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Onpenesienue 3a00/1eBaHUS WIN COCTOSIHUS (TPYNIIbI 3200/1eBAaHUI MJIM COCTOSIHUIA)

Iporpeccupyromas mpimeunas ructpodus Jromenna (M) (OMIM # 310200) — sto
HacJIeICTBEHHOE X-CLEIIICHHOE HEPBHO-MBIIIEYHOE 3a00JI€BaHNE, BBI3BAHHOE MyTaluel

rera DMD, kopupyromero 6ei10k 1uctpoduH, IpUBOIAIIEe K OTCYTCTBHIO HITM HEIOCTAaTOUHOM
¢bynkuuu quctpoduna. OOBIMHO OPaXKaeT MAJIBYMKOB B IETCKOM Bo3pacTe. OHO XapaKTepu3yeTrcs
cJ1a00CThIO MPOKCUMANIBHBIX M THIIEPTpodrelt HKPOHOXKHBIX MBI, B cpennem k 11 rogam
HAIMEHTHI TEPSAIOT BO3MOXXHOCTh CAMOCTOSITEIILHO IIEPEIBUraThCsl U CTAHOBATCS HEAMOYJIaTOPHBIMU
6osbHBIMU. CMepTh 00bIYHO HacTynaeT K 20 rogaM BCIEICTBUE KapANOPECITUPATOPHBIX
ocnoxuenui [1-3].

Kimmanaecku BeAnAOT 2 GopMblL: npocpeccupyrowas muooucmpopus Jiowenna (ML)

u npoepeccupyrouasn muooucmpoghusi bexxepa (MJ1B). Ilporpeccupytoias MpliiegHass IucTpodust
Jromenna (muonuctpodus romenna) — HanOosee Tspkenas Gpopma ¢ MmaHudecTanue B Bo3pacte
2-5 JIeT ¥ IPOTPECCUPYIOIINM 3I0KaYECTBEHHBIM TCUCHHEM: ()OPMHPOBAHUEM BSUTBIX I1apPE30B,
napanudeil 1 KOHTPaKTyp MBI, 00e3nBuKeHHOCTH. [Iporpeccupyromias MplieyHas 1uctTpodus
bekkepa (muogucrpodus bekkepa, M/Ib) no6pokauectBeHHas popma 3a00ICBaHUS C TIO3THUM
nebrorom B 10-20 et u MenIeHHBIM IPOrPECCUPOBAHUEM CUMIITOMOB MBIIIEYHON CI1a00CTH €
COXpaHEHUEM CIIOCOOHOCTHU K CaMOCTOSITENbHOM X01p0e B TeueHue 15—20 et ot Hauana
3aboneBanus [29].

Oco0eHHOCTH KOAUPOBAHMS 3200/IeBaHUS UM COCTOSIHUS (rPyINIbI 3200/1€BAHNH HJIH
cocTostHMii) mo Me:xxayHapoaHo# craTudeckoil kiacugukanuu 0oJie3Hell U mpodiem,
CBSI3AHHBIX CO 3/10POBbEM

Cornacno MKB10, 3a6oneBanue oTHOCHTCS K Kitaccy VI, 6one3nsim HepBHOM cuctemsbl, G71.0 —
MEPBUYHOE TIOPAXKCHUE MBIIIII (MBIIICYHAS TUCTPOPHS).

Kanaccnduxanus 3a601eBaHUA WIH COCTOSIHUA (TPYNIbI 3200/1eBAHUI WM COCTOSTHUIA)

MJI/T oTHOCHUTCS K IpyTIie MOsICHO-KOHEYHOCTHBIX MbIleuHbIX quctpoduit (ITKM/I)
XapaKTEPU3YIOIMXCS IPEUMYIIECTBEHHBIM ITOPAKEHUEM IIPOKCUMAJIBHBIX OTJEII0B BEPXHUX U
HIDKHUX KOHEYHOCTEH. B 3aBUCMMOCTH OT IIPOrpeCcCUPOBAHUS CUMIITOMATUKY, BBIAEIAIOT 5 CTaAUN

M.

1 cranust — G6eccumnToMHas (MOKIMHUYECKas ). Ha 3Toli ctaguu quarHo3 MOXeT OBITh 3a10/103peH
B ClTy4ae omnpesesieHus noBsiieHHoN akTuBHOCTH KDK B kpoBU, HEOOBSICHUMOM MOBBIIIEHUU
yposHs TparncamuHas (AJIT, ACT) nnu Hanuuus cioydaeB 3a00J€BaHUS B CEMEHHOM aHAMHE3€e U
YCTaHOBJIEH MOCIIE TPOBEICHUS MOJIEKYISPHO-TEHETUYECKOTO UCCIIEOBAHUSI.

2 cragus (paHHss amMOyIaTopHas) — coXpaHeHa CIIOCOOHOCTh K CAaMOCTOSITETEHOMY
MEepPEIBIKEHUIO0. J{J1 3TOM 3TOM CTaAuu XapaKTEPHBI CIEAYIONIME CHUMITOMBI: HapacTaromast
MBIIIEYHAs C1a00CTh, OBICTpasi YTOMIISIEMOCTb, YaCThIE MaIeHus, UCIIOIb30BaHue mpueMa [ oBepca
MIPY MOABEME U3 TIOJIOKEHUS CUJIS U JIEKA, U3MEHEHHUE TTOXOJIKH 1O TUITY «YTUHOWY, XOKJICHUE Ha
HOCKaX, TceBAOrunepTpodus Mol roneHeil. CnocoOHOCTh ObeMa MO CTYICHSIM COXpaHeHa.

3 craaus (HO3I[H${$I aM6leaT0pHa;1) — COXPAHACTCA CIIOCOOHOCTH K CaMOCTOATCIIbHOMY
MNEPECABNIKCHUIO, HO OTMEYACTCA HapaCTaHUEC BCEX CUMIITOMOB U3 2 cTaanuu (HapaCTaI-OT TPYAHOCTH



IIpH X0Ab0e, yTpaurBaeTCsi ClIOCOOHOCTH MOAHUMATHCS MO CTYIIEHSIM U MOABEMA C T10J1a).

4 cragus (paHHss HeaMOyJIaTopHas) — yTpadylBaeTcsi ClIOCOOHOCTh CAMOCTOSITENTLHO
MePEBUTATHCS, JIs IEPEBUIKCHUS TPEOYIOTCS CIielinaIbHbIC CPEICTBA, PA3BUBACTCS CKOJIHO3,
COXpaHSIETCsl JIBUTaTeJIbHAS aKTHBHOCTH PYK.

5 craaus (mo3aHss HeaMOysaTopHasi) — OrpaHUYeHbl PYHKIIUK BEPXHUX KOHEUHOCTEH, TPYIHO
yIep>KUBATh MOJOXKEHUE TeJla, HApacTaeT Cep/IeuHas M JAblXareiabHas HeJoCTaTouHoCTh [1,2,37].

ITHOJIOTUS U IATOreHe3

ITHOJIOTHS U NATOreHe3 3200/1eBaHusl WM COCTOSHUA (TPynnbl 3a00/1eBaAaHUI WM COCTOSTHUI)

B ocnose M1J] u M/Ib nexut myTanus B rene auctpoduna (DMD), npuBoasiias K pa3BUTHIO
nedunrTa W/ HapynIeHuo QyHKIMU OAHOMMEHHOTO O0enika. OOBIYHO MyTaIlus SBIISCTCS
HACJIEJICTBEHHOM; B TPETU CIy4aeB — MyTanus criontanHas (de novo). ['en nucrtpoduna — oqun
13 CaMbIX OOJIBIIIMX TEHOB YEJIOBEKA, COACPKUT 79 3k30HOB. Cpenu myTaruii B ~65% cirydaes
BCTpeYaroTcs KpymHele aenenuu; ~10% MyTanuii npeicTaBieHo AyTUTHKAIUsIME, a OCTalbHbIE
Clly4ad — TOYKOBBIMH U MaJbIMU MYyTalUAMHU, U3 KOTOpbIX 10—15% npencraBieHbl HOHCEHC-
MyTanusiMu (cTon-myTtanus) [4].

benok aucrpoduHa ydacTByeT B paboTe CKEJIETHBIX MBIIILL, IbIXaTeIbHON U CepIeYHO-COCYIUCTON
CHUCTEM — CBA3BIBACT BHYTpeHHI/Iﬁ HUTOCKECJICT C CAPKO- U JUCTPOITIMKaHaAaMH B MeM6paHe n
BHEKJIETOYHOM MaTpHUKCe, 00eCIeunBaeT MEXaHMUECKYIO0 U CTPYKTYPHYIO CTaOMIIbHOCTh MEMOpPaHBI
MBIIICYHBIX BOJIOKOH MPH UX COKpamieHuu. [JucTpouH Takke sBISETCS aMOPTH3aTOPOM,
o0ecreynBaroLM BO3BPALLEHUE MBILIIIBI B HCXOAHOE COCTOSIHME Iocie cokpatieHus. [lpu
MIPOTPECCUPOBAaHUH 3a00JI€BaHMS MBIIIIEYHBIE BOJIOKHA 3aMEIat0TCsl GUOPO3HOI U )KUPOBOH
TKaHb0. M30(hopmbl Oenka qucTpodrHa ¢ MEeHbIEH MOJIEKYISIPHOW Maccoil y4acTByIOT B paboTte
Pa3IMYHBIX OPTraHOB U CUCTEM, 3aJIeCTBOBAHbI B paboTe KiIeTok mo3ra [5, 102].

NMUAEMHUOJIOTUA

nuAeMuoJIorus 3a00/1eBaHUs MJIH COCTOSIHHUS (TPynnbl 3a00J1eBAHMIT HJIM COCTOSTHUI)

[To pa3ubimM uctounnkam 3adoneBaemocts MJIJ] orteruBaercs kak 1:3500—-6000 HOBOPOKIEHHBIX
MasibuuKoB [6]. ITo Hanbosnee akTyaabHBIM Hay4YHBIM JaHHBIM 0OIIeMupoBas 3aboneBaemocts M1/
coctanisieT 1:5000 HOBOPOXKIEHHBIX MATBIUKOB [25—27]. 3aboneBaemocts MJIb orieHuBaeTCs Kak
1 Ha 20 000 HOBOPOXKIEHHBIX MaTBIUKOB [25—27]. JlanHbIe 1o 3a06oneBaemMocTy B PD Ha maHHBII
MOMEHT OTCYTCTBYIOT.

Kananyeckass kKapruHa

CuMnToMbI, TEYEHHE

Kannudeckast KapTuHa 3a00J1eBaHUS UJIH COCTOSTHMSI (I'pyl'll'lbl 3a00J1eBaHU MM COCTOHHHﬁ)

BonpmmHCcTBY ManbunkoB Auarno3 MJ1/] ycranaBnuBaeTcst TOJBKO MPHU MOSIBICHUHU MEPBBIX
MIPU3HAKOB 0OJIE3HHU MOCIIE IEPHO0/Ia OTHOCUTENILHOTO MOTOPHOTO O1arononyuus. B aTor nepuon



(1o 2—3X NeT KU3HH) MPOUCXOUT UHTEHCUBHOE €CTECTBEHHOE Pa3BUTHE CKEJIETHBIX MBIIIIL,
npeobnagaroniee Haa TUCTPOGUISCKUMU IPOIECCAMU, B CBSI3U C Y€M CUMIITOMBI 00JIe3HH OOBIYHO
BBIP@KEHBI HE3HAUUTEIBHO, WIIM UX OOHapyx)eHHe TpeOyeT YIiIyOlIeHHOrO U TIIATeIbHOTO MOUCKA.
OjHaKo MpH TIIATEILHOM OCMOTpPE B cOOpe aHAMHE3a YacTO Ha TOU CTaIuu OOJIE3HU BBISBIISCTCS
3aJIep’KKa peuyeBOro 1 MOTOPHOTO pa3BUTHA. PeOeHOK Mmo3ke HaunHAET JIep>KaTh rOJIOBY,
CaMOCTOSTENIbHO CUAETh U XoauTh. [Tpu MJI/] netu 3auacTyro HAUMHAIOT XOAUTH B Bo3pacte 18
MeCSIIIEB U cTapie. Takke CrydailHOM HaXoJKoW MOXKeT ObITh OeccumnToMHOE ToBbIeHne KOK u
tpancamunas. [ToBeimenne KOK (B necars 1 gake COTHU pa3) HAOIOmAETCs Cpaszy Mmociie
POXKACHUS MaJbYMKa U Ha aMOyJIaTOPHBIX CTaIuAX 3a00JIeBaHMsl, U JOKHO pacCMaTpUBaThCs
Bpa4OM KaK OJHO3HAYHBIN MTOBOJ 3anono3putsh M1 1 npoBecTH NalbHENIINE UCCIECAOBAHUS JJISI
MTOATBEPKACHUS WM UCKITIOUYCHHS TaHHOTO 3a0omneBanus (cM. pasaen 2.3). [Toseimenue AJIT u
ACT (tak ke yacto B gecarku pa3) u JI/II' (B Heckonbko pa3) umerot npu MJIJ[ MeIieunoe, a He
[IEYEHOYHOE IPOUCXOKICHUE.

Ha panneit amOynaropHoii ctaguu (00b14HO ¢ 3—5 j1eT) HabIIoalTes CIeaYONINe KIaCCHUeCKHe
npusaaku M/J1/1: HapacTaromas MbIledHas ciadocTh (00JbIIe B IPOKCUMAIBHBIX OT/AENaX PYK U
HOT), CHI)KEHHE TOJIEPAHTHOCTH K Harpy3kam, ObICTpasi yTOMJISIEMOCTb, HEYKIIFOXKECTh, YACThIE
NaJIeHus, 3aTPYJHEHUS TIPH TToIbeMe 110 jiecTHuIe. [lpn mogpeme 13 moaokeHus CU/s Ha IOy HITH
Ha KOPTOUKax MalMeHT UCTOJIb3yeT mpueM [oBepca («oabeM JeceHKOW» — ynupaeTcs pykaMu Ha
coOcTBeHHBIE Oezipa, moMorasi cede MOTHATHCS B BEPTUKAIBHOE MOJIOKEHHUE ), TIOXOJIKA CTAHOBUTCS
nepeBauBaroleiics (Tak Ha3blBaeMasi «yTHHAsI MOXOAKa» ). XapaKTePHO XOXKICHHUE Ha MBICKAaX HIIU
MOAYIIEYKaxX MabIeB HOT. [Ipr 0ocMOTpe MOTYT 0OHApYKUBATHCS TICEBAOTUIIEPTPODUS MBIIIILT
TOJICHEH, «KPBUIOBUAHBIC JIOMATKH, TUIIEPIOPA03 MOSICHUYHOTO OT/IeJIa TO3BOHOYHUKA, CHUKEHUE
CYXOXKHIIBHBIX pediekcoB u ToHyca MbItiil. Ha 3toi cramuu (B 3—5 j1et) yxke B 5% cinydacB MOXKHO
OOHAPYKUTh MOPAKEHHUE CEPICTHON MBIIIIIBI (KapJUOMUONIATH) B BUIE CUCTOIUYECKOM
MUOKapIuaIbHON JuCcHyHKINN (CHIKEHHE (PpaKiuy BEIOpOCa JICBOTO KelryJouka MeHee 55% B
uccinenopanuu o Teiixronbity) [12]. IIpu aTOoM pazmep 1eBOro xemyaouka Kak MpaBUIo He
yBenuueH. Ha OKI BeisiBisieTcst Taxukapaus B JHEBHOE U HOYHOE BpEMSI; YKOPOUCHHE HHTEpBaja
PQ, npu3HaKu MOBBIIIEHUS IEKTPUIECKON aKTUBHOCTHU MPABOTO Kemyaouka (3yoder; R> S B
otBeneHusX V1-V2), a Takke yBenumueHne aMuTyabl 3yona Q B orBenenusx 111, aVE, V5-V6 [28,
83-93].

Ha no3aneit amOynaropHoi cTauu c1a0oCTh MBIIII] HEYKJIOHHO Mporpeccupyer. Xoaboa
CYLIECTBEHHO 3aTPYIHSAETCS, YBEIMUNBAETCS TUIIEPIIOP103 TO3BOHOUHUKA, POPMUPYIOTCS
KOHTPAKTYphl (OHUMH M3 MEPBBIX MOABISAIOTCS KOHTPAKTYPhI TOJIEGHOCTOIHBIX CyCTaBoB). B
BO3pacte 6—9 neT kapauoMuonarus BeIsBiIseTcs yxke B 18% ciyyaeB B BUAE CUCTOIUYECKON
MHUOKapauanbHOU quc@yHkImu. CortacHO peKOMEHIAIUsIM, HE00X0IuMa €XXeroiHasi OLeHKa
COCTOSIHMSI cep/illa; Ha3HaueHne HHruOnTopoB AIID minu aHTaroHUCTHI PELIETITOPOB AHTMOTEH3UHA
II k MOoMeHTY nocTHKeHHs nanueHToM Bo3pacra 10 ser [28,83,93].

Pannss HeamOynaTopHas cTaus XapakTepu3yeTcs yTparoi CiocoOOHOCTH CaMOCTOSTENEHO
MepeBUTraThcs, peOCHOK BBIHYK/IEH MOJIb30BATHCS KPECIOM-KaTalIKOM, KOTOPOIl MOXKET yNpaBiIsTh
CaMOCTOSITENIbHO MTOKA COXpaHeHa JBUraTelibHasl akTUBHOCTh pyK. [IporpeccupoBanue 601e3HH
MPUBOAUT K POPMHUPOBAHHIO CTUOATEIBHBIX KOHTPAKTYP KOJIEHHBIX, Ta300€IPEHHBIX U JJOKTEBBIX
cyctaBoB. Dopmupyercst BRIpakeHHbIH S-00pa3Hblii ckonno3. HaunHaroT pa3BuBaThbes cepeyHas u
JIerovHasi HeocTaTouHoCTh. B Bo3pacte 10-13 et u3-3a CHMKEeHUsT GU3NIECKON Harpy3KkH (B
MIEPBYIO OUEpeIb U3-3a YTPaThl CHOCOOHOCTH K CAMOCTOSATENIbHOM X01b0€) CHUKAETCS
¢dusnonorunyeckas Harpyska Ha Muokapa. Kapninomuonarus B BUJi€ CUCTOINYECKON
MHOKapAXaITbHON TUCOYHKIMU HA 3TOW cTaanu Oosie3Hu BeisiBisieTcs B 18% ciyyaes [28, 83-93].

Ha no3nuei HeaM6yJIaT0pH0ﬁ cTaauun CPYHKI_II/ISI BCPXHHUX KOHEYHOCTEM IIOCTEIEHHO yYTpauuBacTCs



[3,6,7]. Eme 6onbIie HapacTaeT cepeyHas ¥ JIerouyHas HeJJOCTaTOYHOCTH.

®ubpo3 cepAla MPUBOAUT K PA3BUTHIO TUISATAIIMOHHOW KapAHMOMHOIIATHH, HAPYIICHUIO pUTMa U
IIPOBOIMMOCTH MHOKap/a. YacToTa BbIBIECHUS KapJAUOMHUONIAaTUN yBeauuuBaeTcs 10 38% B
Bo3pacre 14 net, 10 57% B 15 nert, a y aui crapiie 18 et yxe 6onbiie, ueM B 61% ciyuaes [8,9].

Cepaeunast maToJ0rusi MOXKET JOJr0 MPOTEKaTh CyOKIMHUYECKH (0e3 SBHBIX CHMIITOMOB CEpEUHOM
HEJ0CTAaTOYHOCTH ) MOCKOJIbKY MPU3HAKU XPOHUYECKOH cepaeuHoi HeaocTtarouHocTu 1A craaun
3aMETHBI TOJIBKO NMPHU PU3NYECKON HArpy3Ke, HO Ha HeaMOyJIaTOpHOM cTaiuu OO0NbHON HE MOXKET
cebe mo3BONUTEH GU3NYECKYIO HArPY3KY, HEOOXOAUMYIO JIsI TPOSIBIICHUS CEPACUHON
HezpocratouHocTH. [1o Mepe mporpeccupoBans 00JI€3HU y MalMEHTa MOSBISIETCS BhIpaKeHHAs
TaxuKapaus, 1ajee MOT'yT IPUCOEAUHATHCA OTEKH, JUCITHOD (BpeMs MOSIBIIEHUSI KOTOPOTO 3aBUCHUT
OT COCTOSIHUS IbIXaTeNbHbIX MbIIIN). [Ipu kputnueckom cHikenuu dpaxuu Beiopoca (OB
<<35%), a Takxe Ha (hoHEe PUOPO3a JIEBOTO KEIY0UKA PA3BUBACTCS aHACAPKA, ACIIUT, BEIPAKECHHAS
ciabocth u Taxukapaus [28, 83—93]. B aTux ciyyasx Ha 11000M 3Tane MOTYT IPUCOSAUHATHCS
HapyLIEHUs CEpP/IEYHOr0 pUTMa pa3IMYHOro Xxapaxkrepa [28].

[TopaxeHue Jerkux NpUBOAUT K XPOHUUECKUM PECIIUPATOPHBIM UH(EKIHUAM y BceX nanueHToB. C
norepeit amOynaropHoctu JXKEJI HeykiionHO ymeHbliaercs Ha 8—12% B roz. Y OoJbIIMHCTBA
OO0JIBHBIX OOHAPY)KUBAETCSI OOCTPYKTHUBHOE armHo? cHa [ 14].

VY 30% manueHToB HaOIIOIAI0TCS WHTEIUICKTyaIbHbIC HApYIIEH!Us, 0COOCHHOCTH HEMpOpa3BUTHSI,
omneparuBHOM MamsATU U noseaenus [15,17].

Octeomnopo3 BcTpeyaetcs y Beex aeteit ¢ M1/ u BrisBIsieTCs TOTa, KOT/Ia MaJIb4UKH €1l
CTIIOCOOHBI K CAMOCTOSITEILHOMY TepeBIKeHII0. C BO3PacTOM INIOTHOCTH KOCTEH MPOI0IIKaeT
yMmeHbIarbes. [lepenoMsl TpyOUaThIX KOCTEH, CBSI3aHHBIE C OCTEOMOPO30M U YaCThIMU MAJCHHUSIMH,
BCTPEYAIOTCS YacTo, mpubauszutenbHo y 21-44% nanuentos [19,20].

VY 6onbHbIX ¢ MJI/] yacTo OBIBAaIOT OCIOKHEHHUS CO CTOPOHBI KETYA0UHO-KUIIEYHOTO TPAKTA U
po0JIeMbl ¢ TUTAHUEM, KOTOPbIE MPUBOAAT K JUCcOAIaHCY MUTATENbHBIX BELIECTB U KUKOCTH,
nmoTepe Ui Hao0opOT, HAbOpy Macchl Tena. B mo3nHel craguu 3a001eBaHus MOSBISIOTCS aucharus
Y KOHTPaKTypa HUKHEHN YEIIOCTH.

B cBs13u ¢ perynspHbIM IpHEMOM KOPTUKOCTEPOUIOB CUCTEMHOTO ACMCTBUSL Y MHOTUX MAllUEHTOB
Pa3BUBAIOTCS TAKWE HEXKEJIATEIbHBIC SIBICHHS KaK HAPYIICHUs pOCTa U TIOJIOBOTO CO3PEBAHMS,
HAAMOYEYHUKOBAsI HEIOCTATOYHOCTh, HAPYIICHHE TOJIEPAHTHOCTH K TIIFOKO3€ U caxapHbIil nuader 2-
TO TUTIA, apTepuaIbHas TUIEPTECH3MS, YCUIIEHHE 0CTeonopo3a, hopMupoBaHue KaTapakThl. Bece
MepEeYNCIIEHHbIC HAPYIICHUs TPEOYIOT 00s13aTeIbHON KOPPEKIIMH U HAOMIONEH!US Y TPO(QUIBEHBIX
CHEIHaJIUCTOB.

B GompmmmHCTBE ciiydaeB cmepTh nmarueHToB ¢ M/[/] HacTymaet oT cep/euHoON U AbIXaTeIbHON
HEJIOCTATOYHOCTH B KOHIIE BTOPOTO — CEPEANHE TPETHETO NECATUIIETHS KU3HU. TeM He MeHee,
CBOEBPEMEHHOE HaA3HAYEHNE KOPTUKOCTEPOUIOB CUCTEMHOTO ACHCTBUS, TPOBEACHUE PETYIISIPHBIX
peabUITUTAIIMOHHBIX MEPOTIPHUITHIA, CBOEBPEMEHHBIN KOHTPOJIb PabOTHI CEPIEUHO-COCYAUCTON U
JIBIXaTeIbHOM CUCTEM, MOSIBICHHE MaTOT€HETUYECKUX METOJ0B TEPANTUU MMO3BOJISIIOT CErOIHS
3HAUUTENIBHO YBEJIMYHUTH IPOJOILKUTENIBHOCTD U KaUe€CTBO KU3HU nauueHToB ¢ MJIJI.



MJIb sBnsiercst 6onee moOpokadecTBEHHOH hopmoii 6one3Hu. J{e0roT HamomaeTcs 3HaYUTEIbHO
no3xe, B Bo3pacte 10-20 net. 3a0oeBaHne MPOrpeccupyeT MeICHHO U PEAKO MPUBOAUT K
nHBasau3anuu 10 40 net. Maremnext npu MJIb o0srano coxpanen. [Ipu M/Ib xapakTepno
MopakeHHe MUOKAp/ia ¥ Pa3BUTHE THIIEPTPOYUIESCKON WITH JUIIATAllMOHHOM KapIHOMHUOIIATHH (10
50% cnyuaes) [29].

[Tpubnuzutensuo B 8% mpossienus M/ MoxkeT HaOm0aaThCs y )KEHIIMH-HOCUTENEH 1eeKTHOrO
reHa. 9T0 MOXKET IIPOMCXOIUTD B PE3YJIbTAaTe TAKUX HapyLIEHUHN KaK JalioHu3anus (MHaKTUBALMs)
XpOMOCOMBI X, TIOJTHOM Wi Mo3andHor (popmax cunapoma Illepemesckoro-TepHepa.
Knuanueckue nposiBieHus: 00BIYHO 1eOI0TUPYIOT B MIEPUOJ] TOPMOHAIIBHBIX MIEPECTPOECK, TAKUX KaK
OepeMEeHHOCTh, HAYaJI0 MEHCTPYyaluii, KIIMMakc. 3a00jieBaHue Y KEHIIUH OOBIYHO MMPOTEKAET B
3HAYUTETBHO OoJiee MsTKoi hopme, ueM y MykuuH. [lToMUMO MBIIIIEYHOH CIIa00CTH, JOCTATOYHO
4acTO MOT'YT HaOJII0/1aThCsl HAPYIIEHUSI CO CTOPOHBI CEPACYHO-COCYITUCTON CUCTEMBI, TAKUE KaK
HapyLIEHUs CEPIEYHOI0 pUTMa, pa3BUTHE AWJIaTallMOHHOM Kapanomuomnaruu [30].

Huddepennnansuas guaraoctaka MJI/I/M/Ib npoBoauTcst co Bcemu O0JIE3HSIME, OCHOBHBIM
KIIMHAYECKUM TIPOSIBIICHHEM KOTOPBIX SIBIIICTCS MbllieuHas ciadocts [137,139]. Ilepeuenn
OCHOBHBIX 3a00J1eBaHUH, BXomsmii B quddepennunansubiii quarnos npu MJJI/M/IB, npencrapnen
B [Ipunoxenue A 3.2.

JIuarnocruka

JlnarnocTuka 3a00/ieBaHUA UJIH COCTOSIHUSA (TPyNNbI 3200/1eBaHNi HJIN COCTOSIHMIA)
MeIMIUHCKHUE OKA3AHUS U NIPOTUBONOKA3aHUS K IPUMEHEHHIO METO/I0B TUATHOCTHKHU

OO6paiiaeM BHUMaHHUE, YTO, COITIACHO TPEOOBAHUSM K pa3pabOTKe KIMHUYECKUX PEKOMEHIAINHI, K
Ka)XJI0MY T€3HCY-PEKOMEHIAIIH HEOOX0IMMO YKa3bIBaTh CUITYy PEKOMEHALUN U JOKa3aTeIbHYIO
0a3y B COOTBETCTBHH CO IIKaJIaMHU OLIEHKH YPOBHS JOCTOBEPHOCTH Jl0Ka3zaTenbeTB (Y1) u ypoBHs
yoenutensHocTH pekomeHaanuii (YYP). lns muorux tesucoB YYP u YIJ[ Oyaet HU3KuM 1o
MPUYMHE OTCYTCTBUS MOCBSIIIEHHBIX UM KIMHUYECKUX UCCIEA0BAaHUI BBICOKOTO JIM3alHa.
Hes3upas Ha 3T0, OHU SBISAIOTCS HEOOXOTUMBIMU dIIEMEHTAMH 00CIIeIOBaHUS MAallUEHTAa JIJIs
YCTaHOBJICHUS JUArHO3a U BBIOOPA TAKTUKU JICUCHUS.

Huarno3 MJIJI/M/Ib ycTtanaBnuBaeTcst Ha OCHOBaHUHM COBOKYITHOCTH JaHHBIX:
® aHAMHECTUYECKHUX,
® KIIMHUYECKUX,

® PE3yNbTaToOB JA0OPATOPHOTO HCCIICTOBAHUS (OMOXMMHUYECKOTO U MOJICKYJISIPHO-
TeHETUYECKOTO aHAIIN3A).

K Bompocam auddepeHnnanbHON THarHOCTHKH CIIEAYET MOIXOAUTh 0CO00 BHUMATEIBHO (CM.
[Tpunoxenue A 3.2).
KpuTtepuu ycTaHoB/IeHHSI IMATHO32 U COCTOSTHUSA.

HI/IaFHOS YCTaHaBJIMBACTCA HA OCHOBAHUHN PE3YJIIBTATOB MOJICKYIAPHO-TCHETUYCCKOI'O
O6CJ'IC,[[OB3.HI/ISI, B CJIy4ac BBIABJICHHS IIATOICHHBIX BAPUAHTOB B I'CHC DMD.

JKaJj100bL1 M1 aHAMHE3




[Tpu cOope anamHe3a u kanod cieayeT oOpaTUTh BHUMAaHHE Ha:

O6eccuMIIToOMHOE TMoBbITIIeHUE akTUBHOCTH TpancamuHas (AJIT, ACT) u KOK, JIAI B
CBIBOPOTKE KPOBH;

3a/1EpKKY MOTOPHOT'O U PEYEBOT0 PA3BUTHS;
MICEBIOTUNIEPTPOGHIO MBIIII TOJICHHU;

HOBBILIEHHYIO YTOMIIIEMOCTh (CHUYKEHUE BHIHOCIIMBOCTH);
4acTble NTaJICHUS WU HEYKIIIOKECTb;

WU3MEHEHUE NaTTePHA ITOXOKH;

TPYAHOCTH IIPU ITOBEME 110 JIECTHHUIIE;

CJIO)KHOCTH BBITTOJTHEHUSI OOBIYHBIX MOTOPHBIX 3aJlaHHH (TIpUceaHsi, OET UIIH MPEOI0JICHHIE
HPENATCTBUI), HECIOCOOHOCTD MPBITaTh;

MCIIOJIb30BaHHUE BCIIOMOTAaTEIHHBIX MPUEeMOB ['0Bepca npu moabemMe ¢ moda;
X010y Ha Mablax;

CHW)KCHUE MBIIIIEYHOTO TOHYCA;

CHW)KCHHE WJIH OTCYTCTBUE CYXOXKHUIIBHBIX PE(IICKCOB;

00JI1 B MBIIILAX;

001U B CIIMHE;

9KBHUHYCHYIO YCTaHOBKY CTOII;

MICEBAOTMIIEPTPOMHUIO MBIIIILT TOJICHH;

yTpaTy HaBbIKa CAMOCTOSTENFHON XOAbOBI;

MOBE/IEHYECKHE HAPYIIICHUS;

3a/IepPKKY PEYeBOrO Pa3BUTHUS WM HapyIICHUEs apTUKYIISIUY;
TPYIHOCTH ¢ 00yUYEeHUEM ¥ BHUMAHHUEM;

OOIIIy 0 MBIIIEYHYIO CI1a00CTh U OBICTPYIO (hr3uueckast yromsiemocts [1-3,6,39,42].

AHaMHecTH4YeCKHe COOBITHS, HAa KOTOpPbIe HEOOXOAMMO OOPAaTUTh BHUMAHHE Y MAIIMEHTOB C
nono3penrem Ha MJIJI/M/Ib:

IOJ ManueHTa — MY)I(CKOP’I;

YCTaHOBJICHHBIN JquarHo3 «IIporpeccupyromas MUOTUCTPODUSD) Y POICTBEHHUKOB
MY>KCKOTO TI0JIa TI0 MaTePUHCKOM JIMHUU WM HEYTOYHEHHOE HEPBHO-MBIIIIEYHOE
3a00JIeBaHuE;

YCTAaHOBJICHHBIN ()aKT HAIMYUS B CEMbE KECHIIIMH-HOCUTEIILHHUIL TAaTOT€HHOTO BapHaHTa
myTtanuu B rene DMD,;

no3aHee GOpMHUPOBAHNE HABBIKA CAMOCTOSITEIIBHON XOIbOBI;
3a/IepKKY CTAaHOBJICHUS PEUH;
3HauuTenabHoe nopbiieHne KOK B anamuese;

Ne0I0T KIIMHUYECKUX MPOSIBICHUI B OOJBITMHCTBE CiydaeB B Bozpacte 2—5 et mist M1 u
10-11 ner nna MG [1,2,38,41].



2KanoOrl 1 aHaMHe3 TaK)Ke ONMCAHBI B pa3aciic «KKIIMHUYCCKasA KapTUuHa».

PduzukaabHoe 00cae10BAHNE

duzukanpHOE 00CIeI0BaHNE MAIMEHTOB MpH nogo3penun Ha MJ1J1/ MIb Bkitodaer:

U3MEPEHUE POCTa;
U3MEpPEHHE BECa;
BU3YaJIbHYIO OIIEHKY MOXOJKW: MUONIATUYECKasi, IO TUITY MepeBaIuBaroiencs (yTHHOW);

BU3YaJIbHBI OCMOTP MBIIIIL: TICEBIOTHIIEPTPO(PHS HKPOHOKHBIX MBIIII]; TPOKCHMAIIBHOE
pacripenesieHie MBIIIEYHBIX TUI0/aTpoduii 1 mape3os;

HCCICAOBAHUC MBIIICYHOI'O TOHYCA: CHUIKCHUC MBIICYHOI'O TOHYCA, 0oJIbllIE B
IMPOKCHUMAJIBHBIX OTAC/Iax;

HCCIICAOBAaHHUEC MBIIIEYHOM CUJIBL: CJIa00CTh IMPOKCHUMAJIbHBIX MBbIIII] KOHC‘IHOTeﬁ, MBIIIIY
Ta30BOI'0 U IIJICYCBOI'O I1OsACA,

HCCIICAOBAHUC CYXOXKUJIIBbHBIX peCI)J'IeKCOBZ CHHIXKXCHHUC UJIN yTpaTa CYXOXKXUJIbHBIX peq)HeKCOB;

MOJIOYKUTEIIbHBIN cUMITTOM [ 0Bepca: HCIOJIb30BaHUE BCIIOMOTaTeIbHBIX TPHEMOB IIPH
IIOILEME C T10J1a;

HCIIOJIB30BAHUC BCIIOMOTI'aTCJIbHBIX IIPUEMOB IIPU crnabocTu MbIII e IpHu NOAHUMAHUA
T'OJIOBBI ITPXU BCTABAHWH U3 ITOJIOKCHHA JICKA HA CIIMHE;

OCMOTP KOCTHO-CYCTaBHOW CHUCTEMBbI: TIOSCHUYHBIN TUIIEPIIOPI03, TYTOMOIBUKHOCTD UITU
KOHTPAKTYPhI KPYITHBIX CyCTaBOB, CKOJIMO3, «KPBIJIOBHIHBIC) JIONATKH, IehopMaIius
TpYIHON KIETKH, YIUIOUIEHHE U AeopMalius CTOII,

HaJINYKME NOBEJACHYECKUX PACCTPOMCTB: CUHJIPOM Ie(UIIMTa BHUMAHUS U TUIIEPAKTUBHOCTH
(CABI'), ayTuctrueckue nposiBIeHHs, 00CECCUBHO-KOMITYJIb.CUBHBIE PAaCCTPOICTBA;

HETPOTPECCUPYIONTUE OTKIOHECHUS B KOTHUTHBHBIX (PYHKIUSAX: HAPyIICHUE
KpPaTKOBPEMEHHOU CIIOBECHOM MaMsTH, TUCIEKCHSI, CrieU(pUIECKUe pacCTpOHCTBA
0o0ydeHus;

HaJIMYHUC SMOLIMOHAJIbHBIX paCCTpOﬁCTBZ ACIpeCCus, TPCBOXKHOCTD, aq)q)eKTI/IBHOCTL;

HUCCICOOBAHUC CCpHC‘IHO-COCYI{HCTOﬁ CHUCTCMBI: YBCIIMYCHUC YaCTOTBI CCPACUHBIX
COKpameHHﬁ, IMOBBIIICHUE apTCPUATIBHOT'O JABJICHUA,

MCCJIeIOBaHUE JIbIXaTeNIbHOM cucTeMbl: yBenudenue YJI/1, ocnabnenHoe npIxaHue npu
ayckynsranuu [1,2,38].

[Tonpo6HO naHHBIE GU3UKATBEHOTO 00CIEI0BaHUS ONMCAHBI B pa3zelie «KJIMHUYECKask KapTHUHAY.

JlaGopaTropHbIe THATHOCTHYECKHE UCCJIeI0BAHUS

Pannss nnarnoctuka M/1J1 u M/Ib — 3a10r npaBuiIbHOIO BEICHUS MTALIUEHTOB, CBOEBPEMEHHOTO
WCTIOJTH30BaHUS JJOCTYITHBIX CXEM TepPalluy U PEaOMIMTAIINH TSI MPODUIAKTUKH OCIIOKHEHHH,
COXPaHEHMS KaYeCTBA U IPOJOJLKUTEIBHOCTY KU3HU MMALIMEHTOB.

PexoMenyeTrcs onpenesieHne akTHBHOCTH KPEaTUHKUHA3bl KPOBU BCEM TMAIIMEHTAM C
KIIMHUYECKUMU CUMITTOMaMU, XapakTepHbimu st MJIJI/M/Ib, ¢ uensio panHeit
JIMarHOCTHKH Oose3HM [2].

YpoBenb yoenuTteibHOCTH pekoMenaanuii — C (YpoBeHb T0CTOBEPHOCTH 10KA3aTeIbCTB — 5)



KommMmenTapuii: nosviwenue yposus KOK obnueamuulil, panuuil OOKIUHUYECKUL NPUSHAK.
Xapaxmeprnvim o MI[/] sensemcs nosviwenue KOK 6 10—100 pas. B obsa3amenvhom nopsoke
yposenv KOK Oonowcen onpedensmvcs y nayuenmos 6 ciedyrowux cumyayusix. 1) pebeHok e xooum
8 16—18 mecsayes, npumensem npuem I 08epca npu 6cmaganuy uiu Xooum Ha NAtbyax,; 2) umeemcs
omszowjenHvlll anamues no M/[/[ unu nanuyue y O1U3KUX pOOCMBEHHUKOB HEYMOYHEHO20 HEPEBHO-
MblueyHo20 3ab0nesanus 3) y nayuema vissieHo nosviuienue mpancamunas (AJ1T, ACT) nesacrnozo

2eHe3a y demetl 8 OOKIUHUYECKOU CMaouu (KIUHUYECKAs Cumyayus waue cmpeuaemcs y oemeti 8
so3pacme 0o 3 niem) [1, 2, 41].

e PexoMeHyeTcs IpOBEICHUE MOJICKY/IIPHO-TEHETHIECKOTO HCCIICIOBAaHUS B
reie DMD Bcem nmanuenTam ¢ cuMnToMaMu xapaktepabsiMu it MJIJI/M/Ib nnu
nanueHTam 0e3 CHMITOMOB, HO C MOBbIIeHHBIM ypoBHEM KDK (6omee 2000 En/mn) ¢ nenbro

MOATBEPXKACHUA AAarHO3a U IPOBCACHUA MEJUKO-I'CHETHYCCKOT'O KOHCYJIBTUPOBAHNA CEMbU
[1-4, 42, 43].

YpoBeHb yoenuTeIbHOCTH pekoMeHaanuii — C (YpoBeHb J0CTOBEPHOCTH JI0KA3aTeILCTB — 4)

KomMmenTapuii: nepswiii sman: onpedenenue kpynuvix oeneyuii u oynauxayuii 6 cene DMD
MemoOOM MYIbMUNAEKCHOU AMIAUDUKAyUU TUeUposantvix 301006 (MLPA). Bmopoti sman: npu
OMCymcmeuu IK30HHbIX Oeneyutl unu oynaukayui 8 2cene DMD crnedyem nposecmu cek6eHupogauue
2ena 07151 OOHAPYIHCEHUsL MATBIX U TMOYKOBLIX Mymayuil. Bozmoocvimu memooamu A61a10mces
cekseHuposarue Hoeo2o nokonenus (NGS) unu memoo ceeenuposanusi no Ceneepy. I[lpednoscennulii
aneopumm eviasnsem 98% mymayuti 6 cene DMD. B cnyuae 6vlagnenusi mouKogulx Mymayuti
memoodom NGS, Heobx00umMo npo8ooums ux noOmMeEepI*cOeHUe MemoooM NPIMO20 CEeKBEHUPOBAHUS
no Ceneepy.

e PexoMeHnayeTcs mayeHTaM ¢ CUMITOMaMu, xapakrepasiMu At MJUI/Mb wnu
nanueHTam 0e3 CUMITOMOB, HO € MOBbIIeHHBIM ypoBHEM KDK (6onee 2000 En/n) Guorncus
MBIIIIIBI ¥ TTATOJIOT0-aHATOMUYECKOE UCCIIeIOBAHNE OMOTICUIHOTO (ONepaIlMOHHOTO)
MaTepualia MpIIIEYHON TKaHU C IPUMEHEHUEM UMMYHOTHUCTOXUMHUYECKUX METOAOB Ha
HaJgu4ue TUCTpodrHA B CIydasX COMHUTEIIBHBIX PE3YyJIbTaTOB T€HETUUECKOTO 00CIIeI0BaHUS
WJIM HEBO3MOXKHOCTHU €T0 MTPOBEICHHUS C LIEJIbIO MOATBEPKICHUS TMarHo3a nauuentam [ 1, 2].

YpoBenb yoenutenbHocTH pekomenaanuii — C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTeJIbCTB — 5)

KommenTapuii: 6 bonvuuncmee ciyyaes cenemuieckux Memooos UcCcied08anuusi 00CMamoyHo 0is
noomeepoicoenus ouazHosa. Tem ne menee, K02e0a eeHeMUYeCKUUl AHAIU3 He NOOMEEPOUT
MJJI/MJIB, npu coomeecmsyiowjeii KIUHU4eCKol KapmuHe U ¢ Y4emom mo2o, Ymo opyaue HepeHo-
MbluleyHble 3a001e8anusl OblIU UCKTIOUEeHbl, B03MONMCHO NPOGedeHUe OUONCUU MbLULYbL U NAMOL020-
aHamomuyecKkoe Ucciled08anue OUONCULHO20 (ONepPayUOHHO20) MaAmMepuaLd MbledHOl MKAHU C
npumMeHeHueM UMMYHOSUCTIOXUMUYECKUX MemOo008 ¢ NOCIe0VIOWUM AHATUZOM HATUYUs OelKa
oucmpoghuna.

e PexoMeHayeTcs BCEM MalleHTaM ¢ KnuHudeckumu npuznakamu MJIJI/MIb npoBenenue
aHaM3a KpOBU OMOXUMHUYECKOTO OOIIeTepaneBTHUECKOTo (MCCIIeIOBaHNEe YPOBHS OOIIETO
Oenka, KpeaTHHUHA, MOYEBUHBI B KPOBH, OTNIPEICIICHUE aKTHBHOCTH
alTaHMHAMUHOTpaHc(hepasbl, acnapraTaMHHOTpaHCcepasbl, raMMa-TIIIOTaMIITpaHcPepasbl B
KPOBH) C IEJIbIO OIIEHKH COCTOSHUS TedeHu u mouek [118-121, 130].

YpoBenb yoenuTeibHOCTH pekoMenaanuii — C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 4)

KommenTapuii: mak sice, npu neobxo0umocmu, npoeoosim Uccied08anHue YyPOoGHsL 2H0KO3blL
OUIUPYOUHA CBAZAHHO20 (KOHBIO2UPOBAHHO20), OUNUPYOUHA CB0OOOHO20 (HEKOHBIOSUPOBAHHO20) 8
Kpo8u, 00we20 Kanbyusl, UOHUUPOBAHHO20 KAlbYUS, HEOPeAHUUECKO20 (Pocdhopa 6 Kposu ¢ yerbio



OYEHKU Kalbyueso-pocghoproco obmena.

e PexoMeHayeTcsl BCEM MalMeHTaM ¢ KIuHudIeckumu npuznakamu MJIJI/MIb oOrwmii
(KIMHUYECKUI ) aHATIU3 MOYH C LIEJIBIO0 OLIEHKH COCTOSIHUS MOYEBBIBOASIINX MTyTEH U MOYEK

[75].

YpoBensb yoenqurenbHocTH pekoMenaanuii — C (YpoBeHb 10CTOBEPHOCTH JI0KA3aTeJIbCTB — 4)

NHCTpYMEHTAJIbHbIE TUATHOCTHYECKHE NCCAET0BAHNS

[epeunciieHHbIe KIMHUKO-UHCTPYMEHTAIBHBIE METOIbI MCCIICIOBAHUST HEOOXOAMMBI JISI
nepBUYHON 1 qudhepeHIIMaTbLHON TUArHOCTUKU O0JIe3HI

e PexoMeHAyI0TCS MPOBOAUTH UCCIIEAOBAHNE CIIPOBOLIMPOBAHHBIX JbIXaTEIbHBIX 00BEMOB,
HECITPOBOIMPOBAHHBIX JIBIXaTeIbLHBIX 00BEMOB U TIOTOKOB NarnuerTam ¢ MJIJI/M/IB, mpu
HAJIMYUU TIOKAa3aHHM, C 1IeJIbI0 CBOEBPEMEHHON AMarHOCTUKHU HApYyIIeHUH QyHKINN
neixanus. [10-14,40,44,45].

YpoBeHb yoeauTeabHocTH pexoMenaanuii — C (YpoBeHb JI0CTOBEPHOCTH 0KA3aTeIbCTB — 4)

KomMmenTapuu: oyenxa gpynkyuu eneuine2o 0bixauus npo8ooOUmcs MemoooM CRUPOMempuU
(uccredosanue cnpoBoOYUPOBAHHBIX ObIXAMETLHBIX 00HEMO8, HECNPOBOYUPOBAHHBIX ObIXAMENIbHBIX
00beM08 U NOMOKO0B), eJce200HO (U NPU HeOOX0OUMOCMU 08AANCObL 8 200) C 5 iem npu
B03MOICHOCMU NPOBEOEHUSL.

e PexoMeHayeTcs MpOBeIeHNEe MarHUTHO-PE30HAHCHOM TOMOTpa)uy MBIIIEYHON CUCTEMBI
(MPT neneBsix mbii) nanueatam ¢ MJIJI/MJIb ¢ 11e1b10 OIIEHKH CTETICHH ITOPayKCHHS
MBIIIEYHOM TKAHU MIPH MOCTAHOBKE JIMarHo3a U B IMHAMHUKE 110 Moka3aHusM [38, 46].

YpoBenb yoeauTeabHOCTH pekoMenaanuii — C (YypoBeHb 10CTOBEPHOCTH JI0KA3aTeJILCTB — 4)

KommMmenTapuii: nposooumcs no noxkazanusm (¢ yenvto oughghepeHyuanbHol OUacHOCMuKY, KaKk
OONONHUMENbHBII MEMOO NOOMBEPIAHCOCHUSL OUACHO3A 8 COMHUMENbHBIX CLYYAsX U AHAIU3A
pazsumusi 3a001e8anusi 8 OUHamuKe). /annviii Memoo 00C1e008anUsl AGIAEMCs OONOIHUMETLHBIM.
MPT mbiuy nossosnsem u3yanu3uposams Cmenenb OUCmpoguu u uopo3a MvluledHot MKAHuU.
Busyanuzupyemcs xapaxmepmuwiti nammepn nopasjicenus — muvldy 6eopa (MakcumaibHoe
nopasicenue npueoOsUUX Mvldly 6edpa npu COXPAHHOCMU MOHKOU U NOPMHAICHOU MbLUY) U 20]eHU
(orcuposas ungurbmpayus 6 KAmMOAI08UOHBIX U MALOOEPYOBLIX MbILYYAX U OMHOCUMENTbHAS
coxpanHocms 60nvuebepy08ou moiuiyst) [94].

e PexoMeHyeTcs IPOBEICHUE PCHTTeHOTpa(huK TPYTHOTO M MOSICHUYHOTO OT/Iea
MO3BOHOYHHKA (MJIM KOMITbIOTEpHAsi TOMOrpadust MO3BOHOYHHKA (OJUH OT/EN)) B OOKOBOU
npoekiuu nanuentam ¢ MIJI/MJIb co ckonmo3omM, xano6aMu Ha OOJIb B TTOSICHUIIE, a TAKKE
BCEM MaIlMeHTaM, TOTEePSBIINM CIIOCOOHOCTh XOAUTh, C IENbIO OIEHKU CTETICHH Pa3BUTHUS
CKOJI03a, BBISBJIICHHS ITEPEIIOMOB TTO3BOHOYHHKA, a TAKXKE C TCITBI0 ONIPE/ICIICHUS
HEOOXOAMMOCTH JICUSHHsI OCTeonopo3a oudochonaramu; onpeaeacHus: HEOOXOAUMOCTH,
BO3MOXKHOCTH U 00beMa XUpyprudeckoro smemarensctsa [31, 126, 127, 128, 157].

YpoBeHb y0enuTeILHOCTH peKoMeHaanuii — B (YpoBeHb 10CTOBEPHOCTH 0KA3aTeIbCTB — 3)

KomMmeHnTapuu: penmeenocpaghust 2pyonoco u noscHuuno2o omoend no360H04YHUKA 8 OOKOBO1
npoexyuU nPo8oOUMcsi Kasxicovle 12 200a y nayuenmos, nPUHUMAauux KOpmuKoCcmepouosl
CUCMEMHO020 0elicmeust, U Kaxcovle 2—3 200a Y NAyueHmos, He RPUHUMAIOWUX KOPMUKOCIEPOUObl
cucmemno2o oeticmsus [1], a maxaice nposooumcs 08axicovl 8 200 NayuUeHmam, NomepseUUM



CNOCOOHOCMb X00UMb, C HCATO0OAMU HA OONb 8 CNUHE, CO CKOIUO30M U 2UNEPTLOPOO3OM.

e PexoMeHAyeTCsl pEHTI€HOIEHCUTOMETPHUSI MOSICHUYHOTO OT/I€)1a I03BOHOYHMKA [TAllUEHTaM C
MIJI/MIb B 60KOBO¥ TTPOSKIIMH C IS0 BBISBICHUSI OCTEOTIOPO3a U MEePEIOMOB
IIO3BOHOYHMKA, a TAKXKe IIPH MOJrOTOBKE K Tepanuu oudochonaramu miu
OpTOIENUECKOMY XUpYpruueckoMy BmemarenscTBy [31, 53, 101, 126, 127, 128, 157].

YpoBeHb yoeauTEeILHOCTH peKoMeHaanuii — B (YpoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 3)

KoMmeHTapuu: nposooumcs pe2yisapro 0emsam, HauuHdas co 6Mopou Cmaouu (PaHuss
ambynamopuas) npozpeccuposarnus 3abonesanus. /s nayuenmos ¢ MJ/[JI/MJIb xapakmepra
8bICOKASL HACMOMA OCMEONeHUU U NepeloMO8 NO360HKO8 U OIUHHBIX mpyouamblx kocmell. {anHvle
PUCKU 00YCTIOBTIEHbl MbILUEYHOT C1aDOCMbIO, NPUEMOM KOPMUKOCIEPOUOO8 CUCMEMHO20 Oelicmaus
U HUBKOU NOOBUNICHOCbIO nayuermos [1]

o PeKOMeH,I[yeTCH perucrpanus JICKTPOKApAUOIrpaMMBbI U ITPOBCACHUC 5XOKAPpANOI pa(bHH

BceM naruerTam ¢ MJIJI/M/IB ¢ nenbio BEISBICHHS CIIEIU(DUISCKOTO TIOPAKEHUS CepIa
[9, 28, 31, 39, 127].

YpoBeHb yoenurteabHocTH pekoMenaanuii — C (YpoBeHb 10CTOBEPHOCTH I0KA3aTeNILCTB — 5)

KomMMeHnTapuu: danuvie Menmoosl ucciedo8anus NO360JI0M GbIAGUMb HAPYUEHUS. YACHOMbl
CepoeunbIX COKpaUeHutl, pumma u npo8ooOUMOCMU cepoyd, NPUSHAKU CUCTIOIUYECKOU OUCHYHKYUU,
OUNLAMAayayUOHHbIX HapYuleHull, 2Unepmpo@uu MUoKapoa, MumpaivHou pecypeumayuu. Ipu
Heobxooumocmu 803moxcHo nposederue MPT cepoya [127] ¢ konmpacmuposanuem 0151 OyeHKU
CMPYKMYPHBIX UBMEHEHUT NPAB020 U JIEB020 IHCETYOOUKO8, MALUCIPATbHBIX U NEpUphepuiecKux
€oCy008.

e PexkoMeHayeTcs IPOBEeIEHUE MyIbCOKCUMETPHUH BO cHE BceM nanuentam ¢ MJIJI/M/1b npu

cumxkenuu JXKEJI menee 50% c 11e51b10 BBISIBJICHUSI CHHIPOMA OOCTPYKTUBHOTO alTHO? CHA
[39].

YpoBenb yoenutenbHocTH pekomenaanuii — C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTeJIbCTB — 5)

KomMmenTapuu: na amoynamopnoii cmaouu modicem 03HUKHYMb HEOOXOOUMOCHb 8 NPOGe)eHUl
uccne008anull cHa ¢ kKannozpaguei, 0cO6eHHO Npu NOBLIUEHUY MACCHl Meld 6C1e0Cmele mepanuu
KOPMUKOCMEPOUOAMU CUCEMHO20 0etiCBUs U NPU HATUYUU CUMATNOMOS8 HaApYUuleHUs: ObIXAHUS 60
cHe (annos cua). Hccneoosanus cna makaice MO2ym UCHONb308AMbCS KAK AbMEPHATUBHDLI MEMOO
0711 MOHUMOPUH2A NOKA3amernell 6HewHe20 ObIXAHUSL Y meX NAYUEHMO8, KOMOPbIM HEB03MONCHO
nposecmu ucciedosanue GyHKyuu eHewHe2o ovixanus. Ecau 6osmoodrcno, nayuenmam, ne
CNOCOOHBIM CAMOCTOAMENLHO XOOUMb, UMEIOWUM CUMNIMOMbL HAPYULEHUsL ObIXAHUS 80 CHe,
UCCe008anUsl CHA Cledyem NPo8OOUMb He pexce 00H020 pa3a 8 200.

e PexoMeHayeTcs IpOBEICHNE KapIMOPECIIUPAaTOPHOTO MOHUTOPHHTA (JIUCTAaHITMOHHOE
HaOJIIO/IEHNE 3a MMOKA3aTeNIIMHA YaCTOTHI CEPJICIHBIX COKPAIICHUN M TMCTAaHIIMOHHOE
HabmoeHre 3a (yHKIIMOHATHHBIMU TTOKA3aTeIsIMU BHEIIHETO JBIXaHUs) B CTAIIHOHAPE BCEM
nanuentam ¢ M/IJI/MJIb nipu Haimmuuu »xajno0, COOTBETCTBYIONIUX TUIIOKCEMUH (JTHEBHAS
COHJIUBOCTb, TOJIOBHBIE OOJH, YTOMIISIEMOCTh, HOYHBIE KOIIMAphl, HEOOBICHUMOE CHUKCHHE
Macchl Tella IpU aJieKBaTHOM MUTaHUM) W/uin JaHHbIX 0 cHkeHun OXKEJI menee 50%
W/WJIH BBISIBIICHUH CHYDKCHHSI CaTypalliy 10 JaHHBIM HOUHOM MylECOKCUMETpUU MeHee 94%
C TIEJTBIO BBISIBJICHUS CUHIpOMa OOCTPYKTHBHOTO armHo)d cHa [39].

YpoBenb yoenurteibHOCTH pekoMenaanuii — C (YpoBeHb T0CTOBEPHOCTH 10KA3aTeIbCTB — 5)

KommenTapuu: kapouopecnupamoproe moHumopuposanue nposooumcst O OYeHKu pumma



cepoya, ypoeHs camypayuu (HacvlyeHusi Kpo8u KUCI0POOOM), YUCIA OCIAHOBOK ObIXAHUS 8 HOYHOE
gpems. JlanHoe uccredosanue 8axcHo 0iisl pukcayuu axma XpoHuueckoli OblxameibHOU
HeO0CmamoyHOCmu u 0Jisl peuletusi BONpoca 0 HeodX0OUMOCMU OONOTHUMENbHOU PeCnupamopHoll
NOO00EPICKU.

HNHble AMATHOCTHYECKHE MCCIET0BAHUS

e PexkomeHIyIOTCSl IEPBUYHBIC KOHCYIBTAIIMK BpaYeil U MHBIX CHEIIUATUCTOB U3 MEAUIIMHCKOM
OpraHU3aIMy WINA €€ CTPYKTYPHOTO MOAPA3AEICHUs, OKA3bIBAIOIIETO CIECIIUATIU3UPOBAHHYIO
MaJUTHATUBHYIO MEAUIIMHCKYO mTomoIb aetsam ¢ MJIJI/M/Ib, npu Hanu4wnu moka3zaHui, 1Jis
ompezeneHus: o0beMa HeoOXOANMON NayTuaTuBHOM oMoty [39, 142, 146, 147].

YpoBeHb yoeauTebHOCTH pekoMeHaanuii — C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEJIbCTB — 5)

KommenTapumn: Koncynomayus omnocumenbHo naiiuamueHou MeOUYUHCKOU NOMOWU MOMCEm
0Ka3b18amuvCsl Ha 8cex amanax eedenus nayuenma ¢ MI/MJIB: npu nocmanoske ouaznosa, 60
8peMsl NPUHAMUSL KJIHOYEBbIX MePanesmuyecKux peueHull, Npu 603HUKHOBEHUU HCUSHEY2POHCAIOUUX
COCMOAHULL, A MaKdce 8 MePMUHATbHOU haze 3a001e8aHUs.

e PexoMeHIyIOTCS TOBTOPHBIE KOHCYJIBTAMK Bpauyeid U MHBIX CIIEIIMAIUCTOB U3 MEAULIMHCKON
OpraHu3aly WIHA €€ CTPYKTYPHOTO MOAPA3AEIEHUs, OKa3bIBAIOIIETO CIIELIMAIU3UPOBAHHYIO
MAJUTMATHBHYIO MEIUIIMHCKYIO moMoIls aetsm ¢ MJIJI/M/Ib, npu Hanwduu noKa3aHui, Jist
ornpezeneHus: o0bemMa HeoOXOAUMON MaNTMATUBHON TTOMOIIY U OLIEHKH €€ 3PPEKTUBHOCTH
[39, 142,146,147].

YpoBeHb yoeauTeIbHOCTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH JI0KA3aTeJILCTB — D)

e PexoMeHayeTCs BKIIFOUEHHUE IJIAHOBOW OIIEHKU OOJIM COTIIACHO IMIKaJlaM, COOTBETCTBYIOLIHM
BO3pAcTy W YPOBHIO HEPBHO-TICUXMUECKOTO Pa3BUTHUS PEOCHKA, BCEM JETSIM C
MIPOTPECCUPYIOIIEH MBITIIEUHON AUCTpoduei [{rommeHHa u mporpeccupyromne MbIIIIeUHON
muctpodueit bekkepa, s mogdopa obezbonuBanus [143].

YpoBeHb yoenuTenabHocTH pekoMeHaanuii — C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB — 4)

KomMenTapuu: vi60p memooos oyenxu 60au (6 m.u. wikauvl oyeHku 60au) ocyujecmeisiem
Jledawyutl 8pay, 8 3a8UCUMOCIU OM 803PACMA U KIUHUYECKO20 CMAamyca pebeHKd.

e PexoMeHayeTcs MpoBeieHUe TecTa 6—TH MUHYTHOI X0/1bOBI BCEM aMOyIaTOPHBIM
naruenTam ¢ MJIJI/M/Ib ¢ 11enbio OIIeHKHM MOTOPHBIX (DYHKIIMIA, BBIHOCIUBOCTH, AMHAMUKHI
U IPOTHO3MPOBaHUs TeueHus 3aboneBanus [37, 48-51, 158] ([Ipunoxenue I'4).

YpoBeHb YoeIUTEIbHOCTH peKoMeHAaluii — B (YpoBeHb 10CTOBEpPHOCTH 10KA3aTEIbCTB — 3)

e PexoMeHayeTcs MpoBeieHUe (PyHKIIMOHAIBHBIX TECTOB Ha BPEMs: MOBEM U3 MOJIOKEHUS
cusi/Texa, BpeMsl MoabeM/CITycKka Ha 4 CTyTleHH, BpeMsi Xoap0b1/06era Ha 10 MeTpoB BceM
amOynatopHbiM narenTam ¢ MJIZI/M/Ib ¢ 1ienbio olieHKH MOTOPHBIX (PYHKIMHA U
nporuo3upoBanus TeueHus 3ad0oneBanus [49] (IIpunoxenne A 3.5 u A 3.6)

YpoBeHb yoenuTeIbHOCTH pekoMenaanuii — C (YpoBeHb 10CTOBEPHOCTH I0KA3aTEJIbCTB — 5)

e Pexomenayercst u3mMepeHue MOABMKHOCTH CycTaBa (yIJIOMETpHs), ONpeeIICHIEe 00bemMa
MACCUBHOTO JIBUKEHUS OTHOTO CyCTaBa B OJTHOM MJIOCKOCTH, OMpe/eneHne oobema
AKTHBHOTO JIBFKEHUSI OJTHOTO CyCTaBa B OJJHOM TUIOCKOCTH BeeM maruenTam ¢ MJIJI/MJIb ¢
[ENBIO OIpe/IeTICHUSI MAKCHMATBbHOTO 00beMa ABMKCHUN B CyCTaBax M BBISBICHHS HATUUHS



pa3BuBarommxcst KOHTpakTyp [2,52] (Ilpunoxenue A 3.7)

YpoBeHb yoenuTeqbHOCTH pekoMeHaanuii — C (YpoBeHb 10CTOBEPHOCTH J0KA3aTeJILCTB — 4)

e Pekomenayercs BceM MalMeHTaM ¢ KIMHUYeCKuMU mipuzHakamu ¢ MJIJI/M/Ib npu
MOCTAaHOBKE JTUarHo3a NPUMEHATh MYJIbTUIUCIUILTUNHAPHBIN MOAXO/ C IEJIbI0 COBMECTHOTO
BE/ICHHUSI MMAIMEHTA CTIICIIMATMCTaMH Pa3HbBIX Mpoduiiel, Tak KaK 3a00JICBaHIE

XapaKkTepu3yeTcsl HOpaKeHUEM MHOTUX OPTraHOB U CUCTEM U TpeOyeT KOMIUIEKCHON Tepanuu
[1, 95].

YpoBeHb yoenuTeIbHOCTH pekoMeHaanuii — C (YpoBeHb 10CTOBEPHOCTH A0KA3aTEJILCTB — 5)

KomMeHnTapum: nokasansl nepsuynvie u no8mMopHsle KOHCYIbmMayuu 8paia-2eHemuxa, epaia-
HeB8po102a, 8PAUa-NYIbMOHONL02A, 8PAYA-0EMCKO20 KAPOUoio2d, 8paia-Kapouonoad, payd-
2aCmMpoIHmMepono2d, 8paia-0emcKo20 SHOOKPUHOL02A, 8PAYA-IHOOKPUHON02A, 8PAYA-
mpasmamonoza-opmoneoa, 8paia-ouemoinoad, 6pava-ncuxuampa, spada-neouampa/spaia ooweti
NpaKmuKu (cemetino2o epaia)/spava-mepanesma, 8pava-opmanremono2a, paia-aHecmesuoioea-
Ppeanumamonoaa, MeOUYUHCKo20 NCUxXoio2d, 8pava no je4edHou usKyivmype, 8pava-
Gusuomepaneema, epava usuueckol u peabuIUMayuoHHOU MeOUYUHsl, 8PAYd NO NALIUAMUBHOU
MEOUYUHCKOU NOMOWU, CReYUATIUCA NO MeOUYUHCKOU peaduIumayuu, a makice spadeti Opyeux
cneyuanonocmetl nayuenmam ¢ MIJI/MJIB, umerowum napyuienus OyHKyul coomeemcmeayouux
opeanos u cucmem. Takoice HeobxoOuMa papabomra UHOUBUOYATbHOU NPOSPAMMbL
J1020Ne0UYecKoll peadburumayuu.

JleueHnue

JIe‘leHI/Ie, BKJ/IIOYasi MEAUKAMEHTO3HYIO H HEMCIUKAMECHTO3HYIO Tepallui, JUETOTCPaAINUlo,
066360.]'[I/IB3H1/IC, MEAUIHUHCKUE NTOKa3aHUS U IIPOTUBONIOKA3aHUsl K IPUMEHCHUIO ME€TO10B
JICUCHUSA

Jleuenne M/1JI/M/Ib BKiTIO4aeT Kak MaTOT€HETHYECKOE JICUCHHE, TaK U TIPOBEICHUE
cUMIITOMaTnueckou Tepanuu. Benenue nauuentos ¢ M1/l npeanonaraet MyJabTHIMCIUIUTMHAPHBII
MOJIXOJ1 ¢ 00sI3aTeNIbHBIM YYaCTHEM Bpada-TeHETHKa, Bpaya-HEBPOJIOTra, Bpaya-IyJIbMOHOJIOTA,
Bpayda-JeTCKOro KapnoJiora, Bpaya-KapuoJiora, Bpaya-raCTpo3HTEpOIIOra, Bpaya-1eTCKOTO
SHJIOKPHUHOJIOTA, Bpaya-sHI0KPHUHOJIOTa, Bpaya-TPpaBMaToJIora-opTore/ia, Bpaya-a1ueToiora, Bpada-
MICUXHATpPa, Bpaya-neauarpa/Bpaya ooIe mpakTHKY (CeMEHHOTo Bpada)/Bpaya-TepaneBTa, Bpaya-

o TaapMoIIOra, Bpada-aHEeCTE3U0JIOTa-pPeaHNMAaToJIOra, METUIIMHCKOTO TICUX0JIOTa, Bpaya 1o
neyeOHOM (pu3KynbType (WM Bpaya-(hu3noTeparnenTa, Bpaya GU3NIecKoi u peabUINTalnOHHOM
MEJUIIMHBI), Bpada M0 NaJUIMaTUBHOW METUITMHCKON TTOMOIIIH, CTIEIIMAIUCTA 110 MEAUITUTHCKOM
peadbunuTaIy 1 Bpauei Apyrux CrenuanbHOCTEH, UMEIOIINX OMBIT B JIEYEHUH STOTO PEAKOTO
3aboneBanus. [Ipy HATMYUK CUMITTOMOB TMOPAXEHUST OPTaHOB-MUIIICHEH HEOOX0IMMa KOHCYJIBTAIUS
MpOo(UIBFHOTO CHEIUANNCTA.

1. MeagukamenTo3Has Tepanus. [larorenerudeckoe jeuyeHue.

e PexoMeHyeTcss NpUMEHEHHUE JICKAPCTBEHHOTO TIperiapara arailypeH aMOyIaTOpPHBIM
narueHTam ¢ MJIJ] crapie 2-X JeT, y KOTOPBIX MOJIEKYJISIPHO-TEHETUYECKOE UCCIIEIOBAHNE
BBISIBUJIO HOHCEHC-MYTAIHIO (3aMeHa KOJIOHA, KOJAUPYIOIIEro aMHHOKHCIIOTY Ha CTOII-
KOJIOH), C LIEJIbIO MPOBEACHUS NaTOreHeThueckon Tepanui [2, 36, 53, 54, 55].

YpoBeHb yoenuTebHOCTH pekoMeHaanuii — A (YpoBeHb 10CTOBEPHOCTH JI0KA3aTEJILCTB — 2)

KomMenTapuu: ambyramopusiii nayuenm — 3mo nayuenm, CHOCOOHbII K CamMOCmMOAmMenbHOU
xo00vbe. Ilpednazaemcs 6 peanbHol KIUHUYECKOU NPAKMUKe MPAKMOo8ams «amobyiamopHOCHby»



oonvrvix M/ kax cnocobHoCcmb X00ums 6e3 UCNOIb30BAHUSL 6CNOMO2AMENbHBIX CPEOCME U De3
VKA3aHUus OUCMaHyuy U 6pemMeruU, a «nomepeu amoyi1amopHOCUuy cuumams COCmosnue, npu
KOMOpOM NAYUEHM BbIHYIHCOEH NOCMOAHHO UCNONb308aMb UHBANUOHOE KPECTIO OJis NePeO08UICEHUs
KaK 6He ooma, mak u 8 domawnux ycrosusx. Honcenc-wymayus J[HK npossnsemcs obpazosanuem
npesicoespemernoco cmon-kooona ¢ mampuunot PHK (MPHK). B pe3yiomame napywaemcs
cunmes noiHopasmepHozo benka oucmpoguna. Honcenc-mymayusa eviasnsiemea y 18—20%
poccutickux nayuenmos ¢ M/I/l. Amanypen oelicmeyem na smane mparcisayuu oeixka 8 pubocome,
noseonsiem cuyumuléams ungopmayuio ¢ MPHK, necmomps Ha Hanuyue 8 Hell npexrcoe8pemenHo20o
CMON-KOOOHA, U CUHME3UPOBAMb NOTHOPA3MEPHbLIL DenoK. Amanyper npeoHasHaven O ledeHus
ambynamopuwix nayuenmos ¢ MJ/{J1, vi36annoll HOHCEHC-Mymayuell 6 2eHe OUCMpopuHa, demsam
om 2 nem u cmapwe. Ilpunumaemcs nepopanvro. Pexomenoyemas dozuposka cocmasisiem 40
me/xe 6 cymku (10 me/xe cymru ympom, 10 me/ke onem, 20 me/ke éeuepom) [56]. Unmepsan mesicoy
ympeHHell, OHeBHOU U 8euepHell 00301 00axceH cocmasiams 6 uacos. Mnmepean medcoy eeuepueti u
ympenHeti 00301 0ondcer cocmasnsims 12 yacos. [Ipu nomepe amodynamopHocmu Koppexyus
0o3uposku ne mpeoyemcs. Ilocneonue onyonukosarnHvle OaHHble, OMPANCArOUjUe ONnvlm
NpUMeHeHUs amaiypend 8 peaibHOU KIUHUYEeCKOU NPaKkmuke, nNpo0eMOHCMPUPOSAU, Ymo
npuMeHenue amaiypena npueooun, 8 CpeOHem, K Y8eIuieHuo npoooI#CUMENIbHOCHU
CamocmoamenbHot X00b0bl y NAYUeHmos Ha 5,4 200a no cpagHeHuIo ¢ NayueHmamu, NOLyYaowuUMu
monvko cmanoapmuyio mepanuio (p <0.0001) [37, 136]. Kpome moeo, 6 epynne, nonyuaroueti
amanypeH, moavko 20% nayuenmos ympamuiu cnocOOHOCMb CAMOCOAMENbHO NEPeOsUSAMbCs NO
cpasHenuio ¢ 62% 6 epynne, nonyuasuumMu Mmoabko cmanoapmuyto mepanuio. Taxaice, monvko y
3,3% nayuenmos, nonryuasuwiux amanypet, noxazamenv O)KEJI 6vin menee 60%, 6 mo 8pems Kax 6
2pynne, nOIy4arwux moavko cmanoapmuyro mepanuro OIKEJI <60% 6win0 y 36,5% nayuenmos (p
<0.0001), umo 2060pum o0 cnocooHoOCMU AMALYPEeHa ONUMENLHO COXPAHAMb ObIXAMENbHYIO

@yuxyuro y nayuenmos ¢ M/[J] [36].

Tepanusi KOPTHKOCTEPOUIAMH CUCTEMHOTO 1eiiCTBHS.

e PexoMeHayeTCs Ha3HaueHHEe Tepalyuy mpenapaToM #rpeanu3onon™* B nose 0,75
MI/KI/CYTKH NEpOpaJIbHO MOCe 3aBepiieHus] GOPMUPOBAHUS ABUTATENIbHBIX HABBIKOB, HO 10
HayaJla yracaHusi MOTOPHBIX (yHKIUH (Ha cTaauu miaro), Bcem nanuentam ¢ MIJI/M/Ib ¢
LEJbI0 CHHYKEHUS BOCTIAJIUTENBHBIX MTPOLIECCOB, 3aMEIJICHHS] YTPAThl MBIILIEYHON CHIIBI U
(byHKIUI, yMEHBIIEHUS pUCKa Pa3BUTHS OPTONEANYECKHX OCIOKHEHUH, cTaOMIM3u3auu
(YHKIIMOHATIBFHOTO COCTOSTHUS JBIXaTeIbHOW U CEePIIEYHO-COCYIUCTOM cuctem [2, 34, 35, 37,
38, 39].

YpoBeHb yOeTuTEeILHOCTH peKOMeHAanuii — A (YPOBeHb 10CTOBEPHOCTH J0KA3aTeJILCTB — 1)

KomMeHnTapuu: kopmukocmepoudvl cucmemHo2o 0eucmeaust A6IsII0Mecst MeKyWuM «30J10MblM»
cmanoapmom nevenus nayuenmos ¢ M//[, komopwvie usmenunu ecmecmeenHoe meyeHue
3a601€6aHUsL 3a cYem 3aMeONIeHUsL NPO2PEeCCUPOBAHUSL YXYOULEHUS. O8UAMENbHBIX U JIe20YHbIX
dyHKYull, yMeHbULEHUs KOTUYeCmB8a OPMONeOUdecKUx OCILONCHEHUN U Onepayull Ha NO360HOYHUKe, d
makakce ysenuyenus npoooaxcumenvHocmu sxcuznu. Ilonooscumenvhsie s¢pgpexmoi
KOPMUKOCMEPOUOO8 CUCEMHO20 OeUCMBUSL 0OBACHAIOMCA UX NPOMUBOBOCNATUMENLHOU
AKMUBHOCMbIO, OCOOEHHO 8 MbIUUYAX C HUSKUM YPOBHEM OUCPODUHA, YMO NOMO2aem COXPAHUMb
CNOCOOHOCMb K NEPe0BUNCEHUIO 3a Cuem 3a0epicKu pazeumusi pazpyuterus moiuy [104].

I irokokopmuKouosbl yMeHbuaom HeKpo3 Mbliy U 8OCNAeHUe 3d Cuem MOOYIUPOBAHUS KILeMOYHO20
omeema Ha 6ocnaiexue, YCUIU8aem nporudhepayuro MuUo2eHHbiX CmMeo108bIX KI1emoK-
npeoulecmeenHUK08 Ul MUoOIacmos u, makum 00pazom, yCUIUgaem peceHepayuio u pocm mvlily,
CHUIICAIOM CKOPOCHb PACNAOA MbIUUEYHBIX KIeMOK, MOOUDUYUPYIO MPAHCKPURYUIO U NOBLIULASL
aKCnpeccuro OUCMpoPUHA 8 NOPAANCEHHBIX MbIULEUHBIX BOJIOKHAX ULU YEETUYUBAS. CUHMES
CUHEepeemUu4ecKuUx MOIeKyl, MAKUXx KaKk Mbluledtvle 2IUKONpOmeunsl, KOmopvie OONOIHAIOM
Oeticmsue oucmpoguna, oo1adarvm UMMYHOOenpeccusHoll hyHKyuel, cHuxcas konuvecmeo T-



knemox [140]. Macumabusie ucciedoanus npooemMoHCMpUpOsaIU, Ymo npuUMeHeHue
KOPMUKOCMepouo08 CUCMeMHO20 0eliCmaus npooieeaem 6 cpeoHem Ha 3—5 iem ambyiamopHoe
cocmosanue nayuenmos ¢ MJ/[/] [36]. Hauano ecopmonanvrou mepanuu 3agucum om ¢azvl pazsumus
08ucamenvbHolU (YHKYuU pebeHKa, nepeoHaYaIbHO20 QUULeCcKo20 CIMamyca, HAau4us paHHUX
ocodcheHull, popmul u mevenus 3adonesanus. Hauunamo mepanuro kopmuxkocmepouoamu
CUCMEMHO020 0elicmeusi He NOKA3AHO PeOEeHKY, Y KOMOpPO20 NPoOOI*CaAlom Gopmuposamscsl
osuzamenvbHbvle HABbIKU, OCODEHHO eclu OH Maadwe 2 1em. B munuunom ciyuae y manvuuxa ¢ M/[J/[
oguzamenbHble HABbIKU NPOOOINCAION PA3BUBAMbCA 00 803pacma 4—6 nem, xoms u 6onee
MeONIeHHbIMU MeMnamu, 4em y e2o posecHukos. Kopmuxocmepouow: cucmemno2o oeticmaust
cnedyem HA3HA4amyv, He Q0AHCUOAACH HAYALA Y2ACAHUSL MOMOPHBIX YHKYUL, 8 MOM MOMEHM, K020d
ecmecmeeHHoe pa3eumusi MOMOPHbIX QYHKYULl y pebeHka boavbule He ommeyaemcs (paza niamo)
[34]. Hauano npuema kopmuxocmepouoos cucmemno2o 0eucmsust 00 cemu iem oKa3vléaem
Haubonee 8blpadCceHHblll I3hphexm Ha cnocOOHOCMb U NPOOONAHCUMENLHOCTL CAMOCMOSIMETbHO2O
nepeosudicerus [103]. Dghghexmusrnocmov copmonanvHou mepanuu 3a8Ucum om QU3UOI0SUYECKUX
0cobeHHocmell 0emcKo20 Opeanusma, UHOUBUOYAIbHOU NEPEHOCUMOCMU, AOEKB8AMH020 N00bopa
CYMOYHOU 003bl U PEHCUMA, MOHUMOPUH2A U KOHMPOTA NOOOUHbIX 3¢hchexkmos. [Ipu
HenepeHocumocmu #npeoHu3o10Ha** 603MOHCHO NpUMeHeHUe OpYeUX opm KOPMUKOCMEPOUIO08
cucmemnoeo oeticmeus [34,35,37].

e Pexomenayercs nanuentam ¢ MJIJI/M/Ib npu HenmepeHOCUMOCTH PETYISIPHON Tepanuu
H#OPETHNU30JO0HOM ** IPOBOAUTH TEPAIUIO 110 HHTEPMUTTUPYIOIIKUM cXeMaM (4epe3 JIeHb, 110
BBIXONIHBIM, 10 aHe# npuem, 10 mHEl nepepsiB) ¢ 1ENbI0 CHIKEHUS YaCTOThI Pa3BUTHUS
1000YHBIX 3PPEKTOB U MOBBILICHUS IPUBEPKEHHOCTH K JieueHuto [2, 34]. [lokazan
CIEIYIOIUNA PEKUM JO3UPOBAHUS: 1032 TIIFOKOKOPTUKOUIOB yBEIMYUBAETCS 10 Habopa
manueHToM Beca B 40 KI, To eCTh MakcUMaJIbHas 103a coctaBisieT 30 Mr B fieHb. Ecian
HAOII01al0TCA HEMEPEHOCUMBIE TOO0UHBIE 3((HEKTHI, TO3UPOBKY CIIEIYET MOCTEIIEHHO
yMeHbIuTh Ha 20-25% [1].

YpoBenb yoeauTeabHOCTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH JI0KA3aTeJILCTB — D)

KomMenTapuu: mepanus kopmukocmepouoamu cCUCMeMHO20 Oeticmeust O0IHCHA NPOBOOUMCSL HA
peaynaproil ochoge. Haubonee ucciedo8anHbim u peKoMeHOyeMblM S8ISemcst pe2yispHbLiL
edceOHed bl npuem #npeonusonona**. Tem ne meHee, 6 HEKOMOPBIX CIYUAAX, 8 3AGUCUMOCTU OM
NEePEeHOCUMOCIU Mepanuu, Mo2ym Oblmb pacCMOMPenbl UHMEPMUMMUPYIOUUe cxemvl mepanuu,
makue KaxK npuem 2OpMOoHAIbHOU mepanuu yepe3 0env, no eubixoouvim, 10 yepesz 10 [2].

e Pexomenpayercs Bcem naruentam ¢ MJI/I/M/Ib npu nepexone namnuenta Ha
HeaMOyJIaTOpHYIO CTaII0 3a00JIeBaHUs TPOAOIDKUTE MPUMEHEHHUE TIIFOKOKOPTUKOHUIOB, HO B
CHU)KEHHOM JTO3UPOBKE C IIEJIbI0 CHIKEHHS BEPOSITHOCTH Pa3BUTHSI OOOYHOTO IEHCTBUS
ropmoHoB [1, 2, 34, 37].

YpoBeHb yoenuTeIbHOCTH pekoMeHanuii — C (YpoBeHb 10CTOBEPHOCTH JI0KA3aTEJIbCTB — 5)

KommeHnTapuu: nauano mepanuu 2nioKoKOpmMuKoUOAMu Ha HeamoOyI1amopHOM dMane makice
sae1emcsi 000cHo8anHbIM [2]. B kiunuueckoll npakmuke Haubonee yacmo 003vl #npeonusonrona™*
crudicaromest 00 0,3 me/ke 8 cymku.

e Pexomenpayercs nanpientam ¢ MJIJI/M/Ib B cnyuasix, He OJIAOIIUXCS KOHTPOITO WITH
HEMEPEHOCUMOCTH MOOOUHBIX APPEKTOB MITIOKOKOPTUKOUIOB CHIKEHUE JO3UPOBKHU Ha 25—
30% unu epexo/1 Ha THTEPMUTTUPYIONTYIO TEPAITUIO C IEJIbI0 YMEHBIIICHUS TTOOOYHBIX
3 dexToB nercTBHsI TOpMOHOB [1, 2, 56].

YpoBeHb yoenuTeIbHOCTH pekoMeHaanuii — C (YpoBeHb 10CTOBEPHOCTH JA0KA3aTEJILCTB — 3)



e Pexomenpayercs nanuentam ¢ MJIJI/M/1b Ha HenomHO 03¢ KOPTUKOCTEPOHIOB
CUCTEMHOTO JICUCTBHUS, B CIIy4ae yXyAlIeHUs! (YHKIIMOHATHHOTO COCTOSIHHSI, TTOBBILIICHHE
J103bl KOPTUKOCTEPOUIOB CUCTEMHOTO JCHCTBHS 1O PEKOMEHI0BAHHOM €XEIHEBHOM J103bI Ha
Maccy Tella C MelbI0 yaydIieHus/cTadunu3anuu cocrosuus [2, 34, 35, 37, 56].

YpoBeHb yoeauTeIbHOCTH pekoMenaanuii — C (YpoBeHb J10CTOBEPHOCTH J0KA3ATEJbCTB — 5)

KommenTapuu: exceonesnas 003a ons #npeonusonona** 0,75 me/ke. [2, 34, 35, 37, 38, 39]

e He pexoMeHnayercsi pe3koe MpepbIBaHNe Tepanuy IIIOKOKOPTUKOUIAMU MallMeHTaM C
MIJI/MB ¢ nenbio NperoTBpaieHus] BO3SMOXKHOTO Pa3BUTHS OCTPON HAAIIOUCYHUKOBOM
HEJIOCTAaTOYHOCTH [2, 56].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii — C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB — 5)

KomMenTapuii: cruoicerue 003uposKu 2i0KOKOPMUKOUOO08 OOIHNCHO NPOCUXOOUMD 8 COOMBECMBUL
C CIMAaHOapmMHbIM NPOMOKONIOM OMMEHbL KOPMUKOCMEPouodo8 cucmemno2o oeticmsus [56]. C
Ppooumensimu OOANCHA ObIMb NPOBEOEHA PA3LACHUMENbHASL becedd 0 HEBO3MONCHOCMU PE3KOU
OMMeHbl KOPMUKOCMEPOUO cucmemno2o oeticmsus. [locmenennoe cHudicenue 003bl npenapama Ha
20-25% kaoicovle 2 Hedenu 00 NOIHOU OMMeHbl KOPMUKOCEPOUOO8 CUCTNEMHO20 OeUCMBUsL.

e Pexomenayercs SKCTpEHHOE BBEJICHHUE THAPOKOPTU30HA™* BHYTPUMBIIIICYHO TTAIUEHTAM C
MIJI/M/IB B ciydae pa3BUTHSI CHHIPOMA OCTPOM HAIOYEYHUKOBON HEIOCTATOYHOCTHU B

pe3yabpTaTe pe3Kor OTMEHbI INIFOKOKOPTUKOUIOB C LEIbI0 KYITUPOBAHUS JAHHOTO COCTOSTHUS
[2, 35, 37].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii — C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 5)

KomMmenTapum: oemsm 0o 2x nem cudpokopmuzon™* esooumcs 6 0oze 50 me. [emsam nocne 2x niem
2uopokopmu3on** ggooumcst 6 0oze 100 me. Cmpecc-0o3vl cuopoxopmuszona™* 50-100 me/m2 6
CYmMKU Mo2ym nompeoo8amvcs nayueHmam, norydasuum oonee 12 me/m2 npeonuzonona™* 6
CYMKU.

2. MennkamenTo3Hasi Tepanusi. CuMITOMaTH4YeCKOE JIeYeHHe.

Tepanusi cepAe4HO-COCYTUCTHIX HAPYIICHHIT

e PexoMeHayeTcsi IpUMEHEHUE MpenaparoB rpynmnsl HHrHOuTopsl AIID Bcem mareHTam ¢
M/ ¢ Bo3pacra 6 jiet (paHee — IpH HAIMYUU TTOKA3aHUI ) HE3aBUCUMO OT HAJIMYMSI

CEPACYHO-COCYAUCTBIX HapyI_HCHI/Iﬁ C OCJIBKO HpO(bHHaKTHKH Pa3BUTHUA KapAUOMHUOIIaTUN
[28, 83-93, 137]

YpoBeHb yoenuTeIbHOCTH pekoMenaanuii — C (YpoBeHb 10CTOBEPHOCTH JI0KA3aTEJIbCTB — 5)

KommenTapuu: 011 nayuenmog ¢ M/[b oannvle npenapamsi Ha3Ha4aOmcs NPU GblAG1EeHUU
namonoeudeckux usmerenui Ha IKI uiu Oxo-KI. Ha cecoouswmnuii Oenb MHeHUs 0 Hayde
npumenenus uneuoumopos AI® u anmazonucmos peyenmopos aneuomenszuna Il y nayuenmos c
MJ] 6e3 namonozuueckux Hapyulenuti cepoeyHo-cocyoucmotl cucmemvl pasuamcs. Tem He menee,
ObLLO NPOOEMOHCMPUPOBAHO, YMO panHee Haualo mepanuu uneubumopamu AIID dasxice npu
omcycmeuu 8UOUMOU cepOeyHOU NAmoi02u NPUBOOUM K 3AMe0NeHUI0 PA368UMUSL CEPOEYHO-
COCYOUCbIX HaApYULeHUll Y SMOtll 2pynnvl nayuenmos. s noobopa mepanuu mpebyemcs
KOHCYIbmMayus 8pava-kapouono2a/spada-oemckoeo kapouonoza [8, 9, 39, 57, 137].

e PexoMeHayeTcsl Ha3HAUEHUE MPEnapaToB rpynibl 6eTa-aapeHo010KaTopsl (IPEaIoYTeHNHE



oT/aeTcs npenaparam 24-4acoBoro ASHCTBHS sl yBETHMUCHUS IPUBEPKEHHOCTH TEPATINN)
naruenTam ¢ MJIJI/MJIb, nMmeromux kano0bl Ha TOCTOSHHO yYallleHHOE CepieOneHIe
W/WITH IMEIOIIHX 10 JAHHBIM MCCIICIOBAHUS CHHYCOBYIO TAXMKAPIUIO B TEYCHUE CYTOK
U/WIIN CUCTOJIMYECKYI0 MUOKAPAUATIbHYIO TUCHYHKIUIO U/UIN TUIaTallHOHHOE
pEeMOIETMPOBAaHNE MUOKAP/Ia W/WIIN KIMHIUYECKHE IPU3HAKH CEPACYHON HEAOCTATOUHOCTH C
1IeJIbI0 KOPPEKIMHK JaHHBIX HapyiieHwuii [2,28, 30, 83-93, 137].

YpoBeHb yOeaUuTEILHOCTH peKoMeHaanuii — B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 3)

KomMenTapuu: oannas mepanus 00nx4CHA npo8OOUMbCS 8 COOMBEMCMEUU C PA3PAOOMAHHBIMU
KAUHUYeCKumu pekomenoayuamu. Ha cecoOnawmnuii denv He cywyecmeyem cneyupuueckux
KIUHUYECKUX peKoMeHOayull OJis 1eYeHus cepoedHo-cocyoucmou namonoauu y nayuenmos ¢ MJ1/,
8 6UJY Ue20 KOPPeKYUsi OAHHBIX HAPYUWEHUT NPOBOOUMCSL 8 COOMBECMBUN C 0OUUMU
PEKOMEHOAYUAMU NO JIeYeHUIO CepOeyHO-COCYOUCmbIX HapyweHul. Tax, nanpumep, npu npusHaKax
2HCENYOOUKOBOU OUCHYHKYUU NOKA3AHO HA3HAYeHUe bema-a0peHobIoKamopos, Npu s6HbIX
NPU3HAKAX cepOeyHOU HeOOCMAaMOYHOCMU MOXCemb ObiMb PACCMOMPEHO NPUMEHEHUE NPenapamos
U3 epynnvl OUypemuKos, anmazonucmos aivoocmepona [30, 31, 39, 57, 137]. /s noobopa
mepanuu HeobX00UMa KOHCYIbMayus 8paia-Kapouoio2a/8paia-0emcko2o Kapouoiozd.

e PexoMeHayeTcs IPOBOIUTH MOAOOP aHTHAPUTMHUYECKOM Tepanu COrMacHO IeHCTBYIOMUM
KapJIMOJIOTUYECKUM KJIMHUYECKUM PEKOMEHAAIUAM MO0 KOHKPETHBIM HAPYIICHUSM pUTMa
cepaua Bcem nmanuentam ¢ MJIJI/M/1b, umeroniium HapyIieHus: puTMa cep/ia, ¢ Helbio
KOPPEKIIMU TaHHBIX Hapymenuit [28, 83-93, 137].

YpoBeHb yoeauTeIbHOCTH pekoMenaanuii — C (YypoBeHb 10CTOBEPHOCTH JI0KA3aTeJILCTB — D)

KommeHTapuu: 015 noobopa mepanuu HeobXoouma KOHCYIbMayusi 6paida-Kapouono2a/spaa-
0emcKozo Kapouonoaa.

e PexomeHayeTcsl MPOBOAUTH TEPANIUIO ITPenaparaMy rPyIbl AHTarOHUCTHI AJIbIOCTEPOHA
BceM nanueHTam ¢ MJI/I/M/Ib, uMeromum CUCTONMYECKY0 MUOKAPAHATBHYIO
TUCHYHKIIUIO C KIIMHUYECKUMU MPOSBICHUSMH CEPJIEYHON HETOCTATOYHOCTH C TIENIBIO
KOPPEKIIUHU TaHHOTO cocTostus [28, 83-93,137].

YpoBenb yoeauTeabHOCTH pekoMenaanuii — C (YypoBeHb 10CTOBEPHOCTH JI0KA3aTeJILCTB — D)

KommenTapum: 051 noobopa mepanuu HeobXo0uma KOHCYIbMAyUs 8paia-kapouono2a/epava-
0emcKo20 Kapouonoza.

e PexomeHayeTcs MPOBOAMTH TEPANIUIO MpenaparaMu U3 TPYNIbl JUYPETUKOB BCEM
narueHTam ¢ MJIJI/MJIb, IMeroImuM CUCTOIMYECKYI0 MUOKapIHAIbHYIO JUCPYHKIIHIO C
KIIMHUYECKUMH MPOSBIICHUSIMH CEPJICYHON HEAOCTATOYHOCTH C LIEJIbI0 KOPPEKIIMHU JAHHOTO

cocrosinus [28,83-93,137].
YpoBeHb yoenuTeIbHOCTH pekoMeHaanuii — C (YpoBeHb 10CTOBEPHOCTH JA0KA3aTEIbCTB — 5)

KommenTapuu: 015 noobopa mepanuu HeodXoouma KOHCYIbmayus 8pava-kapouono2a/epaia-
0demcKozo Kapouonoeaa.

e PexoMeHayeTcs IpoBeeHNE uccienoBanns ypoBHs 1,25-OH Butamuna /[ B kpoBu U 1ipu
€ro CHIKEHUH, Ha3HAYEHHE MIpernaparoB Ipynibl BUTaMUH D 1 ero aHanoru no cxemawm,
pa3paboTaHHbBIM I Koppelun nedunura Butamuna /| win gedunura Buramuna D3 mpu
M/ Bcem nmarmentam ¢ MIJI/MJIB cpasy mocrie ycTaHOBIEeHUS TUarHo3a 3a00JIeBaHUs C
LEJIBI0 TPOPHUIAKTHKN OCTeoneHuu [2, 58].



YpoBeHb yoenuTeIbHOCTH pekoMeHaanuii — C (YpoBeHb 10CTOBEPHOCTH A0KA3aTEJILCTB — 5)

KommeHnTapuii: noooepocanue onmumanvro2o yposus gumamuna D (30-50 ne/mn/ 75-125 nmonv/n)
Ha NPOMAICEHUU B8Ce20 JHCU3HEeHH020 yukia MII/] nonoxcumenvHo iusem Ha medeHue 3a001e6aHUs.
U Kawecmeo dHcuztu 6onvhvlx. OCHOBHbIE KIUHUYECKUE Pe3YIbMambl YCmMpaHeHus oepuyuma
sumamuna /| — npedynpesicoenue pazeumus 0Cmeonopo3a (0CoOeHHo nocie Hauaua npuema
2NIIOKOKOPMUKOUO08), nepeiomos mpyouamuix Kocmel U N0360HKO8, NPoodJieHue CHOCOOHOCMU
Xooums, bonvuas 3¢pgexmusnocmes mepanuu obupocghonamamu, 6KaOUA YMEHbUIEHUE
KOIUYeCMBa OCLONCHEHUL NPU NEPBUYHOM NPUMEHEHUU U HeKPO308 HUJICHEU YeltoCmu,
NONLOACUMENbHOE BIIUSHUE HA BLIPANCEHHOCHb CUMIIMOMO8 AYMUCMUYECKO20 cnekmpa. Jis
OONbHBIX ¢ MHO20NIEMHell mepanuell 2I0KOKOPMUKOUOAMU HapyuleHuem Memaboiusma u
goGIeUeHUeM NEeYeHU 8 NAMOLOSUYECKUL NPOYECC 803MOJICEH nepecMomp mepanuu 07 bonee
appexmueroeo socnonmnenus e2o oegpuyuma [105].

e PexoMeHnayeTcsi IpoBeICHNE Tepaluy MpernaparaMu U3 rpymnsl oudochoHaroB nanueHTam
¢ MJIJI/M/1b npu BO3HUKHOBEHHUH MTPU3HAKOB OCTEONIEHUH U KOMIIPECCHOHHBIX ITEPEIOMOB
MO3BOHKOB (3a4aCTy0 0€CCUMIITOMHBIX WU HECBA3AHBIX C TSKEIION TPaBMOM ) UK
MEepEIOMOB JUIMHHBIX KOCTEH C 1[E€JIbI0 KOPPEKIIMU JaHHBIX cocTostHUM [31,32].

YpoBeHb yoenuTebHOCTH pekoMeHaanuii — C (YpoBeHb 10CTOBEPHOCTH J0KA3aTeJILCTB — 4)

KomMeHTapuu: nepeiomsi n0360HK08, He 8bI36AHHbBIE MANCELOU MPABGMOU U NEPELOMbL OTUHHBIX
KoCcmell, IGNAI0MCS KIUHUYECKUMU NPOSGIEHUSMU NOBBIUEHHOU XOPYNKOCIU KOCIMHOU MKAHU
[31,32]. [na paccmompenus 60npocos o HeobXo00uMoCmu Ha3HAYeHUss Mmepanuu U o
yenecoobpasHom cnocobe npuema nPenapamos HeooXo0oumMa KOHCYIbmayus 6paid-
IHOOKPUHOL02A/0eMCKO20 IHOOKPUHOTLO2A.

e PexoMeHayeTcs IPOBEIEHUE BPayOM-3HIOKPHUHOIOTOM 3aMECTUTENbHON TOPMOHAILHON
Tepanuy TECTOCTEPOHOM™** (TpyIna npenaparoB MPOU3BOJHBIE 3-OKCOaHPOCT-4-eHa)
nanuentam ¢ M/1J1 1 moaATBepKI€HHBIM TUIIOTOHAIM3MOM C Bo3pacTta 14 JeT ¢ 1menbio
HOpMaJIM3alui rOpMOHaIbHOTO craryca [2,33,59,76,77].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii — C (YpoBeHb J0CTOBEPHOCTH JI0KA3aTENLCTB — 5)

KomMenTapuu: neuvenue 00ncHo bbims co2naco8ano ¢ 8pavom-3100KPUHONO02OM/8PAYOM=-0emCKUM
9HOOKpUuHonocom. Ilpu evipasicenHoll 3a0epicke NON0820 CO3PeBaAnUs Y NAYUEHIMO8, NOLYYAIOUWUX
mepanuio 2IOKOKOPMUKouUOamu, mepanus. mecmocmeponom** mooicem ovims paccmompena ¢ 12
nem. Hedasnuii cucmemamuyeckuil anaius npooemMoHCcmpuposal, Yymo mepanist
mecmocmepornom™* ¢ yenom xopowo neperocumcsi nayuenmamu ¢ MJ/[J[, a npeumywecmea
OAHHO20 JleYeHUsl NPEeBOCX00SM B03MONCHBLE PUCKU PA38UMUS NOOOUHBIX 3 pexmos.
3amecmumenvuas mepanus mecmocmepoHom™** donsxcna 6vims Hauama ¢ HeboILUUX 003 C
MeOleHHbIM NOBblUuleHUeM 00 CMAHOApPmMHOU 003uposku [33].

3. HemMenukaMeHTO3HOE JIeUeHH e

e PexoMeHayeTcsl 30HI0BOE KOpMIICHHE (KOPMIIEHHE TsKET000IBHOTO MAllMeHTa yepe3
MHTECTUHAJIbHBIN 30H]), UJIU COBMEIIEHHE NMEPOPATBHOTO U 30HJ0BOTO MUTAHUS (TIpU
COXpaHEHUH aJIeKBaTHOTO TIIOTAaHUs U OTCYTCTBHH IOTNIepXuBaHus) narueaTam ¢ MJIJ mpu
MOSIBJICHUH CIIO)KHOCTEH € ITIOTAHUEM, C LIETbI0 HOPMAIM3ALMU PEXUMa U Ipo1ecca
nuTaHus [2].

YpoBeHb yoenuTeJbHOCTH pekoMeHanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTEJIbCTB — 5)



e Pexomenayercst HA301yOI€HAIIBHOE 30HI0BOE KOPMIIEHHE (YCTaHOBKA Ha30TracTPajibHOTO
30H/1a, KOPMJICHHE TSKeJI0OOIBHOTO MAlMEHTa Yepe3 POT |/HIIM Ha30TacTPaTbHBIN 30H.)
naruenTam ¢ M1/ npu coxpanenuu pedirokca U BBICOKOM PUCKE aCUPALIUHU C IIEIbIO
HOpMaJIM3allMi PEeKKUMa U TIpoliecca nuTanus [2].

YpoBeHb yoeauTeIbHOCTH pekoMenaanuii — C (YpoBeHb J10CTOBEPHOCTH J0KA3ATEJbCTB — 5)

e PexoMeHayeTCsl yCTaHOBKA IacTpOCTOMBI (racTpocroMus) nanuentam ¢ MJI/I B ciyuae
IPU3HAKOB BBIPAXKEHHON Auc(haruy, acupanny, BbIpa)KEHHOTO CHUYKEHUS MAacChl Tella WU
MCTOILEHHUSI C LIEJIbI0 HOPMAJIU3AIMU PeXUMa U mpoiiecca nutanus [2,61].

YpoBeHb yoenuTebHOCTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH 0KA3ATEILCTB — 4)

e PexoMeHayeTCs peryispHasi U yMepeHHas: (PU3nUecKasi akTUBHOCTD I1OJ] KOHTPOJIEM
pOIUTeNIeH/3aKOHHBIX IPEICTaBUTENICH, Bpaya (pU3NIECKOH 1 peaduIINTallHOHHON
MCIWIMHEBI UM Bpa4da, BBIIIOJIHAKOLICTO €T0 (b}’HKIII/IIO (CHeIII/IaJH/ICTa 110 MeZII/IIII/IHCKOﬁ
peaduiuTaiuu: Bpaya 1o jgedeOHoi GusKynsrype u ap.), namuenram ¢ M1/l axexBarnas
COCTOSIHUIO M CTAJMH 3a00JIEBAHUS C IENIBbI0 00ECTICUCHNUS HaUIekKale Gpu3naeckoi
AKTUBHOCTHU U TPEIYIPEKICHUES BOSHUKHOBEHUS KOHTPAKTYD [2].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii — C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 5)

KommenTapuii: reobxoouma koncynemayus 8pava ghusuueckou u peaburumayuoHHOU MeouyuHsl
U 8paya, BLINOIHAIOWE20 €20 QYHKYUIO (CReyuarucma no MeOUuyuHCKoU peabuiumayuu: paia no
neuebHotl puzkyiemype u op.)

e PexoMeHayeTcs NCIOIb30BAHUE CIIEIUAIBHBIX CPEJICTB (MEILLIOK /JIS ABIXATEIbHOIO
KOHTYpa, MHOI'Opa30BOI'0 MCIIOJIb30BAHUS — MELIOK AMOY), YCTPOMCTB AJI1 MEXaHUYECKOI
uHCYQsIMu-3Kcy Qrsiinu (MHCYQ(IsITOp-acnuparop) Npy BISIBIEHHBIM cHUKeHUH PBJ] <
60% nanuentam ¢ MIJI/MB/] ¢ nienbto HopManu3auu pecnuparopHoit pyHKuuu (39, 45,
62-64].

YpoBeHb yoeauTeabHOCTH pekoMenaanuii — C (YypoBeHb 10CTOBEPHOCTH JI0KA3aTeJILCTB — 4)

KomMenTapum: oannoe neuenue 00bI4HO HAYUHAIOM 8 PAHHION HEAMOYIAMOPHYI0 CIMAOUIo.

e PexkoMeHayeTCs NCIOIb30BaHUE PYUYHBIX MIIM MEXaHUYECKUX MPUOOPOB, 00IETYaronx
OTKallUTMBaHHE (MHCY(IIATOpa-aCIMpaTopa) U pyuYHbIX KOMIIPECCUM IPyIHON KIIETKU WIIH
JBIXaTeIbHBIX YIPAKHEHUH, IPSHUPYIOIMINUX B KOMOUHAIIMU C METUITTHCKUM
ANIEKTPUUECKUM acIIUpaTopoM (aCupaTop Ha3aldbHbBIN, C AMEKTPONUTAHUEM) HAllUEHTaM C
MIJI ipu @XEJI < 50 %, [TOCBbix <270 JI/MUH UM MaKCUMaJIbHOM DKCIHUPATOPHOM
nasnennu <60 cm H20 c 1ienbro HopManu3aiuu pecnuparopaoit Gyukiuu [39, 45, 65-67].

YpoBeHb yoenuTeIbHOCTH pekoMenaanuii — C (YpoBeHb 10CTOBEPHOCTH I0KA3aTEJIbCTB — 5)

KoMMeHTapuu: ucnonvzosanue omrkauiiueameinetl a6isemcs Kpatne 6ax3CcHulM, max Kaxk ciabocno
ObIXAMENbHOU MYCKYIAMYPbl NPUSOOUN K HEBOIMONCHOCIU HOPMATILHO OMKAULIAMbCS U
NOBBIULEHHOMY PUCKY PA3GUMUSL AMENEKMA308, NHeBMOHUU, HAPYUEeHUIO OUp@Y3UoHHO-
nep@Y3UOHHO20 COOMHOULEHUST U NPOSPeccull ObIXamenbHol Hedocmamounocmu. Omkawausamens
00bIYHO HAYUHAIOM NPUMEHSAMb 8 KOHYe PAHHEU HeaMOYIAmHOl, Hayajle no30Hel HeamOyi1amopHoll
cmaouu bone3Hu.

e PexoMmeHayeTCsl MPOBEAECHUE BCIIOMOTaTeIbHOM HCKYCCTBEHHON BEHTHIISIIIUY JIETKUX B
HO4YHOe Bpems manuentam ¢ MJIJI/M/JIb B cnmydae BOSHUKHOBEHHS] CHMIITOMOB HOUHOM



TUIMOBEHTUJISIIUKA WJIH IPYTHUX JIbIXaTeNbHBIX HapyleHui Bo BpeMs cHa u npu OIKEJI <
50%, makcuManpHOM HHcnMparopHoM AasieHnn <60 cm H20, carypauun O2 Ha MOMEHT
npoOyxenust <95% wunu napuuansaoM nasienun CO2> 45 MM prT. CT. ¢ HENbio
HOpMaJIM3alMK pecrupaTtopHoit GpyHkun [39,45].

YpoBeHb yoeauTeIbHOCTH pekoMenaanuii — C (ypoBeHb J10CTOBEPHOCTH JA0KA3aTEJIbCTB — 5)

KommeHTapuu: oanmnsie meponpusimusi 00bI4HO HE0OX00UMbL 8 NO30HEU HeaAMOYIAMOPHOU CMaouu
3a601e8anusl.

e Pexkomenayercs HeMHBa3UBHAsI BEHTUJISUSA C JBYXYPOBHEBBIM MOJOXKUTEILHBIM JaBICHHEM
(BiPAP) narmmenram ¢ MJIJI/M/Ib B ciydae, eciii HECMOTPSI HA HOYHYIO BCIIOMOTaTEIbHYIO
HCKYCCTBEHHYIO BEHTHJISILUIO JIETKUX coxpansercs carypauus 02 <95% wunu napuuaibHoe
nasnenre CO2> 45 MM PT. CT. B THEBHOE BpeMs, C LIEIbIO NMPO(UIAKTUKYA THUIIOTPOHUN
TPYIHOM KJIETKH, 0OJIETYeHUsI OABIIIKA U O0pbOBI ¢ TUTIOBEHTHIIsIIIMEH [39].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii — C (YpoBeHb 10CTOBEPHOCTH 0KA3aTeIbCTB — 5)

KommenTapuu: oanmnsie meponpusimus 00b14HO HE0OX00UMbL 8 NO30HEU HeaMOYIAmOPHOU cmaouu
3a601esanusl.

4. Xupypruueckoe jie4eHmue

e PexoMeHayeTcs IpoBeICHUE TUTACTUKH axIIIoBa cyxoxkunus nanuentam ¢ MJIJI/MIb Ha
amMOyaTopHOil cTaguu 3a00I€BaHUS C IS0 KOPPEKLIUU OPTONIEANUECKUX HapyieHu [39].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 5)

KommenTapum: onepayuu na cmone u axuiiziogom CyXo#cunuu 0Jisk KOppeKyuu 9K8UHO8APYCHOU
Odehopmayuu cmonvl HANPABLEHbL HA YEeTUdeHUe 00beMa OBUINCEHULL 8 20JICHOCHONHOM CYCMaege U
VIyuueHUus X00b0bl NAYUEeHMos. Imu onepayu NOKA3aHsl NpU COXPAHHOLL CULe Yemblpexeiasol
Mbluybl beopa. Buewamenvmea na mazobeopeHHoOM u KONeHHOM CYCMABax 0ObIYHO He
DPEKOMEHOYIOMCAL.

e He pexoMeHryeTcst mpoBeIeHNE ONIEPATUBHOTO JICYCHHS SKBUHOBAPYCHOU Jedopmariin
CTOII (apTpOIe3 CTOMBI U TOIEHOCTOMHOTO cycTaBa) mamuentam ¢ MJIJI/MJIb ¢ nenbio
YIyYIIEHUS TTO3UIIMOHUPOBAHUS CTOT B MHBAJIMIHOM Kpeciie U JJi HOIIeHUs1 00yBU Ha
paHHel HeaMOyIaTOPHOM CTaJIUU B CBSI3U C HEBO3MOKHOCTHIO CAMOCTOSATEIHLHON XOIBOBI

[39].
YpoBeHb yoeauTeabHOCTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH JI0KA3aTeJILCTB — D)

KOMMeHTapl/IH: OaHHOE BMEUAmeNIbCmMeo Modxcem Oblmb COeNAHO UCKTIIOYUMETbHO npu
quueudyaﬂbelx NOMERYUAIIbHbLX BOZMONCHOCNIAX 6EPMUKAIUZAYUU nayUueHma nocjie onepayuu.

e PexoMeHayeTcs MPOBEICHUE OTIEPaTHBHOTO JICYSHUS (apTpoIe3 MO3BOHOUHUKA
(crioHIMIIO/IE3) C MCTIOIB30BAaHUEM BUACOIHIOCKOIMUYECKUX TEXHOJIOTHI) MallueHTaM ¢
MIJ/MJIB B ciryuae HaTu4usi HCKPUBJICHUS TTIO3BOHOYHOTO cTOs10a 6oree 20° ¢ menbio
KOPPEKIMH CKOJIN03a U YIy4lIeHHs KadecTBa KU3HHU [39,68,69].

YpoBeHb yoenuTeIbHOCTH pekoMeHaanuii — C (YpoBeHb 10CTOBEPHOCTH JA0KA3aTEJILCTB — 4)

o P CKOMCHAYCTCA IMPOBCACHUC OIICPpALIUN apTPOAC3 TO3BOHOYHUKA (CHOH,Z[I/IJ'IO,I[C3) C



HCIIOJIb30BaHUEM BUICOIHIO0CKOIIMUECKUX TexHoorui manueram ¢ M/JI/M/Ib B
HealyJlaTOpHOM CTainu, UMEIOIINX HCKPUBIIEHUE TO3BOHOYHOTO cTonba 20-30°, He
JOCTHUTIINX ITyOepTara 1 He MOJTyYaBIINX TeParuio INIIOKOKOPTHKOUAMH, C IIEJIbIO
yIyulleHHs KauecTBa xu3Hu [39, 69, 70].

YpoBeHb yoeauTeIbHOCTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH 0KA3ATEJLCTB — 4)

KomMenTapuu: y dannoii epynnsl nayuenmos 0aHHAas onepayusi A61Aemcs yenecooopasHoll 68 cea3u
C BbICOKUM PUCKOM NPO2PeCccuposanusi ckoauosa. llepeonuti cnonounooes kak npasuio He
mpebyemcst, maxK Kak CnOHOUI00e3 00bIYHO NPOBOOAM 80 8MOPOUL OeKade, K020d 0AHCUOAemcs
He3HAYUMenbHbll OONOIHUMENbHbIN NPOOOIbHBIL POCH NO360HOYHUKA.

e PexomenayeTcs n3derarb XMpyprudeckix BMELIaTeIbCTB, HAIPABICHHBIX HA KOPPEKILIUIO
KOHTPAKTYP, 32 UCKIIOUYCHHEM CIICAYIOIINX CIy4YaeB: HAINYHE BEIPAXKEHHOTO 00JIEBOTO
CHHJIpPOMa, HapyLIEHHE LIETOCTHOCTU KOXKHBIX ITOKPOBOB, BEIPAXKEHHOTO AUCKOM(OpTa B
CBSI3U C HENPABUJIBHBIM MMO3UIIMOHIpOBaHueMY nanueHTam ¢ M/IJI/MIb Ha no3nHei
amMOyJIaTOPHOM CTaJuu C LEeNbIO0 MPOMUIAKTUKN OCIOKHEHUH U YXYIIIIEHUE COCTOSHUS
OTIOPHO-JBUTATEILHOTO amnmapara [39,70].

YpoBeHb yoeauTeIbHOCTH pekoMenaanuii — C (YypoBeHb 10CTOBEPHOCTH JI0KA3aTeJILCTB — D)

e PexoMeHayeTCs OnpeneNsiTh MOKa3aHus K MPOIeype HCKYCCTBEHOTO KPOBOOOpAIICHHS
W/WIM TpaHCcIIaHTauu cepana nanuestam ¢ MIJI/M/Ib ¢ ObicTpo nporpeccupyroniei
cepaeuHoil HenocraroyHocThio 710 1II-1V QyHKIMOHANBHOTO KiIacca U pe3UCTEHTHOCTBIO K
MIPOBOAMMOM Tepaluu ¢ UENbIO JICUEHUsI KOHEUHbIX CTaIUM CEepAYEHON HEJOCTAaTOYHOCTH,
yAydIlIeHHsI TPOrHO3a M KauecTBa u3uu [28,83-93, 135].

YpoBeHb yoeauTeabHOCTH pekoMenaanuii — C (YypoBeHb 10CTOBEPHOCTH JI0KA3aTeJILCTB — D)

e Pexkomenayercs NpUMeHEHNE TOTAIbHOW BHYTPUBEHHON aHECTE3UH MALUEHTaM C
MJIZI/M/Ib nipu npoBeeHUN XUPYPTrHUECKOr0 BMELIATENIbCTBA € LEIbI0 TPOPHIAKTHKI
BO3HUKHOBEHUS OCJIO)KHEHUI BO BpeMs Hapko3a [39].

YpoBeHb yoeauTeabHOCTH pekoMenaanuii — C (YypoBeHb 10CTOBEPHOCTH JI0KA3aTeJILCTB — D)

KommenTapuu: npumenenue KomOUHUPOBAHHO20 IHOOMPAXEATbHO20 HAPKO3A NOBbIULAE DUCK
paszsumus paboomuonusa u eunepxanuemuu. Ilpumenenue cykcamemonus xaopuoa** oanHvim
nayueHmam cmpo2o npoOmMu8oONOKA3aHO (803MONCHO pazeumue pabooMuonu3a u 2unepraIuemMu)
[82]. IIposedenue pecuonaprvix Memooos anecmesuu (INUOYPAIbHASL AHeCme3usl, CHUHAIbHAS
aHecmesusl, CNHUHAIbHO-9NUOYPATNbHASL AHECME3Us) MOHCEM OblMb 3aMpPYOHEeHO 8Cle0Cmaue
UCKpugenuss n036oHo4UHUKA. Tleped n100bim XupypeuuecKkum emMeuameibcmeom Heodxoouma
KOHCYTbmMayusi 8pava-nyIbMOHON02A U 8PAYA-KAPOUON02a/8paya-0ecmko20 kapouonoza. Kpome
mo2o, Heobxo0uMo obpamums enuManue, ymo y nayuenmos ¢ M/[/[/MJIB nogvluiern puck pazgumus
cepOeyHol U ObIXAMeNbHOL HeOOCMAMOYHOCMU 80 8PEMsL U NOCle ONepayul.

Meaununckasi peabuauranus, MeIMIMHCKHE MOKA3aHUS U MPOTHBONOKA3AHUSA K
NPHUMEHEHHIO METO/I0B peadnJInTanuu

B nHacrosimiee Bpems 10ka3aHo, 4TO peryisipHas yMepeHHast (pu3udeckas Harpy3ka, pusndeckas
Tepanus U peadiInTalys NaleHTOB CIOCOOHBI H3MEHUTh TPAEKTOPUIO €CTECTBEHHOTO TeUEeHUS
MIJ/MB: npoanuTh ciocoOOHOCTh K CAaMOCTOSITENIbHOMY TepeABHKEHUIO, TPETOTBPATUTD



Pa3BUTHE TSHKEIBIX HHBATHIN3UPYIONINX KOHTPAKTYP M OCIIOKHEHHH, TOBBICUTh
MNPpOAOJKUTCIBHOCTD U KAYCCTBO KU3HU MAITUCHTOB, YIIYUIIUTH UX (pYHKHHOHaHBHBIﬁ nu
COIMAJIbHBIN cTaTyc. Peanmu3anus 3Toi KOHIEIIUN BO3MOXKHA TOJIBKO B popmare
NEPCOHATM3UPOBAHHON (PU3NUECKOM TEpANK U peabUIUTALINH.

Lenn HEOOXOMMO OIPEEIIATh KaK MPH MOBCETHEBHON paboTe ¢ pebeHKoM (peabunuranus
00pa3oM KH3HU — TOTJa TO COBMECTHasl paboTa Bpaua pU3NUECKOr U peadnIuTalliOHHON
MEIUIUHBI (Bpaya 1Mo MEAMLIMHCKON peaOMInTaly WiIK Bpava, BHITOIHSIOMIET0 ero (GyHKIIUIO
(cermanucTa Mo MEIUIIMHCKON peaOuiiuTanun): Bpada o JiedeOHor (pu3KyIbType, Bpada-
¢dusnorepanesra, Bpada-pediekcoTeparneBTa, Bpaya-TpaBMarojora-opToreia, Bpaya-HeBpOIora u
1p.), POIUTENEH U UHOTa caMoro pedeHka) —O0o0JIee JOITOCPOUHBIC TIEITH, TaK U C KaXKIbIM
MPUXOJIOM peOCHKa Ha KypC peadMIuTaluy B peaOUINTAllMOHHBIA EHTP — KPAaTKOCPOUYHBIE U
OTCPOUYCHHBIE LIEITH.

Peabunuranus nanuentos ¢ MJIJI/MJIb — kaxnoaHeBHass MHOTOJIETHSISI padoTa ceMbH. Meauku
MOTYT OIIEHUTH COCTOSIHUE, 337aTh BEKTOP ABMKCHHUS, COCTABHThH CITUCOK MPOIICYyp U OOYIHUTh, HO
o0si3aTenbHa KaKI0/IHeBHAs paboTa ceMbu. Heo0XoMuMo BceMepHO MOIePIKUBATh CEMBH C TEM,
CTOOBI OHH MTOHMMAJIK HEOOXOMMOCTh €XKEIHEBHOM PabOTHI C peOCHKOM U JIeTIali Ha3HAYCHHBIC
poLeaypsl 6e3 OnOoK.

HJ'ISI OKa3aHusA JaHHOI'O B4 IIOMOIIHU Tpe6yeTc51 ydacTue Bpayda Q)HSHQCCKOI‘/'I u pea6I/IJ'II/ITaI_II/IOHHOI71
MEIUIIMHBI, Bpaya 110 MEIUIIMHCKON peaOuIuTalluy Wik APYyroro Bpadya, BHIMOIHSAIOMET0 QyHKIIUIO
CHeIHAaMCTa M0 MEAUIIMHCKON peabunuTanuu (Bpay 1o jedeOHoil Gu3Kynsrype, Bpad-
(bu3HOoTEepaneBT, Bpad-peQIIeKCOTepareBT, Bpad-TPaBMaToJIOr-OpTOIIEl, Bpada-HEBPOJIOT | JIp.).
Bpau puznueckoit u peaOUIMTallMOHHON MEIUIIMHBI, Bpad 10 MEIUIIMHCKON peabuINTaIluy WA
Bpay, BLIHOJIH?HOHH/If/i €ro (1)YHKHI/IIO, OCYHCCTBIACT MOHUTOPHHT U IIPUMCHCHHUEC ITPOrpaMm
pea6I/IJ'II/ITaI_II/II/I, a,[[al'ITaI_[I/IIO/ HaCTpOfIKy noa MHAUBUAYAJIbHBIC HOTpe6HOCTI/I IIalfueHTa B
COOTBETCTBHH ¢ MexTyHapoqHOM Kilaccuukanyen GyHKIIMOHUPOBAaHUS B 3aBUCUMOCTH OT CTaJluu
3a60J‘IeBaHI/I$I, YPOBHA MOOHMIIBHOCTH U HAIUYUs/ OTCYTCTBH COIIYTCTBYIOIIUX 3a00JIeBaHUi
[https://www.parentprojectmd.org/care/care-guidelines/by-area/physical-therapy-and-stretching/].

[Ipu HEOOXOTMMOCTH K KOHCYJIBTUPOBAHHUIO U peadMIINTAllMOHHOMN MOMOIIY TOAKIIOYAeTCs Bpad
Bpad-HEHPOXUPYPI, Bpau-Cyp0I0r-0TOPHHOIAPUHIOJIOT, a TaKXkKe JIoromne, AeGeKTonor u Jpyrue
CHELHAJIUCThI IPH HEOOXOTUMOCTH.

[Tarimentam ¢ M/IJI/M/Ib HeoOxoanma moaiepx’ka MaKCUMaJIbHOTO YPOBHSI (PYHKITUHN CKEIETHO-
MBIILIEYHOT0 armapara AJis IpeIynpeXIeHNns 1 MUHUMHU3allu BTOPUYHBIX OCJIOKHEHUH (pa3BUTHE
KOHTPAKTYp, MBIIIEYHBIX aTpoduii, KOMIIEHCATOPHOH eopMaliuu CKelneTa, OCTEONeHHH,
ocreornopo3a). [lokazansl perynspHble ymMmepeHHble Gpu3nueckue Harpy3ku. [Ipu npoBeaennu
peadbUIUTAIIMOHHBIX MEPONPUITUNA N30€eraTh UYpe3MEpHbBIX (MAaKCUMAJIbHBIX) HArPY30K,
AKCUEHTPUUYECKUX YITPAKHEHUH C BBICOKUM collpoTusieHueM [106].

Mertons! peabmnmuranuu MJIJI/MJIb nensitcst Ha HeTeXHUYeCKue (K HUM OTHOCSTCS (pru3udeckast
Tepanusi: edeOHas Gpu3KyIbTypa, X0ap0a, TIaBaHue, BEIOCUTIC U JIP.) U TEXHUYECKHE
(opTe3upoBaHUE KOHEUHOCTEH ), a TAK)Ke MEXaHUYECKHE U pOOOTHU3NPOBAHHBIE METOIbI
(MexaHOTepanusi, BEpTUKAIN3AIUs, TIPUMEHEHUE peaOUIUTAIIMOHHBIX TpeHaXepoB). [Ipu
MIPOBEJICHUH PEAOUITUTAIIMOHHBIX MEPOIIPHUATHI HE0OX0IUMO:

® CTapaThCs BCTPOUTH (PUINYECKYIO TEPAMHIO U PEryIspHbIe (PU3HMUECKYIO0 aKTUBHOCTH B
MMOBCEHEBHYIO aKTUBHOCTh peOeHKa, chopMupoBaTh Ha UX OCHOBE 00pa3 €ro XKU3HU;



® YYHTHIBATh, YTO JOMUHHUPYIOIIUM CUMITOMOM Y JIETeH SBISETCSA yCTAIOCTh, a 3HAUYUT
pacripenensiTs GU3NIECKyI0 Harpy3Ky Ha BeCh JIEHb — «[TOHEMHOTY, HO YacTO»;

® JICIICTBOBATh YIPEKIAIOIIMM 00pa30M — CTaBUTh IIETU peadMINTANY Ha OMmKaime
HECKOJIBKO MECSIIEB BIIEPE]l C YIETOM TEKYIIIEro CKEJICTHO-MBIIIEYHOTO CTaTyca MalueHTa u
MIPOTHO3UPYEMBIX yXYIIICHHH.

B 3aBucuMocTH OT BeAymuxX KJIMHUYECKUX cuMnToMOB nauuentam ¢ MIJI/M/Ib moryT 0bITh
HA3HAYeHbI PA3JINYHbIC PeadNJIMTAIlHOHHbIE IPOTPAMMBI.

1) Metonb! ¢pusznuecKoi peadrIUTaIM:

® aKTUBHOE M MIACCHBHOE PACTATHMBAaHUE (CAMOCTOSATENIFHOE U C TIOCTOPOHHEN ITOMOIIBIO0) 5-6
pa3 B Hezlento He MeHee 60 CEKyH/1 Ha KaKIyl0 MBILIEUHYIO TPYIIILY;

® JJIMTCIIbHOC BBITSKCHHUC C MCITOJIB30BAHUCM ITIO3UITMOHHUPOBAHUS, HIMHUPOBAHUA,
® OpPTE3UPOBAHHC U TCﬁHHpOBaHHC;

e npucrnocoOIeHus Ul BEpTUKAIU3AlMY (BEPTUKAIN3aTOP, KpOBaTb-BEPTUKAIN3ATOP,
napanonyM-BepTHKAIIN3aTOP), XOAbOBI U OpTOTNEeANYEcKas 00yBb;

e KUHE3UOTEpanwsi, B TOM YKCIIe THAPOKHHE30Tepanus (IIaBaHue pu TeMieparype Boabl 30—
33°C (onTHMasbHBIC TEMIIEPATYPHBIC PAMKH JJIs1 HAMITYYIIIEro MeTaboJIM3Ma MBIIIIIT).)
(JIeueOnas puskynsrypa B Oacceitne, [ mapoknHesoTepanus npu 3a00JeBaHUSIX Cepala U
nepukapaa, [ uapokuHe3oTepanus ¢ UCIOJIb30BAHUEM MTOJIBOAHBIX TPEHAXKEPOB MPU
3a00JIeBaHUAX CEp/Ila U TIepuKapa);

e MexaHoTepanusi, 0e3Harpy304Hble MOTOMETObI (MEXaHOTEparnus, pOOOTU3NPOBaHHAS
MeXaHOTeparnusl, alnnapaTHble CTaTO-KUHETUYECKHE HAarpy3KH, jJedeOHast pu3Kymprypa ¢
UCTIOJIb30BaHUEM TPEHAXKEPa, JIeueOHass MEXaHOTepaIus B BOJIE), TPEHHPOBKH C
Ouosiornyeckoil 00paTHOM CBSI3bI0 M0 KOOPAWHALMU ABMKEHHH (cTabuioniardopma) amis
noaepKaHust QyHKIIMOHATBHBIX BO3MOKHOCTEH MBIIIIL U YITYYIICHUST KOOPAUHAIIH
nBrxkeHul (TpeHnpoBka ¢ GMOIOrMUYECKON 0OpaTHOM CBA3BIO MO0 OMOPHOM peakiuH,
yIpakHEHUS JIeueOHOM (DUBKYIBTYPHI C HCIIOIB30BAHNUEM TTOJIBECHBIX CUCTEM, IMHUTAITUS
XONIbOBI CO cTa0MIM3aIel, OaancTepanus);

2) ¢pu3ndeckue Harpy3Ku: /Ui NpeAOoTBpaIleHus arpo(uu U BTOPUYHBIX OCIIOKHEHUN MallueHTHI C
COXPaHHOM CIIOCOOHOCTBIO K CAMOCTOSITEIbHOMY NEPEIBUKEHUIO U MAIIUEHTHl HAa paHHEH cTaguu
MOTEPU CIIOCOOHOCTHU K CAMOCTOSITEIbHOMY MEPEABMKEHUIO JOJDKHBI PETYISIPHO 3aHUMAThCS
YKPEIUIEHHEM MBILII] B CyOMaKCHMaIbHOM (JIETKOM) peKUMeE 0] HaOII0JEHUEM UHCTPYKTOPOB,
MEIUIIUHCKOTO NepcoHaa Wik 00y4eHHBIX POJUTENCH;

3) neuebHas ¢pusKyabTypa (1euebHast prU3KyIbTypa Ipu 3a00JIeBaHUX Cep/lia U epuKap/a,
WH/IMBUyaTbHOE 3aHATHE JIeueOHOM (PHU3KYIBTYpOil TpH 3a00JI€BaHUAX Cep/Ila U IepuKapa,
IPYIIOBOE 3aHATHE JIEUeOHON (PU3KYIBTYpOil pH 3a00eBaHUAX cepla U IepuKap/a, JeueoHast
(bU3KyIBTYpa ¢ OMOIOTHYECKOW 00paTHOM CBA3BIO IIPH 3a00JIEBAHUSX CEp/Ila U TepuKapaa,
neyeOHast PU3KYIBTYpa C UCIOIB30BAaHUEM TPEHAKEPOB MPH 3a00JI€BaHUAX cep/ilia U epuKap/a,
TPEHHUPOBKA C OMOJIOTHYECKOI 00paTHOM CBSA3BIO MO CHUPOTPaGUISCKUM MTOKA3ATEISIM TIPH
3a00JIeBaHUAX Cep/lla U MepuKapaa, TPEHUPOBKa ¢ OMOIOTHYECKO 00paTHOM CBSI3BIO 110
reMOJJMHAMUYECKHM ITOoKa3aressiM (apTepralibHOe JaBlieHHe) MpHU 3a00JIeBaHUAX cepaLa 1
nepukapaa, aeaeOHas Gpu3KyIbTypa mpH 3a00J€BaHUSIX OPOHXOJIETOYHON CHCTEMBI,
MH/IMBUyaIbHOE 3aHATHE JIeyeOHOM (DU3KYIbTypoii pH 3a001€BaHUSAX OPOHXOJIETOYHON CUCTEMBI,
IpyNIoOBOE 3aHATHUE JIedueOHON (DU3KYIBTYpOii IpH 3a00JIeBaHUAX OPOHXO0IETOYHON CUCTEMBI,



MeXaHOTepanus npu 3a001eBaHUSIX OPOHXOJIErOYHON CUCTEMbI, MEXaHOTEPAIKs Ha MPOCTEHIINX
MEXaHOTEePaNeBTUYECKHX alllapaTax MpH 3a001eBaHUAX OPOHXOJIETOYHOM CHCTEMBI,
MeXaHOTepanus Ha OJIOKOBBIX MEXaHOTEpareBTUUECKUX allaparax npu 3a00JeBaHHsIX
OpPOHXOJIETOYHOM CUCTEMBI, JiedyeOHast PU3KYIBTYpa ¢ OMOJIOTHUECKON OOpaTHOM CBA3BIO MPH
3a00JIeBaHUSAX OPOHXOJIETOUHOM CHCTEMBI, TPEHHUPOBKA C OMOIOTHYECKONH 00paTHO CBSI3BIO IO
JUHAMOTpaUIECKUM MoKa3aTessiM (TI0 CHJIe) IPpU 3a00JIeBaHUSAX OPOHXOJIETOYHON CHCTEMBI,
TPEHUPOBKA C OUOIOrHMUYECKON 00pPaTHO CBS3bIO [0 OMOPHOM peakluy Ipu 3a00JIeBaHUSX
OpPOHXOJIETOYHOM CUCTEMBI, TPEHUPOBKA C OMOJIOTHUECKON 00paTHO CBA3BIO MO MOAOTPahUIECKIM
MoKa3aTesisiM pu 3a00JieBaHUSAX OPOHXOJIETOYHOM CHUCTEMBbI, TPEHUPOBKA C OMOJIOTUYECKON
00paTHOH CBSA3BIO 10 KHHE3UOJIOTHYECKOMY 00pasy MpH 3a00JIeBaHUAX OPOHXOJIETOYHON CHCTEMBI,
TPEHUPOBKA C OUOIIOrMYECKON 00pPaTHO CBS3bIO 110 CIUPOTpaPUUIECKUM IMOKA3aTENSIM IIPU
3200J1eBaHUAX OPOHXOJIETOYHON CHCTEMBbI, TPEHHPOBKA ¢ OMOIOTHYECKON 00PATHOM CBSI3BIO 110
reMOIMHaMHUYeCKUM ToKa3aTessiM (apTepuaibHOe JaBIeHNE) pU 3a00JIeBaHUSAX OPOHXOJIETOUHOM
CHCTEMBI, JIeueOHast (PU3KyIbTypa C UCTIOIb30BAHUEM allllapaToB U TPEHAKEPOB MPH 3a00JIEBaHUAX
OpOHXOJIETOYHOU CUCTEMBI JiedeOHast (PU3KYNbTypa Npu adasuu, 1u3apTpUn, HHAUBUIYaIbHOE
3aHATHE JIe4eOHON PU3KYIBTYpOl npu ada3uu, JU3apTPUH,TPEHUPOBKA C OMOIOTHYECKOW 00paTHON
CBSI3bIO 1O AIIEKTpoMUOrpaduu npu adasuu, 1M3apTpUH, TPEHUPOBKA C OMOJIOTHYECKON 00paTHOM
CBSI3BIO0 TIO AJIEKTpodHIEedanorpaduu npu adazuu, TU3apTPUN, TPEHHUPOBKA ¢ ONOIOTHIECKON
00paTHOM CBS3BIO MO cUporpaduuecKuM MokazaTessiMm npu aasuu, TM3apTpun, TPEHUPOBKA C
OHMOJIOTMYECKOM 0OpaTHOM CBS3BIO 110 TEMOJUHAMHYECKHIM ITOKA3aTeNIsIM (apTepUaIbHOE JIaBIICHUE)
npu adazum, Tu3apTpuu, TeuedHas GU3KyIbTypa npH aucharuu, TPEHUPOBKA C OMOTOTUYECKON
00paTHO# CBS3BIO 10 AMeKkTpoMuorpaduu npu qucharun)[107]; BoccTaHABIMBAIONINE YITPAKHECHUS
pPEKpealioHHO HallpaBIEHHOCTH;

4) Jloroneanyeckue 3aHATUS NPU HAJIMYUKM HAPYILIEHUH peyur, IIOTaHuUs, )KeBaHUs, CaJIUBALUH;
5) Cyp1oJ0ruuecKoe COpoBOXKIEHUE ITPU HAPYILICHUH CIIyXa;
6) Jledexronornueckue 3aHATHS IPU HAIMYMHA KOTHUTUBHBIX HapyIIEHU;

7) q)I/ISI/IOTepaHeBTI/I‘ICCKI/Ie METOAbI pea6I/IJ'II/ITaI_II/II/IZ

e JIOKaJIbHBIE TETIJIOBbIE MTPOLETypHI (ANUIMKALMU 03eKepUTa, napaduHa, 0anbHEONpoLEeaypbI,
TepMaJbHble BAHHOYKH), HAIIpUMeEp, apadrHO-030KEPUTOBAs alllIMKallKs, BO3/IEHCTBHE
napauHOM Ha KUCTH WJIM CTOIBI (MapaMHOBasi BAHHOYKA), BAHHBI MUHEpaJIbHbIE
JeyeOHbIe)

e umopedIeKcoTepanus

8) Xupypruueckoe BMENIaTeIbCTBO NMPU HAIMYUH CKEeNEeTHBIX edopmaruii (cornacHo
COOTBETCTBYIOLIUM KIMHUUYECKUM PEKOMEHIALNAM) CM. paszen 3.4.

9) BcnomorarensHbie HpI/ICHOCO6J'ICHI/I$I JJI1 KOMIICHCAIl1 (I)yHKI_II/Iﬁ Hn agalTanum:

® KPCCJIa-KOJACKH, YIIPABIIICMBIC MTAIITUCHTOM, KPECJIa-KOJIAACKU, YIIPABIACMBIC
HaI_II/ICHTOM/ COMMPOBOXAAOIIUM JIMIIOM (py‘-IHLIC erCJ'Ia-KOJI}ICKI/I);

® KpEecia-KOJSICKU, C IJIEKTPOBHUTaTeNIeM, YIIPaBIIsieMbIe MalieHTOM/COMPOBOKIAOIINM
JTUIIOM (MOTOPH3UPOBAHHBIE KPECTa-KOJSCKH);

® KpOBAaTH C 3JIEKTPONPHUBOIOM aJaNTAllMOHHBIE, KPOBATH aJaNTALIMOHHBIE C PYYHBIM
yIpaBJIeHUEM, KPOBaTH OOJIbHUYHbBIE MEXaHNUECKHE, KpOBaTH OOJbHUYHBIE C



THJIPABINYECKUM IPUBOJIOM, KPOBATH OOJIbHUYHBIE CTAHAAPTHBIE C AIEKTPOIIPHUBOIOM
(aBTOMaTH4eCKU perynupyemele kpoaru) [108].

[Tpu popmynupoBaHuK peadUIUTaMOHHOTO qrarHo3a mo MK® u pazpaboTke HHIUBUIYaTbHON
peadMINTAalMOHHON IPOrpaMMbl BaXKHO PaHKUPOBAaTh NALIMEHTOB IO CTENIEHU MOOUIIBHOCTH:

e xopmsurie (aMOyIaTopHast CTaIvsl)
e cupasuue (paHHsS HeaMOyJaTOpHas CTaus);

e Jekauue (Mo3aHsIs HeaMOyJIaTopHast CTaIus).

JlanHas pyHKIIMOHAIbHAS KIacCU(pUKAIHS TO3BOISIET KOHKPETU3UPOBATh 3aJja4H PeaOMInTaIlH
IUIsl ONIPEJEIIEHHOIO MalMeHTa C Y4€TOM €ro BO3MOXKHOCTEH U MOTPEOHOCTEH.

PerynsipHo npoBoasTcs: puznoTepaneBTHUECKUe NpoLeaypbl, MEIUIUHCKUNM Maccax, JeueOHas
(bu3KyIBTYpa, JOTONeaHs, PECIMpaTOpHas Tepanus (AbIXarelbHas THMHACTHKA), 00ydeHHE
caMO00CITy)KUBAaHHIO U UCIIOJIb30BAaHUIO BCIIOMOTaTeIbHBIX IPUCIOCOOIEHUH (3aBUCUT OT BO3pacTa
pebenka). I1o moka3aHusM — 3aHATHUSA C JIOTOIEIOM, BPA4OM-CYPA0JIOTOM-0TOPHHOIAPHHIOJIOTOM)

HeunBa3uBHas pecruparopHas mojiepikka (Co3aanue MojI0KUTEIbHOTO TaBICHHS Ha BBIIOXE) —
Ipu pa3BUTHU runokceMun. Cienyer o0yduTh poauTeneil paboTe ¢ OTKAUINBATENIEM WIIA MELIKOM
AMmOy.

Bbonbiioe 3HaueHre UMeeT MPaBUIIBbHBIN 00pa3 KU3HU C aIEeKBaTHBIM paclpeieICHUEM Harpy3ok,
3aHATUSIMHU JeueOHON HU3KYIBTYPOI MO KOHTPOJIEM HHCTPYKTOPA M0 JiedeOHOM PU3KyIbType.

HouHnble mMHbI (TOJIEHOCTOIHBIE TYTOPBI M OPTE3bl) MPEI0TBPAILAIOT Pa3BUTHE KOHTPAKTYD B
TOJICHOCTOITHOM CYCTaBe.

ITocne noTepun CIIOCOOHOCTH NEepCABUTaTbCA, MOKHO UCIIOJIB30BaTh JHCBHBIC IIMHBI, HO TOJBKO HE
JJI TTAOUECHTOB, KOTOPBIC €1C MOTYT XOAUTh.

JUTMHHBIE IIUHBI IS HOT (KOJIEHO-TOJICHOCTOIHBIE OPTEe3bl (OPTE3bl AJIsl HUXKHEH KOHEUHOCTH))
HCIOJIb3YIOTCS B IEPUO/I, KOT/Ia OUYEHb CJIOKHO MJIM HEBO3MOXKHO XOIUTh. [IpuMeHeHue Takux
OpTE30B MOXKET MPEAOTBPATUTH Ae(OpMaIIUIO CYyCTaBOB.

YerpoiicTBa Uit CO3MaHMSI CTOSUETO MOIOKEHUS (BEPTUKATIN3aTOPhI, Kpeciia C dJeKTPUUECKUM
MIPUBOJIOM, TIPUCTIOCOOJICHHUSI JIJIs1 TIOMOIITY TIPH BCTaBAaHUH ) PEKOMEHAYIOTCS B CITy4ae, Korja
MALMEHT yKE HE MOYKET XOAUTh.

ITpu nosiBIeHNN CTUOATENBHBIX YCTAHOBOK U TYTOIOIBUKHOCTH B MAJIbLAX PYK IPUMEHSIOTCS
MOJAECPKUBAIOIINE IINHBI JJIs1 KUCTU (OpTe3bl AJis BEpXHEH KOHEUHOCTH).

Perynspnoe HabnmofeHne 3a OCaHKOM: IpeaynpexieHne GopMUPOBaHUS CUMMETPUYHBIX
KOHTPAKTYyp Y NAllUEHTOB, KOTOPbIE CIOCOOHBI MEPEABUIaThCsl, IPaBUIIbHAS 11032 CHICHUS B
Kpeclie-KoJIsICKe, KOTopasi MOAJepKUBAET I03BOHOUHYIO U Ta30BYH0 CUMMETPHIO, a TAKXKe
BBITATMBAHUE TTO3BOHOYHUKA. VIcroap30BaHue (PUKCAIIK TO3BOHOYHHKA (IPUMEHEHNE KOPCETOB)
HE SABIACTCA aHBTepHaTHBOﬁ JJI TIPOBEACHUA W OTKJIaJIbIBAHUA XUPYPrud€CKOro BMCIIATECIbCTBA,



HO MOXKECT MPUMEHATHCSA B ClIydadX, KOraa XUpypruiyeCKo€ BMEIIaTCIbCTBO HEBO3MOXKHO MJIH CIIC
HE BI:I6paH OINTUMAJIbHEINA METOJ €T0 IMPOBCCHMUA.

e Pexomenayercs npruem (0CMOTp, KOHCYJIBTAIIMS ) Bpada (PU3NYECKON M peaOrINTAIMOHHOM
MEUITMHBI WJIA Bpada, BBITIOJIHSIONIETO ero (PYHKIUIO (CIEIUaIucTa 0 MEIUIIMHCKON
peadwInTau: Bpada mo jgedeOHol (GU3KyIbType U Ap.) NEPBUYHBIN U TOBTOPHBIN BCeM
nanuentam ¢ M/IJI/MJIb ¢ nienbio coctaBieHus miaHa peabunuranuu [111].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii — C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB — 5)

KomMeHnTapuu: 6 3asucumocmu om noKazaHuii MO2ym npUMeHsImvbCsi Memoobl, NePeuucieHHble 8
Hauane pasoena.

° PeKOMeH,I[YIOTCH MCPOIIPUATHA 110 aJallTallid K YCIIOBUAM MaKpPOCPEALI BCEM ITalUCHTaM C

MAJ/M/Ib, uMerouM JBUTaTeIbHbIC HAPYIICHUS, C IEIbI0 OBBIIICHIS KA9eCTBA KU3HH
[110, 111, 159].

YpoBeHb yoenuTebHOCTH pekoMeHaanuii — C (YpoBeHb 10CTOBEPHOCTH J0KA3aTeJILCTB — 4)

KoMmenTapuu: neobxooumsl meponpuamus no adanmayuu 0omawiHel (u op. okpyxcaroujeti)
00CcMaHo8KU 011 0becneyenus MAKCUMANbHOU He3A8UCUMOCTIU NAYUEHMO8 3a cyuem De30nacHoCmu
U 00OCMYNHOCMU 8CEX HEOOXOOUMBIX UM CPEOCME.

e Pexomenayercs BceM nmanueHTam ¢ M/IJI/MIb npoBonuTh npouiaakTuky pa3BuTHs
KOHTPAKTYP C LEJIbI0 yIyUllIeHUs KauecTBa ku3Hu. [1,2,111]

YpoBeHb yoenuTeIbHOCTH pekoMeHaanuii — C (YpoBeHb J0CTOBEPHOCTH I0KA3aTENLCTB — 5)

KommenTapuu: #eobxooumo nposedenue peyisipulx npoguiamuyeckux pacmsicex 4-6 paz 6
Heoento 8 001acmu 100bIXCeK, KONleH U bedep, 3ansacmuti, pyK u weu. Qoyuenue pooumenet u
RAYUeHmMo8 NPABUTLHOMY BbINOIHEHUI) PACMANCEK OOIHCHO NPOBOOUMBCS BPAYOM PUULECKOU U
peadunumayuoHHOU MeOUYUHbl UL BPAYOM, 8bINOIHAIOWUM €20 PYHKYUIO (Cheyuanucm no
MeOUYUHCKOU peabunumayuu, 8pad no ie4edHou usKyivmype), nocie ue2o 0aHHvle YNPaA*CHeHUs
0enaomes Ha pe2yisipHoll ocHoge. Pe2yiisipHoe u npasuibHoe blNOIHEHUE PACIANCEK SA8NAEMCs
BADICHEUUUM YCTI08UEM NPOPULAKMUKYU PA3BUMUS KOHMPAKIMYP.

e Pexomenayercs BceM nanuentam ¢ MJIJI/MJIb ucnonb3oBanne opTe30B A1 BEPXHUX U
HIDKHUX KOHEUYHOCTEH (OpTe3 AJIs JIOKTS/3aMACThs/KUCTH PYKU U OpTe3 A
0e1pa/KoJIeHa/TOIEHOCTOITHOTO CyCTaBa/CTOIbI) W/WIIH IIMH (IIIHMHA € TIOJIOXKKOM,
MHOT'OPa30BOT0O MCIIOJIb30BAHUS) JUIsl TOJAEPIKaHUS, TPABUIIBHOTO MOJIOKEHUS CYyCTaBOB U

IPABUJIBHOTO MO3ULMOHUPOBAHMS C LENbI0 MPEAYIPEKICHUS (OPMUPOBAHUS KOHTPAKTYP
[1,2,71,72]

YpoBeHb yoenuTeIbHOCTH pekoMeHaanuii — C (YpoBeHb 10CTOBEPHOCTH JA0KA3aTEJILCTB — 4)

KommenTapuu: opmesvl npedcmagnsaom coboil mexHuieckue cpeocmea peabuiumayuu,
ucnonvsyemvle 0Jis USMEHEHUsL CMPYKMYPHLIX U QYHKYUOHATbHBIX XAPAKMEPUCUK HEPEHO-
MbIUEYHOU U CKeLeMHbIX CUCeM U obecneyusaiouue, 8 3a8UCUMOCTU O MEOUYUHCKUX
NOKA3aHULl, OPMONneoudecKyio KoppeKyuro, pazepysKy, guxkcayuio, akmususayuio
ogueamenvhuvix Qynxyui. Cymmaproe 8pems HaxodcoeHus 8 opme3ax 0Jisk amOYIAmMOPHbIX
nayuenmos — 5 pas 6 neoento 00 8-12 uacos 6 oenbw.

Opme3vl 00NHCHBL U320MABIUBAMNBC UHOUBUOYATILHO 011 KAXHCO020 NAYUESHMA NOO KOHMPOLem
8paua puzuueckoll u peadbuIumayuoHHOU MeOUYUHbL UIU 8PAYA, BLINOJHAIOWE20 €20 (QYHKYUIO
(cneyuanucma no MeOUYUHCKOU peaburumayuu, 8pava no ie4eoHou guskyiomype). vV



aM6yﬂamoprzx nayuermoe npuUMeHAomcs ons PAaACmANCEHUS 6 HOYUHOE 6PDEMAL.

IIpumenenue 201eHOCMONHBIX OPME308 8 OHEBHOE BPEMSL MONCEM UCNONLI0BAMbCS OIS PACANCKU
UU NOSUYUHUPOBAHUS HA HeaMOYIamMOPHOU cmaouu 3a00/1e8aHUs.

IIpumenenue KoNeHHO-201EHOCTMONHBIX OPINE308 BO3MONCHO 8 NO30Hel AMOYIaMOPHOU U
HeamoOyniamopHou cmaouu. Bo epems neambyrnamopuou cmaouu mo2ym 0bims UCHOIb308AHbL UUHDBL
Ha 3anacmve uiu pyKy Oisl pACMANCeHUs OTUHHBIX U 3aNACMHbIX ceubamerneti/pazeubamenetl
nanvyes. Ceputinoe 2Unco8anue Mojicem NPUMEHAMbCSA KaK Ha amOyIamopHoOl, mak u Ha
HeamoOy1amopHoUu cmaouu.

e Pexomenpayercs manuentam ¢ MJIJI/MJIb paccMoTpeTh oka3zaHue yCIyT 110 MEAUITUHCKOM
peabunuTaIy 1eTeil ¢ Helpo-opTONEANUECKOM MaToI0rue MeToJaMu JIeueOHOro
TEHIIMPOBAHUS C LIEJIbI0 YMEHbBILIEHUS HAarpy3Ku Ha MbImnsl [112].

YpoBeHb yoenuTeIbHOCTH pekoMeHaanuii — C (YpoBeHb 10CTOBEPHOCTH A0KA3ATEJILCTB — 4)

KommenTapuu: oannas memoouxa modcem ucnonvzosamovcs y oemeti ¢ M/IJI/M/IP. Tetin (nenma
aoee3usHas 0Jisk KUHEe3UOMEUNnUpOBaHUs) CHOCOOEeH NPUHUMAMb HA CeOsl YaCmb HAZPY3KU MbIUUYbL,
mem camvim 0ams NOYY8CMBOBAMb NAYUEHMY PAOOMY C80ell MbIUUYbL.

e Pexomenpayercs nanuentam ¢ MJIJI/M/Ib, B 3aBucuMoCTH OT CTENIEHH MOOMIBHOCTH,
MIPUMCHECHUE PEaOMIMTAIIMOHHBIX M aJalITHPOBAHHBIX ISl HHBAJTUI0B MEIUIIMHCKIX
u3aenui (KpoBaTh-BEePTUKAIN3ATOP, APANIOINyM-BEPTHKAINU3ATOP) C LIETbIO
MaKCUMAaJIbHOTO COXpaHEHHUsI BO3MOXHOCTH BepTUKayM3anuu [1, 2].

YpoBeHb yoeauTeIbHOCTH pekoMenaanuii — C (YpoBeHb J0CTOBEPHOCTH JI0KA3aTEIbCTB — 5)

KommenTapuu: onsa eepmuxanuzayuu mo2ym 0bims UCHONb308AHbL. 8EPIMUKAIUZAMOP, KPOBAMb-
8EPMUKANUIAMOP, NAPANOOUYM-BEPIMUKANUIAMOP U M.N.

e Pexomenayercs BceM nauuentam ¢ MJIJI/MJIb neueGHas ¢pusKynbTypa npu 3a001€BaHUSIX
OpPOHXO0JIErOYHON CHCTEMBI/IbIXaTeIbHbIE YIIPAXKHEHUS, IPpEHUpYIOLIHe/IeueOHas
(Gu3KynpTypa npu 3a00J1€BaHUSX Ceplia U MEepUKaia C LebIo yaydlleHus QyHKIUU

JAbIXaHUS U CGpHG‘IHO-COCYI{HCTOﬁ CHUCTCMBI, a TAKKC 06H.[CFO (1)I/I3I/I"ICCKOFO COCTOAHUA [1, 2,
73, 74, 109, 160].

YpoBeHb yOeAUTEILHOCTH PeKOMeHIaliii — A (YPOBEHb J0CTOBEPHOCTH I0KA3aTeJILCTB — 2)

KomMmeHnTapum: Heobxooumo uzbecams ynpa)cueHull ¢ 6blCOKUM CONPOMUBTLEHUEM, 00513amelbHO
c1edums 3a 8bINONIHEeHUeM YnpaxcHeHutl 05 usdexcanus nepenanpsicenus. Kpaiine sasxcrno umems
00CMamouHblil OMObIX MeHCOY YNPAHCHEHUAMU, A MAKH#CE COONI00AMb OCMOPONHCHOCDL 8
OMHOWEHUY NOMEHYUATILHO CHUNCEHHOU KapOUOPeCnUpamopHoU CnOCOOHOCMU U PUCKA
NOBPEHCOCHUS MbLULY 0adice NPU XOpouleM KIUHUYeCKOM QYHKYUOHUpOosanuu. Bosmooxcnbl makue
akmusHocmu, Kak niasanue, e3oa na eenocunede [109, 111, 113]. 3anamus niasanuem nonesHwl u
npusmuol nayuenmam ¢ MI/[/MJIb. Booa netimpanuzyem Oeticmaue Cuibl 2pasumayuil Ha meno
pebeHKa, umo no3eonsem emy no-0pyeomy nouyecmeosams ceoe meio. Ilnasanue — xopowias
a’pobHas mpeHuposxa. Imo apuanm aKmueHou 1eueOHou hu3KyIbmypsl 0 pebenKa ¢
MII/MIIB. Kpome mozo, niaganue nogvluiaem SMOYUOHATbHbIU (poH demetl. Memoo He umeem
abconomuwix npomueonoxazaruti npu MJI/MJIB. Ilepsvie HeckonbKko 3aHAMUL OONHCHDL
npoxooums He MOAbKO C POOUMENAMU, HO U C UHCMPYKMOPOM, KOMOPbLLL 00y4um pooumesneu.
Ilepeo kasicovim 3anamuem HeoOX0OUMO OYyeHumsb comamuyeckoe O1a2ononyyue pebeHka.

e Pexomenayercs nanuentam ¢ MJIJI/M/Ib npu Hanmu4uu pedyeBbIX HAPYLUICHUH peryaspHble
3aHATHUSA C JIOTONEIOM, ITPU HEOOXOTUMOCTH — MPHUEM (OCMOTp, KOHCYJIbTAIlHs) Bpaya-



CYP/0JIOra-0TOPUHOJIAPUHIOJIOTa TIEPBUYHBINA U TOBTOPHBIN (TP HEOOXOAUMOCTH) C LIETBIO
JUArHOCTUKU U KOPPEKIIMH CUMITOMOB IEPBUYHONU U BTOPUUHOM, 33J€PKKH PEYEBOTO
pa3BUTHS, TAKUX KaK Qu3apTpus, Ha (oHe 3aboseBanus [2, 75].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii — C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB — 5)

KomMmenTapum: Meouxo-noconeduueckoe ucciedosanue npu oucghaeuu, Meouko-noeconeouueckoe
uccnedosanue npu agasuu, Meouko-1oconeduueckoe ucciedosanue npu ousapmpuu, Meouxo-
J02oneouyeckas npoyedypa npu oucgacuu, Meouxo-noeconeduueckas npoyedypa npu agasuu,
Meouxko-noeoneduueckas npoyedypa npu ouzapmpuu, Meouxo-102oneouieckas moHaibHO-
pummuyeckas npoyedypa, Meouko-n1oeconeouueckas npoyedypa ucnoib308anuem UHMepaKmueHsLxX
UHDOPMAYUOHHBIX MEXHONO2UII.

e Pexomenayrorcs Bcem nanueraTam ¢ MJIJI/M/Ib perynsapHbie 3aHATHS ¢ METUIIMHCKAM
MICUXOJIOTOM, TIPU HEOOXOAUMOCTH, C LIETIbI0 KOPPEKIMH IICUX0JIOTHYECKOro cocTosiHUS [40,

151, 152].
YpoBeHb yoenuTeIbHOCTH pekoMeHaanuii — C (YpoBeHb J0CTOBEPHOCTH JI0KA3aTEILCTB — 5)

KomMeHTapum: ncuxonocuueckas noooepircka A6NAemcs 6a*CHbIM 21eMeHMOM YCNeuHOoU
coyuanuzayuu nayuenmos ¢ MIII/MJIb. Kpome moeo, ona modcem nompebosamuvcsi u
poocmeennukam nayuenma. Heobxooumo pe2ynaprno npogooums 0YeHK) NCUXO0N02UYECKO2O0
cmamyca nayuenma u e2o O1U3KUX, 808pemMst OKA3bl8amsb NCUXON02UYECKYI0 nomows. Tlpu
HeobX00UMOCU MEOUKAMEHMO3HOU KOPPEKYUU NCUXUYECKUX PACCMPOUCE Q0NNHCEH NPUBTEKAMbCSL
8pau-ncuxuamp.

1. Peabuiiuranusi am0y/1aTOPHBIX NALHEHTOB

Jl11a aMOynaTOpHBIX MAMEHTOB COXPAHSETCS MPUOPUTETHOCTh IMPUHIIUIIOB PETYISPHON yMEPEHHON
(hU3UYECKOM Harpy3KU U BHEAPEHUS (PM3UYECKON Teparii B TOBCEIHEBHYIO KU3Hb peOeHKa C
LETbI0 YBETUYECHUS MTPOAOKUTEIHBHOCTH aMOyIaTOPHOTO MepHoa U TPOGUITAKTHKY BTOPUYHBIX
OCJIO’)KHEHUH 3a00J1eBaHMUs.
Peabunurannonnsle menu st aMmOyaaTOpHBIX MAIMEHTOB:

® TIOBBIIICHHS BBIHOCIUBOCTH/TOJEPAHTHOCTH K (PU3UUECKUM HArpy3Kam.

e [IOBBLIIIEHHE MOOUILHOCTH ITaIfMCHTOB,

e 3aMe/JIeHHE TIPOTPECCUPOBAHUS MBIIIEUHOM cabocT, motepu GyHKIUU U (HOPMUPOBAHUS
arpoduii 6e3nelcTBus;

e yiyunieHue QyHKIIMOHUPOBAHUS PYK U HOT;

® CO3/laHue YCJIOBHM JUIsl pa3BUTHS U HOPMAJILHOTO (PYHKIIMOHUPOBAHMSI BHYTPEHHUX
OpraHOB U MPEAYNpPexAeHNE CKOTMOTHYECKOH J1e(hopMallii TTO3BOHOYHHUKA,

e pa3paboTKa CyCTaBOB U MPOQPHIAKTHKA 00pa30BaHMS KOHTPAKTYD;
e (opmupoBaHme U MOAEP)KAHINE CHMMETPUIHOCTH O35,
e Tpo(UITAKTHKA ¥ KOPPEKIMSI KOTHUTHBHBIX M PEUEBBIX HAPYIICHUN

L4 06yquI/Ie OBITOBBIM HAaBBIKAM M HaBBIKAM CaMOO6CHY)KI/IBaHI/I$I B Cpeac.

e PexoMeHnayeTcs Jierkas, ynoOHas, opToneanueckas 00yBb aMOyIaTOPHBIM MAIUEHTaM C
MJI/MJIB, ¢ niensto obnerdenus ABurareabHon aktuBHOCTH [111, 114].



YpoBeHb yoenuTeIbHOCTH pekoMeHaanuii — C (YpoBeHb 10CTOBEPHOCTH A0KA3aTEJILCTB — 5)

e Pexomenayercs UCTIOIB30BAaHKE OPTE30B JIJIsl TOJICHOCTOIHBIX CYCTAaBOB (B HOUHOE BpeMsi)
COBMECTHO C OPTOTIEINYECCKON YIOOHOU U JIETKOW OOYBBIO XOISIYMM MAITUCHTaM C
MIJI/MJIB c nenbro obneruenus u coxpaneHus xonposr [111, 115].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii — C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB — 5)

e PexoMeHIyeTCsl UCIIOIb30BAHKUE CPENICTB NEPEABUKCHUS: aJallTHPOBAHHBIX — Kpecel-
KOJISICOK aKTUBHOTO THIA (KPECIa-KOJIICKH, YIPaBIsieMble IIALIUEHTOM, Kpecia-KOJISACKH,
yhpasiisieMble alMEeHTOM/COIPOBOXKIAOIIUM JIULOM (pYUYHbIE KpeciIa-KOJIsICKH ); Kpeciia-
KOJIICKY C PYYHBIM IIPUBOJIOM; KpECIa-KOJISCKH Il MHBAJIMIOB, C Py4YHBIM IIPUBOJIOM;
Kpecia-KOJISICKH, C IEKTPOJIBUTATEIIEM, YIIPaBIeMble TallMEHTOM/COIPOBOMKIAIOLIIM
JMIIOM U Jp.) amOynaropubiM nanuentam ¢ MJIJI/M/1b npu orpaHiueHHON BBIHOCIHBOCTH
peOeHKa WM He0OXOIMMOCTH MepeIBUKEHUS Ha OOJIbIINE PACCTOSHUS C LEIbI0 YBEIMUEHHS
MobOunpHOCTH TaruenTa [108, 111].

YpoBeHb yoeauTeIbHOCTH pekoMenaanuii — C (YypoBeHb 10CTOBEPHOCTH JI0KA3aTeJILCTB — D)

e Pexomenayercs UCTOIb30BaHNE PEAOMIIUTAIIMOHHBIX U aJallTHPOBAHHBIX JIJIs MHBAJIUIOB
MEIMIIMHCKHUX U3 — OIOp VIS CIIUHBI (OTOPHI (PYHKIIMOHAIbHBIE IJIS1 CUACHUS JUIS
JIeTeH-UHBAIIMIOB), OTBEUAIOIINX BCEM TPEOOBAaHUSAM MPABUILHOTO MTO3UIIMOHUPOBAHMUS C
MOJICTABKOMU IS CTOII MU MEXaHU3MOM PETyIUPOBAHUS YIIa HAKJIOHA) aMOyIaTOPHBIM
narueaTam ¢ MJIJI/MJIb ¢ nenbio npouiIakTHKA pa3BUTUSI KOHTPAKTYP TOJICHOCTOITHOTO
cycrasa [108, 111].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 5)

2. PeaﬁmmTauuﬂ HeaMﬁy.naToprlx CUAAYHX NAIITMCHTOB

JUist cuaYMX MalMeHTOB BaXKHO, KaK COOMIO/IeHNE MPUHIIMIIA 103UPOBaHMs (PU3NYECKOM HAarpy3KH,
TaK U MPUHIINIA BHEAPEHUs (GU3NUECKOM Tepanuu B 00pa3 xu3Hu pedeHka. OQHO U3 BEAyIUX U
JHOOMMBIX TOJIOKEHUH TaKUX MayHMEeHTOB — IOJIOKEHHE «CUIS», KOTOPOE B CUITYy OCHOBHOI'O
cuMIITomMa 3aboseBanus (€1ab0CTH CKENETHBIX MBIIII), HECTIOCOOHOCTH K CAMOCTOSTEIIHHOMY
M3MEHEHHUIO MOJIOKEHUS TeNa/mo3bl (IepeMenaThes B MOJIOKEHUH «CUIS») U OTPEHIHOCTSIX
MOCTYPAIBHOTO KOHTPOJISI CIIOCOOHO (hOPMHUPOBATH HECUMMETPUYHBIN MATTEPH MOCATKH C
HEpaBHOMEPHBIM pacIipe/ieIeHUeM OIOPhI Ha KOCTH Ta3a (CcrpaBa/ciieBa) ¢ epeKoCcoM Ta3a
(HaATa30BOTO reHe3a, 3a CYET CKOJIM03a) U OBICTPO MPOBOIIMPOBATH PA3BUTHE CKOJTHMOTHYECKOMN
nedopmaiy Mo3BOHOYHMKA. B CBSA31 ¢ 3TUM 0c000€ BHUMAaHNE JI0JIKHO MPHU1aBaThCs
CHMMETPHYHOMY Pa3BUTHIO TEJIOCIOKEHHS MAIIMEHTOB U MPABMIIEHOMY ITO3UIIHOHIPOBAHUIO.

PeabunurannoHHbIe 3a0a494 IS CUASYNX [MAlEHTOB:
e [IOBBINIEHNE MOOMIBLHOCTH MAIlMEHTOB;

e 3aMeJIeHUE TIPOrPECCUPOBAHNS MBIILIEUHOM crabocTu, motepu GyHKIUU U GOPMUPOBAHUS
arpocuii 6e3neiicTBus;

e yiydiieHue GyHKIMOHUPOBAHUS PYK;

® CO3JaHME YCIIOBHU JIJIsl PAa3BUTHS U HOPMAJIBHOTO (DYHKIIMOHHPOBAHUS BHYTPEHHUX
OpTaHoB;

e pa3paboTKa CyCTaBOB U MpoduiaakThKa 00pa3oBaHUS KOHTPAKTYD;



e (opMHpOBaHHE U MOAAEPKAHNE CHMMETPUIHOCTH MO3BI;
® TpenynpexIeHHE CKOIMOTUYECKOH JedopMaIiui MO3BOHOYHUKA U TIepeKoca Tasa,

e npodUIAKTHKA U KOPPEKIUS PEUEBBIX HAPYIICHUH, HAPYLICHHS CalMBAllUH KEBAHUS U
[JIOTaHUS

° 06yquI/Ie OBITOBBIM HABBLIKAM U HaBBIKAM CaMOO6CJIy}KI/IBaHI/I$I B Cpcac.

e PexoMeHAYIOTCS UCIOJIB30BAHUE OPTE30B ISl TOJIEHOCTOMHBIX CYCTaBOB U OPTE30B AJIA
KOJICHHBIX CYCTaBOB cusiunM nanuentam ¢ M/IJI/M/Ib ¢ nienbo MUHUMH3AIAKA Pa3BUTHS
nedopmaruit [111, 115].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii — C (YpoBeHb J0CTOBEPHOCTH 10Ka3aTeIbCTB — 5)

KomMmenTapum: Murnumanvuas yacmoma npebvleanusi 8 opmesax 5 pas 6 Heoeiio.

e PexoMeHAYI0TCS CpelICTBA MEPEIBIKEHUS aIallTUPOBAHHBIC (KPECIa-KOJSCKH,
yIpaBisieMble TAIUEHTOM, Kpeca-KOISICKH, YIPaBIsieMbIe MAIUEHTOM/COMPOBOKAAIOIINM
JTUIIOM (pydYHBIC Kpecia-KOJISICKH ); Kpeca-KOJISICKH ¢ PYYHBIM ITPHBOIOM; KPECIia-KOJSICKA
JUTSL UTHBAITUIOB, C PyYHBIM NpUBo0oM; Kpecio-komsicka ¢ pydyHbIM IPUBOJOM C
JIOTIOJTHUTEBHON (prKcaruei (oAIepKKOi) TOJIOBBI M TeJa JJIsl HHBAJIUIOB U JICTEH-
WHBAJIHUIOB, B TOM yucie g 6oapHbIx JLIT (MHInBUTyanu3upoBaHHbIE KPeCcIa-KOISICKH C
PYYHBIM IIPUBOJIOM C JIOTIOTHUTEIHHOU (pruKcammelt (TI0AIepiKKO# ) TOJIOBEI, PYK, HOT U Tela,
KOMHATHbBIE U MPOTYJI0YHbIE U U3TOTOBJICHHbBIE MHIUBUYaJIbHO MO 00BEMHOM TPEXMEpPHOU
MOJISIIH 3a]THEH TIOBEPXHOCTH TeJia JIOKEMEHTBI, YCTAaHOBIICHHBIC Ha KOJIECHYIO 0a3y Kpeciia-
KOJISICKH) cuasianM ranuerTam ¢ MJIJI/M/Ib ¢ nensto obecnieuenus odecriedeHus oomein
mobunbHOCTH [111, 116].

YpoBenb yoeauTeabHOCTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH JI0KA3aTeJILCTB — 4)

KomMmenTapum: npu noobope xkonsacox ciedyem pyko8oOCmeE08ambCs MAKCUMAIbHOU
DYHKYUOHANLHOU HE3A8UCUMOCTIBIO U KOMBOPMHOCIbIO NPEObI8anUs 68 Kpecie NayueHma,
npeonoumenue ciedyem omoasams KOIsACKaAM aKMUBHO20 MUNA U KOJACKAM € 21eKMPONPUBOOOM.

e PexoMmenpayercs sprotepanus cuaguum nanuentam ¢ M/IJI/M/Ib nis okazanus momorim
MALMEHTY B MTOBCEIHEBHOM XKU3HU, PA3BUTUA U MOAAEPKAHUS €KETHEBHO UCITOJIb3YEMBIX
UM HaBbIKOB [2, 111].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii — C (YpoBeHb J0CTOBEPHOCTH I0KA3aTENLCTB — 5)

KommenTapuu: ciedyem npueiekams cneyuanucma no speomepanuu (8pava puzuyeckotl u
peaounumayuoHHOU MeOUYUHbl, 8pava NO MEOUYUHCKOU peaduiumayuu uiu 0py2oeo epaid,
BLINONIHAIOWE20 €20 QYHKYUIO) KaK npu noodope npozpammsl hU3ULecKUx YRPadcHeHuti u
PacmsadiceHust, max u 0Jis PeKOMeHOAyULl OMHOCUMETbHO COYUATILHBIX 83AUMOOetCMEUL, MAKUX KAK
nocewjenue y4eOnvix 3a6e0enutl, 6b100p npogeccuu u yuacmue 8 COYyUaIbHbIX AKMUBHOCMIX.

3. PeaOnanranus Je:KaunxX MaHEHTOB

OCHOBHOE MOJIO’KEHNE STHX MAIMEHTOB B JOMAIIHNAX yCIOBHUIX — IMOJIOKEHUE «IEXKay, KOTOPOe
ornacHo (POpMHUPOBAHUEM MTPUBBIYHBIX (3aIIOMUHAIOIINXCS) IOPOYHBIX YCTAHOBOK KOHEUHOCTEH U
HUX CECTMCHTOB B BUAY ﬂeﬁCTBHﬂ CHJI TpaBUTAlMM HA KOHCYHOCTH U OTCYTCTBUSA CIIOCOOHOCTH
MaIMEeHTa K aHTUTPaBUTALMOHHBIM JBI)KEHHSIM, a TAK)Ke BOBHUKHOBEHUEM OClIokHEeHHH. Tak,
XapakTepHast JUIsl TAKUX AeTel (B crily c1aboCTH MBIIII-aITyKTOPOB Oesiep) Mmo3a «Jieka Ha CIIHHE C
NOBEPHYTHIMU HApYXy OeipaMu» CrioCOOCTBYET HE TOIBKO (POPMUPOBAHHIO NMAPATUTHUECKUX



BBIBHXOB Ta300€IPEHHBIX CyCTaBOB, HO ¥ BO3HUKHOBEHHIO TSDKEJIBIX MPOJICKHEH Ha OOJIBIITNX
Beprenax Oenep. OYeHb BAXKHO B 3TOM KOHTEKCTE, YTOOBI MOJIOKEHHE OOIILHOTO B MIOCTENH U HA
000 IPyToi MOBEPXHOCTH OBLTO (PYHKIIMOHAILHO BHITOJHBIM U TPEIOTBPAILIAIO BO3MOKHOCTh
peanu3aIiy MOPOYHbIX YCTAHOBOK M MX OCIIOKHEHUH. C 3TOH 1EeNIbI0 PEKOMEHIYIOTCS YacThie
CMEHBI ITOJIOKCHUS Tella B MOCTEJIH; UCIIOIh30BAHUE MTOIPYIHBIX CPEIICTB, KOTOPHIE MOTYT JIETKO
W3MEHATH CBOIO ()OPMY U IPHUHUMATH BEC KOHEYHOCTH HA CE0sl, TEM CaMbIM UMUTHUPYSI
AHTUTPABUTAIIMOHHOE JICHCTBHE.

Pea6I/IHI/ITaHI/IOHHBIC 3a4a4M U1 JICKa4YUX IMaluCHTOB:

e yBEJIMYCHHE 00beMa U aMIUIUTY/Ibl AKTHBHBIX/TIACCUBHBIX JBMKEHUN B JTIOOOM CETMEHTE
TeJaa U KOHEUHOCTEM;

e YIIy4IlIEHUE JBUKCHUH B IIOJIO)KEHHUH «JIEKA HA CIIMHEY;
e yIy4llIEHUE JBUKECHUU PYK;

® CO3JaHME YCIIOBHH /IS PAa3BUTHS U HOPMAJIBHOTO (DYHKIIMOHHPOBAHUS BHYTPECHHUX
OpTraHoB;

e 3aMesIeHUe pa3BUTHS arpoduii 6e3aeiicTBus;
® pa3paboTKa CycTaBOB U NMpOoHUIAKTHKA 00pa30BaHUs KOHTPAKTYP

e 1poUIAKTHKA U KOPPEKLUS PEUEBBIX HAPYILIEHUH, HAPYILIEHUS CAJIMBALIMY )KEBAHUS U
[JIOTAHUS

3.1. HeTexnnyeckye MeTOAbI Pea0OMINTAIIMH JI€KAYHX NAIHEHTOB.

e Pexomenayercs BBINMOMHAThH YIPAXKHEHUS J1e4eOHOM (U3KYIBTYPBI C UCIIOJIB30BAHHEM
MOJIBECHBIX CHCTEM JiexkaunM naruentam ¢ MJ1J] ¢ nenbto yBenuueHus: oobema u
aMILTUTYABI IBUKEHUN U TPODHUIIAKTHKY PA3BUTHS KOHTPAKTYP U BTOPUUHBIX
WH(DEKIIMOHHBIX ocnoxHeHui [111].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii — C (YpoBeHb J0CTOBEPHOCTH JI0KA3aTENLCTB — 5)

KommMmenTapuii: 6o spevs 3anamuii ¢husuueckou mepanueti ¢ 1excasumu nayuenmam yOooHo
noosewusams cezcmenmol Koneunocmeil. Taxkoi cnocobd nooxooum 01 npuMeHeHUs KaxK Ha GepXHUX
(nieyu), max u Ha HUNCHUX KOHeYHOCmsX (bedpo-KoneHo-2oneny). Hanpumep, ons coxpanenus
@DYHKYUOHANLHOU AKMUBHOCIU 8EPXHUX KOHEYHOCMEU MOMCHO UCNONIb308AMb MEMOO YCMPAHEeHUs
CU 2pasumayuy nymem noOBEUUBAHUSL NPOKCUMATbHBIX CE2MEHMO08 GePXHUX KOHEUHOCmell Ha
JIeHmax, mem camvlm 06ecneds 03MOHCHOCMb OBUNHCEHUU BCell GePXHell KOHEeUHOCHU.

3.2 Texunueckue meroabl/cpeacrea peadouaurtamuu (TCP) Jexauux nanmueHTos.

[TocTypanbHBII MEHEKMEHT, KOTOPBII BKJIIOUAET B ce0sl MPaBUIBLHOE MO3UIIMOHUPOBAHHE (B
MOJIOKEHUH «CTOS» — BEpTHKANIM3alMs (CyMMapHO He MeHee | yaca B JieHb), mpeObIBaHue B
TEYEHUE JHS B IPABUIILHOM IMOJIOKEHUH «CUJISD» ), OPTE3UPOBAHNE KOHEUYHOCTEHM U UCTIOIb30BaHUE
CHEHAIM3UPOBAHHBIX U aIalITUPOBAHHBIX TPUCTIOCOOTEHHUM ISl TO3ULIMOHUPOBAHUS (CUCTEMBI
JUISL OPTOCTAaTUYECKON TOAIEPIKKH, BKITFOUAIOITNE B ce0s BAIMKH, (DOPMOBAaHHBIC TIOYIIIKA
Pa3IUYHOM KECTKOCTH U KOH(PUTYpAIUH), C IETBI0 MPUIAHUST HEOOX0MMMOT0 (DYHKIIMOHAITEHOTO
MOJIOXKEHUS C HEOOX0IMMOH (pUKcalyel TyJI0BUIIA, MOIIEPIKKOM rOJIOBBI U BEPXHUX KOHEUHOCTEH.
CyMMapHOe BpeMsi HaXOKJICHHS B OpTe3ax 0 8—12 yacoB B JeHb. MUHUMaJIbHAS YacTOTa
MIPUMEHEHHUSI OPTE30B AJIA JeKauuX MalueHToB — 5 pa3 B Henento [117].

o P CKOMCHAYIOTCS KPCCJIAa-KOJISICKU C JICKTPUICCKHUM MTPHUBOAOM C JOMIOIHUTEIIbHOM



bukcamueit (moaaepKKoii) TOJIOBBI, PYK, HOT M TeJia, MPOTYIOYHbIC (711 UHBAIUJIOB U
neTe-uHBanuaoB) cuasuuM nanuentam ¢ MJIJI/MJIb ¢ nenbro obecnieuerus oOIeit
MooOwmipHOCTH [111].

YpoBeHb yoenuTeqbHOCTH pekoMeHaanmii — C (YypoBeHb 10CTOBEPHOCTH J0KA3aTeJILCTB — 5)

KomMeHTapum: 011 npedvlearusi 8 NOI0NCEHUU «CUOSLY UCNOIb3VIOMCSL ONOPbL 011 CUOEHUSL UL
Kpeca-KoasaCKY KOMHAmMHble ¢ OONOTHUMENbHOU ukcayuetl (n000epICcKoll) 20108bl, HO2, PYK U
mena. CudeHue 8 mexHUYeckoM cpedcmeae OOIHCHO NPOBOOUMCSL 8 MYMOPAX HA 20NEeHOCHONHbIE
cycmasvl. IIpebvisanue 6 nNPasUiIbHOM NOJOHCEHUU «CUOS» PEKOMEHO0BAHO CYMMAPHO 00 6 yacos 8
Oenb. B kauecmee dononnumenvuwvix pyukyuii 6 cpedcmee 0Jist CUOEHUsL OOIIHCHBL BbICMYNAMb !
DYHKYUOHANLHDIL NOO20NI0BHUK, 0Decneyu8aowuli DOKO8yI0 U NepeorHe3a0HI00 CIMAOUIU3AYUIO
20J106bl U HEe 02PAHUYUBAIOUUL BO3MONCHOCIU OBUICEHUSL 20]I0OBOIL, CUOEHbE C Pe2yIupyeMbiMU
2NYOUHOU, WUPUHOLL U Y2NIOM HaKI0HA. Koncmpykmueno cudenue pazoeneno Ha mazoeyio u
bedpenHble yacmu, Ymo no360sen MAKCUMAIbHO NOJIHO Peulams umerowuecs y nayueHma
npobremvl ¢ OANIAHCOM U CUMMempUell, 8bI36AHHbIE BIMOPUYHBIMU OPIMONEOUYECKUMU
ocnodicHeHusimu. Pecynupyemas no evicome u yeny HakioHa CRuHKa, ouxkcamop mynosuua
(orcunem), npedoXpaHumenbHblil ma3osvlii Nosc, pe2yiupyemvle NOOJIOKOMHUKU, pa30eilbHble,
peaynupyemuvle NOOHONCKU C PUKCAMOpamu Cmon, NPUCMABHOU CIOIUK, NPOMUBONDONEHCHEBAS]
nooyuiKa.

e PexoMenpayercst mpeObIBaHNE B MOJNOKEHUH «CHAsD JiexkauyuM nanuenta ¢ MJJI/MJIb ¢
[EJTBI0 TIPOPUITAKTHKHN OPTOTICINICCKUX OCIOKHEHHI OCHOBHOTO 3a00JICBAaHMSI M CO3IaHUS
(U3HOIIOTUYECKUX YCIOBHH C IENIbI0 HOPMAJIBLHOTO Pa3BUTHUS U (PYHKIIMOHUPOBAHUS
BHYTpPEHHUX opraHos [111].

YpoBeHb yoenuTeIbHOCTH pekoMeHaanuii — C (YpoBeHb J0CTOBEPHOCTH JI0KA3aTeILCTB — 5)

e PexoMeHIyeTCs eXKEeTHEBHOE HCITOIb30BAHNE OPTE30B HAa HIDKHUE KOHEYHOCTH (OPTE3HI /IS
0e1pa/KoJIeHa/TOIEHOCTOITHOTO CyCTaBa/CTOIbI), U3TOTOBIEHHBIX HHANBUAYAIbHO
(HampuMep, TYTOpPbI Ha TOJICHOCTOITHBIE CYCTaBbl — ISl CH/IEHUS,) aMOyJIaTOPHBIM
nanrentam ¢ MJIJI/MJIb futst mpenoTBpaiiieHust U 3aMeIJIeHus porecca 00pa3oBaHms
KOHTPaKTyp CyCTaBOB KoHeuHocTeH [111].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH JI0KA3aTENLCTB — 5)

IMaaauaTuBHAag NOMOII L

MMannuaTruBHAs MeIUIUHCKAs MOMOIIH

[TanmaruBHAS TOMOIIL — MOIXO/I, IIETBI0 KOTOPOTO SIBIISIETCS YIYUIICHUE Ka4eCTBa KU3HU
MAIMEHTOB U YJIEHOB UX CEME, OKa3aBIINXCS Mepe] TUIOM yTPOKAIOIIETO KU3HU 3200IeBaHMUS.
OTa 1enb JOCTUTACTCS IMyTeM MPEAYIPEKACHIUS U 00JIeTYeHUs CTpaJaHuil 6jaronaps paHHEMY
BBISIBJICHUIO, TIIATEIHHON OIIEHKE U KyIMHPOBAHUIO OO U APYTUX TATOCTHBIX (PUBNUYECKUX
CHUMIITOMOB, a TaK)K€ OKa3aHUIO MICUXOCOIMATILHON U TyXOBHOM monaepkku [ 144]. [maBHas 3aqaua
MaJUTMaTUBHOM MOMOIIN — JOCTHXKEHUE, TOJIIEPKKA, COXPAHEHUE U MOBBIIICHHE, HACKOJIBKO 3TO
BO3MOXHO, Ka4€CTBa )U3HM manueHTa. OJIHaKO ONMPEACIIUTh, YTO TAKOE «KauYeCTBO KU3HI, MOKET
TOJIBKO CaM MAalMEHT, HY>KIal0IIMICsS B a/NIMaTUBHOM oMoty [ 145]. Baxxno He
MIPOTUBOIIOCTABIIATH MAJTHATHBHYIO TTOMOIIh U aKTUBHOE (MHTEPBEHIIMOHHOE) JICYCHHE, a B3aUMHO
UX JIOTOJIHATb.

e PexomeHayeTcs OKa3aHHWE IOCTYIMHOW MaJUIMATUBHON MEIUIIMHCKON MOMOIIH JIETSIM C
MIAI/M/Ib, KOMIIJIEKCHO OCYLIECTBISEMOM COTPYAHUKAaMU MEAUIIMHCKUX OpraHu3aluil u



UX MOJIpa3ieNieHUi, OKa3bIBAIOIINX CHEIHMATM3UPOBAHHYIO MANIMATUBHYIO MEIUIIMHCKYIO
MIOMOIIIb JIETSIM, B PETYISPHOM B3aUMOJICHCTBUU C CeMbel st 00ecreueHus moTpedHoCTen
MAlMEeHTa U €T0 3aKOHHBIX MPEACTaBUTEIICH Ha pa3JIMUHbIX dTanax 3adoneBanus [ 142, 146,

147].

YpoBeHb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — D)

e PexoMeHIyeTCs BCeM MalueHTaM ¢ MPOrpecCUpyromeil MpIedHoi quctpodueit Jomenna
U IPOTPECCUPYIOIIEH MBIIeUHOM qucTpodueii bekkepa, Hy X Jarommmcs B OKa3aHUH
NaJJIMaTUBHON MEAUIIMHCKOW MOMOIHU, TPOBOJAUTH MAaTPOHAXK BHIC3THOW MATPOHAKHOM
Opuraioi OT/AeNIeHNUS BBIC3THON MAaTPOHAKHON MAJUTUATUBHON METUIIMHCKON TTOMOIIIH

JIETAM C IIEJIbI0 OKa3aHMs MAJJIMaTUBHOM CHIENUAIU3UPOBAHHON MEIUIIMHCKON TTOMOIIN
[148-150].

YpoBeHb yoeauTeIbHOCTH pekoMeHaanuii — C (YpoBeHb J0CTOBEPHOCTH JI0KA3aTeNILCTB — 4)

Jonosanurtenbnas ungopmanus (B ToM 4nciie GakTopbl, BJUSIONINE HA UCX0 3200/1eBaHUS
WJIN COCTOSTHHA)

Pannss quarnocrtuka M/1/] 1 Ha3HaYeHWE Tepanuy MO3BOJIAET YIYUYLIUTh IPOTHO3 U 3aMEUINTh
nporpeccupoBanue 3a00BiaHus. B HEKOTOPBIX cTpaHax paccMaTpUBAaeTCs BONPOC O BKIIOYEHUHU
M/I/1 B mporpaMMbl MacCOBOTO CKPUHMHIAa HOBOPOKJEHHBIX.

T'ocnuranu3zanusa

Opranuzanusi 0Ka3aHus MeAUIMHCKON MOMOLIH

IHoka3zanus 11 IVIAHOBOM IOCIMTAJIN3AIMM B MEIUIIMHCKYIO OpraHusanuio [76]:

® TIPOBCIACHUC ﬂH(l)(l)epeHHHaHBHOﬁ AUATrHOCTHUKHU U YCTAHOBJICHUSA OKOHYATCIIbHOI'O AWAarHo3a,
JICUCHUs, Tpe6y10mple KpYyIIIOCyTOYHOI'O MCAUTTUHCKOT'O Ha6J'IIOI[eHI/I$I.

e 110100p ONTUMATILHOTO PEKUMA U J03bI KOPTUKOCTEPOHIOB CUCTEMHOTO JICHCTBUS
e 10700p crienu(UIECKON TEparTuy B 3aBUCUMOCTH OT BUIa MYy TAIlHH

® IIPOBCACHUC XUPYPTHICCKUX BMCIIATCIILCTB 110 KOPPCKIHUU CKOJINO34a, JIC(I)OpMaI_[I/II/I CTOIIbI,
Oorncpanr Ha aXHUJIJIOBOM CYXOKWJINHU,

® JICYCHUC OCTCOIIOPO3a
¢ YCTAaHOBKaA raCTpOCTOMBIL

® COCTOsIHHE, TpeOyroliee akTUBHOTO JICUEHUS U KPYTJIOCYTOYHOTO MEAUIIMHCKOTO
HaOmroneHus (HapacTaromiast JpIxareabHasi HeIoCTaTOYHOCTb, HapyIIEHUs pUTMa Cep/iLa);

® COCTOsIHHE, TPEOyIOIIee MPOBEICHHS BBICOKOTEXHOJIOTHYHBIX METOJIOB JICUCHHS U
peadbunuTanuy;

® HEOOXOAMMOCTH MPOBEACHHS PA3TUYHBIX BUIOB SKCIIEPTHU3 WM 00CIEIOBAHHUS B
MEIMIMHCKOM OpraHu3aluy Ipyu HEBO3MOXXHOCTH MTPOBEACHHS UX B aMOyIaTOPHBIX
YCIIOBUSX, TPEOYIOIMNUX TUHAMUYECKOTO HAOIIOIEHUS



[Moxa3anus AJ1s1 IKCTPEHHOM rOCIUTATU3ANUM B MEIUIMHCKYI0 Opranu3auuo [75]:

e ocTpble 3a00eBaHusA, 000CTPEHUS XPOHUUECKUX 00JIe3HEH, OTpaBIICHHs U TPABMBI,
COCTOsIHUS, TPEOYIOIe MHTCHCUBHOW TEpallMK U IEPEBO/Ia B pEaHMMAIIMOHHBIEC OTIACIICHUS
WIN OT/AEJICHNUs UHTEHCUBHOM Tepalnuu, a TakXke KPyIIoCyTOYHOTO MEAULIMHCKOTO
HaOJIIOZICHUH M TTPOBEICHUS CIICUATBHBIX BUIOB 00CIIE0OBAHUS U JICUCHUSI.

® CEpbE3HBIE OCIOKHEHUS CO CTOPOHBI CEPIIEUHO-COCYJUCTON CUCTEMBI — KapJIUT, CEpleuHast
HEJI0OCTAaTOYHOCTb, APUTMUS

® Cepbe3HbIe OCIIOKHEHHUS CO CTOPOHBI PECIIUPATOPHOI CUCTPEMBI — TSXKeJIas THEBMOHMS,
acrupanus, AblxarejibHas HeJJOCTaTOYHOCTh 2-3 CTETIeHU

® [IepeJIOMbI KOCTEH

® HAIIOYEYHHUKOBAsI HEOCTATOUYHOCTD y MAI[MEHTOB, IPUHUMAIOIIUX KOPTUKOCTEPOHIBI
CHCTEMHOTO JIeiiCTBUS, Ha (DOHE JIMXOPAKH, PBOTHI, IICUXOJIOTUYECKOTO CTpecca WiIn
XUPYpPru4ecKoro BMeIaTenbcTa [2]

IMoka3zanus K BbINNCKE MAIMEHTA U3 MeIMINHCKON opranu3anuu [76]:
® OTCYTCTBHE YIPO3bI )KU3HU MAIHCHTA;
® OTCYTCTBHE YIPO3bI Pa3BUTHUS OCIIOKHEHUH, TPEOYIOIINX HEOTIOKHOTO JICUCHHUS;

o CTa6I/IJ'II/ISaLII/IH COCTOsAHHA 1 OCHOBHBIX KJ'II/IHI/IKO'J'Ia60paTOpHBIX Ioxasareyicu
MaToJIOrn4€CKOro mponecca rno OCHOBHOMY 336OH€BaHI/IIO;

® OTCYTCTBHC HGO6XOI[I/IMOCTI/I B TIOCTOAHHOM Bpa'-Ie6HOM " KPYITIOCYTOYHOM MCIUITMHCKOM
Ha6J'IIO,Z[eHI/II/I 10 OCHOBHOMY 386OHeBaHI/IIO;

e HEOOXOAMMOCTH MEpeBO/a MAMEHTA B APYTYI0 MEITUIIMHCKYIO OPraHU3alMIO WIH
yupexJIeHue coluaibHoro odecnedenus [2].

Ipodpuniaakruka

IIpoduniakTuka n JAUCHaHCcepHOe HAOIIOIeHUE, MeIMIMHCKHE TOKA3AHUS U
NPOTUBONOKA3AHUSA K PUMEHEHUI0 METOA0B MPOPUIAKTUKHA

1. Ilpoduiaaktuxa

e Pexomenayercs npruem (OCMOTp, KOHCYJIBTAIINSI) Bpaua-reHETHKA MTEPBUYHBIN 1 TTOBTOPHBIN
(mpu HeoOxoauMocTH) BceM narmentam ¢ MJIJI/M/Ib, npu Hanuuuu nmoka3zaHui — 4dJeHam
uX ceMel WM ux ouIraIbHBIM IPEICTaBUTEINSAM, C LIENIbI0 Pa3bsCHEHUH FeHETUYECKOTO
puCKa, 00CyXIeHUSI BO3MOXXHOCTEH MPEHATAThbHON U MPEUMIUIAHTAIIMOHHON JUATHOCTUKHU
IpH IJIaHUPOBaHUK OepeMeHHoCTH [2].

YpoBeHsb yoenuteqbHOCTH pekoMeHaanuii — C (YpoBeHb 10CTOBEPHOCTH JI0KA3aTeJILCTB — 5)

KommenTapuii: cemvsam ¢ 6ononvimu MI[JI/MJ/IB 0embmu nokazano meouxo-eeHemuyeckoe
KOHCYTbMUPOBAHUE C Yelblo onpedellenus ceHemuyeckozo pucka. Kax u npu opyeux X-cyennenmvix
sabonesanusx, npu MJJI/MJIB 0ns kaxcoou bepemeHHoCmu PUcK poxcoerusi O0IbHO20 pebeHKa
cocmasnsiem 25%, npu ycaoguu, 4mo mMams nepeo2o OO0IbHO20 ABNAEMCA 2eMePO3UOMHOT
HocumenvHuyel bonesuu. B cemvsx, eoe ecmov 6onvrot MI//MIIB pebenox, 603m0icHO nposedeHue
NPEeHamanbHoU U NPEUMNIAHMAyUoOHHOU ouasHocmuxu. Ilposederue 00po0o6oll ouazHocmuxu



NOKA3AHO U 8 Cyyae, eciu Mamsv OOIbHO2O He ABIAem sl HocumenbHuyell 3a001e8anus, Ymo
00)CNI081EHO BO3MONCHOCMBIO HANUYUSA ) Hee 2epMUHANIbH020 Mozauyusma (15% puck, eciu 6 cemve
ecmb pebenox ¢ M. /lna smozo pooumeniam HeoOX00UMO 00pamumvbcsi 8 Cneyuaiu3upoB8aHHble
ouazHocmuyecKkue 1abopamopuu u MeOUYUHCKUe YeHmpul.

IIpenamanvHas ouazHocmuka npo8oOUMCs MONEKYIAPHO-2EHEMUYECKUMU UTU OUOXUMUYECKUMU
memooamu, nymem uccreoosanus JJHK, evioenennou uz buonmama éopcun xopuona na 9-11
Hedelle bepeMeHHOCMU U/UIU KIeMOK AMHUOMUYECKOU HCUOKOCMU, NYNOBUHHOU Kposu Ha 20-22
Hedene bepemennocmu. ONMUMAIbHLIM AGIAEMCs UCCTIe008aHUe OUONMama XOpuoHa.: npu
HeOazonpusmHoOM NPocHO3e DepemMeHHOCb Modcem ObiMb NPEPEana 8 CPOKU 0ObIYHO2O0
Meouyunckozo abopma. llpeumnianmayuonnas cenemudeckas OUASHOCMUKA SMOPUOHa (¢
UCNONb308AHUEM IKCMPAKOPHOPATILHO20 ONJLOOOMEOPEHUS) NPOBOOUMCS MaAmepu NAYUeHma ¢
MII/MJIB, a makaice dHceHWuHam ¢ NOOMBEEPIHCOEHHbIM 2emepo3UcOMHbIM HOCUMeneM Mymayuu 8
eene DMD, c yenvio npedomepawjenus nosmopHo20 podicoerusi pevenxa ¢ MII/MJIb 6 cemve.

Heobxooumo npoeedeHue MOﬂeKyﬂﬂpHO-ZeHemM’{€CKOﬁ OUASHOCIMUKU mamepAm nayueHmoe u
CM6CCZM, 6 MOM Hucje HCEeHCKOozo noJd.

e Pexomenpayercs Bcem nanuentam ¢ MJI/I/M/Ib npoBoauTh BakIIMHALMIO IPOTUB TPUIITIA U
MTHEBMOKOKKA C II€JIbI0 MPOQHIAKTUKH COOTBETCTBYOMUX nHpekuit [39, 40, 129, 153].

YpoBeHb yoenuTeIbHOCTH pekoMeHaanuii — C (YpoBeHb J0CTOBEPHOCTH JI0KA3aTEILCTB — 5)

KommenTapuii: saxyunayus nposooumcs demsam ¢ MIJI/MJIF coenacno Hayuonanvromy
NPUBUBOUHOMY KaleHOapo. Bakyunayuio sxcusvimu 6axyunamu yenecooopasHo 3asepuiums 00
Hauana npuema Kopmuxkocmepouoos cucmemno2o oeticmeust [1-3].

e Pexomenpayercs Bcem nanuentam ¢ MJIJI/MJIb, He3aBucumo ot cTeneHu 00e31BUKEHHOCTH,
MPOBOJIUTH OOYYEHHE BCEM MEpaM MPEI0CTOPOKHOCTH C IENbI0 MPOPHUIAKTUKH MAaCHUS U
nepesiomoB [39].

YpoBeHb yoeauTeabHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH JI0KA3aTeJILCTB — D)

KommenTapuii: chusicenue munepanbHoll nIoOMHOCMU KOCMell A6JIAeMcs. YaCMbIM NPOSGIEHUEM )
nayuenmog ¢ M/{J]. Heycmotiuusocmov npu x00b0e, C10HCHOCHb NOOOEPHCAHUS PABHOBECUS 8
pe3yiibmame MulleyHol c1abocmil, 8 COYeMaHuy ¢ OCMeoOnoPO30M YepoXxcaen pa3sumuem
nepenomos Kocmeti u N0360HOYHUKA. 1Ipo6ooums 0b6yueHue Modicem Kax ievawuti 6pay-Hespooe,
Max u 8pay Puzuueckou u peaburumayuoHHOU MeOUYUHbL UTU 8DAY, BLINOIHAIOU €20 e20 QYHKYUIO
(cneyuanucm no MeOUYUHCKoU peabuiumayuu: 8pay no ieyednol Guskyromype u op).

2. lucniancepHoe Ha0/I101eHne

Perynspuoe HabmoeHne U 00CiIeJ0OBaHNEe CIIEIUATNCTAMU MYJIBTHANCIUILTHHAPHON KOMaHIbI
SIBJISICTCS] BXKHBIM acTieKToM BBeneHus narueaToB ¢ MJIJI/MJIb. I'paduk obcneqoBanuii n
MoceIeHni TpoUIBHBIX CIIEUATNCTOB TpeacTanieH B [Ipunoxenun A 3.4.

e Pexomenayercs Bcem narmentam ¢ MJIJI/MJIb oOmuii (KTHHUYECKHI) aHATIA3 KPOBU
Pa3BEpHYTHIN (HCCIEAOBaHKUE YPOBHS 00IIEro reMorio0nHa, SPUTPOIIUTOB, JIEHKOIIUTOB,
TPOMOOIIMTOB B KpOBH, AU HepeHIInPOBaHHBIH MOCYET JEHKOLUTOB (JIeHKOIIUTapHast
dbopmyina), onpenereHre CpeTHEro COAEeP KaHNs U CpeTHEN KOHIIEHTpalluu reMorioOnHa B
APUTPOLIUTAX, UCCIIEIOBAHUE CKOPOCTH OCENaHMsI SPUTPOLUTOB) C LIEIBIO OLIEHKH OCHOBHBIX
apaMeTpoB KPOBETBOPEHUS U HAJIMYMSI BOCTIAIUTENbHBIX Tponeccos [119, 130].

YpoBeHb yoenuTebHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTEJIbCTB — 4)



KommenTapuii: Yacmoma ne pesice 1 paza 6 6 mecsyes.

e PexoMeHayeTcs malMeHTaMm, ¢ yCTaHOBIEHHBIM quarnozom MIJI/M/Ib, npu nmomo3peHun Ha
HaJIM4ME bIXaTEIbHbIX HAPYIIEHUN UCCIIEN0BAHUE KUCIIOTHO-OCHOBHOIO COCTOSIHUS U T'a30B
KpPOBH C LEJIbIO OLIEHKH CTEIIEHH KOMIIEHCALIMU JbIXaTeJIbHbIX HAPYIICHUI U ONIpEeIeICHUs
TaKTUKH pecnuparopHoi nogaepxku [154, 155].

YpoBeHb yoeauTeIbHOCTH pekoMeHaanuii — C (YpoBeHb 10CTOBEPHOCTH A0KA3ATEJILCTB — 4)

KomMMeHTapHu: usmenenus 6 KUCIOMHO-UWeL0YHOM PABHOBECUU BO3HUKAIOM HA OALEKO 3AUEOUUX
CmMaousx OblxamenbHol HedocmamoyHocmu. JKenamenvHo 0151 c60e8pemMeHHOl OUASHOCMUKU
ucnonv3osams Oonee UHGOPMaAMUEHbLIE UHCIPYMEHMATbHbIE MEMOObl UCCE008AHUS
(kannomempuro u 0p.). [ekomnencayus ObIXamenbHblX HAPYUEHUI KOHCIAMUpYemcsi npu Haauvuu
2UNEPKANHUU U ayuoo3a.

e Pexomenpayercs Bcem nanuentam ¢ MJIJI/MJIb npuem (0cMOTp, KOHCY/IbTAIUS) IEPBUYHBIN
Y TIOBTOPHBIN Bpavya (U3NIECKON U peadMIUTAIMOHHON MEAUIIMHBI WK Bpaya,
BBITMOJTHSIONIETO €ro (PYHKIHIO (CHEeIMaNINCTa 0 MEAUIIMHCKON peaduInuTaIu: Bpaya 1no
nedeOHOMN (QUBKYIBTYPE U JIP.) C LETbI0 MOHUTOPUHTA COCTOSIHUSI M IPOBEACHUS
peadMIMTAITMOHHBIX MEPPONTPUATHH [2].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii — C (YpoBeHb J0CTOBEPHOCTH I0KA3aTENLCTB — 5)

Kommenrapuii: cu. pasoen 4. «Meduyunckas peabunumayusi, MeOUyuUHCKUe noKa3aHus u
NPOMUBONOKA3AHUS K NPUMEHEHUIO MEMOO08 PeadUIumayuiLy.

e Pexomenayercs Bcem nanuentam ¢ MJIJI/MJIb 1o momeHTa 3aBepiiieHHE MOJI0BOTO
CO3pEBaHUs U 3aBEPILCHUS pOCTA OIICHKA POCTa MaleHTa (AHTPOMIOMETPUUECKUE

I/ICCJ'IGI[OBaHI/ISI) Ka>XIabIC 6 MECALECB C LCIIBIO HpO(l)I/IJ'IaKTI/IKI/I Pa3BUTHA JaHHOTO COCTOSAHU A
[2,77,78]

YpoBenb yoeauTeabHOCTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH JI0KA3aTeJILCTB — 4)

KommenTapuii: oyenxy pocma modicem npogooums 8pau-Hegonoe uiu pay-neouamp, pe2yiapHo
Habnodawue nayuenma. B kauecmee 3a0epocku pocma crnedyem pacyenusams 10001 u3
CLeOVIOWUX NPUSHAKOB: CKOPOCHb pocma MeHee 4 cm/200, nokazamenb pocma <320 npoyeHmuis,
U3MeHeHUe 8 HanpasieHuu ceepxy eHus npoyenmuis pocma [79]. B ciyuae svisignenus 3a0epicku
pocma, nayuenma ciedyem Hanpagumy Ha KOHCYIbMAyuio 6paia-3HO0OKPUHOL02dA.

e Pexomenpayercs Bcem naruentam ¢ MJI/I/M/Ib, HaunHas ¢ 9 jet, orieHKa moJoBOro
CO3pEBaHUs MAIMEHTA KX IbIe 6 MECSIIEB C [EIbI0 CBOEBPEMEHHOTO TUArHOCTUPOBAHUS

OTCTaBaHUs MOJIOBOTO Pa3BUTHS [2,76,77] U ¢ 1IeTBI0 KOHTPOJIS JIaOOPATOPHBIX MOKa3aTenei
[75].

YpoBeHb yoenuTeIbHOCTH pekoMenaanuii — C (YpoBeHb 10CTOBEPHOCTH I0KA3aTEJIbCTB — 5)

KomMmenTapuii: oyenky nonogozo cospesanusi modxcem nposooums 8pai-HespoLoe Ul 8pa-
neouamp, pezynapHo nabnooawue nayuenma. Oovem auvex <4 cm3e eospacme 14 nem u cmapuie
cnedyem pacyenusams Kak 4emruti NPU3HAK 3a0epicku noiogozo cospesanus [79]. B ciyuae
BbLABIICHUSL 3A0EPAHCKU NOJIOBO20 CO3PEBAHUS, HEODXO0UM npuem (0cMomp, KOHCYIbmayus) epaia-
9HOOKPUHONL02A.

e PexoMmeHnayeTcs mpueM (0CMOTp, KOHCYJIBTAIM) Bpaua-3HJOKPHUHOJIOTa/Bpada-eTCKOro
HH/IOKPUHOJIOTA MIEPBUYHBIN U MOBTOPHBIN (IIpY HEOOXOAMMOCTH ) BCEM MALIMEHTaM C



MIJI/MJIB ¢ nenbio CBOBpEMEHHOM TMarHOCTUKH SHIOKPHHOJIIOTHYECKUX HAPYIIICHUI
[2,76-78].

YpoBeHb yoeauTeIbHOCTH pexkoMenaanuii — C (YpoBeHb 10CTOBEPHOCTH J0KA3ATEJIbCTB — 5)

KOMMeHTapI/II/I: yacmoma He menee 1 pasa e 6M€C}11466.

e Pexomenayercs Bcem narmentam ¢ MJ1JI/M/Ib npoBenenre aHaau3a KpOBH
OMOXUMHUYECKOTO OOIIETEPANIEBTUUECKOTO (MCCIIeIOBAaHNE YPOBHS 00I1Iero Oeka,
KpeaTMHWHA, MOYCBUHBI B KPOBH, OTIPE/ICIICHUE aKTUBHOCTH aJJaHMHAMHHOTpaHchepassbl,
acnapraraMHHOTpaHc(epasbl, raMMa-IitoTaMUITpancdepasbl B KPOBHU) C LIETBIO OLIEHKH
COCTOSIHMS TIeueHH U mouek [ 118-121, 130].

YpoBeHb yoeauTebHOCTH pekoMenaanuii — C (YpoBeHb 10CTOBEPHOCTH J0KA3aTEJILCTB — 5)

KommenTapuii: max sce, npu neobxooumocmu, npogoosam ucciedo8anue ypoHs 2oK03bl
OUnUPYOUHA C8A3AHHO20 (KOHBIO2UPOBAHHO20), OUNUPYOUHA CB0O0OHO20 (HEKOHBIOSUPOBAHHO20) 8
Kpo8U, 0buye2o Kanbyus, UOHUIUPOBAHHO20 KANbYUS, HEOP2AHUYeCKo20 (hocghopa 8 Kposu ¢ yevio
OYeHKU Kanbyueso-pocgoproco oomena. Yacmoma — 1 pasz 6 12 mecayes 0 xo0a4ux
nayuenmos, 1 paz 6 6 mecsyes 015 Hexo0s4ux nayuenmos. Yawe — no neobxooumocmu.

e Pexomenpayercs Bcem nanuentam ¢ MJIJI/MJIb uccnenoBanue yposus 1,25-OH Buramuna

J1 B KpOBH C 11€JIbI0 MOHUTOPUHTA U CBOEBPEMEHHOM KOPPEKIIUU TPH HEOOXOIUMOCTH
[2,58].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii — C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 5)

KomMmenTapuii: excecoono, uawe — no neooxooumocmu. Ilpu evisisnenuu usmeHenus OaHHbIX
nokazameineti He0OX0OUMO HANPABUMb NAYUEHMA HA KOHCYIbMAYUI0 8paia-3H00KPUHON02A U
npPOBOOUMb COOMBECMBYIOULYIO MeOuKamenmo3suyto koppekyuro. Iayuenmor ¢ M/JI/M/Ib, ocobenno
noayuarowjue mepanuro KOPmMuKoCmepouoamu CUCMeMHO20 0etUCmaUst, QO0JINCHbL PeCYISAPHO
006cne008amuvcs Ha Hanuyue 2unokatvyuemuu u oepuyuma sumamuna /{. Hasnauenue npenapamos
epynnvl sumamut D u e2o ananoeoe makce mMoxcem npuUMeHamsbCs 8 NPOPYUIAKMULECKUX YelsixX, 8
0COOeHHOCMU 8 OCEeHHe-3UMHUL NePUOO.

e PexoMeHayeTcs BCEM MallMeHTaM ¢ KIMHUYECKUMHU MPOSIBICHUSIMU CEPIEUHOM
HEJIOCTAaTOYHOCTH (OTEKH/IaCTO3HOCTh MOIKOKHOM KUPOBOW KJIETYATKH, O/IBIIIKA,
TaxuKapaus (MocaeIHss — TOJIbKO B COUETAaHUH C JPYTMMHU MEPEUUCIEHHBIMA CUMIITOMaMH ),
yBEJIUYEHHUE [TEYE€HH ) UCCIIeI0BaHNs ypOBHsI N-TepMHUHAIBHOTO (pparmMeHTa
HaTpuilyperudeckoro nponentujaa mo3rosoro (NT-proBNP) B kpoBu ¢ 1enbto
CBOEBPEMEHHOM TUarHOCTUKU CEpACYHOM HE0CTAaTOUYHOCTH, TU(PepeHInaIbHOR
JTUArHOCTUKHU C OZBIIIKOM, BBI3BAHHON PECIUPATOPHBIMU HApYLICHUSIMHU, JUI PEILICHUs
BOIIPOCOB O CTAPTE/KOPPEKIINU KapJUOTPONHOM Tepanuu [84,131, 132].

YpoBenb yoenuTeibHOCTH pekoMenaanuii — C (YpoBeHb I0CTOBEPHOCTH 10KA3aTeJbCTB — 4)

e Pexomenpayercs naruentam ¢ MJIJI/M/Ib ¢ momo3penrnem Ha HapylieHrue QYHKIHH ITOYEK
o0l (KIMHUYECKUI) aHaJIN3 MOYH C LIEJIbI0 KOHTPOJIS PyHKINUU moyek [75].

YpoBenb yoenuTebHOCTH pekoMenaanuii — C (YpoBeHb T0CTOBEPHOCTH 10KA3aTeJIbCTB — 4)

KomMmeHnTapum: oovem ucciedosanuil u 0anvHetiuias makmuka OUAZHOCMUKY ONPeoensiiomcst
8pavom-rneghponozom.

I/IHCTPYMeHTaJIBHbIe HCCJICA0BAHUSA



e Pexomenayercs BceM nmauueHTam ¢ M/IJI/M/IB perymsipHas peructparus
AIEKTPOKAPAMOTPaMMBI U IIPOBEICHUE IXOKAapAHOTrpad iy ¢ IeNbI0 BBIABICHUS HApyILICHUN
paboTtsI cepana [6, 8, 39].

YpoBeHb yoenutenabHocTH pekoMeHaanuii — C (YpoBeHb JOCTOBEPHOCTH 10KA3aTeIbCTB — 4)

KomMmenTapum: ne pesice 1 pasa 6 200, npu 6o3modichocmu u Heooxooumocmu Ixo-KI~" moscem
ObIMb 3aMEHEeHO HA MACHUMHO-PE30HAHCHYI0 MOMO2Pahuio cepoya u MacucCmpaibHulx cocy0os. Ilo
HA3HAYEHUIO 8pada-Kapouono2a 00IHCHO MAKICe NPUMEHAMbCSL XOMEPOBCKOe MOHUMOPUPOBAHUE
cepoeuno2o pumma.

e Pexomenayercs Bcem narmentam ¢ MJIJI/MJIb, umeromuyM Npu3HAKW CepACIHOM
HEJ0CTAaTOYHOCTH, KOTOPBIM BCIIEACTBUE Y3KOTO YIIBTPa3ByKOBOTO OKHA HEBO3MOXKHO
MIPOBEJCHUE TPAHCTOPAKAIBLHOM 3XoKapArorpaduu, mpoBeieHre MarHUTHO-PE30HAHCHOU
ToMOTpaduu cep/Iia ¥ MaruCTPaIbHBIX COCY/IOB C IEJIbI0 MOHUTOPHHTA M CBOEBPEMEHHOMN
KOPPEKIIUHU MPOrPECCUPOBAHMS CEPACYHON HeqocTaTouHOCTH [28,83-93].

YpoBeHb yoenquTenbHOCTH pekoMeHaanuii — C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB — 4)

e Pexomenayercs BceM nauuentam ¢ M/IJI/M/IB, y kotopsIx 1o 1aHHbIM pyTuHHON DKI
BBISIBJICHBI HAPYIICHUSI pPUTMA W/WIIM TIPOBOAUMOCTHU CEPALA, FITH HMEIOTCS JKaI00bl Ha
HEpUTMHYHOE cepALeOreHne, IPEeCUHKONaIbHbIE/CUHKONAIbHbBIE COCTOSIHUSA, a TAKXKE BCEM
narueaTam ¢ MJIJI/MJIb crapiie 17 net (mocieqHuM — BHE 3aBUCUMOCTH OT HaJTMYHUS
xano0 win usmenenuit Ha OKI') npoBeneHre XOITEPOBCKOTO MOHUTOPUPOBAHUS

CEp/IEYHOro pUTMa B TeUeHHE 24 YacoB C IEJIbI0 CBOEBPEMEHHOM JHArHOCTHKH JTaHHBIX
cocrosiuuii. [28,83-93].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB — 5)

e Pexomenpayercs Bcem namnuentam ¢ MJIJI/M/Ib, nmeronium npru3HaKu BRIPAXKEHHOTO
MHUOKapJraIbHOTrO prOpo3a, MPoBEJECHINE MArHUTHO-PE30HAHCHOM ToMorpaduu cepaua ¢
KOHTPACTHUPOBAHUEM C LIETbI0 CBOEBPEMEHHON TUArHOCTUKU U MOHUTOPUHTA
HPOTPECCUPOBaHHMS JaHHOTO cocTosiHus [28,83-93].

YpoBeHb yoeauTeabHOCTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH JI0KA3aTeJILCTB — D)

e Pexomenpayercs manpentam ¢ MJIJI/M/Ib ¢ kiIuHUYECKUMU CUMITTOMaMH HapyIIeHUS
OCAHKHM IPOBE/IEHUE PEHTIeHOTpapuu rpyIHOTO U MOSCHUYHOTO OT/AesIa MO3BOHOYHUKA (MU
KOMITbIOTE€pHAsi ToOMOrpadust M03BOHOYHMKA (OUH OT/EN)) C LIeJbI0 MOHUTOPHHTA
porpeccupoBaHus JeopMaluii MO3BOHOYHUKA M OLICHKH €€ CTEIICHHM, a TaKxkKe
orpeziesieHUs] BO3SMOXHOCTH U CTETIEHH XUPYPrUYeCKOro BMENIaTenbCTBa MPU
HeoOxomumoctu [31, 126, 127, 128].

YpoBenb yoenuTeIbHOCTH pekoMeHaanuii — C (YpoBeHb 10CTOBEPHOCTH JA0KA3aTEJILCTB — 3)
KommeHnTapuu: xax npasuio, ckonuomudeckas oegpopmayus N0360HOYHUKA Y NAYUEHMOB C
MIJI/MJIF nposesnsromces nociie moeo, Kak nayueHm cmaHo8UmMcst HeamoOyiamopHbiM.
Hccneoosanue nposooumces nayuenmam ¢ HapyuieHuem ocauku I paz 8 200 nocie moeo, Kax
nayueHm cmano8umcs Heamobyiamopuwvim u oanee 1 pasz 6 6 mec npu npozpeccupo8anuu CKOIUO3d.

e Pexomenayercs BceM nanueHtam ¢ M/IJI/M/Ib npoBenenue peHTreHOIEeHCUTOMETPUN
MOSCHUYHOTO OT/EJIa IO3BOHOYHUKA C IEJIBI0 HCKIIFOYEHHS] OCTEONIOPO3a U ONIPENEIICHUS €T0

CTETIEHH, a TaK)Ke MPU MOATOTOBKE K OPTONEANYECKOMY XUPYPTrHUE€CKOMY BMEIIATEIbCTBY
[53, 19,20,39,80,81].



YpoBeHb yoenuTeIbHOCTH pekoMeHaanuii — C (YpoBeHb 10CTOBEPHOCTH A0KA3aTEJILCTB — 4)

KomMmenTapum: nposooumcs oemam cmapute 6 nem ¢ yacmomou 1 pas 6 200.

e Pexomenayercs Bcem narmentam ¢ MJ1JI/MJIb npoBeneHre ncciaeaoBanms
HECIPOBOIIMPOBAHHBIX JIbIXaTEIbHBIX 00bEMOB U TOTOKOB, IIPU HEOOXOAUMOCTH —
HCCJICJIOBAHUE JBIXATEIBHBIX 00REMOB C IPUMEHEHHEM JICKAPCTBEHHBIX IIPEaparos,
MyJIbCOKCUMETPHH, ONpeeNICHUE MAPIUAIBbHOIO IaBJICHHS KUCIOPOAa B MATKUX TKaHIX
(okcuMeTpHs), HAYUMHAs C paHHelW HeaMOylIaTOpHOU CTaIuu C 1EIbI0 CBOEBPEMEHHOM
JUAarHOCTUKY HapyiieHuid ¢pyukiuu aeixanus [10-13, 39].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii — C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB — 3)

KomMmeHTapum: onpedenenue gyukyuu sHeune20 ObIXanus nposooumcs Memooom CRUpoOMempuu ¢
usmepernuem ecex ocHosHuix nokazameneti (FKEJI, @)KEJI, ODBI, COC25-75, MOC25-15,
110Csb10) 1 pa3z 6 200, npu cHudxcenu u noxazamenei QPKEJI menee 60% - 1 pas 6 6 mec.

e Pexomenayercs npoBeeHUE KapAUOPECITUPATOPHOTO MOHUTOPUHTA (JIUCTAHITMOHHOE
HAOJIOIEHUE 32 TTOKA3aTeIsIMU YaCTOThI CEPACYHBIX COKPAIICHUN U IUCTAHIIMOHHOE
HaOroIeHre 3a QYHKIIMOHATBHBIMU TIOKA3aTeIIMU BHEIITHETO JBIXaHUs) B CTAIIHOHAPE BCEM
narenTam ¢ MJIJI/M/1b npu Hanu4uuu xanod, COOTBETCTBYIONINX TMIIOKCEMUU (JTHEBHAs
COHJIUBOCTb, TOJIOBHBIE 0OJIH, YTOMJISIEMOCTh, HOYHBIC KOIIMAphl, HEOOBICHUMOE CHUKCHHE
Macchl Tella IpU aJieKBaTHOM IMUTaHuK) W/uin JaHHbIX o cHibkeHun OXKEJT menee 50%
W/WIIM BBISIBJICHUN CHIDKCHHUS CaTypallfy 10 JaHHBIM HOYHOMH ITyJIbCOKCUMETPUH MeHee 94%
C IIeJIbIO BBISIBJICHHS CHHIPOMa OOCTPYKTHUBHOTO alTHO? CHA, BBISIBJICHUS paHHEH
JIBIXaTEIbHOM HEIOCTAaTOYHOCTH U PEIICHUSI BOIIPOCA O MPUMEHEHUUHN BCIIOMOTaTEIbHBIX
METO/IOB pecrupaTopHoit mogaepxku [19,20, 39].

Yposenb yoenurteabHocTH pekoMenaanuii — C (YpoBeHb 10CTOBEPHOCTH /I0KA3aTeJILCTB — D)

KommenTapuu: / paz 6 6 mec. Ilpu 603m024cHOCmU NOKA3AHO NpUMeHeHue Kannozpaguu, Kax

Haubonee 4y8CmeumenbHo20 Memooa OUAZHOCMUKY PanHell ovixamenvbHou Hedocmamoyrnocmu [10
-13, 39, 80, 81].

Hruwvie memooewi.

e PexoMenayrotcs npu HaOmoaeHuu naueHToB ¢ M/IJI/M/Ib npumeHsTh
MYJIBTUIUCIUTIIIMHAPHBIN MTOAXO]T C LEJbI0 KOPPEKIUH TEPAUU U JUHAMHUYECKOTO
MOHUTOpUHra [95].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii — C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB — 5)

KommeHTapuu: noxazanvl nepguunsie u nogmopHsvle KOHCYIbMayuy paia-2eHemuxd, epaia-
Hepono2a, 8paia-nyibMoH0102d, 8PA4A-0emMCKO20 Kapouoiozd, 6paia-Kapouonoad, epaia-
2acmpoIHmepono2a, 6paia-0emcKko20 IHOOKPUHOL02A, 8paia-IHOOKPUHON02A, 8PAYA-
Mpasmamono2a-opmoneod, 8paia-ouemonozd, 8paia-ncuxuampad, epaia-neouampa/spava oouyel
NPaKmuKu (cemeuno20 epaya), paia-mepanesma, 8pava-oQpmanoMonozd, 8paia-aHacmesuonoca-
Peanumamonoaa, MeOUyUHCKo20 NCUxXouno2a, 8paia Guuueckou u peadburumayuoHHOU MeouyuHvl
U 8pAYa, BLINOIHAIOWE20 €20 QYHKYUIO (CReyuanucma no MeOUuyuHCcKol peabuiumayuu. paia no
JeuebHotl puskyiemype u 0p.), 8paia no NALIUAMUEHOU MEOUYUHCKOU NOMOWU, a maKdice spadell
opyeux cneyuanvrocmeti nayuenmam ¢ MIJ/MJIB, umerowum Hapyuienus Qynxyuil
COOMBEMCcmeyIowux opeanos u cucmem. Taxoce Heobxoouma pazpabomxa UHOUBUOYATbHOU
npocpaAMMbL 1020NeOU4ecKoll peaburumayuu.

e PexoMeHnayercs mpueM (0CMOTp, KOHCYJIbTALKs) Bpaya-HEBPOJIOTa IEPBUYHBIN 1



MOBTOPHBIN (Mpu HeoOxonuMocTH) BeceM naruentam ¢ MJIJI/MJIb ¢ nenbro omeHky u
HAOIOCHUS B JUHAMHUKE HEBPOJIOTHYECKOTO CTAaTyca, MOTOPHBIX (DYHKIIHH, 00bemMa
JIBUOKEHUN U KOPPEKLIMU Tepanuu [2].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii — C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB — 5)

KommMmenTapuii: vacmoma nabarooenus ons amoyramopuvix nayuenmos I paz 6 12 mecayes, s
HeambynamopHwix nayuenmos 1 paz 6 6 mecayes. Oyenka MOMopHuIX QYHKYULl u 00vema
OBUIICEHULL MOJACEM MAKIHCE NPOBOOUMBCSL BPALOM PUUYECKOU U PeAOUTUMAYUOHHOU MEOUYUHDBL

UNU 8PAYOM, BLINOTHAIOWUM €20 (YHKYUIO (Cneyuanucm no MeOuyuHCKol peaduiumayuy. epay no
neuebnotl puzkynomype u op.) (Ilpunosxcenuss A3.3, A3.5, A3.6, I'l-I'7).

e Pexomenpayercs mpueM (OCMOTp, KOHCYIbTAIINS) Bpada (PU3NUEeCKON 1 peadrINTallMOHHON
MEIUITUHBI WM Bpaya, BBIMOIHSIOLIETO ero (DyHKIHUIO (CTIEHUAINCT 110 MEAMIIMHCKON
peabunuTaIy: Bpad Mo jJeueOHoN (HU3KYIbType U JIp.) IEPBUUHBIN U TOBTOPHBII BCeM
narrentam ¢ MJIJI/M/Ib ¢ nenbio MakCUMaaIbHOTO COXPAHEHUS IBUTATEIIbHBIX (PYHKIHHA 1
npO(UITAKTUKY KOHTPAKTYP KPYITHBIX CYCTaBOB [2].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii — C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 5)

KommenTapuii: yacmoma ne pedice 1 paza 6 6 mecsayes.

e PexoMmenpayercs mpueM (0OCMOTp, KOHCYJIBTAIIHS ) Bpada-dHIOKPHUHOJIOTa/Bpada-IeTCKOTO
SHJIOKPUHOJIOTA ITEPBUYHBIN M MOBTOPHBIN BceM manueHTam ¢ MJIJI/M/Ib ¢ niensto
CBOBPEMEHHOM JMAarHOCTUKH SHJIOKPUHOJIOTHYECKUX HapylieHui [2,76-78].

YpoBeHb yoeauTeIbHOCTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH JI0KA3aTeJILCTB — D)

KommenTapuu: vacmoma 1 paza 6 12 mecayes, uawe 6 ciyuae blisi8N1eHUs 3A0EPHCKU NOTLOBO2O
Pazeumusi, 3a0epAuCKU pOCMA, HaApYuleHUus MOoIePAHMHOCIU K 2TII0KO3e, CaxapHo2o ouabema,
odrcupenus, cunopoma Kyuunea, a makoice opyeux 603moxHcHuIX noOOUHbIX 3¢hhekmos mepanuu
KOPMUKOCMEPOUOAMU CUCMEMHO20 OClCMEUsL C Yelbl0 OONOTHUMENbHOU OUACHOCIUKU U
HeoOX00UMOU MEOUKAMEHMOZHOU KOPPEKYUU.

e PexoMeHnpayercs mpueM (0CMOTp, KOHCYJIbTAIIMA) Bpaya-TpaBMaroiora-opToreaa nepBUIHbIN
Y TIOBTOPHBIH (1Tpu HeoOxomuMocTr) BeceM nanueHTam ¢ MJIJI/M/IbB ¢ uensto onpenenenus
HEOOXOAMMOCTH U TAKTHUKHU OTEPATUBHON KOPPEKIIMH OPTONEINUYECKIX HapyIIeHui [2].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii — C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB — 5)

KommenTapuu: vacmoma - no noxazanuam, Ho ne pedce I pasa 6 12 mecsayes.

e PexoMenayercs mpueM (0CMOTp, KOHCYJIbTAllKs) Bpaya-racTpO3HTEPOJIOra NepBUYHBINA 1
MOBTOPHBIH (IIpu HE0OXx0MUMOCTH ) BceM naruenTam ¢ MJIJI/M/Ib ¢ nenbsto KOHTpOIIs Beca
MaIMEeHTA, BHIIBICHUS CUMIITOMOB AUc(aruu, Haln4dusi HapyILeHs cTyja (3armnopoB),
ractpoa3odareanbHOro pedirokca, moOoYHbIX A3PPEKTOB MpueMa KOPTUKOCTEPOUI0B
cucrteMHoro aeiicteus co ctoponsl JKKT n ux nocnenyromein MeAMKaMEHTO3HON KOPPEKLIUH

[2].
YpoBenb yoenuTeIbHOCTH pekoMeHaanuii — C (YpoBeHb 10CTOBEPHOCTH JA0KA3aTEJILCTB — 5)

KOMMeHTapI/II/I: yacmoma - no NOKAaA3AaHUuAM.

e Pexomenayercs Bcem nanmentam ¢ M/IJI/MJIb npoBeneHnue ncciaeaoBaHms
HECITPOBOIIMPOBAHHBIX JIBIXaTeIbHBIX 00HEMOB U TTOTOKOB, P HEOOXOAMMOCTH —



HCCIIEI0OBaHNE JIBIXaTeIbHBIX 00BEMOB C IPUMEHEHNEM JIEKapCTBEHHBIX MTPENaparos,
MYJIbCOKCUMETPUH, ONPEICTICHNE MapIHalbHOTO IaBICHUS KUCIOPOJa B MATKUX TKaHIX
(oxcuMeTpHs), HaUMHAs ¢ paHHEeH HeaMOyJIaTOPHOM CTauy C 10 CBOEBPEMEHHON
JIMAarHOCTUKY HapylleHud QyHkuuu neixanus [10-13,39].

YpoBeHb yoeauTeIbHOCTH pekoMeHaanuii — C (YpoBeHb 10CTOBEPHOCTH A0KA3aTEJILCTB — 4)

KomMenTapuu: npogedenue cnupomempuu 015 oyenku QyHKyuu Heune20 ObIXaHUus ¢ UsMepeHuem
scex ocrHosnvix noxazameneti (JKEJI, O)KEJI, ODBI, COC25-75, MOC25-75, I10Csv10) wacmoma-
He pedice I paza 6 6 mecayes. B ambynamopnoii cmaouu 3a0601e8anus ciedyem nposooums
00yueHue nayueHmos nposedenuro cnupomempuu. Ilayuenmam ciedyem pekomenoo8ams umensv
ooma nynvcokcumemp 0jisl peyiapHO20 U3MeEPEHUsl CAmypayu.

e Pexomenayercs Bcem nanmentam ¢ MJ1JI/MJIb npoBenenue kamHorpaduy BO BpeMs CHa,
HauMHas C paHHel aMOylIaTOpHON CTaJNH, C LIENbIO BBIIBICHUSI OOCTPYKTHUBHOIO alTHO? CHA
WIM JpYTUX IPU3HAKOB HapyIlIeHUs AbIXxaHus Bo cHe [14,39].

YpoBeHb yoenuTeIbHOCTH pekoMeHaanuii — C (YpoBeHb J0CTOBEPHOCTH JI0KA3aTeILCTB — 4)

KomMeHnTapum: oannwiii Memoo 0ocobeHno pekomeHOyemcs npo8ooums NAYyueHmam ¢ U30bIMoYHbIM
8ECOM, NOMYUAIOUWUM KOPMUKOCMEPOUOLL CUCIEMHO20 OeLLCBUL.

e Pexomenmyercs npuem (0OCMOTpP, KOHCYJIBTAIIMSI) Bpadya-IyJIbMOHOJIOTA TIEPBUYHBINA 1
MOBTOPHBIH (1Mpu HeoOxonuMocTH) BeceM marnueHTam ¢ MJIJI/M/Ib ¢ nenbro 1uarHoCTUKH,
MOHMTOPHHIA COCTOSHUS U KOPPEKIIMM CUMIITOMOB JIbIXaTeJIbHOM HeqocTatoyHocTu [156].

YpoBeHb yoeauTeIbHOCTH pekoMeHaanuii — C (YpoBeHb J0CTOBEPHOCTH JI0KA3aTeILCTB — 5)

KomMenTapum: na momenm nocmano6ku ouacHo3a u oajiee Ha4uHas 6 no30Heu amoyiamopHou
cmaouu — 1 paz 6 200, HauuHas ¢ pauxel HeambyramopHou cmaouu — 1 pas 6 6 mecayes, vauje —
1O NOKA3AHUSM.

e PexoMenpayercs mpueM (0CMOTp, KOHCYJIbTAIINA) Bpaya-KapAHOIOora/Bpadya-aeTcKoro
Kap/iMoJiora NepBUYHBIN U MOBTOPHBIH (HE pexe 1 pas3a B rog) BceM NalueHTam ¢
MJJI/MB ¢ nenbio AMarHOCTHKH, MOHUTOPUHTA COCTOSIHHS M KOPPEKIIUU MaTOJIOTHU
ceplIeuHo-cocyaucTou cuctemsl [8, 31, 39].

YpoBeHb yoeauTeabHOCTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH JI0KA3aTeJILCTB — 4)

KomMmenTapum: vacmoma — na momenm nocmasku ouacHosa u oajee ne pexce 1 paza 6 200.
Habniooenue mooicem 6bims 6onee wacmovim no mepe npocpeccuposanus O01e3Hy U pa3eumus
cepoeuno-cocyoucmoti namonozuu. Taxoce ecem nayuenmam ¢ MJI/MJIF neped nnanoswvim
ONnepamuBHbIM 8MeulameibCmeom HeobXo00uMa KOHCYIbmayus 8paia-Kapouono2a/epaia-0emckozo

Kapouosoza, a maxdce pecucmpayus 31eKmpoKapouocpamMmsl U NPoeedeHue IXokapouozpaguu
[31,39].

e Pexomenayercs Bcem nanuentam ¢ MJIJI/M/Ib perynsphnas perucrpanus
AIEKTPOKApAMOTPaMMbI U IPOBEICHUE SXOKapAHOorpa iy Ui BEISBICHHUS HapyILICHHHA
paboTtsI cepana [6, 8, 39].

YpoBeHb yoenuTeIbHOCTH pekoMenaanuii — C (YpoBeHb 10CTOBEPHOCTH I0KA3aTEJIbCTB — 4)

KommenTapum: ne pesice 1 pasa 6 200, npu eo3modcnocmu u Heooxooumocmu IXO-KI" moxcem
ObIMb 3aMEHEeHO HA MACHUMHO-PE30HAHCHYIO MOMO2ZPaghuio cepoya u MacuCmpanbblix cocy0os. Ilo
HA3HAYEHUIO 8pada-Kapouono2a O0AHCHO MAKHCEe NPUMEHAMbCS XONMEPOBCKOe MOHUMOPUPOBAHUE
cepoeunozo pumma.



e PexoMeH0BaHO MpueM (TeCTUPOBAaHUE, KOHCYIbTAIUS) METUIIUHCKOTO TICUX0JI0Ta
MIEPBUYHBIN M MMOBTOPHBIN BceM nanuenTam ¢ M/[JI/MJIb ¢ 1ienbio perysisipHOro CKpuHUHTa
MICUX03MOIIMOHAIIBHOTO COCTOSIHUS MAIlMEHTa U JIUILI, OCYIIECTBIISIONINX YXO/I,

OCYIIECTBIICHUS! MHIUBUIYJIBHOM, TPYyIIIOBOM, CEMEMHOM NCUX0a0rnueckoit momoniu [40,
151, 152].

YpoBeHb yoeauTebHOCTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH J0KA3ATEILCTB — 5)

KOMMeHTapI/II/I: yacmoma — Nno NOKA3AHUAM.

e PexoMeHJ0BaHO IpueM (0OCMOTp, KOHCYJIbTALUs ) Bpaya-IcuXuarpa nepBUYHbIN 1
NOBTOPHBIN BceM nanueHTam ¢ M/IJI/M/Ib B ciayyae pa3BUTH/TIONO3PEHUS HA TIOSBICHUE
IIOBEICHYECKUX IMOLIMOHAIBHBIX PACCTPOMCTB C LEIbI0 AUATHOCTUKU U Ha3HAYCHHUS
tepanuu [40, 151, 152].

YpoBeHb yoeauTeIbHOCTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH JI0KA3aTeJILCTB — D)

KOMMeHTapI/II/I: yacmoma — no NOKAaA3aHruAM.

e PexomengoBano Bcem maruenTam ¢ MJIJI/M/Ib 06s3aTrenbHO €KEroaHO MTPOBEICHHUE
PEHTT€HOAEHCUTOMETPHUH C LIEJIbI0 CBOEBPEMEHHON KOPPEKIMU TOTYy4aeMOro JICYEHHUS 110
MOBOJly OCTEOIIEHUH U ocTeonopo3a [20,39].

YpoBeHb yoenquTenbHoCcTH pekoMeHaanuii — C (YpoBeHb JOCTOBEPHOCTH 0Ka3aTeJIbCTB — 4)

KommeHTapuu: cuuosicenue MunepanbHol RI0OMHOCMU KOCMeU AGIAEmCsl YACMbIM CUMNIMOMOM Y
nayuenmos ¢ M/IJI/M/Ib. Heycmotiuusocms npu x00bbe, CI0HCHOCHb ROOOEPAHCAHUSL PABHOBECUSL 8
pe3ylibmame MblUEeYHOU C1a00CMU, 8 COYeMaHUuU ¢ OCMEOnoPO30M Y2podicaem pa3eumuem
nepenomos kocmelu u no36oHko8. Bce nayuenmuor ¢ M/[/[/M/Ib, nezagucumo om cmenenu
00e308udcenHoOCmU (Hanpumep, Hyxcoaruuecs 8 Kpecie-Kamaike) 00N’CHbl Oblmb 00)yYeHbl 8cem
Mepam npedoCcmopoONCHOCMU Ol NPODULAKMUKU NAOEHUS U NePeTIOMO8 8 DbIMY NAYUEHMbL U
YjieHbl cemblil OO0NIAHCHBL ObIMb UHDOPMUPOBAHBL O BCEX NOCIEOCHBUAX HeadeK8aAMH020 OMHOWEHUS K
npooneme ocmeonoposa.

e PexoMeHZ0BaHO MpueM (OCMOTP, KOHCITYIbTAIlM ) Bpaya-AueToNora NepBUYHBINA 1
MOBTOPHBIN BceM narmentam ¢ MIJI/MJIB ¢ 1enbro koppeKiuy NUTaHus ¥ Ha3HAYCHUS
JTUETHI [2].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 5)

e Pexomenpayercs Bcem naruentam ¢ MJI/I/M/Ib nepen niaHOBBIM OnepaTUBHBIM
BMEIIATEIbCTBOM MpUEM (OCMOTP, KOHCYIIbTaIUs1) IEPBUYHBINA U IIOBTOPHBIN (TIpU
HEOOXOAMMOCTH ) Bpaya-KapAHOJIOra/Bpada-IeTCKOTO KapIUOoJIora, a TAK)KEe perucTparus
AIIEKTPOKAPAUOTPAMMBI B IIPOBEACHUE dXOKapAHOTrpaduu C IEbI0 OMPEaeTICHUS
BO3MOKHBIX TPOTUBOIMOKA3aHUI K OTIEpaTUBHOMY BMEIIATENLCTBY [39].

YpoBenb yoenuTeibHOCTH pekoMeHaanuii — C (YpoBeHb 10CTOBEPHOCTH JA0KA3aTEJILCTB — 5)

KommenTapuu: yvacmoma — ne pexce 1 pas 6 12 mecayes 015 neamby1amopHulx nayueHmos,
yauje npu HeoobxooUMOCmU.

e PexoMeHJ0BaHO NMpueM (0CMOTP, KOHCYJIBTAIMS) Bpaya M0 NaJNIMaTUBHOW MEIUIIMHCKOM
MOMOIIIM MTEPBUYHBIN U MOBTOPHBIHN (MIPU HEOOXOIMMOCTH ), @ TAK)KE MHBIX CHEHMAIMCTOB U3



MEIUITMHCKON OpraHU3alluy UK €€ CTPYKTYPHOTO TTOIPa3/ICICHHS, OKa3bIBAIOIINX
CIEHUATM3UPOBAHHYIO MAJUTMATUBHYIO MEAUIIMHCKYIO MOMOILb (TPU HAIMYUU TTOKa3aHUi),
BceM manueHTam ¢ MJIJI/M/Ib ¢ nensto onpenenenus o0bemMa HeOOXOAMMOM MaJTTHAaTUBHOMN
nomoiu [133, 134].

YpoBeHb yoeauTebHOCTH pekoMeHaanuii — C (ypoBeHb J10CTOBEPHOCTH 0KA3ATEILCTB — 4)
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Nudopmanus

Cnmcok cokpauieHni

AJIT — ananmHamuHOTpaHCc(epaza



AII® — aHrMOTEH3UH-TIPEBPAIIAOIINI (HEePMEHT

ACT — acmapraramuHoTpancgepasa

I'TT — ramma-mimroTamuiTpancdepasa

JKEJI — Xu3HEHHass eMKOCTb JIETKHX

NI'X — MMMYHOTHCTOXMMHYECKOE UCCIIE0OBAHNE

KT — xommbrotepHast Tomorpadus

K®K — xpearundochokunnaza

JIAI' — nakrarneruaporenasa

JIOK — neveOHas puznueckas KyabTypa

MJIb — wmpimeunas auctpodus bexkepa

MJIJ1 — mbimevnas nuctpodus [romenna

MHO — mexayHapoHO€ HOpMaIM30BaHHOE OTHOILIEHUE
MIIKT — muHepalibHasi IJIOTHOCTh KOCTHOM TKaHU

MPT — mMarHuTHO-pe30HaHCHAs TOMOTpadus;

[TKMJI — mosiCHO-KOHEYHOCTHBIX MBIIICYHBIX TUCTPOPUit
[TLIP — nosumepazHas nenHasi peakuus

CABI" — cunapom aeduiuta BHUMAHUS U TUIIEPAKTUBHOCTH
@B — ¢paxmus BIOpOCa JIEBOTO KETyI0uKa

OBJ] — ¢byHKIMS BHEIIHETO JAbIXaHUS

OXXEJI — popcupoBaHHast )KU3HEHHAsE EMKOCTb JIETKHX
YJIJI — gacToTa AbIXaTeIbHBIX ABHKCHUM

VY3U — ynbsTpa3ByKOBOE HCCIIEIOBAHUE;

OKI" — snekrpokapauorpadus;

OHMI" — snekrponeiipomuorpadusi;

3x0-KI" — sxokapauorpadus;

MLPA — multiplex ligation-dependent probe amplification (MyJIbTUILICKCHAS TUTaH I-3aBUCUMAsT
amMIuTAUKaIHs)

NGS — next generation sequencing (CeKBEHHPOBAHUE HOBOTO ITOKOJICHHMS )

TepMuHBI 1 onpeneIeHUs
AMOY1aTOPHBII MAlMEeHT — MAIMEHT, CIIOCOOHBIN K caMOCTOATENbHOM X01b0e.

Kapanomuonarus — rereporeHHas rpymnmna 3a00jeBaHUN MHOKap/1a, CBI3aHHBIX ¢ MEXaHUYECKOI
WJIH IEKTPUYECKON AUCPYHKIHEH, KOTopask OOBIYHO MPOSBIISETCS HealeKBaTHOM runepTpodueit
HIIN m/maTauHeﬁ. KapI[I/IOMI/IOHaTI/II/I MOT'YT KaK U30JIMPOBAHHO ITOpPaXaTb TOJIBKO CEPALEC, TaK U
OBITh YaCThHIO TEHEPATM30BAHHOTO CUCTEMHOTO 3a00JIeBaHUS, YACTO IPUBOMAAT K CEPACUHO-
COCYIMCTON CMEPTH WJIM K WHBAJIUIU3AINH, 00YCIOBIEHHON ITPOTPECCUPYIOIIEH CepAeUHOM
HEJOCTaTOYHOCTHIO.

ITosicHO-KOHeYHOCTHBIE MbILIEYHbIe JUCTPOGUN — TPYIINa MBIIIEUHBIX AUCTPOPHiA,
XapaKTEPU3YIOIIASCS TOPAXKECHUEM IIPOKCUMAJIBHBIX OTJEI0B BEPXHUX U HUKHUX KOHEUHOCTEH.



IIceBaorunepTpousi MbIIII — BU3YAIFHOE YBEIMYEHHE OTACIBHBIX TPYIIT MBIIII] BCICICTBHE
UX 3aMEeHBI )KUPOBOH 1M (HPUOPO3HOI TKAHBIO.

CyOMakcuMAaJIbLHBIH Pe:KMM HArPY3KH — 3TO PEXKHUM, ISl KOTOPOTO XapaKTepHbI OTCYTCTBUE
OJIBIIIIKY, IYBCTBA YTOMJICHHSI U OOJTM B MBIIIIIIAX.

Mbimeynasi nucrpodusi bekkepa (MIb) — HaciencTBeHHOE PELIECCUBHOE HEPBHO-MBIIIIEYHOE
3a0oseBaHue, CIEINIEHHOE C X-XPOMOCOMOH, BbI3BaHHOE MyTalusiMu B reHe DMD, npuBoasimmu
K HEJIOCTaTOYHOM (YHKIMH TUCTpodrHA, UMEET MO3/IHEE HAaYallo U BhI3bIBAET OoJiee JIeTKue
CHMIITOMBI, SIBJISE€TCS O0Jiee IETKUM BapuaHTOM 3a00JIeBaHus, IIPU KOTOPOM CHHTE3 Oelka
nuctpoduHa UIIET He 10 KOHIIA, U B Pe3yJIbTare Moay4yaeTcsi HOMHOTO YKOPOUEHHBIN, HO BIIOJIHE
(byHKLIMOHATIBHBIN OEOK.

Mbimeynas nucrpodus Jomenna (M) — HacnencTBeHHOE pEliECCUBHOE HEPBHO-MBIIIEYHOE
3aboseBaHue, CIEINIEHHOE C X-XPOMOCOMOM, BbI3BaHHOE MyTalisiMu B rene DMD, npuBoasimmu
K OTCYTCTBHUIO MJIM HEAOCTATOUHON QYHKIIMU TUCTPO(HHA, HMEET paHHEE HAa4yallo ¥ BHI3bIBACT
TSDKEJI0€ TEUCHUE.

duekTpomuorpadpus (IMI, JHMI, muorpadmus, sjieKTpoHepoMuorpadgus) — METOL
MCCIIEIOBAHMS OMOANIEKTPUYECKUX TTOTCHIIMAJIOB, BOZHUKAIOIIUX B CKEJIETHBIX MBIIIIAX YEJTOBEKa U
KUBOTHBIX MIPU BO30YK/IEHUU MBILICUYHBIX BOJIOKOH; PErUCTPaIUsl CHOHTAHHOM, TPOU3BOIBHON U
BBI3BAHHOM 3JIEKTPUYECKON AKTUBHOCTH MBIIIILI.

Kpurepun oueHKH Ka4yecTBa MeIUIMHCKON MOMOIIH

IIpunoxenue Al. CocTaB padouei rpynnsl 1o pa3padoTke H NepecMOTPY KIMHHYECKHX
peKoMeHIauuii

1. Anucumona Nnra BaguMoBHa — K.M.H., 3aBEyIOMIas OTJAEIOM OpraHU3aIMi MEIUIIMHCKON
nomouu-Bpad-reHeTuk PI'bHY «Menuko-reneTnueckuii HayuHbli LEHTP UM. aKaJeMHKa
H.I1.bouxoBay, wieH Accoryanuy MEAUIHHCKIX T€HETHUKOB.

2. AptembeBa CBetnana bpoHuciaBoBHa — K.M.H., HEBPOJIOL, 3aBe1yOIlasi OT/AEICHUEM
ncuxonesposioruu u snunentonorun OCII Hayuno-uccnenoBareabCcKkuil KITMHUYECKUI
uHcTUTYT neguarpuu uMm. 0. E. Benstumesa ®I'AOY BO «PHUMY M.
H.N.ITMPOI'OBA» M3 P®.

3. benoycosa Enena JIMutpreBHa — JI.M.H., poheccop, HEBPOJIOT, 3aBeIyIONIasi OTIEIOM
ncuxoHeBpostoruu ¥ snunentosornu OCII HayuHno-uccnenoBarenbCkuil KIMHAYECKUI
uHcTUTYT nneguarpuu um. 10.E. Beastumesa ®I'AOY BO «PHUMY UM.
H.U.IIMPOI'OBA» M3 P®.

4. Bamakmaznze Haro J[kymOGepoBHa — JI.M.H., pyKOBOJIUTENb OT/A€Na OphaHHBIX O0Ne3Hel U
PO MITAKTUKHA WHBATUIM3UpYIomuX 3a0oneBannii HUW nmenuarpuu u oXpaHbl 370pOBbS
nereit LIKb PAH npodeccop kadeaps! pakyasTeTCKOl neauaTpun neguarpuyeckoro
¢dakynsrera ®I'BOY BO « PHUMY um. H.U. ITuporosa» Munznapasa Poccuu,

5. Bnonasen Imutpuit BnagumMupoBud — K.M.H., HEBPOJIOT, CTapIINii HAyYHBIH COTPYIHUK
otnena ncuxoHeBposoruu u snuientoiaoruu OCII HayuHo-uccnenoBarenbckuit
KkiuHu4eckuil nHetuTyT neauarpuu uM. fO.E. Bensruimesa ®I'AOY BO «PHUMY M.
H.U.IIMPOI'OBA» M3 P®.



6. I'pemsikoBa TaresiHa AHIpEeBHA — 1I.M.H., YWICH MEXITYHAPOTHOTO KOHCYJIBTAaTUBHOTO
coBeTa manueHTckoro cooduiecrsa M/, npe3unent 6marorsoputensHoro Gpouaa «lopaei»
(wrien Acconuanuu nmpoheCcCHOHAIBHBIX YYaCTHUKOB XOCTIUCHOW oMoy, Coro3a
neauarpoB Poccun, World Duchenne organization).

7. I'po3noBa Ousbra CepreeBHa — JI.M.H., BEAYIIUH HAyYHBIA COTPYIHUK OTAEINA JETCKOU
kapauonoruu u apurmonorun «HUKU neauarpuun um. akagemuka 10.E. Benbruiesa»
®dI'bOY BO «PHUMY um. H.U. ITuporosa» M3 P®.

8. I'yzeBa Banentuna MiBaHoBHA — 1.M.H., Tpoheccop, HEBPOJIOT, 3aBeayromas kadeapoit
HEBPOJIOTHH, HEHpOoXUpypruu u meauimuckor renetuku @I'bOY BO Cankr-
[TeTepOyprckuii rocyqapCTBEHHBINA EAUATPUUECKUN METUITMHCKUI YHUBEPCUTET, YJICH-
koppecnionaeHT Poccuiickoit Akagemuu EctecTBo3HaHusI, [ TaBHBIN BHELITATHBINA JETCKUN
cnenuanuct Hesposnor M3 PO.

9. I'ycakoBa Enena BukropoBHa — J1.M.H., Ipoeccop, HaualbHUK LEHTpa peadbuiuTanuu
OI'BY Llenrpansnoi Kiimanueckoin bonsauier Y11 PO.

10. KysenkoBa Jlrogmuna MuxaitinoBHa —/1.M.H., mpodeccop, HadanbHuk LlenTpa
JIETCKOW MCUXOHEBPOJIOTHH, 3aBEAYIOIIAsl OTACIICHUEM IICUXOHEBPOJIOTUU U
ncuxocomarnueckoi narogoruu ®I'AY «HayuHblil MEIUIIMHCKUNA UCCIIEI0BATENBCKUM
LEHTp 370pOBbs JieTei» Munzapasa Poccun, uwieH Acconpannu METUIIMHCKUX TEHETUKOB
(AM).

11. KypenkoB Anekceli JIbBoBHY — 1I.M.H., 3aBeIyIONINI Taboparopreii HepBHBIX
6one3uneit, DI'AY «HayuHblil MEUITMHCKUI HCCIEI0BATEIbCKUN IEHTP 30POBBS I€TEH»
Munsapasa Poccun.

12. Kyues Cepreii IBanoBuu — akagemuk PAH, n.m.1H., nupexkrop ®I'BHY «Menuko-
T€HETUYECKUN HAYy4HBIN LIEHTP UM. akageMmuka H.I1.boukoBay, IaBHBINM BHEIITATHBIN
CIELUAIIMCT IO MEIMLIMHCKOM reHeTnke Mun3apasa Poccun, npe3uieHt Acconuanuu
MEIUIIMHCKUX reHeTHKoB Poccun (AMI).

13. Muxaitnosa CBetiiana ButanseBHa — J1.M.H., 3aBeyIol1asi OTAEICHUEM
meaumHckoi renetukn OI'BY «Poccuiickas geTckas KIMHUYECKas OoibpHUIIA» MuH3IpaBa
Poccum.

14. Hazapenko Jlronmuna [TaBnoBHa — 1.M.H., ipodeccop, 3acityKeHHbIi Bpad PO,
3aMeCTUTENh TUPEKTOpa IO HAy4YHOH U JeueOHON paboTe, pyKOBOIUTENb Tab0paTopuu
HacneacTteeHnod maronornd HUM meqummackoi reHeTHKH TOMCKOTO HaIMOHAIBHOTO
MCCJIEI0BATENBCKOTO0 MEIUIMHCKOTO IIeHTpa PAH.

15. Huxutun Cepreit CepreeBud — 1.M.H., ipodeccop, 3aBenyronuii kadenpoit
reHeTuku HepBHBIX O6one3neit MI'HI] um. H.IT. boukoga.

16. Hosukos Aptem IOpbeBuu — aeTckuil ncuxuarp, KIMHuka «Paccser».

17. ITonknernosa TarbsiHa BnaguMupoBHa — K.M.H., HEBPOJIOTL, CTAPIIUN HAYYHBIN

COTpYIHUK JJabopaTopuu HepBHBIX Oone3Hel, DI'AY «Hayunbrit MeaUITUHCKHIMA
HCCIIEIOBATENBCKUI LIEHTD 310pOBbs AeTei» MuHnsapasa Poccun.

18. [ToneBnyenko Enena BranumupoBHa — 1.M.H., mpodeccop Kadeapbl OHKOIOTHH,
reMaToJIOTUH U JTy4eBOil Tepanuu neauarpudeckoro dakyiasrera PIAOY BO PHUMY
nmenu H.M.ITuporosa, maBHbI BHEMITATHBIN JETCKUN CIEIIMATUCT MO NaUTMaTUBHOM
MeauIMHCKOM oMoy Munszapasa Poccun, unen [IpaBnenus Acconuanuu
poQeCCHOHATBHBIX YIaCTHUKOB XOCITHCHON MTOMOIIIH.

19. [TonsikoB Anekcannp Bragumuposud — wi.-kopp. PAH, 1.6.H., mpodeccop,
3apenytromuii madoparopueit JIHK muarnoctuku ®I'BHY «Mennko-reHeTnueckuii HayYHbINd
ueHTp umenu akagemuka H.I1. boukoBay.



20. [IpoxonbeB I ennaauii [‘epmMaHOBUY — K.M.H., aHECTE3UOJIOT-PEAHUMATOJIOT, IOLIEHT
Kagenpsl IeTCKON aHeCTe3NONOTHH U MHTeHCUBHOH Tepanuu ®YB ®I'AOY BO PHUMY
umenu H. U. [Tuporoa, Beaymiuii Hay4HbIN COTPYIHUK W 3aBEAYIOIIUNA OTIACICHUEM
«Hay4HO-TIpaKTU4EeCKOTO LEHTPA CHEUUATIU3UPOBAHHON MEIUIIMHCKOM ITOMOIIM JAETIM» UM
B. ®@. Boiino-fcenenkoro [lenapramenTa 31paBooxpaHeHus I. MOCKBBI.

21. Pynenko Amutpuii UropeBnd — 1. M. H., mpodeccop, 3aMECTUTEITb TIIaBHOTO Bpada
CI16 I'bY 3 «I'opoackas maoronpoduasHas 6onpHuia Ne2y Cankr-IlerepOyprckoro
Menununckoro Yausepcurera um. M.11. ITasnosa.

22. Perinna Ceetmitana AdanacbeBHAa — K.M.H., Bpad-TeHeTHK OI'BHY «Menuko-
TeHETUYECKUM HAay4HbIN LIeHTp UM. akaaemuka H.I1. boukoBay, uinen Poccuiickoro
o01iecTBa MEIUIIUHCKUX TEHETUKOB, YIeH ACCOLMALUN MEAUIIUHCKUX TeHETHKOB.

23. Pomanenko EBrenust BukropoBHa — maBHbIN Bpad « /oM ¢ MasgkoM i1 MOJIOJIBIX
B3POCIIBIX»
24, Ps6bix Cepreit OsieroBud — J1.M.H., TPaBMaTOJIOT-OPTOIE/ BbICIIENH KaTeropuH,

PYKOBOAMTENb KJIMHUKHU MAaTOJOTUU TTO3BOHOUHUKA U peakux 3aboneanuit ®I'BY «PHI]
«BTO» um. akan. I'A. Unuzaposa» Munzapasa Poccun, . Kypran, aupexrop mo
00pa30BaHMIO B HAIIPABJICHUH «OPTOMNEAMS» POCCUHUCKOTO MPEACTaBUTEIHCTBA
MEKYHAPOIHOW aCCOIMALNN CIIMHANBHBIX XUpyproB AOSpine, 4iieH acCONUAIIH 10
uzydenuto Merona Mnuzaposa ASAMI Poccust, wieH Bcepoccuiickoro oomiectna
TPaBMaroJI0rOB-OPTOIIEIOB.

25. Cakbaesa I'ynbxan EpxkaHoBHa — 3aBeyolias OTJeI€HUEM AETCKOH HEBPOJIOTHH
OI'BY Llenrpansnoi Kiimanueckon bonpnuner Y/I1 PO.

26. Canero Enena FOpbeBHa — Bpau-HEBPOJIOT, HAYaJIbHUK OT/EJIa MaJUIMaTUBHOU
meaumrHacKor momontu netsm [AY3 CO «OKby, r. EkarepunOypr.

217. Cenum3ssiHoBa JIunus Po6epToBHa — K.M.H., Beyluil HayuHblid coTpyaauk HUU
neauaTpuu U oxpansl 310poBbs Aerei LIKb PAH MunoOpHayku, 1o1eHT kadeapbl
neauarpum u aerckoil pesmarosniornd PIAOY «llepseiii MI'MYVY um. .M. CeuenoBa»
Munzapasa Poccuu (CeuenoBckuii Yausepcuret), wien Coroza [lenquarpos Poccun.

28. CrenanoB AHnpeil AnekceeBud — 1.M.H., Ipoeccop, TIIaBHbIN NeTCKU
BHemTarHbii cnenuanuct YT PO, 3am. rmas. Bpaua no nexguarpun ®I'BY LlenTpanbHoii
Knuangeckoit boapauier YIT PO

29. Cy66otun JImutpuit Muxaitnosud — Bpau-renetuk ®I'BHY «Menuko-
TeHEeTUYECKUM HayuHbIN IIeHTp uM. akagemuka H.I1.boukoBay, unen Accounanuu
MEIUIIMHCKUX I'€HETHKOB.

30. Cycnos Bacunuii MuxaiiaoBud — K.M.H., I101IeHT Kadeapsl peadbunuronoruu OII u
JAI1O ®I'bOY BO Cankr-IlerepOyprckuii rocy1apcTBEHHbIN NeIuaTpuyecKuii
MEIUIMHCKUM YyHUBepcuTeT MuHn3npasa Poccun

31. Toznusin Enena BacunseBHa — K.M.H., Bpad-aeTckuit 23ap0kprunoor, OCII
HayunouccnenoBarenbckuil KIIMHUUECKUM HHCTUTYT neauarpun um. fO.E. Benbruinesa
DI'AOY BO «PHUMY UM. H.N.ITMPOI'OBA» M3 PO

32. ®exnuctoB Jmurpuilt AnekcanapoBud — Bpad-TpaBmarosor-opronen, « HUK
nenuarpun uM. akagemuka FO.E. Benprumesa» ®1'60Y BO «PHUMY um. H.H.
[Tuporosa» M3 PD

33. [ITaxoBckas Hanexna MIBaHOBHA — K.M.H., 3aMECTUTENb INIABHOTO Bpaya 1o
MeIUIMHCKOM yacTu, [ocynapcTBeHHOE OIOKETHOE YUPEXKICHHUE 3/]PaBOOXPAHEHUS
MocxkoBckoii obmactu [IcnxoneBponorudeckas 6oapHuIA T aeren ¢ mopaxkenuem [THC c
HapylIeHHEeM IICUXUKH, 3aCTyKEHHBIH paOOTHHK 31paBoxpanenus MO.



34. [lpenep Exarepuna BnagumupoBHa — Bpad-AeTCKuit sHI0KpuHOIOT PI'BY
LenTpansHoi kinHUYeckor oonpHUIBI Y/ [Ipesunenta PO.

ABTOpPBI HOATBEPIKIAOT OTCYTCTBUE (PUHAHCOBOM MOICPKKH/KOH(INKTa HHTEPECOB, KOTOPBIi
HEOOX0IMMO 00HApPOI0BATh.

IMpuiaoxkenue A2. Metrogo/iorusi pa3padoTKu KIMHAYECKUX PeKOMeHIauii

Hacrosnue pexkoMmenaanuy npeIHa3Ha4eHbl JUisl IPUMEHEHUS MEIUIUHCKUMU OPTaHU3aLMIMU U
YUPESKACHUAMU (e/lepaibHbIX, TEPPUTOPHATBHBIX U MYHHUIIMIIATBHBIX OPTaHOB YIIPABICHUS
3J]paBOOXPAHEHUEM, CUCTEM 00sI3aTeIbHOTO U 100POBOJIBHOIO MEJUIIMHCKOIO CTPAXOBAHMS,
APYTUMH MEAULIMHCKUMH OPTaHU3aLUsIMH Pa3IMYHBIX OPraHNU3allMOHHO-TIPABOBBIX (popM
JESTEIIbHOCTH, HAIIPABJIIEHHOW HA OKa3aHUE MEJULIMHCKON TIOMOILH.

IeneBasi aymuTopusi JAHHBIX KIMHUYECKHX PEeKOMEH/IalMIi:

1. Bpaun-nenuarpsi;

2. Bpauu-neBposiory;

3. Bpauu-reneruku;

4. Bpauu oOmieli BpaueOHOM NMPaKTHKU (CEMEHHBIC Bpayn);
5. Bpaun-tepaneBrsl;

6. Bpaun-mabopaTopHble r€eHETHUKH;

7. Bpauun-kapauosiory;

8. Bpaun-nerckue KapAHOJIOTH;

9. Bpauu no nayuTMaTHBHOW MEIUIIMHCKOW TTOMOIIIH;
10. Bpauu-3H10KpHHOIOTH;

11. Bpauun-pentrenomnory;

12. Bpaun ¢pyHKIMOHATBHON THAarHOCTUKH;
13. Bpauu-nynsmoHo0TY;

14. Bpauu-ractposnTeposnory;

15. Bpaun-TpaBMarosoru-opTomnesl;

16. Bpaun-odransmonoru;

17. Bpaun-oToprHOIapUHTONOTH;

18. MeauIHCKHE TICUXO0JIOTH;

19. CrynenTsl MeuIMHCKUX BY30B;

20. OO6yuaromuecs B OpJuHaType.

Tadommua 1. Illkana oneHku ypoBHe# qocToBepHOCTH JokazarenseTB (Y1) meTonoB
JMArHOCTHKU (IMarHOCTUYECKUX BMEUIATEIbCTB)

Tadamua 2. [llkana oneHKH ypoBHEH J0CTOBEpHOCTH JokazatenseTs (Y 1)mis meTonos



MPOPUIAKTUKH, JICUCHUS U peadmIuTaIuu (MpouIakTUIeCKuX, Je4eOHbIX, peaOMIUTAIIMOHHBIX
BMEIIIATEJILCTB)

Ta6auua 3. [IIkana onieHKH ypoBHEH yoenuTeabHOCTH pekomenaanui (YYP) nis Mmetonos
npoUIAKTUKH, JUATHOCTUKH, JICUCHUS ¥ peadrInuTanuu (MpoQrIakTHIeCKUX, TUaTHOCTHICCKUX,
JIeueOHBIX, peaOMINTAIMOHHLIX BMEIIATEIHCTB)

HOpHI[OK OOHOBJIEHHN KJIMHUYECKHX peKOMeHL[aHHﬁ.

Mexann3M 0OHOBJIEHUS KIMHUYECKUX PEKOMEH/IAIMH MPEyCMaTPUBACT UX CHCTEMAaTHUECKYO
aKTyaJIM3alMIo0 — HE PEKE YeM OJIMH pa3 B TPU rojia, a TAKXKE MPHU MOSBICHUU HOBBIX JAaHHBIX C
MTO3UIIMH JTI0KA3aTeIbHON MEIUIIMHBI 110 BOIIPOCAM TUArHOCTUKH, JICUCHHUS, TPOPUIAKTUKH U
peadbumuTay KOHKPETHBIX 3a00JIeBaHUH, HATMYUHA 000CHOBAHHBIX JIOTIOTHCHUH/3aMEYaHH K
panee yrBepxkaéHHbIM KP, HO He yanie 1 pa3a B 6 mecsies.

Ipunoxenue A3. CipaBouHble MaTepHAJIbl, BKJIIOYasi COOTBETCTBUE MOKA3AHUI K
NpUMEHEeHHIO U NPOTUBONMOKA3AHM, C1IOCO00B NPUMEHEHUS U /103 J1eKAPCTBEHHBIX
NnpenaparoB, HHCTPYKIUH M0 NPUMEHEHHNIO JIeKAPCTBEHHOT0 Npenapara

1. ®enepanphblii 3akoH "OO0 0CHOBaX OXpaHbI 310pOBhs IpaxkaaH B Poccuiickoit @enepanuun”
(N 323-®3 ot 21.11.2011).

2. Ilpuka3 Munzapasa Poccun ot 21.04.2022 N 2741 "O6 yrBepxxaennu [lopsinka okazanus
MEIMIMHCKOM MOMOIIY MMalMEeHTaM C BPOXAEHHBIMU U (WJIN) HACJIEACTBEHHBIMU
3a001eBaHUsAME "

3. Ilocranornenue [IpaButennbctBa Ne403 ot 26.04 2012r "O nopsiake Benenus: GenepanbHOTO
perucTpa Juil, CTPAJAOIINX YIPOKAIOIIMMHU U XPOHUYECKU MTPOTPECCUPYIOIIHUMH PETKUMHI
ophaHHBIMH 3200JI€BaHUSMU, TIPUBOAALIUMHU K COKPAIICHUIO MPOIOIKUTETLHOCTH KU3HU
rpaX<aaH WM UX MHBAJIWIHOCTH U €r0 pErMOHAIbHOIO CerMeHTa".

4. Kpurepuu onieHKH kayecTBa MeauiuHckoi nomomu (Ipukas M3 PO ot 10.05.2017 1. Ne
2031 «O0 yTBEpKICHUH KPUTEPUEB OLICHKU KaueCTBa MEIUIIMHCKON TTOMOIIIH ).

5. Ilpuka3z Munsnpasa Poccuu Ne 3451, Muntpyna Poccun ot 31.05.2019 Ne 3721 «O6
YTBEPKACHUHU IMOJIOKEHUS] 00 OpraHu3aliy OKa3aHUs NaJJIMaTUBHON METUIIUHCKON
IIOMOIIIH, BKJIIOYAsl MOPSIIOK B3aMMOAEHCTBUSA MEAUIIMHCKUX OpraHU3alyil, opraHu3anui
COLIMAJILHOTO 00CTYKUBAHUS M 00IIECTBEHHBIX 00bEIUHEHHH, HHBIX HEKOMMEPUYECKUX
OpraHu3alyii, OCYIIECTBISIONUX CBOIO JESITEIbHOCTD B C(hepe OXpaHbl 310POBbS».

6. Ilpuka3z Munzapasa Poccun Ne 5051 ot 10 uronst 2019 rona «O6 yrBepxxaenunn [lopsiaka
nepesadyn OT MEJUIIMHCKON OpraHU3aliy NalMeHTy (ero 3aKOHHOMY MPEICTaBUTEIIO)
MEIMIMHCKUX U3/IeNNH, peAHa3HauYeHHbIX [T MoAepKaHusl QYHKIIHI OpraHOB U CUCTEM
OpraHM3Ma 4yeJoBeKa, JJIs UCIIOIb30BaHMs Ha JOMY IIpU OKa3aHUM NaJUIMaTUBHOM
MEIHUITMHCKOM TTOMOIITI.

HNudopmanus o nekapcTBeHHbIX cpeacrBax: https://grls.rosminzdrav.ru/

IIpoune HOpMaTHBHO-NIPABOBbIE JOKYMEHTBI, € Y4€TOM KOTOPbIX Pa3padoTaHbl KIMHUYECKHE
PEeKOMEH AU



1. MexnynapoaHas kinaccudukaiys 0ojie3HEH, TpaBM U COCTOSIHUH, BIHUSIFOIITNX HA 3I0POBhE
(MKB - 10);

2. IIpukaz M3 P® ot 20 nexabps 2012r. Ne 11831 «O0 yTBep)KIeHUN HOMEHKJIATYPBI
JOJDKHOCTEH MEJUIIMHCKUX PaOOTHUKOB M (papMaleBTHUECKUX PAOOTHUKOBY.

3. ®enepanbHbiii 3aKoH OT 25.12.2018 Ne 489-D3 «O BHEeceHHH U3MEHEHHMI B cTaThiO 40
®enepanbpHOro 3aKkoHa "O06 00s3aTEIbHOM METUIIMHCKOM CTpaxoBaHuu B Poccuiickoii
Oenepanun" n DenepanbHblil 3akoH "OO0 0CHOBaX OXpaHbI 3I0POBBS I'pakaaH B Poccuiickoit
®enepauun" 10 BOIpocaM KIMHUYECKUX PEKOMEH AU,

4. Tlpuka3z Munznpasa Poccuu Ne 1031 ot 28.02.2019 1. «O06 yTBep>KIeHUH TTOPSIKA K CPOKOB
pa3pabOTKu KIMHHYECKUX PEKOMEHIAINH, UX TIEPECMOTPa, TUIIOBOU (POPMBI KITMHHYECKHX
pEeKOMEHAaLUN U TPeOOBaHUMN K UX CTPYKTYpE, COCTaBy M HayYHOU 000CHOBAHHOCTH,
BKIII0YAeMOU B KJIMHUYECKHE PEKOMEHAAIMH HHHOPMAITII.

5. IIpuka3z Munzapasa Poccun ot 13.10.2017 N 8041 "OO0 yTBepKIeHUH HOMEHKJIATYPBI
MEIUIIMHCKHUX yCIyT".

[puaoxkenue A 3.1. OcHoBHbIe cumMnToMbl ML

I[Ipunoxenue A 3.2. OcHoBHbIE 3a00/1eBanus 15 JuddepennuanabHoro guarnoza ML

IIpunoxenue A 3.3. BeinosiHeHne ABUTraTeJbHBIX TecTOB mpu MJI/{

Ipunoxenue A 3.4. MOHUTOPUHT cocTOAHUA nanuenta ¢ M/

*- IIpu IpUEME IMAITUCHTOM KOPTUKOCTCPOUIOB CUCTEMHOT'O JIEeHCTBUSA

**- [Ipu OTCYCTBUM TE€paMU KOPTUKOCTEPOUAMH CUCTEMHOTO JIEHCTBUS

21.]'[5[ MOHUTOPHUHI'A COCTOSAHHS MMAIMCHTOB, HAXOAAIINXCA HA MaTOTCHETUUECKOM TCparuu,
PCKOMCHAOBAHO UX HaGHIO,HeHI/Ie HEC PCIKEC OAHOI'O pas3a B o B CIICHUAJIM3UPOBAHHBIX LICHTPAX, B
KOTOPBIX MOXCT OBITH OKa3aH 00beM MGJII/IHHHCKOﬁ IIOMOIIIH B COOTBETCTBHUU C JaHHBIMU
KIIMHUYCCKUM PCKOMCHAAIIUAMU.

IIpuioxenue A 3.5. Tect Ha Bpemsi: IOAbeM Ha 4 CTYIIEHH
[TpoBenenue Tecta He TPEOYET CIOKHOTO 0OOPYAOBAHMSI, U €70 MOKHO ITPOBOJUTH KaK B
CTallMOHAPHBIX, TAK U B aMOYJIaTOPHBIX yCIOBHSIX.

Heo6xonumoe o0opyioBaHue: Yachl C CEKYHIHOM CTPENKOil, JecTHUIA



[Ipu npoBeneHuu Tecta OOJILHOMY CTaBUTCS 3a/1a4a MOJHATHCS Ha 4 CTYNEHH I10 JIECTHUIIE, TOCTe
Yero Bpemsi, 3aTpauyeHHOE Ha MOABEM MO CTYNEHSIM, PETUCTPUPYETC.

Ipuiao:xkenue A 3.6. Tect Ha Bpemsi: CIIYCK HA 4 CTylIeHHU

[TpoBenenue Tecra He TPEeOyET CI0KHOTO 0OOPYIOBAHUS, U €T0 MOXKHO IMPOBOAHUTH KaK B
CTallMOHAPHBIX, TAK U B aMOYJIaTOPHBIX yCIOBHSIX.

HeoOxonnmoe 06opynoBaHue: 9ackl C CEKYHIHOM CTPETKOM, JICCTHUIIA

[Ipu npoBeneHuu Tecra GOJILHOMY CTaBUTCS CIIYCTUTHCS Ha 4 CTYNEHHU MO JIECTHUIIE, [TOCIIE YEeTO
BpEMsl, 3aTPAYCHHOE Ha CITYCK IO CTYNEHSAM, PETUCTPUPYETCH.

IIpunoxenue A 3.7. U3mepeHue NoABHKHOCTH cycTaBa (YriiomeTpus)

Haganpnas LCJIb: BBIABICHUC YMCHBIICHUA o0bema I[BI/I)KGHI/If/'I B CyCTaBax W/WIM HAaJTH4due
CYCTaBHBIX KOHTPAKTYP, KOTOPBIC MOT'YT CII0OCOOCTBOBATL/ IIPpUBOAUTH K Q)YHKHHOHaHLHOMy
YXYAUICHUIO WX HAPYHMICHUAM OIIOPHO-ABUTAaTCIBbHOIO aIlrapara Ujin KOKHbIM HpO6JICMaM.
BrisBienue H€O6XO,Z[I/IMOCTI/I I[OHOJ'IHI/ITGJ'IBHOFO/ AJIbTCPHATUBHOTI'O
M6[[I/IKaMeHTOSHOFO/XI/IpprI/I‘ICCKOFO BMCIIATCIILCTBA (HpI/IMeHeHI/IC OpTC30B, LIMHUPOBAHUC,
HUCIIOJIB30BaHUC YCTpOfICTB AJIs1 BEPTHUKAJIU3alluu, onepaum“l 0 YJJIMHHCHHUIO MBIH_II_[)

IIpunoxenue b. AnropurMmsl AeiicTBHI Bpaya

Ipunoxenue B. Undopmanus ais nanmeHra

[Mporpeccupyromas muoaucrpodus Jomenna

Mpieunas guctpodust J{romeHHa OTHOCHTCS K KJIACCy MBIIIEYHBIX 3a00JIeBaHUN TTOJ] OOIIUM
Ha3zBaHUEM «JucTpoduHonaruny. uctpodpuHonaTuu pa3BUBatOTCS Ha POHE OTCYTCTBUS CUHTE3a
MBIIIEYHOTO Oenka qucTpodrHa. bone3Hb NMeeT TSKeNble CUMIITOMBI M 3JI0Kau€CTBEHHOE TEUCHHE.
Yactora M1/l cocraBnser npumepHo 1 ciyuait Ha 3500—-5000 >kxMBOPOKIEHHBIX MATBUUKOB.
3aboneBanue BCTpeUyaeTcs MPAKTUUYECKH BO BCEX STHUYECKUX Ipynmnax. Meleunas AucTpodust
BeKKepa HMECT MCHCC BLIPAKCHHBIC, Oonee I[O6p0KaLI€CTBCHHBI€ IMMPOABJICHHSA, TaK KaK COXPAHACTCA
CHUHTE3 YKOPOUEHHOW BepCHH TUCTPO(dUHA.

MJI/] penxoe HaciencTBeHHOe 3a0oneBanue. B pesynprare myranuu B rene DMD, pa3BuBaercs
nedunut u/mm Hapymenne Gyakmun 6emnka guctTpodua. OOBIYHO MyTaIUs SIBIISIETCS
HACJIEJICTBEHHOM; B TPETU CITy4aeB MPOUCXOAUT ClIOHTaHHas myTanus (de novo). I'en quctpoduna
— OJIMH U3 CaMbIX OOJIBIIINX TE€HOB YEJIOBEKa, COAEPKUT 79 7k30HOB. B ~65% cnydaes
BCTpEYaroTCsl KpynHble nenenuu; ~10% myTtanuii npecTaBieHo AyIIMKalusIMH, a OCTaJbHbIE
CJTy4au — TOYKOBBIMH M MAJIBIMU MYTaIUsIMU, U3 KOTOphIX 10-15% mpencraBneHbl HOHCEHC-
MYyTalUSMH.

benok nuctpoduna ydgacTByeT B pab0Te CKEIETHBIX MBIIII, MBIIIII JbIXaTeIbHOU U CEPIEUHO-
cocynuctoi cucteM. OH CBSA3BIBACT BHYTPEHHUM IUTOCKEIIET C CApPKO- M TUCTPOTITMKAHAMH B
MeMOpaHe ¥ BHEKJIETOUHOM MaTpUKce, 00eCIeurnBaeT MEXaHUUECKYI0 U CTPYKTYPHYIO



CTaOMIBHOCTH MEMOPAHBI MBIIIIEYHBIX BOJIOKOH IPH COKpaIleHuH. [JucTpoduH TaKkKe SIBIIeTCS
aMOPTU3aTOPOM, 0OECIIEYMBAIOIIM BO3BPAILICHHE MBIIIIBI B UCXOHOE COCTOSHUE TTOCIIEe
HarnpspkeHus. [Ipu mporpeccupoBanny 00J1€3HN MBIIICYHBIE BOJIOKHA Pa3pyLIAIOTCS U 3aMEIal0TCsI
¢$ubpo3HOI1 U KHUPOBAsE TKAHBIO.

3abosneBanue nposBIsieTcs B Bo3pacte 1—5 et, ObICTpOo mporpeccupyeT U 00bIYHO MPUBOIHT K
JIETAIbHOMY UCXOJy 10 25-1eTHero Bo3pacta. Hanbonee yacto cMepTh OOJIbHBIX HACTYMAET OT
IBIXaTeTbHON, CEPACUHON HEAOCTATOYHOCTH WIIA OT HHTEPKYPPEHTHBIX HH(PECKITUH.

Jist 6onbIIMHCTBA OOJBHBIX XapaKTEepHA 3ajiepKKa TEMIIOB paHHETO MOTOPHOTO pa3ButHs. [Ipu
HayaJle CaMOCTOSITENIbHON X0AbObl OTMEUAIOTCS YacThble MaJA€HUs, CIIOThIKAHHUS, MOTOPHAs
HEJIOBKOCTh, OBICTpast yTOMISIEMOCTb. [IocTeneHHO MOX0AKa CTAHOBUTCS MEPEBATMBAIOIICICS,
BO3HHKAIOT 3aTPyAHEHUS MIPH MOIbEME 10 JIECTHHUILIEC U U3 ITOJIOKEHUS Ha KOPTOUKax, Korjaa
00JIbHBIEC BBIHYK/ICHBI HCIIOJIB30BaTh BCIIOMOTaTeIbHbBIE TpHeMbl [ oBepca («B30upaHue mo camomy
ce0e»). Ha panHux cragusx 3aboneBaHust OOHApY>KUBACTCsI IICEBAOTUIIEPTPOGUS MBIIILI,
BO3HHKAIOINAS 32 CYET PAa3pacTaHUsl COCAMHUTEILHON U )KUPOBOW TKAHW HA MECTE THOHYIIINX
MBILIEYHbIX BOJIOKOH. Hanbomnee yacras okanu3anus — B UKPOHOXKHBIX, A€IBTOBUIHBIX,
YETHIPEXIIIABbIX U TPEXIVIABBIX MBIIIIIAX, YTO CO3/AET JIOXKHOE BIIEUATIICHUE ATIIETUYECKOTO
TesnocioxkeHus 6oiabHOro. Ilo Mepe nporpeccupoBanust 3a001€BaHUs TICEBAOTHIIEPTPO(US MBILIILL
TpaHcHOPMUPYIOTCS B UX THIIO- U arpo¢uto. PacripocTpaneHue marooruaeckoro mporecca MMeeT
BOCXOALIMN XapakTep. [IepBbIMH MOpakaroTCsl MBIIILBI TA30BOT'0 M0sICa U IPOKCUMAJIbHBIX
OT/IEJIOB HM>KHUX KOHEUHOCTEH, 3aTEM MBIIILIbI TUIEYEBOI0 M05Ca, CIIMHBI U POKCUMAJIbHBIX
OT/IEJIOB BEPXHUX KOHeuHOcTeH. [1alieHThl COXpaHsoT CHOCOOHOCTh K CAMOCTOSATENIbHOM X0160€
1o 10-12-tu netHero Bo3pacra, MoCIIe Yero MeneBUraroTcs TOIBKO B MHBAIUIHOHN KOJISICKE. YKe
Ha paHHMX CTAAUsIX OOJIC3HU CHUKAIOTCS WM YracaroT KoJIeHHbIe pedieKkchl. AXUIIIOB pediekc, a
TaK)K€ CYyXOXKUJIbHBIE PEPIIEKCHI C PYK, MOTYT JUIMTEIbHOE BPEMS OCTaBAThCs COXpaHHbIMHU. 10
Mepe pa3BUTHUs MAaTOJIOIMYECKOTO MPOLEcca B MbIIIIAX BO3HUKAIOT BTOPUYHbIE 1ehOopMaLluu
MTO3BOHOYHMKA (yCUJIEHUE JIOpA03a U KU(o3a, CKOINO3), TPYAHOM KIETKH (10 TUITY CEJJIOBUTHON U
KUJIEBHJIHOW) U CTOII, a TAK)XK€ PETPAKIIMU CYXOKHIIUHN C pa3BUTHEM KOHTPAKTYp B CycTaBax.
XapakTepHbIM MIPU3HAKOM 3a00JI€BaHUS SIBIISIETCS KapAMOMHUOIIATHS, KOTOPAsl IPOSBIISETCS
CHUMIITOMaMH THIepTpoduu J1eBOro xemaynouka u aputMuen. Y 25-30% OGoiabHBIX AUArHOCTUPYETCS
MHTEJJIEKTyaJbHasi HEJOCTAaTOYHOCTD, PACCTPONCTBA HEHPONICUXUYECKOTO PA3BUTHUS U OCOOEHHOCTH
MIOBE/ICHUS.

Brinensror panaue u nozgHue cumntoMsl M1/

HacaenoBanue.

X-CLETUIEHHBIN PELIECCUBHBIN, T.€. UM CTPaJaroT MOYTH UCKIIOYUTEIBHO MAJIBUMKH, KEHILUHBI XKE C
MOBPEKJICHHBIM T'€HOM B OHOM U3 X-XpOMOCOM SIBIIsSItOTCSl HocuTenpauiiamu M/I/[. Ho B peakux
ciyyasx muoauctpodueit [romenna MoryT 6osets U 1eBoukH. [IpyurHaMu 3T0ro MOryT ObITh
MPEeUMYIIECTBEHHAs] MHAKTUBALIUS X-XpPOMOCOMBI C HOPMaJIbHBIM aJlIEJIEM Y T€T€pPO3UTOTHBIX
HOCHUTEJIbHHUI] MyTaHTHOTO TeHa TUCTpodHHa, X-ayTOCOMHAs TPAHCIOKAIIKs, 3aTparuBaroIas 3ToT
I'eH, TeMU3UTOTHOCTH 110 MyTaHTHOMY aJIJIENI0 U Hainuuue ¢peHokonuil (3a0oieBaHuM, CBSI3aHHBIX C
HapylIeHHEM JAPYTHX OENKOB, BXOIAIINX B TUCTPOPHUH-TIIMKOTIPOTEHHOBBINA KOMILIIEKC).
[Tpubnu3uTenbHo B 2/3 ciydaeB ChIH MOTy4aeT XPOMOCOMY C MOBPEKIEHUEM OT MaTepH-
HOCHUTEJIbHUIIBI, B OCTAJIbHBIX CIy4asx 3a00JieBaHIE BO3HUKAET B pe3yibraTe MyTauuu de novo B
MOJIOBBIX KJIETKaX Marepy WM OTHA (TaK MOSBIISIFOTCS JIEBOSIKM, HOCUTEIBHUIIBI 1€(DEKTHOTO TeHa),
1100 B Mpe/IIecTBeHHUKAX 3THX KieTok. [Ipubnusurtenshno 30% Bcex cimyyaeB 3a00/1eBaHUS
CBSI3aHbI C BOSHUKHOBEHHUEM HOBBIX MyTaliil B reHe nucTpoduHa, a octaiabHble 70% 00ycIoBIeHbI



HOCHTEJIBCTBOM MaTephl0 peOeHKa ¢ AaTOJIOTHYECKON MyTallei B 0JHOM 13 X XPOMOCOM.
Cunraercs, 4to 6-7% BCeX CIOPATUUECKUX CITy4aeB 3a00I€BaHUS SBIISIOTCS CICICTBUEM
TOHAJITHOI'O MO3auIM3Ma - CYILleCTBOBAHUS B SIMYHMKAX JKEHILMHBI HECKOJIBKUX FeHEepaluii OOLIUTOB
C HOpPMAJIbHBIMU ¥ MyTaHTHBIMU QJUIEIISIMH TeHa AUCTPOPUHA.

JAunarnocruka.

Bpauu Ha OCHOBaHMM KJIMHUYECKUX CUMIITOMOB MOTYT 3a0A03pUTh 00Jie3Hb. 3aTeM MPOBOJIATCS
nabopaTropHbIe TECTHI U HHCTPYMEHTaNbHOE UccienoBanue. [Ipu mogo3pennn Ha TuCTpoduio
JltonieHHa yaiiie BCEro nepBbIM HCCIIEI0BAHUEM SIBIISIETCA aHAIN3 KPOBHU C 1IEJIbIO BBISICHEHUS
ypoBens KOK. ¥V 6omsubix MII/] ypoens KOK B 10-100 pa3 npessimaet Hopmy. [Tpu
noBbieHHOM ypoBHe KOK pexomenayeTcsi mpoBeCTH reHETHUECKHE TECThI, HallpaBJIeHHbIEC Ha
nouck u3menenuit B JIHK (remernueckux myranuii), xapakrepusix s MJIJ[. C renerukamu
TaKKe MOXHO OyJIeT 0OCYIUTh pe3yabTaThl TEHETUYECKOTO TECTUPOBAHUS, KAK OHU MOTYT MOBJIHSITh
Ha BalIero pedeHka u, BO3MOXHO, Ha APYTHX YJICHOB CEMbH.

Jleuenmue.

Jleuenne M/1/1 6a3upyercst Ha MyJIBTUIUCIUIUIMHAPHOM MOAXO/IE C yYaCTHEM CIELUaINCTOB
Pa3HBIX CHEIHATBLHOCTEH, ¢ 003aTeIbHBIM yUYaCTHEM YICHOB CEMbU U Bpada-KOOPAWHATOPA.

Tepanus kopmuxocmepouoamu CUCMEMHO20 0elcmausl 3aMeIIeT IPOrPECCUPOBaHUE ClladoCcTH
MBIIIIII, CHI)KAET PUCK OPTOMEIUIYECKUX OCIOKHEHUN, CTAOUIN3UpPYET (PYHKIUIO IbIXaTeIbHON U
CEPACUHO-COCYAUCTBIX CUCTEM.

HJII/ITCJII)HOC MMPUMCHCHHUEC KOPTUKOCTCPOUJIOB CUCTEMHOI'O I[CﬁCTBPI)I IMPUBOIMT K:

* YBEJTMUYEHUIO BPEMEHH COXPAaHHOCTHU CIIOCOOHOCTH CAMOCTOSITENIbHO TIepEABUraTbes M (PyHKIHIMA
BEPXHUX KOHEYHOCTEH.

* fosiee ATUTETLHOMY COXPAHEHHUIO JbIXaTeIbHON (PYyHKIH

¢ CHHKCHUIO YK CJIa XUPYPTUICCKUX BMECIIATCIILCTB AJIsI KOPPECKIIUH CKOJIM03a

OddekT Tepanuu BO MHOTOM 3aBHUCHUT OT TOTO, KOT/Ia ObLIO HauaTo jeueHue. Pekomenayercs
HAYMHATh KOPTUKOCTEPOUJaMH CUCTEMHOTO ACUCTBUS TEPAIUIO Ha CTa/IUU IJIaTO, B BO3PACTe HE
cTapuie 7 JIeT, Toraa HaOIoJaeTcsi MaKCUMaJlbHbIA A (EKT COXpaHEeHUs! CIOCOOHOCTH
CaMOCTOSITENIbHOTO TIepe/IBUKEHUSI.

[Ipexpaiarh Tepanuio KOpTUKOCTEPOUIaAMU CUCTEMHOTO JIEHCTBUS HEJb3S PE3KO, CIeayeT
IIOCTETIEHHO CHMXKATh J103Y.

Menuko-reHeTH4ecKasi KOHCYJ/IbTallusl.

CeMbsIM 0YEHb BaXKHO MTOCETUTh Bpaya r€eHEeTHKa. Y Bpaya T€HETUKA MOYKHO y3HATh PUCK POKJICHUS
6ompHOrO MJI/] pebenka B JaHHOM ceMbe, MPOUTH 00CTIeI0BaHIE POJCTBEHHUKAM €CIIH 3TO
HeoOxoarMo. OOCYANTh MPEHATABHYIO U TPEUMITIAaHTAIMOHHYIO THArHOCTHKY.

[IpenaranbpHas tuarHoctuka nmposonutcs Ha 9—11 Henensax OepemeHHocTH. B Marepuane, KoTopbiit
Ha3bIBAETCSl BOPCUHBI XOPHOHA (TO, U3 YET0 B MOCIEAYIoeM GopMHUpYETCs IIJIalleHTa),
OTIPE/IETSAIOT aKTUBHOCTH (PEpMEHTA U MTPOBOJAT TECTUPOBAHUE /JISl BBISIBICHUS MyTallUii B

rene DMD. Ha ocHoBaHMM IIPOBEIEHHOT'O aHAIN3a JENal0T BHIBOA O TOM, OOJIEH IJI0/ WK 370POB.
CoBpeMeHHbIE TEXHOJIOTHH MO3BOJISIIOT MPOBOAUTD U MPEUMITJIAHTAIIMOHHYIO THAarHOCTHUKY.



OmuionoTBOpeHHE MPOBOAUTCS B MPOOUPKE, 3aTEM HA CTAIMH HECKOIBKUX OJIaCTOMEPOB OTOMPAIOT
TOJILKO T€ IMOPHOHBI, B KOTOPBIX HET CEMEMHON MyTalliy ¥ UX UMILUIAHUTUPYIOT B OPTaHU3M
Marepu. [Ipu ganHOM nponeaype eCTb CBOM PUCKHU, KOTOPBIE MOXET Pa3bsCHUTh Bpau-Te€HETHK.

MJ1/1 BXonuT B epedeHb oppaHHBIX 3a00I€BaHUI.

ITomomn ceMbH.

OT cemMbH 3aBUCHUT yCIEX JICUEHUS HE B MEHBIIIEH CTENeHH, 4eM oT Bpada. M1/l —xpoHuyeckoe
3a00JIeBaHUE, MPU KOTOPOM KaKIOJHEBHBIC YCHIIUS CEMbU UMEIOT TIEPBOCTEIICHHOE 3HAYCHUE.
Hy>xHo obecnieunTsd yxo 3a peOCHKOM, OBITh OTBETCTBEHHBIMU W TIPUBEP)KCHHBIMU POIUTEIISIMH,
COOJTIONIaTh PEKOMEH/IAlNHY, HY MPU KaKUX YCIOBUSAX HE TEPSITh HAJEXKTy. B HacTosIee BpeMs yxe
€CTh JJOKa3aHHBIC METO/IbI ITOMOIIIH U yX0/a 3a 00bHBIMA ¢ MJ1J1, KOTOpBIE MPUHOCAT OIIYTUMBIE
pesynbrathl. [losBnsieTcst maroreHeTndeckas trepamnwus. U qaxke eciu Bbl He modeauTe 00e3Hb
MTOJIHOCTBIO, U3MEHHUTD JKU3HB K JIYUIIEMY, CACJIaTh POJHOTO BaM YeJIOBEKa CYACTIMBBIM — B BAIlIUX
CHJIaX.

Ba:kubie pecypcebl. CyliecTByIOT MEXKIyHAPOIAHBIC U POCCUMCKHE OpTraHu3aIlii, POEKTHl U
coo0111ecTBa, MPU3BAHHBIE TOMOYb OOJIErYUTh XKU3Hb NManueHToB ¢ M1/ u ux cemeil.

Ipuioxenue I'1-I'N. IlIkanbl o1ieHKH, BOIPOCHUKHU M APYrHe OLeHOYHbIEe MHHCTPYMEHTBI
COCTOSIHMSA NMALMEHTA, IPUBEACHHbIC B KIMHHYECKHUX PEKOMEHIAIUAX

Ipunoxenue I'l llIkana ouneHKH cTeNneHN COXPAHHOCTH MbIIIEYHOH (PYHKIMHU HOT.

Ha3Banue Ha pycckom si3bike: [1Ikana OleHKH CTETIEHH COXPAHHOCTH MBIIICYHON (YHKIIUH HOT.
OpurunaibHoe Ha3Banue: Vignos Scale
Ncrounuk: [96]

Tumn: mxana oueHkn
Ha3nauyeHue: kimHUYECKas OLEHKA MBIIIEYHOW (PyHKIIMU HOT

Coaep:kanmue:

Kurou (maTepnperanus): Hopma 1; 10 — HeT pyHKIMHK

IMpuaoxkenue I'2 llIkasna oueHKU cTeNeHN COXPAHHOCTH MbIIIEYHON (PyHKUMHU PYK.

Ha3zBanmue Ha pycckom si3bike: [1Ikana OleHKH CTeNEeHH COXPAHHOCTH MBIIICYHOH QYHKIIHH PYK.
OpurunaiabHoe Ha3Banue: Brooke Scale.
Hctounuk: [97]

Tun: mkaja oneHKHU



Ha3naueHue: KIMHUYECKas OIIEHKA MBIIIEYHON (QYHKIIMH PYK

Conepsxanue:

Kurou (mHTepnperanus): HopMa 1; 5 — HeT QyHKIMM

[puiaoxkenue I'3 AjanTHPOBaHHAA IIKAJIA OLEHKU MOTOPHBIX (PYHKIUIT XaMMEpPCMMUT.

Ha3Banue Ha pycckoM fI3bIKe: aTanTHPOBAHHAS [ITKATa OICHKA MOTOPHBIX (YHKITHIA
XaMMEepCMHT.

OpurunaabHoe HazBanue: Hammersmith Motor Ability Scale (HMAS)
Uctounuk: [98]

Tun: mikaaa oLleHKH

Ha3HaueHue: olleHKA CTETICHH OTPAaHUYCHUS aKTUBHOCTH Y 001bHBIX MJIJI/M/IB, crenenu
IporpeccupoBanus 3a00JIeBaHus, OLIEHKA JUHAMUKYU Ha (DOHE MPOBOAMMOIO JICUCHHUS

Conep:xanue:

Kurou (uHTepnperanms): coctout u3 20 MyHKTOB, KaX/Ibli U3 KOTOPBIX OLIEHUBAETCS COITIACHO
CTEIIeHH BHITIONIHEHUS Ha 2, 1 wnu 0 0amios.

Ipunoxenue '4d. 6(MWT — TecT 6-MUHYTHOI X0ALOBI.
Ha3BaHue Ha pyccKoOM sI3bIKe: TECT 6-MUHYTHOM XOJbOBI.
OpurunaibHoe Ha3Banue: The six minute walking test (6MWT)
Uctounuk: [99]

Tun: npyroe

Hasznauenue: OIpE€aACICHUC BEIHOCIIMBOCTHU aM6y.]'IaT0pHBIX NaIMEHTOB C ICJIBIO OICHKHU
SCPCI)CKTI/IBHOCTI/I TCpaIu U nMporpeCcCupoOBaHuA 3a00JIeBaHUs

Conep:xanue: B Tecte olieHUBaeTCs AUCTAHIIUS B METPAaX, MPOMIEHHAs TAIIIEHTOM 32 6 MUHYT 0€3
BBIHYKJICHHBIX OCTaHOBOK.

Kutou (MHTEpnIpeTanmsi): MPOBOAUTCS CPaBHEHHUE C Pe3yIbTaTaMH TECTa, MPOBEJACHHOTO paHee (10
Hauaja Tepanuu, Ha OHEe Teparuu 1 T1)

CnenyeT IIOMHHUTB, YTO JJIA JAHHOT'O TECTAa UMCIOTCS CIICAYIOIINEC a0COJIIOTHEIE IIPOTHUBOIIOKA3aHU:



HecTaOWIIbHAsl CTEHOKAPAMSI HAllpsHKeHUs U MHPApKT MUOKap/ia, TaBHOCTHIO A0 1 Mecsla.
OTtHOCHUTENBHBIME NTpOoTHBONOKa3aHusAMU sBIstoTcs: YCC Bhime 120/MUH B TOKOE, CUCTOIMYECKOE
Al >180 mM.pt.cT. M muactonuueckoe AJI>100 mm.pt.cT. CTabmiibHAsI CTEHOKApPIUs HE SBIISCTCS
aOCOJIOTHBIM MPOTUBOITOKA3aHUEM JIJIs IPOBEICHHUS TECTA, OHAKO €T0 CIEIYET MPOBOIUTH C
OCTOPOXKHOCTBIO, HA (JOHE IpHEeMa aHTHAHTUHAIBHBIX MIPENapaToB MO MOKA3aHUSM.

Ecmu NanuMCHT HaXOAUTCs Ha IMOCTOSTHHOM KI/ICJIOpO,Z[HOI;'I MOAACPKKE, CKOPOCTH IMoga4Yu KHCJIIOpOoaa
IIpH MPOBCACHNU TCCTA JOJIKHA COXPAHATHLCSA B COOTBCTCTBUU C MPCAIINCAHHUEM Bpayia,
HAa3HAYMBLICTO XM KOHTPOJIHUPYIOUIETO TCPAIIUIO.

[IpoBenenne TecTa HEOOXOIUMO HEMEJICHHO MTPEKPATUTh B CIIyYae IMOSBICHUS:
1. bonu B rpynu;

HenepenocumMoi obIIKY;

Kpamnu B HOrax;

Pe3koit HeyCTONYMBOCTH U MOLIATHIBAHUS MPU XOAb0E;

YUpesmMepHOro NOTOOTACIICHUS;

© 0k~ WD

Pe3koro u3meHeHus 1IBeTa KOXKHBIX ITOKPOBOB (OJIETHOCTH).

6MWT npoBoauTCS B TOMEILIEHUH, XOPOILLIO 3HAKOMOM MALUEHTY, UMEIOIIEM J0CTATOYHO JJIMHHbBIN
KOPHUJIOP C TBEPABIM MOKPHITHEM. J[JTMHA TPOXOAUMOTrO MyTH J0KHA COCTaBIATh HE MeHee 30
METPOB C pa3METKOM KaXK/Ible 3 MeTpa, a Tak)Ke TOYKaMHU ITOBOPOTOB/Pa3BOPOTOB.

[TarueHT Moy4aeT HHCTPYKIUIO O HEOOXOIUMOCTH HJITH C MAKCHMATHbHO BO3MOYKHOU CKOPOCTHIO
(1O He Oexarh) B TEUCHHE 6 MUHYT.

B tecte onieHuBaeTcs AUCTaHIUS B METpax, MPOMICHHAs MAIMEHTOM 3a 6 MUHYT 0€3
BBIHYKJICHHBIX OCTaHOBOK.

Mpuaoxkenue I'S. MeToabl OLIEHKH COCTOSHUSI HEHPOMBIIIEYHOH CUCTEMbI MPH MbIILIEYHOM
aucrpoduu Jromenna.

Ha3Banue Ha pycckoM si3bIKe. MeTO/BbI OLIEHKH COCTOSHHSI HEMPOMBIIIEYHOW CHCTEMBI ITPU
MBILIEYHOH aucTpodun JromeHHa.

OpurunaiabHoe Ha3Banue: Neuromuscular assessments for patients with Duchenne muscular
dystrophy.

Ucrounuxk: [1]

THI: 1mKajga OeHKH

HasHauyeHnue: peryisipHas OII€CHKa NPOTrpCCCUPOBAHUA 3a00JIeBaHUs (I/ICCJ'ICI(OBaHI/IC CHIJIBI, o0bema
HBH)KGHHﬁ, OCaHKH, IOXOJKH, TCCThI HA BpeMSI), MOHHUTOPHHT CIIOCOOHOCTH CITPABJIATHCA C
IMOBCEAHEBHOM ACATCIIbHOCTBIO, IIPUHATUC pCIJ_IeHI/II\/'I O TCPAIICBTUYCCKUX BMCIIATCIILCTBAX.

Coaep:xanue:



Kutou (MHTEpIpeTanmsi): MPOBOAUTCS CpaBHEHHUE C Pe3yIbTaTaMH T€CTa, MPOBEJACHHOTO paHee (10
Hauaja Tepanuu, Ha OHEe Tepanuu 1 T1)

IIpunoxenue I'6. Tect onenkn pyHKMOHANbHOI akTUBHOCTH CeBepHasi 3Be3nia.



Ha3sBanue Ha pycckoM si3bike: Cuctema aMOyJIaTOPHOM OLIEHKH (QYHKIIMOHATBHOM ~ aKTHUBHOCTH
CesepHas 3Be3na

OpurunaabHoe HazBanue: North Star Ambulatory Assessment, NSAA
Hctounuk: [100]

Tum: mkana OLICHKH

Hasznauenue: OLICHKa (bYHKI_[I/IOHaJ'IBHBIX BO3MOXKHOCTEH nanucHTa

Conep:kanue:




Kurou (uatepnperanusi): NSAA npencrapisieT coO0H MIKaIy, COCTOAILYIO U3 17 MyHKTOB,
KOTOpAast CITYKHT ISl OIIEHKH (PYHKIIMOHATBHBIX BO3MOKHOCTeH marnmenTa: 0 (HecmocoOeH), 1
(BBITIOTHSET CAMOCTOSITENIBHO, HO ¢ MOAH(UKAIIUSIMHU ), 2 (BBITOTHIET 0€3 KOMIICHCAIIHH ).



Iosicuenuns:

¢ BBIIIOJIHATH TECTHI B IIOJIOKCHHUHU CTOA IIPHU HAJIWMYHUKU TpaBM HUKHUX KOHEYHOCTEH. O,Z[HaKO
ManueHTa MOXXHO IMOMPOCHUTD BBIIIOJHUTH IIOABEMBI T'OJIOBBI U IIEPCXO] B CUAAYECC IMOJIOKCHUC, CCIIN
OH CIIOCOOEH ATO CAcIarhb. Cnez[yeT YKa3bIBaTb KkKOMMCHTAPUN» B pa60qel71 Ta6J'II/IHe;

* PEKOMEHAYETCS BBIITOJIHATH TeCThl NSAA B NpeAIo)KEHHOM HOPSAKE (IIPUM.: HACTOALIUHI MOPSIIO0K
3aJJaHUi ObUT U3MEHEH AJIs IpoBeAeHUs Oosiee 3(h(HEeKTUBHON OLIEHKU M OTIIMYAETCs OT
IIOCJIEZIOBATEIILHOCTHU UCCIIE0BAaHUM, UCIIOJIb3YEMON B IIPEBIIYIINX BEPCUSX);

* HE ucnonp30BaTh MaThI;

* oOparaeM Balle BHUMAaHUE, YTO BPEMs B CEKYHIaX OKPYIIIAETCS 10 OJIMKANUIIEro 3HAYCHHS
JECATBIX CEKYH/]IbI BO BCEX 3a/laHUSAX HA BpeMs (K IMpUMeEpY, OABEM C mosa win oer Ha 10 m);

* BBITIOJTHEHUE YIIPAKHEHUH OLIEHUBACTCS CIEAYIONIUM 00pa3oM:
2 = «HopmanbHO» — 6€3 OTKJIOHEHUH

1 = C nebonpmmmMu MoaAU(UKATUSAME, HO TAIIMEHT BBHIIOIHSET 3aaHne 0e3 JOMOTHUTEIbHOM
IIOMOLIU

0 = He MOKeT BBIIOIHUTE 3aJaHUE CAMOCTOSTEIILHO;

¢ €CJIM, 110 BallIeMy MHCHHIO, ITAOUCHT MOXKCT ITOJIYUUTDH Ooiee BBICOKYIO OILICHKY, KOTOpas ObLIa
HIDKE 13-32 HEBBIIOJIHCHHS KaKHX-JIM00 yCJIOBHfI WM HEAOCTATOYHOI'O ITIOHMMAaHUs 3aJaHHAA,
IOIPOCHUTE CIo MMOBTOPUTH YHPAKHCHNUEC U ITIOBTOPHO OLICHUTC €TI0 BBITIOJIHCHHUC.

* Ecniu BBI HE YBEpEHBI, MOXHO JIM OIICHUTH BBHITIOJTHEHUE 3a/IaHUS BBIIIE, CTABBTE 32 HETO HUXKHIOKO
OLICHKY.

IloaroroBka.

* otMepbTe 10 METPOB B JUIMHHOM TUXOM KOPHJIOpE WJIM MOMELIEHUH. YKaXUTE JTUHUIO (UHUIIA Ha
oTrMmeTke 11 MeTpoB, YTOOBI MALIMEHT TOYHO NMpoOexkall yepe3 oTMeTKy 10 MeTpoB, a He 3aMeaTuIIcs
nepen GUHUILIEM;

* o0ecrieybTe YUCTOE MPOCTPAHCTBO HA MOy IUIOMa b0 3*3,5 M, 10CTaTOYHOE JUIsl BBITTOJIHEHHS
APYTUX 3a7aHul (K IpUMEpY, HOABEM C MOJa).

IIpuaoxenue I'7. Moaynb oneHkn padoTocnoco0HOCTH BepXHUX KoHeuHocTeil qist ML

Ha3zBanue Ha pycckoM si3bike: MoIysb OIIEHKH Pa0OTOCTIOCOOHOCTH BEPXHUX KOHEUHOCTEH ISt
M

OpurunaabHoe HazBaHue (eciau ecth): Performance of the Upper Limb Module for DMD 2.0
(PUL or DMD) Worksheet

Hcrounuk (opunuanbHbIi caliT pa3paboTUUKOB, MyOnuKanus ¢ Banuaaiuei): [138]

Tun (moguepkHyTh): IMIKajJa OLEHKH, HHIEKC, BONPOCHHUK, Apyroe (YTOUHUTH)

Ha3navenue: QpyHKIIMOHAIBHAS OLICHKA JBM)KEHHI B pykax y naruentos ¢ MIJI/M/IB, moxer
MCIIOJIb30BAThCs ISl OEHKU A(P(EKTUBHOCTH TE€PAIHH.

Conep:xanue (11abaoH):


















