e154-235.

93. I'pozaoBa O.C., TpeneBa M.C. IlpumeHeHHE WHTHOMTOpAa aHTHOTEH3UHIIPEBPAIIAIOIIETO
depmenta u P-OmokaTopa y OonbHBIX Muonaruei JliomeHHa B JJIMTEIHHOM KaTaMHE3e.
Poccuiickuii BecTHUK nepuHaTonoruu u nexuatpun. 2012. T. 57. Ne 4-1. C. 87-809.

94. Pynenxo J.W., IlozmusikoB A.B., CycnoB B.M. Meroasl BHU3yalnu3alud MbIIICYHON

49



nuctpoduu Jromenna (muTeparypHsiii 0030p) // Mexaynap. HeBpod. xxypH.; MHX. 2017. Ne2
(88). URL.: https://cyberleninka.ru/article/n/metody-vizualizatsii-myshechnoy-distrofii-
dyushenna-literaturnyy-obzor (1ara obparnienus: 26.06.2021).

50



Ipuaoxenne Al. CoctaB padoyeil rpynnbl o pa3padoTkKe U NepecMOTPY KIMHUYECKHX
pexoMeHxanui

1. AprembeBa CBernaHa bpoHuciaaBoBHa — HEBpOJIOT, 3aBeAyIOLIas OTACICHUEM
ncuxoHespojorun  u  smwienrtoinorun  OCII  HaywyHo-uccienoBaTenbeKuil
KIMHU4Yeckuil uHcTUTYT neauarpuu uM. 0. E. Bensrumesa ®I'AOY BO «PHUMY
M. HU.IIMPOI'OBA» M3 P®, kanauaat Mea. HayK

2. benoycoBa Enena  /IMuTpueBHa —  HEBPOJOr, 3aBEIylOIIas  OTIEIOM
ncuxoneBpojgornn ¥ snunentoinorun  OCII HaywyHo-uccrienoBarenbCKuil
KIMHUYecKui uHCTUTYT neauatpun uM. HO.E. Benptumesa ®I'AOY BO «PHUMY
M. HU.ITMPOTI'OBA» M3 PO, nokTop men. Hayk, ipodeccop

3. Bropasen JImutpuii BmagumupoBHY, HEBPOJIOT, CTApIIUN HAy4YHBIH COTPYIHHUK
ornena ncuxoHeBposioruu u snunentronorun OCII HaywyHo-uccnenoBaTenbcKuil
KiuHU4Yeckuil nHetuTyT neauarpuu uM. FO.E. Bensrumesa ®I'AOY BO «PHUMY
M. HU.ITNPOI'OBA» M3 P®, kanauaar Mea. Hayk

4. T'y3eBa Banentuna lBaHoBHa — HEBpOJIOT, 3aBenyromias Kadeapoil HEBPOJIOTHUH,
Helipoxupyprun U meaunuHckod reHetuku PI'BOY BO Cankrt-lletepOyprekuii
rOCyJapCTBEHHBIN MeAUAaTPUUYECKUN MEIULIMHCKUNA YHUBEPCUTET, TIOKTOP MEJI. HAYK,
npodeccop, wieH-koppecnoHaeHT Poccuiickoit Axagemuu  EctecTBo3HaHwus,
['naBHbIN BHemITaTHBIN cieruanuct M3 POD.

5. Kyues Cepreit MBanoBuu — reneruk, nupekrop ®I'BHY Menauko-renernueckuii
HayuyHbld 1eHTp uMeHu akaaemuka H.II. BoukoBa, 3aBemyrommii kadenpoit
MouieKyJispHON M KieTouHoi reHetukn GI'BOY BO «Poccuiickuii HallMOHANIbHBIN
HCCIIEI0BATENILCKUM MeAMIMHCKUM yHUBepcuTeT uMenu H.M.IIuporosa» Munsapasa
Poccun, n.M.H., unen-koppecnonneHT PAH, rnaBHbI BHEITAaTHBIA CHEIUAIHUCT IO
MEeIUIMHCKON renetuke MuHn3apaBa Poccun, npeacenarens dtudeckoro Komurera
Mun3apasa Poccun, npe3nieHT Acconuanuyu MEIUIMHCKUX TeHeTUKOB Poccun.

6. IlomskoB Anekcanap BmamgumupoBuy — reHeTHK, 3aBenyromuil sabopartopueii JJHK
nuarHoctukn @I'BHY Menuko-reHeTu4eckuii Hay4dHbld LEHTP MMEHH aKaJeMHKa
H.IT. boukoga, wien-koppecnonnent PAH, 1.6.H., mpodeccop.

7. bapanoB A.A. akan. PAH, mnpodeccop, aA.M.H.; moueTHwsli mnpe3uaeHT Coro3a
neauatpoB Poccun, copetHuk pykoBoautenss HUW nenuaTpuun m oxpaHbl 370pOBbs
nereit LIKb PAH, npodeccop kadeapsl neauarpum MU JIETCKOH PEBMATOJIOTHH
OI'AOY «llepBeiit MI'MYVY um. U.M. CeuenoBa» Munszapasa Poccuu (CeueHOBCKUI
YHuBepcUTET), TJIaBHBIN BHEIITATHBIN cieluanuct neauatp Munsapasa Poccun

8. Hawmazopa-bapanosa JI.C. akan. PAH, mpodeccop, mam.H., npesuaeHt Coro3a
nequatpoB  Poccum; mact-mpesunent EPA/UNEPSA; pykoBomutens HUU
neauatpu U oxpanbl 310poBbs  geret LIKb PAH, 3aBeayromas kadenpoii
dakyapTeTCKOU TmenuaTpuu neauatpudeckoro ¢akynpreta ®I'BOY BO «PHUMY
uMm. H.W. IluporoBa» MunsnpaBa Poccuu, TriaBHBIM BHEIUTATHBIM JETCKUI
CHEIHUANUCT Mo IpoduIakTuIeckor Mmeaunrae Mun3apasa Poccun

9. Bamakmame H./J.,, n.M.H.,, pykoBoAWTenb oTAena opdaHHBIX Oone3Hed U
npoQUIaKTUKA HHBATUAU3UpYIOMUX 3a0oneBanuit HUM neamatpumt u OXpaHbI
3nopoBbsi  nereit LIKb PAH mnpodeccop xadenps dakynbTeTckoll mneauaTpuu
neauarpudeckoro ¢akynprera ®I'bOY BO «PHUMY wum. H.U. Iluporosan
Mun3snpasa Poccnn, winen Coro3a nenuarpos Poccnn
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10. BumnéBa Enena AumnekcaHapoBHa, .M.H., 3aMecTHTelb pykoBoautens HUU
nenuaTpud U oxpansl 3710poBba gereil LIKb PAH MwunoOpHayku mo HayuyHOU
pabore, mpodeccop Kadeapbl (HaKyIbTETCKOW MEIUATPUU MEAUATPUICCKOTO
daxynsrera PI'BOY BO «PHUMY um. H.M. ITuporosa» Munzapasa Poccun, uien
Coro3a nneguatpoB Poccun

11. Xypkosa H.B., k.M.H., Beaymui Hay4dHblid coTpyauuk HUUW nemuatpum u oxpaHsl
3nopoBbs nereil LIKb PAH, unen Coro3a nenuarpoB Poccum, uneH Acconuanuu
MEIUITMHCKUX reHeTUKOB (AMI')

12. CmvuproBa O.5I. — Bpay-TEHETHK, CTApIIMH HAyYHBIA COTPYIHUK OTIENA
CTaHJIAPTHU3aLHUU U U3YYEHUsI OCHOB J0Ka3arenbHOW MeauuuHbel HUM nenuarpun n
oxpanbl 310poBbs nereit [IKb PAH, unen Coto3a nenuarpoB Poccun

13. ®enoceenko Mapuna BnaaucinaBoBHa, K.M.H., 3aBEeIyIOIIAs OTAEIOM pa3pabOTKH
HAayYHBIX MOAXOJOB K MMMYHHU3AllMM TAIMEHTOB C OTKJIOHEHUSIMH B COCTOSIHUU
3I0pPOBbSl M XPOHMUYECKUMHU OOJIE3HSIMH, BEAYUIMl HAy4yHBIH COTPYIHUK, Bpay-
nenuarp HUWM neauatpum m oxpanbl 310poBbsi aeteit [IKb PAH Munucrepcrsa
HAayKH © BbIiciiero oOpa3oBanus Poccuiickoit @enepauuu, TOLEHT Kadeapsl
dakynprerckoit neauatpun neguatpudeckoro Qaxkynsreta ®I'bOY BO «PHUMY
uM. H.W. ITuporosa» Munsapasa Poccun, unen Coroza neauarpos Poccun

14. barsimesa T.T. — npodeccop A.M.H., TJIaBHbII BHEIITATHIM IETCKUNA CIIELUAIKCT 110

MeauiHcKon peadunutanuu M3 P®, rinaBHbIN BHEIITATHBINA JETCKUM CHEITUATHCT
o HeBpousioruu /I3 r. Mockssl, aupextop I'bY3 HIILL JII JI3M, 3aciyxeHHBbIi1 Bpau
P®, 3aBemyromas kadenpoit HEBpOJOruH, (U3MUECKOH U peabuIUTalMOHHON
MeIuIMHbI AeTckoro Bozpacta ®HMO PYIH

15. beikoBa O.B. — a.m.H. 3aBenytomas HUUW ormemom T'BY3 HII AT [A3M,
npodeccop kabeapbl HEBPOIOTUH, (PU3MUECKONH U pPeadMIUTAIMOHHON METUITUHBI

nerckoro Bo3pacta PHMO PYIH

ABTOPBI MOATBEPKIAIOT OTCYTCTBUE (PMHAHCOBOU MOIIEPKKHU/KOH(PINKTAa HHTEPECOB, KOTOPHII
HE0OXO0aMMO 0OHAPOIOBATh.
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IMpuiaoxenne A2. MeToa0/10rusi pa3padoTky KJIMHUYECKUX PeKOMEHIalM i

HaCTOHH_II/Ie PECKOMCHAAINN MnpeaHa3Ha4YCHbI JJISL MMPUMCHCHUA MCECOAUIIUMHCKUMHN
OpraHu3alMsIMH U YUPEXKICHUSAMH (elepalibHbIX, TEPPUTOPHAIBHBIX W MYHHUIMIAIbHBIX
OpPraHOB YNpAaBJICHHUSA 3/PaBOOXPAHEHHEM, CHCTEM O0053aTeJIbHOTO U JO0OPOBOJIBHOTO
MCECOUIITUHCKOI'O CTpaxoBaHus, APpyrumMunu MCIUIMHCKUMU OopraHru3alusiMu PAa3JINIHBIX
OpPraHU3aIMOHHO-TIPABOBBIX (OPM JEATEIBHOCTH, HANpaBICHHOW Ha OKa3aHHWE MEIMIIMHCKON
MTOMOIIIH.

LlesieBasi ayINTOPHS AAHHBIX KINHUYECKUX PeKOMEH/IAIMIi:
Bpauu o61eit BpaueOHON MpaKTUKH (CEMEHbIe Bpayun);

Bpauu- neguatpsr;
Bpauu-tepanesTs;
Bpauu-renerukuy;
Bpauu-nabopaTopHble reHETUKH;
Bpauu-kapauonory;
Bpaun-gerckue kapauosory;
Bpauu- neBposnory;

©oNoe A WODNRE

Bpauu- penrrenonory;

-
©

Bpaun pyHKIIMOHAIBHON THAarHOCTUKY;

[
=

Bpaun-oTopuHOIApUHTOJIOTH;

[
n

MGILI/ILII/IHCKI/IG IICHUXOJIOTH,

-
w

Crynentsl MenuuuHCKux BY30B;
OOyyaronuecs B OpJuHATYpe U UHTEPHATYpE.

[
>

15.
Ta6auna 1.11Ikana onieHkH ypoBHEH nocToBepHOCTH JToka3aTenbeTs (Y /1)1t meronoB
JIMarHOCTUKY (JMarHOCTHUECKUX BMEIIATEIbCTB)

YA Pacun¢poska

1 Cuctematndeckue 0030pbl MCCIEAOBAaHUN C KOHTpOJIEM pe(epeHCHBIM METOIOM WU
CUCTEeMAaTUYECKUH 0030p paHAOMHU3UPOBAHHBIX KIMHUYECKUX HCCIEIOBAaHUN ¢
MPUMEHEHUEM MeTa-aHaan3a

2 OTnenbHbIE MCCIEIOBAHUS C KOHTPOJEM pepepeHCHBIM METOJOM WIN OTJeNIbHBIE
pPaHIOMHU3UPOBAHHbIE KIMHUYECKUE WCCIEAOBAaHUS U CHCTEMAaTHYeCKHe 0030phl
MCCIIEIOBaHUM JTH000r0 Ju3aiiHa, 3a UCKIIOYEHUEM PaHIOMU3UPOBAHHBIX KIMHUYECKUX
WCCJIEI0BAHMM, C IPUMEHEHHEM MeTa-aHaIn3a

3 HccnenoBanust 0€3 MOCIENOBATEIBHOTO KOHTPOJIS pPEe(PEPEeHCHBIM METOIOM HIIU
UCCIICIOBaHUS C pePEepeHCHBIM METOJIOM, HE€ SBJSIOIIMMCS HE3aBUCHUMBIM OT
HCCIIEYEMOT0 METOJa WM HEPAaHIOMU3MPOBAaHHBIE CPAaBHUTEIbHBIE MCCIIECIOBAHUS, B
TOM YHCJIE KOTOPTHBIE UCCIIEA0BAHUS

4 HCCpaBHI/ITCJ'IBHBIe HCCJIICAOBAHUS, OITMCAHUC KIIMHUYCCKOTO ClIydas

5 Nmeertcs nunib 000CHOBaHNE MEXaHU3Ma JCUCTBUS UM MHEHHE HKCIIEPTOB

Taéauna 2.11Ikana omeHKH ypoBHEH JOCTOBepHOCTH JToKazarenbeTB (Y /1)1 MeToioB
npoQUTAKTUKY, JIEUEeHUS U peabumuTanuu (MpoQuiIakTUIeCKuX, T1e9eOHbIX, peadrIUTAIIHOHHBIX
BMEIIATEIILCTB)
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YA Pacuu¢pposka

1 | Cucrematunueckuii 0630p PKU ¢ npumeHennem mMeta-aHanusa

2 | Ortnenpapie PKU m cucremaTwdeckue 0030pbI UCCIIENOBAHMN JTIOOOTO au3aiiHa, 3a
uckmouenneM PKU, ¢ npumenennem mera-aHannsa

3 HepaH,HOMI/I3I/Ip0BaHHBIe CpPaBHUTCIBHBIC UCCIIEAOBAHM:, B T.4. KOTOPTHBIC UCCIICAOBAaHNA

4 | HecpaBHUTENbHbBIE UCCIIEOBAHNSI, ONIMCAHUE KIMHUYECKOIO Ciydas WIH CEPUM CIIy4aes,
HCCIIEIOBAHUS «CIIy4aii-KOHTPOJIb)

5 | NUmeercs numb 0OOCHOBaHHWE MeEXaHHM3Ma JICHCTBUS BMEIIATEILCTBA (IOKIMHUYECKHEC
WCCIIE0BaHMS) MM MHEHHE SKCIIEPTOB

Tabauuma 3.1llkama omeHku ypoBHeH yoOeauTenbHOCTH pekomeHaarumii(YVYP) mis
METOJIOB NPO(MUIAKTUKU, ITUATHOCTHKH, JIEYeHHS U peaduwiaurauuu (mpouIaKTHYECKHX,
JTUATHOCTHYECKHX, JIEYCOHBIX, peaOMIINTAIIMIOHHBIX BMEIIATEIHCTR)

YYP Pacuu¢pposka

A CunpHast pexkoMeHJalus (Bce paccMarpuBaeMble KpuTepuu 3(P(HEKTUBHOCTH
(ucxompl) SBISIOTCS BaXXHBIMHM, BCE MHCCIEJOBAHUS MMEIOT BBICOKOE HIIU
YJIOBJIETBOPUTEIBHOE  METOJOJOIMYECKOe  KauyecTBO, HMX  BBIBOABI IO
MHTEPECYIOIINUM HCX0J1aM SIBJIIIOTCS COITIaCOBAHHBIMMU )

B VYcnoBHas pekoMmeHaalus (He BCe paccMaTpuBaeMble Kputepuu 3((HeKTHBHOCTH
(McXOmpl) SIBISIOTCS BaXXHBIMHU, HE BCE HCCIEIOBAaHUS HMEIOT BBICOKOE WIIH
YIOBJICTBOPUTEILHOE METOAOJIOTHYECKOe KadeCTBO W/WIM WX BBIBOJBI IO
WHTEPECYIOIINM HCXOaM HE SIBJISIOTCS COTVIACOBAHHBIMH )

C Cnabast pekoMeHganus (OTCYTCTBUE JOKA3aTENbCTB HAJJIEKAIIEro KayecTBa (Bce
paccmaTpuBaeMble Kputepuu 3(OPEKTUBHOCTH (MCXOJbI) SBISIOTCS HEBAKHBIMU,
BCE UCCIICAOBAHUS MMCIOT HU3KO€ METOAOJIOTHYECKOE KAaueCTBO M MX BEIBOJBI 1O
WHTEPECYIOIIUM UCX0JIaM HE SBIISIOTCS COTJIACOBAHHBIMH )

IMopsiiok 00HOBJIEHUS KIMHUYECKUX PEeKOMEHIAH.

Mexanu3m  OOHOBIIEHHS  KIMHUYECKUX  PEKOMEHJAIMWA  MpeaycMaTpuBaeT  UX
CHCTEMaTUYECKYIO aKTyaJu3alMI0 — HE PEXKE YeM OJMH pa3 B TPU I'0J1a,a TAKXKE MPHU MOSBICHUHU
HOBBIX JTaHHBIX C ITO3MIMHU JIOKA3aTE€JIbHOW MEIMIIMHBI 110 BONPOCAM JAUArHOCTHUKH, JICUCHHS,
npoQUIaKTUKA U peabuiauTalud KOHKPETHBIX 3a00NieBaHUM, HAIMYMM OOOCHOBAaHHBIX
JOTIOTHEHUI/3aMeuanuil Kk panee yrBepkaéHHbiM KP, HO He yaie 1 pa3a B 6 MecsIieB.

IIpnaoxenne A3. CnpaBo4Hble MaTepHAJIbl, BKIKYasi COOTBETCTBHE MOKA3AHUI K
NPUMEeHEHUI0 U MPOTUBONOKA3aHUIA, CIOCO00B NPUMEHEHHUS U /103 JIEKAPCTBEHHbBIX
NnpenapaTroB, HHCTPYKUMHU M0 MPUMEHEHH IO JIEKAPCTBEHHOT0 Mpenapara

1. ®enepanpubrii 3akoH "OO OCHOBaxX OXpaHbl 370pPOBbA TpakaaH B Poccuiickoi
Oenepanun" (N 323-d3 ot 21.11.2011).

2. Tlocranosnenue [IpaBurensctBa PD ot 30 uronsg 1994 r. N 890 "O rocynapcTBeHHOM
MO/IEPKKE PA3BUTHST MEAUITUHCKON MTPOMBIITUICHHOCTH U YIIYYIIEHUH 00CCTICUCHHS
HaceJICHUS U YUPESKICHUH 3IpaBOOXPAHCHUS JICKAPCTBEHHBIMH CPEJICTBAMH U
U3JIeTUSIMU METUITUHCKOTO Ha3HaUYeHUA" (C U3MEHEHUSIMHU U IOTIOTHEHUSIMH )

3. Tlopsaok oka3aHHsI METUITUHCKOM MTOMOIIU OOJTBHBIM C BPOKIECHHBIMU U (I )
HacnencTBeHHbIMU 3a00neBanusaMu (IIpuka3z M3 PO ot 15.11.2012 roga N 917#).
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10.

11.

[TocranoBnenue [IpaButenscrBa Ne403 ot 26.04 2012r "O nopsigke BeaeHUs
@denepalIbHOTO PErUCTpa JINLL, CTPAJAOIINX YIPOXKAIOIIUMU U XPOHUUECKU
MIPOTPECCUPYIOIIMMHU PEAKUMH Op(aHHBIMU 3200JI€BAaHUSIMH, TPUBOASIIMHU K
COKPALIEHUIO IPOAOKUTENBHOCTH JKU3HU IPAXKAAH WM UX UHBAJIIMIHOCTU U €T0
PErHOHAIILHOTO CErMeHTa".

Kpurepunu onenku kauectsa MmeauuuHckoi nomomu (ITpuxaz M3 P® ot 10 mas 2017 1.
Ne 2031 «O0 yTBepKICHUH KPUTEPHUEB OIICHKU Ka4eCTBA MEIUITMTHCKOM ITOMOIITH )».
[Tpuka3 Munucrepcrsa 3apaBooxpanenus Poccuiickoit @enepanuu ot 15 nexadps 2014
r. N 834n "O0 yrBep:xaeHHH YHU(DUITUPOBAHHBIX ()OPM MEAULIMHCKONW JOKYMEHTAIHH,
HCIOJIb3YEMBIX B MEIULIMHCKUX OPraHU3alMsIX, OKA3bIBAIOIINUX MEIULUHCKYIO IOMOLIb B
aMOYJIaTOPHBIX YCIIOBUSX, U OPSJKOB 110 UX 3all0JHEHUIO".

[Tpuka3z MunucrepcTBa 3apaBooxpaneHus Poccutickori @enepanmu ot 20 nexadps 2012
r. N 11771 "O06 yTBepkaeHUH MOPsAIKA 1a4l HTHHOPMHUPOBAHHOTO JOOPOBOJIBHOTO
coryiacus Ha MEIUIMHCKOE BMEIIATEIbCTBO U OTKa3a OT MEAUIIMHCKOTO BMEUIATEeNbCTBA
B OTHOIICHHUH OMPE/IEIICHHBIX BUIOB MEIUIIMHCKUX BMEIIATENbCTB, (OpM
MH()OPMHUPOBAHHOTO JOOPOBOJILHOTO COTJIACHSl HA MEIUIIMHCKOE BMEIIATENbCTBO U (OpM
0TKa3a OT MEAMIIMHCKOTO BMeIIaTeNnbCTBRa" .

[Ipuxa3 MunuctepctBa 3npaBooxpanenus Poccuiickoit ®enepannu ot 14 suaps 2019 r.
N 41 "OG6 yTBepkIeHUH MOPsAKA Ha3HAYEHUs JIEKAPCTBEHHBIX MpenapaToB, popm
pelenTypHbIX OJaHKOB Ha JIEKApCTBEHHBIE MPENapaThl, MOPsIKa OPOPMICHUS
yKa3aHHBIX OJIaHKOB, UX y4eTa U XpaHeHus"

[Ipuxa3 MunuctepctBa 3apaBooxpanenus Poccuiickoit @enepanuu ot 16 masg 2019 r. N
302n1 "OO yrBepxkaenun [lopsiaka mpoxoxACHUS HECOBEPIIEHHOJICTHUMHU
JUCIaHCEPHOTo HAaOJIOIEHNUS, B TOM YHCJIE B IEpHUO/ 00Y4YEeHUS U BOCIIMTAHUS B
00pa3oBaTeNbHBIX OpraHu3anusIx "

Pacnopsixenne [IpaBurenscra PO ot 31 nexadps 2018 r. Ne 3053-p "OO6 yTBepkaeHun
nepeyHell MeIMLIMHCKUX U3AeNni, UMIJIAHTUPYEMbIX B OPraHU3M YelloBeKa IpU
OKa3aHUU MEIULIMHCKOM MOMOIIY B paMKaXx IPOrpaMMbl TOCYAapCTBEHHBIX TapaHTH
OecrIaTHOrO OKa3aHus Ipax/J1aHaM MEAMIIMHCKONW OMOIIM U OTITYCKAaeMBbIX IO pelenTaM
Ha MEIULUHCKHE U3JIEHs IPU IPEJ0CTaBICHUH Habopa COlMalbHbIX yCiIyr"

[Ipuka3z Munucrepctsa 3apaBooxpanenust PO ot 6 urons 2013 r. N 354u "O nopsiake
MIPOBEICHUS TAaTOJIOr0aHATOMUYECKUX BCKPBITUI" (3apeructpupoBad MUHUCTEPCTBOM
toctuimu Poccuiickoit @eneparuu 16 nexadps 2013 r., peructparnuonssiii N 30612).

HNudopmamus o tekapcTBeHHBIX cpeacrBax: https://grls.rosminzdrav.ru/

OcHoBHbIE HOPMATHUBHO-IIPABOBLIC AKThbI, PECIYJIUPYIOLIHE OKA3aHUE

NAJJIHATHBHONH MeIHUIIMHCKOH MOMOIIHU

1.

2.

®denepanpHblil 3akoH "O BHeceHnn u3MeHeHui B @enepanbabpiid 3aK0H "O0 0CHOBaxX
OXpaHbl 310poBbs rpaxksan B Poccuiickoit denepanuu’ mo Borpocam okazaHus
naJIMaTUBHON MemummmHcKor moMoru" oT 06.03.2019 Ne 18-D3.

ITpuka3 Munzapasa Poccun Ne 3451, Muntpyzaa Poccun ot 31.05.2019 Ne 3721 «O06
YTBEPKJICHUH TOJIOKEHUS 00 OpraHU3aluy OKa3aHUs MaJUTMATHBHOW MEIUIIMHCKON
MOMOIIIH, BKJIFOYAsi NOPSAIO0K B3aUMOICHCTBUS MEIUIIMHCKUX OpraHu3alui, Oprannu3ainui
COITMATBHOTO OOCTYKUBAaHHS M OOIIECTBEHHBIX 00bEIMHEHN, NHBIX HEKOMMEPUYECKHX
OpTraHM3aIHii, OCYIIECTBISIONINX CBOIO JIEATENBHOCTH B cpepe OXpaHbI 37J0POBHSI».
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10.

11.

12.

13.

14.

15.

ITpuka3 Munzapasa Poccun Ne 348n ot 31 mast 2019 roga «O06 yTBep»KA€HUU MEpeyHs
MEAMIMHCKUX U3JIEIUHA, TpeTHA3HAYeHHBIX [Tl TOJIEPKaHus OPTaHOB U CUCTEM
OpraHu3Ma 4eJoBeKa, IPEI0CTABIAEMbIX JUIsSl UCIIOJIB30BAHUS HA 1OMYY.

[Tpuka3z Munznpasa Poccuu Ne 5051 ot 10 urosis 2019 roga «O6 yrBepxkaenun [lopsiaka
nepesayd OT MEJUIMHCKOM OpraHu3alny NalueHTy (€ro 3aKOHHOMY IIPEICTaBUTEINIO)
MEAMIMHCKUX W31, TPeIHA3HAYCHHBIX [T MOA/Iep:KaHus (QYHKIUN OPraHoOB U
CUCTEM OpraHM3Ma 4eJIOBEKA, /IS UCIO0JIb30BaHUS Ha JOMY IPU OKa3aHWUU NaJJIMAaTUBHOU
MEAUIIMHCKOW MTOMOLIH.

[Tpukaz M3 P® Ne 831 ot 3 oxTs16ps 2019 roxga «OO6 yTBepkKI€HUN BEIOMCTBEHHON
1[eJIeBOM IIporpaMmebl «Pa3BUTHE CUCTEMbI OKa3aHUs NAITTHATUBHONW MEAUIIMHCKON
HIOMOLIH.

IIpoune HOPpMATHBHO-TIPABOBbIE JOKYMEHTHI, C Y1€TOM KOTOPBIX pa3padoTaHbl
KJIMHHYECKHE PEKOMEHIAI UM

MexnyHapoaHas kiaccupukamnus 00JIe3HeH, TpaBM U COCTOSIHHM, BITUSIONINX Ha
3popoBbe (MKB — 10);

[Ipuka3z M3 P® ot 20 nexadbps 2012r. Ne 11831 «OO0 yTBEepKI€HNN HOMEHKIIATYphI
JOJDKHOCTEH MEUIIMHCKUX paOOTHUKOB M (papMalieBTUUECKUX paOOTHUKOBY.

[Ipuka3z M3 P® ot 23 utons 2010 r. Ne 5411, Enunbiil kBannUKaMOHHBIN CIIpaBOYHUK
JOJDKHOCTEH pyKOBOJUTENEH, CIIEIMAIMCTOB U CIIyKalluX, pa3aen KpanupukanuoHHsie
XapaKTEPUCTHKH JTOJDKHOCTEH paOOTHUKOB B cepe 3paBOOXPAHEHUSI.

®enepanbHbli 3aK0H OT 25.12.2018 Ne 489 489-D3 «O BHeCEHUU U3MEHEHUH B CTAThIO
40 ®enepanbHoro 3akoHa "O6 00s3aTebHOM MEAUIIMHCKOM CTpaxoBaHuM B Poccuiickoii
Oenepannn" n OeaepanbHbii 3akoH "O0 OCHOBAaX OXpaHbI 3J0POBbS I'PAK/IAH B
Poccuiickoit deneparuun' mo BompocaM KIMHUYECKUX PEKOMEH 1AL,

[Tpuka3z Munzapasa Poccuu Ne 1031 ot 28.02.2019 r. «O6 yTBep>KIeHUU MOPSAKA U
CPOKOB pa3pa0dOTKH KIMHUYECKUX PEKOMEHIAINN, UX TIEPECMOTpa, TUTIOBOH (pOpMEI
KJIMHUYECKHX PEKOMEHIalMi U TpeOOBaHUN K UX CTPYKTYpE, COCTaBY U HAyYHOMH
000CHOBAHHOCTH, BKJIFOUA€MOH B KIIMHUYECKUE PEKOMEHAAINH HH(OPMALIUN».

ITpuka3 Munzapasa Poccun ot 13.10.2017 N 8041 "O06 yTBEep)KI€HMM HOMEHKJIATYPHI
METUIIMHCKUX YCIyT".

IIpuka3z MunucrepcTBa Tpyaa u counanbHon 3amuTsl PO ot 27 aBrycra 2019 r. n 5851
"O knaccu@uKanusax U KpUTEPUSX, UCTIOIb3YyEMBIX ITPU OCYIIECTBIEHUU MEINUKO-
COLMAJIBHOM SKCHEePTH3bI TpakaH (eaepalbHbIMU TOCYAAPCTBEHHBIMU YUPEXKICHUSIMU
MEUKO-COITHATbHOM SKCIIEPTU3HI";

IIpuka3z MuHucrepcTBa 34paBOOXpaHEHUS U COLIMAIBHOIO pa3BuTHs Poccuiickon
Oenepanun «O nopsaAKe NPUMEHEHUS JIEKApCTBEHHBIX CPECTB Y OOIBbHBIX 110
YKU3HEHHBIM ITOKa3aHuAM» oT 9 aBrycra 2005 r. Ne 494

NupopmannonHoe nuceMo Mun3zpasa Poccun o BO3MOKHOCTH 3aKyIIKU
JIEKapCTBEHHOTI'0 IIperapara o TOproBOMy HaMuMEHOBaHHUIO
(https://www.rosminzdrav.ru/news/2019/12/18/13043-minzdrav-podgotovil-
informatsionnoe-pismo-po-vozmozhnosti-zakupki-lekarstvennogo-preparata-po-
torgovomu-naimenovaniyu);

[lepedeHp cienManM3uPOBAHHBIX MPOIYKTOB JIeU€OHOTO MUTAHUS /T JIeTe-UHBAIUIO0B
Ha 2020 rox, Paciopsixenue [IpaButenscTBa Poccutickoit deneparuu ot 11 nexabpst
2019 roma Ne 2984-p
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Ipunoxenne B. Undopmanus 1y naumeHTa
IMporpeccupyromas muoaucrpodpus romeHHa

Mpieunas guctpodus JlrolieHHa OTHOCHTCS K KJIACCy MBIIIEYHBIX 3a00JI€BaHUM 110J]
o0UIMM Ha3BaHUEM «aucTpouHonaTum». JucrpopuHonaTH pa3BUBAIOTCSA HAa (DOHE HEXBATKU
MBIILIEYHOTO Oesika JAUCTPOPHHA M MOTYT MMETh KaK TsDKeNble (PEHOTUIUYECKHE MPU3HAKU
(BUIUMBIE CUMITOMBI), KaK IpU MbIIIEYHOHN quctpoduu [iomeHHa, Tak 1 MeHee BbIpa)KEHHBIE,
HO BC€ e M3MEHUYMBBbIE (EHOTUIHMUYECKHE TPOSBICHHs, KaK IpU MBIIIEYHONH AUCTpOdUU
bexkepa. Yacrora M1/ cocraBiser nmpumepHo 1 cioyuait Ha 3 500 — 5000 >kMBOpOXKAECHHBIX
MaJIbYMKOB. 3200JI€BaHNE BCTPEUALTCS MPAKTUYECKH BO BCEX 3THUUECKUX IPYyIIax.

MJIJ1 penkoe HacieacTBeHHOE 3a0oiieBanne. B pesynprate myrtaruu B rene DMD,
pa3BuBaercs JeUUUT W/WiaM HapyumeHue ¢(yHkuuu Oenka auctpoguH. OObIMHO MyTanus
SIBJISICTCS] HACJIEICTBEHHOM; B TPETH CIIy4aeB - CioHTaHHas myTtanus (de novo). ['en auctpoduna
- OIMH W3 CaMbIX OOJIBIIUX TEHOB YEJIOBEKAa W CONEPKHUT 79 9Kk30HOB. B ~65% cnydaes
BCTpEUaroTcsl KpynHsle aenenuu; ~10% myranuil nmpencTaBieHo NYIIMKALUAMH, a OCTaJIbHbIE
Clly4al - TOYKOBBIMH M MaJbIMH MyTalUsMH, U3 KoTopbix 10-15% mpencraBieHbl HOHCEHC-
MyTalUsIMU.
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benox aucrpoduna yyacTByeT B paboTe CKENETHBIX MBIIII, AbIXaTeIbHOW U CEepAEeYHO-
COCYAMCTON CHCTEM - CBSI3BIBAET BHYTPEHHMM LIUTOCKENIET C CApKO- M JIUCTPOIJIMKAHAMU B
MeMOpaHe M BHEKJIETOYHOM MAaTpPHKCE, OO0ECIeYMBAeT MEXaHWYECKYI0 M CTPYKTYPHYIO
CTaOMIIBHOCTh MEMOpPaHbI MBILIICYHBIX BOJIOKOH IPH COKpamieHuu. ucTpopuH Takxe sBISETCS
aMOPTHU3aTOPOM, OO0ECIIEUMBAIONIMM BO3BPAILCHHE MBIIIIBI B HMCXOJHOE COCTOSHHE IIOCIHe
Hanpspkenus. [lpu nporpeccupoBannu 601€3HM NOrHOAIOIIKE MBIILICYHBIE BOJIOKHA 3aMEIIa0TCs
(GbuOPO3HOM U KUPOBAs TKAHBIO.

3a0osieBaHue TposBIsieTCS B Bo3pacTe 1-5 jer, ObICTpO Mporpeccupyer U OOBIYHO
OPUBOIUT K JIETAIBHOMY HCXOny A0 25 netHero Bo3pacta. [lns OonbIIMHCTBA OOJBHBIX
XapaKTepHa 3aJiep’KKa TEMIIOB PaHHEr0 MOTOPHOrO pa3BuTHs. IIpu Hauane caMOCTOSATENbHOMN
X060BI, B BO3pacTe crapiue 14 mecsieB, 0TMEYal0TCs YacThle MaJeHUs, CIOThIKAHUS, MOTOpHAS
HEJIOBKOCTh, OBICTpasi yTOMIIsieMOCTh. [locTeneHHO MOoXo/aKa CTAaHOBUTCS IEepeBAIMBAIOLICHCS,
BO3HUKAIOT 3aTPYAHEHHUS IIPU NOJBEME MO JECTHULE U U3 IOJOKEHHS Ha KOPTOUKAX, KOTJa
0oJbHBIE BBIHYXJICHBI HCIOJIB30BaTh BCIIOMOTaTelbHbIE HpueMbl [oBepca («B30HpaHue MO
camoMmy cebe»). Ha panHux cragusx 3a0osieBaHUs OOHApPY>KUMBAIOTCS IICEBIOTUNIEPTPOPUU
MBIIIIL, BO3HUKAIOLIME 3a CUET pa3pacTaHHsl COCIAUHHUTEIIbHOM M KUPOBOM TKAaHM Ha MeCTe
TUOHYIIMX MBIIIEYHBIX BOJOKOH. Hambomee YacTo OHU JIOKAIM3YIOTCSI B HKPOHOXKHBIX,
JEIbTOBUHBIX, YETHIPEXIJIABbIX M TPEXIVIaBBIX MBIIIIAX M CO3JAI0T JIO)KHOE BIIEYATIIEHUE
aTJIETHYECKOTO  TEJIOCIOXKeHuss OonbpHOro. Ilo Mepe mporpeccupoBaHusi 3a00JEBaHUS
NICeBIOTUNIEPTPOGUHN MBI TpaHCPOpMUPYIOTCS B HX Tunorpoduu. Pacmnpoctpanenue
[ATOJIOTUYECKOr0 Ipoliecca MMEET BOCXOAAIMM Xapakrep. llepBbIMM MOpakarOTCsl MBIIIIIBI
Ta30BOr0 MOsSICa U MPOKCHUMAJIbHBIX OT/AEJIOB HM)KHMX KOHEYHOCTEH, 3aTEM MBIIILbI [1JIEYEBOTO
1osica, CIUHBI U MPOKCHUMAJIbHBIX OTAEJIOB BEPXHUX KOHEUHOCTEH. YK€ Ha paHHHUX CTaJUAX
0OJIe3HN CHIDKAIOTCS WM yracaroT KOJEeHHbIe pediekchl. AXWIUIOB pediekc, a Takxke
CYXOXHJIbHBIE pe(dIIeKCHl C PYK, MOTYT JJIUTEIBLHOE BpeMs OCTaBaThCsl coXpaHHbIMU. [Io mepe
pasBUTHs TAaTOJOTMUYECKOrO Ipolecca B MBIIIIAX BO3HUKAIOT BTOPUYHBIE JedopManuu
MO3BOHOYHMKA (yCWieHHe Jopro3a U Kugo3a, CKOJIMO03), TPyAHOM KIETKH ([0 THUIlY
CE/IJIOBUIHOM M KMJIEBUHOW) U CTOII, a TAK)KE PETPAKIIUU CYXOXKUIIUHN C pa3BUTHEM KOHTPAKTYP
B CyCTaBaxX. XapaKTepHbIM NPU3HAKOM SIBJISETCS KapAMOMHUONATHSA, KOTOpas MpPOSBISETCS
CUMIITOMaMU THUNEPTpodUU JIEBOTO Kenmymouka u apurmuei. Y 25-30% OompHBIX
JIMarHOCTUPYETCs OJUTro(ppeHHst B CTENEHN JeOMIbHOCTHU. [lanineHTsl COXpaHsIoT CIOCOOHOCTh K
camocTosTeNbHON X0/160€ 10 10-12-TH neTHero Bo3pacTta, Mocje Yero Nojab3yrTcs HHBAIMIHON
Koysickoil. ['mOenb OONBHBIX HACTymaeT OT CEpAEYHOM HEIOCTaTOYHOCTH MM OT
WHTEPKYPPEHTHBIX UHPEKIUH.

Briaensarot panaue u no3gaue cumntoMsl M/1/]

Pannne cuMITOMEBI ITo3gHKe CHMITOMBI
® 3aTpyAHeHWe Npu Nogbeme u e BCTAaeT C KOPTOYEK C npuemammu
NOBOPOTAX FO/10BbI lfoBepca (HeobxogMma nomollb MNpw
e K 16-18 mecAuam pebeHoK nogbeme ¢ nona)
CaMOCTOATENbHO HE XOauT ® XOOMT LWMPOKO pacCTaBaAs HOrMwM
e TpyaHoCTU Npu xoabbe, bere nam (noxoaka Ha wupoKoi H6ase)
nogbeme Mo CTyneHbKam ®  XOAMT Ha LbIMOYKaxX UIN BPa3BaaKy
® 334€eprKKa peyeBOro pasBuUTHA, ® KN3MeHeHMe ocaHKM (KMdos3, cKoanos,
KOFHUTUBHbIX HAaBbIKOB rmnepaopaos)
® JIOXKHaA rmnepTpodunsa MKPOHONKHbBIX
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MblILUL,

HacaenoBanue

X-CLEIUIEHHBI PELleCCUBHBIN, T.€. UM CTPAJalOT IOYTH HCKIIOUUTEIBHO MaJbUUKH,
KEHILUHBI e C MOBPEKICHHBIM I'€HOM B OJHON M3 X-XpPOMOCOM SIBJIIOTCS HOCHUTEIbHULIAMU
MJIJI. Ho B penkux ciydasx muoauctpodueii /romenna moryt 601eTh 1 1eBoYKHU. [IprnunHamu
3TOTO MOTYT OBITh MPEUMYIIECTBEHHASI MHAKTHBALUS X-XPOMOCOMBI C HOPMAJIBHBIM aJUICIEM Y
TeTepPO3UTOTHBIX HOCHTENIBHUI] MYTAaHTHOTO T'eHa AUCTpO(puHA, X-ayTOCOMHAS TPAHCIOKAIMS,
3aTpardBaromias 3TOT I'eH, TeMHU3UTOTHOCTh MO0 MYTAaHTHOMY QJUIENI0 U Haiuuyue (EeHOKOMHUU
(3a0oneBaHMii, CBSI3aHHBIX C HapyIIEHHEM JApPYruX OEJIKOB, BXOAIIMX B JUCTPOPHH-
[JIMKONPOTENHOBBIN KoMIuiekc). [IpubnusurensHo B 2/3 cilydaeB ChIH MOJIy4aeT XpOMOCOMY C
HOBPEXJCHUEM OT MAaTE€pPU-HOCHUTENIBHUIIBI, B OCTAIbHBIX CIydasx 3a00JeBaHUE BO3HUKAET B
pe3yibTare MyTauuu de novo B IMOJIOBBIX KJIETKAaX MaTepu WM OTLA, JIMOO B MpeAlIeCTBEHHUKAX
stux Kietok. IlpubnusurensHo 30% Bcex ciaydaeB 3a00ieBaHUS CBS3aHbI C BO3HHMKHOBEHHEM
CBE&XHX MyTalii B TeHe mauctpoduua, a ocranbHble 70% 00yCIOBICHBI HOCHUTEIBCTBOM
MaTephio0 MPpoOaH a MATOJOTHICCKOW MyTaluu B ogHON u3 X xpomocoMm. Cunraercs, 4ro 6-7%
BCEX CHOPAIMYECKHUX CIydaeB 3a00JIEBaHUS SIBISIOTCS CIEACTBHEM TOHAJHOTO MO3aWIM3Ma -
CYILIECTBOBAHMS B SMYHUKAX JKEHIIMHBl HECKOJbKHUX T'€HEpalil OOLUTOB C HOPMAJIbHBIMH U
MYTaHTHBIMU QJIJIEJIIMU Fe€Ha JUCTPO(pUHA.

Kak ycraHaBIMBaOT 1HarHo3

Bpauun Ha OCHOBaHMM KIMHMYECKHMX CHMIITOMOB MOTYT 3alOA03pUTh OO0JIe3Hb. 3aTeM
POBOJATCS Ja0OpaTOpPHbIE TECThl M MHCTPYMEHTalbHOE uccienoBaHue. [Ipu mono3peHun Ha
muctpouto [lroleHHa yaie BCEro MepBbIM HCCIEI0BAaHUEM SIBIISETCS aHAIU3 KPOBU C IIEIIBIO
BbisicHeHusl ypoBeHst KK. ¥V 6onpubix M/IJ[ ypoBens KK B 10-100 pa3 npessiiiaet Hopmy. [lpu
noBbllieHHOM ypoBHe KK pexkomenayeTcss mpoBeCTHM TeCThbl, HalpaBJIEHHbIE Ha IIOHUCK
m3menennt B JIHK (remernueckux myrtanumit), xapakrepuoix ans MJIJI. Ha gannom stane
TpeOyercs mnoMollb TeHeTukoB. C HHUMH Takke MOXHO OyneT oOCyIuTbh pe3yJbTaThl
TECTUPOBAHUS, KaK OHM MOTYT MOBJMATH Ha Ballero peOeHKa M, BO3MOXKHO, Ha JIPYIHX YJIEHOB
CEMBH.

Jleuenue

Jlewenne MJIJI OGasupyercs Ha MYJIbTUAMCUUIUIMHAPHOM IMOJIXOAE C YYacTHEM
CHEIMAJINCTOB Pa3HbIX CIEUUATBHOCTEH, C 00S3aTENbHBIM yYacTHEM 4JIEHOB CEMbU W Bpaya-
KOOpJMHATOpa.

Tepanus enroxkokopmuxouoamu (I'K) 3amemisier pa3BuUTHE CIaO0OCTH MBIIII, CHUKAET
PUCK OPTOINEIUYECKUX OCIOXKHEHHUH, CTaOMIU3MpyeT (QYHKIMIO [bIXaTEJIbHOW M CeplIedHO-
COCYAMCTBIX CUCTEM.

JinrensHoe npuMenenue I'KC npuBoaur k:

*YBEJIMYCHUIO BPEMEHU COXPAHHOCTU (YHKUUH BEpXHHUX KOHEUHOCTEH M CIOCOOHOCTH
CaMOCTOSITENIbHO NEPEABUTaTHCS

*0oJiee JJIMTENbHOMY COXPAaHEHHIO AbIXaTeIbHOU (QYHKIIUU

*CHIPKEHUIO YHCIIa XUPYPTUUECKUX BMEIIATENbCTB JIIsl KOPPEKIIUU CKOJINO03a

[Ipexpamats Tepanuto I'KC Henb3s pe3ko, cienyeT NOCTENEHHO CHUXKATh 03y
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Oddekr Tepanuu BO MHOTOM 3aBHUCUT OT TOTO KoOrja ObulO HayaTo JiedeHue. Ecim
IpoIlecC B MBIIICYHON TKaHU JOLIEN /0 OMPEAETICHHOM CTaJud BOCCTAHOBHUTH YTPAYCHHYIO
(YHKLNIO MBIIIIIE HEBO3MOXKHO.

Meauko-reHeTH4ecKasi KOHCYJIbTalMs
CeMbsIM OYEHBb Ba)KHO IOCETUTh Bpaya I€HETHKA. Y Bpaya T'€HETUKAa MOXHO Y3HATh
puck poxaeHuss OompHOro MJIJI peOeHka B JaHHOM CeMbe, MPOUTH 0OCIEeIOBaHUE
POJCTBEHHUKAM €ClIM 3TO HeoOxoaumo. OOCyAUTh NpPEHATaIbHYK M MPEUMIUIaHTAllMOHHYIO
JUArHOCTHKY.

[IpenaTanpHast AMarHocTHKa npoBoauTcsa Ha 9-11 Hexensx 6epemenHocTH. B Matepuaine
KOTOPBI Ha3bIBAETCSI BOPCUHBI XOPHOHA (TO U3 YEro B MOCIEAYIONEeM (GOPMHUPYETCs TUIalleHTa)
OTIPENIeNIAI0T aKTUBHOCTh (pEPMEHTA U MPOBOJAAT TECTUPOBAHUE JJIS BBISIBIICHUS MyTalluii B TeHE
DMD. Ha ocHOBaHMH MNpOBEAECHHOIO aHajiW3a [ENal0T BbIBOJ OOJIEH IUIOA WM 310POB.
CoBpeMEHHbBIE TEXHOJIOTUH IO3BOJIAIOT IMPOBOJUTh M INPEUMIUIAHTALMOHHYIO JHATHOCTHUKY.
Omo10TBOpEHUE MHPOBOAMTCA B MPOOMPKE, 3aTeM OTOMPAIOT TOJIBKO T€ OIJIOJOTBOPEHHbIE
SMOPHOHBI Ha CTaJUM HECKOJbKUX OJAaCTOMEpOB, B KOTOPBIX HET CEeMEHHOW MyTaluu U X
UMIUIAHUTUPYIOT B opraHusM marepu. [Ipum naHHON mpouenype e€cTb CBOM PUCKH, KOTOPbIE
MOJKET Pa3bsSICHUTh Bpau F€HETHK.

MJI/1 BXomuT B niepedeHb ophaHHBIX 3a007I€BaHUH.

IHomomb ceMbH

He 3a0b1BaiiTe - OT ceMbH 3aBUCHT yCIIEX JICUCHHS HE B MEHBIICH CTETIEHH, YeM OT Bpaua.
HyxHo cobmronarh peKkoMEeHJalluy, HU NPU KaKUX YCIOBUAX HE TepsTh Haaexay. M naxe eciu
Bbl HE 1obdeaure 0O0JIe3Hb IMOJHOCTHIO, U3MEHHUTh KU3Hb K JIydllleMy, cIellaTh POAHOTO Bam
YeJI0OBEKA CYACTIMBBIM B BAIIUX CHJIAX.
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Ipunoxenne I'1-I'N. IlIkajabl OleHKH, BONPOCHUKH U IPYyrue OleHOYHbIe HHCTPYMEHTBI
COCTOSIHMSI MMAIIUEHTA, IPUBeJeHHbIe B KIIMHNYECKUX PEKOMEHIausiX

IIa6/i0H BKJIKWYEHHUS] KIMHUYECKUX IIKAJ OIEHKH, BOMPOCHUKOB M JPYrux
OI[€HOYHBIX HHCTPYMEHTOB COCTOSIHUSI MALIMEHTA
HazBaHue Ha pycCKOM SI3BIKE:
OpurrHaibHOE Ha3BaHUE (€CIIA €CTh):
Hcrounnk (ouiuanbHbIA CAlT pa3padOTUUKOB, MyOJIHKAIINS C
BaJIMaIen ):
Tun (moaYepKHyTh):
- IIKaJia OLIEHKH
- HHJEKC

- BOIIPOCHHUK

- npyroe (yTO4HHUTB):

Hasnauenue:
Copepxanue (111a010H):
Kirou (uHTEpnperanus):
[Toscuenus

IIpusnak Yacrora

[Iporpeccupyromias ~ MplmieyHass  ¢1aboCcTh € MPEUMYIIECTBEHHBIM
MOpaXEHUEM NMPOKCUMAJIBHBIX OT/IEJIOB, CHUKEHUE MOTOPHOW aKTUBHOCTH,
crmabocth B Horax Oosbllle, YeM B pykax, runeptpodus ukpoHoxHbix | 100%
MBIIII, CHUKCHHE CYXOXIIBHBIX Pe(ICKCOB, TOJIOKHUTEIBHBIE MPHEMbI
['oBepca, MuomaTuyeckasl oxoIKa

Hapymienust nprxanusi, yacTele pecrnupaTopHble WHOEKIUH, JbIXaTeIbHas
HEJOCTAaTOYHOCTh, JWCITHO? TpH (DU3MUECKON Harpyske, oOcTpyktuBHOE | 25-40%
artHO? BO BPEMsI CHa, OPTOITHOD

IloBpIlIEHNE YPOBHS KpEaTUHKNHA3HI 100%
YMepeHHas renatoMeranus 1o 16%
CoHIMBOCTh, YTOMJISIEMOCTD 10 8%
Jlopno3, kudo3 u/uam CKoIno3 9-25%
HopmanbeHoe nicuxopeueBoe pa3BUTHE, COXPAHHbBIM HHTEIUIEKT 96%

Ipunoxenue I'3. BoinosiHeHne ABUraTeabHbIX TecTOB ipu M/I/{

Brmonaser 60e3 Brimoaasaer He moxer
[IpenpsaBnsemoe 3ananue
Tpyaa C TPyZIOM BEIIOJIHUTD
[ToxHATE pyKH HaJ rOJIOBOU
[Ipunars BEPTUKAIBHOE
MOJIOKEHHUE u3 MOJIOKEHUS

HAKJIOHUBIIHWCH BIICPEC]

BcraTh ¢ HM3KOTO CTyNna
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Bcerate 0€3 momomu pyk u3
MOJIO’KEHUS JIeKa Ha CIIMHE

IToanpeIrHyTh Ha MecTe

Xoap0a BBEPX/BHU3 110 JICCTHUIIE

HOI[HHTB HOIr'M B IIOJIOKCHHH

JIekKa

IToguATECA ¢ KOPTOUEK

IMpuaoxenne I'4. OcHoBHBIE 3200/1eBaHus 1S JUPPepeHInaTBLHOr0 nuarno3a M/

Tun HapymeHus Jwuarunos OcHOBHBIE CXO0XKHE
CUMIITOMBI
[Tomumuosur ITocTenenno
BocnanurensHas
Muo3zur pa3BuBaOIIascs caadboCcTh
MUOMNATHS
MeII, moBeieHne KK
HewmannnoBas muonarus Mslmeynass ~ ciabocTb,
bone3Hp 1EHTPalNbHOIO CTEP)KHSA U | TUIIOTOHMS pu
Bpoxnennsie MYJIBTUCTEPKHEBASI MUOTIATUN HOpPMaJIbHOM WIH
MUOINATUN [lenTpoHnyKIIeapHast MUONIATHS YMEPEHHO  MOBBIIIEHHOM
Muonatus ¢ ruaninHoBbIMU TenbliamMu | ypoBHe KK,  Hanmuum
[Tpoune Bpok1€HHBIE MUOMIATUH CKEJIETHBIX HapyLIEeHUI
I'mukorenossl Illa, IV V u VII tunos I'nnoTonus,
MuTOXOHIpHaIbHBIE MUOIIATHN renaroMeraigus |y Jerew,
Kupossle Mmuonarun cJ1ab0CTh MBIIIILL,
Mertabonunueckue yTOMJIIEMOCTh,  CJIAa0OCTh
MUOIATHN MBI, CHU)KCHHE
YCTOWYUBOCTH K
HarpyskaM,  IOBBIILIEHUE
KK
CnuHanbHble  MblIIeuHble aTpoduu, | CrabocTh MBIIIILL,
tur [ u 111 HapylIeHue JbIXaHUA,
bonesnu
. Bbyns6ocnuHanbpHas amMuoTpodus | arpodpus MBIIIILL,
MOTOHENPOHA

(6one3nn Kennenn)
BboxoBoit amuoTrpoduueckuii ckiepos

BO3MOXHO moBbIneHne KK

Mpuacrenns rpaBuc Hapymennss  npixanus,
bone3nn HepBHO-
. Bpoxnennsie MHUACTEeHHYECKHE | c1aboCTh MBIIIIII,
MBIILIEYHON
CUH/IPOMBI YTOMJIIEMOCTD
nepeaadn
Cunapom Jlam6epra-UToHa
AcumnToMHOE Bropuunas ~ mumomnarus,  Bkiouas | [loBberimenne KK
noBblenre KK JIEKapCTBEHHYIO
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Hpuiaoxkenune I'S. MouuTopunr nauuenta ¢ M

Ha momeHT
IOCTAaHOBKU Kaxnpie Kaxnpie | Kaxxnorie ITo
yargosa 6 Mec 12 mec | 24 mec [mOTpeOHOCTH
Koncynpranua HeBposiora ¢  OLEHKOH
HEBPOJIOTMYECKOTO CTaTyca, MOTOPHBIX H | X X X
KOTHUTHUBHBIX (DYHKIIHUN
Koncynbatuus
peabmimTosora/pu3nYecKoro TepamneBTa ¢
OIICHKOM MOTOPHBIX (DyHKIHI 1 00BbeMa X X
IBIDKECHUH
N3Mepenune JIMHERHOTO pOCTa, Beca X X
O1eHKa MoJI0BOTO CO3PEBAHUsS IO IIKaJIe
Tennepa y nanueHToB crapiie 9 jert X X
KoHcynbaTiust 3HIOKpHUHIIOTA B Cllydae
BBISIBJICHUS IIPU3HAKOB SHAOKPUHHOU X X
NaTOJITUU
HccnepoBanue ypoBHS CBIBPOTOYHOTO
KanbIus, pochopa, Maruus, Kauus, X X
KaJbLIMsI, 25-TUApOKUCU-BUTaMuHa D3
Pentrenorpagus 60KOBOro U NOSCHUYHOIO X o .
OT/I€JIOB TO3BOHOYHHKA
Ouenka MIIKT meTonom neHCUTOMETpUU X X
KoHcynbaTius ractposHTeposora u
JUETIIOTa/HyTPUIIHOJIOTA B CITydae X X
BbIsIBIICHUS NTpu3HAKOB naToyruu JKKT
Hauunass ¢ panneit HeaMOyJ1aTOpHOM
craguu, oueHka @B/l MmeTomom
CIIUPOMETPUH, onpeenaeHue catpanuu Oo, X X
onpeneneHue napuranbHoro gasiaeHus COz
Hauunnas ¢ panneit amOynaTopHoii ctanuu,
uzmepenne OXKEJI, T1OC,,,, x x
KopHcynpramus mya1bMOHOIOTa, HAYUHAS C « «
Mo3/IHeN aMOyIaTOPHOU CTauu
KoHcynbaTius nmyJibMOHOJIOTa, HAUUHAS C
paHHel HeaMOyIIaTOpHOH CTauu X X
Koncynbhamus kapauoinora X X
OKT X X
OxoKI" mimu MPT cepana X X
KoHcynbaTiust KIMHUYECKOTro IMCUX0JI0ra X X

KOHchIBaTI_II/IH Joromncaga

KOHchIBaTI_II/IH opromncaa

Koncynpuanus odranpmosnora 1 oleHka
OCTPOTEI 3pEHUS
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Koncynpramnus ncuxuarpa

KoHcynpuanus oTopuHOIapUHI0JIOTa C

IIPOBEICHUEM ayIUOMETPUU

Koncynpranus undexnuonucra

buoxumuueckoe ucciaenoBaHue KpoBU
(KDK, JIAT, AJIT, ACT, I'TTII, KOK-MB,

. X
JUTUIHBIC PpaKIuu, o0 OeIoK,
0enKoBBIE (PpaKIIUN)
OOumii aHaJIMK KPOBU X

OO0LwM aHATIUX MOYU

MPT TapreTHbIX MBbIIIIIL

*- npu npumeHeHuu nauestTom ['KC

**- npu orcyctBum tepanuu ['KC

ﬂ]lﬂ MOHUMOPUHRZA COCMOAHUA nayueHmoe, HaXOa}ll/b;uXCﬂ Ha namoceHemu4eckou mepanuu,

peKOMeHOOGClHO ux HaobnooeHue e peaice 00H020 pasa 6 200 8 Cneyualusupo6aHivblx yenmpax, 6

KOMOpPbIX MOaHceN bvimb oxazan obvem MeduuuHCKoﬁ nomowu 6 coomeemcmeuu c OaHHbIMU

KAUHUYECKUM peKOMeHOayusamu [ ccolaku]

IMpuaoxenne I'6. MeToabl OLEHKHM COCTOSIHMSI HEHPOMBIIIEYHOH CHCTEMbI NPH
MbllIeYHO aucTpopuu Jromenna

OTCJICAUTH
nporpeccupoBanme
00J1e3HH u
NMPOrHO3UPOBATHL yTPATy

byHkumi, OLICHUTDH
3¢ eKTUBHOCTD

Tepanuu, BBISIBUThH
ACCUMETPHUI0  MbICYHOM

¢ TMOMOUILIO
MaHyaJbHOI0
HCCJIeT0BAHMUS
Kaxable 6
MecsLeB

Ilo Meton Ilens uccnenoBanus Bonsabr bonsabl
KazaTeln €, CIIOCOOHBIC K | € , HE
CaMOCTOSTENbH | CHOCOOHEIE K
oMy CaMOCTOSTENIbH
TEPEABMKEHN | OMY
0 nepeIBUKEHU
10
Hc ManyaJb BrissBUTH Omnpene
cJIeIOBaH | HOe OTKJIOHEHHUS OT | JATh cuiy | Pannux
He CHJIbI MccJIef0oBaHue 03KH1aE€MOT0 HUKHHX cTagusXx:
MBI KJIMHUYECKOT0 Te4YeHUsl, | KOHEYHOCTell | onmpenesiTh

CHJIy BEpPXHHX
7] HUKHUX
KOHEYHOCTeM
KaKIble 6
mecsanes. Ha
MO3THUX
CTaauAX:

IHEHHOCTb
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CHJTBI JaAHHOTO
HCCJIeIOBAHMS
He sICHA

006 I'onuome HavanbHas web: Huxun Huxun
beM TpUA BBISIBUThH e e
JABHIKEHU pa3BuBaloieecst KOHEYHOCTH: | KOHEYHOCTH:

CHUKEeHHEe MbIILIEYHO | OeIpeHHbIe, OeIpeHHbI,
IKCTEH3UH M HAJUYHe | KOJIEeHHbIe, KOJIEHHbIE,
CYCTABHBIX KOHTPAKTYP, | T0OJIEHOCTONMH | FOJI€HOCTONH
KOTOpbIe MOI'YT | bleé CYCTaBbl, | blé CYCTaBbl,
CIoCco0CTBOBATH/MPUBOAM | MIMOTHOHAIb | HIIMOTHOUAID
Th K (YHKIUOHAJIBHOMY | HbIii  TPAKT, | HbId  TPAaKT,
YXY/ILIEHUI0 HJIH | TIOAKOJIEHHbIE | MOJAKOJIEHHbIE
HApYyUIEHUSIM ONOPHO- | CYXOKUJIHS, CYXO0KHMJIHUS,
JABHUTaTeJbLHOTO anmapara | HKPOHOKHAs | HKPOHOKHAsA
WA KOKHBIM | MBIIIIA MBIIIIA.
npoodjaemMam. BouisiBuThH

HE0OX0IMMOCTh Bepxu
JOTMOJTHUTEJILHOI0/aJIbTE ue
PHATHBHOIO KOHEYHOCTH:
MeIMKAMEHTO3HOI 0/XUPY JIOKTEBOM
PruvecKoro cycras,
BMeIlATe/IbCTBA ( 3aIsICThE,
NpUMeHeHHe OpTe30B, AJTHHHBIC
INMHUPOBAaHME, crudare/u
HCIO0JIb30BAHNE najabues
YCTPOMCTB J1 i) 6

BEPTHKAJIU3AIHH,

YAJITHHCHUH

WINOTHOUAJIBLHOTO

TPaKTa)

Bp Beinoane Jlerkme B Bpems Bpewms,
e€MEeHHbIe | HHe ¢ Y4YeTOM | IPAKTHYeCKOM NPOXOXKICHHUS | HA OJeBaHMeE
TeCThI BpEeMEHH NPUMEHEeHUHU u|3a 10 wmun, | pyoéamkmn,

CTAaHJIAPTU3HUPO | HH(POPMATHBHBIE BpeMs MO:KeT ObITh
BaHHBIX MoKa3aTeJn BbINOJIHEHUsl | UH(opMaTuB
3ajaHui AJISl | TOBCEIHEBHOI'O npuemMa HBIM
MPOBPKH (pYHKIHOHAJIBLHOIO I'oBepca, MmoKasareJjiemM
Pa3JIHYHBIX COCTOSIHMS; BpeMs Ha PaHHHX
(ynxuumii YYBCTBUTE/IbHBI K | nogbeMa Ha 4 | 3Tamax
H3MEHEHUI0 COCTOSIHUS CTYNeHbKH, cTagum
TecT 6Tu | HecmocoOHOCT
MHHYTHOM H
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X0AbOBI. CaMOCTOSITEe/Ib
Bpewms, Ha | HOTO
oJleBaHuUe nepeIBUKEeHU
pyoamkmu, si. Bpemennble
MOKeT OBbITh | TeCThI He
uHpopMATHB | IPUMEHUMBI
HbIM Ha  IO3JHHUX
noKasareJjieM | yramax
HAa  NO3AHHUX | CTaAHH
Tanax HeCIOCOOHOCT
cTagum U
CaMOCTOSITE]Ib | CAMOCTOSITE/Ib
HOI'0 HOT'0
NepeIBUKeHN | NepeIBUKEeHU
s. s.
ITo Ouenka HNudopmarusHo Yacror HagbIk
BCE/HEBH | OTPAaHUYEHMH B | JJI1 BbISIBJICHHSI TOYEK |a  MaJAeHHUH, |
ast MOBCEHEBHOM NPWIOKEHUsI  NMOMOIIH, | MOHUTOPUHI | CAMOOOC/IYKH
AeAiTeIbH | 1eATeJbHOCTH aJanTanMyu M J0CTYyNa K | KOJIUYeCcTBa BaHMA,
0OCTh A0MA, B IIKOJIHE | KOHTPOJIUPYeMOii 1IAroB, nMucbMa u
7 OKpY:KaKIeH cpene HABBIKHU ylpaBJeHHUs
0011eCTBEHHBIX €caMo000CJIy’KM | PYYHBIM HJIH
MecTax BaHMS, 3J1eCTPHYCCKHU
nMucbMa H | M KpecioM-
padoThI 3a | KaTaJIKoOM.
koMnbOTEepo | /leecrmocodHoC
M. Th B IIKOJIE H
JleecmocoOHOC | 00IECTBEHHBI
Th B IIKOJIE H | X MeCTax
0011ecCTBEHHbI
X MecTax
m Ounenka IHo3Boasier HIxkaua Hikaja
KaJIbl JABHTATEJBHBIX | OCYIIECTBHTh OLICHKH OLICHKH
ABUraTresa | pyHkuui MOHHTOPHHT pynxuumit (pynkuuonann
bHBIX OT/AEJIbHBIX NPOrpeccCHpPOBAHUA HMKHHX HOT0
¢pynkuuii | odsacreit ¢ | 0o1e3HN U | KOHEYHOCTell | peHTHHIa
MOJIy4YeHHEeM 3} PeKTHBHOCTH Vignos, BEPXHHUX
00beINHEHHOI | MPOBOAUMOrO JIeYEeHH S mKaJjga KOHEYHOCTeH
OLICHKH OLICHKH mno Broke,
GyHkuuu K | mKajaa
CaMOCTOSITe/Ib | H3MePeHUs
HOMY JABUTraTeJIbHOMI
nepeABUKeHN | QyHKIUH
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10 North Star

CChLIIKa

Diagnosis and management of Duchenne muscular dystrophy, part 1: diagnosis, and
pharmacological and psychosocial management Katharine Bushby, Richard Finkel, David J.
Birnkrant, Laura E. Case, Paula R. Clemens, Linda Cripe, Ajay Kaul, Kathi Kinnett, Craig
McDonald, Shree Pandya, James Poysky, Frederic Shapiro, Jean Tomezsko, Carolyn Constantin;
DMD Care Considerations Working Group*

[Tpunoxenue I'7. 6MWT — tect 6-MuHYTHOM X01b0bI

6MWT — Tect 6-muHyTHOIi X0a60b1 (6 Minutes walking test, 6MWT)

Ha3Banue Ha pyccKoM sI3bIKe: TeCT 6-MUHYTHON X01bObI

OpurunanpHOe Ha3zBaHue (ecnu ecth): The six minute walking test (6MWT)

Hctounuk (ohuiMaIbHbIi CaiT pa3paboTYnKOB, MyOnuKalus ¢ Banuaamnueid): Laboratories, A.
T.S.C. 0. P.S. . C. P. F. (2002). "ATS statement: guidelines for the six-minute walk test." Am J
Respir Crit Care Med 166(1): 111-117.

Tun (moaYepKkHyTh):

IKaIa OICHKU

UHJICKC

BOIPOCHUK

Apyroe

Haznauenuwe: omnpeneneHne BBIHOCIMBOCTH MAIlMEHTOB C II€JIbI0 OLIEHKH 3(P(EKTUBHOCTH
Tepanuu

Conepxanne (mabnoH): B Tecte ornieHMBaeTcs AUCTAHIMA B METpPax, MPOMACHHAS MAllHEHTOM
3a 6 MUHYT 0€3 BBIHYXJIEHHBIX OCTaHOBOK.

Kitou (MHTEpripeTarus): IpOBOJUTCS CPaBHEHHME C Pe3ylbTaTaMU TECTa, IPOBEIEHHOIO paHee
(to Hayana Tepanuu, Ha poHe Tepanuu 1 T1)

CnenyeT NOMHUTH, 4YTO /s JAaHHOTO TeCTa MMEIOTCS CIEAyIoIUe aOCOJIOTHBIE
MIPOTUBONOKA3aHMs: HeCTaOWJIbHAs CTEHOKAapUs HAIpsDKEHUs U MH(ApKT MUOKapAa, TaBHOCTHIO 70 1
Mecsna. OTHOCUTENbHBIMU TpoTHBONOKazanusiMu  sBistoTcs: UCC Beime 120/MuH B TIOKOE,
cuctronnueckoe AJl >180 mm.pT.cT. u auacronuyeckoe AJl > 100 mm.pT.cT. CTabuibHas cTeHOKapIus
HEe sBIsieTCS aOCONIIOTHBIM MPOTHBOIOKAa3aHUEM ISl TPOBEJEHMS TeCTa, OJHAKO €ro CleayeT
IPOBOJUTH C OCTOPOXKHOCTHIO, HA (JOHE NMPHEeMa aHTUAHTHHAIBHBIX MPENapaToB M0 MOKA3aHUSAM.

Ecin manveHT HAaxXoIWTCS Ha IIOCTOSHHOM KHCIOPOJHOHN IOAJEP)KKE, CKOPOCTh IOJA4H
KHCJIOpOJia IIPHU MPOBEAECHNUU TECTa JIOJDKHA COXPAHATHCA B COOTBETCTBHM C IPEANKMCAHUEM Bpaua,
HA3HAYMBIIETO U KOHTPOJIHUPYIOLIETO TEPAIIUIO.

[IpoBenenue Tecta HEOOXOMMO HEMEAJIEHHO MPEKPATUTD B CIIydae MOSIBICHUS:

1)Bonu B rpyau;

2)HeniepeHOCHMO# OIBIIIKY;
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3)Kpammu B HOrax;

4) Pe3koii HEYCTOMYMBOCTH | MOIIATHIBAHKS [TPH XOABOE;

5) Upe3mepHOro MOTOOTACICHNUS;

6) Pe3xoro u3MeHeHus 1BeTa KOXKHBIX TOKPOBOB (0JICTHOCTH).

6MWT mnpoBoauTcs B NOMELIEHUHM, XOPOIIO 3HAKOMOM IallUEHTYy, UMEIOUIEM JIOCTaTOYHO
JUIMHHBII KOPUJIOp C TBEPJBIM MOKPBHITHEM. J[JIMHA TPOXOJAUMOr0 MyTH JOJIKHA COCTaBIATh HE MEHEE
30 MeTpoB € pa3METKOH KaxKJble 3 MeTpa, a TAK)Ke TOUKaMU TOBOPOTOB/Pa3BOPOTOB.

[TaneHT nOMy4aeT MHCTPYKLHUIO O HEOOXOIUMOCTH HATH € MAKCHUMalbHO BO3MOXKHOM
CKOPOCTBIO (HO HE OeXaTh) B TCUCHHE 6 MUHYT.

B Ttecte oueHuBaercs IUCTAaHIMs B MeTpax, NpOiJeHHas NalMeHTOM 3a 6 MUHYT 06e3
BBIHYKJICHHBIX OCTaHOBOK.

IIpunoxenne I'8. Tect Ha Bpemsi: mogbeM Ha 4 CTylIeHH

[IpoBenenue tecta He TpeOYET CIOKHOTO 0OOPYIOBaHUS, U €€ MOKHO MPOBOAUTH KaK
B CTallUOHAPHBIX, TAK U B aM6yJIaT0pHI)IX YCJI0BUSIX.
Heo6xoanMoe 000py10BaHUE: Yachl C CEKYHIHOM CTPEIKOM, JICCTHUIIA
[Ipu mpoBeneHuu Tecta OOJILHOMY CTaBHTCS IMOMHATHCS Ha 4 CTYIEHU IO JICCTHHIIE,
1I0CJIe YEero BPeMsl 3aTPaueHHOE Ha TIOJTHSTHE 110 CTYIICHSM PErUCTPHPYETCSI.

Ipunoxkenne I'9. Tect Ha Bpems: cnyck Ha 4 CTyleHH
[TpoBeneHue Tecta He TPEOYET CIOKHOTO 000PYIOBaHUs, U €€ MOKHO IIPOBOJIUTH KaK B
CTallMOHAPHBIX, TAK U B aMOYJIaTOPHBIX YCIOBUSIX.
Heo6xomumoe o6opynoBaHue: 4achl ¢ CEKYHIHOW CTPEIKOH, JIECTHUIIA
IIpu mpoBeneHuu Tecta OOJBHOMY CTaBUTCS CIYCTUTBHCS Ha 4 CTYNEHU IO JIECTHUIIE,
IIOCJIE YEro BpeMs 3aTPauy€HHOE Ha MOJIHATHE 110 CTYIIEHSIM PErMCTPUPYETCS.

IIpuaoxenne I'10. 'onnomerpus

HavanpHas 1ies1b: BBISIBUT Pa3BUBAIOIIEECS CHUYKEHUE MBILIEYHOM 3KCTEH3UH U HaJIU4une
CYCTaBHBIX KOHTPAKTYp, KOTOPbIE MOT'YT CIIOCOOCTBOBATH/IPUBOIUTH K (DYHKIIMOHATILHOMY
YXYALIEHUIO WIHM K HapYLIEHUSM OIOPHO-/IBUTaTEeNIbHOTO annapaTa Uin KOKHBIM IpolaemMam.
BbIsBUTE HEOOXOMMOCTD AOMOJIHUTEIBHOTO/aIbTEPHATUBHOTO
MeAMKAMEHTO3HOTO/XUPYPrUYeCKOro BMEIaTeNIbCTBa (TO €CTh IPUMEHEHHS OPTE30B,
IIMHUPOBAHMSI, UCTIOIBb30BAaHUS YCTPOMCTB AJISl BEPTUKAIMU3ALINY, YITMHEHUS! HIIHOTUOUATBHOTO
TpaKTa)
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