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Cnmcok cokpameHui

AJIT — ananmHamuHOTpaHCcepaza

ATI® — aHTHOTCH3UH-TIPEBPAIIAIONIUN (PEPMEHT

ACT — acnapraramuHoTpaHcdepasa

I'TT — ramma-rmotamunTpancdepasa

KEJI — Xu3HEHHass EMKOCTb JIETKUX

NI'X — MMMYHOTHCTOXMMHUYECKOE UCCIIEJOBAHNE

KT — xomnbrotepHas Tomorpadus

K®K — kpearurdocdornnasza

JIAI' — nakraraeruaporeHasa

JI®K — neyeOHas pusmueckas KyiabTypa

M/Ib — mbimeunas auctpodus bekkepa

M/l — mbimeynas guctpodus Jromenna

MHO — mexayHapo/1HOe HOPMAJIM30BaHHOE OTHOLIEHHE
MIIKT — mMuHepasibHas INIOTHOCTb KOCTHOW TKaHU

MPT — marHuTHO-pe30HaHCHAsE ToMorpadus;

[TKMJI — nosiICHO-KOHEYHOCTHBIX MBIIICYHBIX TUCTPOduit
[TLIP — nosmmepa3Has uenHas peakiuus

CABI' — cunapom aedunrita BHUMaHUS U TUIIEPAKTUBHOCTH
OB — ¢pakimus BeIOpoca JIEBOTO KeTy109Ka

OB/l — ¢dyHKIIMS BHEUTHETO bIXaHUS

@®XKEJI — dopcupoBaHHas )KU3HEHHAst EMKOCTb JIETKUX
YJIJI — yacToTa ABIXaTEIbHBIX JBHKECHUN

V31 — ynbTpa3ByKOBOE MCCIICIOBAHUE;

OKI" — snektpokapauorpadus;

OHMI" — snekrponeiipomuorpadus;

Ox0-KI" — sxoxapauorpadus;

MLPA — multiplex ligation-dependent probe amplification (MynbpTUIUIEKCHAS JTUTAH]I-
3aBHCUMasl aMIUTA(DUKALINA)

NGS — next generation sequencing (cekBeHUpOBaHKE HOBOTO TIOKOJICHHSI)



TepMuHbI U onpeaeIeHUs

AMOYJIATOPHBIN NAallMeHT — MAIUEHT, CIOCOOHBINA K CAMOCTOSTENILHON X0Ab0e.

Kapauomuonarusi — reTeporeHHass rpymma 3a0o0JeBaHM MHOKapAa, CBA3aHHBIX C
MEXaHUYECKOW MIIH SIIEKTPUIECKON TUCHYHKIUEH, KOTOpasi OOBIYHO MPOSBISETCS HEaeKBaTHOM
runeprpodueit win aunaranueil. Kapauomuonarun MoryT Kak H30JIMPOBAHHO MOPAXKaTh TOJIBKO
cepAle, Tak ¥ ObITh YaCThIO NE€HEPATM30BAHHOIO CUCTEMHOrO 3a00JIeBaHUs, YacTO MPUBOJAT K
CepAECYHO-COCYTUCTON CMEPTH WM K HMHBAJIMAU3ALUH, OOYCIOBICHHOH Nporpeccupyromei
CEpIEYHON HENOCTATOYHOCTBIO.

IHosicHO-KOHEYHOCTHbIE MBbIIIEYHbIEe AUCTPOPUM — TPYINIa MBIICYHBIX AUCTPOQHIA,
XapaKTEepU3YIOLIAsICsl TIOPAKEHUEM IIPOKCUMAIbHBIX OTAEI0B BEPXHUX U HMXKHUX KOHEUHOCTEH.

IIceBaorunepTpodus MbILIL — BU3YaIbHOE YBETUUCHHUE OT/ICIbHBIX IPYIIN MBIIIIL BCIEICTBUE
UX 3aMEHbI )KUPOBOW WK (PUOPO3HOIN TKAHBIO.

CyOMakcuMAaIbHBIH PeKUM HATPY3KH — 3TO PEXUM, 7SI KOTOPOTO XapaKTepHbI OTCYTCTBHE
OJIBIIIIKY, YyBCTBA YTOMJICHHS U OOJIM B MBIIIIIAX.

Mbimeuynas auctpodusi bexkkepa (M/IB) — HaciieACTBEHHOE PELECCHBHOE HEPBHO-MBIIIICUHOE
3a0oneBaHue, CILEIUIEHHOE C X-XPOMOCOMOH, BbI3BaHHOe MyTamnusmMu B rene DMD,
MPUBOAIIMMHA K HEAOCTATOYHOW (DYHKIUU IUCTpOo(dHHA, UMEET MO3/IHEE HAyalo M BBI3BIBACT
0oJiee IerKue CUMIITOMBI, SIBJIsSIETCS O0Jiee JIETKUM BapUaHTOM 3a00JI€eBaHuUs, IPU KOTOPOM CHUHTE3
Oenka qUCTpopuHA UIET HE A0 KOHIA, U B pe3yjbTaTe MOJIy4aeTcsl HEMHOTO YKOPOUEHHBIN, HO
BITOJIHE (DYHKIIMOHAJIbHBINA OEIOK.

Mbpimeunas aucrpodpusi Tomenna (MJIJ[) — HacieACTBEHHOE pPEIECCHBHOE HEPBHO-
MBIIIIEYHOE 3a00JIeBaHNE, CIEIUIEHHOE ¢ X-XpOMOCOMOM, BbI3BaHHOE MyTaiusimMu B rene DMD,
MPUBOJIAIIMMH K OTCYTCTBHUIO UM HEIOCTATOUYHOM PyHKIIUU JUCTpOPHHA, UMEET paHHEee Hadajo
Y BBI3BIBACT TSKEIIOE TEUCHHUE.

JuexkTpomuorpadguss (OMI, DOHMI, wMuorpadus, snekTpoHeipomuorpadus) — MeTOI
UCCJIEIOBaHMSI OMOAIEKTPUYECKUX TOTEHIIMAIOB, BOSHUKAIOIINX B CKEJIETHBIX MBIIIIIAX YeJIOBEKa
Y J)KUBOTHBIX MPH BO30YX/I€HUH MBIIICUYHBIX BOJOKOH; PETUCTPALUs CIIOHTAHHOMU, TPOU3BOIbHON
Y BBI3BAaHHOM 3JIEKTPUYECKON aKTUBHOCTH MBIIIILI.



1. KpaTkas nHgopManus no 3a00J1eBAHNI0 UM COCTOSTHMIO (rpynime
3a00J1eBaHUI MJIH COCTOSIHUH)

1.1 Onpeaeaedne 3a00JeBaHusl MM __COCTOSIHHMS _(Ipynnbl__3a00JieBAHUI _WJIHN

COCTOAHMI)
ITporpeccupyronias meitreuras guctpodus Jromenna (M) (OMIM # 310200) — sto

HACJIEJICTBEHHOE X-CIEIJIEHHOE HEPBHO-MBIIIEYHOE 3a00JieBaHKE, BbI3BAHHOE MYyTallleil reHa
DMD, koaupyromiero 0enok IUCTpO(UH, MPUBOASAIIEE K OTCYTCTBHIO WM HEIOCTATOYHOMH
¢ynkuuun  guctpoduna. OOBIYHO TOpakaeT MajJb4YMKOB B JETCKOM Bo3pacte. OHO
XapakTepusyercs caaboCThi0 MPOKCUMAIBHBIX M TUIIEPTPO(DUEH HKPOHOKHBIX MBIIII. B cpenHem
K 11 rogam manueHTHl TEPSIOT BO3MOXHOCTH CaMOCTOSITENIBHO IEPEIBUraThCsl U CTAHOBSATCS
HeaMOynaTopHbIMU  O00JbHBIMU. CMepTh 00bIYHO HacTymaeT K 20 rojgam BCIEICTBUE
KapIMOpeCIUPaTOPHBIX OCIoKHEeHu# [1-3].

Knunnuecku Beiaenstot 2 Gpopmsl: nporpeccupyromas muoauctpodus Hromenna (M)
u nporpeccupywomas wmuonuctpobus bekkepa (MJB). Ilporpeccupyromasi MbliieuHas
auctpoduss  JromenHna (muomuctpodus Jromenna) — HaumOosiee TspKenas ¢dopma ¢
MaHudecTaneld B Bo3pacTe 2-5 JET W NPOTPECCUPYIOIIUM 3JI0KAYeCTBEHHBIM TECUCHHEM:
(dopMHpOBaHHEM BSUIBIX I1ape30B, Mapalv4eld M KOHTPAKTYp MBI, 00€3BUKEHHOCTH.
[Iporpeccupytomas  Mbimieunas auctpoduss bekkepa (muommctpodus Bekkepa, MJIB)
noOpokauecTBeHHass ¢opma 3abojeBaHus ¢ MO3AHUM nedroToM B 10-20 ner u MeaneHHBIM
IPOrPECCUPOBAHUEM CHUMITOMOB MBIIIEYHOH C€Ia0OCTH C COXpaHEHUEM CIOCOOHOCTH K

CaMOCTOATENILHOM X0/1b0e B TeueHue 15-20 jer ot Havana 3adoneBanus [29].

1.2 ITHOJOTrUA ¥ IATOreHe3 3200J1eBAHUSA WJIN COCTOAHUSA (IrpyHnbI 3200JJeBAHNHA NI

COCTOSIHMH)

B ocroBe MJIJI u MIb nexut myrtaius B reHe aucrpoduna (DMD), npuBoasiuas

pa3BUTHIO JepUIUTa W/WIM HapylIeHUI0 (QYHKIUU OAHOMMEHHOro Oenka. OOBIYHO MyTarus
SIBJISICTCS.  HACIICJACTBEHHOW; B TPETH CilydaeB — MyTanus croHTanHas (de novo). Ten
TUCTpo(hHA — OJMH M3 caMbIX OOJBIIMX TE€HOB 4YeNoBeKa, COAepKUT 79 s3k30HOB. Cpeau
myTanuii B ~65% ciy4daeB BcTpewaroTcs KpynHble naeneuuu; ~10% wyrtanuii npencrtaBieHO
TYTUTAKAIMSIMU, @ OCTAJIbHBIC CITyYal — TOYKOBBIMH M MaJIBIMU MYTAIMSIMH, U3 KOTOphIX 10-15%
Ipe/ICTaBICHBI HOHCEHC-MyTalUsIMu (cTorn-myTtaiusi) [4].

benok nuctpoduna yyacTByeT B pabOTe CKEJNETHBIX MBIIIL, ABIXaTEIbHOW U CepJIeuHO-
COCYJIUCTOM CHCTEM — CBSI3bIBA€T BHYTPEHHUH IIMTOCKENET C CApKO- W AMCTPOTIUKAHAMU B
MeMOpaHe H BHEKJIETOYHOM MATPHKCE, OOECIIeYMBACT MEXAHHUYECKYI0 U CTPYKTYpPHYIO

CTaOUIIPHOCTh MeMOpaHbl MBIIIEYHBIX BOJIOKOH NIpHU HMX COKpamieHud. JuctpoduH Taxxke
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. 1.3 DOnuaeMuojorus 3a00JeBaHUsl HMJIH COCTOSHHS (Irpynnbl_3a00JieBaAHUI _HMJIH
COCTOSIHM)

IIo pasaeiM wucrounukam 3aboneBaemoctb MJIJ] onenuBaercs kak 1:3500-6000
HOBOPOJK/ICHHBIX MaiibuukoB [6]. [To Hanbosee akTyalbHBIM HAYYHBIM JaHHBIM OOIEMUPOBas
0

3aboneBaemoct  MJIJI  cocraBaser  1:5000 HOBOPOXIACHHBIX  MalbuuKoB  [25-27].
K

3aboneBaemocts M/Ib ouenuBaercs kak 1 Ha 20 000 HOBOPOXIEHHBIX MajbuuKOB [25-27].
p

[annsle no 3a0oseBaeMocTty B PM Ha 1aHHBII MOMEHT OTCYTCTBYIOT.

a

1 1.4 Oco0eHHOCTH KOANPOBAHNSA 32001€BAHNS WM COCTOSHUS (IPYNnbI 32001eBaHU

foam cocTosinmii) mo MexIVHAPOIHON CTATHCTHYECKOH Kaaccupukamum 0oJie3Held W

HDOﬁJ’leM, CBA3AHHBIX CO 310POBHEM

1 Cornacno MKB10, 3a6oneBanue otHocutcs K kiaccy VI, 601€3HIM HEPBHOW CHUCTEMBI,

&71.0 — nepBuuHOE OpasKeHHE MBIIIL (MBIIICUHAS TUCTPODHS).

M(bopMm 6enka nucTpodrHa ¢ MEHbILEH MOJIEKYJIIPHOM Maccoi y4acTBYIOT B paboTe

pasma b RO EHT Gt e NP YA B ER R S ABOT TS ra PR A fgsfpoduit (IIKMJD)

XAPaKTCPUIYIOIMIUXCA NNPCUMYIICCTBCHHBIM IMOPAXKCHUEM IMPOKCUMAJIBHBIX OTHCJIOB BECPXHHUX U

HIKHUX KOHEYHOCTEW. B 3aBUCHMMOCTH OT HpPOrpecCUpOBaHUS CHUMITOMATHKH, BBIACISIOT 5
craauit MJIJI.

1 craguss — OeccumnToMHas (MoknMHUYEcKas). Ha 3Toi cramuu nuarHo3 MoKeT ObITh
3aMmojI03peH B ciy4ae ompesesieHus MoBbieHHON akTuBHOCTH KDK B KpoBH, HEOOBICHUMOM
noBbIIeHHH ypoBHs TpancamuHasz (AJIT, ACT) wiun Hamuuus caydaces 3a001€BaHusI B CEMEHHOM
aHaMHEe3€ M YCTAHOBJIEH TTOCJIC MTPOBEACHUS MOJICKYISIPHO-TEHETUYECKOTO UCCIICIOBAHUS.

2 cramgust (paHHsAsI amMOynaTopHas) — COXpPaHEHA CIOCOOHOCTh K CaMOCTOSITEIIBHOMY
nepeABMKeHU0. i1 3TOM 3TOM CTaiud XapaKTEpHbI CIEAYIOIIME CUMIITOMBI: HapacTarolas
MBIIIEYHAss C1a00CTh, OBICTpas YTOMIISIEMOCTb, YacThle MAICHHs, HCIIOJIb30BAHUE TpHEeMa
['oBepca mpu moxbeMe W3 MOJOKEHUS CUIS U JIeKa, M3MEHEHHE TTOXOIKU MO0 THIYy «YTHHONY,
XO0KJICHHE Ha HOCKaX, MceBAorunepTpodust MoIi rojeHeid. CmocoOHOCTh MO IbeMa 10 CTYIICHSIM

COXpaHeHa.



3 craaus (mMo3aHsAs aMOyJIaTOpHAs) — COXPAHSETCS] CIIOCOOHOCTh K CAMOCTOSITEIILHOMY
NEPEABIKECHUIO, HO OTMEUAeTCs HapacTaHWE BCEX CHUMIITOMOB M3 2 CTaauu (HapacTaroT
TPYAHOCTH TMPHU XOJb0E€, YTPAauUBACTCSl CIIOCOOHOCTh MOJHUMATHCS IO CTYICHSIM U MOAbEMa C
oJia).

4 cramusi (paHHssA HeaMOyJaTopHas) — YTPa4MBAeTCS CIIOCOOHOCTh CaMOCTOSITEILHO
MePEIBUTATHCS, JUIsl TIEPEABMKCHUS TPEOYIOTCS CHeIHAbHBIC CPEICTBA, PA3BUBACTCS CKOJIHO3,
COXpaHsIeTCS IBUTATEIbHAS AKTUBHOCTD PYK.

5 cramus (mo3aHssE HeaMOyJaTOpHas) — OTPAaHUYCHBI (PYHKIIMU BEPXHUX KOHEYHOCTEH,
TPYAHO YACPKUBATh TMOJOKECHUE TeJla, HApacTaeT CepcyHasl U JbIXaTebHasi HeIOCTaTOYHOCTh

[1,2,37].

1.6 Kinyunyeckass KAPTHHA 3200J1€BAHNA UJIHM COCTOAHNSA (ITPYyNNbI 3200JeBaHNI WJIN

COCTOSTHMI)

EOJ'IBH_II/IHCTBy MAaJIbYUMKOB JHAarHo3 MI[I[ YCTaHaBJIMBACTCA TOJIBKO IIPpU IIOABJICHHUUN

NEPBBIX MPU3HAKOB 00JIE3HU MOCIIE MEPHO0/Ia OTHOCUTEIBHOTO MOTOPHOT0 Oaronoiayuus. B ator
nepuos (10 2—3X JIeT KU3HM) MPOMCXOJUT WHTCHCHBHOE €CTECTBEHHOE Pa3BHTHE CKEIIETHBIX
MBI, TpeobIiaaonee Haa JUCTPO(PUIECKUMU IIPOLECCAMU, B CBSA3U C YEM CUMIITOMBI OOJIE3HU
OOBIYHO BBIPAKEHbI HE3HAYMTENbHO, WJIM MX OOHapyXeHue TpeOyeT yriayOJIeHHOro H
TIIATEIBHOTO Morcka. OIHAKO MpPH TIIATEIBHOM OCMOTpE M cOOpe aHaMHe3a YacTO Ha JTOH
cTaauu OO0JIE3HM BBISIBISETCS 3a/€p)KKa PEUueBOrO0 U MOTOPHOro pa3BuTHs. PebeHok mo3xke
HAa4YMHAET JEpXKaTb TOJIOBY, CaMOCTOSTENbHO cuAeTb M XoauTh. IIpu MJIJl netm 3auactyro
HAuMHAIOT XOAUTh B Bo3pacTe 18 MecsieB U ctapiie. Takxke ciydyaifHON HaX0IKOH MOXeT ObITh
6eccumnromHoe nosbienne KOK u tpancamunas. Ilosbimenne KOK (B gecsth u faxe COTHU
pa3) HaOIoJaeTCs cpa3y Mocie pOXKACHUS MATbUYHKaA U HA aMOYJIaTOPHBIX CTAIUsAX 3a00JIeBaHUS,
U JOJDKHO PaccMaTpHUBaThCsl BPauyoM KaK OJHO3HAa4YHBIN 1MOBOA 3amono3puts MJIJ[ u nposectu
JlaNbHEeHIIne UccneJOBaHus I OATBEPXKICHHUS UM UCKIIOYEHUs JAHHOTO 3a00JeBaHUs (CM.
pazaen 2.3). Iloseimenue AJIT u ACT (tak xe yacto B aecatku pa3) u JIII' (B Heckonbko pa3)
nmMeroT npu M1/ MbllieyHOE, a HE TEYEHOYHOE TPOUCXOKICHHE.

Ha panneit amOynatopHoii cramuu (oObryHO ¢ 3-5 ner) HaOMIOJAIOTCS ClENyIOUIHe
KJaccudeckue nmpusHaku MJIJ1: HapacTaromas MbleyHast cabocTsb (60ble B MPOKCUMAaIbHBIX
OTAeNdax PyK W HOT), CHHXKCHHE TOJEPAHTHOCTH K Harpy3kam, ObICTpas YTOMIISIEMOCTb,
HEYKIIIO)KECTh, YacThle MaJleHus, 3aTpyJHEHUs NpU noabeMe mno JjectHuie. [lpu nmoxseme u3
MOJIOKEHUS CUJSl Ha TOJIy WJIM Ha KOPTOYKaxX MalMeHT UCMOoib3yeT npueMm ['oBepca («mmoabeM
JIECEHKOI» — ymupaercs pykamMH Ha cOoOCTBeHHble Oezipa, momorasi ce0e IOJHATHCS B

BCPTHUKAJIIBHOC HOJ'IO)K@HI/I@), IIOXO0AKa CTAHOBUTCS nepeBanHBa}omeﬁCﬂ (TaK Ha3bIBacMasl «yTHUHas
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HIOXOJIKa»). XapaKTepHO XOXKACHHE Ha MbICKaX WIM MOJIYyIIeYKax majibleB Hor. [Ipu ocmotpe
MOTYT OOHApYKMBAThCSl TICEBIOTUNEPTPO(US MBI TOJEHEH, «KPBUIOBUAHBIC» JIOMATKH,
TUIIEPJIOPAO03 TOSCHUYHOTO OT/ENa MO3BOHOYHMKA, CHIKEHHE CYXOXKUJIBHBIX pPe(pICKCOB H
ToHyca MbIm. Ha atoii cranuu (B 3-5 71eT) yxe B 5% ciydaeB MOKHO OOHApYXHUTh IMOPaKCHUE
CepAeYHON MBIIIIBI (KapAXOMMONATUS) B BUJIE CUCTOJIMYECKOM MUOKapAHaIbHON TUCHYHKLIUU
(cHmxeHue ¢ppakuuu BEIOpOCa JIEBOTO XKelynouka MeHee 55% B uccienoBaHuu 1o Telxrombiry)
[12]. TIpu sToM pa3mep JEBOTO Kelyaouka Kak mpaBwio He yBenudeH. Ha DKI BowisBisiercs
TaXUKapAus B JTHEBHOE M HOYHOE BpeMs; yKopoueHHe MHTepBajia PQ, mpu3Haku MOBBILICHUS
AJICKTPUYECKON aKTMBHOCTH IMPaBOro keiaynodka (3yoer R> S B otBenenusx V1-V2), a takke
yBennueHue aMiuuTyabl 3yona Q B oreenenusix 1, aVF, V5-V6 [28, 83-93].

Ha no3neli amOynaTopHO cTainuu C1aboCcTh MBI HEYKIIOHHO Mporpeccupyet. Xoap0a
CYIIECTBEHHO 3aTPYAHSETCS, YBEJIMYMBAETCS TUIEPJIOPI03 IMO3BOHOYHMKA, (OPMUPYIOTCA
KOHTPAKTypbl (OMHMMH M3 IEPBBIX MOSBISIOTCS KOHTPAKTYpPBI T'OJCHOCTOIHBIX CycTaBoB). B
BO3pacTe 6-9 et xKapauOMHOIATHs BBIABIAETCS yXe B 18% cilydaeB B BHIIE CHCTOIHYECKOU
MHUOKapaAnanbHOi auchyHkimuu. COrllacHO peKOMEHIANMsM, HEOOXOIMMa €XeroIHas OIEeHKa
COCTOSIHUSL ~cepua; Ha3HayeHue MHruOuTopoB AIl® Mo  aHTaroHUCTHl PELENTOPOB
anruoTensuHa Il kK MOMEHTY JOCTHKEHUs manreHToM Bo3pacrta 10 ser [28,83,93].

Pannsis  HeamOymatopHasi — cTaaus  XapakKTepu3yeTcs  yTpaToll  CIOCOOHOCTH
CaMOCTOSITENILHO MEePEIBUTATHCS, PEOCHOK BEIHYKIEH IOJIH30BATHCS KPECIOM-KaTaJIKOH, KOTOPO
MOXET YIpaBJIATh CAaMOCTOSTEIbHO TIOKA COXpaHeHa JBMraTeilbHas aKTUBHOCTb pYK.
[TporpeccupoBanue 60J1€3HN MPUBOAMT K (POPMUPOBAHUIO CTUOATENBHBIX KOHTPAKTYpP KOJIEHHBIX,
Ta300€pEHHBIX M JIOKTEBBIX CycTaBOB. DopMHUpyeTcsi BBIPAKEHHBIH S-00pa3HBIN CKOJINO3.
Haunnarot pa3BUBaThCs cepliedHast M JeroyHasi HeJoCTaTo9HOCTh. B Bo3pactre 10-13 et u3-3a
CHIDKEHMSI (U3MYecKOoil Harpy3ku (B TEpBYIO ouepeAb H3-3a yTpaTbl CHOCOOHOCTH K
CaMOCTOSITENIbHOW ~ XoAb0e)  CHMKaeTcss  (Qu3MOJOrMyeckas Harpy3ska Ha  MHOKapi.
Kapauomuonarus B BHJE CHCTOJIMYECKOM MMOKapAWaIbHOW IUCQYHKIMM HAa STOW CTaauu
Oouie3nu BoeisiBisieTcs: B 18% ciyuaes [28, 83-93].

Ha no3nneit HeamOynaTopHO cTaguu (YHKIMS BEpXHHUX KOHEYHOCTEH MOCTENEeHHO
yrpauuBaetcs [3,6,7]. Eme Gonblie HapacTaeT cepievHas U JIerOuHast HeIOCTaTOYHOCTH.

®ubpo3 cepAna NPUBOAUT K PA3BUTHIO ITWIATAIIMOHHONW KapAWOMHOIIATHH, HAPYIICHUIO
pUTMa M TPOBOJMMOCTH MHOKapnaa. YacToTa BBISBICHUS KapAHOMHONATHN YBEIWIHBACTCS IO
38% B Bo3pacrte 14 ner, 1o 57% B 15 ner, a y nuu crapiie 18 set yxxe 6obiie, ueM B 61% ciiyuaeB

8,9].
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CeppeuHas mMaToyIOTHs MOXET AOJT0 MPOTEKaTh CYOKIMHUYECKH (0e3 SIBHBIX CUMIITOMOB
CepAeYHON HEeI0CTaTOYHOCTH ) MOCKOJIbKY PU3HAKA XPOHUYECKON CepAeYHON HETOCTaTOYHOCTH
IlA cramuu 3aMeTHBI TOJBKO MPH (PU3HUYECKOM HATPYy3Ke, HO HAa HeaMOYIaTOPHOU CTaauu OOJIHHON
HE MOXeT ce0e MO3BOJIUTh (PM3UUYECKYIO HArpy3Ky, HEOOXOAMMYIO JUIS MPOSIBICHUS CEplIeYHON
HepoctaToyHocTu. [lo Mepe mporpeccupoBanusi 00J€3HN Y MAIlMEHTA MOSBISETCS BbIpayKeHHAs
TaxXUKapAus, 1ajee MOTYT IIPHUCOCTUHSATHCS OTCKH, AUCITHO (BpeMsi OSBJICHUS KOTOPOTO 3aBUCHT
OT COCTOSIHHSI JIbIXaTeNbHBIX MbIIII). [Ipu KpuTHUECKOM CHMXKEHUHM (pakiuu BbiOpoca (OB
<<35%), a Taxxke Ha ¢oHe (udOpo3a JEBOro >KeIyJouKka pa3BUBAETCS aHacapka, acluT,
BhIpakeHHast ciaabocth u Taxukapaus [28, 83-93]. B atux ciydasx Ha J1000M 3Tarme MOTYT
NPUCOEIMHSITHCS HAPYIICHUS CEPJICYHOr0 PUTMA Pa3InYHOro Xapakrepa [28].

[TopakeHue NErkuxX NPUBOAUT K XPOHUYECKHM PECIUPATOPHBIM HHQEKIHSIM Yy BCEX
narueHToB. C notepeit amOynatopHoctu JXEJI HeykinonHo ymensbinaercs Ha 8-12% B rox. ¥V
OO0JIBIIIMHCTBA OOJBLHBIX OOHAPYKUBAETCS OOCTPYKTUBHOE armHod cHa [14].

Y 30% nanueHTOB HAOMIOJAIOTCS MHTEUIEKTyaJIbHbIE HapYLIEHUs, OCOOEHHOCTH
HEWPOpPa3BUTHSI, ONICPATUBHOW MaMsATH U noBeaenus [15,17].

Octeomnopo3 BcTpevaercs y Beex aererd ¢ M/I/] u BeIsiBIIsieTcs TOr/Aa, KOTja MAaIbUUKH €IIe
CIIOCOOHBI K CAMOCTOATEIbHOMY IepeaBrkeHnto. C BO3pacTOM IUIOTHOCTh KOCTEH MPOAOIKAeT
yMmeHbmatbes. [lepenoMel TpyO4aThIX KOCTEH, CBSI3aHHBIE C OCTEOIIOPO30OM M YaCTHIMH
HaJICHUSIMH, BCTPEUAIOTCS 4aCcTO, IPUOIM3UTENBHO Y 21-44% nanumentos [19,20].

VY GonbHbIx ¢ M/I/] yacTo OBIBaIOT OCIIOKHEHHSI CO CTOPOHBI KeNyI0YHO-KUIIEUHOTO
TpakTa ¥ MpoOJeMbl ¢ MUTAHUEM, KOTOpPblEe MPUBOIAT K AUCOATAHCY MUTATENbHBIX BEIIECTB U
JKUJKOCTH, TIOTepe WM HAo0O0OpoT, Habopy Maccel Tenma. B mo3gHeidt craaum 3abojieBaHUs
MOSIBIISIFOTCS TUC(arus ¥ KOHTPAKTypa HUKHEH YETFOCTH.

B cBs13u ¢ perynspHbIM NpUEMOM KOPTUKOCTEPOUIOB CHUCTEMHOIO JEMCTBUS Y MHOTHMX
MAIMEHTOB Pa3BUBAIOTCS TaKHe HEKelIaTeNbHBIC SBIICHUS KaK HApYyIIEHHsS POCTa M TOJOBOTO
CO3pEBaHMsI, HAAMOYECYHUKOBAS HEIOCTATOYHOCTh, HApPYIICHHE TOJEPAHTHOCTH K TIIIOKO3E U
caxapHblii amaber 2-ro THMA, apTepualibHas THUIEPTEH3Ms, YCUJICHHWE OCTEONopo3a,
dbopmupoBaHue KaTapakThl. Bee nepednciennbie HapyeHus TpeOyroT 0053aTeIbHOM KOPPEKIUU
¥ HaOMI0IeHHs Y TPOPUIBHBIX CIIEIIUATHUCTOB.

B OonpmmHCTBEe cinydaeB cmepTh manmueHToB ¢ MJIJ[ Hactymaer oT cepmeyHOM u
JIBIXaTeTbHON HeTOCTATOYHOCTH B KOHIIE BTOPOTO — CEPEIMHE TPETHETO NECATHIICTHS )KU3HU. TeM
HE MEHee, CBOEBPEMEHHOE Ha3HAYeHHE KOPTHKOCTEPOHIOB CUCTEMHOTO JIEHCTBUSA, POBEIECHUE
PETYISAPHBIX PeaOMIUTAIMOHHBIX MEPOMPHUATUH, CBOEBPEMEHHBI KOHTPOJIb padOThI CepACYHO-

COCY}IHCTOﬁ n JIBIXaTeHBHOﬁ CUCTEM, TIOABJIICHUC IMATOICHCTUYCCKHUX MCETOJOB TCpalnunu
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MO3BOJISIOT CETO/IHSI 3HAYUTEIbHO YBEIHUUTh MPOJIOJKUTEIBHOCT U KAUECTBO KU3HU NAI[IEHTOB
c M.

MJIb sBusiercs Oonee moOpokadecTBeHHON (opmoii Oonesnu. [[ebroT HaOmromaercs
3HAUUTEIILHO MMO3ke, B Bo3pacTe 10-20 mer. 3abosieBaHUE MPOTPECCUPYET MEJICHHO U PEIKO
npuBoAUT K mHBaMau3anuu 10 40 ner. Matemnexkt npu M/Ib o6pryHo coxpanen. [Ipu MJIb
XapaKTepHO TOPAKEHHWE MHUOKapAa W pa3BUTHE TUNEPTPOPUUECKON WIHM IUIATAIIHOHHON
kapauomuonaruu (no 50% ciayqaes) [29].

[Tpubmm3utensHo B 8% nposBaenus MJIJ] moxxer HaOMOMATHCS y JKCHIIMH-HOCUTECH
nedeKTHOro reHa. 9To MOKET IPOUCXOAUTh B Pe3y/IbTaTe TAKUX HAPYIICHUN KakK JalOHU3alus
(MHAKTHBAIMS) XPOMOCOMBI X, TIOJNHOW wWiu Mo3andHod (opmax cunapoma IllepemeBckoro-
Tepuepa. Kinmauueckue mposBICHUS OOBIYHO JEOIOTHPYIOT B IEPHOJ TOPMOHAIBHBIX
MePeCTPOeK, TAKUX KaKk OepeMEHHOCTh, Ha4ajo MEHCTpYyalluii, KiinMakc. 3a00lieBaHue Y HKEHIIUH
OOBIYHO MPOTEKAeT B 3HAUUTEIHHO OoJiee MATKON opme, yeM y MykuuH. [loMUMO MbImIeqHON
c1ab0CTH, TOCTATOYHO YaCTO MOT'YT HaOII0JaThCsl HAPYIICHHS CO CTOPOHBI CEP/IEYHO-COCYAUCTON
CHCTEMBI, TAKHE€ KaK HAPYIICHUsI CEPACUHOTO PUTMA, PA3BUTHUE TUTIATAIMOHHOM KapAMOMHOIIATUN
[30].

Hudbdepennmanbaas nuarsoctuka MJJI/MJIB npoBoguTcss co Bcemu OOJE3HIMM,
OCHOBHBIM KJIMHUYECKHM MPOSIBICHUEM KOTOPBIX SIBJISETCS MbIliedHas cinadbocts [137,139].
[TepeueHr OCHOBHBIX 3a00JIeBaHUM, BXOIAUIMN B tudpepentmanbubiii auarnos npu MJI/M/IB,

npezcrasieH B [Ipunoxenne A 3.2.

2. IMarHoCTUKA 3200/1eBaHUS WIN COCTOSIHNUS (TPyNNbI 3200/1eBaHNI WJIH
COCTOSIHUII), MEIMIIMHCKHE MOKA3AHUSA U POTUBONOKA3aHUS K IPUMEHEHHU IO

METOA0B JTMATHOCTHKH

Obpawaem BHUMAHUE, YMO, CO2NACHO MPeDOBAHUAM K PA3PAOOMKe KIUHUYECKUX PEKOMEHOAYUll,
K KadxiCOOMYy me3UCy-peKomMeHoayuu HeobXoo0umMo YKa3vleamv CUNLY PEKOMeHOayuti U
00KazamenvHyl0 0asy 6 COOMEEMCMEUU CO WKAIAMU OYEHKU YPOBHS OO0CHOBEPHOCHIU
ooxazamenvcms (VI/]) u yposus yoeoumenvnocmu pexomenoayuti (YYP). Jlna mnoeux mesucos
YVP u V]I 6yoem Huzkum no npuduHe OmMCymcmeuss HNOCEAUJCHHbIX UM KIUHULECKUX
uccnedoeanuil  gvlicokoeo ousaunna. Heezupas na smo, oHu AenAOMCA  HEOOXOOUMbBIMU

JIleMeHmamu 0o6cnedo8anus nayuerma ons ycmaHoe81eHuA ouaznoza u 6bl60pa mMAaKkmuKu jle4eHu:l.
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Juaenos MIJI/MJIB ycmanasnusaemcs Ha OCHOBAHUU COBOKYNHOCHU OAHHBIX
*  aHamMHecmu4ecKux,
*  KIUHUYECKUX,
*  pe3yibmamos 1abopamopHO2Z0 UCCAeO08AHUSL  (OUOXUMUUECKO20 U  MOAEK)IAPHO-
2EHEMUYECK020 AHANU3A).
K eonpocam ougghepenyuanvroli ouacnocmuxu ciedyem nooxooums 0coO0 SHUMAMENbHO (CM.
Ipunosicenue A 3.2).
Kpurtepuu ycTtaHOBJIeHHsI THATHO32 U COCTOSTHHS.
JluarHo3  yCTaHABIMBAaeTCSI HAa OCHOBAaHMHM PE3YyJIbTaTOB  MOJICKYJISIPHO-TEHETHYECKOTO

o0cienoBaHus, B Cllyyae BbISIBICHUS 1aTOTEHHBIX BapuaHToB B rene DMD.

2.1 7/Kaa00bl 1 aHAMHE3

[Tpu c6ope anamHe3a U xaynob ciaeayeT 0OpaTUTh BHUMAHUE Ha:

* OeccuMnToMHOE MOBBIIeHUE akTUBHOCTU TpaHncamuHas (AJIT, ACT) u KOK, JIAT B
CBIBOPOTKE KPOBH;

*  3aJIEpP’)KKy MOTOPHOT'O U PEYEBOTO Pa3BUTHUS,

*  MCEBIOTUNEPTPO(HIO MBIIII FOJICHHU;

* MOBBILIEHHYIO YTOMJISIEMOCTh (CHH)KEHHE BHIHOCIHBOCTH);

*  YacThIe MAJICHUS WIH HEYKIIOKECTh;

*  M3MEHEHHUE MaTTepHa MOXO/KH;

* TPYAHOCTH IPHU MOJBEME IO JIECTHHUIIE;

*  CIIOKHOCTH BBITIOJTHEHUS! OOBIYHBIX MOTOPHBIX 3aJaHMil (TIpHrcenanus, Oer Uiu Mpeo10IeHne
NPEIATCTBHI), HECTIOCOOHOCTh MPBITATh;

*  HCIOJIb30BaHUE BCIIOMOTATEIbHBIX MpHUeMoB ['oBepca mpu noabeMe ¢ moa;

* xonp0y Ha manblax;

* CHW)XEHHE MBIIIEYHOIO TOHYCA,

*  CHI)XCHHE WJIH OTCYTCTBHE CYXOXKUIBHBIX pe(dIIeKCOB;

e 0OIM B MBIIIIAX;

*  QOJU B CITHHE,;

*  SKBHUHYCHYIO YCTaHOBKY CTOII;

*  TICEBIOTHUIEPTPO(HIO MBIIII TOJICHH;

*  yTpaTy HaBBIKa CAMOCTOSATEILHON XOb0BI;

* TIOBEJCHYECKHE HAPYIICHUS;

*  3aJCpKKY pCUYCBOTO pa3BUTHsI I HAPYIICHUECA apTUKYIISIIIUH,
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TPYIHOCTHU C O0yYE€HUEM U BHUMAHUEM;

OOIIIYIO MBIIICYHYIO CJIA00CTh U OBICTPYIO (u3nyeckas yromiusemocts [1-3,6,39,42].

AnaMmHecTHYCCKUC C06BITI/I$I, Ha KOTOPLBIC HCO6XOI[I/IMO 06paTI/ITB BHUMAHHC y MTallUCHTOB

¢ nmono3penuem Ha MJIJI/M/Ib:

0JI aIleHTa — MY>KCKOH;

yCTaHOBJICHHBIN quarHo3 «lIporpeccupyromias MEOTUCTPOUS» Y POJICTBEHHUKOB
MY>KCKOTO T0JIa 110 MAaTEPUHCKON JIMHUU WJIM HEYTOUHEHHOE HEPBHO-MBIILIEYHOE
3a00JI€BaHUE;
YCTaHOBJICHHBIN (DaKT HAMYUS B CEMbE KEHIIMH-HOCUTENILHUI] TATOT€HHOI'O BapHaHTa
myTaiuu B rene DMD;
no3aHee (GopMHUpPOBaHUE HABBIKA CAMOCTOSTEIILHON XOIbO0BI,

3aJIep’KKy CTAaHOBIICHUS peyH,

3HauuTenbHoe nosbinenne KOK B anamuese;

NeOI0T KIIMHUYECKHUX MTPOSIBIICHUI B OOJBIIMHCTBE CiIy4aeB B Bo3pacte 2—5 net st ML u
10-11 et mis MJIB [1,2,38,41].

2Kano0bl 1 aHaMHE3 TaK)KE OIMHCAHBI B pasaciic «KKIMHUYCCKas KapTHuHa».

2.2 duzukajabHoe 00cae10BaAHHE

dusmkanpHOe 00C/IeI0BaHUE MAIMEHTOB MpH mogo3penur Ha MJ{J1/ M/Ib Bxirouaet:

U3MEpEHUE pocCTa,;

U3MEpEHUe Beca,

BU3YAIIbHYIO OLICHKY MTOXO/IKH: MUONIATHYECKas, [0 TUITY MepeBanBaroienics (YyTHHOM);
BU3YaAJIbHBIH OCMOTp MBIMIIL: TCEBAOTMNEPTPO(UsS HMKPOHOKHBIX MBIIIL; MPOKCUMAIbHOE
pacnpe/iesieHne MBIIIEYHbIX TUI0/aTpoduil 1 nape3os;

UCCIIEIOBAaHUE MBIIIEYHOIO TOHYCA: CHU)KEHHE MBILIIEYHOTO TOHyca, Oojbllie B
IIPOKCUMAJIBHBIX OTIEJNAX;

UCCIIE/IOBAaHHE MBIIICUYHOM CHJIBI: CIA0OCTh NMPOKCHMAIBHBIX MBI KOHEYHOTEH, MBIIII
Ta30BOT0 U IJICYEBOIO MOsICa;

UCCIIEIOBaHNE CYXOKHIIbHBIX PE(IIEKCOB: CHUKEHHUE WM YTpaTa CyXOKUIbHBIX pe(IeKcoB,;
MIOJIOKUTEIbHBIA cUMNTOM ['OBepca: HMCIOJIB30BAaHUE BCIOMOIATEIbHBIX IPUEMOB IPHU
MIOIbEME C T10JIA;

HCIOJIb30BaHNE BCIIOMOTaTENbHBIX MPUEMOB MpPH CIA00CTH MBIIII II€U MpPU MOJHUMAHUHU

T'OJIOBBI IIPH BCTABAHUM U3 IIOJIOKECHUS JICXKA Ha CIIMHE,
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* OCMOTpP KOCTHO-CYCTaBHOM CHCTEMBI: MOSCHUYHBIA TUIEPIOPI03, TYTOMOJBHKHOCTb WIIU
KOHTPAKTYPBI KPYITHBIX CyCTaBOB, CKOJIN03, «KPBUIOBHIHBICY JIOMATKH, Ae(hopMaIius TpyTHOMI
KJICTKH, YIUIOMICHHUE U AeopMaIus CTo,;

* HaJM4Me MOBEACHYECKUX PACCTPOMCTB: CHHAPOM ACPUINTa BHUMAHUS U TUIEPAKTUBHOCTH
(CIBI'), ayrrcTH4ecKre IpOsIBICHHUS, 00CECCHBHO-KOMITYJICHBHBIE PACCTPONCTBA,

* HEMPOTPECCHUPYIONIUE  OTKIOHCHHWs] B  KOTHUTUBHBIX  (YHKIUAX:  HapyIICHUE
KpaTKOBPEMEHHOM CIIOBECHOM MaMsITH, TUCICKCHS, CIIeIU(DUUIECKUE pACCTPOICTBA OOYICHNUS,

*  HaJM4Me dMOLIMOHAIBHBIX PACCTPOUCTB: JEMPECcCHsi, TPEBOKHOCTD, ahPEKTUBHOCTD;

* HCCJEIOBAaHUE CEepICYHO-COCYIHUCTOM CHCTEMBbI: YBEIMYEHHE YacTOThl CEpACUHBIX
COKpAIlICHH, MOBBILICHUE apTePUATIBLHOTO JaBICHUS;

* HCCIIEIOBAHUE JbIXaTeIbHOW cHUCTeMbl: yBenmuuenue YJIJI, ocnmabieHHOe AbIXaHUE MpU
ayckysprarmu [1,2,38].

HOI[pO6HO JaHHBIC Q)HBHKaHBHOFO O6CJ'ICI[OB8.HI/I$I OIIMCAHBI B Pa3/ICJIC «KIIMHUYCCKAA KapTHUHA».

2.3 JIaGopaTopHbIe THATHOCTHYECKHE HCCICI0BAHNS

Pannsas mmarnoctuka M/l m MJ/Ib — 3amor npaBWIBHOIO BEICHHS NALKUECHTOB,
CBOCBPEMEHHOTO HCITOJIb30BAHUS JJOCTYITHBIX CXEM TEPAITHH U PeaOMINTANHN IS TPODUIaAKTHKA

OCHOH(H@HHﬁ, COXpPaHCHHUA Ka4CCTBA U IIPOAOJIZKUTCIIbHOCTH JKU3HHU IMAIIUCHTOB.

o Pexomenayercsi omnpeneneHHe aKTUBHOCTH KpEAaTMHKHUHA3bl KPOBHM BCEM TMAlMEHTaM C
KIMHAYECKUMH CHMIITOMaMH, XapaktepHbiMu it MJIJI/MJIB, ¢ 1nenbio paHHeld JUarHOCTHKA
Oone3nu [2].

Yposenb yoenureabHocTH pekomenaanuii — C (YpoBeHb I0CTOBEPHOCTH I0KA3aTEIbCTB — 5)
Kommenrapmii: noswviwenue yposns KDK obaucamuvli, panHuu OOKIUHUYECKUN NPUSHAK.
Xapaxmepnoim ons M/ sensemcs nosviuwenue K@K ¢ 10-100 pas. B obszamenvrom nopsoxe
yposenv KK Oondicen onpedensimvcsa y nayueHmos 6 ciedyrowux cumyayusax: 1) pebenok He
xooum 6 16—18 mecsyes, npumensiem npuem I osepca npu écmasanuu uiy Xooum Ha nawbyax; 2)
umeemcs omseoujenHulll aHamues no MJ] unu nanuuue y O1u3KUX pOOCMEEHHUKO8 HeYIMOUHEeH020
Hep8HO-MblULeUHO20 3a00aesanus 3) y nayuema 6viaeneno nosviuernue mparncamunas (AJT, ACT)
HEsICHO20 2eHe3a y oemeli 8 OOKIUHUYECKOU cmaouy (KIUHUYeCKas cumyayus dauje ecmpedaemcs

y oemeli 8 6o3pacme 0o 3 n1em) [1, 2, 41].

* PexomeHayeTcsi mpoBeleHHE MOJEKYISpPHO-TeHeTHYecKkoro uccienoBanus B reie DMD Bcem
MalKUeHTaM ¢ cuMIToMaMu xapaktepHubivu it MJIJI/MJIb nnu nanmentam 6€3 CHMIITOMOB, HO €
noBbIieHHBIM ypoBHEM KDK (6omee 2000 En/n) ¢ 1iennbro mOATBEPKACHHS THArHO3a U IPOBEICHUS

MEJIMKO-TEHETUYECKOTO KOHCYIbTHpOBaHus cembr [1-4, 42, 43].
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YpoBenb yoenuTeabHOCTH pekoMenaanuii — C (YypoBeHb J0CTOBEPHOCTH JI0KA3aTeIbLCTB — 4)
KommeHnTapuii: nepguiii sman: onpedenenue Kpynuvlx Oeneyuti u oynauxayutl ¢ cene DMD
MemoOoM MYTbMUNIEKCHOU aMIAUGuUKayuy 1ueupo8antvix 301006 (MLPA). Bmopoti sman: npu
OmMCcymcmeuu 3K30HHbIX Oeneyutl unu oynauxayuti 6 2ene DMD crnedyem nposecmu cekéenuposanue
2eHa 0Nl OOHAPYHCeHUsT MANbIX U MOYKO8bIX Mymayui. Bozmooicnvivu memodamu saenaomcs
cexeeHuposanue Hooco nokoaenus (NGS) wiu memoo cesenuposanus no Ceneepy.
Ipeonoocennviii ancopumm gvisnsnsiem 98% mymayuii 6 2cene DMD. B ciyuae gvisgnenus mouxkoswix
mymayuti memooom NGS, Heobxooumo npoeooums ux noomeepiicoeHue Memooom NPAMO20

cexseHuposanus no Ceneepy.

PexkoMenayercst nanueHTam ¢ cuMnToMam, xapakrepusivu uit MJUJI/M/Ib unn manmentam 6e3
CHMIITOMOB, HO C MoBbIieHHBIM ypoBHeM KDK (6osee 2000 Ex/n) OGHOMCHs MBIIIIBI M TATOIOT0-
aHATOMUYECKOE HCCIIeJIOBaHHE OHOICHUIHHOrO (OMepaloHHOr0) MaTepuana MBIIICYHOW TKaHU C
MPUMCHCHHEM HWMMYHOTHCTOXHMHUYECKAX METOJOB Ha HAJIWYUE JUCTpodUHA B CIIydasx
COMHUTEIIBHBIX PE3yIbTATOB T€HETUYECKOTO 00CIICOBAHUS WIIM HEBO3MOKHOCTH €T0 TPOBEICHHS
C LEJBI0 TOATBEPKACHUS TMarHo3a nauueHTam [ 1, 2].

YpoBeHnb yoenurebHocTH pekomenaanuii — C (YpoBeHb I0OCTOBEPHOCTH JI0KA3aTEIbCTB — 5)
Kommenrtapuii: 6 bonvuuncmee ciyuaes cenemuyeckux Memooos ucciedo8anus 00Cmamodto 0s
noomeepocoenuss ouasHo3a. lem He MeHee, K020a 2eHeMUYECKUU aHAIU3 He HOOMmEepoul
MJIJI/MJIB, npu coomeecmeyiowel KIuHU4eCKoU Kapmuhe u ¢ y4emom mozo, Yymo opyaue HepeHo-
MbluleyHble 3a001e8aHUs ObLIU UCKIIOUEHbL, 803MONCHO NPOGedeHUe OUONCUU MbLULYbL U NAMOJI020-
anamomuieckoe uUccie0os8anue OUONCULHO20 (ONepayuoOHHO20) MAmepuala MelledHot MKAHU ¢
NpUMeHeHUeM UMMYHOSUCIOXUMUYECKUX Memo008 C NOCNeOVIOWUM AaHATU30M HAIU4us Oeika

oucmpoghuna.

Pexomenayercst BceM nanueHTam ¢ KiinHndeckumu npuznakamu MJ1JI/MJIb npoBenenue ananusa
KpOBU OHMOXMMHYECKOTO OOIIETeparieBTHUEeCKOro (MCCIeIOBaHNEe YpOBHA oOOmIero Oenka,
KpeaTMHHHA, MOYEBHMHBI B KPOBH, ONpEIEICHHE aKTUBHOCTH allaHWHAMUHOTpaHc(epassl,
acrmapTataMHHOTpaHC(epasbl, ramMMma-TITaMHIATpaHcepasbl B KPOBH) C IEJIbIO  OIEHKH
cocTosiHus TieueHu u novek [118-121, 130].
Yposenb yoenureabHocTH pekoMenaanuii — C (YpoBeHb I0CTOBEPHOCTH A0KA3aTeIbCTB — 4)
Kommenrtapuii: max owce, npu HeobXooumocmu, npogoosim uccie0osanue ypoeHs 210KO3bl
OUIUPYOUHA CBA3AHH020 (KOHBIOSUPOBAHHO20), OUIUPYOUHA CBODOOH020 (HEKOHBIOSUPOBAHHO2O0)
8 Kposu, 0bue20 Kauvbyus, UOHUSUPOBAHHO20 KANbYus, Heopeanuyeckoz2o ¢hocghopa 6 kposu c

Yenvro oyeHKU Kaavyueso-ghocghoprnozo obmena.
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* PexoMeHayeTcsi BceM TalMeHTaM C KIHHWUYeCKuMU mnpusHakamu MJIJI/MJIB  oGmuit
(KIMHUYECKUI ) aHAJIM3 MOYH C IIEJIbIO OLICHKU COCTOSIHUSI MOYCBBIBOISIIMX ITyTeH 1 TIo4eK [75].

Yposenb yoeaureabHocTH pekoMenaanuii — C (YpoBeHb 10CTOBEPHOCTH A0KA3aTeIbCTB — 4)

2.4 HNHCTpYMeHTAJIbHbIE JHATHOCTHYECKHE MCCIeI0BAHUA

Ilepeuuciennvle KIUHUKO-UHCMPYMEHMATbHbIE MEMOObl UCCIe008AHUSL HEOOX0OUMbL Oisl
nepeuuHol u ouppepenyuanrbHol OuasHoCmuKy 601e3HU

PexoMeHOYIOTCH TIPOBOJAWTH HCCIEAOBAHUWE CIPOBOIMPOBAHHBIX JBIXATEIBHBIX O0OBEMOB,
HECITPOBOIIMPOBAHHBIX JIBIXaTEJIbHBIX 00BEMOB M MOTOKOB narmentaM ¢ MJIJI/M/Ib, npu Hanmmunun
MOKa3aHUH, C 1EJIbI0 CBOCBPEMEHHOW JHMArHOCTUKHA HApyIICHUH (YHKIMH JIbIXaHUS.
[10-14,40,44,45].

Yposenb yoenureabHocTH pekoMenaanuii — C (YpoBeHb I0OCTOBEPHOCTH A0KA3aTeJIbCTB — 4)
KommenTapuu: oyenxa @yHkyuu 6HewiHe2o ObIXAHUS NPOBOOUMCS MEMOOOM CRUPOMEmpUun
(uccnedosarue CnPoBOYUPOBAHHBIX ObIXAMELLHBIX 00bEMO8, HeCNPOBOYUPOBAHHBIX ObIXAMEIbHBIX
00beM08 U NOMOKOB), eHce200HO (UMU npu HeoOXo0ouMocmu 08axcovl 8 200) ¢ 5 nem npu

BO3MOINCHOCMU npoeedenuﬂ.

Pexomenayercsi IpoBeZieHNE MarHUTHO-PE30HAHCHOM ToMmorpaduu MelmedHor cucrembel (MPT
1eeBbIX MbI) manueHTam ¢ MJIJI/MJIb ¢ 11e1b10 OLIEHKHU CTETICHH OPaXKEHUS MBIIIEYHOU TKaHU
[pY TIOCTAaHOBKE IMarHo3a v B IWHAMUKE 110 moka3anusm [38, 46].

YpoBeHnb yoenuresbHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 4)
KommenTapuii: nposooumcs no nokazanuim (¢ yeivio oughghepeHyuaivHol OUuacHOCmMuKY, Kaxk
OONOJHUMENbHBIL Memo0 NOOMEEPHCOeHUs. OUACHO3A 8 COMHUMENbHLIX CAYYAsX U aHAIU3A
paszsumus 3a001e6anus 8 OuHamuxe). Januviii Memoo o6¢c1e008anus A618emcs OONOIHUMENbHbIM.
MPT mviuy noszseonsem 6u3yanu3upo8ams cmenenb oucmpouu u ubpoza MulueyHoUu MKAHU.
Buzyanuzupyemcs xapaxkmepmuwiti nammepn nopaxceHus — mbly 6eodpa (MAKcuManivbHoe
nopas’cenue nPUBOOAUX Mbluy 6edpa npu COXPAHHOCMU MOHKOLL U NOPMHANCHOU MblUUY) U 20JIeHU
(orcuposas uHguibmpayus 6 KamOAI08UOHLIX U MAI00EPUOBHIX MbIYYAX U OMHOCUMENbHAS

coxpannocms 6onvuedepyosol mviuiyvt) [94].

PexomeHnayercsi mpoBeeHne PEHTTCHOTPaQUU TPYIHOTO U MOSCHUYHOTO OT/ea MO3BOHOYHHKA
(uu KoMIbIOTEepHAst TOMOTpadusi TO3BOHOYHHKA (OJUH OT/eN)) B OOKOBOI MPOEKIIMHU MalueHTaM
¢ MIAIA/MJIb co ckomuo3oM, »ajao0amMu Ha OOJIb B IOSCHHMIE, a TaK)Ke BCEM IIal[UCHTaM,
MOTEPSIBIITUM CIIOCOOHOCTh XOJUTh, C IIEJIbIO0 OICHKHU CTETCHH PAa3BUTHUS CKOJINO03a, BBISBICHUS

MEPEIOMOB IMO3BOHOYHHMKA, a TAKKC C LCJIBIO OIPEACTICHUS HCO6XOJII/IMOCTI/I JICYCHH OCTCOIIOpO3a

17



oudochoHaTamMu; ompeneNeHus HEOOXOIUMOCTH, BO3MOXXHOCTH M 00BbEMa XHUPYPrHYECKOTO
BMeratenbeTBa [31, 126, 127, 128, 157].

YpoBeHb yoenuTeIbHOCTH peKoMeH1aluii — B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 3)
Kommenrapuu: penmeenocpaghuss epyoHo2o u nOACHUUHO20 0omoena NO360HOYHUKA 8 OOKOB0U
npoexkyuu npogooumcs Kaxcovle 1-2 2co0a y nayuenmos, NPUHUMAOWUX KOPMUKOCMEPOUOLL
cucmemHo20 delicmeusi, u Kkaxcovie 2—3 200a y NAYUeHmMo8, He NPUHUMAIOWUX KOPMUKOCMEPOUbL
cucmemnozo oeticmsusi [1], a makoce nposooumces 06asxcovl 6 200 nayueHmam, nNOMepPISUIUM

CNOCOOHOCMb X00UMDb, C HCAT00AMU HA OOb 8 CNUHE, CO CKOIUO30M U SUNEPLOPOO30M.

PexoMeHayeTcsi peHTT€HOACHCUTOMETPUS MOSICHUYHOTO OT/ENa IMO3BOHOYHUKA MAlHUEHTaM C
MJIJI/MIb B 60KOBOI MPOEKIIMH C IEIJIBIO0 BRISBICHUS OCTEONIOPO3a U NIEPEIOMOB MTO3BOHOYHUKA,
a TakKe MpH MOATOTOBKE K Tepamuu O6udochoHaTaMu WM OPTONEAUUECKOMY XUPYPTHUECKOMY
BMmemarenscTBy [31, 53, 101, 126, 127, 128, 157].

YpoBeHb yoenuTeIbHOCTH peKoMeH1aluii — B (ypoBeHb 10CTOBEPHOCTH A0KA3aTeIbCTB — 3)
KommenTapuu: nposooumcs pecynsipHo Oemsm, HAYUHAS CO 6MOPOU CmMaouu (PamHss
ambyramopHas) npozpeccuposanus sabonesanus. [na nayuenmos ¢ MII/MJIE xapaxmepHna
8bICOKASL HACMOMA OCMEONeHUU U NEPElOMO8 NO360HKO8 U ONUHHBIX mpyOuambvlx kocmel. [lanHble
PUCKU 00y CN0671eHbl MbIUEYHOU CIADOCMbIO, NPUEMOM KOPMUKOCIEPOUOO8 CUCTNEMHO20 OelicCmEus

U HU3KOU NoosudcHocmyio nayuenmos [1]

PexkoMenayercst peructpanysi 3JE€KTPOKAPAUOTPAMMBI U MPOBEJCHHUE 3XOKapAHorpaguu BceMm
nariertam ¢ MJIJI/MJIB ¢ tienbio BeisiBiIcHHS crienrduyueckoro nopaxenus cepama [9, 28, 31, 39,
127].

Yposenb yoenureabHocTH pekomenaanuii — C (YpoBeHb I0CTOBEPHOCTH I0KA3aTEIbCTB — 5)
KommenTapum: oawunvie memoovl ucciedo8anusi nO3605I0M GbIsIGUMb HAPYUEHUST YACHOMbl
CepOeYHbIX COKpawjeHutl, pumma U NPOBOOUMOCHU Cepoyd, NPUSHAKU —CUCOIUYECKOU
ouchynkyuu,  OUNIAMAYAYUOHHBIX — HAPYVUWEHUU, cunepmpouu  mMuoxapoda,  MUmpaibHOU
peaypeumayuu. Ilpu neobxooumocmu  603modcHo npogeoenue MPT cepoya [127] ¢
KOHMpACcmMuposanuem Oisl OYeHKU CMPYKMYPHBIX UBMEHEHUll Npasozo U J1e8020 IHCelyO0UKOS,

MA2UCmpanoHvlx U nepugepuyeckKux cocyoos.

PexomeHnayercsi mpoBeleHUE IMYJIHCOKCUMETPUU BO cHe Bcem marueHtam ¢ MIJI/MJIb mpu
camwkernn XXEJI menee 50% ¢ 11e71610 BBISBICHHS CHHAPOMA 0OCTPYKTHBHOTO anmHod cHa [39].

Yposenb yoenureabHocTH pekomMenaanuii — C (YpoBeHb I0OCTOBEPHOCTH A0KA3aTeIbCTB — 5)
KommeHnTapuu: na amoyiamopHou cmaouu moxcem G03HUKHYMb He0OX0OUMOCHb 8 NPOBeOeHUU

UCCIe008anuUll CHA C KCZI’lHOZpClQbM@IZ, 0COOeHHO npu nOBbIUUEHUU MACCHL meild ecreocmeue mepanuu
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KopmukocmepoudaMu CUCTEMHO20 OelCmEUst U npu Haaiuduu CUMnnomo8 Hapyulerus ObIXAHUSA 80
CHe (anHoa CHa). Hccneoosanus cna maxoice MO2cyn UCnojiib3o6ambvCi KaxK Cl]lbmepHCln’IMGHblﬁ Mmemoo
ons MOHRUMOPpUHSA nokazamejei 6HeuHe20 OblXAHUSL Yy mex nayuermoes, KomopvimM HeBO3MOINCHO
nposecmu uccneoosanue @yHKL;uu éHewine2o owvixaunus. Ecnu 603MOJCHO, nayueHmdam, He
CNOCOOHBIM CAMOCMOAMENbHO XOOMI’}’Zb, umerwmum Cumnmomsvl HapyuleHus ObIXaHUs 80 CHe,

UCCe006aHUs CHA clledyem NPo8ooUmMs He pexce 00HO020 pasad & 200.

Pexomenayercst  1poBelieHHUE  KapAMOPECIUPATOPHOIO  MOHUTOPHHra  (AMCTAaHUMOHHOE
HaOJI0/IeHNE 3a MOKa3aTeNIMU YaCTOThI CEpACUHBIX COKpAIICHUN U IUCTAaHIIMOHHOE HAaOII0IeHne
3a (YHKIUMOHAIBHBIMHM TOKA3aTEIsIMU BHEILIHETO JbIXaHUs) B CTAl[MOHApEe BCEM MAalleHTaM C
MIJ/MJIb npu Hamuumu >kaino0, COOTBETCTBYIONIMX THUIIOKCEMHUU (IJHEBHAs COHIIMBOCTD,
rOJIOBHbIE 0OJIHM, YTOMJIIEMOCTb, HOUHbIE KOIIMAphl, HEOOBSICHUMOE CHI)KEHHE MAacCChl Teja IpU
aJieckBaTHOM muTaHuM) w/unu naHHeix o cHuwkeHun DXEJI menee 50% wu/wiu BbIABICHUU
CHUKEHUSI caTypaluy MO JAHHBIM HOYHOH ITyJIbCOKCUMETpUU MeHee 94% C 1eNibl0 BBISBICHUS
CHHJIpOMa OOCTPYKTUBHOTO arHod cHa [39].

YpoBenb yoenureabHocTu pekomenaanuii — C (YpoBeHb 10CTOBEPHOCTH I0KA3aTEIbCTB — 5)
KommenTapuu: xapouopecnupamoproe MOHUMOpUposanue nposooumcs O OYEeHKU PUmmda
cepoya, ypoeHs camypayuu (HACblueHUs KPO8U KUCIOPOOOM), YUCIA OCMAHOBOK ObIXAHUS 8 HOUHOE
gpems. Jlannoe ucciedoganue 8ajx3cHO 0aa quxkcayuu ¢hakma XpOHUUECKOU OblXamenibHOU
HeooCmamoyHoCmu U 01 peuleHusi BONpPoca 0 HeodX0OUMOCMU OONOIHUMENbHOU PeCRUPAMOPHOU

NO00EPIHCKU.

2.5 UHble JTHATHOCTHYECKHE MCCAe10BAHUS

PexoMenayroTcess nepBUYHBbIE KOHCYJIBTAMM Bpaye€il U MHBIX CIEHHMAINUCTOB M3 MEAUIMHCKON
OpraHu3alMi WU €€ CTPYKTYPHOTO MOAPA3AEICHMs, OKa3bIBAIOUIETO CHEIUATN3NPOBAHHYIO
MaJUIMATUBHYI0 MEIUIMHCKYI0 ToMols aetsM ¢ MJII/M/Ib, npu Hanuyuu nokasaHui, s
ornpeeneHus oobeMa HeOOXOIMMON MayuTnaTUBHOM momoriw [39, 142, 146, 147].

YpoBeHb yoenureabHocTH pekoMeHaanuii — C (ypoBeHb IOCTOBEPHOCTH I0KA3aTeIbLCTB — D)
Kommenmapuu: Koncyromayus omHocumensbHo nAiIUAMUSHOU MEOUYUHCKOU ROMOWU MO*CEm
0Ka3bl8aAmMbCs Ha 6cex amanax eedenus nayuenma ¢ MJJI/MJIB: npu nocmanoske ouazHo3a, 80
8pemMs  NpUHAMUSL  KIIOYEBblX  Mepanesmuyeckux  peuwleHut,  Nnpu  B03HUKHOBEHUU

HCUSHEYCpOoHCAIOUIUX COCI’)’IO}lHMZZ, a makoree 6 mepMUHCUZbHOIZ ¢03€ 3a00/1e6aHUSI.

PeKOMeH)lyH)TCﬂ MIOBTOPHLBIC KOHCYJIbTAllUN Bpaqeﬁ U MHBIX CIEHUAIMCTOB U3 MEIUIIMHCKON

opraHu3ald UK €€ CTPYKTYPHOro mnOApPa3ACIICHHA, OKa3bIBAIOLICTO CIICIIUAIIM3UPOBAHHYIO
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NMaJUTMATUBHYI0 MEIUIMHCKYI0 ToMonrs netsm ¢ MJIJI/M/Ib, npu Hanu4wu Tmoka3aHuH, aJis
ompezeneHus 00beMa HeOOXOAMMON MAUTMATUBHOM MOMOIIMU U OlleHKH ee dddekruBHOCTH [ 39,
142,146,147].

YpoBenb yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb I0CTOBEPHOCTH 10KA3aTEIbLCTB — D)
Pexomenayercsi BKIIOYEHHE TUIAHOBOM OLIEHKM OOJM COIVIACHO MIKalaM, COOTBETCTBYIOIIHUM
BO3pacTy M YPOBHIO HEPBHO-TICUXHUYECKOI'0 Pa3BUTHUS peOEHKa, BCEM JIETSIM C MPOTPeCcCUpyroIeit
MBIIIEYHOH aucTpodueii JromeHHa u mporpeccupyoieii MplmeyHoi nucrpodueit bexkepa, s
no0opa obe3douBanus [143].

YpoBeHb yoeauTeIbHOCTH pekoMeHaanuii — C (YpoBeHb J0CTOBEPHOCTH 0KA3aTeJIbCTB —4)
KommeHnTapuu: 6v100p memooos oyenku 060U (8 m.y. WKAIbl OYeHKU OO0au) oCyujecmensiem

ﬂeuamuﬁ epad, 6 sasucumocmu onit 6o3pacma U KIUHU4YeCcKoco cmamyca p€6€HKa.

PexomeHnayercsl IpoBeIeHUE TeCTa 6—TH MHHYTHOW X0JIbOBI BCEM aMOyJIATOPHBIM TAIIMCHTaM C
MIJ/MJB ¢ 1enbl0  OIEHKHM MOTOPHBIX  (YHKIHMH, BBIHOCIWBOCTH, JHHAMHKH |
IPOTrHO3UpOBaHKs TeueHus 3abonesanus [37, 48-51, 158] (I1punooicenue I'4).

YpoBeHb y0eTUTEIbHOCTH peKOMeHAaluii — B (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — 3)

PexoMenayercsi mpoBeneHue (DYHKIMOHAJIBHBIX TECTOB HA BpEeMs: IOIBEM W3 TOJOKCHHUS
cuisi/iexa, BpeMs IMOABEM/CITycka Ha 4 CTyIeHHW, BpeMs Xonn0bl/Oera Ha 10 MeTpoB BceM
amOynaropubpiM marueHTaMm ¢ MJJ/MJIB ¢ 1enpl0 OLUEHKHM MOTOPHBIX (QYHKIHHA U
pOTHO3UpOBaHus TeueHus 3abonesanus [49] (Tlpunoscenue A 3.5 u A 3.6)

YpoBeHb yoeauTeabHOCTH pekoMeHaanuii — C (YypoBeHb J10CTOBEPHOCTH J0KA3aTeIbCTB — 5)

PexoMenayercsi u3MEpeHHE TMOJBMKHOCTH cycTaBa (yrjaoMmeTpus), ompeneieHue oObnema
MTACCHBHOTO JIBVDKCHUS OJHOTO CYCTaBa B OJHOM IJIOCKOCTH, ompejelieHue o0bheMa aKTHBHOTO
JIBM)KEHHUST OJIHOTO CYCTaBa B OJHOM IUTOCKOCTH BceM marueHtam ¢ MJIJI/MJIB ¢ uenbro
ompefieNieHusT MaKCUMalbHOTO oOOBbeMa JBIDKEHHH B CycTaBaX W BBISIBICHUS HaIU4uUs
pa3BUBarOLIMXCst KOHTPAKTYD [2,52] (IIpunoscenue A 3.7)

YpoBenb yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb IOCTOBEPHOCTH /I0KA3aTeIbLCTB —4)

PexoMenayercsi BceM manueHTam ¢ KIMHNYeCKuMU npuzHakamu ¢ MJIJI/M/Ib mpu moctanoBke
JIMarHo3a MNPUMEHSTh MYJbTUAUCUUIUIMHAPHBIA MOAXOJ C ILEIbI0 COBMECTHOIO BEIEHUS
MarueHTa CHeMUANINCTaMU  pa3HbIX mpoduneidi, Tak Kkak 3a0olieBaHUE XapaKTepH3yeTcs
MOpaXKEHUEM MHOTHX OPTaHOB U CHCTEM M TpeOyeT KOMIUICKCHO# Tepanuu [1, 95].

YpoBenb yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb IOCTOBEPHOCTH JI0KA3aTeJIbCTB — D)
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KomMeHnTapuu: noxazanvl nepsuunsie u nosmopHvie KOHCYIbMAYUU 8paya-2eHemuKd, epaid-
Heepoo2d, 6pava-nyIbMOHON02d, 6pPAYA-0enCcKo20 Kapouonoed, 6paia-kapouono2d, epayd-
2acmpoIumepono2a, — 6pava-0emcKo20  IHOOKPUHONO2A,  8pAYA-DHOOKPUHONO02A,  8paAya-
Mpasmamonoza-opmoneod, 6pada-ouemonoad, 6paia-ncuxuampd, 8pava-neouampa/epava
obwetl npakmuku (cemeunoeo epaua)lepaua-mepaneema, epaua-opmanromonoca, epava-
aHecme3uon02a-peanumMamonoed, MeOUYUHCKO20 NCUxXoa0ed, paia no ieyebHou usKyivmype,
spava-guzuomepanesma, 6paua @uULecKoUu U peadUIUMAyUOHHOU MeOUYUHbl, 8paia no
RANTUAMUBHOU MEOUYUHCKOL NOMOWU, CNEYUATUCA NO MEOUYUHCKOU peadunumayuu, a maxkice
spaueil opyeux cneyuarvnocmel nayuenmam c¢ MII/MIB, umerowum uapyuwenus @yukyui
coOmeemcmeyouux opearos u cucmem. Taxoce neobxoouma pazpabomka uUHOUBUOYANbHOU

npocpamMmul 1020Ne0UYecKol peaourumayuu.

3. JleyeHnue, BKJIKOYAS MeIUKAMEHTO3HYI0 H HEMEIUKAMEHTO3HYI0 Tepanum,
AMETOTEPaANuIo, 00e300,1uBaHNe, MEAMIUHCKUE IOKA3AHUS H

NMPOTHBOINIOKA3aHUA K IPUMECHCHUIO METOA0B JICUCHHUA

Jleuenne MJIJI/M/Ib BKIIFOYaeT Kak MaTOTEHETHYECKOE JICUCHHE, TaK W IPOBEACHHUE
CUMIITOMAaTHYECKON Tepanuvu. Benenue nalyeHToB c M/ NpeanoaaraeT
MYJIbTHAMCIUTUIMHAPHBIN MTOAXO0/ ¢ 00513aTeIbHBIM YYaCTHEM Bpaua-TeHETHKA, Bpaya-HEBPOJIOTa,
Bpaya-IyJIbMOHOJIOra, Bpaya-JIeTCKOTO KapauoJiora, Bpada-KapauoJiora, Bpaya-
racTpO3HTEPOJIOra,  Bpaya-AETCKOr0  J3HAOKPHUHOJOTA,  Bpada-dHAOKPUHOJIOra,  Bpaya-
TpaBMAaToJIO0ra-opToNe/aa, Bpaya-IueToNIora, Bpada-IiCHXHaTpa, Bpada-TieAuarpa/Bpada oOImen
MPaKTUKK (CeMEeMHOro Bpada)/Bpada-TepaneBTa, Bpada-opTalbMOJIOra, Bpada-aHEeCTE3UOJIOra-
peaHumarosiora, MEIUIMHCKOTO ICUXO0JIora, Bpada Mo JjeyeOHON (u3KyapType (WM Bpaya-
¢busnoreparnenTa, Bpaya GU3NUIESCKON U PeadMITUTAIIMOHHOW METUIIMHBI), Bpaya 110 NaJTHaTHBHON
MEAWIIMHCKOW TOMOIIM, CHEIHaluCTa MO MEAUIHUHCKONW peaduiuTalud M Bpaded Ipyrux
CIEIHNAbHOCTeH, MMEIOIIUX ONBIT B JICYEHWH STOro penkoro 3adoneBanus. [lpu Hammuuu
CUMIITOMOB TOpPaXEHUSI OPraHOB-MHINEHEW HE0oOXoauMa KOHCYJIbTAllUi MPO(HUILHOTO

CHeUalInCTa.

3.1 MeaukamenTo3Has repanus. [laroreHernueckoe jJedeHue.

o Pexomenayercsi npruMeHeHHE JIEKAPCTBEHHOTO IpenapaTa aTajqypeH aMOyJIaTOpHBIM MalluEeHTaM C
M/I/] crapuie 2-X JIeT, y KOTOPBIX MOJEKYJISIPHO-TEHETHYECKOE HCCIIEJOBAHNE BBISIBUIIO HOHCEHC-
MyTaluio (3aMeHa KOJO0HA, KOAUPYIOLIEr0 aMUHOKHUCIIOTY Ha CTOMN-KOJOH), C LIEbI0 MTPOBEACHUS

naToreHeTHuueckou tepanuu [2, 36, 53, 54, 55].
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YpoBeHb yoeauTeIbHOCTH pekoMeHaanuii — A (YpoBeHb I0CTOBEPHOCTH A0KA3aTeJIbCTB — 2)
KomMmeHTapuu: amvbOyiamopuulii nayuenm — 3mo nayuenm, CNOCOOHbIU K CaMOCMOSMenbHOU
xo0vbe. [Ipednacaemcs 6 peanbHOU KIUHUYECKOU NpAKMuUKe mMpaxkmosams «amoOy1amopHOCHIb»
oonvuvix M/ xax cnocoonocms x00umov 6€3 UCNOIb30BAHUSL BCNOMOSAMENbHBIX CPeOCm8 U 6e3
VKA3auus OUCMAHYUU U 6peMeHU, a «nomepeu amoOyiamopHOCmuy CYumams COCMosHue, npu
KOMOPOM NAYUEHM 8bIHYIHCOEH NOCMOAHHO UCNONIb308AMb UHBANUOHOE KPeCa0 OJisl NEPEOBUIHCEHUSL
Kax 6He ooma, mak u 6 oomauwinux yciosusx. Honcenc-wymayusa J[HK nposensemcs odpazosanuem
npesicoegpemernoco cmon-kooona 6 mampuunoiu PHK (MPHK). B pe3yrvmame uapywaemcs
cuHmes noaHopasmeproco benka oucmpoguua. Honcenc-wymayus evisisnisiemes y 18-20%
poccutickux nayuenmos ¢ MJ[J[. Amanypen Oelicmgyem Ha smane mpaHciayuu beika é pubocome,
noseonsem cuumuieams ungopmayuro ¢ MPHK, necmomps na nanuyue 6 Heil npexicoespemeHHo20
CMON-KOOOHA, U CUHME3UPOBAMb NOTHOPAIMEPHBIIL OeloK. Amanypen npeOHasHayeH OJisl 1eYeHUs.
ambynramopHuix nayuenmos ¢ MJI/], 6b136aHHOU HOHCEHC-Mymayuell 8 2eHe OUCMPODUHA, demsam
om 2 nem u cmapue. IIpunumaemcs nepopanvho. Pexomenoyemas oozuposxa cocmasnsem 40
melke 6 cymku (10 melke cymku ympom, 10 melke onem, 20 melke seuepom) [56]. Hnmepsan mearcoy
ympeHHell, OHe8HOU U gedepHell 0030l 00IHCeH cocmasnams 6 uacos. Mnmepsan medicoy eeuepreii
u ympenneti 00301 0oicen cocmaesnsaime 12 yacos. Ilpu nomepe ambyramopHocmu KoppeKyus.
oo3upoeku He mpebyemca. Ilocnredonue onyonukoeanHvle OauHble, OmMpaxdcaowjue Onvim
NpUMEHEeHUs. amanypeHa 6 pedabHOl KIUHUYECKOU NpaKmuke, HpOOeMOHCIMPUPOBAIU, YUMo
npUMeHeHUe amanypeHa Nnpueooum, 6 CpPeoOHeM, K VEeIUHeHUr) NpoOOINCUMENbHOCHU
CaMOCmMOosIMenbHOU X00bObl Y NAYUEHMO8 HA 5,4 200a No CPABHEHUIO C NAYUCHMAMU, NOLYYAIOUUMU
monvko cmanoapmuyio mepanuro (p <0.0001) [37, 136]. Kpome moeo, 6 epynne, noayuaioweil
amanypet, moavko 20% nayuenmos ympamuiu cnocoOHOCMb CAMOCMOAMENLHO NePeO8USaAMbCsL
no cpasrenuto ¢ 62% 6 epynne, NOIYHASWUMU MOJbKO CMAHOApmMHy0 mepanuio. Taxoice, moavko
v 3,3% nayuenmos, nonyuaswux amanyper, noxazamenv O@IKEJI 6vin menee 60%, 6 mo epems kax
8 epynne, noayyaruwux moavko cmanoapmuyto mepanuto OIKEJI <60% ovino y 36,5% nayuenmos
(p <0.0001), umo 2o6opum o cnocobrocmu amanypeHa OIUMENbHO COXPAHAMb ObIXAMEIbHYIO

@yurxyuro y nayuenmos ¢ M/ [36].

Tepanus kopmuxocmepouoamu cCuCmemMHo20 0eiicmeusl.

PexoMenayeTcsi Ha3HAUCHHUE TEepanuy TpenaparoM #rnpeaHu3onon™* B moze 0,75 mr/kr/cyTku
NepopaNLHO MOCIIe 3aBepiIeHUs ((OPMHUPOBAHUS TBUTATEIHHBIX HABBIKOB, HO /IO HAavaja yracaHus
MOTOPHBIX (QyHKIMU (Ha cTaguu miaTo), BceMm manueHtam ¢ MJIJI/M/Ib ¢ uenbio CHI>KEHUs

BOCHAJIMTENBHBIX MPOILIECCOB, 3aMEUICHUS YTPaThl MBIIIEYHOW CUJIBI U (PYHKUIMN, YMEHbIIECHUS
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pHICKa pa3BUTHUS OPTONEANICCKUX OCIOKHEHHUN, CTA0OMIN3U3anU (DYHKIIHOHAITBHOTO COCTOSHHSI
JIBIXaTEIbHOM U CepACUHO-COCYIUCTOM cuctem [2, 34, 35, 37, 38, 39].

YpoBeHb Y0eTUuTEeJILHOCTH PeKOMeH1aluii — A (YPOBeHb IOCTOBEPHOCTH 10KA3aTeJIbLCTB — 1)
KomMeHTapumn: xopmukocmepouosbl CUCMEMHO20 OeUCmEUs SGIAIOMCL MEKYWUM «30T0MbLMY
cmanoapmom nevenus nayuenmos ¢ MJ[/l, Komopvle usMeHUIU ecmecmeeHHoe meyeHue
3a001e6aHusl 3a cuem 3ameOdleHUs NPOSPeccCUpO8aHUsl YXyOueHUs: O8UAMENbHbIX U N1e20YHbIX
@yHKYull, yMeHbleHUss KOIUYecmea OpMONneOUdecKux OCIONCHeHUll U onepayuil Ha
NO360HOYHUKe, A MAKdce YeequueHus npoooadcumenrvHocmu ocusnu. Ilonoscumenvhole
aghghexmoi KOpMUKOCmepouoos CUCMEMHO20 Oeticmeus 00BACHAIOMCS ux
APOMUBOBOCNAIUMENLHOU AKMUBHOCHBIO, 0COOEHHO 8 MbIUYAX C HUZKUM YPOSHEM OUCMPODUHA,
Ymo nomozaem COXPAHUMb CHOCOOHOCMb K NePeOBUINCEHUI0 3d CHem 3a0epiHCKU pa3eumus
paspyutenust moiuy [104]. Iiiokokopmuxoudvl ymenvuiarom nekpos Moluly 1 60CNALCHUE 3d CHEem
MOOYIUPOBAHUSL KIEMOUYHO20 OMEEema HA 60CNANEHUE, YCUTUBAEeNm NPOIUPDEPAYUIO MUOLEHHBIX
CMBOJIOBbIX KIEMOK-NPEOULeCMBEHHUKO8 UIU MUOOIACMO8 U, MAKUM 00pa3oM, ycuiusaem
pezeHepayuro u pocm Muliiy, CHUNCAIOM CKOPOCMb PACNAOd MbIUEYHBIX KIemOoK, MOOUPUYUPYIO
MPAHCKPUNYUIO U NOBLIULAS IKCNPECCUI0 OUCMPODUHA 8 NOPAICEHHBIX MIUEYHBIX 80JIOKHAX UTU
VBeIUYUBAs CUHME3 CUHEP2eMUYeCKUX MONeKYl, MAaKUX KaK MblieyHble 2AUKONPOmeUuHbl,
Komopwvie O0ONnoHAm Oelcmeue OucCmpopuna, o6aadarom UMMYHOOENpeccusHou @yHKyuel,
cHuoicas konuvecmeo T-knemok [140]. Macumabuwvie ucciedosarisi RpOOEMOHCIPUPOSALUL, YMO
npuUMeHeHUe KOPMUKOCMEPOUdo8 CUCMEMHO20 Oelicmeus npooiesaem 8 cpeonem Ha 3-5 nem
ambynamopnoe cocmosnue nayuenmos ¢ MJ[J[ [36]. Hauano copmonanvnoii mepanuu 3a8ucum
om ghazvl pazeumus 08USAMeNbHOU QYHKYUU peDeHKA, NePBOHAUATbHO20 PUIUYECKO20 cCImamycd,
HAMU4Usi PAHHUX OCNONCHeHUll, (opmbl U meyeHuss 3abonesanus. Hauumams mepanuio
KOPMUKOCMEPOUOAMU CUCTNIEMHO20 OeliCMBUsL He NOKA3AHO PEeDEHKY, Y KOMopo2o NPoO0oalCaAIOn
Gopmuposamucs OsucamenvbHble HABbIKU, 0COOCHHO eciu OH Maadute 2 1em. B munuunom ciyuae
y manvyuxa ¢ MJJ/] osueamenvhvie HaABbIKU NPOOOIAHCAIOM PA3BUBAMBC 00 8o3pacma 4—6 nem,
xoms u Oonee MeOeHHbLIMU MEeMNAMU, YeM y e20 pogecHuKos. Kopmukocmepouovl cucmemno2o
Oelicmsusl ciedyem HA3HAYAMb, He 00HCUOASACh HAYANd YeacaHusi MOMOPHLIX (QYHKYUll, 8 mom
MOMeHm, Ko20a ecmecmeeHHoe pa3eumusi MOMOPHbIX QYHKYull y pebenka Oonvbuie He
ommeuaemcest (pasa niamo) [34]. Hauano npuema xopmuxocmepouodos Cucmemno2o 0eucmeust
0o cemu Jem oKasvleaem Haubonee BbIPANCEHHLIL IPGPeKm Ha  CNOCOOHOCMb U
npoooaxcumensHocms  camocmosmenvrho2o  nepeosudicenuss  [103].  Dpgexmusnocmo
2OPMOHANILHOU Mepanuu 3a8Ucum om @U3UOI0SULECKUX 0COOEHHOCMEl 0emCcKo20 Op2aHu3Md,

UHOUBUOYATILHOU  NEPEHOCUMOCIU, A0eK8AMHO20 No0O0pa CYMOYHOU O003bl U  pedicuMd,

23



MOHUMOPUHeA U KOHMPOJSL NoOouHbIX 3gexmos. [Ipu Henepenocumocmu #npeonuzonona™*

B03MONCHO NPUMEHEHUE OPY2UX POPM KOPMUKOCMEPOU)08 cucmemrnozo oeticmaus [34,35,37].

Pexomennyerca mnamuentam ¢ MJIJI/MJIb npu HenmepeHOCMMOCTH pETyJIspHON Tepamnuu
H#OpeTHU30JIOHOM™* MPOBOAUTH TEPANMIO [0 MHTEPMHUTTUPYIOIIUM cXeMmaM (uepe3 JeHb, IO
BBIXOJIHBIM, 10 qHE# mpueM, 10 mHel nepephiB) ¢ 1EIbI0 CHUKEHUS YaCTOThI PA3BUTHS MOOOYHBIX
3¢ (EeKTOB U MOBBINICHUS MPUBEPKECHHOCTH K JieueHuto [2, 34]. TlokazaH clieyromuii pexxum
JO3MPOBAHUS: 1032 TIFOKOKOPTUKOUAOB YBEIIMUMBACTCS A0 Habopa manueHToM Beca B 40 Kr, TO
ecThb MakcuMaibHasi n03a coctaBisger 30 mr B aeHb. Ecnu HaOnromaroTcs HemepeHOCHMBbIE
no6ounbie 3G (EKTHI, JO3UPOBKY CIEAYET MOCTENCHHO YMEHBIIUTE Ha 20—-25% [1].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii — C (YypoBeHb 10CTOBEPHOCTH J0KA3aTeIbCTB — 5)
KoMmmenTapuu: mepanus kopmuxkocmepouoamu CUCMEMHO20 OeUCmBUsi O0INCHA NPOBOOUMCSL
Ha pezynspHoll ocHoge. Haubonee uccne0o8anuviM u peKoMeHOVeMblM A6IAemcs pecyisapHblil
edlceOHesHbll npuem #npeonuzonona™™>. Tem ne menee, 8 HEKOMOPLIX CAYUASX, 8 3ABUCUMOCTIU OM
NEPEeHOCUMOCIU MePAnUU, MO2Yym OblMb PACCMOMPEHbl UHMEPMUMMUPYIOWUE CXeMbl Mepanuu,

maxkue Kak npuem 20pMOHAIbHOU mepanuu yepes 0enb, no evixooHvim, 10 uepes 10 [2].

Pexomenayercst Bcem manuentam ¢ MJIJI/M/Ib npu nepexozae nanueHTa Ha HeaMOyJIaTOPHYIO
CTaaui0 3a00JeBaHUSl NPOAODKUTH MPUMEHEHHE TIIOKOKOPTUKOUIOB, HO B CHUKCHHOMH
JIO3UPOBKE C TS0 CHUKEHHSI BEPOSITHOCTH Pa3BUTHUS MOOOYHOTO JeHCTBHSI TOpPMOHOB [1, 2, 34,
37].

YpoBeHb yoeauTeabHOCTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB — 5)
Kommenmapuu: navano mepanuu 2u0KOKOPMUKOUOAMU HA HeAMOYIAMOPHOM dmane makoice
aensgemess  obocnosannvim  [2]. B kaunuueckou  npakmuxe —Haubonee uacmo  003bl

#npeonuzonona™* cuuscaromes 0o 0,3 me/ke 6 cymxu.

Pexomenayercst manuentam ¢ MJIJI/MJIb B cnyyasx, HEe MOJAAIOIMIMUXCS KOHTPOJIIO WU
HEMEPEHOCHUMOCTH MOOOYHBIX 3((HEKTOB TTIOKOKOPTUKOUIOB CHUKEHHE HO3UPOBKU Ha 25-30%
WIH TIepeX0Ji Ha MHTEPMHUTTHPYIOIIYIO TEPAIUIO C IICJIbI0 YMEHBIICHHs MOOOYHBIX 3¢ (EeKTOB
neicTBrs ropMoHOB [1, 2, 56].

YpoBeHb yoenuteabHocTH pekoMeHaanuii — C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 3)

Pexomenayercst marmentam ¢ MJI/I/M/Ib Ha HenmomHOM 103€ KOPTUKOCTEPOUIOB CUCTEMHOTO
JNEUCTBUs, B CiIy4ae VyXYAMECHUS (PYHKIIMOHAIBHOTO COCTOSIHHSI, TIOBBIIIICHUE JTO3bI
KOPTUKOCTEPOUJOB CUCTEMHOTO JIEUCTBUS 0 PEKOMEHIOBAHHOW €KEIHEBHOM J03bl Ha Maccy

TeJIa C IEeNbI0 YIIyullleHus/cTabuiu3aimu coctosiaus [2, 34, 35, 37, 56].
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YpoBenb yoenuTeabHocTH pekoMeHaanuii — C (YpoBeHb 10CTOBEPHOCTH A0KA3aTeIbCTB — D)
KommenTapum: exxceonesnas 0oza ons #npeonuzonona™** 0,75 me/ke. [2, 34, 35, 37, 38, 39]

He pexoMeHayeTrcsi pe3koe TMpepbpIBaHWE TEpPaNUU TIIIIOKOKOPTUKOUIAMH TMallMeHTaM ¢
MAJ/MIIb ¢ uenbio NPeAOTBpAIICHUS BO3MOXXHOTO PAa3BUTHS OCTPOW HAAIIOYCYHUKOBOM
HEI0CTaTOYHOCTH [2, 56].

YpoBenb yoeauTeabHoCcTH pekoMeHaanuii — C (YpoBeHb J0CTOBEPHOCTH A0KA3aTeIbCTB — D)
KommeHnTapuii:  cruoicenue 003upo6ku  2nIOKOKOPMUKOUOOE — OONNCHO — NPOCUXOOUMb 8
coomeecmeuu ¢ CMAHOAPMHBLIM NPOMOKOJIOM OMMEHbl KOPMUKOCMEPOUOOE CUCMEMHO20
oeticmeust [56]. C pooumensimu Oondxicna 6vims nposedeHa paszvicHumelvhas becedd o
HEeBO3MONCHOCMU pPe3KOU OMMeHbl KOPMUKOCMepouo cucmemnoz2o oeticmsus. Ilocmenennoe
cHudicenue 0o3vl  npenapama Ha 20-25% kaocovle 2 nedenu 00 NOAHOU  OMMeEHb

KOPMUKOCMEPOUOO8 CUCTNEMHO20 OCUCMBUSL.

Pexomenayercsi SKCTpEeHHOE BBEIEHUE THUIPOKOPTH30HA™* BHYTPUMBILIICUYHO NAIlMEHTaM C
MIJI/MIb B ciydae pa3BUTHUS CHHIpPOMa OCTPOW HAINOYEHYHHUKOBOM HEIOCTATOYHOCTH B
pe3yabTaTe pe3Koil OTMEHBI TIIFOKOKOPTHKOUIOB C IIEIbI0 KYITUPOBAHUS JaHHOTO COCTOSIHUS [2,
35, 37].

YpoBeHb yoeauTebHOCTH pekoMeHaanuii — C (YypoBeHb J10CTOBEPHOCTH J0KA3aTeIbCTB — 5)
KommenTapuu: demsm 0o 2x nem euopoxopmuzon™* esooumcs 6 0oze 50 me. Jlemsam nocie 2x
Jem 2udpoxopmu3on™* esooumcs 6 doze 100 me. Cmpecc-0o3vl cuopokopmuzona™™ 50-100 me/m2
6 CymKuU Mo2ym nompe6oeamvcs nayuenmam, nonyuaguum oonee 12 melm? npeonusonona™™ e

CYmKU.

3.2 MeankaMeHTo3Hasd Tepanusg. CHMITOMATHYECKOE JIeYeHHEe.

Tepanus cepoeuro-cocyoucmuvix HapyuieHui

Pexomenayercs npumeHeHue npenaparon rpynnsl uHruOuTopsl AII® Bcem nmanuentam ¢ MJ1J1
¢ Bo3pacTta 6 jer (paHee — TpH HAIMYWKM TIOKa3aHWUIH) HE3aBHCHMO OT HAJIMYHUS CEPACUHO-
COCYJIUCTBIX HAPYIICHHH C IIeTTbI0 POPHIAKTHKHU pa3BUTHs Kapauomuonaruu [28, 83-93, 137]

YpoBeHb yoenureqabHoCTH pekoMeHaanuii — C (ypoBeHb IOCTOBEPHOCTH I0KA3aTeIbLCTB — D)
KommenTapuu: ons nayuenmos ¢ MJIBE Oannvie npenapamel HA3HAYAIOMCA NPU GbIAGTIEHUU
namonoaudeckux usmenenuti Ha IKI" unu Oxo-KI. Ha cecoOnswinuti 0enb MHEHUsi o Hauane
npumenenus uneuoumopos AII® u anmazonucmos peyenmopos aneuomensuna |l y nayuenmos c
MJ[J] 6e3 namonoeuueckux HapyuieHuil cepoeyHo-cocyoucmou cucmemvl pasusamcs. Tem ue

MeHee, 0blI0 NPOOEMOHCMPUPOBAHO, YMO paHHee Hauano mepanuu uneuoumopamu AIID oasnce
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npu OMCyCcmeuu 8UOUMOl cepOeuHOl NAMo02uL NPUBOOUM K 3AMeOdIeHUI0 PA3BUMUS CepOedHO-
COCYOUCMbIX HApYWEeHUll y 3Mou 2pynnvl nayueHmos. [[nsa noobopa mepanuu mpebyemcs

KOHCYIbMayusi paua-kapouoioea/spava-oemckoco kapouonoza [8, 9, 39, 57, 137].

PexoMeHnayercsi Ha3HA4YCHHE TIpeNapaToB TPYIIBI OeTa-aJpeHOOIOKATOpHl (TPEAIOYTEHUE
oTHaeTcsl mpemnaparaMm 24-4acoBOro JCWCTBUS JUIS YBEIHUYCHHS MPUBEPIKEHHOCTH TEPAITHH)
nanuentam ¢ MJIJI/M/Ib, nmeronux >xajioObl Ha MOCTOSHHO y4aIlleHHOE cep/IeOneHrne u/mim
UMCIOIIMX IO JaHHBIM HCCJCIOBAHHUS CHHYCOBYIO TaxWKapIHIO B TEUCHHE CYTOK W/WIU
CUCTOJIMYECKYI0 MHOKApIUAIBbHYI0 IUCHYHKIUIO W/WIH JAWIATAIIHOHHOE DPEMOJCIUPOBAHUE
MHUOKap/ia W/WIM KIMHUYECKUE MPHU3HAKH CEpACYHON HEIOCTATOYHOCTH C ILENBI0 KOPPEKIIHH
JaHHBIX Hapyiienui [2,28, 30, 83-93, 137].

YpoBeHb y0eTuTEeILHOCTH peKoMeHaanuii — B (YpoBeHb J0CTOBEPHOCTH 10KA3aTEJbCTB — 3)
KomMmenTapum: oannas mepanusi O0I#CHA NPOBOOUMBCA 8 COOMBEMCMEUU C paA3PaAOOMAHHBIMU
KAUHUYeCKUMU peKomeHOayusmu. Ha ce2o0Hswnuli Oenvb He cywecmeyem Ccneyupuyeckux
KAUHUYECKUX DEeKOMEeHOayull Osi Je4eHUsi CepOeyHO-COCYOUCTIOU NAMOLOcUU Y NAYUEHMO8 C
M, 6 6udy ueco Koppexyus OAHHBIX HAPYUIEHUU NPOBOOUMCS 8 COOMBECMBUU C 0OWUMU
PEKOMEHOAYUAMU NO JeYeHUI0 CepOeyHO-coCyOucmulx Hapywenuti. Tak, Hanpumep, npu
NPUSHAKAX JHCeYO0UKO0B80U OUCPYHKYUU NOKA3AHO HA3HAYeHue bema-aopeHod10Kamopos, npu
SABHBIX NPUSHAKAX CEPOEYHOU HeOOCMAMOYHOCIU MONCemb OblMb PACCMOMPEHO NPUMEHeHUe
npenapamos u3 pynnvl Ouypemuros, anmazonucmos arvoocmepona [30, 31, 39, 57, 137]. /[na

noobopa mepanuu HeobXo0UMa KOHCYIbMayus 8paia-Kapouoioca/8paia-0emcKo2o Kapouoiozd.

PexoMeHnayercsi MpoOBOAUTH MOJOOP AHTUAPUTMHUYECKOH TepamuM COIJIACHO JIEHCTBYIOIIUM
KapIMOJIOTUYECKUM KIMHUYECKUM PEKOMEHIALNAM 110 KOHKPETHBIM HapyIIEHUsIM PUTMa cep/La
BceM manueHtam ¢ MJIJI/M/Ib, nMeromuM HapylleHuss puTMa Cepila, C LEeIbl0 KOPPEeKIHH
JaHHBIX HapymieHuit [28, 83-93, 137].

YpoBens yoeauteasHocTH pekoMenaanuii — C (YypoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB — 5)
KommenTapum: ons noobopa mepanuu HeodxXoouma KOHCYIbmMayus 8pava-kapouoioza/epaia-

0emcKo20 Kapouono2a.

Pexomenayercsi IpoBOAUTH TEPAIUIO MpenapaTraMu rPYINbl AHTATOHUCTHI aJlbJOCTEPOHA BCEM
nanuentam ¢ MJIJI/M/Ib, wmeromuM CHCTONMYECKYI0 MHUOKApAUATBHYIO TUCHYHKIHIO C
KIIMHUYECKUMU TPOSIBICHUSIMU CEPACYHON HEAOCTATOYHOCTH C UEIbI0 KOPPEKIHMH JTaHHOTO

cocrosinus [28, 83-93,137].
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YpoBeHb yoeauTeabHoCTH pekoMeHaanuii — C (ypoBeHb I0OCTOBEPHOCTH I0KA3aTeIbLCTB — D)
KomMmeHnTapuu: ons noobopa mepanuu Heobxoouma KOHCYIbMAayus 8pava-Kapouoio2a/spaia-

0emcKo2o Kapouonozd.

* PexomMeHayeTcsl IPOBOJAUTH TEPAIUIO MpENapaTaMy U3 IPYIIbl AUYPETUKOB BCEM MAllUEHTaM C
MIAJI/MJIb, uMermuM CHUCTOJIUYECKYI0 MHUOKAPAHAIbHYIO AUCHYHKIHIO C KIMHHYECKUMU
HPOSIBJICHUSAMH CEPJCUYHON HEJOCTATOYHOCTH C IEIbI0 KOPPEKIUHU JTaHHOTO cocTosiHus [28,83-
93,137].

YpoBeHb yoenureabHocTH pekoMeHaannii — C (ypoBeHb IOCTOBEPHOCTH JI0KA3aTeIbLCTB — D)
KommenTapuu: 011 noobopa mepanuu Heob6xo00uma KOHCYIbmMayus 8pada-Kapouoioca/epava-

0emcKo20 Kapouooad.

* Pexomenayercsi mpoBeaeHue uccienoanust yposus 1,25-OH Buramuna [l B KpOBH U IIPH €0
CHW)KCHHMH, HA3HAUYCHHWE TIPENaparoB TPYIMIbl BHTaMHUH D © e€ro aHalorn 1O CXeMaM,
paszpaboTaHHBIM JIJIs1 Koppenuu aedunura uramuna Jl wom nedunura Buramuaa D3 pu MJ1/]
BceM mamueHTaM ¢ MIIJI/MJIB cpa3y mocie yCTaHOBJIEHHUS JUarHo3a 3a00JieBaHUs C IEIbI0
npoHIaKTUKU ocTeoneHuH [2, 58].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii — C (YypoBeHb 10CTOBEPHOCTH J0KA3aTeIbCTB — 5)
KommenTapuii: nooodepoicanue onmumanvrozo yposus eumamuna D (30-50 wne/mn/ 75-125
HMOJb/]1) HA NPOMANCEHUU 8Ce20 dHCU3HeHH020 yuria M/ nonodcumenvro énusem Ha meyeHue
3a601e8anHusl U Kayecmeo Hcu3Hu 00abHbIX. OCHOBHBlE KIUHUYECKUe Pe3yIbmamsl YCmpaHeHus
Odepuyuma sumamuna J{ — npedynpexicoenue pazsumus 0OCmeonopo3a (0CoOeHHo nocie Havala
npuema 2110KOKOPMUKOUOOB), NepeloMo8 mpybduamvlx Kocmell U NO360HKO8, HNPOOJeHUe
cnocobHocmu  x00umv, Ooavuias 3pgexmusHocms mepanuu ougocghonamamu, exkIOUaA
VMeHbUeHUe KONUYeCmea OCI0NCHEHUU NpU NepeUtdHOM HNPUMEHEeHUU U HEeKPO308 HUICHel
yenocmu, NOJIOHCUMENbHOE BIUAHUE HA 8bIPANCEHHOCb CUMNIMOMO8 AYMUCIUYECK020 CNeKmpa.
Jna 6onvbubix ¢ MHO2ONEemMHeli mepanuel 2II0KOKOPMUKOUOAMU HapyuleHuem Memaoonusma u
806/1eUeHUeM NeYeHU 8 NAMOJIO2UYeCKULl NpoYecc B03MOXNCeH nepecmomp mepanuu 01 Ooiee

aghghexmuenozo socnonnenus e2o degpuyuma [105].

e PexoMeHnyeTcsl IpoBeJicHUE TEpaNUU MpenaparaMu U3 rpymnmnbl 0ugochoHaTOB MaIMeHTaM C
MIAJI/MJIb npu BO3HMKHOBEHUHW TPU3HAKOB OCTEONEHWHW M KOMIIPECCHOHHBIX IEPEIOMOB
MO3BOHKOB (324aCTyr0 0€CCUMITOMHBIX WJIM HECBSI3aHBIX C TSHKEION TPaBMOM) UM TEPETOMOB
JUIMHHBIX KOCTEH C IIeTIbI0 KOPPEKIIUHU JaHHbIX cocTostHui [31,32].

YpoBenb yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb IOCTOBEPHOCTH /I0KA3aTeIbLCTB —4)
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KomMeHTapuu: nepenomvl n0360HK08, He 8bI36aHHble MANCENOU MPABMOU U NEPELOMbL OTUHHBIX
Kocmel, ABNAIOMCA KIUHUYECKUMU NPOAGIEHUAMU NOBbIUUEHHOU XOPYNKOCMU KOCMHOU MKAHU
[31,32]. /[na paccmompenuss 6onpocog o HeobX00uMOCmu HA3HAYEHUs mepanuu U o
yenecoobpasnom cnocobe npuema npenapamos  HeoOX00UMda  KOHCYIbMAayus  epavd-

9HOOKPUHON02A/0emMCK020 IHOOKPUHOLO2A.

e PexoMeHyeTcsi TIPOBEJCHHE BPAduOM-dHIOKPHHOJIOTOM 3aMECTHTEIBHOW TOPMOHAIBHOMN
TEpanmuu  TeCTOCTEpOHOM**  (Tpymma mpenapaToB MPOU3BOJHBIC  3-OKCOAHIPOCT-4-eHa)
nanyeHtam ¢ MJIJI ¥ moaTBepKAEHHBIM THIOTOHAIW3MOM C Bo3pacta 14 JeT ¢ uebio
HOpMaJIM3aliK rOpMOHaIbHOro craryca [2,33,59,76,77].

YpoBeHb yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb IOCTOBEPHOCTH I0KA3aTeIbLCTB — D)
KomMmeHTapum: JseyeHue 001#CHO ObiMb CO2NACOBAHO C BPAYOM-IHOOKPUHOTI020M/BPAYOM-
0emcKum 3HOOKpurorozom. llpu evipasiceHHOlU 3a0epicKe NoN0820 CO3PEBAHU Y NAYUEHMO8,
ROAYYAOWUX MEePanuro 2IOKOKOPMUKOUOAMU, Mepanusi mecmocmepoHomM™™ moowcem Ovimb
paccmompena ¢ 12 nem. Hedasnuil cucmemamuyecKuii aHaiu3 NpoOeMOHCMPUPOBAN, UYmo
mepanus mMecmocmepoHomM™> & yenom Xxopouwio neperocumcs nayuenmamu c¢ M/, a
npeumywecmea OAHHO20 JleYeHUsI NPeBoCX00Am BO3MOJCHbIe PUCKU pa3eumus NOOOYHBIX
aghghexmos. 3amecmumenvhas mepanus MeCcMOCMEPOHOM™™  Oondcna Ovimb Havama ¢

HeOONbUUX 003 C MEOIEHHbIM NOBbIUUEHUEM 00 cmaHOapmuou dosuposku [33].

3.3 HeMeaMKaMeHTO3HOE JIeYEHH e

o Pexomenayercsi 30HIOBOE KOpMIIEHHE (KOPMJICHHE TSDKEIOOOJBHOTO TMalMeHTa 4Yepe3
WHTCCTHHAIIBHBIA 30HJ), WM COBMELICHHE IE€POPAIbHOTO M 30HAOBOTO MHTaHUS (OpH
COXpaHEHWH AaJICKBATHOTO TJIOTAHUS W OTCYTCTBHMHU MONEpxuBaHus) nanuentam ¢ MJIJI npu
TIOSIBJICHUH CIIOKHOCTEH C TNIOTaHHEM, C LIEJIbI0 HOpMATTU3alliy PeKUMa U TIpoliecca muTanus [2].

YpoBeHb yoeauTeIbHOCTH pekoMeHaanuii — C (ypoBeHb J10CTOBEPHOCTH 10KA3aTeIbCTB — 5)

o Pexomenayercsi Ha30/1y0/I€HAIBHOE 30H/I0BOE KOpMJIEHHE (YCTaHOBKA HAa30TracTpaibHOTO 30H/a,
KOPMIICHHE TSKEI000JIbHOTO MAI[MeHTa Yepe3 POT W/WIM HAa30TaCTPaIbHbIH 30H/) MAlMEHTaM C
MJI/I npu coxpaneHunu pediirokca U BBICOKOM PUCKE aCIIUPALIUU C EJIbI0 HOpMaIU3alui pekruMa
U mpoiiecca nutanus [2].

YpoBeHb yoenureabHOCTH pekoMeHaanuii — C (ypoBeHb IOCTOBEPHOCTH I0KA3aTeIbCTB — D)
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o PexoMeHayeTcsi ycTaHOBKa TacTpOCTOMBI (ractpocTommsi) mamueHTam ¢ MJIJ B cmydae
NPU3HAKOB BBIPAKEHHON auc(aruu, acnupanuy, BBHIPAKEHHOTO CHIDKEHUS MacChl Tella WU
UCTOIICHUS C SN0 HOPMAJIM3aluU PeKUMa U Iipoliecca nuranus [2,61].

YpoBenb yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb I0CTOBEPHOCTH 10KA3aTEIbLCTB —4)

o Pexomenayercss peryiaspHas W yMepeHHas (u3MUecKkas aKTHMBHOCTh TOJ KOHTPOJEM
pOIUTEIeH/3aKOHHBIX MPEACTABUTENICH, Bpaua (GU3ndeckoi 1 peabrINTallMOHHON METUIIUHBI WIH
Bpaya, BHITIOJTHSIONIETO ero (DYHKIUIO (CHEIUAINCTa TI0 MEIUIIMHCKON peadMInTalluu: Bpayda 1o
jgeucOHOM (GH3KYabTYpe © Ap.), mampeHntam ¢ MJIJ] amekBaTHas COCTOSHHIO W CTaIdH
3a00JieBaHus C LENbI0 oOecreueHns Haaexane PU3n4ecko akTHBHOCTU U MPeayNpexaeHue
BO3HHUKHOBEHUS KOHTPAKTYp [2].

YpoBeHb yoenuteabHocTH pekoMenaamnuii — C (ypoBeHb 10CTOBEPHOCTH 0KA3aTeJbCTB — D)
KommenTapuii: neobOxoouma «xoucyromayus epaua Gusuueckoi u peadburumayuoHHouU
MeOuyunsvl Ul 8paud, BbINOJHAIWE20 e20 @OYHKyulo (cneyuaiucma no MeoOUyuHcKou

peabunumayuu: 8paya no ie4ebHou uskyiomype u op.)

o Pexomenayercs MCIONb30BaHUE CHEIUAIBHBIX CPEACTB (MEIIOK I AbIXaTeJIbHOIO KOHTYpa,
MHOI'OPa30BOT0 UCIOJIb30BaHUS — MeEIOK AMOY), yCTPONCTB /17151 MEXaHUYECKOM MHCY)IAIum-
skcydisiunu (uHCYdasitop-aciuparop) npH BeisiBlieHHBIM cHIkeHHH OBJ] < 60% marueHTam ¢
MJIJI/MB]l ¢ 1ensio HOpMaiM3anuu —pecnupatopHoi ¢ymkumum [39, 45, 62-64].
YpoBeHb yoenuTeabHOCTH pekoMeHaanuii — C (YypoBeHb 10CTOBEPHOCTH J0KA3aTeNbCTB — 4)

KommenTapum: dannoe neyenue 06b1uHO HAYUHAIOM 8 PAHHIOW HEaMOYIAMOPHYIO0 CMAOUIo.

o Pexomenayercsi HCIONB30BaHME PYYHBIX WIM MEXaHHYECKUX NPUOOPOB, O0OJIEryaromumx
OTKalllJIUBaHue (MHCY(IATOpa-acCouparopa) M PYUYHBIX KOMIIPECCHUH TpYAHOW KIETKH WU
JBIXaTEJIbHBIX YIPA)KHEHUH, OPEHUPYIOIIUX B KOMOWHAIMU C MEIULUHCKUM 3JIEKTPUUYECKUM
acImupaTopoM (acIHupaTop Ha3albHBIH, ¢ AekTponuTanueM) nanuentam ¢ MJIJ{ npu ®XKEJT <50
%, TTOCssx <270 JI/MUH MM MakCHMalbHOM 3KcnupaTopHoM aasieHun <60 cm H20 ¢ nensio
HOpMau3aIuu pecruparopHoit ¢pyuknuu [39, 45, 65-67].

YpoBenb yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb IOCTOBEPHOCTH I0KA3aTEeIbLCTB — D)
KomMmeHnTapum: ucnonvsosanue omxawiiuéamenell sA6IAemMcs KpauHe 6adCHbIM, MAK Kak
cnabocmy ObIXamenbHOU MYCKYIAmypbl NPUBOOUN K HEBO3MOICHOCHU HOPMATbHO OMKAULIAMbCSL
U NOBLIUEHHOMY PUCKY PA36umus amenekmasos, NHeEMOHUU, HApyuweHuro oud@y3uonno-
nepgy3uoHHo20  COOMHOWEHUs U Npocpeccuu  ObIXamenbHol  HeOOCMamoYHOCMU.
Omkawinueamenb 00bIYHO HAYUHAIOM HNPUMEHAMb 8 KOHYe pAaHHel HeamMOVIamuol, Hauane

no30Hell HeamOy1amopHOU cmaouu 60e3HU.
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o Pexomenayercs mpoBeAeHUE BCIIOMOTaTeNbHON MCKYCCTBEHHONW BEHTHJIALIMU JIETKUX B HOYHOE
Bpems nanuentam ¢ MJIJI/M/Ib B ciiydae BOSHUKHOBEHHSI CHMIITOMOB HOYHOU TUITOBEHTHIISIIAN
WIN JAPYIHX JAbIXaTeNbHBIX HapymeHuid Bo Bpems cHa u npu OXKEJI < 50%, makcumaibHOM
uHcrpaTopHoM jgaBineHnn <60 cm H20, carypamuu Oz Ha MoMeHT npoOyxaenus <95% wunun
napuuagbHoM aapieHuu CO2>45 MM pT. CT. € 1IeJIbI0 HOpMAIHU3AIMKU PECIUPATOPHON (PyHKIUU
[39,45].

YpoBeHb yoeaquteabHocTH pekoMeHaanuii — C (ypoBeHb IOCTOBEPHOCTH JI0KA3aTeIbLCTB — D)
KomMmeHnTapuu: oaunnvlie meponpusmus 00bIYHO HeO0OXO0OUMbL 8 NO30HeU HeamOyiamopHou

cmaouu 3a0071e8aHUA.

* PexoMeHayeTcsl HEMHBa3WBHAs BEHTWIAIMS C JBYXYPOBHEBHIM IOJIOKUTEIHHBIM JIABJICHHEM
(BIPAP) marmentam ¢ MJI/MJIb B ciyuae, eciii HECMOTPS Ha HOYHYIO BCIIOMOIaTEIbHYIO
HUCKYCCTBCHHYIO BEHTIJIAIHMIO JIETKHX coxpaHsercs carypamus Oz <95% wnm mapumaibHOE
nasienne CO2> 45 MM PT. CT. B JHEBHOE BpeMsl, C LIEIbI0 MPOPHIAKTUKH THIIOTPOGUN TPYAHON
KJICTKH, 00JIErYeHus OABIIKHA U 00psObI ¢ rumoBeHTHIsAIKEH [39].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii — C (YypoBeHb 10CTOBEPHOCTH I0KA3aTeIbCTB — 5)
KommenTapuu: oannvlie meponpusamus 00bI1YHO HeO0OX0O0UMbl 8 NO30HeU HeamMOyiamopHou

cmaouu 3a0071e8aHUA.

3.4 Xupypruueckoe Je4eHue

o PexoMenayercsi mpoBe/eHHE TJIACTUKH axXWJUIOBA CyXoxuiausi manueHntam ¢ MJIJI/MJIb na
amMOyJ1aTOpHO# cTamuK 3a00JIEBaHUS C LIENbI0 KOPPEKIMH OPTONEMYeCKUX HapyieHuit [39].
YpoBeHb yoea1uTeIbHOCTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH 0KA3aTeIbCTB — 5)
KomMmeHnTapuu: onepayuu Ha cmone u axuiio8om CyXoxcunuu 0Jis KOppeKyuu 3K8UHOBAPYCHOU
dehopmayuu cmonvl HANPAGIEHbL HA Y8eauYeHUue 00beMa OBUNCEHUL 8 20IeHOCHONHOM CYCImase
U yyuueHus Xo0bOvl nayuenmos. Imu onepayuu NOKA3aHbl NpU COXPAHHOU CUle Yemblpexeiasol
Mbluyvl O6edpa. Bmewamenvsmea Ha mazobe0peHHOM U KOAEHHOM CYCmagax oObIYHO He

DPEKOMEHOYIOMCSL.

o He pexoMeHayeTcsi IpOBEJCHHE ONEPATUBHOTO JIEUEHUSI SKBUHOBAPYCHOM NehopMaliu CTOI
(apTpozie3 CcTOmBI M TOJIEHOCTONMHOTO cycTaBa) manuentam ¢ MJIJI/MJIb ¢ nenbro ymydmeHus
MO3UIIMOHUPOBAHUS CTON B WMHBAJIMIHOM Kpecie U JUid HOUIeHWss OOyBHM Ha paHHEH
HeaMOYJIaTOPHOM CTa/Iuu B CBSI3U C HEBO3MOXKHOCTBIO CaMOCTOSATEbHOM X0160b1 [39].

YpoBenb yoeauTeabHOCTH pekoMeHaanuii — C (ypoBeHb IOCTOBEPHOCTH I0KA3aTEIbLCTB — D)
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KOMMeHTapI/Iﬂ: OaHHOEe BMeuamenbcmeo Modicem Oblmb COCNAHO UCKIIOYUMETbHO npu

uHOueuOyaﬂbezx NOMERYUAIBHBIX BOZMOINCHOCNIAX 6EPMUKANIUIAYUU nAYUEeRmMA nocle onepayuu.

PexoMenayeTcsi mpoBeicHUE ONIEPATUBHOTO JIeUeHUs (apTPo/1e3 MO3BOHOYHHUKA (CIIOHIUIIONE3) C
UCIIOJIB30BAHUEM BHICOIHIOCKOIMYCCKUX TeXHoIorui) manuentam ¢ MJIJI/MJIb B ciyuae
HaJIU4Hs WCKPUBJICHHS TTO3BOHOYHOrO cToJji0a Ooyee 20° ¢ 1enbl0 KOPPEKIMH CKOJMO03a H
yaydIiieHus kadecTsa xu3nu [39,68,69].

YpoBeHb yoequreqabHocTH pekoMeHaanuii — C (YypoBeHb IOCTOBEPHOCTH JI0KA3aTeIbLCTB —4)

Pexomenayercst 1poBeleHUE ONepaluyd  apTpojie3 IO3BOHOYHMKA (CIIOHAWUIIONE3) C
HCITOJIb30BaHUEM BUICOIHIOCKOMTMYECKUX TeXHOoIoTui narueTam ¢ MJI/I/M/Ib B HeaOynaTopHO
CTa/INH, IMCIOIIUX UCKPUBIICHUE MTO3BOHOYHOTO cToi0a 20-30°, He gocTurmux mybeprara u He
MOJIYyYaBIINX TEPAIHIO TIIFOKOKOPTUKOMIAMH, C IIEJIbI0 YiIydllieHus KadecTBa sxu3uu [39, 69, 70].
YpoBeHb yoea1uTeIbHOCTH pekoMeHaanuii — C (YypoBeHb J10CTOBEPHOCTH 10KA3aTeIbCTB — 4)
KomMmenTapuu: y daurotl epynnsl nayueHmos OaHHAs onepayus s6JsAencs 4enecooopastoll 6
CBA3U C BbICOKUM PUCKOM NPOSPeccuposanus ckoauosa. Ilepeonuii cnonounooes Kak npasuio He
mpebyemcs, max Kak CnOHOUL00e3 00bIYHO NPOBOOSM 80 8MOPOL deKade, KO20a 0HCUOAEMC s

He3HayUumenbHblll OONOJIHUMENbHbL npOdO]lebllZ pocnt NO360HOYHUKA.

Pexomenayercss u30eratb XUPYpruyeCKUX BMEIIATENbCTB, HAMPABICHHBIX HAa KOPPEKLHUIO
KOHTPAKTYyp, 3a MCKJIIOYEHHEM CJENYIOIIMX CIy4yaeB: HaJIWuue BBIPAXXEHHOrO O0JIEBOTO
CUH/IpOMa, HapylIEeHHE 1IETIOCTHOCTH KO>KHBIX TOKPOBOB, BHIPAKEHHOTO AUCKOM(OpPTa B CBA3HU C
HENpaBWIbHBIM MO3UIMOHUpPOBaHHeMy nanueHtam ¢ MJI/I/M/Ib Ha mozgHeit amOynaTopHOM
CTaJIUM C LENbI0 NPOPHUIAKTUKU OCIOKHEHUN U YXYALIEHUE COCTOSHHS OTOPHO-/IBUTATEIBHOTO
armapara [39,70].

YpoBeHb yoeauTeabHOCTH pekoMeHaanuii — C (YypoOBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5)

PexoMeHnayercsi onpeensaTh MOKa3aHUsl K NPOIEeIype UCKYCCTBEHOTO0 KPOBOOOpAIEHUs U/UIIH
TpaHcIaHTamu cepana namueHtam ¢ MJIJI/MJIb ¢ ObICTpo mporpeccupyrouieii cepaeqHon
HenoctatoyHocThio 710 -1V dyHKIIMOHANBHOTO Kiacca M PEe3HCTEHTHOCTHIO K MPOBOJMMOMN
TEpanmuy C IEeNbI0 JICYCHUS KOHEUHBIX CTaIWid CEepIYCHON HEeIOCTaTOYHOCTH, YIIYYIICHUS
NporHo3a u Kadectsa xu3nu [28,83-93, 135].

YpoBenb yoenureabHocTH pekoMenaanuii — C (ypoBeHb I0OCTOBEPHOCTH I0KA3aTeIbLCTB — D)
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o PexoMeHayeTcsi MPUMEHEHHE TOTAIBHOW BHYTPHBEHHOHN aHecTe3uu marmueHtam ¢ MJIJI/M/Ib
IPU MPOBEJICHUU XUPYPTUYECKOTO0 BMEUIATENBCTBA C IMENbI0 MPO(HUIAKTUKH BO3HUKHOBEHUS
OCJIO)KHEHHH BO BpeMsi Hapko3a [39].

YpoBenb yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb I0CTOBEPHOCTH 10KA3aTEIbLCTB — D)
KomMmeHnTapuu: npumenenue KOMOUHUPOBAHHO20 IHOOMPAXEANIbHO20 HAPKO3A NOBbIULAEN DUCK
pazeumus paboomuoauza u cunepkanuemuu. IIpumenenue cykcamemoHuss Xaopuoa™** OaHuvim
nayueHmam cmpo20 NPOMUBONOKA3AHO (603MONCHO pazeumue pabooMuoIUu3a u 2unepraiuemuil)
[82]. IIposeoenue pecuonapnvix memooos anecmesuu (nudypanvhas anecmesusi, CHUHAIbHAA
anecmesusi, CHNUHAILHO-3NUOYPANbHASL AHecme3Uus) Modicem Oblmb 3aMpPYOHEHO BClledCcmeue
UCKpU6IeHUss N0360HOYHUKA. Ileped n06bIM XUpypeuuecKuUM 6MeulamenbCmeom Heooxoouma
KOHCYIbMAayusi 6paua-nyibMOHON02A U 8PAYA-KApOUOJI02a/8paia-oecmrkoeo kapouonoea. Kpome
mozo, Heobxooumo obpamums eHumanue, umo y nayuenmos c¢ MJIJI/MJ/I5 noeviwien puck

paseumiu cepdelmoﬁ U ObIXAMENbHOU HeOOCMAamoYHOCHU 60 8peEMA U nocjie onepayuu.

3.5. HajuaTuBHAS MeAUIIMHCKAS NOMOIIb

lannuamuenas nomowb — nooxoo, yenvlo KOMOpo20 AGNAemcs YIydueHue Kaiecmed
JHCUBHU NAYUEHMOB U YIeHO8 UX ceMell, OKA3ABUUXCS Neped JTUYOM YePONCAIOUIe20 IHCUSHU
3abonesanus. Oma yeib O0OcCmMuUeaemcs nymem HnpeodynpedtcoeHus u oobjecueHus CmpaoaHuil
bnazooaps pannemy 6blAGNEHUIO, MUWAMENTbHOU OYeHKe U KYRUposaumuio 6oau u opyaux
MA2OCMHBIX  PUIUYECKUX CUMNIMOMOS, a4 MAKHCe OKA3AHUIO NCUXOCOYUATbHOU U OYXOBHOU
noooepoicku [144]. Inasnas 3adaua naiiuamueéHou NoMowu — OOCHMUICEHUE, NOO0EPIHCKA,
coXpaneHue U nogvluleHue, HACKOIbKO MO BO3MOMCHO, Kayecmea dcusHu nayuerma. OOHako
onpeoenumn, Ymo makoe «Kauecmeo HCU3HUY, MONHCEN MOTbKO CaM NAYUEHM, HYHCOAIOWUNCS 8
naniuamusnot nomowu [145]. Basicno ne npomusonocmaensime RALIUAMUSHYIO NOMOWb U
akmueHoe (UHmMepeeHYUOHHOe) leyeHue, a 83AUMHO UX OONOIHAMD.

e PexkoMeHayercsi OKa3zaHHME JIOCTYNHOM TNAJUIMATUBHOM MEAUIMHCKOM TIOMOIINM JIETSIM C
MJI/MJIB, KOMIUIEKCHO OCYIIECTBISIEMON COTPYJHUKAMU MEIUIIMHCKUX OpPTaHU3alud U UX
MOApa3IeJICHNM, OKa3bIBAIOIIMX CIEUUAIM3UPOBAHHYIO NAJUIMATUBHYIO MEIMIIMHCKYIO ITOMOLIb
JIETSIM, B PETYJISIPHOM B3aUMOJICHCTBUM C CEMbEH NIl oOecreueHns MmoTpeOHOCTe! MalueHTa u
€ro 3aKOHHBIX MMPECTABUTENICH Ha pa3IMYHbIX dTanax 3abonesanus [142, 146, 147].

YpoBeHb yoenuTelbHOCTH pekomMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5)

e PexoMeHayeTcsl BCeM IMallMEHTaM C IPOTPECCUPYIONIEH MbllIeuHOl nuctpodueil [romenna u

mporpeccupyronieii  MeimeyHod  auctpodueit  bekkepa, HyXZalOMMMCI B  OKa3aHHUH

MAJJIMATUBHON MEIMIIMHCKOM TIOMOIIM, NIPOBOAUTH MATPOHAX BBIE3JHOM NATPOHAXKHOMU
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Opurazoi OT/eICHUS BBIC3AHON MAaTPOHAKHON MANIMATUBHOW MEAUITMHCKON ITOMOIIH JCTSIM C
LEJIbI0 OKA3aHUsl MMAaJUTHATUBHOM CHCIMATM3UPOBAHHON MeAUIIMHCKOM oMoty [ 148-150].

YpoBeHb yoenureabHocTH pekoMeHaanuii — C (YypoBeHb IOCTOBEPHOCTH 10KA3aTeJILCTB —4)

4. MenMuMHCKas1 peadMIMTALMS U CAHATOPHO-KYPOPTHOE JIeYeHue,
MeJUIMHCKHE MOKA3AHUA M IPOTHUBONOKA3AHUSA K IPMMEHEHHI0 MeTO10B
peadnJInTALMH, B TOM YHCJIe OCHOBAHHBIX HA HCIOJIb30BAHUY NPUPOAHBIX

JeuyeOHbIX (GaKTOPOB.

B nacmosawee epemsa oOoxazano, umo pecyiapHas yMepeHHas @u3uuecKds Hacpys3Kd,
Quszuueckas mepanus u peadurUMayus NAYUEHMO8 CNOCOOHbL UBMEHUMb MPAeKmopuio
ecmecmgennozo meyenuss MJJI/MJ/Ib: npoonume cnocobHocms K CAMOCMOSAMENbHOMY
nepeos8UICEHUI0, NPe0Omepamums pa3eumue MmaNCeIblx UHBATUOUSUPYIOWUX KOHMPAKMYpD U
OCNI0JCHEHUU, NOBLICUMb NPOOOINCUMENTLHOCHb U KAYEeCMB0 HCUSHU NAYUEHMO8, VIVUUUUMDL UX
@yHKyuonanoublli U coyuanbHull cmamyc. Peanuzayus 5moi KOHYenyuu 803MONCHA MOTbKO 8
dopmame nepcoHaIU3UPOBAHHOU uzuieckol mepanuu u peadurumayuu.

Llenu Heobxo0umo onpedensimv Kak nNpu NOBCEOHEBHOU pabome ¢ peOeHKoOM
(peabunumayuss 0OPA30M JHCUBHU — MO20A MO COBMECmHAs. paboma 8paya @u3u4eckou u
peadurumayuoHHol  MeOuyuHvl  (8paya No - MEOUYUHCKOU peabunumayuu uiu  6pauda,
8LINONIHAIOWE20 €20 (QYHKYulo (cneyuanucma no MeOUYUHCKoU peaburumayuu): epaia no
JneyebHoOU  QusKkyrbmype,  8pava-gusuomepanesma, 8pava-peekcomepaneema, 8payd-
MpaAsMamono2a-opmoneoa, paia-Hespono2a u op.), pooumenel u uHo20d camo2o pedeHKa) —
boniee 00120CpoOUHbIE Yeau, MAK U C KAHCObIM NPUXOOOM pebeHKa Ha KYpC peabunumayuu 8
PeaduIumayuOHHbIL YeHmMp — KPpAmKOoCPOYHble U OMCPOYEHHbIe Yell.

Peabunumayusa nayuenmos ¢ M/J[/MJ[b — kasicooOHe8Has MHO20IlemHsis pabOma cembl.
Meouku mocym oyeHums cocmosinue, 3a0ams eKmMop O8UNHCEHUS, COCMABUMb CHUCOK NPOYeOyp
u 00yuums, HO obsa3amenvHa KadCOOOHesHas paboma cemvu. Heobxooumo ecemepHo
nO00EPAUCUBAMb CeMbll C MeM, COoObl OHU NOHUMANU HEOOXO0OUMOCMb eHCeOHeBHOL pabomvl ¢
pebenkom u denanu HazHayeHHvle npoyedypuvl 6e3 OUUOOK.

s oxazanus Oannoeo euda nomowu mpedyemcs yuacmue 6paya uuuecKou u
peadunumayuoHHOU MeOUyuHbsl, 8paia No MeOUYUHCKOU peaburumayuu uiu opy2020 8paud,
BbINOIHAIOWE20 DYHKYUIO CReYUarucma no MeOuyuHcKou peaburumayuu (8pay no JjedebHou
Quskyremype, epau-ghuzuomepanesm, pau-pegiekcomepanesm, pai-mpagmamono2-opmoneo,
epaua-wHegponoz u Op.). Bpau d¢uzuueckoi u peabunumayuoHmou Mmeouyumvl, 6pay No

MEOUYUHCKOU  peabunumayuu uiu 6pad, GblNOJHAWUL €20 QYHKYUIO, O0Cyujecmeisiem
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MOHUMOpUHZ U  NPUMEHEeHUe NpPOSPpAMM  peadulumayuy, aoanmayuio/Hacmpouxy noo
UHOUBUOYATIbHbIE — NOmMpeOHOCmu  nayuewma 6  coomeemcmeuu ¢ MeocOynapoonoi
Kkaaccuguxayue GYHKYUOHUPOBAHUA 6 3A8UCUMOCMU OM CMAouu 3a001e8aHUsl, YPOGHS
MObUILHOCMU u HAIU4us/omecymcemeust CONYymMcmeyouwux 3a601e8aHUl
[https://www.parentprojectmd.org/care/care-guidelines/by-area/physical-therapy-and-
stretching/].

Ilpu  HeoOXxoOumocmu K  KOHCYIbMUPOBAHUIO U  PeaOUIUMAYUOHHOU — NOMOWU
NOOKTIIUAEm(Csl 6pay 8pad-HeupoXupype, 6pai-cypooio2-0mopuHoiIapuH2oiI02, a maxoice 1020neo,
Odehekmonoe u opyaue cneyuaiucmol npu HeodXoOUMOCmu.

Hayuenmam ¢ MII/MIIB neobxoouma nooodepiicka MAaKCuMaibHO20 YPOBHS (YVHKYULL
CKeJlemHO-MblUeuHo20 — annapama Ol NPeOynpexicoeHusi U MUHUMUZAYUU — BMOPUYUHBIX
0CN0JICHeHUll (pazeumue KOHMPAKmyp, MblUedHblX ampo@uil, KOMNEHCAmMOpPHOU Oedopmayuu
ckenema, ocmeonenuu, ocmeonoposa). [loxazanvl pecynsphvie ymepenHvle uzuyecKue HazpysKu.
Ilpu nposedenuu peabuIUMayuUOHHLIX MEPONPUAMUL U30e2amb Ype3MePHLIX (MAKCUMATLHBLX)
HA2PY30K, IKCYSHMPUUECKUX YNPAAICHEHULL ¢ gblcokum conpomugneruem [106].

Memoowr peabunumayuu MI[JI/MJ]B Oensmcs na nemexnuueckue (K HUM OMHOCAMCS
Gusuueckas mepanus. neuebHas Guskyiemypa, xoovba, niasauue, 6erocuned u op.) u
mexHuyeckue (opme3uposaHue KOHeYHOCmell), a maKdice mMexaHuyeckue u pooomu3upo8aHHvle
Memoovl (MexaHomepanus, 8epMUKAIU3aAyUs, npuUMeHenue peaduiumayuoOHHbIX MpPeHaNcepos).
Ilpu nposedenuu peadbunumayuoOHHbIX MEPONPUAMUL HEOOXOOUMO.

. cmapamscsi 6CMpoums — PUIUYECKYI0  Mepanuro U - pezyisipHvle  QU3UYECKVIO
AKMUBHOCHb 8 NOBCEOHEBHYI0 AKMUBHOCb PeDeHKa, ChopmMuposams HA UX OCHO8E
06pas e2o Hcu3HU,

. YUUmul8ams, 4mo OOMUHUPVIOWUM CUMAMOMOM Yy Oemell A6IAemcs YCmaiocmns, d
3HaAYUmM pacnpeoeniams QU3UYECcKyI0 HACPY3KY HA 8eCb 0eHb — KHOHEMHOR2Y, HO YACMOY,

. delicmeosams  ynpexcoarnwum oopazom — Ccmagums yeau peadurumayuu Ha
Onudicatiuiue HeCKOIbKO Mecsiyes aneped C YYemom meKyueco CKelemHo-UbluedHO20

cmamyca nayuenma u npocHO3UPYemMblX YXYOUleHU.

B 3aeucumocmu om eedywjux Kiunuueckux cumnmomos nayuenmam c¢ M//I/M/Ib
Mo2ym 0blmb HA3HAUEHbL PA3TUYHbBIE PeaduIUmMayUoOHHbLE RPOZPAMMBbL.
1) Memoowl pusuueckoil peabunumayuu.
. aKmueHoe U NACCUBHOEe pacmseuéanue (CamocmosimenvHoe U ¢ HNOCMOPOHHEU

nomowvto) 5-6 pas 6 Hedento He meHee 60 CeKyHO Ha KANCOVIO MbLULEYHYIO 2PYNNY,
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2)

3)

OnumenbHoe 8blMANCCHUE C UCTONb308AHUEM no3uYyuUORUpoOBaArUs, WUURUPOBAHUSL,
opme3uposarue u meﬁnupoealme,‘

npuUcnocobienus 0Jisl 6epMUKAIUZAYUL (8EPMUKANUIAMOP, KPOBAMb-8EPMUKATUZAMOD,

napanoouym-6epmuKaiu3amop), Xxoobovi u opmoneoudeckas 00yeb,

KUHe3UoOmepanus, 6 mom ducie cuOpoKuHe3omepanus (niasaunue npu memnepamype
60061  30-33°C  (ommumanvHvle memMnepamypHvle pamKu 01  HAULYYULE20
memabonuzma moiuiy).) (Jlewebnas guskynemypa 6 baccetine, Iuopoxunesomepanus
npu 3abonesanusx cepoya u nepuxapoa, luopoxunezomepanusi ¢ UCNOIbIOBAHUEM

NOO0BOOHBIX MPEHANCEPOB NPU 3aD0NeBAHUAX Cepoya U Nepuxkapoa);

MexaHomepanus, be3nacpy3ouHvle MOMOMemoObl (mexanomepanus,
POOOMUBUPOBAHHASL MEXAHOMEPANUs, ANNAPAMHble CIMAMO-KUHemudecKue Hacpy3Ku,
JleyebHas u3KyIbmypa ¢ UCnOIb308aHUeM MPeHadxcepd, 1e4eOHAs. MeEXaHOmepanus 8
600€), MPEHUPOBKU C OUONI02UUECKOU 0OPAMHOU CB3bI0 NO KOOPOUHAYUU OBUICEHULL
(cmabunonnamgopma) 013 nodoeprcanus GyHKYUOHATbHBIX 803MONCHOCMEL MbIULY U
Vayuuenuss Koopournayuu osudicenutl (Tpenuposxa ¢ 6uonro2uueckol 0opamHou cés3bio
N0 ONOPHOU peaxkyuu, YAPAXCHeHUus JiedeOHOU QU3KYIbmYpsbl € UCNONb30BAHUEM
NOOBECHBIX cUCmeM, UMumayusi Xxoobowl co cmadbunuzayuetl, baiancmepanus),
Quzuueckue Hacpy3Kku: Oasi npedoOmepaweHus ampopuu u EMOPUUHBIX OCLONCHEHUL
nayueHmsl ¢ COXPAHHOU CHOCOOHOCMbBIO K CAMOCMOSMENbHOMY NEPeOSUNCEHUIO U
nayueHmsl HA paHHel  Cmaouu nomepu  CHOCOOHOCMU K  CAMOCMOAMENbHOMY
NePeosUNCeHUI)  OONICHbL  PECYNAPHO  3AHUMAMbC  VKpenjeHuem  Mbluly 8
cyoMaKcumanbHom (1e2kom) pexcume nod HadbIoOeHuemM UHCMPYKMOPOs, MeOUYUHCKO20
nepcoHana uiu 0Oy4eHHviX pooumenell,
Jneuebnas guzkynemypa (levednas uskyibmypa npu 3a001e6anHusX cepoya u nepuxkapod,
UHOUBUOYANILHOE 3aHamue ae4eOHoU QU3KYIbmMypol npu 3a001e8anusix cepoya u
nepuxapoa, epynnogoe 3amsmue 1e4eOHol Qu3KyIbmypol npu 3a601e8aHuUsX cepoya u
nepuxapoa, ne4ebOHas QusKyrbmypa ¢ OUONO2UYECKOU O0Opamuol C85A3bl0  Npu
3a001e8anusix cepoya U nepukapoa, JeyebHas QuU3KYIbmypa ¢ UCNOIb308AHUEM
mpeHnasicepo8 npu 3a601e6anusx cepoya u nepuxapod, mpeHuposKda ¢ OUON0SUHeCKOl
00pamHoOU C643b10 NO CRUPOZPADUUECKUM NOKA3AMENIM Npu 3a001e8aHUsAX cepoya u
nepukapoa, mpeHuposKa ¢ OUONO02UYECKOl 0OpAMHOU C6:3bI0 N0 2eMOOUHAMUYECKUM
noxkazamensim (apmepuanivHoe O0asleHue) npu 3a001e6aHUiX cepoya U nepuxapod,
Jeuebnas QusKkyibmypa npu 3a001e6aHUAX OPOHXONE20UHOU CUCeMbl, UHOUBUOYATbHOE

3ansamue JieuebHou u3KyILbMypol npu  3a0071e6aHUAX OPOHXONE20YHOU CUCTNEMb,
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2pynnosoe 3auamue Jne4eOHOU QU3KYIbMYpol npu 3a001e6aHUAX OPOHXO0Ne20UHOU
cucmemvl,  MexaHomepanus — Hpu  3a001€8aHUAX ~ OPOHXONIE20YHOU  CUCEMb,
MexaHomepanus — HA — NPOCMeUwUx — MexaHomepanesmuueckux — annapamax — npu
3a001€6aHUSIX  OPOHXONE20YHOU  CUCmeMbl,  MexaHomepanus  Ha  OJIOKOBbIX
MEXaHOMepanesmuyecKux annapamax npu 3a0071e6anHusx OPOHXONE20UHOU CUCmeMbl,
neyedHas QusKkyribmypa ¢ Ouoi02uueckou 0OpamHOU  C8A3bI0 NPpU  3a00NEBAHUSX
OPOHXONIe20UHOU  CUCmeMbl, MPEHUPOBKA C OUONIO2UYECKOU OOPAMHOU C8A3bI0 N0
ouHamozpaguueckum nokazamenam (no cuie) npu 3a001e6aHUAX OPOHXOIE20YHOU
cucmemvl, MPEeHUPOBKA C OUOLOUYECKOU 0OPAMHOU C853bI0 NO ONOPHOU PeaKyuu npu
3a001€6aHUAX OPOHXONE2OUHOU CUCMEMbl, MPEHUPOBKA C OUO0I02UYeCKOU 0OpamHou
CB53b10 N0 NOO0SPAPUUECKUM NOKA3AMENAM NPU 3A001e8aHUAX ODPOHXONE20UHOU CUCEMDL,
MPEHUPOBKA ¢ OUONIOSUHECKOU 0OPAMHOU CB513b10 NO KUHE3UONIOSUHEeCKOMY 00pazy npu
3a001€6AHUSX OPOHXONE2OUHOU CUCMEMbL, MPEHUPOBKA ¢ OUONOSUHECKOU 0OPAmHOl
CBA3bI0 NO CHUPOSPAPUYECKUM NOKA3AMeNaM Nnpu  3a001e8aHUAX OPOHXO0NE2OUHOU
cucmemvl, MPEHUPOBKA C OUOIO2UYECKOU OOPAMHOU CBA3bI0 NO 2eMOOUHAMUYECKUM
nokazamensim (apmepuanvhoe 0asieHue) npu 3a001e6aHusxX OPOHXOIECOUHOU CUCTEMDL,
JleyeOHas u3KyIbmypa ¢ UCHOIb308AHUEM ANNAPAMO8 U MPEHANCEPOB NPU 3A00NEBAHUSIX
OpoHXxONe2ouHOU  cucmemsl  JleyebHas — Qu3Kyrbmypa npu  agazuu, ouzapmpuu,
UHOUBUOYATIbHOE 3aHAMUe N1e4eOHOU (U3KYIbMYPOL NPU apazuu, Ouzapmpuu, mpeHuposKa
¢ buonocuveckou 0OpamHou c6:A3vi0 No dNekmpomuozpaguu npu agpazuu, ouzapmpuu,
MPEHUPOBKA ¢ OUONOSUHECKOU O0OpAmHOl C653bl0 N0 3NeKmposHyepanoepaguu npu
agazuu, Ouzapmpuu, MPEHUpPoO8Ka ¢  OUONO2UYECKOU 0OpamHOU  C63bl0  NO
chupozpagpuieckum nokazamenam npu aghazuu, OU3apmMpUul, MpeHUposKa ¢ OUONI0SULECKOU
00pamHoll C8:A3b10 NO 2eEMOOUHAMUYECKUM NOKA3AMeNaM (apmepuanvHoe oasleHue) npu
agazuu, ouzapmpuu, JnevedOHas usKkyrbmypa npu oucacuu, MpeHuposKa ¢
buono2uueckoi  06pamuol  cea3vi0  no  dnekmpomuocpaguu  npu  oucghazuu)[107];
80CCMAHABIUBAIOWUE YNPANCHEHUS PEKPEAYUOHHOU HANPABIEHHOCMIL,

4)Jlozoneduyeckue 3aHAMUs NPU HATUYUU HAPYUWEHUT peyUl, 2TOMAHUSL, HCEBAHUS, CATUBAYUL,

5) Cypoonoeuueckoe conpogodicoerue npu HapyuleHuu ciyxa,

6) [eghexmonocuueckue 3anamus npu HAIUYUYU KOCHUMUBHBIX HADYULEHUL,

7) Quszuomepanesmuueckue Memoovl peaduriumayuu.
*  JlOKaNbHble  Meniosvie  Npoyeoypvl  (annaukayuu - o3ekepuma, — napaguma,

banvHeonpoyedypvl, mMepManbHble BAHHOYKU), Hanpumep, NApapuUHO-030KePUMOo8asl
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annauxayus, eosoeticmeue napagyuHomM Ha KUCMU UL CMONbl (Napa@uHo8as 8aHHOYKA),

BAHHbL MUHEPATbHbLE JleyeOHble)

*  uenopegnexcomepanus

8) Xupypeuueckoe emewamenbcmeo npu Haiuduu CKelemHbIX Oegpopmayuil  (Co2NACHO
COOMBEMCMBYIOUUM KIUHUYECKUM PEKOMEeHOayusim) cm. pazoen 3.4.
9) BcnomoeamenvHovle npucnocodnienus 0isi KOMReHcayuu QYyHKYutl u adanmayuu:

*  Kpecna-KoMACKU, — Ynpaensemvle  NAYUEHMOM,  KpeCla-KOJACKY, — Ynpasisemble
NAYUEHIMOM/CONPOBONCOAIOUWUM TUYOM (DYUHBLE KPECIA-KONACKU),

*  Kpecia-KousicKu, c neKmpoosucamesnem, ynpaeisiemvie
RAYUEHMOM/CONPOBOHNCOAIOUUM TUYOM (MOMOPUSUPOBAHHBLE KPECAA-KONACKU),

*  Kposamu ¢ 21eKMpPOnpU800OM a0anmayuorusie, Kpogamu a0anmayuoHHbvle ¢ pyUHbIM
ynpasnenuem, Kposamu OOJNbHUYHbIE MeXanuueckue, Kposamu OOJNbHUYHbIE C
2UOPABTULECKUM NPUBOOOM, KPOBAMU OOIbHUUHbIE CMAHOAPMHBLE C INEKMPORPUBOOOM
(aemomamuuecku pecynupyemoie kposamu) [108].

Ilpu  opmyruposanuu peaburumayuonnozo ouaenosa no MK®D u paspabomxe
UHOUBUOYANILHOU  PeaOUIUMAYUOHHOU NPOSPAMMbL  BAICHO PAHICUPOBAMb NAYUEHMOE HNO
cmeneHu MOOUTbHOCMU:

*  Xxo0sayue (ambyramopHas cmaousi)

*  cuosayue (paHHas HeAMOYIAMOPHAS CMAOUsL);

*  Jexcauue (no30HaAs HeambyIamopHas Cmaousi).

Hannas  ¢ynkyuonanvhas Kiaccugurayus no3eoisienm KOHKPemu3uposams 3a0ayu
peaburumayuu 015 OnpedeeHHO20 NAYUEHMA C YUemoM e20 803MONCHOCIEL U NOMpPeOHOCHell.

Pecynapno nposoosmces. ¢usuomepanesmuyeckue npoyeodypsl, MeOUYUHCKUL MACCALC,
JeyebHas uskyremypa, 1020neous, pecnupamopHas mepanus (OvblxamenbHdas SUMHACMUKA),
00yueHUe camMoOOCIYHCUBAHUIO U UCNONIL30BAHUIO BCHOMO2AMENbHBIX NPUCNOCODIeHUL (3a8UCUm
om eo3pacma pebenka). Ilo nokazanusm — 3aHAMUS C JO20NEOOM, BPAYOM-CYPOOIO20M-
OMOPUHONIAPUHSOIO2OM,)

Heunsazusnas pecnupamopnas noooepoicka (co30anue noiodCUumenbHo20 0asleHus Ha
evidoxe) — npu passumuu eunokcemuu. Cnedyem o00Oyuums pooumeneil pabome ¢
omKawiueamenem uiu mewkom Amoy.

Bonvwoe 3nauenue umeem npasunvhulii 00paz HeusHU ¢ A0EK8AMHBIM PACHpeOeleHUeM
HA2PY30K, 3AHAMUAMU J1eYeOHOU QU3KYIbmypoll no0 KOHMPOLEM UHCMPYKMOpa Nno J1e4ebHol

Quszkynomype.
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Hounvle wunbl (201€HOCMONHbIE MYmMopbl uiu opmesvl) NPeOOMEPAUAOm pazeumue
KOHMPAKMYP 8 201eHOCIMONHOM Cycmase.

Ilocne nomepu cnocobnocmu nepeosucamsbcs, MOICHO UCNONb306AMb OHEBHbLE WUHDL, HO
MONbKO He OJisl NAYUEHNO8, KOMOPbLe euje MO2Yym XOOUmb.

Jnunnvle wunbl 011 HOZ2 (KOJIEHO-201eHOCMONHble Opme3bl (Opmesvbl 0/l HUJICHEU
KOHEYHOCMU)) UCNONb3YIOMCA 8 Nepuood, Koe0d OYEHb CIONHCHO UIU HEBO3MONCHO XOOUMD.
Ilpumenenue maxux opme308 Modicem nPpedomepamums 0eQopmayuio cycmasos.

Vempovicmea 0ns co30anusi cmosiuec0 NONOJNCEHUs. (6epMUKANUZAMOPDI, Kpecad ¢
INEKMPUUECKUM NPUBOOOM, NPUCNOCOONEHUS OISl NOMOWU NPU BCMABAHULU) DEKOMEHOYVIOMCS 6
cyuae, K020a NAYUEHm yice He MOA#Cem X00Umb.

Ilpu nossnenuu ceubamenvbHbiX YCMAHOBOK U MY20N00BUNCHOCU 6 NAIbYAX pPYK
NPUMEHSIOMCSL NOOOePAHCUBAIOWUE WUHDL OJIsL KUCmU (Opme3bl O] 6ePXHEll KOHeUHOCMUL).

Pecynaproe nabnooenue 3a ocankou: npedynpesicoeHue hopmupo8anus CUMMEMPUUHBIX
KOHMPAKmMyp y NnayueHmos, Komopwvie CHOCOOHbl nepedsu2amvCs, NpasuibHAsl N03d CUOEHUs 6
Kpecie-Kosicke, KOmopas noooepicusaem NO360HOUHYIO U MA308YI0 CUMMEMPUIO, d MAaKice
8bIMsICUBAHUE NO36OHOYHUKA. Hcnonb306anue ukcayuu no360HOYHUKA (NPUMEHeHUEe KOPCemos)
He AGNAemcsi  albmepHamueol Oisi  NpoGedeHus U  OMKIAObIGAHUS.  XUPYPSUUECKO2O
BMeUamenbcmed, Ho MONCem NPUMEHAMbCSA 8 CYUAAX, KO20d XUPYPeUYecKoe eMeuamenbCcmeo

HEBO3MOJICHO Ulu euje He 6bl6paH ONMUMAIbHBLI MEmOo0 €20 npoeeéenuﬂ.

Pexomenayercst mpuem (OCMOTp, KOHCYIbTalus) Bpada (U3MUECKON W peadMIMTAalMOHHON
MEAWIIMHBl WU Bpaya, BBIMOJIHSIONIETO €ro (QYHKIHMIO (CHeUalucTa MO MEAUIIMHCKON
peabunuTanyuu: Bpada MO JIe4eOHOW (PU3KYNbType U [p.) NEPBUYHBIM W TOBTOPHBIM BCEM
narrentam ¢ MJIJI/M/IB ¢ tienbio coctaBienus miaHa peabmmmrarmn [111].

YpoBeHb yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb IOCTOBEPHOCTH I0KA3aTeIbLCTB — D)
KomMmeHnTapuu: 6 3asucumocmu om nokazanuti Mo2ym npumeHsImscsi Memoovl, nepeducieHHvle

6 Hauane pasdeﬂa.

PexoMeHIYIOTCA MEPONPHATHS 10 aJanTalii K YCIOBHSIM MaKpPOCPEIbl BCEM IaIlMEHTaM C
MJIJI/MJIB, nMmerorumM IBUTATENIbHBIC HAPYIICHUS, C IISJIbIO TIOBBINICHUS KauecTBa xu3Hu [110,
111, 159].

YpoBeHb yoenureabHocTH pekoMeHaanuii — C (ypoBeHb IOCTOBEPHOCTH I0KA3aTeIbLCTB —4)
KoMmmenTapuu: neobxooumsr meponpusmus no adanmayuu 0omauinel (U op. oKpyacaowetl)
00cmanoéKku  0na  obecneueHus MAKCUMAILHOU He3A8UCUMOCMU  NAYUEeHmMOo8 3d  cuem

bezonacnocmu u 0OCMYNHOCMU 8CeX He0OX0OUMbBIX UM CPEOCM8.
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o Pexomenayercs BcemM mammeHTam ¢ MJJI/MJIb mnpoBomuTh mNpodUIAKTUKY Pa3BUTHS
KOHTPAKTYP C IEJIbI0 YIydIieHus KauecTBa xu3uu. [1,2,111]
YpoBeHb yoenureabHocTH pekoMeHaanuii — C (ypoBeHb IOCTOBEPHOCTH /I0KA3aTeIbLCTB — D)
KoMmMeHTapuu: Heobxo0umo nposedenue pe2yiapHulx npoguiamuieckux pacmsoicex 4-6 pasz 6
Hedeno 8 obaacmu 100vldceK, KoaeH u bedep, zanacmutl, pyk u weu. Obyuenue pooumenei u
NAYUeHmo8 NPasuibHOMY 6bINOJIHEHUIO PACANCEK OOAHCHO NPOBOOUMBCS 8PAYOM UULECKOU U
PeabunumayuoHHOU MeOUYUHbl UIU 8PAYOM, GbINOIHAIOWUM €20 (QYHKYUio (cneyuaiucm no
MeOUYUHCKOU peaburumayuu, 8pad no ie4ebrol puzKyibmype), nocie 4e2o OaHHbvle YNPA’CHEHUs
0enaomces Ha pe2yisipHoll ocHose. Peeyisproe u npasunvroe @ulnonneHue pacmsicex sA6saemcs

8adNCHEUUUM YCI08UEM NPOPUIAKMUKU PAZBUMUSL KOHMPAKMYD.

o Pexomenayercs Bcem nanmentam ¢ MJI/I/M/Ib ucrionb3oBaH#e OpTE30B /sl BEPXHUX M HIDKHUX
KOHEYHOCTEeH (0pTe3 IS JIOKTS/3aMsICThsI/KUCTH PYKH U OpTe3 AJ1sl Oe1pa/KOoIeHa/TOIEHOCTOITHOTO
CyCTaBa/CTONbI) W/WiIM IUH (IIMHA C TOJOXKOH, MHOIOPAa30BOI0 HCIIOJB30BAHUS) IS
NOJIePKaHus, IPABIIIBHOTO MOJIOKEHHS CYCTAaBOB M MPABIJIFHOTO MO3UIIMOHUPOBAHUS C IIEIHIO
npenynpexaeHus GopmMupoBanust KoHTpakTyp [1,2,71,72]

YpoBeHb yoeauTeabHOCTH pekoMeHaanuii — C (YypoBeHb J10CTOBEPHOCTH 10KA3aTeIbCTB — 4)
KommeHnTapuu: opmesvl npedcmaesnsiom coboil mexHuueckue cpeocmea peadounumayui,
ucnonvzyemvie O0Jisl USMEHEeHUs CMPYKMYPHbIX U (DYHKYUOHANbHLIX XAPAKMEPUCTNUK HEPEHO-
MbIUEYHOU U CKelemHblX cucmeMm u obecneuusaiowue, 6 3A6UCUMOCIIU OM MeOUYUHCKUX
NOKA3aHULL, OPMONeoudecKyo KOppekyuio, pasepysKky, uxcayuio, akmusuzayuo 08UameibHsix
@yuxyuii. Cymmapnoe 8pemMs HaxoxHcoeHus: 6 opme3sax 01 AmMOYIamopHblX nayuenmos — 5 pasz 6
Hedento 00 8-12 yacos 6 deHv.

Opmesbl 00IHCHBL UB2OMABIUBAMBC UHOUBUOYAILHO Ol KAHCO020 NAYUEHMA NOO KOHMPOIeM
epaua guzuueckol u peadburumayuoOHHOU MeOUYuHsbl Uil 8payd, 6bINOIHAWE20 €20 (PYHKYUIO
(cneyuanucma no MeOUYUHCKOU peabuiumayuu, 6paia no aeyebHou ¢uskyromype). VYV
aAMOYIAMOPHBIX NAYUEHIMO8 NPUMEHATOMCSL OISl PACMANCEHUS 8 HOUHOE 8PeMsl.

Ilpumenenue 2onenocmonuvix opme308 6 OHEBHOe 8peMs MONCem UCHONb308aAMbCs  OJis
PACMANCKY UTU NOSUYUHUPOBAHUS HA HeAMOYIamMOPHOU cmaouu 3a001e6aHUsL.

Ilpumenenue KONEHHO-20I€HOCTONHBIX OPME308 BO3MOJNCHO 8 NO30Hel AMOYIamopHOU U
HeambOynamopuou cmaouu. Bo epems neambyramopnoi cmaouu mo2ym Oblmb UCHOAb308AHB
WUHbLL  HA  3anAacmee UMY  pPYKY Ol PACMAdNCEHUs  ONUHHBIX U 3aNACMHbIX
ceubameneii/pazeudbameneti nanvyes. Cepulinoe 2uncogamue Moxcem NPUMEHAMbCS KAK Ha

amMoOyIamopHoU, Max u Ha HeamOYIAMOPHOU CIMAOULL.
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* Pexomenayercsi nammentaM ¢ MJIJI/MJIb paccMoTpeTh okazaHue yCIyTr 1O MEIUITMHCKOU
peabunuranuu  JeTeid ¢  HEUPO-OPTONEAMYECKOW MATOJOTHUEH MeTogaMu  JIeueOHOro
TEHITUPOBAHUS C 1IEIIbI0 YMEHBILICHHS HArpy3KH Ha MbIIibl [112].

YpoBenb yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb I0CTOBEPHOCTH 10KA3aTeIbLCTB —4)
KommenTapuu: oannas memoouxa modicem ucnovzosamocsy oemeti ¢ MI/I/MJIbB. Teun (nenma
aoze3usHas OJisi KUHe3UOMeUnuposanus) cnocoben NpUHUMAams Ha cebsl Yacms Hazpy3KUu MblulYybl,

mem camvim 0amsv novyecmeoeaniob nab;ueHmypa6omy ceoell MblUlYbl.

* Pexomenayerca mamuentam ¢ MJIJI/M/Ib, B 3aBHCHMOCTH OT CTENEHH MOOWIHHOCTH,
NpPUMEHEHHE PEeaOMIMTALMOHHBIX U aJalTUPOBAHHBIX U WHBAJIMAO0B MEAMIMHCKUX 3NN
(KpOBaTh-BEPTUKAIN3ATOP, MAPANIOANYM-BEPTHKATU3ATOP) C LEJIbI0 MAKCUMATIBHOTO COXPaHEHHSI
BO3MOYKHOCTH BepTHKamu3au# [1, 2].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii — C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 5)
KommenTapun: 0ns eepmuxanuzayuu mo2ym Oblms UCHONb308AHbL: 6EPMUKATUIAMOD, KPOBANb-

8epMUKAIUZAMOP, NAPANOOUYM-BEPMUKATUIAMOP U M.1.

* Pexomenayercsa Bcem mnanueHtam ¢ MJIJI/MJIb neueGHas Qu3kynbTypa mpu 3a00JIeBaHUAX
OpOHXOJIETOYHOM CHCTEMBI/AbIXaTebHBIC YIPAXKHEHUS, IpeHUpyronue/nededonas Gu3KyabTypa
npu 3a00JIEBaHUSAX CEpJIa U MEePUKaga C MEIbI0 YIydlieHus QYHKIUU JIbIXaHUS U CePACUHO-
COCYJIMCTOM CHCTEMBI, a TaKke o0rero ¢pusndyeckoro cocrosaus [1, 2, 73, 74, 109, 160].
YpoBeHb yOeTUTEIbHOCTH PeKOMEHAaHii — A (YPOBEHb J0CTOBEPHOCTH I0KA3aTEIbCTB — 2)
KomMeHnTapumu: rHeobxooumo uzbecamv YHPAdXsCHEHUU C  GbICOKUM  CONPOMUBTIEHUEM,
0053amenbHO C1e0Umbs 3da bINOTHEHUEM YRPaXCHeHUl 0715l uzdexcanus nepenanpsaxcenus. Kpavine
BAJICHO UMemb O0OCMAMOYHBIL OMObIX MeHCOY YAPANCHEHUAMU, a makKdxce codIooams
OCMOPONCHOCbL 68 OMHOUIeHUU  NOMEHYUATbHO — CHUINCEHHOU  KapOuopecnupamopHou
CNOCOOHOCMU U PUCKA NOBPENCOeHUsT Mbluy  0axce Npu  XOpoulem  KIUHUYEeCKOM
@yHKYUOHUPOBAHUU. BO3MOICHbI MaKue akmusHocmu, Kak niagauue, e3oa Ha eeiocunede [109,
111, 113]. Bawsmus nnasanuem nonesuwvl u npusmuwl nayuenmam ¢ MI/MJIB. Booa
Hetimpanusyem Oelcmeaue Culbl 2pasumayuy Ha meio pebeHKd, 4mo no38oasiem emy no-0py2omy
nouyecmeoeams ceoe meno. llaeanue — xopowias a’pobHas mpenuposka. Imo eapuanm
akmugHotl 1e4ebnol huskynbmypul ons peoenxa ¢ M//[/MJ/IB. Kpome mozo, niasanue nogviuiaem
IMOYUOHATLHBIU  oH Oemeti. Memoo He umeem aOCONOMHBIX NPOMUBONOKAZAHUU NPU
MIJI/MIIB. Ilepgvie HecKOMbKO 3aHAMULL OOAHCHBI NPOXOOUMb He MOIbKO C POOUMEAMU, HO U C
UHCMPYKMOPOM, KOmopbli o0yuum pooumeneu. Illeped KadcOvim 3ansamuem HeoOX00UMO

OYEeHUNb comamuveckoe 6]16120110]1)/1[7/[8 pe6em<a.
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* Pexomenayercsi manueHntram ¢ MJIJI/MJIb npu HaJMuuu pedeBBIX HAPYIICHUH PETYISPHBIC
3aHIATHSI C JIOTOMEAOM, TPU HEOOXOAMMOCTH — TMpueM (OCMOTpP, KOHCYJbTaIusl) Bpada-
CYpA0JIOra-OTOPUHOJIIAPUHTOJIOTa TIEPBUYHBIM U TMOBTOPHBIA (TIpU HEOOXOIMMOCTH) C IEIBIO
JIMarHOCTUKU M KOPPEKIIMHA CUMIITOMOB TIEPBUYHON U BTOPUYIHOH, 33JICPKKH PEUEBOTO PA3BUTHS,
TaKUX Kak au3apTpus, Ha GoHe 3a0oseBanus [2, 75].

YpoBeHb yoequTeabHOCTH pekoMeHaanuii — C (ypoBeHb I0CTOBEPHOCTH 10KA3aTeJIbCTB — D)
KommenTapuu:  Meouxo-noconeduueckoe — ucciedosanue  npu  oucgaeuu,  Meouxo-
Jloeonedudeckoe ucciedoganue npu agazuu, Meduxo-n10eonedureckoe ucciedosanue npu
ousapmpuu, Meoduko-noconeduveckas npoyedypa npu oucgacuu, Meduko-n10coneduveckas
npoyedypa npu agazuu, Meouko-noconeduueckas npoyedypa npu ousapmpuu, Meouxo-
Jl02oneduyeckas MoOHANbHO-pummudeckas npoyeoypa, Meduxo-noconeduueckas npoyedypa

UCNOIb306AHUEM URMEPAKMUBHbLX MH(ﬁOpMClI/;Z/lOHHbZX MEXHON02U.

* Pexomenaymoresi Bcem mnauueHtam ¢ MJJI/MJIb perynspHble 3aHATUS C MEAUIMHCKUM
MICUXO0JIOTOM, TTPH HEOOXOIMMOCTH, C IIEJIbI0 KOPPEKITUHU TICuXojioruueckoro cocrostaus [40, 151,
152].

YpoBeHb yoeauTeabHOCTH pekoMeHaanuii — C (ypoBeHb IOCTOBEPHOCTH JI0KA3aTeIbLCTB — D)
KoMmmenTapuu: ncuxonocuueckas noooepicka AGIAEMCA BANCHBIM IJEMEHMOM YCHeUHOU
coyuanuzayuu nayuenmos ¢ MI/M/Ib. Kpome moeo, ona modxxcem nompebosamvcs u
poocmeennukam nayuenma. Heobxooumo peeynapro npoooums OYeHKY HCUXON02UYECKO20
cmamyca nayueHma u e2o0 OAU3KUX, 808peMsi OKA3bleamb NCUXOJOSUYECKYI0 homows. Ilpu
HE0OX00UMOCMU —~ MeOUKAMEHMO3HOU  KOPPEeKYuu  NCUXUYECKUX  PACCMPOUCME  OONHCEH

npuejlekambvcCi epad-ncuxuamp.

4.1. Peadbuauranusi aMOvVJIATOPHLIX NAIIHEHTOB

Jna ambynamopHbix nayueHmos coxpansaemcs NPUOPUMemHoOCHb NPUHYUNOE Pe2YTIAPHOU
YMEPEeHHOU (PU3UYeCcKol HA2PY3KU U BHEOPEHUs. PU3UYECKOU mepanuu 8 NOBCEOHE8HYIO HCU3HD
pebeHKa ¢ yenwvio yeeaudeHus nPoOOINCUMENbHOCU AMOYIAMOPHO20 Nepuood U npoQOUIAKMUKU
BMOPUUHBIX  OCNOMNCHeHUUl 3aboneéanus. Peabunumayuonnvie yenu O0as  ambyIamopHbIX
nayueHmos:

*  NOGbIUUEHUS BbIHOCTUBOCTIU/MONEPAHMHOCIU K QUIUYECKUM HACPY3KAM.
*  nogvlueHue MOOUTbHOCMU NAYUEHNO8;
*  3aMelNeHue  NPOSPECCUPOBAHUS  MbIUMEYHOU  clabocmu, nomepu  QYHKyuu u

Gopmuposanus ampoguii bezoeticmaust;

*  yayyuienue hYHKYUOHUPOBAHUS DYK U HO2;
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*  co30anue Ycnosull 01 pazeumusi U HOPMAIbHO2O (DYHKYUOHUPOBAHUSL GHYMPEHHUX
0p2an08 u npedynpexncoerue CKOIUOMUYeckou oeghopmayuu n0360HOYHUKA,

*  paspabomka cycmagog u npo@uiakmuxa 0o6pazoeanuss KOHMpPaxKmyp,

*  opmuposanue u noodepicarue CUMMEMPUYHOCIU NO3bL,

*  Npo@uIAKMUKA U KOPPEKYUSL KOCHUMUBHBIX U PEeUesblX HAPYUeHUll

® O6y‘{€HM€ OBLIMOBBIM HABLIKAM U HABLIKAM CClMOO6C]ly()fCM6aHM}Z 68 cpec)e.

e Pexomenjayercsi Jierkas, ymoOHas, oproreandeckas OOyBb aMOyIaTOPHBIM IAIMCHTaM C
MJJI/M/IB, ¢ tienbto obsierdeHus 1BUratenbHoi akrusHoct [111, 114].

YpoBenb yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb I0CTOBEPHOCTH 10KA3aTEIbLCTB — D)

e PexomeHnayercs UCIOIb30BAaHUE OPTE30B JUIsl TOJIEHOCTOIIHBIX CYCTaBOB (B HOUHOE BPEMs)
COBMECTHO C OPTONEANYECKOI yA00HOI 1 1eTKoi 00yBbio XoasunM naruentam ¢ MJIJI/MJIb c
LENBI0 00JIerYeHus ¥ coxpaneHust Xoap0n1 [111, 115].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii — C (YypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

e PexoMeHayeTcsl UCIIOJIB30BAHUE CPEACTB MEPEABUKEHHUS: aJalITUPOBAHHBIX — KPECEN-KOJISACOK
AaKTUBHOIO TUNA (Kpecia-KOJSCKU, YIpaBIseMble MallMEHTOM, Kpecia-KOJSCKU, YIpaBisieMble
MAIMEeHTOM/COTIPOBOXKIAIOIINM JIUIIOM (py4YHBIE KPECIa-KOJSACKH); KpPeciaa-KOISCKH C PyYHBIM
MPUBOAOM; KpPECHa-KOJSICKM Il WHBAJIMIOB, C PYYHBIM NPHUBOJOM; Kpecia-KOJSCKH, C
ANIEKTPOABHUraTeNeM, YIpaBisieMble MalieHTOM/COIPOBOKIAIOIIMM JIULIOM H JIp.) aMOyJIaTOPHBIM
nanpentam ¢ MJJI/M/Ib npu orpaHnyeHHON BBIHOCIUBOCTH PEOCHKA WM HEOOXOIUMOCTH
NepeBIDKEHNS] Ha OOJBIIME PACCTOSIHHS C LEJbI0 YBENWYeHHs MoOmiIbHOCTH maruenTta [108,
111].

YpoBeHb yoeauTeabHOCTH pekoMeHaanuii — C (YypoBeHb J10CTOBEPHOCTH 0KA3aTeIbCTB — 5)

e PexomeHayeTcsi HCIOJb30BaHUE pEaOMWIIMTAIIMOHHBIX W aJalTUPOBAaHHBIX JUIs WHBAJIUIOB
MEIMIIUHCKUX U3/ICNIUIi — OMOp [UIsi CIIUHBI (OMOpbI (QYHKIHMOHATBHBIC JUTS CHICHUS [UIs AeTel-
MHBAJINJIOB), OTBEYAIOIINX BCEM TPeOOBAaHUSAM MPABUIBLHOTO MMO3ULIMOHUPOBAHUS C MOICTAaBKOU
JUTSL CTOTT K MEXaHU3MOM PETYJIUPOBaHMS yIjla HaKJIOHA) aMOymaTopHbIM manueaTam ¢ MJIJ1/M/J1b
C LIeNBI0 TPO(MITAKTUKY Pa3BUTHSI KOHTPAKTYp ToJieHOCTOIMHOro cycrasa [108, 111].

YpoBeHb yoenureabHocTH pekoMeHaanuii — C (ypoBeHb IOCTOBEPHOCTH I0KA3aTeIbLCTB — D)

4.2. Peabnauranus HeaMOVJIATOPHBIX CHAAYHAX MAIMEHTOB

s cuosauux nayuenmos 8axcHo, Kax coonooeHue NPUHYUna 003upo8arus Quzuieckou
Hazpy3Ku, max u NPUHYUNAa eneopenus usuueckou mepanuu 8 oopas xcusnu pedenka. Oono u3z
BEOYWUX U TIOOUMBIX NOTONCEHUL MAKUX NAYUEHMO8 — NOJIOACEHUE «CUOS», KOMOpoe 8 CUNY
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OCHOBHO20 cumMnmoma 3a001e6anus (C1AOOCMU CKelemHbIX Mblily), HeCnocoOHOCmu K
CAMOCMOSIMENLHOMY USMEHEHUIO NOJIOJNCEHUS MeNa/N03bl (NepemewamspCsi 8 NOA0NCEHUU «CUOSLY)
U NOSPEUHOCMSAX NOCMYPAIbHO20 KOHMPOIL CHOCOOHO HopMuposams HeCuMMempuiHblil
nammepH NOCaoKu ¢ HEPABHOMEPHBLIM pacnpedeieHuemM Onopvl Ha KOCmu masa (cnpasa/ciesa) ¢
nepeKocom masa (Ha0maz08020 2eHe3d, 3a cuem CKOIU03a) U ObLCMPO NPOBOYUPOBAMb PA3GUMUE
CKOUOMUYeCcKol Oeghopmayuu NO360HOYHUKA. B ceszu ¢ smum ocoboe eHumanue OO0NHCHO
npuUOaABamvCs  CUMMEMPUUHOMY  PA3GUMUIO  MENOCI0NCEHUS. NAYUEHMO8 U  NPAGUTbHOMY
HO3UYUOHUPOBAHUIO.
Peabunumayuonnsie 3adavu 051 CUOSUUX NAUUCHINOS!
*  nogvluleHUue MOOUTILHOCMU NAYUEHMO8,
*  3amedleHue  NPOSPeccUpoB8aHUsl  MbIUMEYHOU  clabocmu, nomepu  QYHKyuu u
Gdopmuposarnusi ampoguii bezoeticmaust,
*  yayuwmeHue yHKYUOHUPOBAHUSL PYK;
*  coz0anue ycnosuitl Onsl pazeumusi U HOPMAIbHO20 (DYHKYUOHUPOBAHUS BHYMPEHHUX
0peanos;
*  paspabomka cycmasos u npohuiaKkmura 0opaz08aHusi KOHMPAaKmyp,
*  opmuposanue u noodepiicanue CUMMEMPUYHOCIU NO3bL;
*  npedynpedcoeHue CKOIUOMU4ecKou oepopmayuu NO360HOYHUKA U NepeKocd masd,
*  npoghunakmuKra u KoOppeKyus peuesvblx HApYUIeHUU, HAPYUWEHUsT CATUBAYUL HCeBAHUS U
2NIOMAHUSL

® 06yquue ObIMOBLIM HABLIKAM U HABLIKAM CGMOO6CJZy0fCM6aHM}l 6 cpede.

e PekoMeHAYIOTCH HCIIOJIB30BAHUE OPTE30B I TOJEHOCTONHBIX CYCTaBOB W OpPTE30B IS
KOJICHHBIX CYCTaBOB cuisuuM manueHtam ¢ MJJI/M/Ib ¢ menpi0 MUHUMU3AIMU Pa3BUTHUS
nedopmanmii [111, 115].

YpoBenb yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb IOCTOBEPHOCTH I0KA3aTeIbLCTB — D)

Kommenrapumn: Munumanvnas wvacmoma npebviéanus 6 opmesax 5 paz 6 Heoeiio.

e PexomeHaylOTCsl Cpe/CTBa NEPEIBMKEHUS aAalTUPOBAHHbIE (Kpecia-KOJSICKH, YIpaBisieMble
HAaIMEeHTOM, Kpecla-KOJSICKH, YIpaBiseMble NallMeHTOM/CONPOBOXKIAIOMIUM JIHIIOM (py4YHbIE
KpECIIa-KOJISICKN); KPECJIa-KOJSICKM C PYYHBIM NPUBOAOM; Kpeciaa-KOJISCKH AJI MHBAIUIOB, C
pyuHbIM TnpuBojaoM; Kpecno-konscka ¢ py4HBIM MPHUBOJOM C JIONOJHUTENBbHON (uKcanuen
(moaIep>KKOii) TOJNOBBI U TeNa JUIsl UHBAJUMAOB U JETeH-UHBAIUAOB, B TOM YHCIE A OOJIbHBIX
JUIT (veAMBHIYyaNnU3UpPOBAHHBIE KPECHA-KOJSCKH C PYYHBIM IMPHUBOAOM C JONOJHHUTEIHbHOM

(I)I/IKcaLII/Ieﬁ (HOI[,Z[Cp)KKOfI) TOJIOBBI, PYK, HOI' W TCJIa, KOMHATHBIC W TMPOTYJIOYHLIC U
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M3TOTOBJICHHBIC WHAWBUIYAIEHO MO 00BEMHOM TPEXMEPHON MOJIENH 3aJHEH MMOBEPXHOCTH Tella
JIO)KEMEHTBI, YCTAHOBJICHHBIE Ha KOJECHYIO 0a3y Kpecia-KOJSCKH) CHASYMM MaIlUeHTaM C
MJIJI/M/IB ¢ uenbio obecrieuenus odecredenus oomeit moomnsHocTr [111, 116].

YpoBenb yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb I0CTOBEPHOCTH 10KA3aTeIbLCTB —4)
KommenTapuu: npu noobope «xonsicox ciredyem pyKoBOOCMB0BAMbCA MAKCUMANTbHOU
@DYHKYUOHANBHOU HEe3ABUCUMOCIbIO U KOMBOPMHOCMbIO Npebbiéanus 6 Kpecle nayuenmad

npec)noumeHue Cﬂedyem 0moasamv KOASACKAM AKMUBHO20 MUNA U KOJIACKAM C 3J1eKmp0npu6000M.

PexoMenayercss sprorepanus cuasuuMm namuentam ¢ MIJI/MZIB mis okazaHus mOMOUIH
NAIMEHTY B IOBCEJIHEBHOW JKM3HU, PAa3BUTHUS M TOJJICPKAHUS €KECITHEBHO HCIIOJIB3YEMbIX UM
HaBBIKOB [2, 111].

YpoBeHb yoenuTeabHOCTH pekoMeHaAanuii — C (YypoBeHb 10CTOBEPHOCTH J0KA3aTeIbCTB — 5)
KomMmenTapum: credyem npusiekams cneyuanucma no speomepanuu (8pava ¢usuueckou u
PeadbunumayuoHHoO MeOUYUHbl, 8paya no MeOUYUHCKOU peaburumayuu uiu opyo2o epaud,
8LINONIHAIOWE20 €20 (QYHKYUio) KAk npu noodoope Npocpammvl Qu3UYecKUX YAPA*CHEHUl U
PAcmsdceHus, max u OJisk PeKOMEHOAYUll OMHOCUMENbHO COYUANBHBIX 83AUMOOEUCMBULL, MAKUX

KakK noceujenue yll€6Hle 3616606H1/l1/7, 6bl60p l’lpOQb@CCZ/lZ/l uydacmue 6 COyudlbHblX AKMUBHOCNIAX.

4.3. Peaduauranus Jexauyux HANMEHTOB

OcnosHoe nonodiceHue >3mux NayueHmos 6 OOMAUIHUX YCIOBUAX — MNOJIONCEHUE «(eXHCay,
KOMopoe ONACHO (QOPMUPOBAHUEM NPUBLIYHBIX (3ANOMUHAIOWUXCS) NOPOUHBIX YCMAHOBOK
KOHeUHOCmell U UX Ce2MeHMO8 8 8UOY OeUCMBUs CUL 2PABUMAYUL HA KOHEYHOCMU U OMCYMCMEUs
CNOCOOHOCMU NAYUeHmMa K aHMUSPABUMAYUOHHBIM OBUNCEHUAM, d MAKXHCe B03HUKHOBEHUEM
ocnoocnenull. Tax, xapakmepuas 0na maxkux demet (8 Cuny ciabocmu mMvluy-ao00yKmopos bedep)
no3a «nexca Ha ChnuHe ¢ MNOGEPHYMBIMU HAPYICY Oedpamuy cnocobcmeyem He MmoNIbKO
Gopmuposanuo naparumuyeckux 6bl8UX08 Ma300e0PeHHbIX CYCMAB08, HO U BO3HUKHOBEHUIO
MANCENbIX NpoaedcHel Ha bonvuux eepmenax oedep. Ouensb 8A’CHO 8 IMOM KOHmMeKcme, 4mobbl
nonodiceHue OO0NbHO20 8 nocmenu U Ha 000U Opy2ou nosepxHocmu 0bLI0 QYHKYUOHATLHO
BbICOOHBIM U  NPEOOMBPAYAN0  BOZMONCHOCMb Peanu3ayuu NOPOYHLIX YCMAHOBOK U UX
ocnodichenuu. C 9moil yenvio peKOMeHOVIOMC sl 4acmyle CMeHbl NOJONCeHUs meid 6 NoCmenu;
UCNONb308AHUE NOOPYUHLIX CPEOCm8, KOMOpble MO2Ym J1e2KO USMEHAMb C80K (GopMy u
APUHUMAMb 8€C KOHEYHOCMU HA ce0sl, meM CamMbiM UMUMUPYs AHMUSPAsUmMayuoHHoe oelicmaue.

Peabunumayuonnvie 3a0ayu 0ns nexcavux nayuenmos:
s yeenuueHue odvemMa u amMnIAUMyObl AKMUBHBIX/NACCUBHBIX OBUIICEHULL 8 TI0O0M ceemenme

meaa u KOHeLlHOC'melZ,'
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*  yaIyuueHue 08UNCCHUL 8 NOJIONCEHUU «1eHCa HA CRUHEe»,

*  YayyueHue 08UNCEHUL PYK;

s co30aHue ycro8uil Ol pa3BUmMus U HOPMAIbHO20 (QYHKYUOHUPOBAHUSA GHYMPEHHUX
0p2aHos;

*  3ameodneHue pazeumust ampoguil bezoelcmasusi;

*  paszpabomka cycmasos u npouiaKmuxka oopazoeanus KOHMpPaKmyp

*  npoQunaKmuxka u Koppekyusi peyesuix HapyuleHutl, HapyuleHus Caiusayuu Hesamus u
2JIOMAaHUsL

4.3.1. HeTtexHnuyeckune MeTOAbI Pea0MJINTAIMH JIEKAYNX ANUEHTOB.

e Pexomenayercsi BBIONHATH YHpPaXXHEHHUS Jie4eOHONM (U3KYIBTYphl C HUCHOJIB30BAHHUEM

MOJIBECHBIX CHUCTEM JiekaunM manueHtaMm ¢ MJIJ[ ¢ menbio yBenmdeHus: 00beMa U aMIUTHTY/IbI
JBUKCHUH W MPOPWIAKTHKU PA3BUTUS KOHTPAKTYP ¥ BTOPHYHBIX MH(PEKIIMOHHBIX OCIIOKHEHUHN
[111].
YpoBeHb yoea1uTeIbHOCTH pekoMeHaanuii — C (YypoBeHb J10CTOBEPHOCTH 10KA3aTeIbCTB — 5)
KommenTapwuii: 60 spems 3anamuil ¢huzuueckoi mepanuetl ¢ iexicayumu nayueHmamu YOooHo
noogewusams cecmenmuvl KoHeunocmeu. Taxoti cnocob nooxooum Onsi NPUMEHEHUsl KAK Ha
BEPXHUX (Nlleyu), maKk U HA HUNCHUX KOHeyHocmsx (6edpo-Koneno-2onens). Hanpumep, ons
COXpaneHUs YHKYUOHAILHOU AKIMUBHOCMU 8EPXHUX KOHEUHOCTEU MONCHO UCNOIb308ANb MEmOo0
VCMPAaHeHuss Cul 2pasumayuu nymem NnoO08eUUBAHUST NPOKCUMANILHBIX CE2MEHMO8 BEPXHUX
KOHeYHOoCmel Ha JeHmax, mem CcamblM 00ecnedus 603MONCHOCMb OBUMCEHUL 6Cell 8epXHell
KOHEYHOCMU.

4.3.2 Texunuyeckune mMeroanl/cpeacrsa peadunurannu (TCP) snexauynx maumeHTos.
Tlocmypanvhuiti meHeOddcMenm, KOMopulil 8Kouaem 6 cebs npasuibHoe NO3UYUOHUPOBAHUE (8
NONOACEHUU «CMOSL» — BEPMUKAIU3AYUA (CYMMAPHO He Menee | uaca 6 Oensv), npebvigaHue 8
meueHue OHsl 8 NPAGUIILHOM NOJOHCEHUU «CUOSLY), OpMe3UPOBAHUE KOHEYHOCMEU U UCNOIb308AHUE
CReyuanu3upoOBaHHbIX U A0ANMUPOBAHHBIX NPUCHOCOONEHUL O NO3UYUOHUPOBAHUS (CUCTNEMbL
OJis1 OpMOCMAMUYeCcKol NOo00epHCKU, BKIOYaowue 8 cebs Ganluxu, GopmosaHHvle NOOYUIKU
PA3UUHOU HCECMKOCMU U KOHuU2Ypayul), ¢ yeibto NPudaHus HeoOX00UM0o20 PYHKYUOHAILHO2O
NONOJNCEHUs1 C HeoOXooumou ¢ukcayuel mMyr08uwya,  NOOOEPIHCKOU 20J108bl U BEPXHUX
koHeunocmet. Cymmapnoe epems Haxodxicoenus 8 opmeszax 00 8—12 yacos 8 oenv. Munumanvras

yacmoma npuMeHeHUs opme308 OJisl eHcavux nayuenmos — 5 pas 6 neoenio [117].

L4 PeKOMeHI[YIOTCﬂ KpCCJIa-KOJSACKHA C BJICKTPUUCCKUM ITPUBOJAOM C JOTIOJIHUTEIIFHOM q)HKcaI_II/ICI\/'I
(HO,Z[I[Cp)KKOfI) TOJIOBBI, PYK, HOI' U TCJIa, IIPOTYyJIOYHLIC (,[[J'ISI MHBAJIWJI0B H IleTefI-PIHBaHHI[DB)

cuastunm narrentam ¢ MJIJI/M/IB ¢ nenbro obecniedenus oomieit moouiapaocTr [111].
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YpoBenb yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb I0OCTOBEPHOCTH I0KA3aTeIbLCTB — D)
KomMmmenTapuu: 051 npebvleanus 6 noioAHceHUU «CUOLY UCNOTb3YIOMC ONOPbl 01 CUOEHUSL UTU
Kpecia-KosACKU KOMHAMHble ¢ OONOTHUMENbHOU urcayuell (n000epIucKoll) 20108bl, HO2, PYK U
mena. CuoeHue 8 mexHu4eckom cpeocmae 00IHCHO NPOBOOUMCS 8 MYMOPAX HA 20eHOCHONHbIE
cycmasul. [Ipebvisarnue 6 NpasuibHOM NOIONHCEHUU «CUOSLY PEKOMEHOOBAHO CYMMAPHO 00 6 4acos
8 0enb. B kauecmee 0onoiHumenbHvlx YHKYull 8 cpedcmae 0Jisk CUOCHUsST OOINCHBL BLICIYNAMb.!
@DYHKYUOHATBHBII NOO20NI0BHUK, 0Oecneuusaowuti O0K08YI0 U nepeoHe3a0HIon CMAOUIU3AYUI0
201066l U HE 02PAHUYUBAIOWULL BOZMOICHOCIU OBUICEHUSL 20T080U, CUOEHbE C PecylupyemMblmMu
2NYOUHOU, WUPUHOU U Y2loM HAaKIoHA. Kowcmpykmueno cudenue pazdeneHo Ha mazosyio u
beOdpennbie yacmu, Ymo NO360J5em MAKCUMAIbHO NOJIHO pewams umelowuecs y nayueHma
npobiemvl ¢ OANAHCOM U CUMMempuel, 6bi36AHHbIE BMOPUUHBLIMU  OPMONEeOUeCKUMU
ocnodicHenusmu. Pezynupyemas no evicome u yeny HAKIOHA CRUHKA, (QUKCAMOp Mylosuuya
(drcunem), npeooOXpaHumenbHulll MAa308blll NOSC, pe2yiupyemvle NOOJOKOMHUKU, pA30elbHble,
pezynupyemvie NOOHONCKU C PUKCAMOPAMU CION, NPUCTNABHOU CIOIUK,; NPOMUBONPONIEHCHEBAS]

nooywiKa.

e Pexomenayercs npeObIBaHUE B TIOJIOKEHUU «CHIISD» JiekadnM narmenTa ¢ MJI/M/Ib ¢ nenbio
OPOPUIAKTUKH  OPTOINEIUYECKUX OCIOXHEHUH OCHOBHOTO 3a00JeBaHUA W CO3JaHUA
(bU3HONIOrHYECKUX YCIOBUH C LIEIbI0 HOPMAJILHOTO Pa3BUTHUS U (DYHKIIMOHUPOBAHUS BHYTPEHHUX
opranos [111].

YpoBeHb yoeauTeabHOCTH pekoMeHaanuii — C (YypoOBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 5)

e PexoMenayercsi eXeJIHCBHOE HCIIOIb30BAHHE OPTE30B HA HIKHHE KOHEYHOCTH (OpTE3bI IS
Oenpa/KoJIeHa/TOJIEHOCTOTHOTO CYCTaBa/CTOIbI), W3TOTOBICHHBIX WHIMBUAYAJIBHO (HaIpHUMep,
TYTOpBI Ha TOJIEHOCTOITHBIE CYCTaBbl — JJIS CUJEHUs,) aMOynaTopHbIM nanuentam ¢ MIJI/M/1b
JUIS IPEAOTBPALICHUS M 3aMeJIEHUs ITpoliecca 00pa30BaHUsl KOHTPAKTYP CYCTaBOB KOHEUHOCTEH
[111].

YposeHnb yoenuresnbHocTH pekomenanuii — C (YypoBeHb J0CTOBEPHOCTH J0KA3aTeIbCTB — 5)

5. IIpodpunakTuka U AMCNaHCEPHOe HAOII0IeHNEe, MeIUIIUHCKHAE TIOKA3aHUS U

NMPOTHBOINOKA3aHUA K IPUMCHCHUIO METOA0B HpO(l)I/IJIaKTI’IKI/I

S.1. lIpodpunakruka

o Pexomenayercs npueM (0OCMOTp, KOHCYJIbTaIlMs) Bpaya-reHeTHKA MEPBUYHBINA U TOBTOPHBIH (ITpH

HeoOxoaumocTH) BceM nanuentam ¢ MJIJI/M/Ib, npu Hanmuuy noka3aHuit — 4djeHaM WX ceMei
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WIA HUX O(QHUUMAIBHBIM IPEACTABUTENSAM, C LEJIbI0 Pa3bsCHEHUH TI'EHETUYECKOTO pHCKa,
00CY)XJI€HUSI BO3MOYKHOCTEH IIPEHAaTaJIbHOM M IPEUMIUIAHTAMOHHON JIUArHOCTHKU IIpU
IUIAHUPOBAaHUU OEpEeMEHHOCTH [2].

YpoBenb yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb I0CTOBEPHOCTH I0KA3aTeIbLCTB — D)

KommenTapuii: cemvsam ¢ bonvuvimu MI//MIB demvmu nokazano meouxo-ceHemuueckoe
KOHCYTbMUPOBAHUe C Uelbio onpedeiienus 2ceHemuueckoeo pucka. Kax u npu opyeux X-
cyennennvix 3abonesanusx, npu MII/MJIBE ona kadxcoou 6epemenHOCmU PUCK DONCOEHUS
bonbHo20 pebenka cocmasnsem 25%, npu ycioeuu, umo mamev nepeo2o OO0NbHO20 AGNAeMCs
2emepo3ucomuol HocumeavHuyet 6onesnu. B cemvsx, ede ecmov 6onvrot MI[JI/MIIB peberox,
B03MOJICHO NpOBeOeHUue NPEeHAMAIbHOU U NPeUMNIAHMAYUOHHOU OuazHocmukuy. IIposedenue
00p0006OU  OUACHOCMUKU NOKA3AHO U 8 Caydae, eciu Mamb OONbHO20 He S6JAemcs
HocumenvHuyell 3a601e6anus, Ymo 00y Cl08IEHO 803MOICHOCMbIO HANUYUS Y Hee 2ePMUHATbHO20
mosauyusma (15% puck, eciu 6 cemve ecmo pebenok ¢ M) [lns omozo pooumensim heodxooumo
o0bpamumscs 6 Cneyualusupo8anHvle OuacHoCmuiecKue 1abopamopuu U MeOUYUHCKUe YyeHmpbwl.

Ilpenamanvnas  OouacHocmuxa  NPOBOOUMCS  MOJNEKVAAPHO-2EHEMUYeCKUMU UL
buoxumuyeckumu memooamu, nymem ucciedosanusn /[HK, evidenennotl uz duonmama 80pcum
xopuoHa Ha 9-11 nedene bepemeHHoCmMU U/UNU KIEMOK AMHUOMUYECKOU HCUOKOCIU, NYNOBUHHOU
kposu Ha 20-22 nedene bepemennocmu. OnmumanvbHuIM AGNAEMCA UCCIed08anue buonmama
XOpuoHa: npu HebIa2onpusmHoOM NpocHo3e GepemMeHHOCmb Modcem Oblmb NpepeaHa 8 CpoKu
00bIUH020 MeduyuHckoeo abopma. IlpeumnianmayuonHas 2eHemuueckas OUAeHOCMUKA
IMOpUOHA (C UCNONIB308AHUEM IKCMPAKOPNOPAILHO20 ONI000OMBOPEHUs) NPOBOOUMCS Mamepu
nayuenma c¢ MJJI/MJIB, a makoce OdHCEHWUHAM C NOOMBEPHCOCHHLIM 2emepo3UucOmHbIM
Hocumenem mymayuu 8 cene DMD, ¢ yenvto npedomepawenus nosmopnozo poxcoenusi pebeHka
c MJJI/MJIE 6 cemve.

Heobxooumo  npogedenue  MONEKyIAPHO-2EHEMUYECKOU — OUACHOCMUKU — Mamepsim

nayuermos u CM6CCIM, 6 MOM HUucje HCEeHCKO20 noaa.

Pexomenayercsa Bcem mnamuentam ¢ MJI/I/M/Ib npoBoauTh BaKIMHAIMIO MPOTHB TPUMINA U
MTHEBMOKOKKA C I1eJIbI0 MPO(UIAKTHKH COOTBETCTBYOMNX nubekiwmit [39, 40, 129, 153].

YpoBeHnb yoequTeabHOCTH pekoMeHaanuii — C (ypoBeHb IOCTOBEPHOCTH I0KA3aTeIbLCTB — D)
KommenTapmii: saxyunayus nposooumcs oemsam ¢ M/MJB coenacno Hayuonanvromy
NPUBUBOYHOMY KANleHOaplo. Bakyunayuro dcugblmu 6aKyuHamu yenecooopasHo 3a8epuiums 00

Hauana npuema KOpmuKocmepouoos cucmemrozo oeticmeusi [1-3].
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o Pexomenayercs Bcem maruentam ¢ MJIJI/M/Ib, He3aBucuMo oT cTeneHun 00€3ABUKEHHOCTH,
MPOBOANTHE OOYyYEeHHE BCEM MepaM MPEIOCTOPONKHOCTU C IENbI0 MPO(DUIAKTUKH TAACHHUS U
nepenomos [39].

YpoBenb yoequTeabHOCTH pekoMeHaanuii — C (ypoBeHb I0CTOBEPHOCTH 10KA3aTeIbLCTB — D)
KommenTapmii: cuusicenue munepanvHot niomHocmu Kocmeti s618emcs YacmulM npossieHuem
v nayuenmog ¢ MJ[J[. Heycmoiiuugocms npu xo0bbe, CIOHCHOCHb NOOOEPHCAHUSL PABHOBECUS 6
pesyivmame MbluledHol c1abocmu, 8 COYemaHuu ¢ OCMeOonopo30M Yepodcaem pazeumuem
nepeiomos kocmeli u no3goHouHuka. Ilposooums ob6yuenue Modcem Kax leyawuli 8pay-HeepoJioe,
maxk u epau ¢husuueckol U peadOUNUMAYUOHHOLU MeOUYUHbl UIU 6pa, BbINOJHAIULE20 €20

@yHuKyuto (cneyuanucm no MeOUYUHCKOU peabuiumayuu. epay no jewebHou GusKkyibmype u op).

5.2 /IlucnancepHoe HA0JI0JeHUE

Pecynapnoe mabnwooenue u obcredosanue cneyuarucmamu MyaibmuOUCYUNIUHAPHOU
KOMAHObL  SAGNAEMCS  BAJNCHbIM —acnekmom esedenus nayuenmos ¢ MIJI/MJIB. [ pagux

00cnedosanull U noceujeHull NPoYuUIbHLIX cneyuarucmos npeocmasier 6 Ilpunosicenuu A 3.4.

Pexomenayercss Bcem manumeHtam ¢ MJIJI/MJIB oOmumii (KIMHAYECKWH) aHAIM3 KPOBU
pa3BepHYTHIN (MCClIeIOBaHME YPOBHS OOIIETr0 TEeMOIrJIO0MHA, SPUTPOLUTOB, JIEHKOIIUTOB,
TPOMOOLIUTOB B KPOBH, U dHepeHIIMPOBAHHBIN MTOICYET JIEUKOUUTOB (JIeHKoIuTapHas Gopmyna),
OTIpefieNieHUue CPEJHEr0 COJEPKaHUs M CpelHel KOHIICHTpAI[MH I'eMOTJIOOMHA B DPUTPOIUTAX,
HCCJIEJOBAaHUE CKOPOCTH OCEJaHHUSl SPUTPOLIUTOB) C LENbI0 OLEHKH OCHOBHBIX IapaMeTpoB
KPOBETBOPEHHS M HAJTMYHS BOCTIAIMTENBHBIX mporieccos [119, 130].

YpoBeHb yoea1uTeIbHOCTH pekoMeHaanuii — C (ypoBeHb J10CTOBEPHOCTH 10KA3aTeIbCTB — 4)

KommenTapuii: Yacmoma ne pesice 1 paza 6 6 mecsyes.

PexoMeHnayercsi mamnpieHTaMm, ¢ ycTaHOBJICHHBIM nuarHozom MJIJI/MJIb, npu momo3pennn Ha
HAJIMYUE JIBIXaTEeNbHBIX HApPYIIEHUH HCCIEI0BaHUE KUCIOTHO-OCHOBHOTO COCTOSIHUS U Ta30B
KPOBH C IIEJIbIO OLIEHKH CTEMEHW KOMIIEHCAIIMM JIbIXaTeNbHBIX HAPYIIEHUN U ONpeaeNeHUs
TaKTHKH PECIUPATOPHO# moiepxkku [154, 155].

YpoBeHb yoeauTeabHOCTH pekoMeHaanuii — C (YypoBeHb J10CTOBEPHOCTH I0KA3aTeIbCTB — 4)
KomMmeHTapum: usmeHnenuss 6 KUCIOMHO-UWENI0YHOM pPABHOBECUU BO3HUKAIOM HA OAleKO
3auiedwux cmaousax OblXamenibHoU HeodoCmamoyHocmu. KenamenbHo Ol C80e8PEeMEHHOU
OUACHOCMUKU  UCNONb308amMb  bonee  UHGDOPMAMUBHLIE — UHCHPYMEHMAbHble  Memoobl
uccnedosanusi  (kanHomempuro u  0p.). [Mexomnemcayus — OvixameibHbiX — HAPYULEHUL

KOHCcmamupyemcs npu Hajiuduu cunepKaniuu u auudoaa.
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Pexomennyercsi Bcem manueaTam ¢ MJIJI/MJIb npuem (ocMOTp, KOHCYJIbTaIMsI) TIEPBUYHBIN U
MOBTOPHBIN Bpadya (PU3HUECKON U peabUITUTAIIMOHHOW METUIIMHBI WIIA BPaya, BHIMOTHSIIOMIETO €r0
GyHKIHIO (CeNHUAaIiCcTa M0 MEIUIIMHCKON peaduInTaluu: Bpaya 1o JeueOHON (QU3KYIbType H
JIp.) C LEJIbI0O MOHUTOPHHIA COCTOSTHHS U MPOBE/ICHHS PEaOMITUTAIIMOHHBIX MEPPONIPHUSTHiL [2].

YpoBeHnb yoeauTeabHOCTH pekoMeHaanuii — C (ypoBeHb I0CTOBEPHOCTH 10KA3aTEIbLCTB — D)
Kommenrapuii: cm. pazoen 4. «Meduyunckaa peabunumayusi, MeOUYUHCKUE NOKA3AHUA U

npomueonoKasaHusl K npuUMeHeHuro Memooos pea6uﬂumauuu».

Pexomennayetcst Bcem narentam ¢ M/IJI/MJIb 1o MOMeHTa 3aBepIIeHHUE TIOJIOBOTO CO3PEBAHUS
U 3aBEpILIEHUSI POCTA OLIEHKA POCTa MalMeHTa (aHTPOIIOMETPUYECKUE UCCIIEIOBAHMS) KaK/ble 6
MECSIICB C 10 MPOPHIAKTUKNA PA3BUTHSI JJAHHOTO COCTOsIHUS [2,77,78]

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii — C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 4)
KommenTapuii: oyenxy pocma mosicem npogooums 8pau-Hegonoe Uil 8pay-neouamp, pe2yisapHo
Habnooawue nayuenma. B kauecmee 3adepoicku pocma ciedyem pacyeHusamov jar000U U3
Cedyrowux NPUHAKO8. CKOPOCMb pocma menee 4 cm/200, nokasamenb pocma <320 npoyeHmui,
U3MeHeHue 8 HanpasieHuu ceepxy enus npoyenmuis pocma [19]. B ciyuae svisignenus: 3a0epicku

pocma, nayuerma Cﬂedyem Hanpaeumv HA KOHCYJbmayuro 6paqa-3HO0KpuH0ﬂoea.

Pexomenayercs Bcem nanuentam ¢ MJIJI/M/Ib, naunnas ¢ 9 jet, olieHKa MoJoBOro cO3peBaHus
NMalMeHTa KaxJble 6 MecsleB C LENbl0 CBOEBPEMEHHOIO JUAarHOCTUPOBAHUS OTCTABaHUS
TIOJIOBOTO pa3BUTHs [2,76,77] ¥ ¢ 11e71bI0 KOHTPOJIS JTA0OPATOPHBIX MOKa3aTenei [ 75].

YpoBenb yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb IOCTOBEPHOCTH I0KA3aTeIbLCTB — D)
KomMmeHnTapuii: oyenky nonoeozo cospesauus modicem npo8oOUms 6pai-He8pono2 Ul 6pad-
neouamp, pe2ynapHo Haoaooawue nayuenma. Oovem auvex <4 cen’s sospacme 14 nem u cmapuie
cnedyem pacyeHusams KaxK Yemikull NPU3HAaK 3a0epicku noiogozo cospesanus [19]. B cayuae
BbIABNIEHUS 3A0EPHCKU NOTIOB020 CO3PEBAHUSL, HEOOX0OUM NpUem (0CMOMpP, KOHCYIbMAayus) pava-

9HOOKPUHONI02d.

Pexomenayercss mnpueM (OCMOTp, KOHCYJbTalMs) Bpaya-dHAOKPHUHOJIOTa/Bpaya-IeTCKOro
SHOKPHUHOJIOTA TIEPBUYHBIN U TOBTOPHBIN (TIpH HEOOXOAUMOCTH ) BceM manueHTam ¢ M/IJI/MJ1b
C LIEJIbI0 CBOBPEMEHHOM JIMATHOCTHKH YHIOKPHHOJIOTHYECKUX HapyIieHu# [2,76-78].

YpoBeHb yoenureabHocTH pekoMeHaanuii — C (ypoBeHb IOCTOBEPHOCTH I0KA3aTeIbLCTB — D)

KOMMeHTapI/II/I: yacmoma ne menee 1 pasa e 6M€Cﬂl4€8.

Pexomennyercst Bcem nanuentam ¢ MJIJI/MJIb npoBenenue anaian3a KpOBH OMOXUMHUYECKOTO

06H_ICTCpaHCBTI/ILIeCKOFO (I/ICCJ'ICIIOBaHI/IC YPOBHHA O6I_I_[CFO 6eJ'IKa, KpC€aTHHUHA, MOYCBUHBI B KPOBH,
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OlpeNeieHue aKTHBHOCTH allaHMHAMUHOTpaHc(epasbl, acmapraraMUHOTpaHc(epasbl, ramma-
TIII0TaMUIITpaHchepasbl B KPOBH) C LETbIO OICHKHM COCTOSIHUS NedeHu u nmouek [118-121, 130].

YpoBeHb yoenureabHocTH pekoMeHaanuii — C (ypoBeHb IOCTOBEPHOCTH I0KA3aTeIbLCTB — D)
Kommenrapuii: mak oice, npu Heobxooumocmu, nposoosim ucciedo8anue YpOoHs 2IHKO3bl
OUIUPYOUHA CBA3AHH020 (KOHBIOSUPOBAHHO20), OUNUPYOUHA CB0O0OHO20 (HEKOHBIOSUPOBAHHOZ0)
8 Kposi, 00we20 Kauvbyus, UOHUSUPOBAHHO20 KANbYUs, Heopeanuyeckozo ¢hocghopa 6 Kkposu c
yenvio oyeHKU Kaavyueso-gocgoprnozo oomena. Yacmoma — 1 pas 6 12 mecsayes 015 xo0a4ux

nayuenmos, 1 pasz 6 6 mecayes 0151 Hex00s4uUx nayueHmos. Yauwe — no Heobxooumocmu.

*  Pexomenayercsi BceM naruentam ¢ MJIJI/MJIb uccrnenoBanue yposHs 1,25-OH Butamuna /[ B
KPOBH C LI€JIbI0 MOHUTOPHUHIA U CBOEBPEMEHHON KOPPEKLIUHU MPpU Heobxoaumoctu [2,58].
YpoBeHb yoeauTeabHocTH pekoMeHaanuii — C (ypoBeHb IOCTOBEPHOCTH /I0KA3aTeIbLCTB — D)
KomMmenTapmii: esxcecoono, wawe — no neobxooumocmu. Ilpu evisignenuu usmeHenuss OaQHHbIX
noxazamenei He0OX00UMO HANPABUMb NAYUEHMA HA KOHCYIbMAYUK 8paid-3HOOKPUHOL02A U
NPOBOOUMb COOMBECMBYIOWYI0 MeOUKAMeHmo3sHylo Koppekyuro. Ilayuenmor ¢ MI//MJ]P,
0CObeHHO noayuarowue mepanurd KOPMUKOCMEPOUOAMU CUCMEMHO20 OelcmaEus, OO0JIHCHbI
pe2yisapHO 00C1e008ambCsl HA HaluYue 2UnoKaibyuemuu u depuyuma eumamuna /{. Haznauenue
npenapamoé 2pynnvl eumamun D u e2o aumanoco08 makxice ModNcem NPUMEHAMbC 8

npoqbwzakmuqecxux ueiix, 6 ocobenHoCcmu 8 OCeHHe-3UMHULL nepuod.

* PexoMeHayeTcsl BCEM MAlMEHTaM C KIIMHUYECKUMHU MPOSIBIICHUSIMUA CEPACYHON HEJOCTATOYHOCTH
(OTeKH/TacTO3HOCTH MOJIKOKHOM JKUPOBOM KJIETUATKH, OJIBIIIKA, TAXUKAPAUS (TTOCIETHSS — TOJIBKO
B COYETAHUHU C JPYTUMH TMEPEUUCICHHBIMU CUMITOMAMH), YBEIMYCHHE MEUECHU) WCCIICIOBAHUS
ypoBHS N-TepMHUHAJIBHOTO (parMeHTa HaTpuilypeTuueckoro mpomentuaa mosrosoro (NT-
proBNP) B kpoBM C 1enbl0O CBOEBPEMEHHOM JMArHOCTUKH CEPACYHOW HEJOCTATOYHOCTH,
nudepeHIanTbHON JUArHOCTUKU C OJIBIIIKOM, BRI3BAHHOW PECIUPATOPHBIMU HAPYIIEHUSMH, TS
pELICHUS BOIIPOCOB O CTapTE/KOPPEKIIMU KapAMOTpOoIHO Tepanuu [84,131, 132].

Yposenb yoenureabHocTH pekomenaanuii — C (YpoBeHb 1I0CTOBEPHOCTH I0KA3aTEIbCTB — 4)

* Pexomenayercs nanuentam ¢ MIJI/M/Ib ¢ mogo3penneM Ha HapylieHHe GYyHKIUH TOYEeK OOLIHii
(KITMHUYECKUI ) aHAJIM3 MOYH C LIEJTBbI0 KOHTPOJIST (PYHKIMHU TTo4YeK [75].
Yposenb yoenureabHocTH pekoMenaanuii — C (YpoBeHb I0CTOBEPHOCTH A0KA3aTeIbCTB — 4)
KomMmenTapuu: obvem ucciedosanuil u OanbHelas makmuxa OUAZHOCMUKU ONPeoesitomcs

8PAYOM-HEPPOI020M.
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Hucmpymeumaﬂbubte UCCe008aHUA.

Pexomennyercst Bcem nmauuentam ¢ MJIZI/M/Ib perynsipHas peructpanus 3JeKTPOKapIHorpaMMbl
U TIPOBEICHHE dXOKapuorpaduu ¢ 1ebio BhISIBICHHS HapyllIeHuit padoThl cepaua [6, 8, 39].

YpoBenb yoeauTeabHOCTH pekoMeHaanuii — C (YypoBeHb J0CTOBEPHOCTH JI0KA3aTeIbLCTB — 4)

KommenTapuu: ne pesice 1 paza 6 200, npu 603modxcnocmu u Heobxooumocmu Ixo-KI' moocem
ObIMb 3AMEHEHO HA MACHUMHO-PE30HAHCHYIO MOMO2PAPUIO cepoya U MAcUCMpPanbHuIX cocy008. I1o
HA3HAYEHUIO 8pada-Kapouoio2a 00JIHCHO MAKICe NPUMEHIMbCSA XOMEPOBCKOe MOHUMOPUPOSAHUE

cepoeuHo2o pumma.

Pexomenayercest Bcem manueHtam ¢ MJUJI/MJIb, wumeromMM NpU3HAKH — CEpACUHOM
HEJIOCTATOYHOCTH, KOTOPBIM BCIIEICTBUE Y3KOT'O YJIbTPAa3BYKOBOIO OKHA HEBO3MOXHO IPOBECHUE
TPaHCTOPAKAIBHOM dXOKapauorpaduu, mpoBeIeHNEe MarHUTHO-PE30HAHCHON ToMorpaduu cepama
U MarucTpalibHBIX COCYJIIOB C I€JIbI0 MOHHUTOPMHTA M CBOEBPEMEHHOW KOPPEKIUHU
MIPOrPECCUPOBAHUS CEPCUYHOM HepocTaTrounoctu [28,83-93].

YpoBeHb yoenutesbHOCTH pekoMenaanuii — C (ypoBeHb J10CTOBEPHOCTH 10KA3aTeIbCTB — 4)

Pexomennyercs Bcem nanmentam ¢ M/IJI/M/IB, y koTopsix 1o nanabM pyTuHHOM DK BBISIBICHBI
HApyIICHUs] PUTMa W/WIU TPOBOAMMOCTH CEpALA, WM HMEIOTCS KaloObl HAa HEPUTMUYHOE
cepaueOneHne, MPECUHKOINAIbHbIE/CHHKONAIBHBIE COCTOSHMS, a TakKe BCEM NalMeHTaM ¢
MIJ/MIB crapuie 17 net (mociaeIHUM — BHE 3aBHCUMOCTH OT HAJTUYHSI 5KaJl00 MM M3MEHEHUN
Ha OKI') mpoBeneHne X0ITEpOBCKOIO MOHUTOPUPOBAHMSI CEPAEUYHOrO PUTMA B TeYEHHE 24 4acoB C
[EJTbI0 CBOCBPEMEHHO TMArHOCTUKH JTAaHHBIX cocTosiHmit. [28,83-93].

YpoBeHb yoenuresnbHocTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5)

Pexomenayercest Bcem manuentam ¢ MJ/JI/MJIb, wumMmenomuM NOpU3HAKU BBIPAKEHHOTO
MHUOKapauaibHOro (ubpo3a, MPOBEACHHE MArHUTHO-PE30HAHCHON ToMorpaguu cepiana ¢
KOHTPACTUPOBAHUEM C LEIBI0 CBOEBPEMEHHOM JUArHOCTUKH U MOHMTOPHHIA IPOrPECCUPOBAHUS
JaHHOTO cocrostHus [28,83-93].

YpoBenb yoenuTeabHOCTH pekoMeHaanuii — C (YypoBeHb J0CTOBEPHOCTH JI0KA3aTeJIbLCTB — D)

Pexomennyerest marmentam ¢ MIJI/M/Ib ¢ KIMHUYECKUMH CHMITOMaMH HapyIICHUsS OCAHKU
MPOBEJICHUE pEHTTeHOrpaguu TPYAHOTO H TMOSICHUYHOTO OTJAeJa MO3BOHOYHHUKA (MU
KOMITbIOTEpHast ToMorpadusi TMO3BOHOYHMKA (OJUH  OTHEN)) C I[eNbl0 MOHHMTOPHUHIA
nporpeccupoBanus aedopmaruii MO3BOHOYHUKA M OIEHKH €€ CTENEHH, a TaKKe OIMpeeTeHUs

BO3MOKHOCTH W CTEIIEHH XHPYPIHYECKOrO BMEIIATENbCTBAa Mpu Heobxomammoctu [31, 126, 127,
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128].

YpoBenb yoeanTeabLHOCTH pekoMenaanuii — C (YypoBeHb JIOCTOBEPHOCTH J10KA3aTeJILCTB — 3)
KommeHTapuu: xax npasuno, ckoiuomuueckas Oe@opmayusi NO360HOUHUKA Y NAYUEHMO8 C
MII/MIIF  npossnstomcs nocie mo2o, KAk NAyueHm CMAaHOBUMCSA HeamOyiamopHbiM.
Hccnedosanue nposooumcs nayuenmam ¢ HapyuieHuem ocauku I pas 6 200 nocie moeo, KaK

nayueHm cmaHo8UMcs HeamoOyIamopHvim u oanee 1 pas 6 6 mec npu npocpeccuposanu CKOIUO03d.

o Pexomenayercs BcemM manuentamMm ¢ MJIJI/MJIB mpoBeneHue pEeHTTCHOICHCHTOMETPUU

HNOSCHUYHOIO OTJEJa IO3BOHOYHHUKA C LEJBI0 MCKIIOYEHHS OCTEONOpOo3a MU ONPEIENICHHs €ro
CTENEHH, a TAaK)K€ IPU IMOArOTOBKE K OPTONEIUUYECKOMY XHUPYPrHUECKOMY BMEIIATeNbCTBY [53,
19,20,39,80,81].

YpoBeHb yoenuteabHocTH pexkoMenaanuii — C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB — 4)

KommenTapuu: nposooumcs oemsam cmapute 6 1em ¢ uacmomotii 1 pas 6 200.

Pexomennyercst Bcem nammentam ¢ MJIJI/M/Ib nipoBeneHue rcciieJOBaHMs HECTIPOBOLIMPOBAHHBIX
JIBIXaTEJIbHBIX 00bEMOB U MTOTOKOB, IPH HEOOXOAMMOCTH — HUCCIEI0BAaHUE JbIXaTeIbHBIX 00BEMOB
C MPUMEHEHHWEM JICKQpPCTBEHHBIX IPENaparoB, IMYJIbCOKCUMETPHUH, OIPEICICHHE NaplUaIbHOTO
JABJICHUS KUCJIOPOJIa B MATKUX TKaHSAX (OKCHMETpHsI), HAYMHAsI C paHHEH HeaMOyIaTOpHOU CTaJiuu
C LIEJIbI0 CBOCBPEMEHHOW THArHOCTHKK HapylieHui GyHkiun apixanus [10-13, 39].

YpoBeHb yoenuTeabHoCTH pekoMenaanuii — C (ypoBeHb TI0CTOBEPHOCTH JI0KA3aTEIbCTB — 3)
KommenTapuu: onpeodenenue gpynxkyuu enewine2o 0bixanus npo8ooUmcs MemoooM CHUPOMEMPUU C
usmepenuem ecex ochoguvix noxazameneu (KEJI, QIKEJI, ODB1, COCzs.75, MOC2s.75, [10Cino) 1

pasz 6 200, npu chudxcenu u noxazameneti OIKEJI menee 60% - 1 pas 6 6 mec.

PexoMenayercs mpoBeieHNE KapAMOPECTUPATOPHOIO0 MOHUTOPUHTA (JJUCTAaHIIMOHHOE HAa0JII0ICHHUE
3a MOKa3aTeNsIMH YacTOThl CEpACYHBIX COKpALIeHWH U JUCTAaHLMOHHOE HaOJIOJeHHEe 3a
(YHKIIMOHAJIBHBIMU TI0Ka3aTEIsIMU BHEIIHEro JbIXaHWs) B CTAlMOHApe BCEM MalMEHTaM C
MJUI/M/Ib npu Hanu4yuu »*anod, COOTBETCTBYIOIIMX THITOKCEMUU (JTHEBHAS! COHJIIMBOCTD, TOJIOBHBIE
00JIn, YTOMIISIEMOCTb, HOYHbIE KOIIMaphl, HEOOBSICHUMOE CHI)KEHHE MAacChl Teja MPU aJeKBAaTHOM
nuTaHuM) u/unu ganHbix o cHmkeHnn OIXKEJI menee 50% w/mnu BBISIBICHUN CHUKEHHSI CaTypaluu
10 TAaHHBIM HOYHOM MyJILCOKCUMETPUN MeHee 94% ¢ 11eM1bI0 BBISIBIICHUS CHHIPOMAa 0OCTPYKTUBHOTO
aITHO? CHA, BBISIBJICHUS pAaHHEW IbIXaTeJIbHON HETOCTATOYHOCTH U PELIEHUS BOIIPOCA O IPUMEHEHUHH
BCIIOMOT'aTeIIbHBIX METOJI0B pecrnupaTopHoii moyepxku [19,20, 39].

YpoBensb yoenuteabHOCTH pekoMenaanuii — C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)
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KommenTapuu: 1 pas 6 6 mec. Ilpu 603modxxcHocmu nokazaHo npumeHenue KanHozpaguu, Kax

Haubonee 4y8CMBUMENbHO20 Memodd OUASHOCMUKU DAHHEU OblXamelbHOU HedOCmMAmo4HOCuU

[10 -13, 39, 80, 81].
Huvie memoowt.

Pexomenayrorest pu HabmoneHnu nanueHToB ¢ MIJI/MJIb npuMeHsATh MyJIbTHIACIUTLTAHAPHBIA
HOJIXO/T C TETIbI0 KOPPEKIIUHU TePaiy | JMHAMUYECKOT0 MOHUTOpHUHTa [95].

YpoBeHb yoenuTebHOCTH pekoMeHanuii — C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTeJIbCTB — D)
KoMmeHnTapuu: nokaszamvi nepguunvie U NOBMOpHbIE KOHCYIbMAYUU 6payd-ceHemuKxd, 8paya-
Heepono2d, 8paya-nyibMOHON02d, BpPAYA-0emCcKo20 Kapouonozd, 6pava-kapouonozd, 8payd-
eacmposnmepooza, 8Paua-0emcKko20  9HOOKPUHONI02d,  8paia-3HOOKPUHOILO2A, epaua-
MpasmMamono2a-opmoneod, 8paia-ouemosnozd, 8pava-ncuxuampa, epada-neouampa/spava ooweu
NPaKmuKu (cemelHo2o 8paua), epaia-mepanesma, 6pava-opmanbmonoea, 8pava-aHacmesuoioa-
Peanumamonoza, MeoOuyuHcKko20 NCuxono2d, 8pava Gu3uueckol u peadburumayuoHHoU MeOuyuHsl
UU 8PAYaA, BLINOIHAIOWE20 €20 PYHKYUIO (Cheyuanucma no MeOUyuHCKoU peabunumayuu. paia no
JeuebHol Guzkyremype u 0p.), 8pava no NALTUAMUSHOU MEOUYUHCKOU NOMOWU, A MAKiCe 8payell
opyeux  cneyuanvHocmeu nayuenmam ¢ MII/MAB, umeiowum Hapywenus — QyHKyu
coomeemcmeylowux opearnos u cucmem. Takdce Heobxoouma paspabomra UHOUBUOVALLHOU

APOCPAMMBL J1020N€OUUECKOU PeabUIUmMmayuu.

o Pexomenayercs ipuem (0CMOTp, KOHCYJIbTAIIMI) Bpaya-HEBPOJIOTa IEPBUYHBIN U IIOBTOPHBIH (TIpU
HeoOxoauMocTH) BeeM marientam ¢ MJIJI/MJIB ¢ 1ienbio OleHKH ¥ HaOMIOJEHUS B JUHAMHKE
HEBPOJOTMYECKOTO CTAaTyCca, MOTOPHBIX PYHKIIHI, 00beMa IBHKEHHUI U KOPPEKIUH Teparnuu [2].
YpoBeHb yoenuteabHoCTH pekoMenaanuii — C (YpoBeHb J0CTOBEPHOCTH 0KA3aTEJILCTB — 5)
KommenTapmii: vacmoma nabniodenus ons ambyramopnuix nayuenmos 1 pas 6 12 mecayes, ons
HeamoOynamopuwvlx nayuenmos 1 paz 6 6 mecsayes. OyeHka MOMOPHBIX QYHKYUl U 00vema
OBUIICEHUT MOJICEM MAKdHce NPOBOOUMBCS 8PAYOM PUIUUECKOU U PeadUTUMAYUOHHOLU MeOUYUHb]
UNU 8PAYOM, BLINOIHAIOWUM €20 PYHKYUIO (Cheyuanucm no MeOuyUHCKou peaburumayuu. epay no

newebnou uszxkyromype u op.) ([lpunoscenust A3.3, A3.5, A3.6, I'L-I'7).

o Pexomenayercs mpueM (OCMOTp, KOHCYNbTaIUs) Bpada (HU3WYECKOW W peadUIMTAIMOHHOU
MEIMLUHBl WJIM Bpaya, BBIMOJHSAIOMET0 €ro (QYyHKUWIO (CIEHUAIUCT 10 MEIUIIMHCKOM
peadmInTaly: Bpad 1o JieueOHoi GpU3KyIbType U Ap.) IEpBUYHBIN 1 TOBTOPHBIN BCEM MallUEHTaM
¢ MIAJ/M/Ib ¢ 1enpi0 MakCUMajabHOTO COXPAHEHHUS JBUTaTENbHBIX (QYHKIUN U MPOPUIAKTUKI

KOHTPAKTYp KPYITHBIX CYCTaBOB [2].
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YpoBenb yoeauTeabLHOCTH pekoMenaanuii — C (YypoBeHb JI0CTOBEPHOCTH J0KA3aTeJbCTB — 5)

Kommenrapuii: vacmoma ne peoice 1 pasza é 6 mecsyes.

Pexomenayercsi tmpuieM  (OCMOTpP, KOHCYJbTaIusl) Bpaya-dHIOKPHHOJIOTA/Bpadya-IeTCKOTO
SHJOKPUHOJIOTA ITEPBUYHBIN M MOBTOPHBINA BceM mamueHTam ¢ MJIJI/MJIb ¢ niensio cBoBpeMeHHOH
JMAarHOCTHKH SHIAOKPHHOJIOTHYECKHUX HapylIeHui [2,76-78].

YpoBenb yoeauTeabLHOCTH pekoMenaanuii — C (ypoBeHb JI0CTOBEPHOCTH J0KA3aTeJbCTB — D)
Kommenrapuu: vacmoma 1 pasa 6 12 mecayes, uawe 6 ciyuae 8viasieHus 3a0eprcKu NOL08020
Pazeumusi, 3a0epicKu pocma, HApyuweHus MmoiepanmHoOCmu K 2l0Ko3e, caxapHozo ouabema,
odicupenus, cunopoma Kywunea, a maxoice opyeux 803MONCHbIX NOOOUHBIX Ihekmos mepanuu
KOPMUKOCMEPOUOAMU CUCTNEMHO20 OeUCm8Us ¢ UYeibld OONOIHUMENbHOU OUACHOCMUKU U

HeobX00UMOU MeOUKAMEHMO3HOU KOPPEKYUU.

Pexomenayercst npueM (0CMOTp, KOHCYJIbTAllMs) Bpaya-TPaBMaTOJIOra-OpToIela MEPBUYHBIA U
MOBTOPHBIA (MpU HEOOXomuMocTH) Bcem mnanueHtam ¢ MJIIJI/MJIb ¢ uenwsto ompenencHus
HEOOXOJMMOCTH U TAKTUKHU OIIEPATHBHON KOPPEKIIMU OPTONEANIECKUX HapyIIeHui [2].

YpoBeHb yoenuTeabHOCTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH 0KA3aTeJILCTB — 5)

KOMMCHTapHH: uacmoma - no NOKAasaHusiM, Ho He peoice 1 pasa e 12 mecsyes.

Pexomenayercst mpuem (OCMOTp, KOHCYJIbTAIllMs) Bpaya-racTPO’HTEPOJIOTa TEPBUYHBIA U
MOBTOPHBIN (MpU HeobxomumocTu) Bcem manueHTam ¢ MJIJI/MJIb ¢ menpio KoHTposst Beca
MalMeHTa, BBIABICHUS CHUMIITOMOB Jucharuy, HaIWYWs HapyIIeHUs cCTyna (3amopoB),
ractpodszodareanbHoro  pedurokca, mTOO0YHBIX A(PPEKTOB TpHEeMa  KOPTUKOCTEPOUIOB
cucteMHOro jaeicTBus co cropoHbl XKKT u ux nocnenyromiei MeIMKaMeHTO3HOW KoppekiuH [2].
YpoBeHb yoeauTeIbHOCTH pekoMeHaanuii — C (ypoBeHb J10CTOBEPHOCTH 10KA3aTeIbCTB — 5)

KOMMCHTapI/II/I: yacmoma - no NOKAaA3aHuAM.

Pexomenayercss  Bcem  mammentam ¢ MJIJI/MJIbB  mpoBeneHue  ucclieI0OBaHUS
HECIPOBOIIMPOBAHHBIX  JbIXaTENbHBIX OOBEMOB M IOTOKOB, TpU HEOOXOAMMOCTH —
UCCIIEIOBAaHUE JbIXaTeIbHBIX O0BEMOB C MPUMEHEHHEM JIEKapCTBEHHBIX IpPEnaparos,
MyJIbCOKCUMETPHUH, ONpE/eJCHUE MNaplHaIbHOIO JaBICHUS KUCIOPOAAa B MATKUX TKaHSIX
(okcuMeTpusi), HauyWHAs C paHHEH HeamMOylnaTOpHOW CTaAWM C 1EJIbl0 CBOEBPEMEHHOMN
JIMAarHOCTUKYU HapyieHni Gpynkuuu npixanus [10-13,39].

YpoBenb yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb IOCTOBEPHOCTH I0KA3aTeIbLCTB —4)
KommeHTapum: npogedenue cnupomempuu 01i OYeHKU @OYHKYUU GHeuHe20 ObIXaHUsA C
usmepenuem ecex ocHoguwix nokazamenei (KEJI, ®IKEJI, OPB1, COCzs.75, MOC25.75, I1OCg0)

54



yacmoma- He pexce 1 paza 6 6 mecayes. B ambyramopHnou cmaduu sabonesanusi ciedyem
npoeooums  0OyueHue nayueHmos npoeedenuio  cnupomempuu. Ilayuenmam  credyem

PEKOMEHO08aMb UMEeMb 00MA NYIbCOKCUMEMD O/ pe2YIAPHO20 USMEPEHUsL CAMYPayul.

Pexomennyercsi Bcem marmuentam ¢ MJIJI/M/Ib nmpoBenenue kamHorpadguu BO BpeMs CHA,
HAuYMHAs ¢ paHHel aMOyJIaTOpHOI CTa/luu, C LENbI0 BBISIBICHUS OOCTPYKTUBHOTO alfHO? CHA WU
JPYTUX MPU3HAKOB HAPYIICHUS JIbIXxaHus Bo cHe [14,39].

YpoBeHb yoenureabHocTH pekoMeHaanuii — C (YypoBeHb IOCTOBEPHOCTH I0KA3aTeIbLCTB —4)
KommeHnTapuu: oawnuviii memoO 0C0OeHHO peKoMeHOYemcs Npo8ooums NAYUEHMAM C

U30bLIMOYHBIM 6E€COM, nojIyuaroumum Kopmukocmepoudbl CUCTEMHO020 OeliCEUAL.

Pexomenayercss npueMm (OCMOTp, KOHCYJbTAallMsl) Bpada-NyJbMOHOJOra TIEPBUYHBIA U
MOBTOPHBIA (TIpr HeoOXoauMocTH) BceM mnanueHtam ¢ MJIJI/MJIB ¢ 1enbio JHarHOCTHKH,
MOHHUTOPHHTA COCTOSHUS U KOPPEKIMKA CUMIITOMOB JIbIXaTeIbHON HempocTaTouHoCcTH [156].

YpoBeHb yoeauTeIbHOCTH pekoMeHaanuii — C (ypoBeHb J10CTOBEPHOCTH J0KA3aTeIbCTB — 5)
KoMmmenTapuu: na momenm nocmanosku ouaznosa u oaniee HavyuHas 6 no30Heu amoyiamopHou
cmaouu — 1 pas 6 200, HauuHas ¢ panuel HeamobyiamopHrou cmaouu — 1 pasz 6 6 mecayes, uauje

— NO NOKA3AaHUAM.

Pexomenayercss mnpueM  (OCMOTp, KOHCYJbTalusl)  Bpada-KapAuoJora/Bpaua-IeTcKoro
KapAuoJora NepBUYHBIN U MOBTOPHBIN (He pexe 1 pas3a B ron) Bcem naruerntam ¢ MJIJI/M/Ib ¢
1EJIbI0 TUATHOCTUKU, MOHUTOPUHTA COCTOSIHUSI M KOPPEKIIMH MAaTOJOTUU CEPICUHO-COCYAUCTOM
cucremsi [8, 31, 39].

YpoBeHb yoeauTeIbHOCTH pekoMeHaanuii — C (ypoBeHb J10CTOBEPHOCTH 10KA3aTeIbCTB — 4)
KommenTapuu: vacmoma — nHa momenm nocmasku ouazHo3a u oaiee He pedce 1 pasa 6 200.
Habnwoenue mosxcem 6vimov Oonee wacmvim no mepe npocpeccuposanus OOne3HU U pa3eumus
cepoeuno-cocyoucmotl namonoeuu. Taxoce ecem nayuenmam c¢ MII/MJIB neped nianoswvim
ONepamuHblM  BMEUAmenbCmeom HeooX00UuMa KOHCYIbMAayus 8pava-Kapouoioz2a/spaa-
0emcKo2o Kapouonoza, a makxice pecUucmpayus 3J1eKmpoKapouocpamMmvl U HnpogedeHue

axoxapouozpagpuu [31,39].

Pexomennyercs BCEM IanueHTam c MA/M/Ib perynspHas perucrpanus
AIIEKTPOKAPIMOTPAMMBI U MPOBEACHUE dXOKapAuorpaduu s BhIABICHUS HapylIeHUH paOboThI
cepana [6, 8, 39].

YpoBenb yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb IOCTOBEPHOCTH I0KA3aTeIbLCTB —4)

Kommenrtapum: ne peoce 1 pasa 6 200, npu 6o3moxcnocmu u neoodxooumocmu 3XO0-KI modcem
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ObIMb 3AMEHEeHO HA MACHUMHO-PE30HAHCHYI0 MOMO2paduio cepoya u Ma2ucmpanbHulX cocy0o8.
Ilo  nasnauenuro  epaua-kapouono2a  OONNHCHO — MAKICe NPUMEHAMbCA — XOJIMEPOBCKOe

MOHUMOPUPOBAHUE CEPOEUHO20 PUMMAL.

PexomenaoBaHo npuem (TeCTUPOBAHHE, KOHCYIbTALUS) MEAUIIMHCKOTO TICUXO0JIOTa MEPBUYHBIN
W TOBTOpHBIH BceM mamueHtaMm ¢ MJIJI/MJIb ¢ 1enpio  peryiaspHoro CKpUHUHTA
IICUXOAMOLIMOHAJIBHOTO COCTOSIHUS NALMEHTA U JIUL, OCYIIECTBISIOLUX YXOJ, OCYIIECTBICHUS
WHIMBHyaJIbHOU, TPYIIIIOBO#, CeMeitHO# neuxoorndeckoi nomornu [40, 151, 152].

YpoBenb yoequTeabHOCTH pekoMeHaanuii — C (ypoBeHb I0CTOBEPHOCTH 10KA3aTEIbLCTB — D)

KOMMeHTapI/II/I: yacmoma — no nOKa3aHusim.

PexomengoBaHo npuem (0CMOTp, KOHCYJIbTAllMs) Bpaya-IICUXUATpa MEPBUYHBIA U MTOBTOPHBIN
BceM maruenTam ¢ MJIJI/M/Ib B ciydae pa3BUTH/TIOJO3PEHUS HA IMOSBICHHUE TMOBEICHYCCKIX
SMOIMOHAJIBHBIX PACCTPOMCTB C LENBI0 JUArHOCTUKY M Ha3HaueHus Tepamnuu [40, 151, 152].

YpoBeHb yoe1uTeIbHOCTH pekoMeHaanuii — C (ypoBeHb J10CTOBEPHOCTH J0KA3aTeIbCTB — 5)

KOMMeHTapI/II/I: yacmoma — no nNOKAa3arusim.

PexomengoBano Bcem manueHtaM ¢ MJJI/MJIB 00s3aTebHO  €XKEroJHO TPOBEIACHUE
PEHTTE€HOIEHCUTOMETPHH C LIE€JIbI0 CBOEBPEMEHHON KOPPEKIINH OTy4aeMOT0 JICYEHHS 110 TOBOY
ocreorneHuu U octeonoposa [20,39].

YpoBeHb yoeauTeabHOCTH pekoMeHaanuii — C (YypoOBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 4)
KommenTapuu: cuusicenue munepansvhot niomHocmu Kocmetl s811emcs 4acmviM CUMNIMOMOM Y
nayuenmos ¢ MJI/M/Ib. Heycmotiuugocms npu xo0vbe, CLoHCHOCHb NOOOEPAHCAHUS PABHOBECUS
8 pe3yibmame MbIUEYHOU ClabOCmu, 8 COYeMAaHuu ¢ OCHMEeONnOPO30OM Yepodicaem pa3sumuem
nepenomos kocmeiu u no3zeonkos. Bce nayuenmwvr ¢ M[J[/MJIB, ne3asucumo om cmeneHu
00e308udxceHHoCmu (Hanpumep, Hya#coaruuecs 8 Kpecie-Kamaike) O0AHCHbL Obimb 00yUeHbl 6CeM
Mepam npedoCmopoICHOCMU 0l NPOPUIAKMUKYU NAOEHUs. U NePesloMO8 8 Dblmy nayueHmvl U
YjleHbl ceMbll QO0NIAHCHBL ObIMb UHGOPMUPOBAHDL O 8CEX NOCIEOCIBUAX HEAOEKBAMHO20 OTMHOUEHUS

K npob.aeme ocmeonoposa.

PexomengoBaHo npueM (OCMOTp, KOHCITYJIbTAllKs) Bpaya-IUeToIora MepBUYHBIA U MOBTOPHBIN
BceM nanuentam ¢ MJIJI/M/IB c 1ienbro KOppeKIUU MUTaHUS 1 Ha3HAYCHUsI JUETHI [2].

YpoBeHb yoenureabHocTH pekoMeHaanuii — C (YypoBeHb IOCTOBEPHOCTH I0KA3aTeIbCTB — D)

Pexomenayercss Bcem mammeHTam ¢ MJIJI/MJIB mepexn TUTaHOBBIM  OTIEpaTUBHBIM

BMEIIATEIbCTBOM TpUe€M (OCMOTpP, KOHCYJIbTallMs) TMEPBUYHBIA U TOBTOPHBIM (Ipu
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HEOOXOIMMOCTH) Bpada-KapJruoyiora/Bpadya-I1eTCKoro Kapauoyiora, a TaKKe pPerucTparus
AIIEKTPOKAPIUOTPAMMBI U TIPOBEJCHUE 3XOKapauorpaguu ¢ LENbi0 ONMpeaeTeHUs] BO3MOKHBIX
NPOTHBOIIOKA3aHUH K ONEPaTUBHOMY BMeIaTesibetBy [39].

YpoBenb yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb I0CTOBEPHOCTH 10KA3aTEIbLCTB — D)
KommenTapuu: vacmoma — me pedice 1 pasz 6 12 mecsayes 01 HeamOy1amopHulX NAYUEHMOS,

yawe npu HeobXo0UMoCmu.

PexoMengoBano rmpueM (OCMOTp, KOHCYJbTallMs) Bpaua MO MNAJUTMATUBHOM MEAUIIMHCKON
MOMOIUIN TEPBUYHBIA U MOBTOPHBIA (P HEOOXOAMMOCTH), a TAK)K€ HHBIX CIEHUAINCTOB U3
MEIULMHCKOM OpraHu3alll WM €€ CTPYKTYpHOTO  TMOJPa3JeNCHUs, OKa3bIBAKOIINX
CHEHHATM3UPOBAHHYIO MAJUTHATUBHYIO MEIUITMHCKYIO TTOMOIIb (IPY HAIMYUU [TOKa3aHHI), BCEM
narueaTam ¢ MJIJI/M/Ib ¢ nenpio onpeneneHus 00beMa HeOOXOAMMON MAJUTHATHBHOW TTOMOIIIN
[133, 134].

YpoBeHb yoea1uTeIbHOCTH pekoMeHaanuii — C (YypoBeHb J10CTOBEPHOCTH 10KA3aTeIbCTB — 4)
6. Oprann3anusi 0OKa3aHusl MeJIMIMHCKO MOMOIIH

[Toka3zaHus ISl IUIAHOBOM FOCIUTAIN3AIMN B MEMIIMHCKYIO OpraHu3aiuo [76]:

- mpoBeaeHue aupQPepeHINATFHON JHAarHOCTUKH U YCTAHOBICHHS OKOHYATEILHOTO
JIMarHo3a, JISYCHHUs1, TPeOyIoIue KPyriIoCyTOYHOTO MEIUITUTHCKOTO HAOIIOICHUSL.

«  Toa0Op ONTUMAIEHOTO PEKUMA U JI03bI KOPTUKOCTEPOUIOB CUCTEMHOTO JACUCTBUS

«  mnoabop crenupuYecKoi Teparuy B 3aBUCUMOCTH OT BUJa MyTalllH

«  TIPOBEJCHUE XUPYPTrHUECKUX BMEMIATEIbCTB IO KOPPEKIHH CKOJIMO03a, IePOopManuu
CTOIIBI, ONIEPAIH HA aXUJIJIOBOM CYXOXKHUIINH,

«  JICYEHME OCTEOI0po3a

+  yCTaHOBKa racTpOCTOMBI

*  COCTOSIHHE, TpeOylollee AaKTHUBHOTO JIEYEHHS M KPYIJIOCYTOUYHOTO MEIUIIMHCKOTO
HaOroAeHNs (HapacTaoas AbIXaTelbHas HeA0CTaTOUHOCTh, HApyILIEHHs PUTMa CepALa);

«  COCTOSIHHE, TpeOyIolee NPOBENEHUS BBHICOKOTEXHOJOTHYHBIX METO/MOB JICUCHHS U
peadbmIUTaINi;

«  HEOOXOAWMOCTh TPOBEICHUS PA3JIMYHBIX BUIOB OKCIEPTU3 WM OOCIETOBAHUS B
MEIUIMHCKOW OpraHW3allMd TIPH HEBO3MOXXHOCTH TPOBENEHHS WX B aMOYITaTOPHBIX
YCIIOBUSAX, TPEOYIOUINX AUHAMHYECKOTO HAOIIOACHUS

[TokazaHust 1UIst SKCTPEHHOI FOCIUTAN3AIMY B MEUIIMHCKYIO OpraHu3anuto [75]:

« ocTpble 3aboyieBaHUs, OOOCTPEHMsS XPOHHUYECKUX OONe3HEH, OTpaBleHUs U TPaBMBI,
COCTOSIHUS, TpeOyIole HWHTEHCUBHOW Tepanmuu M TepeBoja B peaHUMAallMOHHbIE
OTJENEeHNUS WM OTJENEeHWs WHTEHCUBHOM Tepanmuu, a TakXkKe KPYrJIOCYyTOYHOTO
MEIUIIMHCKOTO HAOMIOIEHUN W TMPOBEACHUS CHEIHAIbHBIX BHAOB OOCIENOBaHMUS U
JICUCHMSL.
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* CEpbE3HBIC OCIIOKHEHUS CO CTOPOHBI CEPACYHO-COCYIUCTOM CHUCTEMBl — KapauT,
cepAcuHasi HeI0CTaTOYHOCTh, ApUTMUS

*  CEpbE3HbIC OCJIIOKHEHUS CO CTOPOHBI PECIIUPATOPHON CUCTPEMBI — TS¥KEJIasi THEBMOHMUS,
acrmpanusd, AbIXaTCJIbHasd HEAOCTATOYHOCTD 2-3 cTeneHu

*  IEpPEIOMBI KOCTEM

*  HAANOYEYHUKOBASI HEIOCTATOYHOCTh Yy IMALKUEHTOB, NPUHUMAIOLINX KOPTHUKOCTEPOU]IbI
CUCTEMHOIO JIeHCTBUS, Ha (OHE JIMXOPAJKH, PBOTHI, MCHUXOJIOTUYECKOTO CTpecca WU
XHPYPrHYECKOTO BMeEIaTeabcTBa [2]

IToka3zaHust K BBIMUCKE MAlMEHTa U3 MEAUIIMHCKOW opranu3aiuu [76]:

* OTCYTCTBME YyIpO3bl XKU3HU IALIUCHTA;

* OTCYTCTBHE YI'PO3bl Pa3BUTHS OCIOKHEHHH, TPEOYIOIMNX HEOTIONKHOTO JICUCHUS,

° CTaGI/IJ'II/I3aI_II/ISI COCTOsSAHHUA u OCHOBHBIX KJII/IHI/IKO'JIa60paT0prIX nokas3areJie
[aTOJOTUYECKOr0 MpoIecca 0 OCHOBHOMY 3a00JI€BaHHUIO;

* OTCYTCTBHE HEOOXOIUMOCTH B [IOCTOSTHHOM BPaueOHOM U KPYTJIOCYTOYHOM METHIIUMHCKOM
HaOJIOICHUH 110 OCHOBHOMY 3a00JICBaHHIO;

+ HEOOXOIMMOCTH TIepeBOJa IMAalMEeHTa B APYTYH MEIUIUHCKYI) OpPraHH3alHI0 WIIH
YUpEXKICHHUE COIIMAIBLHOrO obecneueHus [2].
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7. JonotHuTeAbHASA HH(pOpMaLuA (B TOM YucjIe (aKTOPbI, BJUSIOLINE HA

HCXO0/1 3200/1eBAaHUS WJIH COCTOSTHMS)

Pannss nuarnoctuka M/I/] 1 Ha3HayeHue Tepanuy MO3BOJISAET YJIYYIIUTh IIPOTHO3 U 3aMEIIIUTh
nporpeccupoBaHue 3a00BnaHusl. B HEKOTOPBIX CTpaHaX paccMaTPHUBAETCS BOIPOC O BKIIOUCHUU

M/I/] B mporpaMmmBbl MacCoOBOTO0 CKPUHUHTA HOBOPOKICHHBIX.
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8. Kpurepun onieHKM KayecTBa MeIMLMHCKONH MOMOIIT

N Onenka
: Kpurepun xauecrBa BBINIOJIHEHH S
KpuTepus

1 ITpoBeneHo onpeeeHne akTUBHOCTH KPEaTUHKUHA3bI KPOBH. Ha/uer
[TpoBeneHO MONIEKYIAPHO-TEHETUUECKOE UCCIIEI0BAaHUE B TEHE

2 Ha/uer
DMD.

3 [IpoBenen nmpuem (0CMOTp, KOHCY/IbTAllMs) Bpaua-HEBPOJIOTa Ta/uer
IIEPBUYHBIN.
ITpoBeneHsl mpueM (OCMOTp, KOHCYJIbTallMs) Bpada-reHeTHKa

4 5 Ha/aer
IIEPBUYHBIN.
IIposeneno Ha3Ha4YCHHE TEpanuu IIpenapaToM

5 #upenuuzonon** B noze 0,75 MI/Kr/CyTKU mepopaibHO MOCHe /
3aBepuIeHHs] (POPMHUPOBAHUS JIBUTATEIBHBIX HABBIKOB, HO JIO Aa/wer
Hayaja yracaHusi MOTOPHBIX (YHKIUI (Ha CTaJuu IU1aTo).
[IpoBeneHO Ha3HAUYEHUE JIEKAPCTBEHHOTO IIperapara aTajlypeH

6 amOynaropubiM marnuentam ¢ MJIJ] crapme 2-x net, y Ta/er
KOTOPBIX MOJIEKYJIIPHO-T€HETUYECKOE UCCIIEJOBaHNE
BBISIBUJIO HOHCEHC-MYTALUIO.
[IpoBenen  mpueM  (OCMOTp, KOHCYJAbTallMs)  Bpaya-

7 KapanoJIora/Bpaya-IeTCKOro  KapAHoJIoTa TEpPBHYHBIA U Ha/uer
MIOBTOPHBIN (He pexe 1 paza B rof).

8 IIpoBenen  mpuem (OSMOTp, KOHCYNIbTallusg)  Bpaya- Ta/ser
IIyJIbBMOHOJIOTa IEPBUYHBIN.
IIpoBenensl mpueM  (OCMOTp, KOHCYJbTallMs)  Bpaua
¢u3nueckoil M peabUIUTALIMOHHOM MEAMLMHBI WIM Bpaua,

10 BBIIIOJHAIOLIETO  ero  ¢QyHKOUIO  (cmenuanucra 1o Ha/ner
MEAUIMHCKOW  peaOuiuTanuMy: Bpaya MO  JieyeOHOH
(GU3KYIBTYpE U Jp.) HEPBUYUHBIN.

1 IIpoBenensl mpueM  (OCMOTp, KOHCYJIbTalUsl) Bpaya- Ta/ser
9HJIOKPUHOJIOTa/Bpaya-eTCKOro 3HJOKPUHOJIOra NEPBUYHBIH.
[IpoBeneH mnaTpoHa)k BBIE3HON MATPOHAXKHOW Opuramoin
OTJENEHUs  BBIC3JHOM  NAaTPOHAXHOM  NAJUIMAaTUBHOMN

12 Ha/uer

MEIHUIIMHCKON MTOMOIIU JIETSIM IMAIllMEHTaM, HYXIAIOIHUMCS B
NaJJIMAaTUBHON MeIUITMHCKON ITOMOIITH
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Ky3zenkoBa Jliogmuina MuxaiiioBHa —a.M.H., ipodeccop, HavanbHUK LleHTpa nerckoit
[ICUXOHEBPOJIOTUH, 3aBEAYIOIIAsl OTIACICHUEM IICUXOHEBPOJOTMU U ICUXOCOMATUYECKOU
narojorun ®I'AY «HayuyHblii MEAUIMHCKUA UCCIEI0BATEIbCKUM LIEHTP 3I0POBbS JETEH
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neauatpud U oxpasbl 310poBbs neret [IKb PAH MunoOpHayku, aoueHT Kadeapsl
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To3iusan Eaena BacuabeBHa — K.M.H., Bpay-geTckuil sHA0KkpuHOjJor, OCII
HayuynouccnenoBarenbCkuii KIMHUYECKUA WHCTUTYT neauatpuud uMm. FO.E. Benbtuiiena

OI'AOY BO «PHUMY UM. HU.IITMPOI'OBA» M3 P®

®exaucros JImurpuii  AjlekcaHApoBMY — Bpad-TpaBMmarosor-opronen, «HHUKU
neauatpun uM. akagemuka fO.E. Benbtumesa» ®I'bOY BO «PHUMY um. H.U. ITuporosa»
M3 PO

IlaxoBckasa Hagesxxna UBaHOBHA — K.M.H., 3aMECTUTEIb IJJABHOT'O Bpaya 10 MEAULUHCKON
yacTy, ['ocynapcTBeHHOE OIOPKETHOE YupexkKIeHUe 3/ipaBooxpaHeHus MocKoBcKoi 00acTu
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3acIyKeHHBIH pabOoTHHK 31paBoxpaneHus MO.

IIpenep Exarepuna BuagumupoBHa — Bpay-aeTckuii sHAOKpuHOIOr PIBY
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HE00X0IUMO 0OHAPOI0BATh.
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Ipunoxenne A2. MeronoJiorust pa3padoTki KJIMHAYECKHX PEeKOMEH AN I
HaCTOSIH.II/Ie PECKOMCHAAINN npeaHasHa4dyCHbl  JIA IMPUMCHCHUA MCIULINMHCKHUMH

OpTraHU3aLUAMHE U YUPEKICHUSAMHE (eepaabHbIX, TEPPUTOPUATBHBIX U MYHHIIMIIATBHBIX OPTraHOB

yIpaBJICHUS 3PaBOOXPAHEHHEM, CHCTEM O0S3aTeIbHOTO0 U JOOPOBOJIBHOTO MEAULUHCKOTO

CTpaxoBaHuid, APYTUMH MCIAUIIUHCKUMHA OpTraHrU3alusaIMU PA3JIMYHBIX OPTraHU3allMOHHO-IIPABOBBIX

(bOpM JCATCIIBHOCTH, HaHpaBHeHHOﬁ Ha OKa3aHHue MGI[HHPIHCKOﬁ IIOMOIIH.

IleseBasi ayIUTOPHA JAHHBIX KJIMHHYECKHX PEKOMEHIAIIMM:

1. Bpauu-neauarpsi;

2. Bpauu-nesposory;

3. Bpauu-reneruku;

4, Bpauwn o6mieii BpaueOHOM MPaKTUKHU (CEMEWHBIC BpadH );
S. Bpauu-tepaneBTsl;

6. Bpauu-naboparopHbie TeHETHKH;

7. Bpauu-kapauomnory;

8. Bpauu-gerckue kapanonoru;

9. Bpauu nmo nmaminatuBHON MEIUIIMHCKON TTOMOIIIN;
10.  Bpauyu-3HIOKPHUHOJIOTH;

11.  Bpauu-peHTIreHOJOrY;

12. Bpaum pyHKIMOHAIBHON TUATHOCTHKHY;

13. Bpaumn-myJnsMOHOJIOTH,

14.  Bpauu-racTpo3HTEpOJIOTH;

15.  Bpauu-TpaBMaTOJIOTH-OPTOIIC/IHI,

16.  Bpauu-odranbpmororu;

17. Bpauyu-oTOpUHOJIAPUHTOJIOTH;

18. MeauInHCKHAE TICUXO0JI0TH;

19. Crynentsl MenunuHCKUX BY30B;

20.  OOyuaromuecs: B OpAHMHATYPE.

Tadauua 1. [llkana oieHku ypoBHEH 1ocTOBepHOCTH HoKazatenbet (Y A1)mms meTonoB

JUAarHOCTUKHU (I[I/IaFHOCTI/IT-IGCKI/IX BMGHI&TCJ'H:CTB)

YA Pacuu¢pposka

1 Cuctematnueckue 0030pbl HCCIEIOBAaHUN C KOHTPOJIeM pedepeHCHBIM METOJIOM HIIU
CHCTEMaTHUECKHI 0630p PaHAOMU3NPOBAHHBIX KIIMHUYCCKUX I/ICCHGI[OBaHI/Iﬁ C
IMPUMCHCHUCM MCTa-aHAJIN3a

2 OTtnenpHBIE HCCIEOBAaHUS C KOHTPOJEM pedepeHCHBIM METOJOM WM OTIENIbHbIE
PAaHAOMHU3UPOBAHHBIC KIIMHHUYCCKUEC HMCCICAOBAHUA W CHUCTEMATUUYCCKUE O630pBI
UCClieIoBaHN  mo00oro  AM3aiiHa, 3a  HCKJIIOYEHHEM  paHIOMHM3HPOBAHHBIX
KJIIMHUYECKUX UCCIIEOBAaHNM, C IPUMEHEHUEM METa-aHaIN3a

3 HccnenoBanust 0e3 MOCIENOBATEIBHOTO KOHTPOJIS pPe(EepeHCHBIM METOAOM HITH
HUCCJIICAOBAHUA C pe(bepeHCHBIM METOJAO0M, HE ABIAOINUMCA HE3aBHCHMBIM OT
HCCIIETyeMOr0 METO/1a UJIM HEPaHIOMU3UPOBAHHbIE CPABHUTEIbHBIE UCCIIEOBAHMS, B
TOM YHUCJIC KOT'OPTHBIC UCCIICAOBAHUA

4 HecpaBHuTenpHbIe HccieI0BaHUS, OMUCAHUE KIIMHUYECKOTO Cyvast

5 Nmeercs nuiib 000CHOBaHHE MEXaHU3Ma JICHCTBUS WM MHEHHE SKCIIEPTOB
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Tab6auna 2. [llkana oieHKN YpoBHEW JOCTOBEPHOCTH JoKazarenbcTs (Y 1J1)ans meTonoB
npOoQUTAKTUKH, JICUECHUS ¥ peadruTanuu (MpoQUIakTHIeCKuX, Je9eOHBIX, peaOITUTAIIMOHHBIX
BMEIIIATCIILCTB)

Y Pacumdposka

1 Cuctematnueckuii 0630p PKU ¢ npumeHeHneM MeTa-aHann3a

2 Otnenpabie PKU m cuctematmyeckue 0030pbl HCClaeAOBaHUM Jt000OTO Au3aiiHa, 3a
uckinouenrnem PKH, ¢ npumenennem Mera-aHanusa

3 HepaHI[OMI/I3I/IpOBaHHBIe CPaBHUTCJIbHBIC HCCICA0BaHNMsI, B T.4. KOTOPTHBIC
HCCICA0BaHUA

4 HCCpaBHI/ITeHBHHC HCCIICO0BAaHNs, OIIMCAHUE KIIMHUYCCKOr'o Ciiydas Ujin CEpUuur Ci1y4acB,
HCCICa0BaHUA «CJ'Iy‘l&fI-KOHTpOJ'IB»

5 Hmeercst nuiis 000OCHOBaHHE MEXaHH3Ma I[CﬁCTBPIfI BMEIIaTCIIbCTBA (I[OKJ'II/IHI/ILIGCKI/IG
I/ICCJIGIIOBaHI/ISI) HJIM MHCHUC DKCIICPTOB

Tadauua 3. Ilkama omnenku ypoBHeH yOenutenbHOCTH pexomenpamuii (YVYP) mis
METOMOB MPOQWIAKTUKH, AWATHOCTHKH, JeUeHHss M peadwmmrtarmu (IpoQHIaKTHIECKUX,
JIMarHOCTUYECKUX, JIe4eOHBIX, pea0MIINTAllMOHHBIX BMEILIATEIbCTB)

YYP Pacmmgposka
A CunpHas pekoMeHnmanus (Bce paccMarpuBaeMble KpuTepuu 3(PQeKTHBHOCTH

(ucxonpl) SBISIOTCA BaXHBIMH, BCE HCCIEJOBAaHMS HMEIOT BBICOKOE HIIU
YAOBIIETBOPUTEIBHOE  METOJIOJIOTMYECKOE  KAaueCTBO, HUX  BBIBOABI 110
MHTEPECYIOIIMM UCXO0/1aM SIBJISIFOTCS COIIACOBAaHHBIMU )

B YcnoBHas pekomeHaanus (He Bce paccMaTpuBaeMble KpuTepuu 3¢ pekTuBHOCTH
(Mcxompl) SIBISIFOTCS BaKHBIMH, HE BCE HUCCIICOBAHHS MMEIOT BBICOKOE WIIH
yIIOBJIETBOPUTENHFHOE METOJOJIOTUYECKOEe KadecTBO W/MIM HMX BBIBOABI IO
MHTEPECYIOIINM MCX0JaM He SIBIISIFOTCS COTIACOBAHHBIMH )

C Crnabas pexomeHaamus (OTCYTCTBUE 10KA3aTEIbCTB HAISKAIIETO KauecTBa (Bce
paccMmarpuBaeMble KpuTepuu 3G (HEKTUBHOCTH (MCXO/bI) ABJISIOTCS HEBAXKHBIMU,
BCE MCCIIEZIOBAHMSI UMEIOT HU3KOE METOJOJIOTHYECKOE KAUYECTBO U MX BBIBOJIBI 110
MHTEPECYIOIIMM UCX0IaM HE SBIISIOTCS COTJIACOBAHHBIMMU )

ITopsinok 00HOB/ICHHS KIMHUYECKHX PEKOMEHIAIHIA.

MexaHnu3smM  OOHOBJICHHSI  KIMHUYECKHMX  PEKOMEHJIAlMid  MpelycMaTpuBaeT  MX
CUCTEMATHYECKYIO aKTyalln3alliio — HE peXe YeM OJIMH pa3 B TPU roJia, a TAKXKE MPHU MOSIBICHUN
HOBBIX JAHHBIX C MO3MIMU JOKA3aTeIbHOW MEIMIIMHBI MO BONpPOCAM JUArHOCTUKH, JICUEHUS,
NpOPUIAKTUKH W peabmINTalluid KOHKPETHBIX 3a00JIeBaHHM, HAIMUYWA OOOCHOBAHHBIX
JIOTIOJTHEHHU/3aMedaHui K paHee yTBepAEHHBIM KP, Ho He yare 1 pa3a B 6 mecsiieB.
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Ipunoxenne A3. CipaBo4Hbie MaTepHAJIbI, BKIKYas COOTBETCTBHE
MOKA3aHUI K NPUMEHEHUI0 U MPOTHBONOKA3AHMA, CTIOCO00B MPUMEHEHUS 1
103 JIeKAPCTBEHHBIX MPEeNapaToB, MHCTPYKIUM 10 NPUMeHEHUI0

JIEKApPCTBEHHOT0 Mpenapara

1. ®enepanbublii 3ak0H "O0 OCHOBaX OXpaHbI 3J0POBHS TpaxkaaH B Poccuiickoit @eneparn”
(N 323-®3 o1 21.11.2011).

2. Tlpuka3 Munznpasa Poccuu ot 21.04.2022 N 274n "O6 yrBepxaenuu [lopsaka
OKa3aHusl MEAUIIMHCKON TTOMOIIM MAalluEHTaM C BPOXKICHHBIMU U (UJIH)
HACJIC/ICTBEHHBIMU 3a00JIeBaHUSMHU".

3. Ilocranosnenue IIpaButennpcTBa Ne403 ot 26.04 2012r "O nopsiike BeAcHUs
®denepanbHOTO PETUCTpa JIMIL, CTPATAIOLIUX YTPOKAIOIUMU U XPOHUUYECKH
MIPOrPECCUPYIOLUUMH PeIKUMHU Op(haHHBIMU 3a00JIeBaHUAMU, TPUBOSIIUMU K
COKpAIIICHUIO TTPOJIOJKUTEILHOCTH KU3HU TPAXKIaH WA UX UHBATUIAHOCTU U €r0
pEruoHaJIbHOrO cermeHTa'.

4. Kputepun onienku kadectsa MenuHckoi momoutn (Ilpukas M3 P® ot 10.05.2017 r. Ne
2031 «O0 yTBep:KIECHUN KPUTEPUEB OLICHKH KaueCTBA MEIUIIMHCKON TTOMOIIIN)».

5. Ilpuka3z Munzapasa Poccun Ne 3451, Muntpyna Poccuu ot 31.05.2019 Ne 3721 «O6
YTBEPKICHUH TOJIOKEHHSI 00 OpraHu3aIiyi OKa3aHus MAJUTMAaTUBHON MEIUITUMHCKON
MTOMOIIH, BKJTFOYAs MOPAIOK B3aUMOACUCTBUS MEIUIIMHCKUX OpraHu3alnii, Opranu3ainui
COIIMAIIEHOTO OOCITY’)KHBaHUS M OOIIECTBEHHBIX 00BEIMHEHHUI, HHBIX HEKOMMEPYECKHIX
OpraHM3alyii, OCYIIECTBISIONINX CBOIO JESATENILHOCTD B c(hepe OXpaHbl 3T0POBHSI».

6. IIpuxa3 Munzapasa Poccun Ne 5051 ot 10 urons 2019 rona «O6 yrepxxaenuu [Topsiaka
nepenay OT MEIUIMHCKON OpraHr3aluy MAUEHTY (ero 3aKOHHOMY MPEICTABUTEINIO)
MEIUIIMHCKUX WU3JICTHH, TPEeIHA3HAYCHHBIX JUIS MOAIepKaHus QYHKIIUH OPTaHOB U
CUCTEM OpraHM3Ma 4eJIOBeKa, /IS HCIOIb30BaHMs HAa JOMY MPU OKa3aHUU MaJJTHaTUBHON
MEIHUIMHCKON TOMOIIINY.

HNudopmanusi o JekapcTBeHHBbIX cpeacrBax: https://grls.rosminzdrav.ru/
IIpo4ne HOPpMATHBHO-NIPABOBBIE JOKYMEHTHI, C Y4€TOM KOTOPBIX pa3padoTaHbI
KJIMHUYeCKHe PeKOMeHIaluu:

1. MexnayHapoHas kiaccuukanus 6o1e3Hel, TpaBM U COCTOSIHUHN, BIUSIONINX Ha
3nopoBbe (MKB — 10);

2. TIpuxa3z M3 P® ot 20 nexabpst 2012r. Ne 11831 «O6 yTBep»k/1€HUN HOMEHKIIATYPbI
JOJKHOCTEN MEIMLIMHCKUX paOOTHUKOB U (hapMalleBTUUECKUX PAaOOTHUKOBY.

3. ®enepanbHblii 3aK0H 0T 25.12.2018 Ne 489-03 «O BHeceHUH U3MEHEHUH B cTaThio 40
®enepanbHOro 3akoHa "O06 00s3aTenbHOM MEAUIIMHCKOM CcTpaxoBaHuM B Poccuiickoit
Oeneparun" 1 PenepanbHblil 3aK0H "OO 0OCHOBAaX OXpaHbI 310POBbS IPAXKAaH B
Poccuiickoit deneparun' mo BompocaM KIMHUYECKUX PEKOMEH AT,

4. Tlpuxa3z Munznpasa Poccuu Ne 1031 ot 28.02.2019 r. «O0 yTBep>KACHUU MOPSIIKA U
CPOKOB Pa3pabOTKH KIMHUYECKUX PEKOMEHAAINN, X IEPECMOTpa, TUIIOBOH (OPMBI
KJIMHUYECKHX PEKOMEHIAlMi U TpeOOBaHUN K UX CTPYKTYpE, COCTaBY M HAyYHOMH
000CHOBAHHOCTH, BKJIFOUa€MOM B KIIMHUYECKUE PEKOMEHAAINH HH(OPMALIUN».

5. TIpuxa3 Munzapasa Poccun ot 13.10.2017 N 804H "O06 yTBEep:KI€HUN HOMEHKIIATYPHI
MEIUINHCKUX YCIyr".
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Ipunoxenne A 3.1. OcHoBHbIe cumnTombl MJIJI

IIpusnak Yacrora
[Iporpeccupytomasi  MblieyHass ciaaboCcTh € MPEUMYIIECTBEHHBIM
MOpaXCHUEM MPOKCUMATBHBIX OTICIIOB, CHIKEHUE MOTOPHOU aKTHBHOCTH,
c1aboCTh B HOTax OOJIBIIIE, YeM B pyKax, TUHIEPTPOd s HKPOHOKHBIX M, | 100%
CHIDKCHHE CYXOXHIIBHBIX pe]IIekcoB, MOJIOKHUTEIbHBIC TpueMbl [ oBepca,
MHUONATUYECKask MOXO0JIKa
IToBbIlIEHNE YPOBHS KpEATUHKHUHA3bI 100%
HopmanbHoe ncuxopeueBoe pa3BUTHE, COXPAHHBIN HHTEIICKT 96%
Hapymenus npixanus, 9acTble pecnupaTopHble MHPEKINU, AbIXaTeIbHas
HEJIOCTaTOYHOCTh, JWCIHOY MNpHU (u3mdeckoil Harpyske, oOctpyktuBHOE | 25-40%
altHO? BO BPEMSI CHa, OPTOITHO?
Jlopno3, kudo3 u/uiam cKoImo3 9-25%
YMepeHHas rernaroMeranus 1o 16%
COHJIMBOCTB, YTOMJIIEMOCTD 10 8%

Ipunoxenne A 3.2. OcHoBHBIE 3a00/1eBaHus 11 1P depennuaabHoro guaraoza ML

Tun Hapymenus Jnaruos OCHOBHBIE CXOXKHE CUMIITOMBI

[Tonumuo3zut [TocrenenHo pa3BuBarOIIASACS
BocnanurensHas

Muo3zur CJ1a00CTh MBIIIILI, TIOBBIIIICHHE

MHUONATHUSA
KK

HemanunoBas Muonarus Mpiieunas cinabocTb,

boJie3Hb IEHTPaIbHOTO CTEPKHS U TUIIOTOHUS IPU HOPMAJIBHOM
Bpoxnennsie MYJIbTUCTEPKHEBASI MUOIIATUH WJIM YMEPEHHO NOBBIILIEHHOM

CTPYKTYPHBIC MUOIIaTUH

LlenTponykieapHas MUOIIATUSA
Muonartus ¢ THaTMHOBBIMH TEIbIIAMU
[Ipoune BpoxkI€HHBIC MUOTIATUH

ypoBHe KK, Hanmmunn
CKEJIETHBIX HApYyILLIEHUN

Bpoxnennsie
MBILIEYHBIE TUCTPOPUH

Mepo3un-aepuuuTHas

boiniesnp Yibpuxa

bosniesups bernema

BropuuHbie TUCTPOTIMKAHOIATHN

MBplmieyHast ¢1abocTh,
BbIpa)KEHHAasi THIIOTOHUS
NOBBIIIEHHBIN ypoBHb KK —
MHOT/Ia BBICOKUH, HAJTMUNU
CKEJIETHBIX HapyLICHUH

KoHeyHOCTHO-TTOSICHBIE
MBIIIEYHbIE TUCTPOdUU

®opMBbI ¢ ayTOCOMHO-IOMUHAHTHBIM
tunom HacienoBanus (LGMDI1A-H)
@DopMBbI ¢ ayTOCOMHO-PELIECCUBHBIM

tunom HacienoBanus (LGMD2A-Y)

IIpenmyecTBeHHO
IIPOKCUMaJIbHAs CJ1ad0CTh
MBIIIIL KOHEYHOCTEH, BEICOKHE
uudpst KK, yacto pa3zsutue
nceBaorunepTpoduii, morepst
BO3MO>XHOCTH
CaMOCTOSITEIILHOTO
NEpEIBUKEHUS HA BTOPOM
JECSITUIIETUH JKU3HH, Pa3BUTHE
KapAMOMUONATUH

I'mukorenos Il Tuna, no3nusis popma
(me6roT mocne 1 romna)

Yacro 1e0roT B TOMIKOIEHOM
BO3pacTe, MPEUMYIIECTBEHHO

Merabonuueckas MPOKCUMAIbHAs ClIad0CTh
MMOTIATHS MBI KOHEYHOCTEM, pa3BUTHE
JbIXaTEIbHbBIX HAPYILIEHUH,
BbIcokue nudper KK
I'nmukoreno3sl Illa, IV V u VII Tunos ['unoronus, renaromeranus y
Mertabonnueckue

MHOIATHH (IpyTHe)

MI/ITOXOH}IPI/IEU'IBHBIG MUoIaTun
)KI/IpOBBIe MHOIIaTHHU

JeTeii, c1a00CTh MBIIIIII,
yTOMJISIEMOCTB, CIa00CTh
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MBI, CHHJKEHUE
YCTOMYMBOCTHU K Harpyskam,
noBbleHne KK

tun | u 111
bone3nu MoToHelpoHa

CrimHanpHbIE MBIIICYHBIE aTPOPUH,

Byns6ocnuHanbHast aMuoTpopus
(60one3np Kennemn)
BokoBoit amroTpoduaeckuii CKkiepo3

CrnabocTh MBI, HAPYIICHHUE
JBIXaHUS, aTPO(HST MBIIIIII,
BO3MOYKHO HEOOJIBIIIOE
noseimenne KK

boisiesnu HepBHO-

MBIIICYHOMN nepeaayun CUHAPOMBI

MuacTeHus rpaBuc
BpoxeHHbIE MUACTEHUYECKUE

Cungpom Jlambepra-HToHa

Hapyuenus npixaus,
cJ1a00CTh MBIIIL], YTOMJIIEMOCTh

AcuMnOToMHOE
noBeienue KK

Bropuunas Mmuonatus, BKIIOYast
JIEKAPCTBEHHYIO

IMosemrenue KK

IIpuioxenue A 3.3. BoinosiHeHue IBUratrebHbIX TecToB npu MJIJI

Hpe,I[’LSIBJ'IHeMOG 3aJaHuc

Brmomnaser 60e3
Tpynma

He moxer
BBIIIOJIHUTD

Brinonnser
C TPYJIOM

[TonHATH pyKH HaJ TOJIOBOM

[TpunATH BEPTHUKAIbHOE
MOJIOKEHWE U3 IOJIOKEHUs
HAKJIOHMBIIIKCH BIIEpE]l

Bcerathk ¢ HU3KOTO CTyna

Berate 0e3 momomu pyk  u3
MMOJIOKEHUS JI€Ka Ha CIIMHE

[ToanpeIrHyTh Ha MECTE

Xoap0a BBEpX/BHU3 1O JIECTHUIIE

I[logusaTeh HOTM B IIOJOXKEHHUH
JICXKa

ITogHATBCS ¢ KOPTOYEK

IIpnioxenne A 3.4. MOHUTOPHHT cOCTOSHMA manuenTa ¢ M/

Ha momenT
IOCTaHOBKHU Kaxnrie Kaxnrie | Kaxxnrie Ilo
Juar’osa 6 mec 12 mec | 24 mec |[moTpeOHOCTH
Koncynpramnus Bpaua-HeBposiora ¢ OIEeHKOM
HEBPOJIOTHYECKOTO CTaTyca, MOTOPHBIX H | X X X
KOTHUTUBHBIX (QYHKITUN
Koncynbranus
peabmmTosora/pu3nyeckoro TepamneBTa ¢
OLIEHKOI MOTOPHBIX (QYHKLUI 1 00beMa x x
JIBIOKEHUH
W3mepenue JIMHEMHOro pocTa, Beca X X
O1eHKa MoJI0BOTO CO3PEBAHUS M0 IIKaJe X «
TenHepa y nanmeHToB crapie 9 jer
KoncynbTanus Bpaya-3H/I0KpHUHOJIOTa B
ClTy4ae BBISBJICHUS MTPU3HAKOB X X
SHIOKPUHHOM MATONTUH
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HccnenoBanue ypoBHS CBIBPOTOYHOTO
Kanbius, pocdopa, Mmaraus, Kanwus, X X
KaJpLus, 25-ruipokucu-sutamuta D3

Pentrenorpagus mosiCHUYHOTO OTAETIa
II03BOHOYHMKA B OOKOBOM ITPOEKLUH U

Ouenka MIIKT Mmetromom
PEHTICHOICHCUTOMETPHHI

Koncynpranus Bpada-racTpo3HTEpOIIOra u
JMETIIOra/HyTPUIIMOJIOra B Cllydyae X X
BbIsIBIICHU NTpu3HAKOB naToyruu JXKT

Hauunas ¢ panHeit HeamOyaTopHOM
craauu, ouenka @B/l meTogom
CIIUPOMETPHUH, onpeneneHue carupanuu Oz,
onpezeneHue napuuanbHoro aasiaeHus CO2

Haunnas ¢ panHeii aMOy1aTOpHOMN CTa IHH,
usmepenne OXKEJI, TTOCs,,,

Koncynpranus Bpada-myabMOHOJIOTrA,
Ha4yMHas ¢ N03AHENH aMOyJIaTOpHOU CTalun

KoHcynpTanus Bpaya-1y1bMOHOJIOTA,
HauyMHas ¢ paHHEN HeaMOyJIaTOpHOM cTaguun

b
>

KOHCYJ'ILTEII_II/IH Bpada-KapJAuoJora

OKI'

OxoKI" niiu MPT cepana

SRRl
X

KOHCYJIBT&I_II/U{ MCIUIIMHCKOI'O IICUXO0JIora

Koncynpranus noronena X

Koncynbranusa opronena X X

KOHCYJIBT&I_II/U{ Bpa‘la-O(bTaJ'IBMOJ'IOFa n X
OLICHKA OCTPOTHI 3pCHUMA

KoHcynpranus Bpaya-ncuxuarpa X

KoHcynpranus Bpaya-oTOpUHOIAPUHTOJIOTA X
C IIPOBEACHHUEM ayIUOMETPUN

KoHcynpranus Bpadya-MH()EKIIMOHUCTA X

Broxumudeckoe ucciieioBaHue KPOBH X
(K®K, JIAL, AJIT, ACT, I'TT, KOK-MB,
001uii 60K, onpeesieHne COOTHOIIIEHUS
0enKOBBIX (ppaKIHii METOAOM X
anekTpoopesa, aHaINU3 KPOBH IO OIIEHKE
HapyLEHUH JIUMUIHOTO OOMeHa

OMOXMMHYECKUI)

OO0muii aHaIN3 KPOBU X X
OOuuii aHaIK3 MOYHU X X
MPT TapreTHbIX MbIIIII] X X

*- [IpH IpUEMe MaLUEHTOM KOPTUKOCTEPOUIOB CHCTEMHOTO IEHCTBUS

**- [IpH OTCYCTBUHU T€pPAMU KOPTUKOCTEPOUIAMHU CUCTEMHOT'O IEHCTBHS
Jna monumopunea cOCMOAHUA NAYUEHMOB, HAXOOAWUXCA HA NAMO2EHeMUYecKou mepanuu,
PEKOMEHO08AHO UX HAOI0O0EeHUe He pedice 00HO20 pa3d 6 200 6 CReYUuaIUu3upPOBAHHLIX YEHMPAX, 6
KOMOpbIX Modcem Oblmb OKa3aH o00vbeM MeOUYUHCKOU NOMOWU 8 COOMEEmMCmeuUu ¢ OaHHbIMU
KAUHUYECKUM PEKOMEHOAYUAMU.
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IIpunoxenne A 3.5. Tect Ha BpeMsi: HoAbeM Ha 4 CTylleHH
[TpoBenenue Tecta He TpeOyeT CIOKHOTO OOOPYNOBaHMS, U €ro MOXXHO IPOBOAUTH Kak B
CTallMOHAPHBIX, TAK U B aMOYJIaTOPHBIX yCIOBUSX.
Heo6xonnmoe 000py0BaHue: Yachl C CEKYHIHOM CTPENIKOH, JIECTHULA
IIpu npoBeaeHnn Tecta OOIBHOMY CTaBUTCA 33/a4a NOAHATHCA Ha 4 CTYNEHH MO JIECTHULIE, IIOCTIE
Yero BpeMsl, 3aTpadyeHHOE Ha MOABEM I10 CTYIEHSM, PETUCTPUPYETCH.

IIpunoxenne A 3.6. Tect Ha Bpemsi: CIIyCK Ha 4 CTylleHH
IIpoBenenue Tecra He TpeOyeT CIOKHOIO OOOPYAOBaHUS, U €ro MOXXHO IPOBOJIUTH Kak B
CTallMOHAPHBIX, TAK U B aMOYJaTOPHBIX yCIOBUSX.
Heo6xoanmoe 000py1oBaHue: 4achl C CEKYHIHOM CTPENIKOM, IECTHULA
[Tpu nmpoBeneHuN TecTa OOJILHOMY CTaBUTCS CIYCTUTHCS HA 4 CTYIEHH I10 JIECTHULIE, TTOCIIE YeTr0
BpeMs, 3aTPAYE€HHOE Ha CITyCK I10 CTYNEHSIM, PETUCTPUPYETCS.

Ipuaoxenne A 3.7. U3mepenne moABUKHOCTH cycTaBa (Yrjomerpusi)

HavanpHas 1ienib: BbIsSIBICHHE YMEHbBIICHUS 00beMa IBI)KEHUH B CyCTaBax W/HWIU
HAJIMYHME CYCTaBHBIX KOHTPAKTYP, KOTOPBIE MOTYT CIIOCOOCTBOBATH/TIPUBOANTH K
(GyHKIIMOHATBPHOMY YXYIICHUIO UITH HAPYIIEHUSM OIOPHO-ABUTaTEIBHOTO anmapara uin
KOXXHBIM HpO6HCMaM. Briasienne HGO6XOILI/IMOCTI/I I[0HOJIHI/ITeJII)HOFO/aJII)TepHaTI/IBHOFO
MEAMKAMEHTO3HOT'O/XUPYPruuecKoro BMenIaTenbCTBa (IpUMEHEHNE OPTE30B, IIMHUPOBAHHE,
WCIIOJIb30BAHUE YCTPONCTB VISl BEPTUKATU3AIMH, OTIEPALNI MO YITUHHEHUIO MBIIIIIT)
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Ipuiaoxkenue B. UHpopmanus i nagueHTa
IMporpeccupyromasi muoaucrpodpus romeHna

Mpimeunast quctpodust J[foleHHa OTHOCUTCS K KJIacCy MBIIICUHBIX 3a00JIEBAaHHMA MO
00IIMM Ha3BaHUEM «TUCTPOPUHONATHNY. JIHCTpOPUHONATHH pa3BUBAIOTCS HA (JOHE OTCYTCTBUS
CHHTE3a MbIIIeYHOro Oenka juctpoduua. bonesHb HMeeT TsSXKenble CHMITOMBI U
3nokadecTBeHHOoe TeueHue. Yacrora MJIJ] cocraBnsier mpumepHo 1 cimywait ma 3500-5000
KUBOPOXKJICHHBIX MAJIbYUKOB. 3a00JIeBaHHWE BCTPEUYACTCS MPAKTUYECKH BO BCEX ITHUYECKHX
rpymnax. Mpeimeunas — auctpodust  bekkepa  mMeer  MeHee  BBIpaXKCHHBIE, Oolee
NOOPOKAYECTBCHHBIC TMPOSBICHUS, TaK KaK COXPAHSACTCS CHUHTE3 YKOPOUYCHHOW BEpPCHH
nuctpoduHa.

MJIJ1 penkoe HacleacTBeHHOE 3a0oiyieBanue. B pesynbprate myranuu B rene DMD,
pa3BuBaercs neduuUT W/wiau HapyumieHue ¢(yHkuun Oenka auctpoguH. OOBIMHO MyTanus
ABJIIETCS HACJIEACTBEHHOM; B TPETH CIy4yaeB IMPOUCXOAUT ClIOHTaHHas Myrauus (de novo). I'en
TUCTpOUHA — OJIMH U3 CaMBIX OOJBIIMX TCHOB YEJIOBEKA, COJACPKHUT 79 3Kk30HOB. B ~65%
CIy4aeB BCTpevaroTcsl KpymHble nenenuu; ~10% wmyramuil mpeacTaBlieHO AYIUTUKAIUSMU, a
OCTaJIbHBIE CIIy4al — TOYKOBBIMHM U MaJIBIMU MyTalusiMu, U3 kotopbix 10-15% mpencraBieHsl
HOHCEHC-MYTaI[HSIMH.

benok muctpoduHa ydactByer B pabOTE€ CKEJICTHBIX MBIIII, MBI JBIXaTEIbHOW W
cepaeuHO-cocymucToil  cucteM. OH CBSA3bIBACT BHYTPCHHUH IIUTOCKEIET C CapKo- H
JTUCTPOTIIMKaHAMH B MEMOpaHE W BHEKJICTOYHOM MAaTPHKCE, 0OECIICUMBACT MEXAaHMYECKYIO H
CTPYKTYPHYIO CTaOMIJILHOCTH MEeMOpaHBl MBINICYHBIX BOJIOKOH MpPH COKpamieHud. J{uctpoduH
TaKXKe SBISIETCS aMOPTH3aTOPOM, OOECIEYMBAIOIIMM BO3BPAILICHHE MBIIIBI B HCXOJHOE
COCTOsIHME Tocie HanpspbkeHus. [lpm mporpeccupoBaHuy OOJIE3HW MBIIMICYHBIE BOJOKHA
pa3pylaroTcs ¥ 3aMeliaTcst pUOpPO3HON U )KUPOBasi TKAHbIO.

3aboneBaHue mposBIseTcss B Bo3pacte 1-5 mer, ObICTpO MPOTPeccCUpyeT U OOBIUHO
MPUBOJUT K JIETaJTbHOMY HCXOMy A0 25-meTHero Bo3pacta. HambGosee yacto cMepTh OONBHBIX
HACTYTAET OT JBIXaTENbHOM, CepIeYHON HETOCTATOYHOCTH WU OT MHTEPKYPPEHTHBIX WH(EKIIHIA.

J111s GonbIIMHCTBA OOIBHBIX XapaKTEPHA 3a/IeP>KKa TEMIIOB PAHHETO MOTOPHOTO PAa3BUTHS.
[Tpu HaYane caMOCTOSATEIHLHOW XOJIbOBI OTMEYAIOTCS YACThIC MAJCHUS, CIIOThIKAHHS, MOTOpHAs
HEIIOBKOCTh, OBICTpasi yTOMIIsIeMOCTh. [ocTeneHHO MOXO0/AKa CTAaHOBUTCS TEPEBATMBAIOIICHCS,
BO3HHUKAIOT 3aTPyJHEHUS MPH MOIBEME IO JIECTHUIE M W3 IOJIOKEHHUS Ha KOPTOYKax, KOrnua
OOJIbHBIE BBIHY)XJCHBI HCIIOJIF30BaTh BCIIOMOTATENbHBIE TpuUeMbl [oBepca («B3OWMpaHHE TIO
camomy cebe»). Ha panHux craausx 3a0oieBaHus 0OHAPYKUBAETCS MICEBIOTUTIEPTPOQHS MBIIIII,
BO3HHUKAIOIIAs 332 CUET pa3pacTaHHsl COCIUHUTENBHON M KUPOBOW TKAHW HA MECTE€ THOHYIIUX
MBIIIEYHBIX BOJOKOH. Hambonee dacras nokamu3anus — B UKPOHOXKHBIX, IETbTOBUIHBIX,
YETHIPEXTIABbIX M TPEXIJIaBBIX MBIIIIAX, YTO CO3JAeT JIOKHOE BIIEYATIIEHHWE aTIETHYECKOTO
TenocioxeHus 6ompHOro0. [To Mepe mporpeccupoBanus 3a00JIeBaHUS ICEBIOTUTIEPTPOQPHS MBITIII
TpaHC(OPMHUPYIOTCS B WX THIO- U aTpoduio. PacmpocTpaHeHHe MaToONOTHYECKOTO Ipolecca
UMEeT BOCXOASIIMKA XapakTep. [lepBBIMH TOpa)arOTCS MBIIIIBI  TA30BOTO Iosica W
MIPOKCHUMAJILHBIX OTJICIOB HIKHUX KOHEYHOCTEH, 3aTE€M MBIl [LICYCBOTO IMOsCa, CIUHBI U
MPOKCHUMAJLHBIX OTJIEJIOB BEPXHUX KOHEYHOCTEH. [lalMeHTBl COXPAHSIOT CIOCOOHOCTh K
camMocCToATeNbHOM X0ap0e 10 10—12-Tu JeTHero Bo3pacTa, MOCie Yero MeneaBUratoTcs TOJIbKO B
WHBAJIUIHON KOJSICKE. YK€ Ha paHHUX CTaAUAX OOJE3HU CHIIKAIOTCS WJIM yracaloT KOJECHHbBIS
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peduiekchl. AXWILIOB pedieKc, a TAKXKe CyXOKUIbHbBIE PEQIIEKCH C YK, MOTYT JJIUTEIBHOE BpeMs
OCTaBaThCs COXpaHHBIMU. [10 Mepe pa3BUTHUS MATOJIOIMYECKOTO IPOLIECCa B MBIIIIAX BO3HUKAIOT
BTOpPHYHBIE Ae(popManui MO3BOHOYHHMKA (YCHJIGHHE JIOpAo3a W Ku(o3a, CKOJIMO03), TPYIHOU
KJIETKU (110 TUIly CEUIOBUJHOM M KWJIEBMJIHOM) M CTON, a TaKXe PETPAKLUU CYXOXWIMHA C
pa3BUTHEM KOHTPAKTyp B CyCTaBaX. XapaKTepHBIM MPU3HAKOM 3a00JICBAaHUS SBISCTCS
KapAMOMHUOMNATHS, KOTOpas MPOSBISETCS CHUMITOMAMHM THUIEPTPOGUH JEBOro KelyAodka U
aputmueid. Y 25-30% OOJIBHBIX JMArHOCTHPYETCS WHTEIUIEKTyallbHas HEAOCTaTOYHOCTb,
paccTpoiicTBa HEHPOMCUXHUUECKOTO Pa3BUTHS U OCOOCHHOCTH TTOBEICHUSI.
Breiaensator pannue v no3aHue cumntoMbl MJ1J]

Pannue cuMITOMEI ITo3aH1ME CHMITTOMBI

® 3aTpyJHEHHE IIPU NOABEME U ® BCTaeT C KOPTOUEK (WM U3 MTOJIOKEHUS
IMOBOPOTaX T'OJIOBbI Jexa Ha criiHe) ¢ npuemamu ['oBepca

e K 16-18 Mecsmam peGeHOK (HE0OXO0AMMA TTOMOIIH MTPH TOIBEME C
CaMOCTOSITEILHO HE XOOUT 110J1a)

® TPYAHOCTH IPH XO _[[[,66, oere wiu ® XOOAUT, HIUPOKO PpacCCTaBJIAsd HOI'M
MOABEME I10 CTYIEHbKAM (TToxo/IKa Ha MUPOKOH Oase)

® 33JIep)KKa PEYEBOIO Pa3BUTHS, ® XOJUT Ha IBIIOYKAX WIHA BPa3BaIKy
KOTHUTHBHBIX HABBIKOB ® u3MCHEHHE OCaHKU (Ku(o03, CKOJIUO3,

e rceBaorunIepTPOPUSL MKPOHOKHBIX TUIIEPJIOPI03)
MOBIIIIIT

HacaenoBanue.

X-CLEIUIEHHBI PElleCCUBHBIN, T.€. UM CTPAAAlOT MOYTHU HCKIFOYUTEIBHO MAaJIbYMKH,
JKEHIIMHBI e C MOBPEKICHHBIM I'€HOM B OJHOM M3 X-XpOMOCOM SIBJISIFOTCS HOCUTEJIbHULIAMU
MJJI. Ho B penkux ciaydasx muoguctpodueit JromenHa moryt 0onets 1 aeBouku. [Ipuunnamu
ATOr0 MOTYT OBITh NMPEUMYLIECTBEHHAs] HMHAKTUBALIUS X-XpPOMOCOMBI C HOPMAJIbHBIM aJlJIeNIeM Y
TeTePO3UTOTHBIX HOCHUTENbHMI] MYTAHTHOTO T'€Ha TUCTpoduHa, X-ayTOCOMHAs TpaHCIOKAllMs,
3aTparuBaromas 3TOT I'eH, FeMHU3UTOTHOCTh MO0 MYTAaHTHOMY QJIJIENI0 U Haiuyue (EeHOKOMUH
(3a0oneBaHMii, CBSI3aHHBIX C HapyIIEHUEM JApPYruxX O€JKOB, BXOASIIMX B JTUCTPO(UH-
[JIMKONPOTENHOBBIN KoMIuiekc). [IpubnusurensHo B 2/3 ciiydaeB ChIH MOJIy4aeT XpPOMOCOMY C
HOBPEXJCHUEM OT MaTe€pHU-HOCUTENIbHUIIBI, B OCTAJbHBIX CIydasx 3a0oJeBaHHE BO3HUKAET B
pe3ynbTare MyTaluu de novo B MOJIOBBIX KJIETKaX MaTepu WM OTLA (TaK MOSIBIISIIOTCS JAEBOSIKH,
HOCUTEJIbHUIIBI J€(PEKTHOrO IreHa), MO0 B MpEeAIIeCTBEHHUKAX 3TUX KieToK. [IpubausurensHo
30% Bcex ciydaeB 3a00jeBaHHUS CBS3aHbl C BO3HUKHOBEHHWEM HOBBIX MYyTallUd B TE€HE
nuctpoduHa, a octaibHbie 70% O00YyCIOBIEHB HOCUTEIHCTBOM MaTephl0 peOCHKa C
MaTOJIOTUYECKON MyTaIen B ofHON 3 X XxpomocoM. CuuTaetcs, uTo 6-7% BceX CropaindecKux
cilyyaeB 3a00JIeBaHUS SIBJISIOTCS CIIEACTBUEM TOHAJHOIO MO3aWIU3Ma - CYLIECTBOBAHHS B
SUYHUKAX KEHIIMHBI HECKOJIBKUX I'e€HEpaliii OOLIUTOB C HOPMAJIbHBIMU U MYTaHTHBIMHU AJUIEIISIMU
reHa JUCTPOQHHA.

JAunarnocruka.

Bpaun Ha OCHOBaHMM KJIMHMYECKHX CHMIITOMOB MOTYT 3amloJ03pUTh OO0Je3Hb. 3aTeMm
MPOBOJASATCS TaOOpaTOpHbIE TECThl M MHCTPYMEHTalIbHOE HccienoBanue. [Ipu momo3peHun Ha
nuctpoduto [lromeHHa yamie BCero NepBbIM HCCIIEIOBAaHUEM SIBJISIETCSI aHAIU3 KPOBU C LIEJIBIO
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BesicieHust ypoeHs:t KOK. V 6ompabix M/IJ] ypoBerp KOK B 10-100 pa3 mpeBbIiaeT HOpMY.
IIpu noseiieHHOM ypoBHEe KDK pexkomenayercs NpoBECTH T€HETUYECKUE TECTHI, HAIIPABJICHHBIC
Ha nouck usmenenui B JIHK (renmermueckux myraumii), xapakrepssix st M/IJI. C renetukamu
TaKXKe MOXXHO OyzneT OOCYIMTh pe3yibTaThl I'€HETHMYECKOIO TECTHPOBAHUS, KaK OHH MOTYT
MOBIUATH HA Balero pebeHka 1, BO3MOXKHO, Ha JIPYTUX YWICHOB CEMbH.

Jleyenue.

Jleuenne MJIJI Oasupyercs Ha MYJbTHAMCHUIUIMHAPHOM IOJXOJE€ C Y4acTHEM
CHELMAINCTOB Pa3HbIX CIEUUAIBHOCTEH, ¢ 00f3aTeNbHBIM y4acTHEM 4JICHOB CEMbU U Bpadya-
KOOpAUHATOpA.

Tepanus xopmuxocmepouoamu CUCmMemMHO20 Oelcmeus 3aMelJIIeT IPOrpecCUpOBaHUE
CJIa0OCTH MBIIII, CHI)KAET PHCK OPTOMEIUYECKUX OCIOXKHEHUH, CTAOMIM3UpPYeT (QYHKIHUIO
JIBIXaTEJIbHON U CEPIEUHO-COCYAUCTBIX CUCTEM.

JinTenbHOE IPUMEHEHUE KOPTUKOCTEPOUI0B CUCTEMHOIO AEMCTBUSI IPUBOJIUT K:

*YBEJIMYEHUIO BPEMEHU COXPAHHOCTU CHOCOOHOCTH CAMOCTOSITENIBHO IMEPEIBUTAThCS U

(GyHKIMI BEpXHUX KOHEYHOCTEH.

*0oJ1ee JUINTEIIbHOMY COXPAHEHHUIO JAbIXaTebHON (YHKIIUU

*CHWKEHUIO YMCJIa XUPYPTUUECKUX BMEIIATENBCTB ISl KOPPEKLUHU CKOJINO03a

O¢ddexT Tepamuu BO MHOTOM 3aBHCHUT OT TOrO, KOTJa OBUIO HAYaTo JICUCHHE.
PexoMenyercss HauMHaTh KOPTUKOCTEPOUJAMHU CHUCTEMHOrO JACWCTBUS TEpalui0 Ha CTaJuu
IUIaTO, B BO3pAcTe HE CTaplie 7 JIeT, TOrAa HaO0JaeTCss MaKCUMaIbHBIN (P eKT coxpaHneHus
CIIOCOOHOCTH CAMOCTOSATEIBHOTO MEPEIBHIKEHUS.

[IpexpamaTs TEpanuo KOPTUKOCTEPOUAAMH CUCTEMHOTO JEHCTBYSI HENB3S PE3KO, CIELYET
IIOCTEIIEHHO CHUXATh J103Y.

Meauko-reHeTH4eCKasi KOHCYJIbTalus.

CeMbsIM OUEHBb Ba)KHO TOCETUTH Bpaya I€HETHKA. Y Bpada T€HETUKAa MOXKHO Yy3HATh
puck poxaeHuss OompHOoro MJIJI pebGenka B JaHHOM cembe, NPONTH oOCiIEeTOBaHUE
POJICTBEHHUKAM €CJIM 3TO0 Heo0xoaumMo. OOCYIuTh MpPEHATAJIbHYI0 U MPEUMIUIAHTALMOHHYIO
JUArHOCTHKY.

[IpenaranpHas nuarHoctTuka npooautcs Ha 9—11 Henensax 6epemenHocTu. B matepuane,
KOTOPBII Ha3bIBa€TCs BOPCHUHBI XOPUOHA (TO, U3 YETo B MOCceyromeM GOpMHUpYETCs IJIAleHTa),
OTIpeNIeNAI0T aKTUBHOCTh (pepMEHTa U MPOBOJAAT TECTUPOBAHUE JJIS BBISBICHUS MyTallMii B reHe
DMD. Ha ocHOBaHMM NPOBEJEHHOTO aHaJIKM3a JEIal0T BBIBOJ O TOM, OOJEH IO WU 370POB.
CoBpeMEHHbBIE TEXHOJIOTUH MO3BOJIAIOT IMPOBOAUTH M IPEUMIUIAHTALMOHHYIO JMATHOCTHKY.
Om1og0TBOpEHHE MPOBOAUTCS B NPOOMpKE, 3aTeéM Ha CTaJAUM HECKOJIbKUX OJacToMepoB
OTOMpPAIOT TOJBKO T€ 3MOPHOHBI, B KOTOPHIX HET CEMEMHON MyTallUd U UX UMIUIAHUTUPYIOT B
opranusM marepu. [Ipu gaHHON poLeaype eCTh CBOM PUCKU, KOTOPBIE MOKET pa3bsICHUTH Bpay-
TEHETHK.

MJI/I BXouT B nepedeHb oppaHHbIX 3a0071€BaHUI.

ITomommb ceMbH.

OT cembM 3aBUCHUT yCHEX JIEUEHUs HE B MEHbILIEH CTENEHH, yeM oT Bpada. MJJ] —
XpOHHYECKOe 3a00JIeBaHKE, TPH KOTOPOM KaX10THEBHBIE YCUJIHSI CEMbU UMEIOT IIEPBOCTETIEHHOE
3HaueHue. HyxHo obecrieunTsh yxoJ 3a peOeHKOM, ObITh OTBETCTBEHHBIMH M MPUBEPKEHHBIMU
POIUTENSAMH, COONIOJaTh PEKOMEHIAIMKM, HU IMPU KAKUX YCIOBUSAX HE TEepATh HaJexnay. B
HACTOSIIIIee BpeMs YK€ €CTh JOKa3aHHBIE METOJbI MOMOINM U yxona 3a OompHBIMH ¢ MJIJI,
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KOTOpbIE MPUHOCAT OLLYTHUMBbIE pe3ynbTathl. [losBisercs narorenerndeckas tepanus. M naxe
€CJIA BBl HE obeuTe 00JIe3Hb MOIHOCTHI0, H3MEHUThH JKU3HB K JTy4IIeMY, CAeTIaTh POJHOTO BaM
YEJI0BEKA CYACTIIMBBIM — B BAILIMX CHJIAX.

Ba:knbie pecypcbl. CyliecTBYIOT MEXKIYHAPOAHBIE M POCCUMCKHE OPTaHU3aUU, TIPOEKTHI
¥ COOOIIeCTBa, MPU3BAHHBIC IOMOYb O0JIETYUThH KU3HB ManueHToB ¢ MJIJ] u ux cemeii.
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IIpunoxenue I'1-I'N. llIkanbl oueHKH, BONPOCHUKH U APyrue OLeHOYHbIE
HHCTPYMEHTbI COCTOSIHUS NAIMEHTA, IPUBEICHHbIC B KIIMHUYECKHX
PEKOMEHIAMAX

Hpuioxkenne I'l HIkasa oneHKH cTeNneHH COXPAHHOCTH MbIIIEYHOH (PYHKIIMH HOT.

Ha3zBanue Ha pycckoM si3bike: [1lkana oLeHKH CTETIEHH COXPAHHOCTH MBIIICYHOH ()YHKIIUH
HOT.

OpurunaiabHoe Ha3Banue: Vignos Scale

Hcrounuk: [96]

Tun: mkana oleHKu

Ha3nadenue: KJIMHUYECKas OLCHKA MBIIICYHON (QYHKIIMHA HOT

Conep:xanue:

Ouenka Onucanue cOXpaHEHHbIX QPYHKIMH

1 XOAMT U MOJHUMAETCS 10 JIECTHULIE 6€3 TOCTOPOHHEH TOMOLIH

2 XOAMT U MOJHUMAETCS IO JIECTHUIIE C TIOMOLIbIO TEPUIT

3 XOAMT U OJHUMAETCSI 110 JIECTHUIIE MEJJIEHHO C TOMOILBIO MepuJI (25 ceKyH T
3a BOCEMb CTaHJAPTHBIX 1aroB)

4 XOIuT 0€3 MOCTOPOHHEN NMOMOIIM U MOJHUMAETCS CO CTYyJa, HO HE MOXET
[IOJIHUMAThCS 110 JIECTHULIE

5 XOAUT 6€e3 MOCTOPOHHEH IOMOIIM, HO HE MOXET MOAHATHCS CO CTyJa WIH
MOJHUMATBCS 110 JIECTHULIE

6 XOAMUT TOJBKO C MOCTOPOHHEH MOMOIIBIO WJIM XOJIUT CaMOCTOSITENIBHO C
JUTMHHBIMU OPTE3aMH JIJIsl HOT

7 XOJUT B JUIMHHBIX BEPTUKAIBHBIX OpTe3axX /Ui (HUKCAlMM HOTH, HO
HY’)KJIaeTCs B TIOMOIIIH JIJIs1 OaaHca

8 CTOUT B IFIMHHBIX BEPTUKAJIBHBIX OPTE3ax JUIsl HOTH, HO HE MOXKET UTH JIaxe
C IIOCTOPOHHEN ITOMOLIBIO

9 B MHBAJIUJIHOM Kpeciie

10 IIPUKOBAH K IMOCTEJIH.

Kurou (matepnperanus): Hopma 1; 10 — HeT pyHkuMH

IIpnioxenne I'2 IlIkaja OLEeHKH CTENEHN COXPAHHOCTH MbIIICYHOUH QYHKINH PYK.

Ha3Banne Ha pycckomM si3bike: [1Ikana oneHky cTeneHr COXpaHHOCTU MBILIEUHON PYHKIIMU
PYK.

OpurunaiabHoe Ha3Banue: Brooke Scale.

Hcrounuk: [97]

Tumn: mkaia oneHKu

Ha3HnauyeHue: KIMHUYECKas OLIEHKA MBIIIEYHON (QYHKIIUU PYK

Conep:xanue:
Onenka Ornucanune coxpaHeHHBIX PYHKIMMA
0 MOJKET MOJHATH BHITAHYTHIE 110 OOKaM PYKH U COMKHYTh B TIOJHBII KPYT Haj
rOJIOBOM
1 MOXET MOJHATh PYKHM HAaJ TOJOBOM TOJBKO NpPU CTUOAHUM B JIOKTIX
(YKopoueHHast OKpY>KHOCTb MPU JABH>KEHUH )
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CTaKaH BOAbI B pOT

2 HE MOXET MOJHATh PYKH BBIILLIE TOJOBBI, @ MOXKET MOAHATh 200-rpaMMOBBIi

3 MO’KET IOJIHATH PYKH KO PTY, HO HE MOXKET NoAHATh 200-rpaMMOBBII CTakaH
BOJIbI B POT
4 HE MOXET HOJHATh PYKH KO PTY, HO MOKET€ HCIOJb30BATh PYKH, YTOOBI

JepKaTh PyUKy WM 3a0paTh MOHETHI U3 KOPOOKHU

MOJIE3HON (DYHKIIHU.

5 HE MOXET IOAHATh PYKH KO PTY M HE MOXKET BBIIOJIHATH UMU HHUKAKOU

Kurou (untepnperanus): Hopma 1; 5 — ner pyHnkuun

Ipuio:xkenne I'3 AxanTupoBaHHasi MIKAJIA OLEHKH MOTOPHBIX (PYHKIMA XaMMepCMUT.

Ha3BaHue Ha pycCKOM si3bIKe: aJaliTUPOBAHHAS IIIKAJIa OLIEHKA MOTOPHBIX (DYHKITHIA

XaMMepCMUuT.

OpurunaiabHoe HazBanue. Hammersmith Motor Ability Scale (HMAS)

Hcrounuk: [98]
Tun: mxana orleHKHU

Ha3naueHue: o1leHKa CTETIEHU OTpaHUYEHUs aKTUBHOCTU y 6ompHbIX MJIJI/M/IB,

CTCTICHH MTPOTPECCUPOBAaHUS 32a00JICBaHUS, OIICHKA TUHAMUKN Ha (POHE MTPOBOJIMMOTO JICUCHUS

Conep:xanue:
Tecr 3aganue 2 6as1a 1 6aan 0 6ai10B
n/n
Cupaers Ha MoskeTe U CUIETh M.
0JKET CHUJIIETh 0€e3
TocTaMeHTe/cTyIe. Ha Heobxoamma oropa | HeoOxoamma omopa

OTIOPHI HA PYKHU

Ha 00€ PYKH IS

B03MOKHOCT CHIETH HA | TOCTAMEHTE/CTYJIe Ha oAty pyK%/ At :
1 |kparo mocramenta wmi Ha | 6e3 omope! Ha YACp KaHHs banaHea  lyACpKaHUs baJlaHca
MIOCTaMEHTE/TIOITY PYKH.
(crinHa/cTOMEBI O€3
onopsi)?
Heo6xoauma ormopa  [MoeT 10JIro
Hponomxurensroe Moxxere 1 cunets Mosxer cunets ¢ Ha OJIHY PYKY JJIst CHIETh C OIOpOi
crerie. Horu Ha PPITPAMICHHBIMH JiepKaHus OanaHca |Ha 00e pyKH Win
BBITPAMIICHBI, BOSMOKHO | /nocTamenTe ¢ HOraMu 63 OIOpbI Ha yACp 197
6 C BBINPSIMIIEHHBIMU ~ |[HE MOKET CHIETh
HE3HAYMTEIILHOE CTHOAHUE B oy o e HHbiME pyKu
2 KOJICHSIX, KOJIEHHBIE HOTaMu ¢ IPAMBIMH
> HOTamMu 0e3 OMopbI oM
YaIeYKy HAIPaBICHBI Ha pykn?
BBEpX.
Paccrosinne mexny
noaepikkaMu < 10 cm
[Mo3a «cums». I10mM0KUT Mosxer He MoeT J10CTaTh
ITokaxkute, KaKk JOTPOHYTHCS 10 MosKeT J0CTaTh 10
Ky Ha rOJIOB o i
PYKY y MOJKeTe IOTPOHYTBCS | 1o 510BELI pyKoi, TOJIOBBI PYKOI, 710 TOJIOBBI pyKOH
3 OJTHOM pYKO#t 110 TIPH DTOM roJIoBa Haru6as rojoBy u HE3aBUCHMO OT
FOJIOBBI BBIIIE yXa W TYJOBHIIIE TYJIOBHIIE ABHKCHHH TOJIOBBI
¥ TYJIOBHUIIIA
OCTArOTCS
CTaOUJIBHBIMU
[Tosa «cunsa». ITonoxuts TMokaxxuTe, KaKk Mosxer He MoxeT nocrarh
> Mosxet nocTtath 10
00€e pyKH Ha rojioBy MOJKETE JOTPOHYThCS AOTpOHYTBCS 110 710 TOJIOBBI PYKaMH
TPOHY FONOBHI PYKOii TOJIOBBI PyKaMH, py ’
>
4 00euMu pyKamu J10 HpH YTOM ronopa HAruGas roNOBY M HE3aBUCHMO OT
rOJIOBBI BBIILIE yXa i TyOBHILE TyNOBHIIE JIBUYKEHUH TOJIOBBI U
TYJIOBHIIA
0OCTaIOTCS
CTaOMIIBHBIMU
MoskeT He moxert
[IOBEpHYTHCS CO CIIMHBI HA MoxeTte nu Moxet l'lOBep6HyTbC$l HOBEPHYTHCA CO [IOBEPHYTHCS HH Ha
MMOBEPHYTHCS CO CO CITUHBI Ha OOK, B
5 oox PHy ’ CIIMHBI TOJNBKO Ha onuH GOk
CIIUHEI Ha 00K, B 00e | 00e CTOpOHBI

CTOPOHBI?

oMH OOK (TIpaBbIN

WJTU JICBBIN)
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IlepeBepHyThCs € )KUBOTA Ha
CIIMHY Yepe3 MpaBblil 00K

IMosxeTe 1u
rmepeBepHyTHCS C

IMokeT
[epeBEPHYTHCA C

E[epeBopaqHBaeTc
Ha CIIHHY,

IHe moxeT
[MOBEPHYTHCS C

6 PKUBOTA HA CITHHY PKMBOTA Ha CIIUHY MCIIONB3YSI PYKY, PKUBOTA Ha CIIHHY
uepes 160l 60k? 0e3 oMol PyK YTOOBI OTTOJIK-
[lepeBepHYyThCsC )KUBOTA Ha vTBCS
; CIIMHY Yepe3 JICBBI 00K Y
IepeBepHyTHCS CO CITHHEL MoxxeTe 11 Moxxet [IepeBopaunBaeTcs IHe moxeT
8 Ha KUBOT Yepe3 Mpasbiii Gok|TEPEBEPHYTHCS €O IepeBEePHYTHCSI CO Ha KUBOT, IepeBEepPHYTHCS CO
CITUHBI Ha )KUBOT Yepe3 [CIIMHBI Ha KUBOT 0€3  [BBITATUBAS PYKY CITUHBI Ha )KUBOT
Imro6oit 60k? MTOMOIIU PYK
IlepeBepHYThCS CO CITUHBI LA py
9 Ha )KUBOT 4Yepe3 JIEBBIA 00K
HeBpimonnumo,
MoskeTe 11 Je4ub U3 Moskert jeub U3 036l | MOXKeT Jieub, maaas ONHSCTCS C
WJIU BBITIOJTHSACTCS
10 Jleub U3 MO3BI «CUISD) 036l CUA, «CUIs Yepe3 nosy BHOEpea u
HEKOHTPOIIUPYECMBbI
KOHTPOIUPYS CBOU «1exa Ha OOKy» TepeKaThIBasCh yepe3
M IaJICHUEM Ha
JIBYDKEHUSA? 00K
CIIUHY
. Moskere nu noaHATHCs | MoxxeT Moxer ynepxaTb
11 | Croiika Ha mpesmneubix Ha JIOKTSX NOPUIIOAHATECA ~ Ha | OJIOYKEHHUE, €CIIH Hesprmomsumo
(mpenruiedpsx) U3 MPEATUICYBSIX ¢ |mOMOYb IPHUHATH €TO
03Bl «HA KUBOTE»? TOJIHATOM rOJIOBOM
IMoaHsTh TONOBY, JIekKa Monxere mu noanats | Mosker noamsts MoskeT MOAHITH
12 > rOJIOBY, JIeKa Ha rOJIOBY, JIeKa Ha Hespimonnumo
Ha KUBOTE TOJIOBY, BBITSIHYB
JKUBOTE (PYKH BIOJIb | )KUBOTE (PYKH BIOJb
pyKH BIiepen
TynoBHIa)? TYJIOBHIIA)
MoeT coxXpaHsTh
CTolika Ha BhIIpSMIcHHbIx | MOKETE JIM NOAHAThCS | MOKET MOJHATE .
13 P CTOliKy Ha Hesspimonanmo
Kax Ha BBIIPSIMIICHHBIX TOJIOBY, BBITIOTHSIS
py . BBINIPSMIIEHHBIX
pyKax u yaepKaTh CTOIKYy Ha
0 pyKax, eciid IoOMOYb
o3y’ BBITIPSIMIICHHBIX PyKax
MIPUHSATH 3TO
TTOJIOKECHUE
Mosxer cecTsb, B Canures ¢ TpyaIoM
Mosxere nu i ’
14 | CecTh U3 MO3BI «ICKA» TOM UHCITe Uepes NepeBopaumuBasch Ha HesbimostHMO
CECTh U3 MO3bI
9 MMOBOPOT Ha OOK JKUBOT WM 4epe3 00K
«WIexKan?
. Mosxere 1 CTOsATh MoxeT BcTaTh B 4- | MOXET yaepKUBaTh
15 |4-onopuas croiika C OIOpOi HA PYKM M | OTIOPHYIO  CTOMKY ¢ | 4-omopHyo 1mosy, Hesbimonnumo
KOJIeHU? MOJTHSATON TOJIOBOM €cIii IOMOYb ee
MPUHSTH
Moxer TOJ3TH
16 | Ilonsark Mo-TIACTYHCKH Mosxere su om3ath Mosxer cosepirath HeBpImoaHnMO
y BIEpEN, JeNaTh 2 |
MO-TUTACTYHCKH JIAITH TOTBITKHA K
o Ooiee IIHUKJIa
BIIEpE? . MOJI3aHBIO
JIBIDKEHUN PYK M HOT
MosKeTe JTH TTOTHATS [TonHumaeT roiaoBy TToguumaer
[TonusaTs Tos0BY, JIexka =
10 CpeaHEH JIMHAN rOJIOBY, HO 32
17 | ha cnmme TOJIOBY U3 TIO3HI pel ’ Y ° Hesbimonunmo
JIOCTaeT cueT OOKOBOM
«ICHKaY
moAOOPOIKOM 0 ¢nexcun nn 6e3
U TIOCMOTPETh Ha oV 5
cruba HUA B mIee
MbICKHU? Pyl
JKET CTOSITh
Moxer cro. c
18 3 MosxeTe MOXKET CTOATH, MoxeT CTOSITE) c OTIOpOii Ha pyKY,
CTOATh ¢ TOACPIKKOM CTOSITh, UCTIONIB3YSI HCTIONE3YS! O/IHY PYKY | MHHHMAIBHOM HO Hy’K/IaeT-
OIHY PYKY /:{1:1;1 IUTSL IOJUICPIKKH OoJiee | o AIepIKKOM caB
MOJACPIKKH ? 3¢ TynoBua (He Oenpa) JIOMOHUTETHHO
W moaaepkke
KOJICHEH WU
oenep
Mosiere st cTosTh MoXKeT cTosATh MoxeT cTosTh Crour 6e3
19 CrosATh 63 MOAIEePKKU TaK JIONTO, KaK
He3aBUCH- MO Oosiee 3 | He3aBU- cUMO 3 ¢ MOJIICPIKKH

HeobxomuMmo, Oe3

TTOJJICPKKN ?

C

KOPOTKOE BpeMs
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MosxeTe ho7 8
XOIUTh o0e3

20 Bo3moxHOCTB AeinaTh SN Mosxer caenath 4 u MoskeT crenaThb HeBo3MOKHO
maru Ooutee mara 6e3 2—4 mara 6e3
MO ACPKKU WA | povomm ITOMOIITH

JONOJ-  HUTEIBHBIX
MPUCTIOCO0- IeHUH?

Kuarwu (uaTepnperanms): coctouT u3 20 MyHKTOB, KXl U3 KOTOPBIX OLEHUBACTCSA

COIJIACHO CTCIICHU BhINOJHEHMS Ha 2, 1 nim O 6aiios.

Ipunoxenune '4. 6MWT — TecT 6-MHHYTHOI X0ABLOBI.

Ha3BaHue Ha pyccKOM si3bIKe: TECT 6-MUHYTHOM XObOBI.

OpurunaabHoe HazBanue: The six minute walking test (6MWT)

Hcrounnk: [99]

Tun: npyroe

Ha3nauenme: omnpenerneHue BBIHOCIMBOCTH aMOyJaTOPHBIX MAIlEHTOB C MLEIbI0 OLEHKH
3G GEKTUBHOCTH TEPAITUU U IPOTPECCUPOBAHUS 3a00ICBAaHHS

Copep:xanue: B Tecte olieHUBaeTCs AUCTAHINS B METpax, MPOWICHHAS TTAIIMEHTOM 32 6 MUHYT
0e3 BBIHYKJICHHBIX OCTaHOBOK.

Karou (mHTepnpeTanus): mpoBOAUTCS CPABHEHHUE C PE3yJIbTaTaMU TECTa, IIPOBEICHHOTO PaHee
(1o Havasa Tepanuu, Ha GOHE TEpaIUU U T

Cnemyer TOMHMTb, 4YTO M JAHHOTO TECTa MMEIOTCA CIeaylounye aOCOTIOTHBIE
IPOTHBOIOKA3aHUS: HECTA0OMIIbHAS CTEHOKApIUs HANpsDKEHUS U MHPApKT MUOKapAa, JaBHOCTHIO A0 |
mecsiia. OTHOCHTENBHBIMH TpOTHBONOKa3zaHusiMu  sBisitores: UCC Beime 120/MuH B 1OKOE,
cucronunyeckoe AJl >180 Mm.pt.cT. u quacrtonuueckoe AJ/1>100 mm.pT.cT. CTabmiibHas cTeHOKapaAns
He SIBJIsIeTCs] aOCOTIOTHBIM MPOTHUBOIIOKA3aHUEM ISl IPOBEACHUS TECTA, OJTHAKO €0 CIeAYyeT IPOBOAUTD
C OCTOPO’KHOCTBI0, Ha (DOHE MMpHeMa aHTHAHTHHAIBHBIX MPENapaToB MO MOKa3aHUSAM.

Ecnu manpeHT HaxoIWUTCS Ha IOCTOSIHHOM KHCIOPOJHOM MOJAEPIKKE, CKOPOCTh IOAAYU
KHCJIOpOJla NP MPOBEACHNUN TECTa JOJDKHA COXPAHATHCS B COOTBETCTBHM C INPEANMCAHHUEM Bpaya,
HA3HAYMBIIETO U KOHTPOJIHUPYIOILIETO TEPAIIUIO.

IIpoBenenue Tecta HEOOXOAMMO HEMEAJICHHO MPEKPATUTH B CITydae MOsABICHUS:

1)  Bomwu B rpynu;

2)  HemnepeHocUMOIt OJIBIIIKH;

3)  Kpawmmu B HOrax;

4)  Pe3koil HEYCTONYMBOCTH U MOMIATHIBAHUS ITPU XO/Ib0E;

5)  Upe3mMepHOro MOTOOTIEIICHHUS;

6) Pe3koro nuaMeHeHUs I[BETa KOXKHBIX TTOKPOBOB (OJIEAHOCTH).

6MWT mpoBOoauTCS B MOMEIIEHUH, XOPOIIO 3HAKOMOM MAlUEHTY, MUMEIIIEM JOCTATOYHO
JUIMHHBIMA KOPUAOP C TBEPJABIM MOKPHITUEM. [[IMHA MPOXOAUMOro MyTH JOJKHA COCTABIIATh HE MEHEE
30 MeTpOB € pa3METKOMN KaXKIble 3 METPa, a TAK)KEe TOYKAMHU MTOBOPOTOB/Pa3BOPOTOB.

[TarueHT mONy4YaeT MHCTPYKIHMIO O HEOOXOJMMOCTH HATH C MAaKCHMAalbHO BO3MOXKHOM
CKOPOCTBIO (HO HE OexaTh) B TeYeHHE 6 MUHYT.

B Tecte oneHuBaeTcs OUCTaHIMS B METpax, MPOWJIEHHas MAIMEHTOM 3a 6 MHHYT 0e3
BBIHY)KJICHHBIX OCTaHOBOK.
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IIpunioxenne I'S. MeToab! OEHKH COCTOSTHUSI HEHPOMBIIICYHOH CHCTEMBbI PH MBbILIECYHOMI
aucTpopum omeHHa.
Ha3Banue Ha pyccKoOM si3bIKe: MeTO/Ibl OLIEHKH COCTOSIHUS HEMPOMBIIIEYHONW CUCTEMBI IIPU

MbIlIeyHOH auctpodun [romenHa.

OpurunanbHoe Ha3Banue: Neuromuscular assessments for patients with Duchenne muscular

dystrophy.
Hcrounux: [1]

Tun: nixana oleHKu
Ha3nauyeHue: perysspHas olieHKa MPOTrpeCCUPOBAHMS 3a00JIeBaHUs (MCCIICIOBAHUE CUJIBI,
00beMa IBI)KEHUM, OCAaHKH, TIOXOJIKH, TECThI Ha BPEMs), MOHUTOPHHT CITOCOOHOCTH CIIPABIISATHCS
C TIOBCEHEBHOM JICSITEIIBHOCTHIO, IPUHITHE PEUICHUN O TEPAleBTHUYECKUX BMEIIATEIbCTBAX.

Conep:xanue:
TTokazarenu Meron Ienpb uccnenoBanus Bombhbie, BonbHble, HE criOCOOHBIE
CIIOCOOHBIE K K CaMOCTOSITEIIBHOMY
CaMOCTOSITEIbBHOMY MePEIBIKEHHIO
MePEIBIKEHHIO
UccnenoBanue cuisl ManyanbHoe BrisiBuTh OTKJIOHEHHS or | Onpenensars  cuiny | Pannux cragusx:
HCCIIEJOBAaHNE MBIILI] 0JKUIAEMOTO KJIMHUYECKOTO | HMXKHHX OIPEeNENATh CHITY
TEYCHHUS, OTCJIEAUTh | KOHEYHOCTEH C | BEpPXHHX U HIKHHX
porpeccupoBaHrie  OOJE3HM U | IOMOLIbIO KOHEYHOCTEH KaxK/ible 6
MPOTHO3UPOBATh YTpary (YHKLUUH, | MaHyaJbHOTO Mmecsues. Ha no3auux
OLeHUTh d()(HEKTHBHOCTH Tepamuu, | HUCCICIOBAHHS CTaMsAX: LIEHHOCTh

BBIIBUTH aCUMMETPHIO MBILLIECYHON

KaxKIple 6 MecsIEeB

JTAHHOTO UCCJICOBAHHS

BpEMEHH
CTaHAAPTH3UPOBAHHBIX
3a/laHUH JJ1s1 IPOBPKHU
pa3nuuHbIX GYHKIUH

MIPUMEHEHUH H HHPOPMATUBHBIE
M0Ka3aTe ! TOBCEAHEBHOTO
(YHKIIHOHAIBHOTO COCTOSIHUS;
YyBCTBUTENIbHBI K H3MEHEHUIO
COCTOSTHHUS

xonp0a/Ger 3a 10
MHH, BpeMst
BBIIIOTHEHHUS
npuema ['oBepca,
BpeMs orbeMa Ha 4
CTYIEHbKH, TeCT 6-
MHUHYTHOH XO/ABOBI.
Bpewms, na ogeBanue
pyOaIku, MoXeT
OBITH
HH(POPMATUBHBIM
moKasareneM Ha
MO3IHUX dTamax
CTaguu
CaMOCTOSITENILHOTO
TIePEABIKCHHS.

CHJIBI HE sICHa

OO0BEM IBUIKEHUH T'onnomerpus HauanbHast 11€/1b: BBIIBUTH Humxuaue HuxHye KOHEYHOCTH:
yMeHbLIIEHHE 00beMa JIBIKEHUH B KOHEYHOCTH: OeapeHHbI, KOJICHHbIE,
CyCTaBax W/WIM HAJIWYUE CYCTaBHbIX | OeIpeHHbIE, TOJICHOCTOITHBIE
KOHTPAKTYP, KOTOPBIE MOT'YT KOJICHHBIE, CYCTaBBl,
CI0CcOOCTBOBATH/TIPUBOAUTE K TOJICHOCTOITHbIE WIMOTHONAIBHBIN TPAKT,
(bYHKIHOHAIBHOMY YXYIUICHUIO UK | CYCTaBBI, MO/IKOJICHHBIE
HapyUIEHUSM OMOPHO- MIHOTHOUATLHBII CYXOXKHIIHSA,
JIBUTATENILHOTO armapara Win TPAKT, HMKPOHOXKHASI MBIIILIA.
KOXXHBIM Ipo0OJsieMaM. BoisiBUTH TO/IKOJICHHBIE
HE00X0IUMOCTh CYXOXKHIIHSA, BepXHHe KOHSTHOCTH:
JIOTIOJIHUTENILHOTO/IbTEPHATUBHOTO | MKPOHOXKHAS JTOKTeBOif cycTas,
MEIMKaMEHTO3HOTO/XUPYPTUUECKOTO | MBbIIIIA NTye3ansCTHELN CycTas,
BMEIIATeNILCTBA (PUMEHEHHE JUTMHHEIC CrHGATEH
OpTE30B, IIMHUPOBAHKE, [IAJIbICE
HCTIOJIb30BAaHHUE YCTPOUCTB ISt
BEpPTUKAIM3ALMH, OTIepaluii no
YIUIMHHEHHIO MBIIIIIL)

Tectsl Ha Bpemst Brinonnenue ¢ yaerom | Jlerkue B mpakTHUECKOM Jlucrannus, Bpewms, na onepanue

pyOarku, MoXeT ObITh
HH(POPMATUBHBIM
roKasaTeseM Ha paHHHUX
JTanax cTajuu
HECTOCOOHOCTH
CaMOCTOSTEILHOTO
nepeaBuKeHus. TecTsl
Ha BpeMs He
TPUMEHUMBI Ha TIO3THUX
JTanax cTajuu
HECTOCOOHOCTH
CaMOCTOSTEILHOTO
TIepe/IBUKEHHUSI.
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IToBcenHeBHast OreHka orpaHU4eH1H WHhopMaTHBHO 111 BHISBICHUS YacToTa naseHu, Hasbiku

JIeATEIBHOCTD B TTOBCEJHEBHON TOYEK NPHIOKEHHS TOMOILH, MOHHTOPHHT €aMoo0OCITy)KHBaHH,
JESTENbHOCTH I0Ma, B | aJaNlTaliH U JOCTyHa K KOJIMYECTBA I1aroB, [TMCbMA U yHPABICHUS
LIKOJIHE U KOHTPOJIPYEMOii OKpY>KarowieH HaBBIKH PYYHBIM WITH
00OLIECTBEHHBIX MECTaX | cpenie CaMOOOCIY)KMBAHHS, | 3JIECTPUYECKUM
nucbMa U paboThl 32 | KPeCIOM-KaTaJKOM.
KOMIIBIOTEPOM. JleecriocoGHOCTB B
JleecriocoOHOCTD B IIKOJIE U OOLIECTBEHHBIX
LIKOJIE ¥ MecTax
00LIECTBEHHBIX
MecTax
I kansl Onenka aBuraresibHbix | ITo3BosisieT ocyIiecTBUTh [IIxaia oreHKH [IIxaia oreHKH
JIBUTaTEIIbHBIX (bYHKUIMH OTAEIBHBIX MOHHUTOPHHT IPOTPECCHPOBAHHS (bYHKUMH HIDKHAX (YHKIIMOHAIIEHOTO
dyHKUMI obunacreit ¢ 6one3nu U 3G HeKTHBHOCTH KOHEYHOCTEH pEHTHHTa BEPXHUX
MOJIy4E€HUEM [IPOBOAUMOTO JICUEHUS Vignos, mkana KoHeuHocTeit no Broke,
00BeTMHEHHON OLICHKU OLICHKH (DYHKLHHU K LIKaJa H3MEPEHUs.
CaMOCTOATEIIEHOMY JIBUTaTeNIbHOM
MePEABIKEHHIO GbyHKIHIH.
North Star

Kirou (MHTepnipeTanus): MpOBOIUTCS CPABHEHHUE C PE3YyIbTaTaMH TECTA, IPOBEIEHHOTO
paHee (10 Hayajia Tepanuy, Ha (poHe Tepanuu U T1)

Ipuno:xenue I'6. Tect ouenkn pyHkunoHa bHOIM akTuBHOCcTH CeBepHas 3Be3/a.
Ha3zBanue Ha pycckoM s3bike: CucremMa amOynaTOpHOM OLIGHKM —(DYHKIIMOHAJIBHOU
aktuBHOCTH CeBepHas 3Be3/1a

Opurunaiabioe Hazsanue: North Star Ambulatory Assessment, NSAA

Hcrounuk: [100]

Tun: mkana oneHku

Ha3nauenue: oneHka GyHKIMOHAIBHBIX BO3MOXHOCTEH NallMEHTa

Conep:kanue:
Cucrema amoyJaropHoii onenxu The North Star
Omnucanue TecTa H YKa3aHus JIA MalreHTa
OuennBaemMoe Yka3auue 115 MANMEHTA Hexonnoe monozkerne / KomMenTapun
OMHcaHue YNpPaKHeHus

1. Toao:keHue cTost Bcrans npsimo, Horu Ha paccrosiauu He 6onee 10 oM, Orenke 2 6amia

HE JBUTAiCs ¥ OCTABaWCs B TOM  [[IITKH HA TOJTY (T10 BO3MOXKHOCTH). COOTBETCTBYET

MOJIOXKEHUH KaK MOXKHO fonbie  [Pyku Bonb Kopmyca. yIepKUBaHHE

HE naneBath 00yBb. TIOJIOXKECHHUS
B TeueHHUe 3 ceKyHJl (MUHHMYM).

2. Xoanba TIpoiinu ot Touku A no touku b [He HayeBaTh 00yBb WIIH HOCKH. Eciin manueHT 0ObIYHO XOIUT Ha IBITOYKAX,

(yKa3aTh HAYATBHYIO H KOHEUHYIO HaOmronaiite 3a Xop001 B CarMTTAIBHON | HO MHOTA CTAHOBUTCS HA CTOITY MITH MOXKET

TOUKy) 1 KOPOHAPHOM IUIOCKOCTH B TEUCHUE KaK BCTaTh Ha Hee, KOT/1a BBl 00 3TOM IPOCHTE,
MUHUMYM 10 mraros. onenka — 1 6amr. PaccrosiHre TOMMKHO OBITH
JIOCTaTOYHBIM, YTOOBI HA0JIFO1ATh
«OOBIYHYIO TIOXOAKY» JaHHOTO MAlMEHTA.
3. Moabemco Mooxenib BCTaTh €O CTYJIA, IMcx0MHOE MOJIOKCHHE: Hcnone3syiiTe cTyn o pocty pederka (6e3
eTyaa CKPECTHB pyKH? Gepa 1 KOMEHH COTHYTBI MOJVIOKOTHUKOB) TN PETYJIUPYEMYIO O

BBICOTE OIOPY. MOKHO TaKXe I10CTa BUTh
107l HOTH CTYNEHBKY JUISl JOCTHKEHUS
MPaBUIILHOTO UCXOAHOTrO ToJiokeHust. Eciu
PYKH CKpElIeHbl Ha POTSXKe- HUU BCETO
yHOpaXxXHEHHs, OlleHKa — 2 Gaja.

o4 MpsiIMbIM yIJIOM, CTOIIbI Ha IOJTY UJIN
ONIUPAIOTCS HA CTYIICHBKY.
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Moskelb MoCTOATh OneHke 2 Oaja COOTBETCTBYET
lylep>KUBaHHE MOJIOKEHHS B TeUCHHE 3

cexynn (MunumyM). HE naneBaTs 00yBb.

Jlyd1e BBINONHATH Ha MOy, a HE Ha
KOBpHUKE

4, 5. TloJio:keHue cToA HA
O0JHOIi Hore(paBas +
JieBast)

Ha IIPaBOH/JIeBOIl HOTe KaK
MOYKHO A0Jble?

6, 7. Ilonbem Ha Moskemb MOAHATHCS Ha IBcTaTh JIMIIOM K CTYIEHbKE BBICOTOHU 15 MOoXHO HCHOJIB30BaTh B IOMOIIb NAIHEHTY]|

CTYIEHbKY ¢ TpaBoii
(1eBoii) Horm

CTYIEHBKY C IPaBoil (JIeBoit) HOrU?

ICM.

peryimpyemMyro 1o BbicoTe omopy. Ilpu ee
OTCYTCTBHH Bpad MOXET MOMOYb MAIHCHTY|
OJTHOH PYKOH.

8, 9. Cnyck co
CTYIEHbKH C TIpaBoii /
JIeBOi HOTH

Moskemb CIyCTUTBCS CO
CTYIIEHBKH

¢ 1mpaBoii / 1eBoi HOrH?

IBcTaTh Ha CTyNeHbKY, HOBEPHYThCS

Briepes. Boicora crynensku — 15 cm.

MO’XHO HCIIOJB30BaTh B IOMOIIb MAIUEHTY]|
perynupyemyro 1o BbeicoTe omopy. llpm ee
OTCYTCTBUHM Bpad4 MOXXET IIOMOYb IAIUEHTY|
OJTHOU PYKOH.

10. Ilepexox B

Moxenrb cecTh

IFlcxo1HOE MOJI0KEHUE — JIekKa

Ecnu nanueHT nepeBopaunBaeTcs Ha KUBOT

T0JI0/KEHHECHISE U3 MOJIOXKEHHUS Jiexna? Ha crirHe (Ha KoBpuke). He moaxia- HIII TIOBOPAYMBACTCS K IIOJTY, YTOOBI CECTh,
[1bIBATH 10 TONOBY MOJYLLKY. nocrasbre 1 6amt. Lens — ynepxuBath
TIOJIOKEHHE CUJISI B TEUCHUE
TIPO/IOJDKUTEIBHOTO BPEMEHH.
11. Moabeme Moskelllb BCTATh € 1MoJia Kak MOXKHO[MICXOQHOE MOJI0KEHUE: JIe)Ka Ha CITMHE, IlocraBbre 1 Gai, ecnu peOEHOK CTOUT O3
mosa ObIcTpee (M3 MOIOKEHUSI JIeXKa Ha  [PYKH BIOJIb KOpITyca, orophl Ha MeOenb, HO HAOII0JaeTCs KaKasi-

crnuue)?

I[HOTH BBINIPAMIICHBI.

He ncronbp30BaTh NOAYIIKY.

6o gacTh MaHeBpa ["oBepca.

IMompocuTe BBITOIHATE YIPaKHEHHE
cHayasa 6e3 ormopsl Ha MeOeb.

12. MMoaABLEMIro10BBI

Moxxerb HOAHATH TOJIOBY U
TIOCMOTPETH Ha MaJIbIIbI HOT,
CKPECTHUB PyKH

Ha rpyau?

13 ronokeHus Jexa Ha CIIUHE, PYKH
CKpEIICHBI Ha TPYIH.

HE ncnonbs3oBaTh NOAYIIKH.

TonpocuTe ManyeHTa CKPECTHTh PYKH Ha
TPY/H [IPU BHIOJHEHUH YIIPAKHEHHS: TAK OH
HE CMOJKET Imomorath cede pykamu. Taxke
MONPOCHUTE MALEHTa OCMOTPETh Ha MaJIbIbI
HOT, YTOOBI YOSUTHCS B TOM, YTO Ies
crubaercs.

IIpu 3TOM MOA6OPOIOK AOIKEH JBUTATHCS K
rpyau.

13. MomoxenmecTost
HA MATKAX

MosKellb IOCTOATh Ha MATKaX?

Crost Ha noity. be3 o0yBu.

YT00BI OTyYUTh OLEHKY 2 Oalula,
HeoOX0MMO OTHOBPEMEHHO BCTaTh Ha 00
matkd. O6paTuTe BHUMaHUE Ha HATHYUE
nnBepcur. Ecian oTMeuaercs CyiiecTBeHHas
HHBEPCYSL, HO IUTFOCHBI IPUMOAHATEL, OLICHKA
— 1 6amn. Ecim ormedaercs MHBepcus,

a JlatepajbHasi TPaHHUIIA CTOMBI HAXOAUTCS Ha
ronty, onieHka — ( 0ayuios.

14. Mpbrxok

Kak BbICOKO

Tl MOXKEIIb IPBITHYTh?

(Ctost Ha moy,

ICTOIIBI HEMHOT'O PaCCTaBJICHBI.

Tpebyercst ABMKEHUE
BBEpX, @ HE BIEpe.
Jonyctumo HeboIbInoe
JIBIDKEHHE BIICPELI.

15, 16. Ipbkok Ha
0IHOIi HoTe (PaBoii 1
J1eBoif)

Moskep MoANpEITHYTE Ha IPaBOM
(yieBoit) HoOre?

IFlcxo1HOE MOJI0XKEHUE:

00yBH.

cTOs1 Ha MOy Ha TpaBoii (JieBoit) Hore. be3

Jist onenky 2 Gata

HYXXEH 3aMETHBII OTPHIB OT IOJIA.

17. Ber (10 m)

Jloberu kak MOXHO OBICTpEE /IO ...
(yKaxxuTe MecTo)

[Ipstmast 10-meTpoBast ZOpOKKa

O6ecnieubTe 6E30IIaCHOCTD MAIMEHTA.
[ManuenTa npocsAT 6exath

(KKaK MOXHO 6I)ICTpee»,

[HO CKOpPOCTh OH BLIﬁI/IpaeT caMm.

B THXOM MECTE C Pa3METKOH, TOHSATHON
Inst manmenTa. Mcnone3yiite ceKyHIOMEp.

«IToxonka JlfommeHHa - He HCTHHHBIA Oer
(BeposITHO, ¢ ABOMHOM (hazoit MOAIEePKKH),
HO [0H| UHTEHCUBHEE, YeM X0,150a. OOBIYHO
XapaKTepHU3yeTcst Ype3MEPHBIM
HCTIOJIb30BaHUEM PYK, TIOBOPOTOM TYJIOBHIIIA,
3HAYUTEILHBIM PacKauMBaHUEM.

Her PCaJIbHOTO «OTTAJIKUBAHUS.

Kawou (uatepnperanmsi): NSAA npezacrasiser co0oil mkamy, COCTOALIYIO U3 17 MyHKTOB,
KOTOpasi CIY>KUT JJI OICHKUA (HYHKIIMOHATBHBIX BO3MOXKHOCTEH mamuenTa: 0 (HecrocobeHn), 1
(BBITIOJIHSAET CAaMOCTOSITENILHO, HO ¢ MOAU(HUKAIUAME), 2 (BBITOTHSIET 0€3 KOMIICHCAIUN ).

IHosicHeHusi:

* 3ampemiaeTcs BBINOJHATh TECThl B MOJOXEHUM CTOS TPU HATUYMU TPaBM HIKHHUX
KOHe4yHOocTel. OHaKo MalueHTa MOKHO IOMNPOCHUTH BBIIOJHUTH NOABEMBI I'OJOBBI U
Iepexoj B cuagyee MOJOXKEHHE, €ClIM OH CrocoOeH 3To caenarb. CienyeT ykas3bIBaTh
«KOMMEHTapHn» B paboueit Tabuulle;
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PEKOMEH/IyeTCsl BBIITOIHATH TeCThl NSAA B NPeAIOKEHHOM NMOPSAIKE (IPUM.: HACTOSIIHHA
MOPSIIOK  3aJlaHuid OB WM3MEHEH I TpoBeAcHHs Oonee A(h()EKTUBHOW OLEHKH U
OTJIMYAETCS OT MOCIEAOBATEIIbHOCTH HCCIEAOBAHUM, HMCIOIB3YeMON B MPEABIIYIINX
BEPCUSIX);

HE wucnons3oBaTh Mathl;

oOpailaeM Balle BHMMaHHE, YTO BpeMs B CEKyHJaxX OKpYIJseTcs 0 OiKaliiero
3HAUYCHMUS JIECATHIX CEKYHJIbI BO BCEX 3a/IaHUSX Ha BpeMs (K IpUMeEpy, OIbEM C T10J1a UIH
oer Ha 10 m);

BBITIOJTHEHHE YIIPAKHEHUH OICHUBACTCS CICAYIONTUM 00pa3oM:

2 = «HopmanbHO» — 6€3 OTKJIOHEHUH
1 = C HeGOoBIINMHU MOTUPHUKAIMAMH, HO TTALIMEHT BBIMOIHSCT 331aHue 0€3 JONOTHUTEIbHOM

IIOMOIITH

0 = He MO’KeT BBIIIOJIHUTH 3aJJaHUE€ CAMOCTOSITENLHO;

€CJIY, 110 BallleMy MHEHHUIO, MAIIUeHT MOXKET MOIYYUTh 00Jiee BHICOKYIO OLIEHKY, KOTOpas
ObLJIa HIDKE M3-32 HEBBITIOJHEHHS KaKUX-JIM0O YCIIOBUH WM HEJOCTATOYHOTO MIOHUMAHUS
3aJjaHus, IOMPOCUTE €T0 MOBTOPUTH YIIPAKHEHUE U IIOBTOPHO OIEHUTE €r0 BHIMIOJHEHHE.
Ecnu BBl HE yBepeHBI, MOXKHO JIM OLICHUTH BBHITIOJIHEHHUE 33/IaHUS BBIIIE, CTABBTE 32 HETO
HUKHIOIO OIICHKY.

IToaroroBKa.
orMmepsTe 10 METpOB B JUIMHHOM THUXOM KOPUAOPE WM MOMELICHUH. YKaXHUTE JMHUIO
¢uHuIma Ha oTMeTKe 11 MeTpoB, 4TOOBI MAIMEHT TOYHO MPoOEkan uepe3 oTMeTKy 10
METPOB, a HE 3aMeJUIUIICS Tiepe]] GPUHHUIIEM;
obOecrieubTe YHCTOC MPOCTPAHCTBO HA MOy IUIOM@ABI0 3*3,5 M, M0CTaTO4HOE IS
BBITMIOJTHEHUS IPYTHX 33aHuil (K IPUMEPY, TOABEM C MOJa).

IIpunoxenne I'7. MoayJib onieHKH padoTOCIIOCOOHOCTH BEPXHUX KOHEYHOCTell 1A

ML

Ha3zBanmue Ha pycckoM si3bike: Moayib OlleHKH pa00TOCTIOCOOHOCTH BEPXHUX KOHEYHOCTEH JIJIst

M

OpurnHajabHoe HazBanue (ecsm ecthb): Performance of the Upper Limb Module for DMD 2.0
(PUL or DMD) Worksheet

Hcrounuk (opuuuanbHblil caiiT pa3padoTunkoB, myoamkamus ¢ Bajauaamnueii): [138]

Tun (Mox4epKHYTH): IIKajIa OLIEHKH, UH/IEKC, BOIIPOCHUK, Apyroe (YTOUYHHTD)

Ha3zna4yenue: QyHKIIMOHAIbHAS OLICHKA ABMKEHUH B pykax y nanuentoB ¢ MJIJI/M/Ib, moxer
UCIIOJIb30BAThCS [T OLIEHKU 3P PEKTUBHOCTH TEPATIHH.

Conep:xanue (madJioH):

Mogyne TecTUpoBaHuA paboTocnocobHOCTH BepxHed KoHedHocT gna MO 2.0 AHkeTa
MpennounTae- Mpaean | Nesan
Man pyka
(HcmonbayeTcA
BO BCeX TecTax):
PazruGanue
noxra ROM: Mpasan | Nesan
e.g. nomsoe =07 | 0 | wouTpaKTypa = -10° | e.g. nonnoe =0° | 10° KonTpakTypa = -10°
Cynunauua ROM Mpaean: nonH ¥ ¥ 1 | Nesan: nonn 3 ¥ 14
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BeogHbiit TecT A. — HauHuTe ¢ A, yToGbl ONpegenUTe CTNPABHYIO TOUKY ANA Nocnegyowmx TecToB.
O6eeanTe oUeHKY Kaxaoro Tecta. HE BK/IIOYAWTE B OBLUYHO OLIEHKY
Ho- Onucauue 0 1 2 3 4 - &
Mep
A. BroaMLIA TRCT Het nonezHoR Moxer gep=ars Mot nogHaTe 1 Momer NogHATE Mo=eT caHospe- MoxeT nogHeTe obe | Moxer otBeCTH
hyHKLMK pyk PAPUKY HAE MO{HATE WnK 2 pyKK KO pTY, MNSCTHKOSYK UALWKY | MEHHD NOOHATE obe PYKW OOHOEpEMeHHD | Ofe DykW oOHO-
MOHETY WK YTIpaE- HO HE MOGKET MO~ secom 200 r ko pry 1 | pyem (oo ypoesR HAO rONCE0A TONEKD | EPEMEHHO NOKTA
NATE KPECnomM HELTH YaLLKY E8C0M W 2 PyRaMHA MneYy C KOMNEHC3- COTHYE NOKTHA {}"I(CI- PESOIHYTE QUEDTHE
C aETONPMBONOM 200r ko pry ueR WK Se3), NOKTW | POTHE OKPYRHOCTE MONHER KEYT NoKE
COTHYTEl WK pac- DEMXEHRC NOMO- OHM HE COMEHYTCH
MpAMNEHE L0 [0, MBILLILY Ha[ ronosof
Onga Bannel 3. 4. 5,6 — HaundTe ¢ n. 1 Ha 31oA cTp
n. A: Ganne 1, 2 — nepeAm kn. 1Ha c1p. 2
Jame PEl EEPXHErNnD YPOEHA — Nne4vyo
Homep OnHcaHue ] 1 2 Bannel
1 OTeegenme nneya ofe He momet Moxet noguate ofie pyxi | Moxet oteecti ofe pyxu
Bannel no nyHxTy A | pyKH Haa ronoeol OOHOBPEMEHHD HAO rono- | OOHOBPEMEHHD, NOKTH
«[NOOHMMK PYKH B CTOROHL EOA TONEKO COrHYE MOKTH | BhINDAMASHEL, COenas
W HaO ronceoR — CcTapancs C KOMNEHCAUHSA MOMHEIR KOYT, NOKa
[EpAAaTE NOKTH NDAMEIMH: OHH HE CONPMKOCHYTCR
Haa ronoech
2 MoguaTHe oGeMx pyK He momer MoxeaTt nogHaTe oGe pyxK | MoxeT nogHaTs ofa noxTs
Ha BBICOTY NMEYa (NoKTH HAa BRICOTY MY No o4e- Ha BEICOTY NNeya ez Kom-
Ha BLICOTE Nne4a) PEAM WITH € COMHYTEIMA MeHCALMH OHOEDEMEHHD
el logHMMK PyKK Ha BricoTy NOKTAMH € KOMMEHCAUMER | C NPAMSLIMK NOKTAMA
nneys
3 Crinfaune pyxu Ha BeicoTe | He momeT MomeT ¢ KoMneHcauwed MoxeT Ge3 xomMneHcaymm
nneya (Gez rpyza)
«[NPOTAHK pYKY M KOCHHCE
MOER PyKH»
4 CraSaHue pyRd Ha BeicoTe | He moseT Mo®eT NoaHATL rpy2 MokeT NoaHATE rpya
nneya c rpysom 500 . pecom 500 T gecomM 500 r 63 KomMnew-
«[POTAHK PYKY M KOCHHCK C KOMNEHCAUHSA CALMH
MOER PYKH»
BQMEPH BepXHero ypoEHA — nnevyo (NpogomkeHue)
Homep OnucaHKe ] 1 2 Banne!
1 CrufaHmMe pyxH Bslwe He moxer MoxeT NeaHATE rpy2 MoKeT NogHSTE rpy2
YPOEHRA NMeYa ¢ rpy3om eecom 500 gecom 500 r
EOOTr € KoMneHcayned Ge3 KoMNeHCaLMK
Pyka na konese — snaf
MHE rpy2»
] CrufiaHMe pyxM Beiwe He moxer MoxeT NnoaHAaTs rpy2 MoxeT NnogHeTE rpy2

nneya ¢ rpyzom 1 kr
Pyxa Ha KoneHe — «gan
MHE TOy2s

gpecom 1 kr
C KOMNeHcauned

gacom 1kr
Gez KOMMNEHCALMA
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BaMEpH cpefHero ypoBHA — NOKOTb
Homep Onucande 0 1 2 Bannel
1 Pyka (pyrd) K0 pTY He moxer Maoxer nogHectw 200 r MaoxeT noguectd 2000
«[ogHecH Jawky Ko pTy YALLKY KO pTY © moGoR YaLLKY KO PTY OOHOR
OOHOR pYKOA» KOMNEHCAUWER (MONET PYKOR HE NOOASpXHBaR
NoNE30BaTECA ASYMA NOKOTE (323 KoMNeHCa-
PYKaMH/ MW NOOHECTH- LIHH)
noey K pyKaM)
2 PyKu € KONEH Ha cTon He moxer Moxer nogHaTe 00e pyxn | OOHOBPEMEHHO Nogd-
«MogHumMu obe pykn C MOMKOCTRID (00 CKNaOKN HMMaET 088 pyKW Ha cTon
KOMNEH Ha CTOMs FANRCTLA) HA CTON, HO
HE coHoBpeMerHD MnK
OOHKM OEHAEHREM
3 MoaeEMHyTE Ha CTONe rpyz | He moxer MoxaTt NoasnHyTs rpya MoxeT NogHATE Fpyz
pecom 100 1 gecom 100 13 Hapy*- pecomM 100 r. M2 Hapys-
«[O0BHHE MPY3 U3 HADYX- HOMD KPYTa B LEHTR C HOTD KPYra B UueHTp Ge3
HOMO KPYTa BO BHYTREH- KOMIEHCAUMER (CKONL3NT | KOMNEHCALMK
HHAz NpegnmesLom Ui NOKTEM,
KOHTAKT CO CTONOM)
4 MogewHyTes Ha cTone rpyz | He moxer MoxeT NoasMHYTs rpy2 MoxkeT nogHsTE rpyzee-
epecom 500r pecom SO0 . M3 Hapys- com 500 r. M2 Hapyx-
«[OAEHMHE FPYZ U2 HADYX- HOMD KPYTa B LHTR C HOTC KPYTa B UeHTp Ge3
HOMD KPYTa B LEHTEs KOMMNEHCAUMER [CKONLIHT | KOMMSHCALMK
NpeanmesLeM MKW NoKTEM,
KOHTAKT CO CTONOM)
1 MopeMHYTE Ha CTONe rpy2 | He mower MaoxeaTt NoasnHyTs rpy3 MoeT NogHATE FpYS
pecom 1Kr gecoM KM H2 HapyX BSCOM 1 KT M2 Hapy#-
«[OOBHHE TPY2 U3 HADYX- HOMD KPYTa B LEHTR C HOTD KPYTa B UeHTp Ge3
HOMD KPYTa B LeHTps KOMNEMCAUMER [CKONLINT | KOMNSHCALMM
NpegnmesLom Ui NOKTEM,
KOHTAKT CO CTONOM)
6 Meguates TAKeNyo Ganky | He moxer Moxet noaHaTe TREenyio | MoXeT NogHSTE TREEyYD
No QHAToHANM GaHky M2 GnMxanLero SaHky M2 GnuaaRwero
«MogHMmMK Sadky W2 Gnu- KPYra 4epes Bce Teno o Kpyra Yepes gce Teno Sez
®aAWero K TROSA pyKe B KOMMNEHCAUMER [CKONLIHT | KOMNSHCALMK
3TOT QAnkHHA KpYr Yepesz NPegnaeYLEM HITH NOKTEM,
BCE Tenos KOHTAKT CO CTONOM)
EEMEPH cpeHero ypoBHa — NOKOTb (npononJKEHneJ
Homep Onucaume 0 1 2 Banne
7 Bawwa u3 3 Gaxok He moxet noctaeuts 3-0 Maoxert noctapuTh 3-10 Moxet noctasus 3-0
«[MocTass 2TH 2 GaHKM GaHKy Oaxe C KOMNEH- GaHKy C KOMNEHCAUHER GaMky 623 KOMNEHCAUHH
No OOHOR Ha CPEHINK C caumen
NOMOLLLID OOHOR PYKHe
8 BawHA W2 & GaHok He MOXeT NoCTaEuTE 5-10 MoaTt NocTaEnTe 5-10 Maoxet mocTagmTs S-0
«[ocTass ewWwe 314 ase GaHKy Oa#e C KOMNEH- GaHKy C KOMNEHCAUHER Gauky 623 KOMNeHCAUMH
GaHKK, N0 OOHOR CEEpXY cauned
3TOR GaHkM C NOMOLLLD
OOHOA pyKm
9 CHATHE KPLILWKKH C KOH- He mower MoNHOCTERD OTEPLIZ2ST

TelHepa
«OTKpOR 3T0T KOHTERHEP
PYKaMHs
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BEMEPH AUCTaneHOro oTgena — 2andcTebd U KHCTh

MpoeeguUTe 3TH TECTEI CO BCEMH MCTMEITYEMEBIMMH

Homep Onucauune 0 1 2 Banne

1 Mopeats Gymary He moxer Paer cnomeHHeR nono- PeeT nuct GyMari crnoxex-
elopaM NUCT GyMard Nam NACT GYMArd, HAYHHARA | HEIR BYSTESPO, HAYMHARA ©
HAYMHEA OTCKOas C 3arHyTOro Kpaa 2arHyToOro Kpan

2 MoETOPHMTE MyTe He moxer BLiNonH\eT © KoOMNeHCa- Mo#eT BINoNHKTE Ge3
«C NOMOWED KapaHaalwa UMER BLIHYXOSH OTOPEATE | OCTAHOEKH W HE NOOHHMMaR
NOETOPA 3TOT MyTs OOHHM kapakgaw of SyMard WM | Kapadgaw oT SyMaru
NNasHLIM OEHKEHHEM MOBEPHYTE PYKY

3 BrNKMWTE CBET He moxer MoxeT Ha MrHOBEHKE MaoxeT NOCTOAHHD O3EWTE
«Brnmioum ceet MNankuaMia EKMOMYHTE CEET MANLUAMK | H3 BRIKMOHATENE NaMNs-
OOHORA PYKH2 OOHOR PyKu LiaMK OOHORA PYKH

4 CynuHaumMa He moxer MoOHHMRET Namny, Ko MK | ToOHAMAST NAMMY K Non-
«[loaHMMK NAMMY 1 paz- HE NOMHOCTER Pa3Bopa- HOCTEID PAZEOPaYHERET
BEPHW PYKY> WHEAST PYKY WK Oenact PyKy 523 KOMNeHCaALMOH-

3TO C KOMMEHCAUHER HulX OEMHEHHA

13 MoaHATE MOHETEI He MOXET NOOHATE OOHY MaoxeT NoaHATE OaHY Mot NOAHATE & MOHaT
«OnHoR pykof nogHuMn 6 | moxeTy MOHETY KETOH COHOR pyKoh
MOHET Mo COHOA

[ MocTaenTk Naney Ha yuc- | He moxeT nogHate naney | Moxer noctaeums naney MoxeT nocTagmTs naney
NOBYK OMArpaMmMy WM CKOMLZHTE MM MO OHa- | ([CKONSZA KNA NoOGHHMAR) NoCNefoearensHo Ha
[TOMHOCTE He o0Aza- rpaMme MUHHMYM H3 B3 KEAOPATA | UWDPE AWArpaMMs!
TensHall sDgHUM NankLoM (c koMNeHcaLMeR unu Ge3)
KOCHHCE Kaxof undpsl
HA AWarpaMmes

r MoguaTke rpyza 10r He moxer Mo®eT yXEATHTE ¥ NOg-

€ NOMOLWEK NANLLS
e[TOHMMMK 3TC MANSHLKHA
rpy3 BOT TaK=

HATE BEC C NOBEDXHOCTH
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Kuiou (MHTepnpeTanusi): OlIEHUBAETCS B OaJslax HAa MOMEHT OCMOTpA U Jlajiee, B TUHAMHUKE.




