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TepMuHbI U onpeaeIeHUs

AMOYJIaTOPHBII MAMEHT — TMAIUEHT, CITIOCOOHBIN K CAMOCTOSITEIIBHOM X01b0e.

Kapauomuonaruss — rereporeHHas rpynna 3a0ojeBaHMM MUOKapZa, CBA3aHHBIX C
MEXaHUYECKOM MM 3JIEKTPUYECKON TUCHYHKIMEH, KOTOpas OOBIYHO MPOSBISAETCS HEaJeKBaTHON
runeprpodueit win aunatanueit. Kapaumomuonatuu MoryT Kak U30JIMPOBAHHO MOPAXKATh TOJIBKO
cepAle, Tak ¥ ObITh YacThIO F€HEPATTM30BAHHOTO CUCTEMHOTO 3a00JIeBaHUS, YacTO MPUBOIAT K
CepACYHO-COCYTUCTON CMEPTH WM K HHBAJIMIU3ALUH, OOYCIOBICHHOH NpPOrpeccCUpyromeit
CEpIECYHON HENOCTATOYHOCTBIO.

ITosicHO-KOHEYHOCTHbIE MbIlIeYHbIe JUCTPOPUU — TpyHma MBIIIEYHBIX AUCTPODU,
XapaKTEepU3YIOMIasiCsl MOPaKeHUEM MPOKCUMATbHBIX OTAENIOB BEPXHUX U HIKHUX KOHEUYHOCTEH.

IlceBrornnepTpo¢us MbILI — BA3YaJbHOE YBEJIIMUEHUE OTAEIBHBIX IPYIII MBIIIIL BCIEACTBUE
UX 3aMEeHBI )KUPOBOH niH (HUOPO3HON TKAHBIO.

CyOMakcMMAIbHBINH PeKUM HArpPy3KH — 3TO PEXUM, JJIs1 KOTOPOT'O XapaKTEpHbl OTCYTCTBHE
OJIBIILIKY, YYBCTBA YTOMJIEHHS U OOJIM B MBIIIIIAX.

Mpimeuynas nucrpogus bexkkepa (M/Ib) — HaciencTBeHHOE peliecCHBHOE HEPBHO-MBIIIEYHOE
3a0oJieBaHKe, CIICTUICHHOE C X-XPOMOCOMOIA, BEI3BAHHOE MyTaIMsIMU B rene auctpoduna (DMD),
NPUBOJALIMMH K HEJOCTATOYHOW (DYHKIUHU NUCTpo(rHA, UMEET MO3/HEeE Hauyalio U BBI3bIBAET
OoJiee erkue CHMITOMBI, SBIIsieTCs OoJiee JJeTKUM BapHaHTOM 3a00JI€BaHuUs, IPU KOTOPOM CHHTE3
6enka TucTpoduHaA HIIET HE 10 KOHIIA, U B PE3yJbTaTe MOJIy4yaeTcss HEMHOTO YKOPOUYCHHBIH, HO
BIIOJIHE (DYHKIIMOHAJIBHBIN OEJIOK.

Mpbimeynasa aucrpodusi [Twmenna (MJ/IJ]) — HaciaeACTBEHHOE PEIECCUBHOE HEPBHO-
MBIIIEYHOE 3a00JIeBaHME, CIICTNICHHOE ¢ X-XpOMOCOMOM, BbhI3BaHHOE MyTanusMu B reHe DMD,
MPUBOJSAIIMMH K OTCYTCTBUIO UM HEOCTAaTOYHON PYHKIIMU JUCTPOPUHA, UMEET paHHEEe Hayajo
" BBI3BIBACT TAXKECIIOC TCUCHUC.

daektpomuorpapus (OMI, DHMI, wmwuorpadus, siekrpoHeiipomuorpagus) — METOJI
UCCIIEIOBaHMsI OMO3JIEKTPUUECKUX MTOTEHIMATIOB, BOSHUKAIOUINX B CKEJIETHBIX MBIIIIIAX YeJI0BEKa
Y )KUBOTHBIX TPH BO30YXX/IE€HUH MBIIIEYHBIX BOJIOKOH; PETUCTPAIUS CIIOHTAHHOH, TPOU3BOIEHON
Y BBI3BAHHOM AJIEKTPUUYECKON aKTUBHOCTH MBIIIIII.



1. KpaTkasi ungopmanus mo 3a00J1eBAaHNI0 UM COCTOSTHUIO (TpyIme

3a00J1eBaHUIl UM COCTOSIHUI)

1.1 Onpeaeaenne 3a00JeBaHus WM __COCTOSIHHS _(Tpynnbl__3a00JieBAHMI _WJIHN

COCTOSHMI)
[Iporpeccupytomias meimednas gucrpodus Jromenna (M) (OMIM # 310200) — sTo

HaCJIEICTBEHHOE X-CLEIJICHHOE HEPBHO-MBIIIEYHOE 3a00JIeBaHUE, BBI3BAHHOE MMATOTEHHBIMU
Bapuantamu reHa DMD, komupyromiero 0enok auctpoduH, IPH KOTOPOM OTCYTCTBYET WIIU
HenoctaToyHa GyHKuus quctpoduna. OObIYHO MopakaeT MAIBYMKOB B JIETCKOM Bo3pacte. OHO
XapakTepusyercss ciaaboCTbi0 TPOKCHUMAJBHBIX MBI KOHEYHOCTEH W  Truneprpoduen
MKPOHOXHBIX MbIIII. B cpennem k 11 rogaM nanueHThl TEPSIOT BO3MOXHOCTh CAMOCTOSITEIIBHO
NEePeIBUTATHCSI U CTAHOBATCS HEaMOyIaTOpHBIMU 00bHBIMU. CMepTh 0OBIYHO HacTymaeT K 20
rojiaM BCJICJICTBUE KapAUOPECIIUPATOPHBIX ociioxHeHui [ 1-3].

Knuanuecku BeIACTSIOT 2 hopMBIL: iporpeccupytomias Muoguctpodus Hromenna (M)
u nporpeccupyoomas wmuoguctpoduss bexkepa (MJB). Ilporpeccupyromias MblieyHas
muctpodust  romenHna (muomuctpodus Jromenna) — HaumOosiee TspKenas ¢opma ¢
maHudecranmeld B Bo3pacte 2-5 JET W NPOTrPECCHPYIOIIMM 3JI0KAYECTBEHHBIM TEYCHUEM:
(GbopMUpOBaHHEM BAJBIX NAPE30B, Napadudyeld U KOHTPAKTYp MBI, 00€31BUKEHHOCTH.
[Tporpeccupytomas MblmeuHas auctpodus bekkepa (muoauctpodus bekkepa, MJIb)
nobpokadecTBeHHass ¢opma 3abojeBaHUsA C MO3AHUM aebroToM B 10-20 5eT U MenIeHHBIM
IPOrPECCUPOBAHUEM CHUMITOMOB MBIIIEYHOH C€Ia0OCTH C COXpaHEHUEM CIOCOOHOCTH K

caMOCTOATENIbHOM X0/160¢e B TeueHue 15—20 neT ot Havaa 3aboneBanus [29].

1.2 ITHOJOrUS ¥ IATOreHe3 3200J1eBaAHUS MJIM COCTOSTHUSA (IPVIIbI 3200J1eBAHNN WJIN

COCTOSIHMH)

B ocnoBe MJI/T u MJIb nexar naroreHHble BapuanThl B reHe muctpoduna (DMD),

MIPUBOJISAIINE K Pa3BUTHUIO JedUIIUTA U/UIN HAPYIIEHUIO (PYHKIMN OJHOMMEHHOTO Oenka. OObIYHO
JaHHbIE BapHaHTHl HACJIEAYIOTCS OT 3J0POBOW MaTepU-HOCUTEIBHUIIBI, B TPETU CIIy4aeB —
U3MEHEHHsI B I'€HE BO3HUKAIOT CHOHTaHHO (0de novo). I'erm auctpodmHa — OAMH M3 CaMbIX
OOJBIINX TEHOB YEIOBEKAa, COMEPKUT 79 9Kk30HOB. 3a0oneBaHne 00ycIoBIeHO B ~65% ciaydyaeB
KpPYMHBbIMH AenenusMu; B ~10% nymiukanusMu, a ocTalbHblE CIydal — OJHOHYKJIEOTHIHbIE
3aMeHbl, U3 KOTopbix 10-15% mnpencraBiieHbl HOHCEHC-BapUaHTaMU (BapUaHThI, IPUBOJISALINE K
HOSBJICHUIO MPEKAEBPEMEHHOTO CTOI-KO/I0HA U HAPYIICHUIO CUHTEe3a Oenka) [4].

benok nuctpoduna yyacTByeT B pabOTe CKEJETHBIX MBIIII, JbIXaTeIbHON U CepAeYHO-
COCYJIUCTON CHCTEM — CBSI3bIBAET BHYTPEHHUH LIMTOCKENIET C CapKo- U AMCTPOITIUKaHAMU B

MeMOpaHe M BHEKJIETOYHOM MAaTpHKCe, OOECIeYMBAaeT MEXAaHUYECKYI0 U CTPYKTYpPHYIO
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CTaOWJIIBHOCTh MEMOpaHbl MBIIMIECYHBIX BOJIOKOH TPH WX COKpameHHd. JHCTpoduH TaKxke
SIBIIIETCS. aMOPTH3aTOPOM, OOECIEYMBAIOIIMM BO3BpAIICHUE MBIIIIBl B HCXOJHOE COCTOSHUE
nociie cokpamienus. [Ipu mporpeccupoBaHuy 3a00JICBaHMS MBIIICYHBIC BOJOKHA 3aMEIIAIOTCS
¢bubpo3HON W KUPOBOW TKaHBIO. M30hopmbl Oenka aucTtpoduHa ¢ MEHBIIEH MOJCKYJISPHON
Maccoil y4acTBYIOT B pa0OTe pa3jMYHBIX OPTaHOB U CHUCTEM, 3aJICiCTBOBAHBI B pabOTE KJIETOK

mo3sra [5, 102].

1.3 DnuaeMuoJorus 3a00J1eBaHUSA WJIH COCTOSAHMA (rpvnnobl 3a00JeBAHUH WU

COCTOSTHMI)

I[To pasHpIM wmcToyHWKaM 3aboseBaecmMocth MJIJ] omenuBaercs kak 1:3500-6000

HOBOPOXJACHHBIX MalbuuKOB [6]. [lo Hanbosiee akTyaqbHBIM HAYYHBIM JAAHHBIM OOIIEMHUPOBAs
3aponeBaemocth  MJIJI  cocraBiser  1:5000 HOBOPOXKICHHBIX  Malb4MKoB  [25-27].
3aboneBacMocth M/IB onenuBaetcs kak 1 Ha 20 000 HOBOPOXKICHHBIX MalIbYMKOB [25-27].

Jannsie o 3aboneBaemoctu B PO Ha 1aHHBII MOMEHT OTCYTCTBYIOT.

1.4 Oco0eHHOCTH KOAUPOBAHNS 3200J1€BAHNS UJIN COCTOAHNSA (IPYNNbI 32001eBAHMI

WIN _COCTOSIHMI) 10 MeX/IYHAPOIHOI CTATHCTHYECKOH KJaaccuukanuu GoJie3Hell M

po0JIeM, CBSI3aHHBIX CO 3IOPOBLEM

Cornacno MKbB-10, 3ab6oneBanue oTHocHTCs K Kiaccy VI, 60ne3HsIM HEpBHOW CHCTEMBI,

G71.0 — MpimeyHast Iuctpodus.

1.5 Kaaccudukanus 3a001eBaHUA WJIM COCTOSAHUA (rpynnbl 3a00JeBaHUNl MJIH

COCTOSIHMH)

M/l oTHOCHTCS K TpyIIEe MOSICHO-KOHEYHOCTHBIX MbllIeuHbIX auctpoduit (ITKMI)

XapaKTepU3YIOMINXCSA MPEUMYIIECTBEHHBIM MOPaXEHUEM MPOKCHMAIbHBIX OT/AEJIOB BEPXHUX U
HIOKHMX KOHEYHOCTEeW. B 3aBHCHMOCTH OT MHpOrpeccUpoBaHHsl CUMIITOMATHKH, BBIICISIOT 5
craauit MJI/JI.

1 cragus — OeccumnromHas (HokiaMHUYecKas). Ha 3Toi craguu nuarHo3 MoXeT ObITh
3aI0JI03PEH B Cilydyae OINpe/esieHHs MOBBIIICHHONW akTUBHOCTH KpeatnHpochokunaspl (KOK) B
KPOBH, HEOOBSICHUMOM IOBBIIICHUN YPOBHS TpaHcamuHa3 (anaHuHamuHOTpanchepasa (AJIT),
acrapraramuHoTpancgepasa (ACT)) wim Hamuuus ciayvaeB 3a00JIeBaHHS B CEMEHHOM aHAMHE3e
Y YCTaHOBJIEH IIOCJIE MPOBEAECHUS MOJIEKYJISIPHO-TEHETUYECKOTO UCCIIEI0OBAHUS.

2 cramgust (paHHsAS aMmOymaTopHas) — COXpPaHEHAa CIIOCOOHOCTh K CaMOCTOSTEIbHOMY
nepeaBrkeHuto. s 3TOW cTaauM XapakTepHbl CIEAYIOIIUE CHUMITOMBI: HapacTarouias

MBIINICYHAasA CHaGOCTB, 6LICTpa5I YTOMJIACMOCTb, YaCTbhIC TMAACHUA, HCIIOJIb30BAHUC IIpUCMa
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['oBepca npu noxbemMe U3 MOJOKEHUS CUIAS U JIeXkKA, U3MEHEHHE MOXOAKH 110 THILY «yTHHOIY,
XO0X/IEHUE Ha HOCKaX, IICeBAOTHIepTpodus MpI rojeHeid. CriocoOHOCTh MOAbeMa MO CTYIICHIM
COXpaHeHa.

3 cranus (mo3aHss aMOyJaTOpHas) — COXPaHSETCsl CIIOCOOHOCTh K CAMOCTOSITEIbHOMY
NEepeABMKEHUIO, HO OTMEYaeTcs HapacTaHUE BCEX CHMITOMOB M3 2 cTaguM (HapacTaroT
TPYAHOCTHU TIPH XOJb0€, YTpAaunBaeTCsl CIIOCOOHOCTh MOJHUMATHCS MO CTYMEHSM U MOJbeMa C
mnoJja).

4 cranus (paHHsAs HeaMOylnaTopHas) — YTPAauMBAETCS CIOCOOHOCTb CAMOCTOSITENIBHO
nepeABUraThbCs, A1 IepeABUKEHUs TpeOYyIOTCs ClielUalbHble CPECTBA, PA3BUBAETCS CKOJIHMO3,
COXpaHsieTcs JBUTaTeIbHasi aKTUBHOCTD PYK.

5 craaus (1Mo3aHAs HeamMOyJaTopHas) — OrpaHUuYeHbl (PYHKIMKU BEPXHUX KOHEUHOCTEH,

TPYAHO YACPIKUBATH IMOJIOKCHUC TCJId, HAPACTACT CCPACHHAA U AbIXATCIbHAA HCIOCTATOUYHOCTD

[1,2,37].

1.6 Knunnyeckasi KAPTHHA 3200J1€eBaHus WM COCTOSIHUS (TPYNINbI 3200J1eBAHMIA MJIN

COCTOSIHMH)

EOJ'IBH_II/IHCTBy MaJIbYUMKOB JHAarHo3 MI[I[ YCTaHaBJIMBACTCA TOJIBKO IIPpU IIOABJIICHHUU

NEePBbIX MPU3HAKOB 00JIE3HU MOCIIE IIepHoJa OTHOCUTEIBLHOIO MOTOPHOTO Oaronoiydus. B ator
nepuoa (10 2—3X JeT >KU3HU) MPOUCXOJUT MHTCHCHUBHOE €CTECTBEHHOE PA3BUTHE CKEJIETHBIX
MBI, Tpeo0Iaarolee HaJ TCTPO(GUIECKUMU MTPOLIECCAMU, B CBA3H C UYEM CUMIITOMBI OOJIE3HU
OOBIYHO BBIPAKEHBI HE3HAUMUTENBbHO, MM HUX OOHapykeHue TpedyeT yriyOJIeHHOro u
TIIATEIBHOrO Moucka. OAHAKO HpU TIIATEILHOM OCMOTpe M cOOpe aHaMHe3a 4acTO Ha 3TOH
cTaauu OOJIE3HM BBISIBIISETCS 3a/€pKKa PEUueBOrO0 U MOTOPHOrO pa3BuUTHS. PebOeHok mozxe
HAaYMHAET JEp’KaTh TOJIOBY, CaMOCTOATENBbHO cuiaeTbh W xoauth. [Ipm MJIJ] netu 3agactyro
HAYMHAIOT XOAUTH B Bo3pacTe 18 MecsieB u crapiie. Takxke ciydallHOM HAXOAKOW MOXKET OBITh
6eccumnromuoe nosbienne KOK u tpancamunas. [losbimenne KOK (B necsats u qaxke COTHU
pa3) HaOnrogaeTcs cpasy Mmocie poxkIeHUs MalbunKa U Ha aMOyJaTOPHBIX CTaausX 3ab0seBaHusl,
Y JIOJDKHO pacCMaTpyBaThCS BPayoM KakK OJIHO3HAYHBIN MOBOJ 3anmono3pute MJIJI u mpoBectu
JanbHEeHIIne UCCIeJOBaHus I TIOATBEP KIACHHUS UM UCKITIOYEHUsI JaHHOTO 3a00JeBaHMs (CM.
paznen 2.3). [Hoseimenue AJIT u ACT (Tak ke 4acTo B JECATKH pa3) U JAKTaTAETHIPOTeHa3bI
(JIAI) (B HeckoabKo pa3) umeroT mpu M1/ MbltiedHoe, a He MeYeHOYHOE MPOUCXOXKICHHUE.

Ha panneit amOynatopHoii ctamuu (00brdHO ¢ 3-5 jer) HaOdIOAarOTCs CleNyroIIHe
knaccuueckue npuszHaku M/l HapacTaromas MpledHast c1abocth (00JbIe B MPOKCUMATBHBIX

oThenax pykK M HOT), CHIKCHHME TOJEPAHTHOCTH K Harpy3kaM, ObICTpas yTOMIISIEMOCTb,
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HEYKJIIOKECTh, YacThle MaJleHus, 3aTPYAHEHUs MpU noabeme mo jectHuue. [Ipu mogbeme u3
MOJIOKEHHS CUJS Ha MOy WJIM HAa KOPTOYKaxX MalMEeHT MCIOoNb3yeT mpueM [oBepca («moabem
JECEHKO» — ymupaercs pykamMu Ha coOCTBeHHble Oenpa, momoras cebe MHOTHATHCS B
BEPTHUKAIBHOE MOJI0KEHHE), TOXOAKA CTAHOBUTCS NIEpEeBaIMBaIOLIEICS (TaKk Ha3bIBaeMast «yTHHAs
MOXO0/IKa»). XapaKTepHO XOXKIACHHE Ha MbICKaxX WJIM HoJyluedkax mnanblieB Hor. [Ipu ocmotpe
MOTYT OOHApYKMBAaThCSI TICEBIOTHUMEPTPO(US MBI TOJCHEH, «KPBUIOBUAHBIC» JIOMATKH,
TUIIEPIIOPA03 TOSCHUYHOTO OT/eNa MO3BOHOYHHKA, CHUIKECHHE CYXOKWIIBHBIX pEeQIIEKCOB HU
ToHyca MbIm. Ha 3Toit craguu (B 3—5 net) yxe B 5% ciydaeB MOKHO OOHAPYKHUTh MOPakeHUE
CepJICYHON MBILIIBI (KapAMOMHUOINATHA) B BUJE CUCTOJIMYECKON MHOKApAMAIBLHOU TUCHYHKIIUU
(cHmKeHUe (pakIuu BEIOpOca JICBOTO JKelyiouka MeHee 55% B ucciaenoBanuu 1o TelXroibIry)
[12]. Ilpu »>TOM pasmep JE€BOro IKeilylodyka Kak TMpaBwio He ysenuueH. Ilpu
anextpokapanorpadun (OKI') BeIABISETCS TaXUKap/IKsl B THEBHOE U HOYHOE BPEMsT; YKOPOUCHUE
uHTepBana PQ, mpu3HaKy MOBBIIIEHUS SJIEKTPHUYECKON aKTUBHOCTH IPABOro XKemyaouka (3yder
R> S B otBepenusx V1-V2), a Takke yBennuenne aMiuinty sl 3yona Q B orseaenusix 111, aVF,
V5-V6 [28, 83-93].

Ha no3aneii amOynatopHoi cTannu ci1abocTh MBIIII HEYKIIOHHO ITporpeccupyeT. Xoanba
CYILIECTBEHHO 3aTpPyIHSAETCS, YBEIUYHMBACTCS THUIIEPIOPA03 IO3BOHOYHHMKA, (POPMHUPYIOTCS
KOHTPaKTYyphl (OJHHUMH W3 TIEPBBIX MOSBIISIOTCS KOHTPAKTYPHl TOJIEHOCTOIHBIX CYCTaBOB). B
Bo3pacte 6—9 ner kapauoMuonaTHs BbIABIsSeTCS yxke B 18% ciydaeB B BHJIE CHCTOIMYECKOMN
MHUOKapananbHoOi auchyHkuuu. CoriacHO peKoMEHAALusM, HeoOXOAMMa eXerojHas OLIeHKa
COCTOSIHUS CepAlla; Ha3HaueHue HHruoutopos AIID.

WIA aHTaroHHCTOB PEIENTOpPOB aHTHOTEeH3WHA Il K MOMEHTY JOCTHKEHHS MAIlMeHTOM
Bo3pacta 10 ner [28,83,93].

PanHsis  HeamOynaTopHas  CTagusl  XapakTepusyeTrcs  yTpaToil  crnocoOHOCTH
CaMOCTOSITENILHO MEePE/IBUTAThCsl, P€OCHOK BBIHYK/ICH M0JIb30BATHCS KPECIOM-KaTaJIKOH, KOTOPOi
MOXET VIPaBISATH CaMOCTOSITETIbHO TIOKa COXpaHEHa JIBUTATelIbHAs AaKTHBHOCTh PYK.
[IporpeccupoBanue 60s1e3HU MPUBOIUT K (HOPMUPOBAHHIO CTUOATETHHBIX KOHTPAKTYP KOJIEHHBIX,
Ta300€pEHHBIX M JIOKTEBBIX CyCTaBOB. DopMHpyeTCs BBIPAXKEHHBIM S-00pa3HbBI CKOJINO3.
Hauunatot pa3BuBaThCs cepieuHas U JeroyHas HepocTarouyHocTs. B Bospacte 10—13 et u3-3a
CHI)KEHMsI (U3MYECKON Harpy3ku (B TEpBYIO oOuepelb H3-3a yTpaTbl CIOCOOHOCTH K
CaMOCTOSITEIbHOW ~ XOApOe)  CHWXKaeTcs  (pu3nMonormveckas Harpyska Ha  MHOKap..
Kapnuomuonatuss B BHJE CHUCTONIMYECKONM MHMOKapIuadbHOW AMCOYHKIMKM Ha 3TOH cTaauu

Oose3nu BoisiBIIsieTcs B 18% ciyuaes [28, 83—93].

11



Ha mno3ngneit HeamOymatopHO# cramuu (GYHKIHUS BEPXHUX KOHEYHOCTEH IOCTENEHHO
yrpaunBaercs [3,6,7]. Eme Oonbiiie HapacTaloT cepievHas 1 JIETOYHAs! HEJTOCTATOYHOCTH.

®ubpo3 cepala NPUBOAUT K Pa3BUTUIO JWIATALMOHHON KapIAMOMHOIIATUH, HAPYLIEHUIO
pUTMa U MPOBOAMMOCTH MHOKapia. YacTora BbISBICHHA KapAMOMHUOIIATUU YBEIMYMUBACTCA N0
38% B Bo3pacte 14 net, 1o 57% B 15 ner, a y nun crapuie 18 net yxe 6onbiie, yem B 61% citydaes
[8,9].

Cepnednasi maToJIOrUs MOXKET JOJITO MPOTEKaTh CyOKIMHUYECKH (0€3 SIBHBIX CUMIITOMOB
CepAeYHON HeI0CTaTOYHOCTH) IIOCKOJIbKY MPU3HAKU XPOHUYECKOM cepliedHO HeJ0CTaTOUHOCTH
ITA cTagmu 3aMeTHBI TOJBKO MpU PU3HUECKOM HArpy3Ke, HO Ha HeaMOyJIaTOPHOM CTaauu 00JIbHON
HE MOXXET ce0e MO3BOJINTh (PU3UUECKYIO HAarpy3Ky, HEOOXOAUMYIO Ui MIPOSIBICHUS CEPACYHON
HepocTaTouHocTu. [lo Mepe nporpeccupoBanusi 00JIE3HH Yy MAllMEHTA MOSIBISETCS BbIpaK€HHAs
TaXUKapaus, Aajee MOTyT IPUCOEANHATHCS OTEKH, JUCITHOI (BpEeMs MOSIBIIEHUS] KOTOPOTO 3aBUCHUT
OT COCTOSIHMSI JbIXaTelbHbIX Mbll). Ilpu kputnueckoMm cHuxeHuu ¢paxuuu BeiOpoca (DB
<35%), a Taxke Ha poHe Gudpo3a JIEBOTO KEITyA0UKa Pa3BUBACTCS aHACAPKA, ACITUT, BRIPAKCHHAS
ciabocTh u taxukapaus [28, 83-93]. B atux ciyuasx Ha Jqr000M dTare MOTYT MPHUCOETUHATHCS
HAPYILICHUS CEPICYHOr0 PUTMA Pa3IMUHOro Xapakrepa [28].

[TopaxeHue Nerkux HPUBOAUT K XPOHUYECKUM DPECHUPATOPHBIM HH(EKIHSIM y BCEX
nanueHToB. C moTtepeil amMOyiaaTOpHOCTH ku3HEHHas eMKocTh Jjerkux (JKEJI) HeykinoHHO
ymenbiaercs Ha 8—12% B roxa. Y OoJbIIMHCTBA OONBHBIX OOHAPYKUBAETCS OOCTPYKTUBHOE
arHood cHa [ 14].

HccnenoBanust MOKa3bIBAlOT 3HAYMTEIBHO 0o0J€e BBICOKYIO paclpOCTPaHEHHOCTh
KOTHUTUBHBIX HAPYIICHHWI U MOBEICHYECKUX paccTpodcTB cpeau mn ¢ M/IJI o cpaBHeHuIO ¢
oOureit monymsueil. B pabotax HE0THOKPAaTHO COOOIANIOCH O OBBIIIEHHBIX YPOBHSAX CUHIpPOMA
nepuuura BHUMaHUA ¢ runepakTuBHocThio (C/JIBIT mmm rpynma «F90 ['unmepkunernyeckue
paccrpoiictBa» o Bepcun MKB-10 apantupoBannoii B Poccuiickoit deaepannn), paccTpoiicTB
ayructuyeckoro crnektpa (PAC wnu rpynna «F84 OOmme paccTpoilcTBa MCHUXOJIOTHYECKOTIO
pa3zsutus» mno Bepcun MKDB-10 amantupoBanHoit B Poccuiickoit denepaunun), paccTpoucTB
oOyuenus (rpynmna «F81 Crenuduueckue paccTpoiicTBa pa3BUTHS YU€OHBIX HABBIKOBY [0 BEPCUHU
MKB-10 agantupoBanHoii B Poccuiickoit denepanyn), MHTEIIEKTyalbHbIX HApYLIEHUH (Tpymia
«F70-F79 VYwmcrtBeHHas ortcranmocts» no Bepcun MKDB-10 agantupoBanHOi B Poccuiickoi
®enepanun), o0cecCUBHO-KOMITYJIbcUBHOTO pacctpoiictBa (OKP), TpeBOKHBIX paccTpoicTB U
noBeJieHUecKuX pacctpoiictB (rpymma «F91 PacctpoiictBa nmosenenus» no Bepcun MKB-10
ajantupoBanHoi B Poccuiickoit denepanuu), y manuentos ¢ MJ1/1 [168, 169]. [lononaHuTenbHO,

PETYISIPHBINA MPUEM KOPTUKOCTEPOUA0B cucTteMHoro AeiicTBus (ATX: H02) moxkeT mpuBOIUTH K

12



W3MEHEHHUIO TICUXMYECKOr0 COCTOSIHMS y manveHToB ¢ MJIJl u pa3BUTHIO pa3IWYHBIX
IICUXUYECKUX PACCTPOMCTB: OT HAPYIICHUH HACTPOEHUS U MOBBIIIEHHON Pa3ApaKUTEIbHOCTH 10
NICUXOTHYECKHUX paccTpoiicTB [171, 172]. Bcé BhlenepeuncieHHoe TpeOyeT JONOTHUTEIBHOTO
BHHUMaHus K nmanuentam ¢ MJI/] co croponsl Bpauei-nicuxuaTpoB (Bpayeii-ncuxuaTpoB IETCKUX ).

B cBs13u ¢ perynsipHbIM IPUEMOM KOPTUKOCTEPOMUJIOB CUCTEMHOIO JEUCTBUS Y MHOTHX
NAIMEHTOB Pa3BUBAIOTCS TaKHE HEXKEJaTelIbHbIC SBJICHUS KaK HapyLIEHHs pOCTa U IOJIOBOTO
CO3PEBAHMs, HAJIOYEYHHUKOBAsI HEJIOCTATOYHOCTb, HApPYLIEHHE TOJIEPAHTHOCTU K IJIIOKO3€ U
caxapHplii Juaber 2-ro TuUIA, apTepuaibHas TUIEPTEH3Us, YCUJIEHHE OCTEOIopo3a,
dbopMupoBaHue KaTapakThl. Bee nepeunicieHHble HApyIIEHUs TPEOYIOT 00513aTENbHON KOPPEKIHH
¥ HaOMIOJIEHHST Y TPO(QUIIBHBIX CIIEIUAINCTOB.

Octeonopo3 BcTpevaercs y Beex aereid ¢ MJI/] u BeisiBisieTcs TOra, Korjaa MaJlbuuKH €1lie
CIIOCOOHBI K CAMOCTOSTETbHOMY INepeaBkeHn0. C BO3pacToM IUIOTHOCTh KOCTEH MPOAOIKAET
yMmeHbIaTecs. [lepenoMbl TpyOdaThIX KOCTEH, CBSI3aHHBIE C OCTEOMOPO30M U YacCThIMU
NaJCHUSIMH, BCTPEUYAIOTCS 4acTo, MpUOIu3nuTenbHo y 21-44% nanuenTos [19,20].

VY GompHbIx ¢ MJI/] yacTo OBIBaOT OCIOKHEHHS CO CTOPOHBI KEIyT0YHO-KHIIEYHOTO
TpakTa U MpoOJeMbl C MUTAHHUEM, KOTOpPbIEe MPUBOASAT K AUCOANIaHCy MUTATENbHBIX BELIECTB U
KUAKOCTU, TIOTEpe WM HaoOOpoT, Habopy Maccel Tena. B mo3aneil craaum 3a0oneBaHUs
HOSIBIISIFOTCS 1uc(arus 1 KOHTPaKTypa HUKHEH YeTIOCTH.

B OonpmmHCTBE citydaeB cMmepTh mnamueHToB ¢ MJIJ] HacTymaer oOT cepiaeyHOl
JBIXaTEJIbHON HEAOCTATOYHOCTH B KOHIIE BTOPOTO — CEPEIMHE TPETHETO AECATHIIETUS )KU3HU. TeM
HE MEHee, CBOEBPEMEHHOE Ha3HAYEHHUE CTaHIapTHOM Tepaniyi — KOPTUKOCTEPOUIOB CUCTEMHOTO
JeNCTBUS, KOPPEKLUsI U KOHTPOJIb YpOBHS BUTaMHMHa D, ¢u3uueckas tepanusi U peryispHas
¢uznyeckass akTHUBHOCTh M NPOBEACHHE PEaOUIUTALIMOHHBIX MEPONPUSTUN, CBOEBPEMEHHBIH
KOHTPOJb paboThl CEpPAECYHO-COCYIUCTOM M JIBIXAaTENbHOM CHUCTEM, BKYyNE C TOSBICHHEM
NaTOTEHETHUYECKUX METOAOB  TEPAallMM  MO3BOJIIIOT  CErofHs 3HAYUTEIbHO  YBEINYMUTH
NPOIOJDKUTEILHOCTh U Ka4eCTBO *u3HH marmentos ¢ MJIJT [178-180].

MJIb sBnsercs Oosee moOpokadecTBeHHOU (opmoit Oonesnu. JleOroT HabmomaeTcs
3HAUUTENBHO MO3XKe, B Bo3pacte 10-20 ner. 3a0oneBaHue MpoOrpeccupyer MEAIECHHO U PEAKO
npuBoIUT K mHBamuau3zanuu a0 40 ner. Maremnekt npu MJIb o6bruno coxpaunen. [Ipu MJIb
XapaKTepHO TMOpak€HWE MHUOKapJa U pa3BUTHE TUNEPTPOGUUECKON WM IUIaTallMOHHON
kapauomuonaTuu (10 50% ciaydaes) [29].

[Tpubmusurensno B 8% mnposiBienus MJIJl moxer HaOdr0AaThCs y TE€TEPO3UTOTHBIX
KEHIMH-HOCUTEINEH Je(EeKTHOTO TreHa. ITO MOXKET MPOUCXOIUTh B PE3y/IbTaTe TAKMX HAPYILICHHUHA

KaK JIaWoOHW3amusl (MHAKTUBAIKUS) XPOMOCOMBI X, TTOJIHOW WJIM MO3aWdHON (opMax CHHApoOMaA
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[llepemenckoro-Tepuepa. Knunuueckue mposiBIEHUS OOBIYHO JACOIOTUPYIOT B TEPHOJ
TOPMOHAJIBHBIX TIEPECTPOEK, TAKUX Kak OEpEeMEHHOCTb, HA4YaJ0 MEHCTpyalul, KIMMAakKc.
3abosneBaHue y )KEHIUH 00BIYHO (HO HE BCET/ja) MPOTEKAET B 3HAUUTEIILHO OoJiee MATKOH dopme,
yeM y MyxuuH. [loMMMO MbIIeyHOM cl1aboCTH, OOCTaTOYHO YacTO MOTYT HaOIoAaThes
HApYIICHUS CO CTOPOHBI CEPACYHO-COCYIUCTON CHUCTEMBI, TaKHUE KaK HapYyLICHHS CEpACUHOTO
pUTMa, pa3BUTHE AUIATALIMOHHON KapauoMuonaruu [30].

Huddepenumansaas aumarnoctuka MJIJI/MIB npoBomutcst co BcemMu OO0JIe3HSMH,
OCHOBHBIM KJIMHUYECKUM TPOSBICHHEM KOTOPBIX SBISICTCS MbIieyHas ciiabocts [137,139].
[TepevyeHr OCHOBHBIX 3a00yIeBaHUH, BXOASIIUN B AuddepeHnnanbabii auarnos npu MJI/M/IB,

npescranieH B [Ipunoxennn A3.2.

2. InarnocTuka 3a00/1eBaHUS WM COCTOSIHUA (TPyNbI 32001eBaHUI
WIH COCTOSTHM), MEIUIIMHCKHE NMOKA3AHUS U IPOTHBONMOKA3AHUSA K

NMPUMEHEHNI0 METOA0B THUATHOCTHKH
Obpawaem gHumanue, 4mo, CO2NACHO MPebOBAHUAM K pA3PAOOMKeE KIUHUYECKUX PeKOMEHOayuli,
K KAdiCOOMY me3UCy-peKomMeHoayuu HeobXoo0umMo YKa3vleamv CUNLY PEKOMeHOayuti U
odokazamenvHylo 06a3y 8 CcOoOmeemcmeuu CcO WKAIAMU OYEHKU YPOBHA OO0CMOBEPHOCMU
ooxazamenvcms (V/]) u yposus yoeoumenvnocmu pexomenoayuti (YYP). Jlna mnoeux mesucos
YVP u V]I 6yoem Huskum no npuyune OMCYMCMEUs NOCEAUJEHHBLIX UM KIUHUYECKUX
uccnedosanuil 8vlcoko2o ouzauna. Hessupas ma smo, onu aenAOmMcsa  HeoOXOOUMbIMU
nemeHmamu 06¢c1e008anus nayueHma 0Jisl YCMAaHo81eHUs OUa2HO3a U 8b100pa MAKMUKU Ne4eHUs.
Huaenoz MI/I/MJ]B ycmanagnusaemcs Ha 0CHOBAHUU COBOKYNHOCMU OAHHbIX.
*  AHAMHeCMmUYecKux,
*  KIUHUYECKUX,
*  pe3yibmamog 1abopamopHo20 UCCe008aHUus  (buoXumMuyeckozo U  MONEKYIAPHO-
2EHEeMUYecKo20 aHaIU3a).
K 6onpocam ougppepenyuanvroii ouacnocmuku ciedyem nooxooums 0c000 GHUMAMENLHO (CM.
Ipunooicenue A3.2).
Kputepun ycraHoBJIeHUs TMATHO32 U COCTOSTHHUS.
JlmarHo3 ycTaHaBIMBaeTCs Ha OCHOBAHWU PE3YJIbTATOB  MOJEKYISPHO-TEHETHYECKOTO
oOciieIoBaHus, B Cllydae BBISBICHHS IMATOTCHHBIX (BEpOSTHO-ITATOTCHHBIX) BApUAHTOB B TCHE

DMD.

2.1 ’Kaja00bLI 1 aHAMHE3
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[Tpu cbope anamHesa u xkajnod ciexyeT oOpaTUTh BHUMaHUE Ha:

* OeccuMnTOMHOE NOBbIIeHHE akTUBHOCTH TpancamuHas (AJIT, ACT) u KOK, JIIAT" B
CBIBOPOTKE KPOBH;

*  3aJIep>KKY JBUraTeIbHOI'O M PEUEBOrO PA3BUTHUSA;

*  IICEBJIOTUIEPTPOQHIO MBI FOJICHH;

*  IOBBILIEHHYIO YTOMJISIEMOCTDH (CHM)KEHHUE BBIHOCIMBOCTH);

*  YacTbl€ MaJICHUS WIH HEYKIII0)KECTB;

* U3MEHEHHUE MaTTepHa MOXOAKH;

*  TPYIHOCTH IPH MOABEME I10 JIECTHHUIIE;

*  CJIO’)KHOCTH BBIIIOJIHEHHUS! OOBIYHBIX MOTOPHBIX 3afaHui (IpucenaHus, Oer Wik MpeoojeHue
IPENSITCTBUI), HECIIOCOOHOCTD IPBITaTh;

*  HUCMOJIb30BAaHUE BCIIOMOIAaTENbHBIX MPUEMOB ['oBepca Mpu noabeMe ¢ 1ona;

*  xoab0y Ha Majiblax;

*  CHWKEHHE MBIIIEYHOIO TOHYCA;

*  CHIDKEHHE WIH OTCYTCTBHE CYXOKMIIBHBIX Pe(IeKCOB;

* 0014 B MBIIINAX;

* 0OIlM B CIIUHE;

* OSKBUHYCHYIO YCTaHOBKY CTOII;

*  yTpaTy HaBbIKa CAMOCTOSITEJIbHOM X0/1bOBI;

* IIOBEJCHUYECKHE HapYIICHHUS,

*  3a/Iep>KKy PEUEBOT0 Pa3BUTHS WM HAPYIIECHUS apTUKYIISILNY;

* TPYIHOCTHU C O0Oy4YE€HHEM U BHUMAHUEM;

*  00IIYyI0 MBILIIEYHYIO CJIa00CTh U OBICTPYIO U3HUYECKask YTOMIISIEMOCTh

» kapauomumomnatwuio [1-3,6,39,42].

AHaMmHecTHYCCKHUE COGLITI/IH, Ha KOTOPHBIC HCO6XO,[[I/IMO 06paTI/ITB BHUMAHHUC Yy MMAallTUCHTOB

¢ mono3penuem Ha MJIJI/M/Ib:

*  IIOJI MAlIUEHTAa — MYXKCKOW;

*  yCTaHOBJEHHbIN quarHo3 «lIporpeccupyromas MUOAUCTPODUSI» Yy POACTBEHHUKOB
MY3KCKOT'O I10J1a IO MaTEPUHCKON JIMHUM UM HEYTOYHEHHOE HEPBHO-MBIILIEYHOE
3a00JIEBaHUE;

*  YCTaHOBJIEHHBIN ()aKT HATMYUS B CEMbE JKEHIIIMH-HOCUTENIbHUI] TAaTOT€HHOI'0 BapHaHTa B
reae DMD;

* mo3aHee GOpMUPOBAHKE HABBIKA CAMOCTOSATEIHHONU XObObI;
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3aJIepPKKY CTAHOBJICHUS PEYH;
3HaunTenbHOe noBeieHne KOK B anamuese;
NeOI0T KIIMHUYECKUX MTPOSIBJIECHUI B OONBIIMHCTBE cllyyaeB B Bo3zpacte 2—5 set ainsa MU/ u
10-11 ner ms MIB [1, 2, 38, 41, 178, 181-183].
JKanoObl 1 aHaMHe3 TaKkke ONUCaHbl B pazjene «KinuHuueckas kapTUHA 3a00J1€BaHUS MU

COCTOSTHUS (TPYIIIBI 3a00JICBAHUN UM COCTOSIHUMN ).

2.2 Pu3ukajabHoe 00CaeT0BAHUE

dusukanbHOE 00CIIeI0BaHNE MMAIMEHTOB Mpu noao3penun Ha M1/ M/Ib Bkirodaer:

U3MEpEeHUe pocCTa;
W3MEPEHHUE MaCChl Tea;

BHU3YaJIbHYIO OIIEHKY MTOXOJKH: MHOIIATHYECKas, TI0 TUITY MepeBaiuBaronieics (yTUHON);
BU3yaJbHOE  HCCJIENOBAHUE MBI  TCEBAOTUNEPTPO(PUS  MKPOHOXKHBIX  MBIIIII,
MIPOKCUMAIILHOE pachpeielieHue MBIIICUHbIX THII0/aTpoduil U mape3oB;

WCCIIEOBAHUE MBIIIEYHOTO TOHYCA: CHHXXEHHE MBIIIEYHOrO TOHYca, OOJbIIe B
MIPOKCUMAJIBHBIX OT/IEJIaX; HCCJIEIOBAHUE MBIIICUHON CHJIBI KOHEYHOCTEH (ompeeneHue
JTUHAMHYECKON CHIIBI OJJHOW MBIIIIBI) C OLIEHKON aKTUBHOTO MOJbeMa IOJIOBBI peOeHKa U3
MOJIOKEHUS JieKa Ha CIIMHE, CaMOCTOSATeNbHOro (0e3 MOCTOpPOHHEH MOMOINM) TMOIbeMa
pebeHKa B BEpTUKAIBHOE TTOJIOKEHUE U3 TIOJIOKESHHS JIEKa Ha CIIMHE, U3 TTOJIOKEHUS CUJI HA
CTyJIe: BBIABJIICHHE CJIA00CTH MPOKCUMAIBHBIX MBIIIII, MBIIII] Ta30BOT0 M IJIEYEBOTO MOsCa,
AKCHAJIBHBIX MBIIIIIT;

HCCIIEIOBaHNE CYXOXKHIIBHBIX Pe(IIEKCOB: CHUKEHHUE WJIH YTPaTa CyXOKUIbHBIX peIeKCOB;
OCMOTpP KOCTHO-CYCTaBHOW CHCTEMBI C OIEHKOH OCaHKH, 00beMa aKTHUBHBIX M MACCHUBHBIX
newkennit (Onpenenenue oObeMa TMACCUBHOTO JBUKEHHUS OJHOTO CyCTaBa B OJIHOU
mockocTd. OmpeneneHne oO0bemMa aKTHBHOTO JBWDKEHHS OJHOTO CycTaBa B OJIHOM
IJIOCKOCTH), MaHYyallbHBIM HCCIEIOBAaHWEM MBI (TaJbMalus MBIIII): MOSCHUYHBIN
TUNIEPIIOP/I03, TYTOMOJABUKHOCTh WM KOHTPAKTYpPbl T'OJIEHOCTOMHBIX CYCTaBOB, CKOJIMO3,
«KPBUTOBUIHBICY JIOMIATKH, AePopMalius rpyIHON KIETKH, YIUIOMICHUE U 1eopMaIius CToI;
OIICHKAa HEPBHO-TICUXMYECKOTO pa3BUTHA pPEOCHKA, €ro COOTBETCTBHS BO3PACTy IIyTEM
OCMOTpa, ompoca: CcuHApoM nedunurta BHUMaHUS u runepaktuBHocTu (CJBI),
ayTUCTUYECKHE MIPOSIBJICHMUS, 00CeCCUBHO-KOMITYJIbCUBHBIE paccTpoiicTBa,
HETIPOTPECCUPYIOIHNE  OTKJIOHEHHWS B KOTHUTUBHBIX  QYHKIUAX  (HapylieHue
KPaTKOBPEMEHHOM CJIOBECHOM MaMSTH, JUCICKCHUS, CTICITU(UUECKIE PACCTPOUCTBA O0yUEHNS;
HAJTMYME SMOIIMOHAIBHBIX PACCTPONCTB: ACTIPECCHSI, TPEBOKHOCTD, a)(DeKTUBHOCTH );
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* HCCJENOBaHUE CEpPACUHO-COCYIUCTOW CHUCTEMBbl (M3MEpEHHE apTepUaNbHOIO JAaBJICHUS Ha
nepudepuyecKux apTepusiX, M3MEPEHHE YacTOThl CEpALICOMEHHs): YBEIMYEHHUE YacTOTHI
CepACYHBIX COKpAIICHUH, TOBBIIIEHNUE apTEPUATLHOTO JaBICHHUS;

*  HCCleI0OBaHUE JIBIXaTEIbHON CUCTEMBI (M3MEPEHUE YAaCTOThI JbIXaHUs): YBEIHMUEHUE YaCTOThI
npixarenbHbIx amkenui (UJ1J1), ocnabneHHoe npixanue npu ayckyasramuu [1,2,38].

[Togpo6Ho nanHbIe (GU3MKATBHOTO OOCIEAOBAaHMS ONUCaHbl B pasnene «KinnHuveckas KapTHHA

3200JIeBaHUS UM COCTOSIHUS (TPYIIITBI 3a00ICBAHHI U COCTOSTHHM )».

2.3 JIaGopaTopHbIe TMATHOCTHYECKHE HCCIe10BAHUS

Pannss ouaenocmuxa M u MIB — 3an0e npasuibHoco 6edeHUs NAYUEHMOS,
CB0€B8PEMEHHO20 UCNOIb30BAHUSL OOCTYNHBIX CXeM Mepanuu U peaounumayuu s npo@PUIAKMUKU

OCJIO.?fCHeHuLz, COXpAHERUA Kavecmea U I’lpOOOﬂOfCMmeﬂbHOCWZZ/l HCUSHU nayuUueHnoe.

e PexoMeHnayercsi omnpenelieHHEe AaKTUBHOCTH KpEaTHMHKUHA3bl B KPOBH BCEM THAllEHTaM C
KIIMHAYECKUMHU CHMITOMaMH, XapakTepHbiMu a1 MJIJI/MJIb, ¢ 1menpio paHHEH JUarHOCTHKH
6onesnu [2, 181, 183].

YpoBenb yoenureabHocTH pekomenaanuii — C (YpoBeHb 10CTOBEPHOCTH I0KA3aTEIbCTB — 5)
Kommenrapuii: nogviuenue yposna KOK — obnueammwiii, pannuii OOKIUHUYECKUL NPUSHAK.
Xapaxmepuvim ona M/ saensemcs nosviwernue KOK 6 10-100 pa3. B noauknunuyeckux yciogusx
001U2AMHO NPOBOOUMb OnpedeleHue AKMUSHOCMU KPeamunKUHA3bl 8 Kpo8Uu 6cem O0emsm Ha
npueme  8pava-neouampa,  6pava-He8pono2d,  6pavad  NCUXUampa — 0emckoz20,  8pava-
ungbexyuonucma,  8pava-mMpasmMamosno2a-opmoneod, 8paya-eacmposanmeponoca, 6paia
0emcKo20-kapouonoea  npu  MAaKux — CUMNMOMAx KAk  3A0epiicKd — MOMOPHOZO,
Peuesoco/ncuxopeuego2o pazeumus Ul HapyweHus oowe2o pazeumus (UHMeNLIeKmyalbHble
napywenusi, PAC) pazeumus, ycmanocms, HeyKIIOM#CeCmyb, NIOCKOCMOnue, yacmole NaoeHus,
cnopaouyeckas xo0bba Ha YbINOYKAX, OudeHo3ax Oemckuill yepebpanvuvii naparuy (LI,
nepuHamanvhHoe nopadicenue yeunmpanvhou nepsnou cucmemvt (I [[HC), PAC, nosviuennoie
yposuu AJIT, ACT, JIT, cenamum 6eccumnmomHwlli HESICHOU SMUOI02UU, HAPYULeHUsT (DYHKYULL
MbllY HEYMOUYHEeHHOoe (4acmo CnomvlKaemcs, naoaem, HU3KAs 08USamenvHdas aKMUGHOCMb U
npou.), Hanuuue npuema 1'oeepca npu cmasanuu U3 NOJLOHCEHUsL 1eHCa, UMeemcs OMAOUWeH bl
anamues no MJJ] unu nanuyue y OIUBKUX POOCMBEHHUKOE HEYMOUHEHHO20 HEeUpPOMbIUEUHO20
3abonesanus. Ilpu eocnumanuzayuu 6 Hegposocudeckoe omoeneHue 00aUSAmHO Mecmuposamy
K®OK, AJIT, ACT, JIAT, IL[]® (onpedenenue akmusHocmu KpeamuHKUHA3bl 8 KPOSU, OnpedeieHue

aKkmueHocmu aﬂaHuHaMuHOMPCZHCd)epClS’bl 6 Kpoeu, onpe()eﬂeﬂue akmueHocmu
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acnapmamamuHompancgepasvl 8 Kpogu, onpeoenenue akmusHOCmu J1aKmamoe2uopo2eHassl 8

KpO8U, onpeodeieHue aKkmusHOCmu weio4Hotl hocghpamaszvl 6 Kposu).

* PexoMeHayeTcsi TPOBEICHHE MOJICKYJISIPHO-TEHETUUECKOro wuccienoBanuss B reHe DMD
(MonekynspHO-TeHETHYECKOE MCCie0BaHue Aenenuii B rene nucrpoduna npu MIJI/MJIB npu
MAJA/M/Ib (muoauctpodus dromena-bekkepa) B kpoBu; OnpeneneHie CTpyKTypHBIX BApHAHTOB
reHOB B oOpasime  OMOJIOTMYECKOro  Marepuana  JpyroM  HId  HEYTOYHEHHOM,
HEKJIaCCU(PUIIMPOBAHHBIE B JIPYIHX PyOpHKaX, METOJOM MHOXECTBEHHOHN JIMIa3HO-3aBUCUMOI
amruinukanuu 30810B; OnpeserneHne BapuaHTOB T€HOB B 00pa3ie OMOJIOrMYecKOoro MaTepuana
IPYroM WM HEYTOYHCHHOM, HEKJIacCCH(PUIIMPOBAHHBIE B JAPYrUX pPYOpUKax, METOJIOM
BBICOKOITPOU3BOUTEIHHOTO CEKBEHHUPOBAHMSI/TAPTE€THOTO BBICOKOTIPOU3BOAUTEIILHOTO
CEKBECHMPOBAHHs) BCEM MMALMEHTaM C CHMIITOMAaMH XapakTtepHbiMu it MIJI/M/IB wiu nanueHTam
6e3 cuMITOMOB, HO ¢ TIoBbIIIEHHBIM ypoBHEM KDK (6omnee 2000 En/n), ¢ 11en1b10 OATBEPKACHUS
JIMarHo3a U MPOBECHHS MEINKO-TEHETUYCCKOTO KOHCYIbTHPOBaHus ceMmbH [1-4, 42, 43].

YpoBenb yoenurenbHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 4)

KommenTapuii: uccredosanue npogooumcs npu nep8oHaA4aIbHOU YCMAHO8Ke OUASHO3d U He mpebyem
NOBMOpEeHULl NPU yaice YCMaHo8leHHoM ouazHose. Ilepeviti sman: onpedenienue Kpynuvix oeneyuti u
oynaukayuti 6 2ceme DMD memooom mynbmuniekcHou amniugukayuu 1ecuposaHublx 30H008
(MLPA). Bmopoii sman: npu omcymcmeuu KpynHolx oeneyuil uau oynauxayui 6 ecene DMD
cledyem npogecmu CeK8eHUposauue 2eHa Oas OOHAPYIHCeHUs. OOHOHYKIeOMUOHBIX 3AMEH.
Memoodom evibopa a6nsemcs  8bICOKONPOU3BOOUMENILHOE CEeK8EHUPO8anue (mapeemHuoe Uil
noanoskzomuoe). Ilpeonoscennviii ancopumm sviasisiem 98% eapuanmos 6 cene DMD. B cayuae
8blABIEHUS OOHOHYKIeOMUOHBIX 8apuUaHmMos  Memooom 8bICOKONPOU3800UMENLHO20
CEeKBEHUPOBAHUS, NPU HATUYUU NOKA3AHUL, ONpeoessieMblX 8PaA4OM-2eHemUKOM, MOodcem Oblmb

HA3HA4YeHA 6’0]11/[0611/;1/[}1 pesyibmanios Memooom CEeK6EHUpOBAarHUusl no CeHeepy.

* PexoMeHayeTcsi mareHTaM ¢ CUMIITOMaMH, Xxapakrepabivu st MJIJI/M/Ib wnn narmentam 6e3
CUMITOMOB, HO ¢ TOBBIIIEHHBIM ypoBHEM KDK (60nee 2000 Exn/m) 6Guoncust MBIIIIBI U MTATOIOTO-
aHATOMUYECKOE HMCCIIeJIOBaHHE OMOINCHUIHHOTO (OMepalroHHOT0) MaTepuana MBIIICYHOH TKaHU C
MPUMEHEHHEM HWMMYHOTHCTOXHMHUYECKUX METOJOB Ha HalW4yhe JIUCTpoduHA B CIydasx
COMHUTENBHBIX PE3YJIbTATOB T€HETUYECKOTO 00CIIeIOBaHMSI MJTH HEBO3MOKHOCTH €T0 TIPOBEICHUS
C TIEJIBIO TTOATBEPKICHUS TUarHo3a namuentam [ 1, 2].

YpoBensb yoenureabHocTH pekomMenaanuii — C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5)
KommeHTapuii: 6 6onvuuncmae ciyuaes ceHemuyeckux Memo0oo8 ucciedo8anusi 00CmamoyHo O

noomeepaicoenuss ouaznosa. Heooxooumo nomnums, umo cenemuyeckoe 0ociedo8anue no360sem
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noomeepoums, HO He HNO0360Jsiem UCKIIoYUmMs Haaudyue 3abonesanus. B cnyuasx, koeda
2eHemuyeckoe oociedosanue He nosgosem noomseepoums M//I/MJIB (nanpumep, npu 8visignenuu
8APUAHMOB HESCHOU KIUHUYECKOL 3HAYUMOCTMU, KOMOopble He Mo2ym Oblmb NPOKIACCUPUYUPOBAHbL
HA MOMEHmM 00CN1e0068aHUs), NPU COOMBEMCMEYIOWel KIUHUYEeCKOU KapmuHe U ¢ y4emom moeo,
umo opyeue HepeHO-MbluleyHble 3a000e8aHUSA ObLIU UCKIIOUEeHbl, BO03MOICHO NPOoGedeHUe OUONcuu
MBIUUYDBL U NAMOLO20AHAMOMULECKOe UCCIe008aHUe OUONCULIHO20 (ONepayuoHH020) mMamepuand
MbIULEYHOU MKAHU ¢ NPUMEHEeHUEeM UMMYHOSUCHOXUMUYECKUX MEeMOO08 C NOCIe0VIOWUM AHATUZOM

Haauuus beaka oucmpogpuna.

Pexomenayercst BceM nanueHTam ¢ kinHndeckumu npuznakamu MJIJI/M/JIb npoBenenue ananusa
KpOBH OHOXMMHYECKOTO OOIIETepaneBTUYeCKOro (MCCiIeoBaHue YpOBHS o0mero Oenka,
KpeaTMHMUHA, MOYEBHMHBI B KPOBH, OIpEIEICHHE aKTUBHOCTH allaHWHAMUHOTpaHc(epassbl,
acmapraTaMHHOTpaHc(epasbl, TaMMa-TIoTaMuiITpaHcdepasbl B KpPOBH) C IIENBIO  OLIGHKH
COCTOSIHMSI TI€YeHM W ToueK. Tak ke, TpH HEOOXOIUMOCTH, PEKOMEHIYETCS TPOBOIUTH
WCCIIC/IOBAaHUE YPOBHS TIIIOKO3bI, OMIMPYOMHA CBSI3aHHOTO (KOHBIOTHPOBAHHOTO), OMIMpYyOMHA
cBOOOMHOTrO (HEKOHBIOTUPOBAHHOIO) B KPOBH, OOILEro KalbllMs, MOHU3UPOBAHHOTO KaJbIIMS,
HEopranu4eckoro (Gocdopa B KPOBH C LEILIO OLEHKH KalblueBo-hochoproro oomena. [118-121,
130, 204].

YpoBennb yoenuteabnocTn pekomenaanmii — C (YpoBeHb 10CTOBEPHOCTH 10Ka3aTeJILCTB — 4)

Pexomenayercss BceM TMalMeHTaM ¢ KIMHUYeCKUMHU mpuzHakamu MJJI/MJIb  o6muii
(KIIMHUYECKUI) aHAJIN3 MOYH C IEJIbIO0 OIIEHKH COCTOSIHUS MOYEBBIBOIAIINX MTyTel U mouek [75].

YpoBennb yoenureabnocTn pekomenaanmii — C (YpoBeHb 10CTOBEPHOCTH 10Ka3aTeJILCTB — 4)

2.4 UncTpyMeHTAJbHBIE JIUATHOCTHYECKHE MCCIe10BAHNSI

HepequcvzeHHble KIUHUKO-UHCMPYMEHNMAIIbHbLE Memoobl UCCNe008aHUS HeoOX00UMbL 05

nepeuuHou u ougpepenyuanrbHol OuazHoCmuKy 601e3HuU.

PexoMeHnayercsi TIPOBOAUTH HCCJIEAOBAHHE CIPOBOIMPOBAHHBIX JIBIXaTEIBHBIX OOBEMOB,
HECIIPOBOIIMPOBAHHBIX JIBIXaTEIbHBIX 00HEMOB M MTOTOKOB narmentaM ¢ MJIJI/M/Ib, npu Hanmuumn
MOKa3aHWW, C T1eNbl0 CBOEBPEMEHHON JMAarHOCTUKU HapyIIeHWH (QYHKIUHA JbIXaHUS.
[10-14,40,44,45].

Yposenb yoenureabHocTH pekomenaanuii — C (YpoBeHb I0CTOBEPHOCTH A0KA3aTeIbCTB — 4)
KommenTapuu: oyenxa @yukyuu 6uewine2o ObIXAHUS NPOBOOUMCS MEMOOOM CHRUPOMEmpUuu

(MCCJZQ()O@GHM@ CnpoeoyuUpoOBaHHbIX ObIXAMENbHBIX 061)6]1/106, HecnposoyupoBaHHblX ObIXAMENbHbIX
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00beM08 U NOMOKO0B), €dHcec00HO (Ul Npu HeoOXOOUMOCMU 08aHCObl 8 200) ¢ 5 nem npu

BO3MOINCHOCMU I’lpO@@()eHMfl.

* PexomeHnayeTrcsi IpoBeIcHHE MAarHUTHO-PE30HAHCHON ToMorpaduu MbiiedHoi cuctemsl (MPT
1eneBbIX M) manueaTam ¢ M/[JI/MJIb ¢ 11e1b10 O1IeHKH CTENeHU MOPAKSHUS MBIIIICYHON TKaH!
MpY MOCTAHOBKE JIMArHoO3a M B JUHAMUKE MO MokazaHusMm [38, 46].

YpoBenb yoenuTeabHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEeJILCTB — 4)
KommenTapuii: nposooumcs no noxazanusm (¢ yenvio oug@eperyuaivHot OuacHoCmuKl, KaK
OONONHUMENbHBILL Memo0 HOOMEEPHCOeHUsT OUACHO3A 6 COMHUMENbHLIX CAYYAAX U aHAIU3A
pazeumusi 3ab0nesanust 8 OuHamuxe). JJanHolii Memoo 006Cied08anus A611emcs OONOIHUMETbHBIM.
MPT  wmbiuwy  (MGZHUMHO-PE3OHAHCHAS  MOMOSPADUA  MbIUEYHOU  CUCmeMbl)  NO0360Ji1em
BU3VATUUPOBAML CMeneHb oucmpoduu u  Guopoza mvlueunoti mranu. Buzyanusupyemcs
XapaxkmepHulll nammepH NOpaxfcenus mvluy 06eopa (MAKCUMAlbHOe NOPAadCeHue NPUBOOAUUX
mblwy 6eopa npu COXPAHHOCMU MOHKOU U NOPMHSANCHOU Mblly) U 207eHU (dHcuposas
unurbmpayus 6 Kamoaio8UOHbIX U MAL00EPYOBbIX MbIUYAX U OMHOCUMENbHASL COXPAHHOCb

bonvbutebepyosoil moiiuysl) [94].

e PexomeHnayeTcsi poBelicHHE PEHTICHOTrpa(UU TPYAHOTO M MOSICHUYHOTO OTJIEIa TTO3BOHOYHUKA
(WU KOMIBIOTEpHAst TOMOTpadus TO3BOHOYHUKA (OJIUH OT/eN)) B OOKOBOM MPOEKIINY MaIlUeHTaM
¢ MIAIA/MJIb co ckommo3oM, xkadob0amMu Ha OOJIb B TIOSCHHIIE, a TAaKKe BCEM IallMCHTaM,
MOTEPSBITUM CIIOCOOHOCTHh XOJIUTh, C IEIbI0 OIEHKH CTENEHU Pa3BUTHS CKOJIMO3a, BBISBICHHUS
MepeIOMOB MO3BOHOYHUKA, a TAKXKE C LEIbI0 ONpeAeNIeHUs HEOOXOAUMOCTH JISYEHUS OCTE0Nopo3a
oucdochonaramu; ornpeneraeHus: HEOOXOAMMOCTH, BO3MOXKHOCTH U 00bEeMa XHUPYPrHuecKoro
BMemarenbeTBa [31, 126-128, 157].

YpoBenb yoenuTeabHOCTH pekoMenaanuii — C (YypoBeHb J0CTOBEPHOCTH JI0KA3aTeIbLCTB — D)
KommenTapuu: peumeenocpaghus 2pyoHoeo u NOACHUYHO20 OmOenla NO380HOYHUKA 68 DOKO0BOU
npoeKyuu npoeooumcs Kaxicovle 1-2 200a y nayueHmos, APUHUMAIOWUX KOPMUKOCMEPOUObl
cucmemHo20 Oeticmeusi, u Kaxcovle 2-3 200a y nayueHmos, He NPUHUMAIOWUX KOPMUKOCMePOUobl
cucmemmnoco oeticmsusi [1], a makace nposooumcs 08axicobl 8 200 NAYUEHMAM, NOMEPAGUIUM

CNOCOOHOCMb X00UMb, C HCANOOAMU HA DOb 8 CNUHE, CO CKOAUOZOM U 2UNEPIOPOO3OM.

* PexoMeHyeTcsi pEHTI€HOACHCUTOMETPUS IOSCHUYHOIO OT/A€Na INO3BOHOYHMKA IallUEHTaM C
MIJI/MJIb B 60KOBO# MPOEKITUU C IIEJIBIO BBISIBJICHUSI OCTEOIIOPO3a, a TAKXKE MPHU MOJATOTOBKE K
Tepanuu 6ucochoHaTaMu WM OPTONEINIECKOMY XUPYpPrudeckoMy BmearensbcTsy [31, 53, 101,

126, 127, 128, 157].
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YpoBenb yoeauTeIbHOCTH peKoMeHIaluii — B (YpoBeHb 10CTOBEPHOCTH A0KA3aTeIbCTB — 2)
KommenTapuu: nposooumcs pecynsipno Oemsm, HAYUHASL CO BMOPOU CMAOUU (PAHHAA
ambyramopHas) npoepeccuposanus saboneeanus. [na nayuenmos c¢ MII/MIB xapaxmepua
8bICOKASL HACMOMA OCMeONneHUU U NePeloMO8 NO360HKO8 U ONUHHBIX mpyouamvlx kocmel. [lanHble
PUCKU 00y CNI08]1eHbl MbIUEYHOLL CTIADOCMbIO, NPUEMOM KOPMUKOCMEPOUOO8 CUCTNEMHO20 OelicEus

U HU3KOU NOOBUNCHOCMbIO nayuenmos [1].

* PekoMeHIyeTCsl PETUCTPALIUAS AJICKTPOKAPAUOTPAMMBI U TMPOBEACHUE 3XOKapauorpaduu BCeM
nanuertam ¢ MJIJI/M/Ib ¢ nenbro BeIsSIBICHUS crieiiuduueckoro nopaxenus cepana [9, 28, 31, 39,
127].

Yposenb yoenureabHocTH pekoMenaanuii — C (YpoBeHb I0OCTOBEPHOCTH A0KA3aTeJIbCTB — 5)
KommenTapum: oawunbie mMemoovl ucciedosanus NO360I0M GbISIGUMb HAPYUWEHUS. YACTOMbl
CEPOCYHBIX COKPAWEHUL, pumma U NPoBOOUMOCU Cepoyd, NPUSHAKU —CUCTOIUYECKOTU
ouc@yHkyuu,  OUIAMAYAYUOHHBIX — HAPYWEHUL,  2UREepmMpouu  MUOKapod, MUmpaibHoU

peaypaumayuu.

* Pexomennyercs nposenenue MPT cepana ¢ kontpactupoBanueM naruerntam ¢ MJIJ/M/Ib nns
OLIEHKM CTPYKTYPHBIX M3MEHEHWW IPaBOr0 W JIEBOI'O JKEIyJOYKOB, MAruCTPAIbHBIX U
nepudeprueckux cocynos [127].

Yposenb yoenureabHocTH pekomenaanuii — C (YpoBeHb 10CTOBEPHOCTH JI0KA3aTEIbCTB — 5)

* PexoMmeHayercsi NpoOBEJCHUE MYJIbCOKCUMETPUM BO cHe BceM mnamueHtam ¢ MJJI/MJIb npu
cHmkeHnn JKEJI menee 50% c 11€71b10 BBISBIEHUS! CHMIITOMOB PaHHEN XPOHUYECKOM JbIXaTE€IbHON
HenmocTarouHocTH [39].

YpoBenb yoenureabHocTH pekoMenaanuii — C (YpoBeHb 10CTOBEPHOCTH J0KA3aTeIbCTB — 5)
Kommenrapuu: na ambynamopnoii cmaouu moxcem G03HUKHYMb He0OX0OUMOCHb 8 NPO8eOeHUU
uccne008aHull CHa ¢ KanHozpagueti, 0co06eHHO NPU NOBbIUEHUU MACCHl Mela 8Cledcmeaue mepanuu
KOPMUKOCMEPOUOaMU CUCMEMHO20 0tiCMEUsL U NPU HATUYUY CUMNIMOMOG HAPYUIEHUsl ObIXAHUS 60
cHe (anno3 cha). Mccneoosanus cna makce MO2ym UCHONb308AMbCA KAK ANIbIMEPHAMUBHBIT MEN OO
0151 MOHUMOPUH2A HAPYWEHUs noKazamenell 6HeulHe20 OblXAHUs )y mex Nayuenmos, KOmopvim
HeBO3MOJCHO — npogecmu  ucciedosanue  Qyukyuu  eHewnezo  ovixanus  (uccredosanue
CNPOBOYUPOBAHHBIX ObIXAMENbHBLIX 00bEMOB, HECnPOBOYUPOBAHHBIX ObIXAMENbHBIX 00HEMO8 U
nomokog). Ilayuenmam, He CHOCOOHBIM CAMOCMOAMENLHO XOOUMb U UMEIOWUM CUMAMOMbI

HapyuieHus ObIXaHUusl 80 CHe, UCCIe008AHUSL CHA Clledyen NPo8oOUNb He pedice 00HO20 Pa3d 8 200.
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e PexoMeHayeTcsi TpoBeJeHHE KapAMOPECIUPATOPHOIO MOHUTOPUHTA BCEM IMallMEHTaM C
MIJ/M/JIb npu Hanuuuu >kano0, COOTBETCTBYIOIIMX THUIIOKCEMHUH (IHEBHAs COHIUBOCTD,
TOJIOBHBIE OOJHM, YTOMIIIEMOCTh, HOYHBIE KOIIMApPhl, HEOOBSICHUMOE CHUKCHHE MACChl Tella MPU
a/JIeKBaTHOM MHUTAHUU) U/UIU JAHHBIX O CHIDKEHUU (OPCUPOBAHHOM KUZHEHHOW €MKOCTHU JIETKUX
(DXKEJT) mo yporust MeHee 50% W/ WK BBIABICHUHM CHU)KCHHS CATYpPAIlMH IO JAHHBIM HOYHOM
MyJIBCOKCUMETPHUH /10 YPOBHS MeHee 94% c 1enbio BRISBICHUS CHHAPOMA OOCTPYKTUBHOTO aITHO?
cHa [39].

YpoBenb yoeauteabHocTH pekoMenaanuii — C (YpoBeHb 10CTOBEPHOCTH A0KA3aTeIbCTB — 5)
KommenTapuu: kapouopecnupamophvlii MoHumopune (OIumenbHas 3anuco napamempos
ObIXAHUSL, NYNbCA U YPOBHS KUCIOPOOQ) NPOBOOUMCSL OJisl OYEHKU PUMMA cepoya, YPOSHsL Camypayuu
(HacvlwyyeHuss Kposu KUCIOPOOOM), HUCIA OCMAHOBOK ObIXAHUS 6 HOuHOoe 6peMs. JlanHoe
uccned08anue 8aNiCHo 01 urcayuu Gakxma XpOoHUYECKoU ObIXamenbHoU HedoCMamo4HOCmu U OJisl

peutenus 6oOnpoca o HeodXooUMOCmu OONOIHUMENbHOU PECRUPAMOPHOU NOOOEPICKU.

2.5 NHble TUATHOCTHYECKHE HCCIACI0BAHUS

° Pexomenayercst mnpueM (OCMOTp, KOHCYJbTallMsl) Bpauya-T€HETUKA IEPBUYHBIM U
[OBTOPHBIM BCEM MaldeHTaM ¢ momo3penneM Ha MJJI/MJIB ¢ neapi0 MpoBEACHHS
T epeHIMaIbHON  TUaTHOCTHKH, OINpEIesieHuss 00beMa ¥ TAKTHKH — MOJIEKYJISIPHO-
TCHETHUYECKUX HCCIICIOBAaHUM, TIOCISAYIONICH WHTEPIPETAIMA TIOJTYYCHHBIX PE3yIbTaTOB,
MIPOBEICHUS MEANKO-TEHETUUECKOT0 KOHCYJIbTUPOBAHUS CeMbH [2].

YpoBenb yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb IOCTOBEPHOCTH I0KA3aTeIbLCTB — D)
KomMmeHTapuii: Ha nepeuyHoul KOHCYIbmMayuu  6pay-eceHemux npogooum ocmomp u
npeogapumenvHyio ouggepenyuanvHyo  OuacHoCmuKy, onpeoeisiem o00vemM MOJeKYIAPHO-
eeHemuyeckux ucciedosanuu. Ha noemopHou KoHCcyrbmayuu 6pau-ceHemux nposooum
uHmepnpemayuro  pe3yibmamos MOJEKVIAPHO-2eHeMUYeCKUX —UCCIe008aHull, —onpeodensem
HeobXo0uMocms  NpoedeHUsi OONOJHUMENbHbIX UCCIe008aHUll  (8anudayuu, cespecayuu,
@DYHKYUOHANbHBIX — UCCIE008AHULL),  PA3BACHAEM  NOJNYYEHHble — pe3yabmamvl  3A4KOHHbIM
npeocmasumensm nayuenma. Humepnpemayus pe3yiomamog U OnpeoeieHue maKmuku

MOJI@K)UZEPHO'Z@H@WIMU@CKOIZ OUASHOCTMUKU UHBIMU cneyuarucmamu Hedonycmwwa.

° Pexomenayercst mpueM (OCMOTpP, KOHCYJIbTAIMs) Bpaya-HEBPOJIIOTa NEPBUYHBIA U
MOBTOPHBIN (MIPY HEOOXOJUMOCTH) BCEM MaleHTaM ¢ nojo3peHueM Ha MJIJI/M/Ib ¢ nenbio
npoBeaeHus udPepeHmanTbHON THarHOCTHKH, OIEHKH HEBPOJIOTHYECKOTO CTaTyca, MOTOPHBIX

byHKIMA, 00beMa IBIKCHHH, HA3HAYCHUS U TIOCIEAYIOIIeH KOPPEKIINH Tepanuu [2].
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YpoBenb yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb I0CTOBEPHOCTH 10KA3aTEIbLCTB — D)
KommenTapuii: uacmoma nabarooenus ons ambyramopusix nayuenmos — 1 paz 6 12 mecsyes,
07151 Heambynamopnvix nayuenmos — 1 pas 6 6 mecayes. Oyenka MOMOPHLIX PYHKYUL U 0dvema
OBUIICEHULL MODJICEM MAKAHCe NPOBOOUMBCS BPAYOM PUBULECKOU U PeadUTUMAYUOHHOU MeOUYUHBL
UTU BDAYOM, BBINOTHAIOWUM €20 DYHKYUIO, UMErWUM coomeemcmeyrowue 3Hanus (IIpunocernus

A3.3, A3.5, A3.6, I'1-177)

PexoMenayrorest npueM (OCMOTp, KOHCYJIbTAllMs) Bpaya IO NAUIMATUBHOM MEIUIIMHCKOU
MIOMOLIM IEPBUYHBIM, a TAKXKE HHBIX CHEUUAIUCTOB M3 MEIMIMHCKOM OpraHu3alud WA €€
CTPYKTYPHOTO  TOJPA3ICICHMS, OKa3blBAIOUIETO  CIELHAIU3UPOBAHHYIO  NAJNIMATUBHYIO
MEAMIMHCKYI0 moMomlb, Aetsm ¢ MJJI/MJIb, npu Hanuuuu moka3zaHuM, AN OMpeeNieHus
00beMa He0OX0JUMMO HayinaTuBHOU rmomornu [39, 142, 146, 147].

YpoBeHb yoeauteabHocTH pekoMeHaanuii — C (ypoBeHb IOCTOBEPHOCTH I0KA3aTeIbLCTB — D)
Kommenmapuu: xoncynomayus omHOCUMENbHO NALIUAMUBHOLU MEOUYUHCKOU NOMOWU MOJCEM
0Ka3vlBaAmMvCs Ha 6cex amanax eedenus nayuenma ¢ MJI/MJIB: npu nocmanoske ouazHo3a, 80
8pemMs  NpuHAmus  KIIOYeBblX  Mepanesmuyeckux  peuwleHut,  npu  B03HUKHOBEHUU

HCUSHEYCPOIHCAIOUIUX COCI’I’lOﬂHZ/lZZ, a makokce 6 mepMquﬂbHOﬁ qbaae 3abo0ne8anusl.

Pexomenayiorcss mpueM (OCMOTp, KOHCYNbTallMsl) Bpaya MO MaUIMATUBHON MEIMIIMHCKON
MOMOIIIA TMOBTOPHBIN, @ TaKX€ HMHBIX CHEUUAIUCTOB M3 MEIUIMHCKOW OpraHU3allud WIA €€
CTPYKTYPHOTO  TOJPA3ICICHMS, OKa3blBAIOUIETO  CIECHHMAIU3UPOBAHHYIO  NAJNIMATUBHYIO
METUIIMHCKYIO rToMoIib AeTsm ¢ MJIJI/M/Ib, mpu Hanu4yuu nmokasaHuid, 171s orpeaesieHust oobema
HEOOXOAMMOW TaUNIMAaTUBHOM TIOMOIIM W OIeHKU ee dddextuBHOoCcTH [39, 142, 146, 147].
YpoBeHb yoeauTeabHOCTH pekoMeHaanuii — C (YypoBeHb J10CTOBEPHOCTH 10KA3aTeIbCTB — 5)
Pexomenayercsi BKIIOYEHHE IUIAHOBOM OIEHKM HMHTEHCHBHOCTH OONM COTJIACHO IIKAJIaM,
COOTBETCTBYIOIIIMM BO3PACTy M YPOBHIO HEPBHO-TICUXUYECKOTO Pa3BUTHS PeOEHKA, BCEM JIETSM C
MIAJ/MJB nns nogdopa obe3bonmBanus [ 143].

YpoBenb yoeaureabHocTH pekoMeHaanuii — C (YypoBeHb T0CTOBEPHOCTH 10KA3aTEJIbLCTB —4)
KomMeHTapuu: 6u100p Memooos OyeHKu UHMEHCUBHOCIU OOnu (8 M.Y. WKAIbl OYEeHKU
uHmeHcusHocmu 00.u) ocywecmeniem Jaedauuil epad, 8 3A8UCUMOCMU Om 603PACMA U

KIUHU4YeCcKozo cmamyca pe6em<a.

PexoMenayeTcsi mpoBeieHHE TECTa 6-TH MUHYTHOM XOJbOBI BCEM aMOyJIaTOPHBIM MaIlMEeHTaM C
MIAJ/MJIB ¢ 1enpl0 OLEHKH MOTOPHBIX  (DYHKITMH, BBIHOCIMBOCTH, JUHAMUKH U

NPOTHO3UPOBaHUS TeueHUs 3a0oneBanus 1-2 pasa B rox [37, 48-51, 158] (IIpunooscenue I'4).
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YpoBenb yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb I0CTOBEPHOCTH 10KA3aTeIbCTB —4)

Kommenrtapun: vacmoma: 1-2 pasa 6 200.

PexoMenayercs mpoBeneHne (PyHKIIMOHAIBHBIX TECTOB HA BPEMS: IMOABEM U3 TOJOXKEHHUS Ha
CIuHe, BpeMsl MHoabema/cmycka Ha 4 cTymeHd, BpeMs XxoabObl/Oera Ha 10 MeTpoB BceM
amOynmaropapiM marueHtaMm ¢ MIJI/MJIb ¢ 1enpio OLEHKH MOTOPHBIX (DyHKOHH U
IPOTHO3UPOBAHKS TeUCHHUs 3a00IeBaHus He MeHee 1 pasa B 6 mecsues [2, 49] (IIpunosicenue A3.5
uA3.o)

YpoBenb yoenureabHocTH pekoMeHaanuii — C (YypoBeHb T0CTOBEPHOCTH 10KA3aTEJILCTB — D)
KommenTapuu: 6 ocHose e6edenus nayuenmos c¢ MJ[J] nexcam cucmemamuieckue
80CNPOU3BOOUMBLE UCCTEO0BAHUSL COCMOAHUS CKeJleMHO-MbluleuHo2o annapama [2].
Ipoepeccuposanue M//] He803MOXHCHO OYeHUMb NO OUOXUMUYECKUM MAPKEPAM KPOBU. DM POIlb
07151 OAHHOU HO30102Ull 8bINOTHAIOM (YHKYUOHATIbHBIE MEeCbL.

K cneyuanuzuposannvim oynKyuoHanbHbimM mecmam OmHoOCAMCs OYeHKa NaAmmepHo8 OBUNCEHUL
U ps0 cmaHoapmmusix mecmos, cneyuguunvix 011 M/ u opyaux nelipomvluieuHvix 3a601e6aHUI.
OCHOBHbIMU  MemMOOaMU  KIUHUYECKOU OYEeHKU (QYHKYUOHATILHO20 COCMOAHUA NAYUEHMOS,
COXPAHAIOUUX CNOCODHOCMb NEPEVBUSAMbCI CAMOCOAMENbHO, CYHCAM WKANA CNOCOOHOCIU K
camocmosmenvHomy nepeosudicenuto mecm Ceeeproti  36e30ur  (North  Star  Ambulatory
Assessment — NSAA) u ¢ynxkyuonanvusvie mecmol na epems. Mccnedosanus no wkane NSAA u
mecmbvl HA 6peMsi NO36OJIAION GbIAGNAMb MUHUMAIbHbIE KIUHUYECKU 3HAYUMbLE DA3TUYUSL U
NPOCHO3UPOBAMb UBSMEHEHUS MOMOPHLIX (DYHKYUL, BANCHbIE O OMCIEHCUBAHUS KIUHUYECKO20
npozpeccuposanisl 3a001e8aHUsl U OYeHKU IPGexmuenocmu mepanuu.

B xnunuueckou npaxmuxe QyHKYUOHAIbHblE UBMEHEHUs Clledyem NpPOSHO3UPO8Amb C YUemoM
803MONCHOCIEU NAYUEHMA (CROCOOHOCU K NEPEe0BUNCEHUIO), 02PAHUYCHUL, NPUCYUIUX TNECTNAM,
OCHOBAHHBIM HA YCUNUU, GIUAHUA HA pe3YIbmamvl SMUX MeCcmos CKelemHO-MbluledHOuU

namoao2uu (Hanpumep, KOHmMpakmyp) u ecenemudeckux gpaxmopos. [184-187].

Pexomenayercst M3MEpeHHE TOJIBIKHOCTH cycTaBa (yrjaoMeTpwusi), oOIpeaeieHue obbnema
MACCHUBHOTO JIBMKEHHUS OJHOTO CyCTaBa B OJHOMW IIOCKOCTH, OMpeselieHne 00beMa aKTUBHOTO
JIBIDKCHUSI OJHOTO CyCTaBa B OJHOM IuIOCcKocTH BceM mamumeHTam ¢ MJIJI/MJIB ¢ uemnsio
OTpeNieJICHUs] MaKCUMaJlbHOTO oOOBheMa JBWKEHWW B CyYCTaBaX U BBIIBICHUS HATUYUS
Pa3BUBAIOIIUXCS KOHTPAKTYD [2, 52] (IIpunoscenue A 3.7)

YpoBeHsb yoenureabHocTH pekoMeHaanuii — C (YypoBeHb 1I0CTOBEPHOCTH 10KA3aTEJILCTB —4)
Kommenmapuu: Heobxoouma oyeHka o00veMa aKMUBHLIX U NACCUBHLIX OBUNCEHUL 8

20JIEHOCMONHbIX, KOJIEHHbIX, ma306€0p€HHblx, niedeessvlx, 10KmMeasblX, 1yve3anicCmublx cycmaeax u
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MENKUX CYCMABAX KUCMU 8 KANCOOU U3 B03MOICHBIX NIOCKOCHEN 8 COYEMAaHUl ¢ NpoBedeHuem
@yHrkyuonanvuvix mecmos (mecm Onu-/[ynkana, Hamstring-mecm, mecm Cunvgeputenvoa) c
Qurcayueti 0anHbiX 6 ucmopuu 0OoNe3HU NAYUEHMA 8 CPABHEHUU C OAHHBIMU NPeoblOyUje2o

uccnedosanus, HeodXoouMas KpAmHoCms nposedeHus ucciedosanus — 1 pas 6 6 mec.

PexoMeHnayeTcsi BceM mamyeHTaM ¢ KIMHUYeCKUMU npu3Hakamu ¢ MJIJI/M/Ib npu nocraHoBke
JIMarHo3a IMPUMEHATh MYJIbTUAMCUUIUIMHAPHBIA NOaXoA (IpueMbl (OCMOTpP, KOHCYJIbTaLUs)
NEpBUYHBIE W TOBTOPHBIE NpPHU HEOOXOAMMOCTH Bpaya-TeHETHMKa, Bpada-HEBPOJIOTa, Bpadya-
IyJbMOHOJIOra, Bpayda-AeTCKOro KapAuojora, Bpauda-KapAHoJIora, Bpaya-TacTPOIHTEPOJIOra,
Bpaya-JIeTCKOro 3HI0OKPUHOJIOra, Bpaya-3HA0KPHHOJIOTa, Bpaya-TpaBMaToJI0ra-opTolea, Bpaya-
JMEToJIora, — Bpaya-licMXuaTpa, Bpada-neaudaTpa/Bpaya oOmed NpakTUKU — (CeMeHHOro
Bpaua)/Bpada-TepareBTa, Bpada-oranmpMoiiora, Bpada 1o JieueOHOH (u3KyibpType, Bpada 1o
NaJJIMaTUBHOW MEIMLIMHCKON MOMOIIH, NPUEM (TECTHUPOBAHUE, KOHCYJIbTALMSA) MEIULMHCKOTO
IICHX0JIOTa NEPBUYHBIN U NOBTOPHBIN, OCMOTp (KOHCYJIbTALMs1) HEPBUYHbIN U IOBTOPHBIN Bpaya-
¢usnoreparenTa, Bpaya-aHeCcTe3H0JI0ra-peaHuMarTosIora, Bpaua ¢buznyeckoi U
peadMIUTAIIMOHHON MEIUIUHBI, CIICIUATUCTA M0 (pU3HUecKol peadMInTalny, a TakKe Bpaden
Opyrux crenuaneHocTedl manmeHtam ¢ MIJI/M/Ib, umerommM HapymeHus (QyHKIAN
COOTBETCTBYIOLIIMX OpraHoB M cucTeM. Takke HeoOXoiauma pa3paboTka WHIUBHUIYaIbHON
IPOrPaMMbl  JIOTONEANYECKON pEeadMIMTAlMK) C LENbI0 COBMECTHOIO BEACHHS MAlUCHTA
CHeralIicTaMy pa3HbIX poduiiel, Tak Kak 3a001eBaHie XapaKTEPU3yeTCs MOPAKEHUEM MHOTHUX
OpraHoOB U CUCTEM U TpeOyeT KoMIUIeKCHOU Tepamnuu [1, 95].

YposeHb yoeauTeabHOCTH pekoMeHaanuii — C (YypoBeHb JI0OCTOBEPHOCTH 0KA3aTeIbCTB — 5)

3. JleyeHne, BKIKYAA MEIUKAMEHTO3HYI0 U HEMEIUKAMEHTO3HY 0
Tepanuu, IMeTOTepanuio, 00e300,1uBaHNe, MeAUINHCKHAE OKA3AHUS U

NMPOTHBOINOKA3aHUA K NPUMCHCHHUIO MECTO/10B JICHCHUSA
Jlewenue MII/MJIE sxnrouaem kax namoceHemuyeckoe jeyeHue, max U npogedeHue
cumnmomamuyecxkou mepanuu [178-180]. Beoenue nayuenmos c¢ MJ/] npeononacaem
MYTbMUOUCYUNTIUHADHBINL  NOO0X00 C 00A3AMENbHbIM VUACUEeM 68payd-eeHemuKa, 6paid-
Heepoio2a, 6paua-nyibMOHON02d, 6pPAYaA-0encKo20 Kapouono2d, 6pavda-kapouonozd, 8payd-
2acCmposHmeposo2a,  8paia-oemckKo20  SHOOKPUHONO2d,  8PAYA-IHOOKPUHON02d,  8payd-
mpasmamonoza-opmoneod,  6pada-ouemonoed,  6pada-ncuxuampa — 0emckoeo,  8pavd-

neouampa/épavya  obwjeil  NpaKmuku — (cemelHo2o  68pava)/épava-mepanesma, — 8pava-
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oghmanvmonoea, 8pava-aHecmesuoL02a-peaHumamonoed, MeOUYUHCKO20 NCuxonoed, epava no
JeyebHol uszkyrbmype (unu epava-ghusuomepanesma, 8paia Guzuueckou u peadurumayuoHHoU
MeOuyumnsl), 6pava no NALIUAMUBHOU MEOUYUHCKOLU NOMOWU, CHeYUudlucma no usuyeckou
peaburumayuu (KUHE3UOCHeYUaIucm) u epavell Opyeux CneyudaibHOCmetl, UMerWux Onvlm 8
JleYeHUU 3Mo20 pedko2o 3abonesanus. IIpu Haruuuy CUMNMOMO8 NOPAICEHUSL OP2AHOG-MULUUEHE

Heobxoouma KOHCYZibmayus npOd)uﬂbHOZO cneyuanucmada.

3.1 MeaukamMeHnTo3Has Tepanusi. IlaTorenernyeckoe jeueHune.

o PexoMeHnayercsi mprMEHEHHE JICKAPCTBEHHOTO IMperapara aTalypeH aMOylIaTOpHBIM
narentam ¢ MJIJI crapmie 2-X JieT, y KOTOPBIX MOJICKYJISPHO-TCHETHYECKOE HMCCIICIOBAHHE
BBISIBIJIO HOHCEHC-BapHaHT (3aMeHa KOJIOHA, KOAMPYIOUIET0 aMUHOKHCIOTY Ha CTOI-KOJOH), C
[ENBI0 TIPOBE/ICHUS TATOTeHETHYeCKON Tepanuu. [IpuHUMaeTcss mepopaibHO, PeKOMEHIyeMast
no3upoBka coctaBisier 40 mr/kr B cytku (10 mr/kr cytku ytpom, 10 mr/kr guem, 20 mr/kr
BeuepoM). iHTepBasl MeXy yTpEeHHEH, THEBHOM 1 BeUepHEH 10301 JIOJKEH COCTABIISATH 6 YacoB.
WuTepBas MeKIy BeUepHEH U YTPEHHEH 10301 T0/DKeH cocTaBiaTh 12 yacos [2, 36, 53-55, 204].
YpoBeHb y0eAUTETbHOCTH PEeKOMeH AU — A (YPOBEeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 2)
KomMmenTapum: ambyramopmwlil nayuenm — 5mo nayuenm, cnocoOHblil K CamMOCmosmenbHOu
x00vbe. [Ipednacaemcs 6 peanbHOlU KIUHUYECKOU NPAKMUKe MPAKMO8ams «AMOYIamopHOCHIb»
bonvrvix MJ/[/] kax cnocobnocmeb X00ums 6€3 UCNONIb308AHUS BCHOMO2AMENILHBIX CPEOCME U 0e3
VKA3aHUs OUCMAHYUU U 8peMeHU, d «nomepeti amOyIamopHOCmMuy CYumams cOCmosiHue, npu
KOMOPOM — NAYUEHM  BbIHYIHCOCH NOCMOAHHO — UCHONb306AMb  UHBANUOHOE Kpecio O/
nepeosudicerHus Kaxk e doma, max u 6 oomawnux yciosusx [178]. Homucenc-eapuanm J[HK
nposeusaemcs 00pazo08aHuem npercoespemennoco cmon-kooona 6 mampuunou PHK (mPHK). B
pesyivmame HApYUlaemcs CuHmes NOJAHOpA3MepHo2o benka oucmpoguna. Houcenc-eapuanm
sviagnsemes y 18-20% poccutickux nayuenmog ¢ M/{/] [183]. Amanypen Oeiicmgyem na smane
mpaucaayuu berka 6 pubocome, nozeonsem cyumoieams ungopmayuio ¢ MPHK, necmompsa na
Hanuuue 8 Hell NPeicOe8PeMeHH020 CMON-KOOOHA, U CUHME3UPOBAmMb NOIHOPA3MEPHbIL DElOK.
IIpu nomepe ambynamopnocmu HeoOX00UMO NPOOOAHCUMD JleUeHUe AMATYPEHOM Ol COXPAHEHUS.
ObIXamenbHOU QYHKYUU, MOdcem nompebo8amvcs Koppekyus Ha maccy mena. [[na oocmudcenus
MAKcuManvHoul 3ggexmusHocmu amanypena, demam cmapuie 2 iem HeoOX00UMO HA3HAYAMb U
NPUMEHSAMb UX COBMECMHO ¢ Kopmuxocmepouoamu cucmemno2o oeticmeus (ATX: HO02),
KOmMopble 8 HACmosiyee 8peMs ABIAIOMCA «30J0MbIM CMAHOapmomy» nederusi oonvuvix M.
Kopmuxocmepouowvl cucmemnozo oeticmsus (ATX: H02) aenaromesa meduxamenmo3Hou 6a3ou 01

6cex paspabamvléaemMviX U NpuUMeHsemMblx 2eHomepanesmuyeckux npenapamos (ATX: M09
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Hpyeue npenapamer 0ns aeuenus 3a001e6aHUL  KOCMHO-MbleyHot cucmemol). Taxowce
HeoOX00UMO UCNONIb308AMb 8 KOMNIEKCEe 6CE OCMAIbHbLE IIeMEHMbl CMAHOAPMHOU KOMNJIEKCHOU
mepanuu — @uzuyeckyro mepanuio u peaburumayuro, eumamurn D u eco ananoeu (A11CC),
npouUIAKMUKY U mepanuro KapoOuoMUONAmuu u namoio2uu jaecKux, aHmupe3opomueHyo
mepanuio [178-180].

° Pexomenayercsi MpuMEHEHHE JICKAPCTBEHHOTO TIperapara BWITOJAPCEH MalieHTaM C
M/ c noarBepxkaeHHon MyTaueit rena DMD, noanaronieiicss KOppeKiuu myTem mpormycka 53
9K30Ha, C IEJIbI0 MPOBEACHHS TaTOreHETHUECKOM Teparuu [161-164].

YpoBeHb yOeTUTEILHOCTH PeKOMeHAauii — A (YPOBeHb I0CTOBEPHOCTH 10KA3ATEIbLCTB — 2)
Kommenmapuu: oeneyuu, noooarowuecs ieuenuto nymem nponycka 53 sxzona. 3-52, 4-52, 5-52,
6-52, 9-52, 10-52, 11-52, 13-52, 14-52, 15-52, 16-52, 17-52, 19-52, 21-52, 23-52, 24-52, 25-52,
26-52, 27-52, 28-52, 29-52, 30-52, 31-52, 32-52, 33-52, 34-52, 35-52, 36-52, 37-52, 38-52, 39-
52, 40-52, 41-52, 42-52, 43-52, 45-52*, 47-52*, 48-52*, 49-52*, 50-52*, 52*, 54-58, 54-61, 54-
63, 54-64, 54-66, 54-76, 54-77. 3uaxom «*» ommeuenvl Hauboee YACMO BCMPEUANOWUECS]
deneyuu, noooarouuecs redenuro nymem nponycka 33 sxzoua. /leneyus ecena DMD nposensemcs
«8blnadenuem» O00HO20 UNU HECKONbKUX IK30HO08 8 C85A3U C 4eM NPOUCXOOUM CO8U2 paAMKU
cuumowiganusi 6 mampudnot PHK (MPHK). B pesynsmame uapywiaemcs cunmes 0Oeika
oucmpodghuna. /leneyuu, noooarowuecs mepanuu UIMOAAPCEHOM, 8CMPEUAIomcs npumepHo y 5%
poccuiickux nayuenmos ¢ M/ [165]. Oononykieomuonvie apuanmol, Komopbie Mo2ym Obimb
CKOPPEeKmMupo8aHvl nponyckom 53 sKk30ua, makace mozym Obimb noKa3aHuem OJisl HA3HAYeHUs
sunmonapcena. Bummonapcen npeonasmauen o ceazviéanus ¢ 53 oxzonom npe-mPHK
oucmpoghuna, umo npueOOUM K UCKIIOYEHUIO 21020 IK30HA 80 epems npoyeccunea MPHK y
NAYUeHmos8 ¢ 2eHemudeCKuUMuU Mymayusamy, KOmopwvle B03MONCHO CKOPPEKMUpO8amv nymem
nponycka 53 sx3oua. IIponyck 53 sx3ona obecneyugaem npooyKyuro GHYmMpeHHe «)CeueHHO20»
yacmuuHo  QQYHKYUOHATbHO20 Oenka oucmpoguua y mapeemuol 2pynnvl NAyueHmos.
Ddexmusnocmv u 6GezonacHocmv jneveHus y NAYUEHMO8, HAXOOAUWUXCS HA HNOCMOSAHHOU
ucxkycemaennoui eenmunayuu neekux (MBJI), u y nayuenmos ¢ nozonei neambyiamophot cmaouet
3abone6anus ne ycmanosnensl. Ilpu HasHaueHuu 5mum nayueHmam yenecooopasHocmy 686e0eHUsl
cedyem onpeoensams ¢ y4emom 0CmamoyHoll osueamenvrol gyukyuu u m.o. Ilpu omcymemaeuu
aghghexma, npumenenue npenapama OO0JIHCHO Oblmb NpekpaweHo. [l 0ocmudiceHus.
MAKCUMANbHOU ¢hghekmuenocmu npenapamos, KOpPpeKmupyiouux Mymayuu nymem nponycka
9K30H08 (k00 ATX: M09 [lpyeue npenapamwei 011 jleyeHus 3a0071€8aHUL KOCMHO-MbLULEYHOU
cucmemst), Oemsam cmapuie 2 Jlem HA3HAYAIOM U NPUMEHSIOM UX COBMECMHO  C

Kopmuxocmepouoamu cucmemrnozo oeticmeus (ATX: H02), komopvie 6 nacmosujee epems
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ABNAIOMCA «300MbIM CManoapmomy aevenusi boavnvix MJ[/]. Kopmuxocmepouowl cucmemnozo
oeticmeus (ATX: HO02) ssnsiomcs meduxamenmo3Hou 0a3ou Oisl 6cex pa3padamvléaemvix U
npumeHsemvlx 2ceHomepanesmuyeckux npenapamos (ko0 ATX: M09 pyeue npenapamur ons
JledeHust 3a601e6anull KOCMHO-MbleuHol cucmembl). Taxdice HeoOX00UMO UCNONb306AMb 8
KOMNJIEKCe 6Ce OCMATbHbIe NEeMEHMbl CIMAHOAPMHOU KOMNIEKCHOU mepanuu — Qu3udecKyio
mepanuro u peadurumayuro, KOHmpow eeca, sumamur D u eco ananoeu (A11CC), npoghunakmuxy

U mepanuio KapoOUOMUONAmMuu u RAMoa02UlU 1eekKux, anmupesopomuenyio mepanuio [178-180].

Tepanus kopmukocmepouoamu CUCHEemMno20 0eucmaeus.

Pexomenayercst Ha3HaueHUE TEpaNuU MpenapatoMm #rpeaHuzoilon™* B goze 0,75 mr/kr/cyTku
MEePOPATBLHO MOCIIE 3aBepIICHUS (POPMHUPOBAHUS IBUTATECIBLHBIX HABBIKOB, HO JIO Hadaja yracaHus
MOTOPHBIX (QyHKIHN (Ha cTaguu miaTo), BceM mamueHtam ¢ MJIJI/MJIb ¢ nenbio CHIKeHUs
BOCTIAJIUTENBHBIX MPOILIECCOB, 3aMEJICHUS] YTPAThl MBIIIEYHONW CUJIbl U (DYHKUUN, YMEHBIICHUS
pHUCKa Pa3BUTHUSL OPTONEIUYECKHX OCIOKHEHUH, cTaOWiIu3aluu (yHKIIMOHAIBHOTO COCTOSHUS
JIBIXaTEIbHOM U cepeuHO-cocyaucToit cucreM [2, 34, 35, 37, 38, 39]. IIpuem ue 6omnee 30 mr B
cyTku neTssM ¢ BecoMm Oonee 40 kr [204]. Ilpuem mpemapara AOITOCPOYHBIH, IIMTEIBHOCTD
Tepanuu onpezaensercs spadom [206].

YposeHb yoeauTeabHOCTH pekomMenaamnuii — C (ypoBeHb 10CTOBEPHOCTH J0KA3aTeIbCTB — 5)
KommenTapuu: Kopmuxocmepouost cucmemnozo 0eticmeus AeI0mcs meKyuum «3010muvim»
cmanoapmom nevenus nayuenmos ¢ MJ[J], kKomopvle usMeHUIU ecmecmeeHHoe medeHue
3abones8anus 3a cuem 3amMeO0NeHUs NPocPecCcCupoBanus YXyOuleHus O8USAMeNbHbIX U J1e20YHbIX
@dyHKYull, YMeHbUeHUsT KOIUYecmea OpmoneouUyecKux OCIOJNCHeHUll U onepayui Ha
NO360HOYHUKe, a4 makdice yeenuyeHus npooonxcumenvrocmu cuzuu [104].  Macwmabnvie
UCCe008aHUSL  NPOOEMOHCMPUPOBANIU, UMO NPUMEHEHUEe KOPMUKOCMEPOUOO8 CUCHEMHO20
Oeticmaus npoonesaem 6 cpeoHem Ha 3-5 1em amoyramopuoe cocmosnue nayuenmos ¢ M1 [36].
Hauano copmonanvroii mepanuu 3agucum om azvl pazeumus 08uecamenbHol QYHKYuU pebenxa,
NePBOHAYANLHO2O (PUIUYECKO20 CMamycd, HAIUYUS PAHHUX OCNONCHEHUU, (opmbl U medeHus
3abonesanus. Hauunamos mepanuio KOpmMuKoCmepouoamu CUCeMHO20 OeliCmsus He NOKA3AHO
PpebeHKy, ¥ Komopoco npoooaxcaom Gopmuposamvcs 08u2amenbHvle Ha8biKU, 0COOEHHO eCllu OH
mnaowe 2 nem. B munuunom ciayuae y manvuuka ¢ M/ osucamenvhvie HA8bIKU NPOOOIAHCAIOM
paszeusamscsi 00 6o3pacma 4—6 nem, xomsa u 0Oonee MeONEHHbIMU MEMNAMU, YeM Y e2o
posecHuros. Kopmuxocmepoudwvl cucmemnoz2o Oelicmeus ciedyem HA3HaA4amv, He 00HCUOAACH
Hauana y2acaumusi MOMOPHGIX (DYHKYUl, 6 MOom MOMeHm, Ko20d eCmeCcmeeHHOe pa38Uumuisl

MOMOPHBIX PYHKYUll y pebenka 6orvuie He ommeuaemcs (aza niamo) [34]. Hauano npuema
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KOPMUKOCMEPOUOOB CUCHEMHO20 Oelicmeust 00 ceMu Jlem OKAa3vleéaem Hauboee 8blpadiCeHHblil
aghghexm Ha cnocodbHoCmb U NPOOOINCUMENBHOCHIL CAMOCMOAmMeNbHO20 nepedsudicenus [103].
Dhpexmusnocms  20pMOHANLHOU Mepanuu 3a8ucum om QU3UOI02UYECKUX 0CcobeHHOCmell
0emcK020 0peanHu3mMa, UHOUBUOYATLHOU NEPEHOCUMOCTIU, A0EK8AMHO20 NOODOPA CYMOUHOU 003bl
U pexcuma, MOHUMOPUHEeA U KOHMPOs nobounvlx s¢gexmos. I[lpu nenepenocumocmu

#npeonuzonona®* o3moocno npumenenue Opyeux Qopm KOPMUKOCMEPOUOO8 CUCHEMHO20

Oeticmsus [34,35,37].

Pexomenayercsi manuentam ¢ MJJI/MJIb npu HEnepeHOCHMMOCTH PETYJISPHON Tepanuu
#OpemTHU30JI0HOM™*  MPOBOJAUTH TEpamUI0 MO0 HHTEPMUTTUPYIOLIIUM cXeMmaM (Tpuem
#npenuuzonona** 0,75 mMr/kr yepe3 IeHb WU MpUEeM HIPEAHU30JI0HA** MO BBHIXOJHBIM B J03€
SKBUBAJICHTHOW 7-mHeBHOU wim 10 aueit mpuem, 10 gHElH mepepbiB ¢ COXpaHEHHUEM CYTOUHOM
J03bI) C LEJbI0 CHIDKEHHS YacTOThl pa3BUTUA MOOOYHBIX A(P(HEKTOB U  TMOBBIIICHUS
MPUBEPKEHHOCTH K JeueHuto [2, 34]. [Ipuem npenapata A0ITOCPOUHBIH, JIIUTETLHOCTD TEPANUN
onpenensiercss Bpauom [206].
YpoBeHb yoenuTeabHOCTH pekoMeHaanuii — C (YypoBeHb I0CTOBEPHOCTH J0KA3aTeNbCTB — 5)
KomMmeHnTapuu: nokazan creoyiowuil pedicum 003UpOBAHUsL: 0034  2IHOKOKOPMUKOUOOS
yeenuuusaemcs 00 Habopa nayueHmom eeca 6 40 ke, mo ecmov MAKCUMANbHAS 0034 COCMABIAEH
30 me 6 Odenv [204]. Ecau mabniodaromcs menepenocumvie nobounvie 3¢gpgexmol, 003UPOBKY
crnedyem nocmenenno ymenviuums wa 20-25% [1]. Tepanus kopmukocmepoudamu cucmemno2o
Oelicmeust  O0NJNCHA NPOBOOUMCSE HA pe2yiapHol ocHoge. Haubonee uccie008anHbIM U
PEKOMEHOYeMbIM ABIAeMCS pe2yNapHblLL exceOHeHblll npuem #npeonuzonona™*. Tem ne menee, @
HEKOMOPbIX CAYUASX, 8 3A6UCUMOCU OM NEPEHOCUMOCTIU MEPAnuu, Mo2ym Oblmb paccmMompeHul
UHmMepMUmMmupylowue cxemvl mepanuu, maxKue KaxKk npuem 2OpMOHAIbHOU mepanuu yepe3 0eHb,
no 8vix00usim, 10 uepes 10 [2].
° Pexomenayercss Bcem manuentam ¢ MJJI/MJIb npu mepexome mamueHTa Ha
HEaMOYJIaTOPHYIO CTaJuI0 3a00JeBaHus MPOJAOKUTh IPUMEHEHUE TIIOKOKOPTUKOUIOB,
HO B CHW)KCHHOW JIO3UPOBKE C IIETBIO0 CHM)KEHHUS BEPOSATHOCTH Pa3BUTHS MOOOYHOTO
neiictBus ropmoHoB [1, 2, 34, 37]. B xnuHUYecKol MpakTHUKe HauOoJee YacTo J03bI
#upenquuzonona** cumwkarorcss 10 0,3 mr/kr B cyrku [204]. Tlpmem mnpenapara
JIOJITOCPOYHBIN, JUTUTEIILHOCTh Tepanuu onpesenseTcs BpadoM [206].
YpoBenb yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb IOCTOBEPHOCTH I0KA3aTeIbLCTB — D)
Kommenmapuu: nauano mepanuu 2uioKOKOPMUKOUOAMU HA HeaAMOYIAMOPHOM dmane makice

saensiemesi 00ocHosanHviM [2]. Mooicem 6vimb He0OX00UMO U3BMEHeHUe cXxemvl npuema u
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CHUJICEHUe ()osupoeku ONIsl CHUDICEHUS eepoAamHocmu paseumusl nobouHo2o oelicmeust 2OPMOHOB

(ATX: HO2 Kopmukxocmepouovt cucmemno2o 0eucmaust).

Pexomenayerca mnauumentam ¢ MJUJI/MJIb B ciydasx, HEe MONAIOIIUXCS KOHTPOJIO WU
HETIEPECHOCHMOCTH TOO0YHBIX 3(G(EKTOB TIFOKOKOPTHKOUAOB (HIPEIHU30I0H**) CHUKEHHUE
J03UpOBKU Ha 25-30% M nepexo]l Ha UHTEPMUTTUPYIOLIYIO TEPAMUIO C LENbI0 YMEHbUICHUS
0004YHbBIX 3P (PEKTOB AeicTBUS TOPMOHOB [ 1, 2, 56].

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

Pexomennyercst narmentam ¢ MJIJI/M/Ib Ha HemosHON 103€ KOPTHUKOCTEPOUIOB CUCTEMHOTO
NeiCTBUS, B ciay4yae yxXy[amieHuss (QYHKIUOHAJIBHOTO COCTOSIHMS, TIOBBIIIEHHUE O3Bl
KOPTHKOCTEPOUIOB CUCTEMHOTO JICUCTBUS J0 PEKOMEHIOBAHHOHN €XEIHEBHOHN J103bI HA MacCy
TeJIa C LENbI0 yaydllieHus/cTabmim3anuu cocrosiaus [2, 34, 35, 37, 38, 39, 56, 204]: exenneBHas
no3a s #rpennuzonona** 0,75 mr/kr, He 6onee 30 Mr OAHOKPATHO B CYTKH JIETSM C BecOM OoJiee
40 kr.

Yposenb yoeaurteabHocTH pekoMenaanuii — C (YpoBeHb J0CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

o He pexomenayercsi pe3koe npepblBaHUE TEpalUU TIIIOKOKOPTUKOWJAMH MallUEHTaM C
MI/M/Ib ¢ uenbio MpeJOTBpALLEHHS BO3MOXKHOTO pPa3BUTHUS OCTPOM HaJIOYEUHUKOBOM
HesocTaToyHocTH [2, 56]. HeoOxoauMo mocTeneHHoe CHIDKEHHE 103bl mpemnapara Ha 20-25%
KaKIble 2 HeAeNu [0 TMOJHOW OTMEHbl KOPTHMKOCTEPOMJIOB CHCTEMHOTO JIEHCTBUS
(#npenuuzonon™*) [204].

YposeHb yoeauTeabHocTH pekoMenaanuii — C (YpoBeHb J0CTOBEPHOCTH 0KA3aTEJIbCTB — 5)
KommeHnTapuii: cuuoicenue 003uposku  2110KOKOPMUKOUOOE — OOJHCHO — NPOUCXOOUMb 6
coomeemcmeuu ¢ CMaHOAPMHLIM NPOMOKOJIOM OMMEHbl KOPMUKOCMEPOUOOE CUCEMHO20
Oeucmeusn [56]. C pooumensimu 0oaxcHa Ovblmb NpogedeHa pasvsACHUmMeNbHas beceda o0

HEeB603MOIMCHOCMU pe3K012 OMmMMEHDbI Kopmukocmepoudoe CUCMEMHO20 OeliCEUSL.

o PexoMeHayeTcsl S5KCTpEHHOE BBEJICHUE THPOKOPTH30HA** BHYTPUMBIIIIEYHO NAllUEHTaM
¢ MIIJI/MJIb B crmydae pa3BUTHS CHHAPOMa OCTPON HAAMOYEYHHMKOBON HEIOCTATOYHOCTH B
pe3ysbTaTe Pe3KO OTMEHBI IIIOKOKOPTUKOUAOB C LEIbI0 KYMUPOBAaHUS JAHHOTO COCTOSHUS.
Hdetsm 1o 2X ner TuApoKOopTH3oH** BBomuTcs B pgoze S50 wmr. Jletsm mocne 2x Jer
ruapokopTu3oH** BBoAUTCS B q03¢ 100 mr. Ctpecc-mo3bl runpokopTu3ona™* 50-100 mr/mM2 B
CYTKH MOTYT MOTPe6OBaThCs MAIlMEHTaM, TTOMyJaBmuM Gonee 12 Mr/m? IpeaHn3010Ha** B CyTKH
[2, 35, 37].

YpoBenb yoenureabHocTH pekoMeHaanuii — C (YypoBeHb T0CTOBEPHOCTH 10KA3aTEJILCTB — D)
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3.2 MeaukaMeHnTO3Has Tepanus. CHMITOMATHYECKOE JIeYeHHE,

Tepanus cepoeuno-cocyoucmuplx HapyuieHuil

PexoMeHnayeTcsi npuMeHEHHUE TIpenaparoB rpymmbl “HruouTopbl AII® Bcem manuentam ¢ MJIJ1
¢ Bo3pacTa 6 jer (paHee — IpU HAJIMYMM TOKa3aHUI) HE3aBUCHMO OT HAJIUYUS CEpAeYHO-
COCYIUCTBIX HApyHICHWH C IeNbl0 MPO(UIAKTUKH DPAa3BUTUS KapAMOMHONATHUU: JIJs JETed ¢
Maccoii Tena 10 25 Kr peKoMeHIyeTcsl Ha3HaueHue #kanronpuwia*™* B nose 0,5-0,75 MI/kr B cyTku
B 2 WK 3 mpueMa ¢ TUIaBHBIM TUTPOBAHHUEM B TEYCHHE MECSIA, TPOJOHKUTEILHOCTD IprUeMa, Kak
NpaBWJIO, JAJUTENbHAsA; JeTIM C Maccoil Tenma Oojee 25 K- peKOMEHIyeTcs Mpuém
#nepunnonpuna** B moze 2-4 Mr/CyTr. B OJUH NPHEM C BO3MOXKHBIM THTPOBAaHHUEM O3Bl BHE
3aBUCHUMOCTH OT HAQJIWYHUS CEpAECUYHOM HENOCTaTOYHOCTH, IPUEM IIpernapara OCYLIECTBIISETCS
poJoIDKUTEIBHOE Bpemst. [28, 83-93, 137, 208].

s #xanTtonpuia**yYpoeHb yOeauTeJbHOCTH pexomenHaamuii — C  (ypoBeHb
JIOCTOBEPHOCTH 10KA3aTeJbCTB — 5)

s #nepunaonpuiaa** YpoBeHb YyOeAUTeJIbHOCTH pekoMenaauumii — B (ypoBensn
JI0OCTOBEPHOCTH 10KA3aTEJbCTB — 2)

Kommenrtapumn:. /[na nayuenmos ¢ M/B Oanuvie npenapamvl HA3HAYAOMCS NPU BbIsAGIEHUU
namonocuveckux usmenenutl na IKI" unu sxoxapouoepagpuu (Oxo-KI'). Ha cecoonsiunuii oenv
MHeHUsL 0 Hayane npumeHenus uneuoumopos AII® u anmazonucmosé peyenmopos aHeuomen3uHa
I y nayuenmos c¢ MJ/[]] 6e3 namonocuueckux HapyuwleHuii cepoeyHO-coCyOUCmol CUcmembl
pasuamcs. Tem He MmeHee, 0bLIO NPOOEMOHCMPUPOBAHO, HYMO pAHHEe HAYAL0 mepanuu
uneuoumopamu AIl® oasice npu omcymcmeuu GUOUMOU CEPOEUHOU NAMON02UU NPUBOOUM K
3ameO0neHur0 pazeumusi cepoedHoO-coCyOUCmbIX HApYWeHull y 9mou 2pynnel nayuenmos. /[l
noobopa mepanuu mpeoyemcs npuem (0cMomp, KOHCYIbmayus) nepeudtslii U no8MmopHbslil npu

HeoOx00uMocmu 8paia-Kapouoio2a/ pava — demckozo kapouonoea [8, 9, 39, 57, 137].

. Pexomennyercsi  Ha3HaueHWe  IpemaparoB  IPynmbl  OeTa-aJApeHOOIOKATOPHI
(mpemouTeHne oTaaeTcs mpenaparam 24-4acoBoro ASHCTBHS IS yBETHUYCHUS IPHBEPIKEHHOCTH
tepanuu; CenextuBHble Oeta-aapeHobmokatopsl (ATX: CO7AB)) nammentam ¢ MJIJI/M/IB ¢
LENIBIO PO HIIaKTHKH pa3BUTHUSA KapIHOMHUOIIATHN [2,28,30,83-93,137,209].
KapauonporekTuBHas Tepanusi Ha3HayaeTcst moxxu3HeHHo [84, 207].

YpoBeHnb yoeauTeabHocTH pekoMeHaAanuii — C (YypoBeHb I0CTOBEPHOCTH J0KA3aTeIbCTB — 5)
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KommenTapuu: /lannas mepanus 0oncHa Rpo8ooUmMsCs 8 COOMEemcmaul ¢ paspadomaHHbiMu
KAUHUYeCKUMU peKomMeHOoayuamu. Ha ce2oOHawHull OeHb He cyujecmseyem cneyuuuecKux
KAUHUYECKUX PeKoMeHOayull OJisi JedeHus cepOedHO-COCYOUCHOl NAMOL0UU y NAYUeHmMo8 ¢
MJJT, 6 6udy ue2o Koppexkyusi OGHHbIX HAPYUIeHUL NPOBOOUMC 8 COOMBEMCMEUU C 0OUUMU
DEKOMEeHOayuUAMU NO Je4eHulo cepoedHo-cocyoucmslx HapyweHull. Tak, Hanpumep, npu
NPUSHAKAX JHCENYOOUKOB0U OUCHYHKYUU NOKA3AHO HA3HAYeHUue bema-aopenobioKamopos, npu
ABHBIX NPUSHAKAX CePOeYHOU HeOOCMAMOYHOCMU MOXCem OblMb pPACCMOMPEHO NPUMEHeHUe
npenapamos u3 epynnvl OUypemuxkos, anmazorucmos arvoocmeporna [30, 31, 39, 57, 137]. na
noobopa mepanuu HeoOX00uUM npuem (OcMomp, KOHCYIbMayus) epava-kapouonoza/ epada -

0emcKo20 Kapouono2a nepesuyHblilL U NOGMOPHbLE NPU HEOOXOOUMOCHIU.

PexoMenayercsi mMpoBOAUTH MOAOOP AHTHAPUTMHUUYECKOW TEpamuu COTJIacHO JEHCTBYIOUIUM
KapAHOJOTMYECKUM KIIMHUYECKUM PEKOMEHAIHSIM IO KOHKPETHBIM HApYLICHUSIM PUTMA CEpLa
BceM mnanueHtam ¢ MJJI/M/Ib, uMeronmm HapylIeHHs pUTMa CepAla, C LETbI0 KOPPEKIUU
JaHHBIX HapyiieHuit [28, 83-93, 137].

YpoBeHb yoeauTeabHocTH pekoMeHaanuii — C (ypoBeHb IOCTOBEPHOCTH I0KA3aTeIbLCTB — D)
KomMeHnTapuu: ons noobopa mepanuu HeoOX00um npuem (0CMOmMp, KOHCYIbMAyus) 8payd-

Kapouonoza/ 8paya - 0emcKko20 Kapouoio2a nepeutHblil U NOGMOPHbILL NPU HE0OX0OUMOCMU.

Pexomenayercst TpOBOAUTH TEPANUIO MpENapaTaMu TPYIIbI AHTATOHUCTHI albJOCTEPOHA BCEM
naiueHTam ¢ MJIJI/M/Ib, uMEroIMM CHCTONMYECKYI0 MHUOKApIUAIbHYIO ITUCPYHKIHIO C
KJIMHUYECKHIMH TPOSBICHUSMHU CEPICYHON HEJOCTATOYHOCTH WM 0€3 HUX, HO CO 3HAYUMBIM
CHIDKEHHEM (hpaKIMK BhIOpOCa, C IeIbI0 KOPPEKIUHU TaHHOTO cocTossHus [28, 83-93,137].
YposeHb yoeauTeabHOCTH pekoMeHaanuii — C (YypoBeHb JI0OCTOBEPHOCTH 0KA3aTeIbCTB — 5)
KommenTapum: ons noobopa mepanuu neobXooum npuem (OCMomp, KOHCYIbmMayus) epaya-
Kapouono2a/ 6paya - 0emcKko20 Kapouoioea nepeudHblil U NOSMOPHbLU NPU HeOOXO0OUMOCMUL.
PexoMeHayeTcsi IPOBOIUTH TEPAIHIO TIpenapaTaMy U3 TPYIIIBI TUYPETHKOB BCEM TMAIEHTaM C
MI//M/Ib, uMeromuM CHCTOIUYECKYI0 MHOKapIUAIbHYI0 TUCPYHKLUHUIO C KIMHUYECKHUMHU
IPOSIBJICHUSIMU CEPACYHON HEIOCTaTOYHOCTH C LENbI0 KOPPEKLUHU JaHHOTO cOCTOsTHUS [28,83-
93,137].

YpoBenb yoeaqureabHocTH pekoMeHaanuii — C (ypoBeHb I0OCTOBEPHOCTH 10KA3aTeIbLCTB — D)
KommenTapuu: ons noobopa mepanuu HeobOX00um npuem (0cMomp, KOHCYIbmMAayus) 8pavd-
Kapouonoza/ 8pava - 0emcKo2o Kapouoio2a nepeulHblil U NOGMOPHLLIL NPU He0OX0OUMOCTIU.
Pexomennyercs nipoBenenue ucciaenoBanus ypoBHs 1,25-OH Butamuna /[ B KpOBU U NpU €r0

CHM)XCHHUH, HA3HAYCHHUC IIPCIapaToB TIPYyINIIBlI BUTaMHUH D u ero amamorm 110 cXEeMaM,
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pa3paboTaHHBIM JJIs1 KOppeKiuu Aeduinnta BuramuHa D wim nedunura Butamuna D3 mpu MJ1J]
BceM mareHtam ¢ MJIJI/MJIb cpa3y mocie yCTaHOBJICHUS JUArfHo3a 3a00JIeBaHUS C IEbIO
npodHIaKTUKU ocTeoneHunu [2, 58].

YpoBenb yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb I0CTOBEPHOCTH 10KA3ATEIbLCTB — D)
KommenTapuii: noooepocanue onmumanvroco yposus eumamuna D (30-50 ue/mn/ 75-125
HMOb/T) HA NPOMANCEHUU 8Ce20 dHCU3HeHH020 yukia MJ[J] nonodxcumenvHo enusem Ha medeHue
3a001e6aHusl U Kauecmeo HcusHu 00abHbIX. OCHOBHble KIUHUYECKUe pe3yibmamyl YCmpaHeHus
depuyuma sumamurna D — npedynpedcoenue pazeumus 0Cmeonopo3a (0CobeHHo nocie Havaia
npuema 2nHKOKOPMUKOUO08), NEpeloMos mpyouamslx Kocmel U MNO360HKO08, NpoOJieHue
cnocobnocmu  xoo0umv, bOoavwas d¢gexkmusHocms mepanuu oOucocponamamu, exuOUaAs
VMeHbUleHUe KOIUYECBAd OCIONCHEHUll NPU NePeUYHOM NPUMEHEHUU U HEeKPO308 HUMNCHEl
YenoCcmu, NOJIOACUMENbHOE GIUSHUE HA BbIPAICEHHOCb CUMNIMOMO8 AYMUCIUYECK020 CHeKMPd.
s 6onvbHbIX ¢ MHO2ONEemHel mepanueli 2IIOKOKOPMUKOUOAMU HApYyUWeHUueM Memaboiuzma u
go6lIeUeHUeM NeYeHU 8 NAMOI0SUHeCKULl NPOYEeCC 803MONCEH NepecMomp mepanuu 01 6onee

aghgpexmuenozo socnonnenus e2o degpuyuma [105].

e Pexomenayercst mpoBeJicHHE TEpaluy MpernapaTaMu U3 rpynmnsl 6uchocPoHaTOB MaUEHTaM C
MJ/M/Ib npu BO3HMKHOBEHMH TIPH3HAKOB OCTEONEHHH U KOMIPECCHOHHBIX IE€PEIOMOB
MO3BOHKOB (3a4aCTy0 OECCUMIITOMHBIX MM HECBSI3aHHBIX C TSAKEJION TPaBMOM) WK NEPEIIOMOB
JUIMHHBIX KOCTEM C IEJIBI0 KOPPEKIIMH JAHHBIX COCTOSIHUM 110 HA3HAYEHUIO Bpada-dHIO0KPUHOJIOTa
[31,32].

YposeHb yoeauTeabHOCTH pekoMeHaanuii — C (YypoBeHb JI0OCTOBEPHOCTH 0KA3aTeIbCTB — 4)
KomMeHTapuu: nepenomol no360HKos, He 8bl36aHHbIE MANHCENOU MPABMOU, U NEPELOMbL ONUHHBIX
Kocmetl A6IAI0MCA KIUHUYECKUMU NPOABIEHUAMU NOBLIUUEHHOU XPYNKOCMU KOCMHOU MKAHU
[31,32]. [na paccmompenus 60npocoé o HeoOX0OUMOCMU HA3HAYEHUs mepanuu u o
yenecoobpasHom cnocobe npuema Npenapamos HeoOX00UM npuem (0CMOmp, KOHCYIbMayus)
8PaAUa-dHOOKPUHONI02a/ 8pada - 0emcKo20 IHOOKPUHONI024 NEPBUYHbILL U NOBMOPHBIL Npu
Heobxooumocmu.

PexoMenayercs:i IpoOBEACHUE BPayOM-DHIOKPUHOJIOIOM 3aMECTUTEIIBHOW T'OPMOHAJIBHOU
TEpanmuy  TECTOCTEpOHOM™®*  (Tpymma mpenapaToB IPOU3BOAHBIE  3-OKCOAHIPOCT-4-eHa)
MOCPEACTBOM BHYTPHUMBIIICYHBIX HWHBEKIMA mnanueHtam ¢ MJIJI ©u moaTBepKIeHHBIM
TUIIOTOHAIU3MOM C BoO3pacTta 14 ner ¢ [enbr0 HOpMalIM3alMd TOPMOHAIBHOIO CTaTyca
[2,33,59,76,77]. 3amecTuUTElIbHYIO TEpamui® TECTOCTEPOHOM** pPEKOMEHIYeTCs HA4YMHATh C

HEOOJIBIINX 103 C MEAJICHHBIM MOBBIIIEHUEM JI0 CTaHIapTHOU 103upoBKH [33]. Ilpu BeIpaxeHHOM
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3aJIep>KKe IMOJIOBOTO CO3pPEBaHUsSl y IMalMEHTOB, MOJYYAIOUIUX TEPANUIO TIIOKOKOPTHUKOUIAMH,
Teparus TeCTOCTEPOHOM ** MoeT ObITh pekoMeHtoBaHa ¢ 12 et [204].
YpoBeHb yoenureabHocTH pekoMeHaanuii — C (YypoBeHb TI0CTOBEPHOCTH 10KA3aTeJILCTB — D)
KoMMmeHTapuu: neuenue 0019(CHO Oblmb CO2NACOBAHO C B8PAYOM-IHOOKDUHOLO2OM/BPAYOM-
0emcKuM 3HOOKpuHono2om. Hedasnuti cucmemamuyeckuii aHaiu3 npooemMOHCMPpUpPOsa, 4mo
mepanus mecmocmeponom™* 6 yerom xopowo nepernocumcs nayuenmamvu c¢ M, a
npeuMyuiecmea OaHHO20 Jle4eHUss NPeBoCX00Am 603MOJCHbIE DUCKU pPA3BUMUSL NOOOUHbIX
aghghexmos.

CuHIpPOM KHPOBOIi IMOOIUM.
o Pexomenayercsi paHHee IMarHOCTUPOBAHUE U arpeCcCUBHAs MOJCPKUBAIOIIAS Tepanus
narrentam ¢ M/JIJ1 ¢ tenbio npouIaKTHKH CHHAPOMA KUPOBO# ambosmu [2, 39].
YpoBeHb yoenuTeabHOCTH pekoMeHaanuii — C (YypoBeHb I0CTOBEPHOCTH J0KA3aTeNbCTB — 5)
Kommenrtapuu: Ilpumepno y 25% nayuenmos ¢ MJ/] nabniodaromesa nepenomvl ORUHHBIX
kocmeti, a om 1% 0o 22% nepenomos npu M/ umerom puck pazeumus CKI [188]. CIKO
aensiemcs dicusHeyepodicarowum cocmosnuem npu MJ[J]. B epynne pucka passumus CIKO
HeambOynamopuvle noopocmku om 10 0o 15 nem na mHoconemmuel 21H0KOKOPMUKOCMEPOUOHOU
mepanuu (Koo ATX: H02), ¢ nosviwennou maccot mena, Huskum ypoeuem eumamuna D,
svipadiceHnoli  ocmeoneHued. OCHO8HAL NpUYUHA NAOEHUU — NepecaxdcueaHue  umu
Henpucmezuganue nayueHmos 8 ronscke. Eciu y pebenxa ¢ M/ nabarooaemcs usmenenue
ACUXUYECKO20 COCMOAHUSL U ObIXAMEeNbHAS HeOOCMAmoOYHOCMb, 8payy cledyem Y4umvléams
seposmuocmo pazeumus CKO 6 ougpghepenyuanvnou ouacnocmuke. CIKD ececoa credyem
npeononazames y nayuenmos c¢ MJ[J[ ¢ neperomamu uiu HeOOBACHUMBIM U BHE3ANHLIM
VXYOuleHuemM pecnupamopHbix U CepOeYHbIX CUMNIMOMOS.
Knunuueckue nposenenus C)KO mozym eapvuposams om 6eccuMnmomMHO20 medeHus 00
OCMAHOBKU cepoya 8CledCmaUe NPAgoMCey00uKo8ol cepoeunou Hedocmamoyrnocmu. OObiyHO
CUMNMOMbI 803HUKAIOM 6 nepguvle 12-24 uacos nocie mpasmbvl, Xoms 6 HEKOMOPLIX CAYUAAX IMO
Modicem npousovumu uepes 36-72 uaca. Coenacno kpumepuim I'ypoa u Bunvcona, ocHosHvle
CUMNMOMbI COCMABIAIOM MPUAOY CUHOPOMA. KONHCHAS CbINb, PECNUPAMOPHDbLE U HEBPOLO0SULECKUe
usmernenus. K nesnauumenoHvlM CUMRMOMAM OMHOCAMCS MAXUKAPOUSL, USMEHEHUsl CemYamKu,
JUXOPAOKA U CHUdCEHUe ouypeza. Imo MmaxdxHce Modcem CHposoYuposams mpomoOOYumonenuo
(6onee 50%), cnudicenue cemocnobuna Ha bonee yem 20% u HcUpo8yro MaxKpo2io0yIuHeMuro.
ObvlyHo Hauboee CUNbHO NOPANCEHHbLI Opean — ne2kue. [Ipu 3mom 0CHOBHbIMU KIUHUYECKUMU
cumMnmomamu  AenAOmcs  Ovicmpo — npozpeccupylowas — ooviwka U - eunoxkcemus. Ilpu

penmeenozpagpuu  epyOHOU KiemKu (penmeenozpaghus neckux/ penmeeHozpaghus  1ecKux
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yugposasn) evisasusiemcs Oup@ysnas 08YCMOPOHHAA UHDUILMPAYUS, KOMOPYIO  CILONCHO
OMAUYUMB OM O0eMmCKO20 OCMPO20 Pechnupamopro2o oucmpecc-cunopoma. Ilposedenue KT
2pYOHOU KiemKU (KOMNbIOMEPHAs MOMOSpaus 0peano8 2pyOHOU NOJIOCMU /KOMAbIOMepHas
momozpadusi opearos 2pyOHOU NOJOCMU C GHYMPUBEHHBIM DOIIOCHLIM KOHMPACMUPOBAHUEM) He
umMeem O0COOEHHBIX NpeuMywecms 8 niame OUACHOCMUKU neped 00blUHOU peHmeeHozpaguel
2PYOHOU KilemKu (peHmeeHozpaghus neekux/ penmeeHozpagus neekux yugposas), 0OHAKo ee
yacmo npogooAm, 4moodvl UCKIIOYUMb IMOoaUI0 necounol apmepuu. Ilpu CIKD moacem maxoice
HaOI00amvCsl AbEEONAPHOE KPOBOMeUeHUe.

Bmopwim nopasicennvlm opeanom aensiemcs 20106810t mose. Hesponoeuueckue cumnmomvl mo2ym
WUPOKO  8APbUPOBATL  MeHCOY PaA30PANCUMETbHOCIIBIO,  MPEBONCHOCMbIO, 8030VHCOEHUEM,
CNYMAHHOCMbBIO CO3HAHUSA, Oenupuem, cyoopoeamu U KOMOU, a Maxdxice 6HYMpuuepenHou
eunepmensueti. KT 201061020 M032a 00b1uHO HUYe20 He nokasvieaem. Jugdyzuonno-636eueHnast
MPT sensemcs bonee cneyughuunvim Memooom OUACHOCMUKU.

Tpemvum naubonee 8aMCHLIM KIUHULECKUM OUACHOCIUYECKUM NPUSHAKOM ABISAIOMCI KOJHCHbLE
nemexuu. Bvicvinanus pasmepom 1-2 Mm A61810MC MALEHbKUMU KPOBOUSTUAHUAMU BCIEOCMBUE
nogpescoenuti Kanuuisapos xodxcu. Ilepuod epemenu medxncoy mpasmol u 603HUKHOBEHUEM
nemexuti 6vl8aem pasHbIM, KAK U UX PACNONIONCEHUE, OOHAKO Yauje 8ce20 Ux 0OHAPYICUBAIOM 6
NOOMbIUEYHOUL U 8ePXHell YACMU NPeCMePHAbHOU 001acmu, Ha OOKOBbIX NOBEPXHOCMAX WeU U 8
KOHBIOHKMUBE 21a3.

Heobxo0umo nanuyue gvlcoko2o unoexca nodospenus na pazeumue CKJ y nayuenmoes ¢ M//[ u
NPO6edeHUst A2PecCUsHOU NOOOEPICUBAIOWEU MEPANUY NPU 2OCHUMATU3AYUU PEOEHKA ¢ OCMPbIM
HapyuleHuem NCuxuiecKko2o coCmosnus u ovixaunus. Tpebyemcsi akmueHas noooepaicusarouas
mepanus ¢ UCKYCCMBEHHOU BeHMUIAYUel Je2KUX, CHUNCeHUeM MNOCMHASPY3KU Npasoco
JAHCENYOOUKA, NEPeUBaHuemM KposU, aHmudOUoOmuKamu wupokozo cnekmpa oeticmeusi (ATX: JO1
Anmubaxmepuanvuvie npenapamei cucmemno2o Oeicmeus). IIpogurakmuxa 803MONCHBIX
OCNOJHCHEHUU, MAKUX KAK AHeMUsl, MPOMOOYUMONEHUsL, NPABONCETYO0UK08Asl HeOOCMAMOYHOCMb
U ocmpoe nopaxdceHue NoYex s6IAemcs euje 0OHUM KIOYe8blM (DaKmopom 6 6e0eHUuU maxKux
oonvuevix. Ilpu pazeumuu OCmpol J1e204HOU 2UNepmeHsuy, ¢ nocieoylowelu ocmpou
NPABOCMOPOHHEl  CepOedHoll He0OCMAmoOYHOCMbIO U CePOeUHO-COCYOUCTBIM  KOJIANCOM
HeoOX00UMO HA3HAYeHUe mepanuu O CHUNCEHUS NOCMHAZPY3KU NPABO20 HCeLYyOOUKd U/unu
uHeanayus okcuda azoma Ons  KYNUPOBAHUs. Jle2ouHoll eunepmensuu. Kameeopuuecku
3anpewiaemcsi OKCUeeHayus Nayuenmos 6e3 UCKyCCmeeHHOU GeHMUIAYUU JIe2KUX 60 u3bedcanue

ocmarosKku Ovixanus [2].
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Tepanusa ncuxuyeckux u no8eodeHUECKUX paccmpoicmae.

o Pexomenayercst mpoBe/ieHUE BPauOM-TICUXHUATPOM T€pATUH aTOMOKCETUHOM IMallieHTaM
¢ MIJI/M/Ib u comyrcrBytomem C/IBI' ¢ 1enbr0 KOPPEKIUH MOBEICHUYECKUX PACCTPOICTB B
COOTBETCTBHUE ¢ HHCTPYKIIKEH 110 mpuMenenuto [173].

YpoBeHb yOeTUTEILHOCTH peKoMeHaanuii — A (YpoBeHb T0CTOBEPHOCTH 10KA3aTEeJIbLCTB — 1)
KomMmenTapum: dannas mepanus 00a4CHA NPOBOOUMBCA 8 COOMEEMCMBUU C PA3PAOOMAHHbIMU
KAUHUYECKUMU ~DEKOMEHOAUUAMYU UW/UU  UHCMPYKYUAMU NO NPUMEHEHUIO JeKAPCMEEHHbIX
cpedcms. Ha cecoonsawnuii 0env He cyujecmeyem chneyupuueckux KiuHUYecKUxX peKxomeHoayuti
011 JledeHusi NCUXU4eCKUX u/uiu nogedeHueckux paccmpoticma y nayuenmos ¢ MJ[/[, é eudy uezo
KOppeKyus OAHHbIX HAPYULeHUT NPOBOOUMCSL 8 COOMBEMCMBUU C OOUWUMU PEKOMEHOAYUAMU NO
JICYEHUI0 NCUXUYeCKUX U/unu nogedenyeckux paccmpoticms. Heobxooum npuem (ocmomp,
KOHCYIbMAayus) 8pada-ncuxuampa 0emcko2o nepeuyHblil U NOGMOPHLLIL (NPu HeoOX0OUMOCMU).

o Pexomenayercsi TPOBEACHHE BPAYOM-TICHXHATPOM TEpPANUU TpEraparaMyd TPYIIIbI
CEJICKTUBHBIC HMHTMOMTOpPHI OOpaTHOrO 3axBara cepoToHMHa mnanueHtamM ¢ MJIJI/MJIb u
COMYTCTBYIOIIMMHU JIEIPECCUBHBIMU  PACCTPOWCTBAMHU, TPEBOXKHBIMU PACCTPOIICTBAMH U
00cecCUBHO-KOMITYJIbCHBHBIM PacCTPOWCTBOM C LIEIbI0 KOPPEKIMH JaHHbBIX cocTossHuM [ 170, 174,
175].

YpoBeHb yOeAuTeILHOCTH peKoMeHAaluii — A (YPOBEHB JOCTOBEPHOCTH 10KA3aTeIbCTB — 1)
KomMeHnTapuu: oannas mepanus 00axcHa nposooumsCsi 8 COOmMEemcmeul ¢ paspadomaHubiMu
KAUHUYECKUMU PEKOMEHOAUUAMU UW/UTU UHCMPYKYUAMU NO NPUMEHEHUIO J1eKAPCMBEHHbIX
cpedcms. Ha cecoonsawnuii 0env He cyujecmeyem cneyuppuueckux KIUHUYECKUX peKxomMeHoayuti
OJ11 JledeHusi NCUXU4eCKUX u/uiu nogedeH4ueckux paccmpoticma y nayuenmos ¢ M/, 6 6uody vezo
KOppeKyus. OAHHbIX HAPYULeHUll NPOBOOUMCSL 8 COOMBEMCMBUU C OOUUMU PEKOMEHOAYUAMU NO
JleUeHUI0 NCUXUYeCKUX U/Uuiu nosedenueckux paccmpoticms. Heobxooum npuem (ocmomp,

KOHCYIbMAayus) 8pada-ncuxuampa 0emcKko20 nepsuyHblil U NOBMopHull (Npu HeoOX00UMOCmu).

3.3 HemeaukaMeHTO3HOeE JIeYeHHne

° PexoMeHnayercsi TpoBeleHHE TacTPOCTOMUHM (TaCTPOCTOMHUSL C  HCIOJIb30BaHUEM

BUJICOOHJIOCKONINYECKOW TEXHHMKH, JIAIAPOCKONMYECKasi TFacTPOCTOMHUSA) M KOPMIIEHHE Yepe3

ractTpocTomMy (KOpMJIEHHE TsDKEJIOOOJIBLHOTO MAIlMeHTa Yepe3 racTpoctomMy) mamueratam ¢ M/,

UMEIOUIUM AUC(aruio ¢ BHICOKUM PUCKOM acTHMpalluy WM OCIOXKHEHHYIO NUC(haruio ¢ LUeibio

npoMIaKTUKK aciupanuu [2].

YpoBeHb yoeauTeabHOCTH pekoMeHaanuii — C (YypOBeHb I0CTOBEPHOCTH J0KA3aTeIbCTB — 5)
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° Pexomenayercssi ~ yacTUYHOE  KOPMIJIGHHE  4Yepe3  racTpocToMy  (KOpmiieHue
TSDKEI000IHHOTO MAIIMEHTA Yepe3 TacTpocToMy) naruerTam ¢ MJ1/1, MeronmM HEOCTOKHEHHYIO
nucdaruro, ¢ IeNbio MpeAypPexXISHHs Pa3BUTH HYyTPUTUBHOW HEAOCTATOUYHOCTH [2, 204].
YpoBenb yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb J10CTOBEPHOCTH 10KA3aTEJILCTB — D)
Kommenmapuit: 0o ycmanosku 2acmpocmomvl (2acmpocmomus) HeoOX00UMO 6peMeHHOe
KOpMIlEHUe Yepe3 HA302ACMPANbHbll 30HO0 (VCMAHOBKA HA302ACMPAIbHO20 30HOd, KOPMIEHUe
MAHCEN000NbHO20 NAYUEHMA Yepe3 PO U/UlU HA302ACMPATbHBIN 30HO).

° Pexomenayercsi mnpoBeneHue GyHAOIIMKANMK mamueHTam ¢ MJIJ], wumeronum
ractpo33odareanbHyl0 peQIIIOKCHYI0 OO0J€3Hb C BBICOKMM PHUCKOM AaclHUpalud, C LEJbI0
npodunaktuku acnupanuu 2, 205].

YpoBeHb yoeaureabHocTH pekoMeHaanuii — C (YypoBeHb I0CTOBEPHOCTH 10KA3aTeJILCTB — D)
° Pexomenayercst TpoBeIEHUE TaCTPOCTOMHHM (TacTPOCTOMHS  JIalIapOCKOMUYECKUM
(JTamapockomnuyeckass racTpPOCTOMUS)/IHIOCKONHUECKUM (TaCTPOCTOMHUSI C HCIOJIb30BAHUEM
BHUIECOPHIOCKOIINYECKUX TEXHOJIOTHIN)) Hu byHIOTITUKAIIT (pysmormmukarus
OTKPBITHIM/JIANIAPOCKOITMYECKUM JIOCTYTIOM (bynpormukanms JarapoCKOmuyecKas))
OHOBpeMeHHO mnarnueHTam ¢ MJIJ] npu Hamuuuu y HMX aucharud ¥ ractpos3odareanbHON
pedIIIOKCHOM 00JIe3HU C BBICOKMM PUCKOM aclHpaIuy, C IENbI0 NPOPHUIAKTUKHA acupanuu [2,
205].

YpoBenb yoeaureabHocTH pekoMeHaanuii — C (YypoBeHb I0CTOBEPHOCTH 10KA3aTeJIbCTB — D)
° Pexomenayercst KOpMIIEHUE TSHKETO0OIBHOTO MAIIMEHTA Yepe3 Ha30TacTPabHBIH
30H] (yCTaHOBKa HA30TacTPajbHOTO 30HAA, KOPMJICHHE TsHKENOOONBHOTO MalueHTa 4epe3 poT
W/UM Ha3oracTpayibHBIA 30H1) mamueHTam ¢ MJIJI ¢ ractpos3odareanbHO pedrirokCHON
00JIe3HBIO U BEICOKUM PUCKOM aCTIHPAILIUH, TP HEBO3MOKHOCTH MPOBEACHUS () YHIOTIITUKAIINH, C
1esbt0 podunakTuky acnupanuu [204].

YposeHb yoeauTeabHOCTH pekoMeHaanuii — C (YypoBeHb I0OCTOBEPHOCTH 0KA3aTeIbLCTB — 5)

. Pexomenayercst ycTaHOBKa racTpoCTOMBI (ractpoctomusi) nanuentam ¢ MJI/] B cimyuae
MPU3HAKOB BBIPAXKEHHON Auc(aruu, acnupanuy, BBIPAXKEHHOTO CHIKEHHS MacChl Tela WU
MCTOIIICHHUS C 1IeJIbI0 HOpMAIU3alMK peXXuMa U mpolecca nutanus [2,61].

YpoBeHsb yoenureabHocTH pekoMeHaanuii — C (YypoBeHb 1I0CTOBEPHOCTH 10KA3aTEJILCTB — 4)

. Pexomenayercsi peryispHas ¥ yMepeHHas (u3uveckas aKTHBHOCTH ITOJI KOHTPOJIEM
poauTeneil/3aKkOHHBIX MpeCTaBUTeNeH, Bpada GU3NIECKON U peaOnIUTAITMOHHOW METUITUHBI T
Bpada, BBIMONHIIOMNIETO €ro (YHKIWI0 (CHelHaTucTa MO0 MEAUIUHCKONH peaduiInTarun
(cnenmanuct 1o (u3MUECKOW peaOunuTan (KMHE3UOCICIUAINCT), Bpada IO JiIeYeOHOMH
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buskynbTYpe U Ap.), naueHtam ¢ MJ1/1 anekBaTHas COCTOSTHUIO U CTa U 3a00JI€BaHUSI C 1IEIIbIO
obOecrieueHHs HaJUICKANICH (U3MUYECKON AaKTUBHOCTH W MPEAYNPEIKIACHHE BO3HUKHOBEHUS
KOHTPAKTYp [2].

YpoBenb yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb TI0CTOBEPHOCTH I0KA3aTeIbLCTB — D)
KommenTapuii: Vcosepuwencmesosanue memooos nomowu npu M/ npueeno x npooneruio
nepuooa, Ha NPOMANCEHUU KOMOPO2O NAYUEHMbL COXPAHAIOM CHOCOOHOCMb CaAMOCMOAMENbHO
nepeosueamspcsl, CHUNCEHUIO PACAPOCMPAHEHHOCIU MAXCENbIX KOHMpaAKmyp u oeghopmayuii (8
MOM Yuciie UHBATUOUUPYIOULe20 CKOIU03A), A MAKHCe NO360IUL0 NAYUEHMAM 00NbULe COXPAHAMb
@DYHKYUOHANbHYIO AKMUBHOCMb U YYACMB08AMb 680 6CeX ACNeKmax MHCusHu. B nposedenuu
PeadurumayuOHHbIX MEPONPUAMULL YYaACMEYIom 6padi, CReyualucmol no Qusuieckou mepanuu
(cneyuanucm no @usuveckol peabunumayuyu  (KUHE3UOCNEYUATUCH), CReyuaiucmosl no
apeopeabunumayuu  (3peocneyuanrucm),  MeOUYUHCKUe  J1020nedvl,  CHEYUAIUcCmsl  HO
U320MOBIEHUIO OPME308, A MAKICe NOCMABUUKU MEOUYUHCKO20 000pY008aHUs ONUMENbHO20
NONb308AHUSL.

B nauane sabonesanus ocHosHou axkyenm oenaemcsi Ha NPOOLeHUU CNOCOOHOCMU XOOUmbv U
Gusuueckom pazeumuu, mo, K020a NOOPOCMOK CAOUMCS 8 UHBAIUOHOe Kpecao, 3mo paboma ¢
pykamu, uymobvl npooIuUmb UX QYHKYUOHUPOBAHUE, NOZUYUOHUPOBAHUE 6 KOAACKe U
sepmuxanuzayus. Ha 6onee no3onux cmaousx Oone3Hu HA NEpPevlll  NAAH  BbIXOOUM
pecnupamopnas peabunumayus. Ilpogurakmuxka KoHmpaxmyp HeobXoouma Ha NPOmMIHCEeHUU
celi AHcu3HU OONbHO2O.

o Pexomenayercsi HCIONIB30BaHUE CIEHMUANBHBIX CPEACTB (ammapar HCKYyCCTBEHHOM
BEHTUJISILIUM JIETKUX, PYYHOH, OJHOPA30BOr0 (MHOTOPa30BOI0) UCIOIb30BaHU — MeEIIOK AMOY),
YCTPOMCTB JUIsl MeXaHW4ecKoW HHCypuauuu-skcyQusiuuu  (uHcydduarop-acnuparop) mnpu
BolsiBiIeHHOM cHIbkeHun OXEJI < 60% mnamuentam ¢ MJIJI/MB]] ¢ unensio HOpMamu3anuu
pecniparopHoii GpyHkimu [39, 45, 62-64].

YpoBeHb yoeauTeabHOCTH pekoMeHaanuii — C (YypoBeHb J10CTOBEPHOCTH 10KA3aTeIbCTB — 4)

KomMmeHnTapuu: oannoe neuenue 06b1uHO HAYUHAIOM 8 PAHHION HEAMOYIAMOPHYIO CIMAOUIO.

o PexoMeHayeTcsl HCIOIB30BAHNUE PYYHBIX WIM MEXAHHMUECKUX MPUOOPOB, 00JIeryaronux
oTKanuiMBaHue (MHCypQuaTOpa-acnupaTopa) M PYUYHbIX KOMIIPECCHUH TPYAHOM KIETKH WU
JBIXaTEJIbHBIX YIPaKHEHUH, JPEHUPYIOIUX B KOMOWHAIMU C METUIUHCKUM 3JIEKTPUUECKUM
acmpaTopoM (acmupaTop Ha3aldbHBIN, ¢ AnekTponuTanueM () manuentam ¢ M1 mpu OXKEJI <
50 %, ITOCBrIg <270 JI/MuH nnm MakcuMallbHOM 3KcrupaTtopHoM JaBieHun <60 cm H20 c nenbio

HOpMaJIM3aliK pecnupatopHoit Gynkuuu [39, 45, 65-67].
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YpoBenb yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb I0CTOBEPHOCTH 10KA3aTEIbLCTB — D)
KomMeHnTapuu: ucnonvzosanue omxawiugameneil (uncyggiamop-acnupamop, Cucmema
OYUCKU ObIXAMENLHBIX NYymell) AGIAemcs KpalHe 8adCHbIM, MAK KaK clabocms OblxamenbHOuU
MYCKYIAmypvl NPUEOOUM K HEBO3MONCHOCHU HOPMATbHO OMKAULISAMbCS U NOBBIUUEHHOMY PUCKY
Passumusi amenekmaszos, NHeGMOHUU, HAPYUeHUIO OUP@Y3UOHHO-NePHYZUOHHO20 COOMHOULEHSL
u npoepeccuu OvixamenbHol Heoocmamounocmu. Omrkawnuseamens (UHCy@d@asmop-acnupamop,
Cucmema OYUCMKU ObIXAMENbHbIX NYyMell) 0ObIYHO HAYUHAIOM NPUMEHAMb 6 KOHYe DAHHell

HeamoOy1amopHou, Hayae no30Hell Heamby1amopHOU cmaouu 601e3HU.

o Pexomenayercsi TpoBeJeHHE HEWHBA3MBHOW BEHTWISAIMH C  JBYXYPOBHEBBIM
MIOJIO)KUTEIBHBIM JaBJIEHHEM (BCIIOMOTrareibHasi HEMHBA3UBHAs MCKYCCTBEHHAs BEHTUJISALUS
nerkux BiPAP i autoCPAP) B Hounoe Bpems manuentam ¢ MJI/I/M/Ib nipu BO3HUKHOBEHUHU
CUMITOMOB HOYHOM F'MIIOBEHTUJISILIMK WIIM IPYTHX JIBIXaTEIbHBIX HAPYIIEHUH BO BPEMSI CHA U IIPU
OIXKEJI < 50%, catypaunu Oz Ha MOMEHT npoOy»kaeHus <95% niu napuuainbHoM aasiaenun CO2>
45 MM PT. CT., C ICNBIO MOIEPKaHUsS pecriupaTopHoi pyHKImu [39, 45].

YpoBeHb yoenuTeabHOCTH pekoMeHaAanuii — C (YypoBeHb 10CTOBEPHOCTH J0KA3aTeIbCTB — 5)
KomMenTapuu: oannvie meponpusmusi 00bIYHO He0OX00UMbl 8 NO30Hel HeamOyIamopHol

cmaouu 3a0601e6anus Ul Ha aM6yﬂam0pH0d cmaouu npu Haiuduu HO4YH0O20 anHol CHA.

. PexomenayeTcsi HEWHBA3WBHAS BEHTWISAIUS C JBYXYPOBHEBBIM ITOJOXHUTEIHHBIM
nasnenueM (BiPAP) mammmentam ¢ MJI/MJIb B ciydae, cHmwkenus carypauun Oz <95% B
JTTHEBHOE BpEMsi, TMOSBJIICHHE JUCITHO? C IIeNIbI0 OOJIeTYEHUs OJBIIKH HW OOpbOBI C

TUIIOBEHTUJISLIMEN U TPOJIOHTMPOBAaHUS BEKUBAaeMOCTH [39].

YpoBensb yoenureabHOCcTH pekoMeHaanuii — C (YpoOBeHb JOCTOBEPHOCTH 0KA3aTeJbCTB —
5).

KomMmeHnTapuu: npuvenenue ecnomozamenbHol HeUHBA3UBHOU BEHMUNAYUU (8CHOMO2AMENIbHAS
UCKYCCMBEHHASL 6eHMUNAYUSA NecKuX) 0onee 16 wacos 6 CymKu 603MONCHO C UCHONbIOBAHUEM
HOCOBbIX MACOK, POMOBLIX 3a2YOHUK08. IIpu He803MOdNCHOCMU NOO0epHCaAHUsI A0EeK8AMHOU
BEHMUNAYUU C HNOMOWBIO HEUHBAZUBHLIX MEMOOUK NOKA3AHO HANO0NCEHUe Mpaxeocnmombl
(mpaxeocmomust ~ nocmosinnas  OmMKpelMbIM  OOCMYNOM,  NYHKYUOHHO-OUIAMAYUOHHASL
mpaxeocmomust)[39]. [Januvie meponpusimus 0061uHO HeOOX00UMbL 8 NO30HEN HeAMOYIAMOPHOU
cmaouu 3a001e6aHUs.

. Pexomenayercsi MpoBOAUTh 00ydeHHe poautenei manueHtoB 4-8 ner ¢ MIJI/MIb u

COIYTCTBYIOIMM  ONIO3MIMOHHO-BBI3bIBalOIIMM  paccrpoiictBoM  (F91.3  Bri3siBaromee
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OTMO3UIIMOHHOE paccTporicTBo 1o Bepcun MKb-10 agantupoBannoii B Poccutickoii deaepannm)
C IeNbI0 00yueHus: poauTenei A3p(EeKTUBHBIM TOIX0aM K BOCITUTAHHUIO M B3aWMOJICHCTBUIO C

nerbmu [40,196, 197].

YpoBenb yoeaureabHocTH pekoMenaanuii — C (ypoBeHb J0CTOBEPHOCTH 10KA3aTEJILCTB — D)

KomMmeHnTapum: maxue mpenuneu nposoosamcs MeOUYUHCKUMU NCUXOJI02AMU U NPeOCmasisaiom
cobOll  CMPYKMYPUPOBAHHYIO — NPOSPAMMY, — HANPABIEHHVI0  HA  00yYyeHue  pooumenell
ahhexmuenviM nOOX00aM K GOCHUMAHUIO U 83aumooelicmsuto ¢ oemovmu. OcHo8HAs 3a0aua
MpeHuHea — YKpenieHue pooumenbCKo-0emcKuxX OMHOWEHUN U YMeHblUleHUe NposeieHUll
He2amueH020, azpecCUu8HO20 U Bbl3b18AIOULE20 NOBeOeHUsA Y pebeHKa. B xoode 3anamuii pooumenu
0C6aUBAIOM MEXHUKU NO3UMUBHO20 NOOKPENIeHUs, Memoobl YNPAGIeHUsl NOBCOCHUEM Yepe3
yemroe YyCmanosienue npasul U Spanuy, a maxdice n00Xo0bl K KOHCIMPYKMUBHOM) PA3PEULeHUIO

CJIOJHCHbBIX cumyaum?.

3.4 Xupypruieckoe Je4eHue

° Pexomenayercsl MpOBEICHNUE TUIACTUKY aXWJUIOBA CyXOKuius manuentam ¢ MJIJI/M/1b
Ha aMOyIaToOpHOI cTaauu 3a00IeBaHUsI C LEIbI0 KOPPEKIIUU OPTONEANYECKUX HapymeHui [39].

YposeHb yoeauTeabHOCTH pekoMeHaanuii — C (YypoBeHb JI0OCTOBEPHOCTH 0KA3aTeIbCTB — 5)
KommenTapuu: onepayuu na cmone u axuiio8om CyXOo#CUIuu 0 KOppeKyuu IK8UHO8APYCHOU
degopmayuu cmonvl HANPABLEHbl HA YeeaudeHue 06vema O8UNCEHUL 8 20JIeHOCIMONHOM CYyCmase
U yyyuleHus Xxo0bowvl nayuenmos. Imu onepayuu NOKA3aHbl NpU COXPAHHOU CUle Yemblpexeiasol
Mbluybl 6edpa. Xupypeuueckue emMeuamenbcmea Ha mazo0e0peHHOM U KOJNeHHOM CYCMABax

00bIYHO He NOKA3AHbI.

. He pexomenayercsi mpoBeeHUE ONIEPATUBHOTO JICYCHHS SKBUHOBAPYCHOU nedopmaiuu
CTOII (apTPOJIe3 CTOMBI M TOJIEHOCTONTHOTO cycTaBa) manuentaMm ¢ MJIJI/M/Ib ¢ iemnbio ynydieHus
MO3UIIMOHUPOBAHUS CTON B WMHBAIMIHOM Kpecle U Ui HOUIeHWs OOyBHM Ha paHHEH
HeaMOyJIaTOPHOU CTAUU B CBSI3U C HEBO3MOXKHOCTBIO CAMOCTOSITENHFHOM X0A6051 [39].

YpoBenb yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb IOCTOBEPHOCTH I0KA3aTeIbLCTB — D)
KomMmeHnTapusi: OdauwHoe emewamenscmeo Modcem Oblmb COENAHO UCKTIOUUMENbHO NpU

undueudyaﬂbelx NOMERYUAIbHBIX BOZMOINCHOCNIAX 6EPMUKAIUIAYUU nAYUEeRmMA noce onepayuu.

. PexoMeHnayeTcsi paccMOTPETh BO3MOXKHOCTh XHPYPTHYECKOTO BMEIIATEIhCTBA Ha
MO3BOHOYHHUKE (apTpone3 TMO3BOHOUHWKA (cmoHamiozae3)) mnamueHntam ¢ MJJI/MIAB ¢

uckpusinenueM (yron Ko60a ocHoBHOH ayru nedopmanuu >50°) UM BBICOKOH CKOPOCTBIO
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MPOrPECCUPOBaHUs ISl COXpaHEHUs OanaHca TYJIOBUIA, KOPPEKIUH aedopmanuu rpyaHon
KJICTKH U yJIy4IlieHust 001iero kayectna xusuu [39,68,69].
YpoBeHb yoenureabHocTH pekoMeHaanuii — C (YypoBeHb I0OCTOBEPHOCTH 10KA3aTeILCTB — 4)

KoMmmenTapuu: svicoxas ckopocms npoepeccuposanus cuumaemcs >10° 6 200

o PexoMenayercsi paccMOTpPEeTh BO3MOXKHOCTh XUPYPIHYECKOTO BMEIIATEIbCTBA HA
MO3BOHOYHHUKE (apTpoje3 TO3BOHOYHHMKA (cmoHawione3)) mnamuentam ¢ MJA/MIB ¢
uckpusieaueM (yron Ko66a ocHoBHo# nyru nedopmariuu 30-50°) B HeaMOynaTOpHOM CTaIuu, HE
JOCTUTIIMX IyOepTaTa U HE MOJyYaBIINX TEPAIHIO TIIFOKOKOPTUKOHUIAMH, C IEJIbI0 YIIYUIICHUS

KadecTBa »*u3Hu [39, 69, 70].
YpoBeHb yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb I0OCTOBEPHOCTH JI0KA3aTeIbCTB —4)

KoMMeHTapuu: npu npunsmuu pewienusi 0 Xupypeuueckom Meuamenbcmee HeodXooumo
yuumeleams CHUdCeHUe QyHKyuu Ovixanus, Oegopmayuio pebep, 2unepkugos, enusHue Ha
MOOUNBHOCMb U (YYHKYUOHUPOBAHUE NAyUenmd, HAKIoH maza u oucoananc mynosuwa. Ilpu
Hamuyuu Oegopmayuu om 20° 0o 50° yenecoobpazno npumeHsmb GYHKYUOHATLHO-
Koppuzupyrowue xopcemsl y oemeli 00 4-X Jlemue20 603pacma U OMJIONCUMD BbINOJHEHUE
Xupypaudeckozo emewiamenvcmea [39].

. Pexomenayercst paccMOTpeTh BO3MOKHOCTH HCIIOJIB30BAHMSI HE MPEMATCTBYIOIIETO
pocTy WHCTpyMeHTapusi y nanueHtoB ¢ MJIJI/MJIb ¢ He3aBepileHHBIM POCTOM CKeJeTa Jist
cTabuaM3anuy mo3BoHo4yHuka [68, 69,70].

YposeHb yoeauTeabHOCTH pekoMeHaanuii — C (YypoBeHb JIOCTOBEPHOCTH 0KA3aTeIbCTB — 4)
KomMmeHTapum: y OauHOl epynnvl nayueHmos onepayusi ¢ 6blNOJIHEHUEeM apmpooesa
NO360HOYHUKA (CNOHOUN00€3a) PUSUOHBIMU OUHAMUYECKUMU CUCMeMAMU uKrcayuu ae1semcs
YenecoobpasHoll 6 C653U C BbICOKUM PUCKOM HNPOSPeCcCUpO8anus CKOaUuosda. Apmpoodes
NO3B0HOYHUKA (CNOHOUN00€3) MHO200NOPHBIMU CUCTEMaMU QUHATbHOU GuKkcayuu 00bIYHO
npogoosim 60 6MOpOL  OeKkade, Ko20d O0ACUOAEeMCsT He3HAUUMENbHbIL  OONOIHUMENbHbI
npooonvhuil pocm nozeonounuka (Habop uncmpymenmos Onisi yYCMAHOBKU UMNAAHMAMOS
CNUHANLHOU Quxcayuu;

HUmnnanmamul 015 ocmeocunmesa no360HOYHUKA U UX aHanozu).

. Pexomenayercs u3deratb XUpypruuecKux BMEIIATEIbCTB, HAIIPABIEHHBIX HA KOPPEKIIHIO
KOHTPAKTyp, 3a HCKIIOYEHHEM CIEIYIOMNX CIy4aeB: HAJIWYUE BBIPAKEHHOTO OOJIEBOTO
CUHApPOMa, HapylIeHHE eTIOCTHOCTH KOKHBIX MOKPOBOB, BBIPAKEHHOTO TUCKOM(OpPTa B CBSI3U C

HEMPaBUIBHBIM TO3UIIMOHUpPOBaHUEM y marueHToB ¢ MJIJI/M/Ib Ha mo3gHelt amOynaTopHOH
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CTaJIN! C TEJIbIO TPOMUIAKTUKHA OCIOXKHEHUH U YXYAIICHUS COCTOSHUS OMOPHO-IBUTaTEIIBHOTO
anmapara [39,70].

YpoBeHb yoenureabHocTH pekoMeHaanuii — C (YypoBeHb TI0CTOBEPHOCTH 10KA3aTeJILCTB — D)

PexoMeHnayeTcst onpenessTh OKa3aHUs K IPOLEype HCKYCCTBEHHOTO KPOBOOOpAIICHUS U/ HITH
TpaHCIUIaHTau cepana manueHtam ¢ MJIJI/MJIb ¢ GeicTpo mporpeccupyrolieit cepaedaHon
HenoctatrouHocThio 10 -1V ¢yHKIIMOHANBHOTO KiTacca M PE3MCTEHTHOCTHIO K IPOBOJUMOMN
Tepanmuu C LEJIbI0 JICUCHUS] KOHEUHBIX CTaJAWil CepACUYHOW HEAOCTaTOYHOCTH, YIY4IIECHUS
NpOTHO3a U KadecTBa sxu3Hu [28,83-93, 135].

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

o PexoMeHnayeTcss npUMEHEHHE TOTAJIbHOM BHYTPUBEHHOW AaHECTE3UMM MALUEHTaM C
MA/M/Ib mpu npoBeNEeHUH XUPYPTrHYECKOTO BMEIIATENBCTBA C IENBI0 MPO(UIAKTHKH
BO3HUKHOBEHHUSI OCJIOKHEHHU BO BpeMs HapKko3a [39].

YpoBeHb yoea1uTeIbHOCTH pekoMeHaanuii — C (YypoBeHb J10CTOBEPHOCTH 10KA3aTeIbCTB — 5)
KommeHTapum: npumenenue KoMOUHUPOBAHHO20 IHOOMPAXEATbHO20 HAPKO3A NOSbIULAEN PUCK
pazeumus paboomuonuza u eunepkaiuemuu. llpumenenue cykcamemonus xaopuoa™** oannvim
NAYUeHmMam cmpo20 npoOMuUBONOKA3AHO (603MOAICHO pa3eumue pabooMuoIU3a U Sunepraiuemuu)
[82]. Ilpogedenue pecuonapnvix memooos arecmesuu (INUOYpalbHas aHeCmesusl, CNUHANbHASA
amecmesus, CNUHANLHO-INUOYPATIbHAA AHeCcme3us) Modcem Oblmb 3ampyOHEeHO BCAe0CmEUe
UCKpUBIeHUs No360HOYHUKA. lleped n100bIM XUpYpeUHecKuUM 6MeulamenbCmeom Heooxoouma
KOHCYIbMayusi 8pava-nyioMoHoN02a (npuem (ocmomp, KOHCYIbMAayus) 6payva-nyisMOHOI02A
nepeuyHbILL) U 8PAUA-KAPOUON02A/8pAUA-0eMCKO20 KApOUoa02a (npuem (0CMOmp, KOHCYIbmayus)
epava-kapouonoza/ 6paua-0emcko2o kapouonoea nepeuunwviii). Kpome mozo, neobxooumo
oopamums 6Humanue, umo y nayuenmos ¢ MIJI/MJIB nosviwen puck pazeumus cepoednou u

ObIXamenbHoU HedoCmMamoyHOCmu 60 6pemMs u nocjie onepayuu.

3.5. HajguaTuBHAsS MeAUIMHCKAS TOMOIIb

Hannuamuenas nomows — nooxoo0, Yeivlo KOMOPOo2o A6Iemcs YIydHuleHue Kaiecmed
JHCUBHU NAYUEHMOB U UIEeHO8 UX ceMell, OKA3A8UIUXCS Neped JUYOM YZPOA*CAIOUe20 HCUZHU
3abonesanus. dma yeivb 0ocmueaemcs nymem npeoynpedcoeHus u oo.euenuss CmpaoarHul
Onazooaps panmemy 6blAGIEHUIO, MUAMENbHOU OYeHKe U KYNUPOBaHuto 0O0au U Opyeux
MACOCMHBIX (DUULECKUX CUMNMOMOS, A MAKI’Ce OKA3AHUIO NCUXOCOUYUATLHOU U OYXOBHOU
nooodepoicku [144]. I'nasnas 3a0aua naiiuamu@HOU NOMOWU — OOCMUDdICEHUE, NO0O00EPHCKA,

COXpAHEHUE U noevluienHue, HACKOJIbKO 9MmoO 603MOJMCHO, Kadecmedad JHCU3HU nayuenmada. Oonaxko
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onpeoenums, Ymo makoe «Kauecmeo HCU3HUY, MOAHCEN MOIbKO CAM NAYUEHM, HYHCOAIOWUNICS 8
nannuamugnou nomowu [145]. Basicno ne npomusonocmasnsime NAAIUAMUEHYIO NOMOWb U
aKmueHoe (UHmMep8eHYUOHHOe) 1edeHue, d 63aUMHO UX OONOTHAMb.

PexoMenayercsi oka3aHue JIOCTYIHOW NAJUIMATUBHOW MEIUUIMHCKOW TIOMOILIM JIE€TAM C

MIJI/MJIB, KOMIIJIEKCHO OCYIIECTBIISIEMOW COTPYJAHMKAMH MEAMIIMHCKUX OpTraHu3alluil U HX

MOApPa3/ICJICHNM, OKa3bIBAIOIINX CHEUUATN3UPOBAHHYIO NAJUIMATUBHYIO MEIHMIMHCKYIO ITOMOLIb

JETSIM, B PETYJISIPHOM B3aUMOJICHCTBUU C CEMbEH JUIsl oOecreueHusl moTpeOHOCTel MarueHTa u

€ro 3aKOHHBIX MPEACTABUTENICH Ha pa3IMYHBIX dTanax 3adoneBanus [ 142, 146, 147].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — D)
Pexomenayercs Bcem nanuentam ¢ M/IJI/MJIb, HyxaaroumMcs B OKa3aHUM MaNIMATUBHOM
MEUIIMHCKONW MOMOLIH, TPOBOJUTH NaTPOHAXK BbIE3HON MaTPOHAKHOM OpuUrazoi OTIEleHUs
BBIE3THON MaTPOHAXKHOU HaJJIMaTUBHON MEIUIINHCKON IOMOIIH NEeTIM c
LEJIBI0 OKA3aHUs MaJUTMATUBHOM CHCIIMAIM3UPOBAHHON MeMIIMHCKOM oMoty [ 148-150].

YpoBeHb yoeaureabHocTH pekoMeHaanuii — C (YypoBeHb I0OCTOBEPHOCTH 10KA3aTeJILCTB —4)

4. MeguuMHCKAas peadMIuTAIUSA U CAHATOPHO-KYPOPTHOE JIeYeHHe,
MeJINIUHCKUE MOKA3aHUA U MPOTHBONOKA3AHUSA K PUMEHEHUI0 METOA0B
MeIUIUHCKON peaduIuTanum, B TOM YHCJIe OCHOBAHHBIX HA MCIOJIb30BAHUN

NPUPOJAHBIX Je4yeOHBIX (PAKTOPOB.

B nacmoswee epems odoxazano, umo pecynapHas ymepeHHas (uiuuecKas HazpysKd,
Quszuueckas mepanus u peadurumMayus NAYUEHMO8 CNOCOOHbL UBMEHUMb MPAeKmopuio
ecmecmeennoco meuenus MJIJI/MJIB: npoonums cnocobnocms K CAMOCMOSAMENLHOMY
nepeosudNCeHUI0, NPedomepamums pa3eumue MmsaiCeiblX UHBATUOUSUPYIOUWUX KOHMPAKMyp u
OCNOJHCHEHUU, NOBLICUMb NPOOOIICUMENLHOCb U KAYECBO HCUSHU NAYUCHMOS, VIVYUUMb UX
@ynxyuonanouviti u coyuanvuwvii cmamyc [178-180, 189-190]. Peanuszayus smoii konyenyuu
B03MOJICHA MOILKO 8 hopMame nepCcoHATUIUPOBAHHOU (YU3ULEeCKOU mepanuu U peadurumayuu.

Vxooum 6 npowinoe napaduema yxooa 3a 6onvuvimu MJ[/], 6 ocnoge xomopou 6bL10
MakcumanbHoe coepedxcenue cui pebeHKka U MUHUMYM O8udicenus. Jlokaszanmo, umo om
Heucnonvzosanus mviwiy npu M/l nacmynaem ux ampogus [190, 191]. Heobxoouma ymepennas
pezynsapHas puzuueckas akmueHoOCmMs ¢ paHHe20 803PAcma, 6e30nacHvle ULl CNHOpMA: Xo0bha,
baccelin u 0Oe3Hacpy30yHble BENIOMPEHANCEPLI, OHU CMAOUTUSUPYIOM COCMOsHUE Oemeu U
COXPAHAIOM UX MbIULYDI.

Llenu peabunumayuu HeoOX00UMO onpedensimv KAK NpU NOBCEOHEBHOU pabome ¢

pebenxom (peabunumayusi 0OpPA3OM IHCUSHU — MO20A IMO COBMeCmHAs paboma epavd
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Qusuueckoli u peaburuMayuoHHoOU MeOUYyuHvl (8pava no MeOUyUHCKoU peaburumayuu u op.,
umerowue coomeemcmeylowue 3HAHUA): 8paua No  Je4eOHOU  u3KyIbmype, 6paua-
Quzuomepanesma, 6pauya-peghiekcomepanesma, 6pavaA-MpaABMAmMOoON02a-opmoneod, 6pava-
Heponoea u 0p.), pooumenell U UH020d camozo pebeHka) —oonee 00J120CPOUHbLE Yeau, MaK U C
KaxcovlM Npuxo0om pebenka Ha Kypc peadourumayuu 6 peadulumayuoHHbIl YeHmp —
KpamKkocpoumvie U OmcpoueHHble Yeiu.

Obwue yenu peabunumayuu 6orvuvix ¢ M/ [189, 191]:

® OJamb OONBHOMY 603MOJICHOCMb 0Opecmu KOHMPOIb HAO COO0U U B03MONCHLIMU

08UICEHUAMU

® oOpecmu pasHosecue u 00U KOOPOUHAYUIO OBUNCEHULL

®  3a0epoicamsv popmuposarue ciabocmu mazo8020 NOsACa U 10NAMOYHLIX MbIUUY

® obecneuums NPABUILHYIO OCAHKY (CMOs, CUOS, Jledca UL 80 8PeMsl O8UNCEHUS)

® cOanancuposams pabomy mvluly, uzde2as YmomieHus.

®  pazeuUeamv COKpAMUMENbHYIO CULY ObIXAMETbHbIX MbLULY

®  ynpasiams ObIXAHUEM 30 CYem NPABUIbHO20 UCHOIb308ANHUs OUAppazmbl

® npedomepamums paHHee YKOpoOueHue Molily

Peabunumayusa nayuenmos ¢ M/JI/MJ[b — kascooOHe8Has MHO20IemHsA pabOma cemMbl.
Bpauu moeym oyenums cocmosinue, 3a0amv 6eKmop 0BUNCEHUSL, COCMABUMb CRUCOK NPOYeoyp U
00yuums, HO o0bs3amenvHa  KaAMCOOOHesHas paboma cemvu. Heobxooumo ecemepro
nO00epIHCUBAMb CeMbll C meM, YmoObl OHU NOHUMAIU HEOOXOOUMOCHb eHCeOHesHOU pabomvl ¢
pebenkom u denanu HazHaveHHvle npoyedypsl 6e3 ouuUbOK.

s oxazanusi 0amnoco euda nomowu mpebyemcs yuwacmue 6paya Guzuveckol u
peadunumayuoOHHOU MeOUYUHbl UIU OPY2020 8Payd, GbINOJHAIWE20 QYHKYUIO U Op., UMEIOUWUX
coomeemcmeylowue 3HAHUS), HAnpumep:., 6pay Nno JledeOHOU  usKyrbmype,  8pau-
Quzuomepanesm, @pau-pegrexcomepanesm, 6pai-mpasmMamono2-opmoneo, 8paia-Heeponoe u
op.). Bpau puzuueckoui u peaburumayuorHHou MeOUYUHbL UIU 8P4, GLINOIHAIOWUL €20 (YHKYUIO,
ocyujecmensien MOHUMOPUHE U NPUMEHEHUE NPOSPAMM peaduIumayui, a0anmayuio/Hacmpouxy
noo UHOUBUOYANIbHbIE NOmMpeOHOCmU nayueHma 6 coomeemcemeuu ¢ MedcoyHapoorol
Kkaaccuguxayuei GYHKYUOHUPOBAHUA 6 3ABUCUMOCMU OM CMaAouu 3a001e8aHUsl, YPOGHS
MobUIbHOCMU u HAAUYUsA/0mcymcmeus. COnymcmeyouux 3abone6anuil
[https://www.parentprojectmd.org/care/care-guidelines/by-area/physical-therapy-and-

stretching/].
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Ilpu  Heobxooumocmu K  KOHCYIbMUPOBAHUIO U  PeadUIUMAYUOHHOU — NOMOWU
NOOKTIIOYAEMCs  8pAY-HEeupoXupype, 6pai-cypooo2-0mopuHoIapuHeoao2, a MmMakice J1020neo
(Meduyunckul 1020ned), oeghekmonoe u opyaue Cneyuaiucmspl npu HeoOXo0OUMOCHIU.

Hayuenmam ¢ MIJI/MIIE Heobxoouma noooepiicka MAKCUMANIbHO2O YPOBHS (DYHKYUL
CKeeMHO-MbIUeYHO020 annapama Ol  NpeOynpedtcOeHuss U MUHUMUZAYUU — BMOPUYHBIX
0CN0JCHeHUU (pazeumue KOHMPAKmyp, MouluedHblX ampo@uil, KOMNEHCAMOPHOU Oephopmayuu
ckenlema, ocmeonenuu, ocmeonoposa). Iloxazanul pe2ynaphsie ymepenHvle puzuyeckue Hazpy3Ku.
Ilpu nposedenuu peabUIUMAYUOHHBIX MEPONPUAMUL HeoDXO00UMO u3zbecamsv Upe3mMepHbIX
HA2PY30K, IKCYEHMPUYECKUX YNPAICHEHUL C 8blCOKUM conpomusieruem [106].

Memoowt peabunumayuu MIJI/MJIIB Odensmcs na nemexnHuueckue (K HUM OMHOCIAMCA
Qusuueckas mepanus: aKmueHoe U NACCUBHOE PACMALUSAHUE C UYeNbl0 COXPAHEeHUs 00vemd
ogudicenUuti 68 cycmaeax, JeyedOHas @usKyibmypa, xoovba, niasawue, eerocuned u op.) u
mexHu4eckue (opme3uposanue KOHeYHOCmell), a makice mMexaHuieckue u pooomusuposanHvle
MemoObl (MexaHomepanus, 6epmMuKaIU3ayus, npuUMeHeHue peadurumayuoOHHbIX MpeHatcepos).

Tlpu nposedenuu peabunumayuoHHbIX MEPONPUAMUL HEOOXOOUMO:

. cmapamvbcs  6CMpoums  QU3UYECKyr0  mepanurd U - peyiapHvle  Quauueckyro
AKMUBHOCMb 8 NOBCEOHEBHYI0 AKMUBHOCMb pebeHKa, ChopMuposams HA UX OCHO8e

06pa3 €20 IHCU3HU,

® yyumbvleamyvp, 4mo ()OMuHupyIOWMM CUMNMOMOM 'y Oemell AGIAEMCA ycmaiocnisb, A

3Hauum pacnpeoensims QU3ULEeCKYIo Ha2py3Ky HA 8eCb 0eHb — KHOHEMHOZY, HO YaACTO»,

. Oelicmeosams  YUpexcoarnwum oopazom — cmasums yeiu peadurumayuu Ha
Onudcaviuiue HecKoIbKo Mecayes 6neped C  YyUemom MeKyWUx pe3yibmamos
@DYHKYUOHATbHBIX MeCmos, MeKyue20 CKelemHO-MbIUEeYH020 Cmamyca nayueHma u
NPOCHO3UPYEMbIX VXY OULEHU.

B 3aeucumocmu om eedywjux Kaunuueckux cumnmomos nayuenmam c¢ M/I/M/Ib
Moz2ym Ovlmb HA3HAYUEHb PA3TUYHbIE PeadUuIUMAyUOHHbLE RPOZPAMMDBL.
1) Memoowl pusuueckotl peabunumayuu.
. aKmugeHoe U NAcCusHoe pacmsacusanue (CamocmosmenbHoe U ¢ HNOCMOPOHHEl

nomowvio) 5-6 pas 6 nedenio He meree 60 CEKYHO HA KAHCOVIO MbIULEUHYIO 2DYNNY;

® OUmMenbHOe 8bIMANCEHUE C UCNONb30BAHUEM nO3UYUORUPOBAHUA, WUHUPOBAHUSL,
® opme3uposarue u meﬁnupoeaHue;

*  npucnocobieHus Ol 6ePMUKAIUZAYUU U XOObObl (8epMUKAIUZAMODP, KPOBAMb-
8EPMUKANUZAMOP, Hanpumep.: nAAMEOPMA-6EPMUKATUIAMOP c

npuHa()ﬂe:)fmocm}wu, Kpoeamb Medub;uucmm MHOZO@yHKI/;MOHaﬂbHCl}Z

45



NeKMPUUeCKas, BepMUKAIUZAMOp peaduIumayuorHHblll U 0p), Napanoouym-
8epMUKAIUZAMOP, Hanpumep: XOOYHKU-NAPAN0OUyMbl c cucmemoti
BEpMUKANUZAYUU, ONOPbL HUICHUX KOHeUHOoCmeUu u mynosuwya 07 obecneyeHus:
BEpMUKAIUZAYUU U  NEPeOBUIICEHUSI UHBANUA08, aANNApPam  OpmMoneoudecKull
«dunamuueckuti napanoouymy, annapam HA HUJNCHUE KOHEYHOCMU U MYLosuuje
(opme3) - Ounamuueckutl napanoouym, Osi UHBAIUO08 XOOYHKU-NAPANOOUYMbL

OUHAMUYECKUE C CUCEMOU BEPMUKATUZAYUY C NPUHAOTEHCHOCHAMU U OP.));

opmoneouueckas 00ysb MacKas, ieekas, 2ubKas 0Jisi Xo0bowl. Kecmras evicokas — 0

qbukcauuu 20JIEHOCMONHO20 cycmaesda, Ko20a nayuenm cu()um, 6 MOoM Yucjie U 8 KoJIACKe.

KUuHe3uomepanus, 6 mom uucie 2uOpoKuHe3omepanus (niasauue npu memnepamype
60061  30-33°C  (ommumanvHvle memMnepamypHvle pamKu Ol  HAULYYULE20
memabonuzma moiuy).) (Jlewebnas guskynemypa 6 baccetine, Iuopoxunesomepanus
npu 3abonesanusx cepoya u nepuxapoa, luopoxunezomepanusi ¢ UCNOILIOBAHUEM

NOOBOOHBIX MPEHANCEPOB NPU 3a00Ie8AHUAX cepoya U Nepuxapoa);

Mexanomepanusi, be3nacpy3ounble MOMOMemoobl (mexanomepanus,
POOOMUBUPOBAHHASL MEXAHOMEPANUs, ANNAPAMHble CIMAMO-KUHemu4ecKue HazpysKu,
JleuebHas mexanomepanus 8 600e), MPeHUPOBKU ¢ OUON02UHECKOU 0OPAMHOU C83bI0
no  Koopouwmayuu  OsudiceHulli  (cmaounoniamghopma)  On  NOOOEPIHCAHUS
DYHKYUOHATLHBIX  BO3MONCHOCIIE MbIULY U VAYYULEHUS. KOOPOUHAYUU OBUNCEHULL
(Tpenuposka ¢ buoIO2ULECKOU 0OPAMHOLL C8513b10 NO ONOPHOU PeaKyuu, YAPAICHEHUS.
J1e4ebHOU PU3KYTbMYpPbl C UCNOIb308AHUEM NOOBECHBIX CUCTEM, UMUMAYUS XOObObL CO

cmabunuzayueil, 6araHcmepanust);

2) usuueckue Hacpysku: 01 NPeOOMEPAWjeHUs: ampouu U SMOPUUHBIX OCIONCHEHULL

3)
4)
5)

6)

RAYUEHMbL ¢ COXPAHHOU CNOCOBHOCMbBIO K CAMOCMOSMENbHOMY NePeOSUNCEHUIO U NAYUCHMbL
Ha pauHell cmaouu nomepu CHOCOOHOCMU K CAMOCMOSMENbHOMY NepeOGUNCEHUID OOJIHNCHbL
PE2YNAPHO 3AHUMAMbCSL YKPENIeHUueM Mbluly 6 CYOMAKCUMATbHOM (Jle2KOM) pedicume noo
HaoO00eHueM UHCMPYKIMOPO8, MeOUYUHCKO20 NePCOHANA UTU 0OYVHeHHbIX poOoumenel;
Jloconeduueckue 3auamusi NPU HATUYUU HAPYUWEHUL peyll, 2TI0OMAHUSA, HCeBAHUSL, CATUBAYUU,
Hepexmonocuueckue 3ausamus NP HATUYUU KOSHUMUBHBIX HAPYUEHULL,

Xupypeuueckoe 6Meuamenbcmeo npu  HAIUYUU  CKelemublx Oegopmayuii  (CoenacHo
COOMBEMCMBYIOWUM KIUHUYECKUM PeKOMeHOayusm) cm. pazoen 3.4.

Texnuyeckue cpeocmea peaburumayuu u MeOUYUHCKOe 000pyoosanue 0. KOMNEHCAyuu

@dynxyuili u adanmayuu.
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® Kpecla-KoJICKu, ynpaejiemvle nayueHmnom, Kpecia-KoJIACKU, ynpaeidembvple

NAYUEHMOM/CONPOBONCOAIOUUM  TUYOM  (DVUHbIe KPeCAa-KOJACKU, Hanpumep:

MeXaHUu4ecKkas Kpecio-KoJACKd, KPecio-KOJACKA ¢ PYYHbIM NPUBOOOM U Op.);

® Kpecla-KoJIACKU, C aﬂekmpodeueameﬂeM, ynpaeJjiemovle

NAYUEHMOM/CONPOBONCOAIOUUM  TUYOM — (MOMOPUSUPOBAHHbIE  KPECAA-KOIACKU,
Hanpumep: Kpecio-KOMACKA JNeKMPU4ecKkds, Kpecio-KOAACKA C INeKMpUYecKum
npueooom u op.);
Kposami ¢ 91eKmponpuso0oM a0anmayuoHuvle, Kpogamu ad0anmayuoHHble ¢ PYyUHbIM
ynpasnenuem, Kposamu OONbHUYUHbIE MeXaHuuecKue, Kposamu OONbHUYHbIE C
2UOPABIULeCKUM NPUBOOOM, KPOBAMU DONbHUYHbIE CMAHOAPMHbIE C JIeKMPONPUBOOOM
(aemomamuuecku pecyrupyemoie kposamu) [108].

HOYHblE WUHBL (201€HOCMONHblE MYMOPbL UU Opme3bl (Mymop Ha 201eHOCHONHbLLL

cycmas, opme3 Ha 20J€HOCMONHbIL CYCmas) npedomepawjarom pazeumue KOHMPAKmyp 6
20JIeHOCIMONHOM Ccycmase.

OHeBHble UWUHBI, HO MOJILKO He 0/ NAYUEHMO8, KOmopble euje MO2Ym X00Umb.
Jnunnvle wuHbl 015 HOZ (KOJNEHO-20]leHOCMONHble Opme3bl (Opme3sbl OJisl HUNCHeU
KOHEUHOCMU)) UCNONL3YIOMCSL 8 Nepuod, KO020a OYEHb CIONCHO UIU HEBO3MONCHO
xooums. [lpumenenue mMaxkux opme308 Modcem npedomepamums 0edopmayuro
cycmagos.

Yempoiicmea ona eepmukanuzayuu (6epmuxanuzamopsl, Kpecia ¢ 91eKMpUudecKum
nPUBOOOM, NPUCNOCOONIeHUS O/ NOMOWU npu écmasanuu (Hanpumep: npucnocoobieHue
0J1s1 NOMOWU NPU BCMABAHUU PYYHOE, NPUCNOCODIEHUE Ol NOMOWU NPU 8CMABAHUU
anekmpuieckoe u 0p.); HAPANOOUYM-8EPMUKAIUAMOpP  (Hanpumep: XOOVHKU-
napanoouymvl ¢ CUCMeMOU BePMUKAIUZAYUU, ONOPbl HUNCHUX KOHeuHOoCmeu U
mynosuwa 0131 0becneyerss GePMUKAIU3AYUU U NePeOBUICEHUS. UHBATUA08, Annapam
opmoneduyeckuil «/Junamuieckuii napanoouym», annapam Ha HUNICHUE KOHEYHOCU U
mynosuwe (opme3) - OUHAMUYECKUL NAPANOOUYM, Ol UHBANUOO8 XOOYHKU-
napanoouymvl OUHAMUYECKUE C CUCEMOU 8EPMUKATUZAYUL C NPUHAOTIEHCHOCMAMU U
0p.) Ha3Hauaemcs 6 ciyuae, K020a NAYUEeHm YiHce He MOHCem X0OUMb.

Ilpu nosenrenuu ceubamenvubix YCMAHOBOK U MY20N00BUNCHOCMU 6 NANbYAX DPYK
NPUMEHAIOMCsL  nooddepaiicusaowue WwuHbl O Kucmu (opmesvl Ol 8epXHel
KOHEYHOCMUL).

Annapamul 015 HeUHBA3UBHOU PECNUPAMOPHOU NOOOEPHCKU (ANNApam UcKyCcCmeeHHoU
HEeUHBA3UBHOU BEHMUNAYUU JIe2KUX, CO30aAHUe NONOHCUMENLHO20 0A6leHUs HAd 8blO0OXe)

— npu pazeumuu eunokcemuu. Cnedyem o00yuums pooumeneti pabome ¢

47



omkawiueamenem (uncyggaamop-acnupamopl, cucmema ouucmku ObIXAMENbHBIX
nymetil ) unu mewxom Amby (annapam uckyccmeeHHoU 6eHMUIAYUL 1e2KUx, pyyHoll,
00HOPA306020 (MHO20PA308020) UCNONb308AHUSL).

7) Pecynspnoe nabmooeHue 3a OCAHKOU: Npeoynpexcoenue (HopmMuposaHusi CUMMEMPUUHbIX
KOHMPAKMYp y NAyueHmos, Komopwle CnocoOHbl Nepedsueamocsi, NPAGUIbHASL NO3A CUOCHUSL 6
Kpecie-KosicKe, KOmopas no00epicusaem no360HOYHYIO U MA308YI0 CUMMEMPUIO, a MaKice
8bIMAUBAHUE NO360HOUHUKA. Hlcnonvzosanue @ukcayuu no360HOYHUKA — (NpUMeEHeHUe
KOPCEemos) He s181emcsi AlbMepHAmMuBol 0Jis NPOBedeHUs: U OMKIAObIBAHUS. XUPYPSUUECKO20
BMEUAmenbCmed, Ho MOJICEN NPUMEHAMbCS 8 CILYUASIX, KO20d XUPYPSUHLEeCKOe 8MeulamenbCmeo
HeB03MOJICHO UL euje He blOPaH ONMUMANbHBIL MEMOO €20 NPOBEeOeHUs.

Ilpu  gpopmynuposanuu  peadburumayuoHHO20  OUACHO3A N0 MENCOYHAPOOHOU
Kaaccugurayuu GYHKYUOHUPOSAHUsl, 0ZPaHuYeHull dcusnedesmenvHocmu u 300poevs (MK®) u
paspabomke  UHOUBUOVATLHOU — PeADUTUMAYUOHHOU — NPOSPAMMbL  BAICHO  PAHICUPOBAND
nAyueHmos no cmenenu MoOUIbHOCMU:

* ucnoav3yrouue OJisi nepeMeweHuss CamoCmosImenbHyo Xo0u0y (amoyramopuas cmaousi)

*  nepemewjarowuecsi 6 HNONONCEHUU CUOSL C UCNOTb30BAHUEM COOMBEMCMEYIOUUX
MexHu4ecKux cpeocma peabunumayuu (paHHaa Heamoby1amopHas cmaous),

*  MOOUNbHOCMb 8 Npedenax Kposamu (NO30HssL HeamMOYIamopPHAas CMaous).

Hannaa ¢ynkyuonanvuas Kiaccugurayus no3eonsiem KOHKpemu3upogams 3a0ayu
peabunumayuu 015 ONPeOereHHO20 NAYUEHMA C Y4emoM €20 803MOICHOCMEN U nompebHoCmell.

Heuneasusnas pecnupamopnas noooepoicka (Heun8asusHasi UCKYCCmMEeHHAs 6EHMUIAYUSL
JleeKkux) (co3oanue NoioHCUMENbHO20 OAGNeHUs. HA 8bl00Xe) — NPU PA3GUMUU SUNOKCEMUU.
Credyem obyuums pooumeneii pabome ¢ omxawaueamenem (UHcypgramop-acnupamop) uiu
Mewkom AmOy (annapam UCKYCCMBEHHOU BEHMUNAYUU Ne2KUX, PYYHOU, O0OHOPA308020
(MHO20PA306020) UCNONBL30BAHUSL).

Hounvie wunvl (2onenocmonnvie mymopvi uau opmesvl (mymop Ha 201€HOCMONHbIL
cycmas, opme3 HA 20JEHOCMONHLLL CYCMAs)) Npedomepawarom passumue KOHMpPAKmyp 6
20JIeHOCMONHOM cycmase.

Ilocne nomepu cnocobHocmu nepedsu2amscsi, MOMCHO UCHOIb308AMb OHEBHblE WUHDBL, HO
MONbLKO He 0I5l NAYUEeHMO8, KOMOpble euje MO2ym X00Umb.

Jnunnvle wunbl 0N HOZ (KOJIEHO-2071eHOCMONHble opme3bl (Opmesbl 01 HUJCHEL
KOHEYHOCMU)) 8 COCMOAHUU NOKOS UCNONb3VIOMCA 8 NePU00, Ko20d PeOeHK)y yice CLONCHO UTU
HeB803MOXCHO X00umo. [lpumenenue makux opmes08 mModHcem npedomspamums KOHMpPaxKmypuvl u

()eqbop/wauu;o KOJIEHHbIX U cOIEHOCMONHKHbIX CYCMABOo86.
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Vempoiicmea 0ns co30anusi cmosiuec0 NONOJNCEHUs.  (6EpMUKATUZAMOPDI, Kpecad ¢
INEKMPUYECKUM  NPUBOOOM, NPUCNOCOONEHUSI ONid NOMOWU NPU 6CMABAHUU  (HANpuMep:
npucnocobnenue O0as NOMOWU NPU 6CMABAHUU DPYYHOE, NPUCNOCOONeHUe On NOMOWU Npu
6CMABAHUU INEeKMpUYecKoe U Op.)) Heooxo0umvl 0Jisi HeamoOyIAMOPHBIX NAYUEHINO8.

Ilpu nosenenuu ceubamenvbHblX KOHMPAKMYpP U MY2ON00GUICHOCIU 8 NAIbYAX PYK
NPUMEHSIOMCSL ROOOEPACUBAIOUUE WUUHBL 0151 KUCMU (Opme3bl OISl epXHell KOHeUHOCTU).

Pecynapnoe nabniooenue 3a ocankou: npedynpexcoenue Qopmuposaniis CUMMEMPUYHBIX
KOHMPAKMYp Y NAyueHmos, KOomopwvle CHOCOOHbI Neped8ueamvcsl, NPAGUIbHOE NOZUYUOHUPOBAHUE
8 Kpecie-KonsicKe 0Jisi NOO0EPIHCAHUsT NO3BGOHOYHOU U MA3060U cummempuu. HMcnonvsosanue
Qukcayuu no360HOYHUKA (NPUMEHeHUe Kopcemog) He MNOKA3AHO 6 C6A3U CO C1aboCmyio
ObIXAMENbHBIX — MbIUY, HO MOJMCEm NPUMEHAMbCA 6 CAYYdAX, K020d XUupypeuyeckoe

emeuaneilibCmeo He6O3IMOINCHO UIU eule He 6bl6paH ONMUMAIbHBIIL MEMOO €20 np06€0€H1/l}Z.

Pexomenayercst mpuem (OCMOTp, KOHCYJbTAlMsi) Bpada (PU3UYECKON M peadMIUTalMOHHON
MEAWIHUHB (WM Bpaya, BBIMOJHSIONIETO €ro (yHKIHIO) MEepBUYHBIA M TOBTOPHBIM BCeM
narueaTam ¢ MJIJI/MJIB ¢ nensio cocraBieHus miaHa peadumuranum [111].

YpoBeHb yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb I0OCTOBEPHOCTH JI0KA3aTeIbCTB — D)
KommenTapuu: meuenue M/ y xasxicoozo xonxpemuoco 6OoavHoeo ¢ M/ 3asucum om
COBOKYNHOCMU ~MHO2UX (haKkmopog: muna U pacnolodCeHUss Mymayul, 2eHemuidecKux
Mooughukamopos,  8o3pacma  OUACHOCMUKU — 3a0071e8aHUs, UCHONb30GAHUS  CMAHOAPMOS
KOMNJIEKCHOU mMepanuu U Kawecmea yXo0d cemvbU (3HaAHUs, NPUBEPIHCEHHOCMb, MepneHue,
nocmosucmeo, pecypchocms) [189, 198]. Meouyunckasa nomows demsam ¢ MJI[/] na panHux
cmaousix — 3abonesanuss — 9mMO  npeoynpexcoexue, NPOQPUIAKMUKA U  3aMedleHue
npocpeccupoBanus OCL0HCHEHUL 3a001e8aANHUSA, MAKCUMATLHO 00120€ COXPAHEHUE BOZMONCHOCIU
K CAMOCMOAMENbHOMY Nnepedsudiceruio. Baosicneliwel cocmaensioweli sA61semcs exceoOnesHas
Qusuueckas mepanus. Omo YX00 3a CYycmaeamu — COXpaHeHue o00vema O0BUNCEHUL,
npedomepaujerue Gopmuposanus Koumpaxkmyp. Tpemv Oemell npescoe8peMeHHO mepsom
CNOCOOHOCMb  X00UMb U3-3a  (QOPMUPOBAHUSL KOHMPAKMYP 6 20JeHOCHONHOM cycmaee U
Odepopmayuu cmonvl. ImMo 6aAHCHO U 01 coXpanHocmu pabomwel pyk. Konmpaxmypwer — ne
obszamenvHuill ampudym M/, a creocmeue HenpaguivbHO20 6edeHuUs NAYUeHMA UIU e20
omcymcmeus. EdceOnesnas guszuueckas mepanusi Ha NPOMSNCEHUU BCEU JHCUSHU NO3B0IAem
uzbexcamsv SMux OCNONHCHeHul. B 3asucumocmu om nokazaHuii Mo2ym NpUMeHsmvbCcs Memoobl,

nepeuuciennvie 8 Hauane pazoena [189].
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o PexoMeHAYIOTCSI MEpONpUSTHS MO aJaNTalldd K YCIOBUSM MakKpocpenabl, (HhopMHpOBaHHE
0e30apbepHON Ccpefbl IoMa, YCTPOMCTBA IS MEpeMelIeHus] O0IbHBIX (MOAbEMHUKHU, JTUQTHI),
BceM mnamuentam ¢ MJI/I/M/Ib, uMeronM ABUTaTeNbHbIE HAPYIICHUS, C LENbIO MOBBIIICHUS
kavecTBa xxu3uu [110, 111, 159].

YpoBenb yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb I0CTOBEPHOCTH 10KA3aTeIbLCTB —4)
KoMmMmeHTapuu: xeobxooumsl meponpusmus no adanmayuu 0omawinel (U op. oKpyacaouell)
06cmano8Ku 0151 obecneyeHuss MAKCUMANbHOU — HE3A8UCUMOCMU  NAYUEeHMO8 3a  cuem
bezonacnocmu u O0OCMYRHOCMU B6CeX HeoOX00uMblX um cpedcms. Bozmoorxcnoe adanmusnoe
obopyoosanue  doma  GKIOYAem:  INEKMPOKOIACKY  (KpeClo-KONACKA — dNeKMPUHecKast),
B8EPMUKAIUZAMOP, NOObEMHUK (Mugm) 0151 6e30naACHO20 nepemeweHus, NaHOYCol, 1eCMHUYHbLE
NOObLEMHUKU,  NOOBEMHUKU  JJeKmpudeckue  NnepeosudicHvle  peadunumayuonHvle ¢
NPUHAONIEHCHOCAMU NPUCNOCOONIEHUsL OISl BAHHBIX KOMHAM U MYAemos, CReyuaibHvle Kposamu
u mampacst u op..

o Pexomenayercsi TpOBOANTH MPO(PHMIAKTUKY PA3BUTHS KOHTPAKTYp BCEM IMAlUEHTaM C
MJI/MIB ¢ uenbio coxpaHeHuss o0bemMa IBUKEHHM U MOJBHKHOCTU CYCTaBOB, COXPaHEHUU
PACTSDKUMOCTH MBI, (DYHKIMOHAIBHON AaKTUBHOCTU HUKHUX W BEPXHUX KOHEUHOCTEH,
CIIOCOOHOCTH XOJIUTh, CAMMETPHH TeJIa, YIYUYIICHHUS Ka4eCTBa U IPOAOKUTEIFHOCTH JKHU3HH. [ 1,
2,108, 111]

YposeHb yoeauTeabHOCTH pekoMeHaanuii — C (YypoBeHb JI0OCTOBEPHOCTH 0KA3aTEIbCTB — 5)
Kommentapum: s¢pghexmusrnoe noooepoicanue ob6vema 08udceHull 8 cycmagax, pacmaicumocmu
MY U npouiakmuxka Kowmpakmyp u Oegopmayuu cycmagog mpedylom MHO2UX
CKOOPOUHUPOBAHHBIX 8MEULamenbCmes, GKIIYAs aKMUHoe YOIUHEHUe MblUlY, eNceOHes8Hoe
naccueHoe pacmsadjceHue Cycmagos, Muludly U MASKUX MKAHel, NO0BEPHCEHHBIX PUCKY
CMAHYMOCMU, 8bIAGIEHHbIX HA NPEO8APUMENbHOU OUASHOCMUKE, NPOOOINHCUMENbHOe YOIUHEeHUe
(mymopbt); no00epI’CKa ONMUMATLHO20 NO3ZUYUOHUPOBAHUSL 8 medeHue OHi ¢ opme3amu (y

HeamOyIamopHbIX NAYUeHmos8), VCmpoucmea Ol 8epMUKAIU3aAyUY  (8epmuKaIu3amopbl,

napanoouym-6epmuKatu3amop (hanpumep: XOOYHKU-NApanoouymul c cucmemotl
BEPMUKANUZAYUL, ONOPLL HUNCHUX KOHEYHOCmel U myn08uya 0Jisl 0becnederus 8epmuKaiu3ayuu
U nepeosudceHUss UHBANUOO08, annapam opmoneouyeckuil «Junamudeckuii napanoouymy,
annapam Ha HUdCHUe KOHeYHOCmU u mynosuuje (opme3) - OUHAMUYECKUU NApanoouym, Ois
UHBANUO08  XOOYHKU-NAPANOOUYMbL  OUHAMUYECKUe C  CUCMEMOU  BepMUKAIU3AYUU  C

NPUHAONIEHCHOCAMU U OP.), NePCOHANUUPOBAHHbIE YCMPOUCMBA 0 nepedsuicenus (Kpecia-

KOJIAICKU, ynpaejisiembsle nayuermom, Kpecia-KoJIACKU, ynpaejisdiemole

NAYUeHmMoM/CONPOBONCOAIOWUM TUYOM (PVUHble Kpecla-KONACKU, Hanpumep: Mexanuueckas
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Kpecio-KOACKA, — KpeClo-KOJACKA €  PYYHbIM — NpU8OOOM U  Op., Kpecia-KoasicKu, ¢
neKmpoosucamesnem, yhpasnsemvie RAYUEHMOM/CONPOBOAHCOAIOUWUM JUYoMm
(MOmMOpU3UPOBAHHbIE KPECaa-KONACKU, HANpUMep. Kpeclo-KOMACKA IIeKmpuyecKkas, Kpecio-
KOJMACKA C 2JIeKMPUecKumM npugooomM u 0p.) u aoanmueHoe o000pyooeanue (Kposamu c
INEKMPONPUBOOOM  AOANMAYUOHHBIE, KPOBAMU A0ANMAYUOHHbBIE C DYUHBLIM YAPAGICHUEM,
Kposamu OONbHUYHbIE MeXaHudecKue, Kpoeamu OONbHUUHbIe C 2UOPABIUYECKUM HPUBOOOM,
Kposamu 6OO0NbHUYUHbIE CMAHOAPMHbIE C INEeKMPONPUBOOOM (ABMOMAMUYECKU pecyiupyemble
Kposamiu, OHeBHble/HOUHble WUHbL (20JeHOCMONHble mymopul uiu opmesvl (Tymop Ha
20JIEHOCMONHBILL CYCMA8, Opme3 HA 20JIeHOCMONHBLIL CYCMAas), OIUHHbIE WUHBL OJisl HO2 (KOJIeHO-
20JIeHOCONHbBLE OPME3bl, OpMe3bl OJisl HUIHCHEN KOHeYHOCU), Opme3bl 0151 6epPXHell KOHEYHOCIU),
npucnocobnenue O0as NOMOWU NPU 6CMABAHUU DPYYHOe, NPUCNOCODNIeHUue ONisi NOMOWU Npu
6CMABAHUU IEKMPULECKOE U Op.

Heobxo0umo nposedenue esxceOneHbix NpoQUIAKMULECKUX AKMUBHBIX U NACCUBHBIX
pacmsacu8anull 8 0oaacmu 100blxceK, KojieH u bedep, 3anacmuti, pyk u weu. Obyuenue pooumeneu
U NayueHmos NpasUIbHOMY BbINOJHEHUI) AKMUBHBIX U NACCUBHBIX DACMALUBAHUL OONHCHO
nPOBOOUMBCSL BPAYOM (PU3ULECKOU U PeaDUTUMAYUOHHOU MEOUYUHBL UTU 8PAYOM, BLLNOJHAIOUWUM
e20 (yHxyuro (cneyuanucm no MeOUYUHCKOU peadbuiumayuy, epad no JjewebHol uskyiomype),
nocie ye2o0 OaHHble YNPANCHEHUs O0enaromcs Ha edceOHeHoll ocHose. Ilpu pacmseusanuu
Heobx00umo uzbecamov 0OO0NEBbIX OWYUWEHUU U HAYUHAMb NPOSPAMMbL PACMACUBAHUSL OO
CHUDICEHUsL 0Obema 08udiceHull 6 cycmasax. PezynsipHoe u npasuibHoe 8bINOJIHeHUe AKMUBHBIX U
NACCUBHBIX  PACMASUBAHULL  SGTACMCA  GANCHETMUUM  YCII08UeM NPODUIAKIMUKY  PA3GUMUS
koumpaxmyp. Co80KYNHO ednceOHe8HO epems (huKkcayuu cycmasos 8 Haoiexcawem COCMOosHUU,
0COOEHHO MO Kacaemcs 201eHOCMONHbIX CYCMABO8 (AKMUBHble U NACCUBHblE PACMACUBAHUS,
mymopa/ opme3vl, NOOCMABKU NOO HO2U) OOIHCHO COCMABNAMb 7-8 YaAco8.

Dubposnvie usmenenus 6 mviuyax npu M/ nawunaromes ysce y HOBOPONCOEHHBIX, UMO
03HAYaem 8ANCHOCMb U HEOOXOOUMOCMb PAHHel NPODUIAKMUKY PACMANCUMOCIU MbliY. Dmo
n0360J15€eMm COXPAHUMb NOOBUINCHOCHb, (QVHKYUOHAILHOCHL U 00bEM OBUNCEHUL 8 CYCMmA8ax

nayueuma ¢ MJ[/] na acro e2o scusns [108].

° Pexomennayercst Bcem manuentam ¢ MJIJI/M/Ib ucrnonb30BaHrue OpTe30B ISl BEPXHUX U
HIDKHUX ~ KOHEYHOCTeH  (opTe3  JuIsl  JIOKTS/3amsACTBS/KUCTA PyKH W OpTe3 I
0e1pa/KoJIeHa/TOJICHOCTOITHOTO CYCTaBa/CTOMBI ) H/WIIH IIWH (IIIMHA C TIOIJI0KKON, MHOTOPa30BOTO
WCIIONIb30BaHUS) i1 TOJJAEPKAHMS, MPABUIBHOTO TMOJOXKEHHUS CYCTaBOB M IMPABUIBHOTO

MO3UILIMOHUPOBAHUS C LENBIO MIPEIYNPExaeHUs GopMHUpOoBaHus KOHTpakTyp [1,2,71,72]
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YpoBenb yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb I0CTOBEPHOCTH 10KA3aTeIbCTB —4)
KommeHnTapum: opme3sbl npeocmasnsaiom coboll mexuuieckue cpeocmed peadurumayui,
ucnonvzyemvie O0Jis USMEHEeHUs CMPYKMYPHbIX U (DYHKYUOHANbHLIX XAPAKMEPUCTNUK HEPEHO-
MbIUWEYHOU U CKeemHbIX cucmem u obecneuusaowjue, 6 3a6UCUMOCIU OM MeOUYUHCKUX
NOKA3AHULL, OPMONeOU4ecKyr0 KOppeKyuro, pasepysKy, ukcayuo, akmusuzayuro 08UeamenbHbix
@yukyuil. CymmapHoe 8pems HaxoHcOeHus 8 opme3ax 0Jisl AMOYIaMOPHLIX NAYUEeHMO8 — 5 pas &
Hedento 00 8-12 uacos 6 OeHo.

Opmesbl 00IIHCHBL U320MABIUBAMBCA UHOUBUOYATILHO OJISl KANCO020 NAyueHma noo KOHmpoiem
8pava QuzuuecKol U peadurumayuoHHOU MeOuyunsvl U Op., UMeue20 COOmeemcmsayruue
sHanus) (Hanpumep, cneyuarucma no gusuieckol peaburumayuu (KUHe3UOCReYUaIucm, 6pay no
JeyebHou usKyromype). Y ambyramopuvix nayueHmos NpPUMEHAIOMCA Ol PACMANCEHUs 8
HOUHOE 8peMsl.

Ipumenenue 201eHOCMONKBIX OpMeE308 (OpMe3 HA 20JeHOCMONHLLIL CYCMAB) 6 OHEeBHOe 6PeMs
MOdHCEM UCNONBb308AMbCS 01 PACMALUBAHUS ULU NOZUYUHUPOBAHUS NAYUEHMOS8, YMPAMUBUIUX
@yuKyuo camocmosmenvrol xo0vowl. l[Ipumenenue KOIEHHO-201eHOCMONHBIX Opme308 (opme3
HA 201€HOCMONHBIL U KOJEHHbLIL CYCMABbl) BO3MONCHO Y Jlexcayux nayuenmos. Ilpumenenue
WIUHBL HA 3anCmbe Ul PYKY (Opme3s Ha 3ansicmoe, opmes Osl PYKU) 015l PACMANCEHUsL OIUHHBIX

U 3aniacmuulx ceubamerneti/paseubamenei NAIbLYE8 B03IMONCHO HA IOOLIX CMAOUsAX 3a00.1e8aHUSL.

o Pexomenayercs manuentam ¢ MJIJI/MJIB, B 3aBHCUMOCTH OT CTETIEHH MOOUIBHOCTH,
MpUMEHEHNE PeabMIMTAlMOHHBIX W aJanTHPOBAHHBIX I WHBAJIUIOB MEIUIIMHCKUX W3JIEITUN
(kpoBaTh-BepTHKaNM3aTOp  (HampuMmep, KpOBaTh  MEAMIIMHCKAs  MHOTO()YHKIIMOHAIbHAS
AIIEKTpUYecKas), MapanoguyM-BepTHKAIH3aTOp (HapuMep: XOAYHKU-TIAparioAnyMbl C CUCTEMON
BEPTUKAIU3AIUH, OTIOPHI HUKHUX KOHEYHOCTEW U TYJIOBHINA JJIsi 00ECIIEYSHUST BEPTUKAIU3AIIUN
W TIEPEeNBIKCHHUS WHBAJIUIOB, alapaT oOpTomeandeckuil «JluHaMuueckuili maparnoguym,
anmapaT Ha HIKHHUE KOHEYHOCTH M TyJoBHIIE (OpTe3) - AMHAMUYECKHUU MNapanoguym, Ijs
WHBAJIUJIOB  XOAYHKHU-TIAPANIOAUYMbl JIMHAMMYECKHE C CHCTEMOM BepTUKAIU3AlUU C
MPUHAUISKHOCTIMA H  JIp.)) C IEJbI0 MaKCHMaJIbHOTO COXPAaHEHUS BO3MOXKHOCTH
BepTuKanuzamyu [1, 2].

YpoBensb yoenureabHocTH pekoMeHaanuii — C (YypoBeHb I0CTOBEPHOCTH 10KA3aTeIbLCTB — D)
KomMmeHTapum: noodeporcusarowue nocmosHuvie yYCmpoucmea OJis Juy ¢ OMCYmMcmeuem uiu
Jle2KUMU KOHMPAKMYPAMU HUNCHUX KOHeYHOCmell HeoOX00umbl HA NO30Heu amOyIamopHoU u
paunel HeamOyIamopHOU Ccmaouu, 6 mMOM YUcle 6epMUKAIUZAMOPbL, MOMOPU308AHHbIE

UHBANUOHbBlE KOMACKU € (DYHKYueu eepmukanuzayuu (uzdeiue opmoneoudeckoe OJs
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APOPUAAKMUKY U peabuIumayuu Kpecio-Koasiacka ¢ npunaonexchocmsmu). Onu obecneuusaiom
OObULE NONOANCUMENbHBIX IPPEKmOs, yeM NPUBLIYHBLE KOLEHHO-20JIeHOCHONHble opme3bl (opme3
HA 207€HOCMONHBIN U KOJeHHbIll cycmagwl). [is eepmukaniuzayuu mocym Ovlmb maxoice
UCNONIL30BAHDL. KpPO8amb-8epmuKaniu3amop (hanpumep, Kpogamb MeOUYUHCKAsL
MHO2OPYHKYUOHAILHASL INeKMPUYecKas), napanoouym-6epmuKaiuzamop (Hanpumep: xo00yHKU-
napanoouymvl ¢ CUCMEMOU BEPMUKATUZAYUU, ONOPbl HUNCHUX KOHeUHOCmel U mynoeuwya 0.
obecneyeHuss GEPMUKAIUZAYUU U NEPEOSUNCEHUs UHBANUO08, ANNApam OpmoneoudecKutl
«unamuyeckuii napanoouymy, annapam Ha HUJCHUe KOHeYHocmu u mynosuuje (opmes) -
OUHAMUYECKUll napanoouym, 0s UHBAAUOO08 XOOYHKU-NAPANOOUYMbl OUHAMUYECKUE C CUCTEMOU
sepmuKaIuzayuu ¢ npuHaoedchocmamu u op.)) u m.n. [108].

. Pexomenayercst Bcem mamuentam ¢ MJJ/MJIb  neueOnas ¢uskyiabTypa mnpu
3200JICBaHUSX OpPOHXOJIETOYHOW  CHCTEMBI/IBIXATeIbHBIC  YIIPAKHCHHS, B TOM  4YHCIIC
IpeHupymomme, jgededHas (Gu3KynbTypa mnpu 3a00ieBaHHsIX cepilla W IMepuKapAa C LeJbIo
yiydieHus: QyHKIUU IbIXaHUS U CEPACUHO-COCYIUCTON CHCTEMBI, a TaKXkKe 0011ero pusndeckoro
cocrosinus [1, 2, 73, 74, 109, 160].

YpoBeHb y0eTuTeIbHOCTH peKoMeHaanuii — B (YpoBeHb J0CTOBEPHOCTH 10KA3aTEJbCTB — 2)
KommenTapuu: Heobxooumo uzbecamv  YynNpascHemuii ¢  BblCOKUM — CONPOMUBTIEHUEM,
0053ameibHO C1e0Ums 3a 8bINOJIHEHUEeM YAPadicHeHull 015 uzbedcanue nepenanpsaxcenus. Kpaiine
BAJCHO UMeMb O00CMAMOYHBIL OMObIX MeHCOY VHPANCHEHUSAMU, a makKdce cobaooams
OCMOPONCHOCIb 8  OMHOWEHUU  NOMEHYUANbHO — CHUNCEHHOU  KapOUopecnupamopHou
CNOCOOHOCMU U PUCKA  NOBPENHCOeHUs  Mbludy  O0axce NpU  XOpowiem  KIUHUYECKOM
@yHKyuonuposanuu. Bo3mooichsl makue akmusHocmu, Kaxk niasanue, e3oa Ha eerocunede [109,
111, 113].

Hcnonvzosanue cuopokunesomepanuu 0Jisi NOOOEPHCKU O8ULAMENbHOU DYHKYUU ) MATbUYUKOS C
M wiupoxo nodoepaicusaemcs meouyurckou tumepamype [199, 200]. Onyboaruxosansvl dannvle,
noomeepicoaloujue UCnonIb308aHUe NPOSPAMM SUOPOKUHE30MePanuu Oas VIyYyuleHus QyHKyuu
neexux y npu MJ[/] [201, 202].

Lenv euopoxunezomepanuu npu M/]: maxcumanvro ygeiuuumos 00vem 1eeKux, npeoynpeoums
Gopmuposanue KOHMPAKMYp U COXPAHUMb O00bEMbL OBUNCEHUU 6 CYCMAsax, NpoOIUms
CNOCOOHOCMb K NEepeosUICeHUIo, 3aMedUums pazeumue KapOUuOMUONAmuu U OblXameibHOU
He0oCmamoyHocmu npedynpeoums pazeumiue 0cmeonopo3d.

Memoo He umeem abcontommuwvix npomusonoxasanut npu  MI/MIIB.  Ilpunyuns
euopokunezomepanuu  npu  MJ[J]: b6e3onacnocmv, Kompopm, ymMepeHHOCmb HA2pY3KU,

pa3H006pa3ue U I9OMOYUOHAIbHAA BOBJIEYEHHOCNIb. Heﬂecoo6pa3no Ha Jobol  cmaouu
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3abo1esanus u 6 10OOM 803pacme, J1yyuie HAYUHAMb 8 paHHem eospacme. IIpodondcumenvHocmo
ceccuu 30-45 mun, nyuwe 8 uepogoi gopme, memnepamypa 600si npeonoumumenvro 320C,
2NYyOUHY — NpeonoYmumenbHo no0OUpams no pocmy.

Ilpu MJ[]] peabunumayus He ModHcem B0CCMAHOBUMb PA3PYUICHHbIE MbLULYbL, HO MOJNCEM
npedynpeoums paseumue Heobszamenvuvix 0 M  uneanuouzupyrowux O0cCioHCHe Ui,
3ameonums npozpeccuposanue 3a001e6aHUs.

Ilepsvie neckonvbko 3auAmMull OOANCHLL NPOXOOUMb HE MOAbKO C POOUMENAMU, HO U C
UHCMPYKMOpOM, Komopwlil obyuum pooumenei. Ileped Kadxcovim 3amsmuem He0OX00UMO

OYEeHUNb comamuuveckoe 6.716120}10]1)/’{1/{6 pe6em<a.

Pexomenayercsa namuentam ¢ M/IJI/MZIb npu Hanmuuuu pevyeBBIX HApPYUICHUH PpETyIspHBIE
3aHATHSI C JIOTONEAOM (METUIIMHCKUM JIOTONEIOM) C IICNIbI0 JUArHOCTHKU W KOPPEKINU
CUMITOMOB IIEPBUYHON U BTOPUYHOM, 3aJIEPKKU PEUEBOro pa3BuTHs [2, 75].

YpoBeHb yoeauTebHOCTH pekoMeHaanuii — C (YypoBeHb J10CTOBEPHOCTH 10KA3aTeIbCTB — 5)
KommenTapuu: y oowrxonvrukos ¢ M/ wacmo eécmpeyaiomcs mpau3umopHvle 3a0epiucKu
peuesozo pazeumus, Yy WKOIbHUKOE — cheyuguueckue HapyueHus/oepuyumsl 00yueHus
(Oucnexcus, oucepaghusi, ouckanvkyaus). B omauuue om ocnosnvix cumnmomos M/, npodremol
C peuvlo U oOyueHuem He Npocpeccupyrom, 60 MHO2UX CYYASX MANbYUKU 8 KAKOU-MO MOMEHM
«0020HAIM» CBEPCMHUKO8, OCODEHHO 6 mex CAy4asx, Ko20a 8 HOMOWb DeDEeHKY B808peMs.
HOOKTIIOYAIOm 1020ne0d OOWKONIbHO20 —YUPeNCOeHUs, ONbIMHO20 Nneoazo2d, 61d0erue2o
Memooukamu obyuenus u aoanmayuu oemeil ¢ ouciexcuet/ouckanvkyauei 6 wixone [193, 194].
Haubonee  pacnpocmpanennvivu y  nayuenmos ¢ M  asensiomes — HapyweHus
aMoyuoHanvHol/nosedenueckou pecynayuu (38,7%), CABI" (31,4%), OKP (25,0%) u 3adepaicka
peuesoeo pazeumus (24,4%). ¥ 6onvuwuncmea nayuenmos (72,7%) nabarooancs xoms oOvl ymo-
mo 00HO u3 nepeuuciennoco. Kpome moeo, y nayuenmoe ¢ MJ/[/] no cpaguenuio co 300posoiu
nonynayuel yaue 6cmpedaromes dIMOYUOHANbHbIE U NOBEOeHYeCcKUe pacCmpolucmed, 8KI04as
denpeccuro, azpeccugnoe nogeoenue U mpegodcHocmy. Puck pazeumusa smux cumnmomos, no-
BUOUMOMY, NOBbIUEH V NAYUEHMO8 C NAMO2EHHbIMU 8APUAHMAMU 6 NOCNeOHell Mpemu 2eHd
oucmpoghuna, npuUBOOAWUMU K HAPYULEHUIO 00pa308aHus 00bUe20 Koauuecmsa uzoghopm benxa
[185, 194-197].

Hemsam ¢ MJ[J] mpyonee Konmpoaupoeams 8010 UMNYIbCUBHOCb U IMOYUU, Yem Opy2uM Oemsm
ux gospacma. OHU uauje OeMOHCMPUPYIOM CHUNCEHHYIO 2UOKOCMb MbIULIEHUS, YMO MONMCem
NPUBOOUMb K HENOCTYUAHUIO U ONNOZUYUOHHOMY NOGeOeHUr0. Y Hux mozym Ovbims mpyonocmu 8

a()anmauuu K usmenenusam. OHu maxoice Mo2cym NpuHuUMAanio Kopmukocmepouébz CUCMEMHO20

54



oevicmeus (ATX: HO02), nobounvie 3¢hghekmuvl KOMOPLIX MOSYM GIUAMb HA UX NOBeOeHuUe,
Hanpumep, 0e1ams ux 6oaee 8030YOUMbIMU U AKMUBHBIMU, YeM 8 Hopme [193].

Ilpobnemvl nosedeHuss u SMOYUOHATLHOU peyiayul dawe XapakmepHvl 01 amOyIAmopHbIX
oemeiti ¢ MJ[J] (17,8%) no cpasnenuto ¢ neambyramoprvimu nayuenmamu (10%) [203].
Tocxonvky OBP uacmo umeem ceoum ucmounuxom CHBI, ono pedko ucciredyemcs omoenvHo,
eciu peuv udem o kozopme Odemeti ¢ M//]. OOHaxko umeHHO ONNO3UYUOHHO-BbIZBIBAIOUIEE
nogedenue Hapsa0y ¢ OpyeUMU NPOAGIEHUAMU COCMAGIAem «A0pOo» MAK HA3bl8AEeMO20
«/frowennosckozo xapakmepay.

Meouyunckue yciayeu no HOMeHKIamype MeOUYUHCKUx ycaye: Meouko-noconeduueckoe
uccredosanue npu oucghazuu, Meouko-noeconeduyeckoe ucciedosanue npu ousapmpuu, Meouxo-
Jloconeouyeckas npoyedypa npu ousapmpuu, Meouko-102oneouyeckas moHalbHO-pPUMMU4ecKas
npoyedypa, Meoduxo-noconeduueckas npoyedypa ¢ UCNONb30BAHUEM  UHMEPAKMUBHBIX

UHGDOPMAYUOHHBIX MEXHOTIO2ULL.

o Pexomenaytorcs Bcem manuentam ¢ MIJI/MIb perynspHbie 3aHITHS ¢ MEAUIIMHCKUM
TICUXOJIOTOM, TPU HEOOXOAUMOCTH, C IEJIbI0 KOPPEKIHUU TICHUXOJIOTHYECKOTO COCTOSIHUSI U
BO3MOXKHBIX KOTHUTUBHBIX HapyuieHuit [40, 151, 152].

YposeHb yoeauTeabHOCTH pekoMeHaanuii — C (YypoBeHb JI0OCTOBEPHOCTH 0KA3aTeIbCTB — 5)
KomMeHnTapuu: ncuxonozuueckas nomowjp U nOOOEPAHCKA ABNIAEMCSA GANCHHIM INEMEHMOM
yenewnou coyuanuzayuu nayuenmos ¢ M/{JI/MJIB. Kpome mozo, ona moxcem nompe6osamvcsi u
poocmeeHnukam nayuenma. Heobxooumo pe2ynsapno npoeooume OYeHKy HNCUXOI02UUECKO20
cmamyca nayuewma u e2o0 OIUKUX, B08peMs OKA3bleAMb NCUXOJ02UHecKylo nomows. Illpu
HeoOXo00uMocmu — MeOUKAMEHMO3HOU — KOPPeKYUul  NCUXUYECKUX — PACCMPOUCME  00NHCEeH

NPUBNIEKAMbCsl 8pAY-NCUXUAMP OeMCKUI.

4.1. Peadounauranus aMm0yJJaTOPHbIX NAIMEHTOB

Jna ambynamopHbix nayueHmos coxpanaemcs NPUOPUMemHoOCmb NPUHYUNOE Pe2YNIAPHOU
YMepeHHOU Pu3U4ecKoll Hazpy3KU U 8HeOPEeHUs. PU3UYECKOol mepanuu 8 NOBCEOHEBHYI0 IHCU3Hb
pebenka ¢ yenvlo  ygeauueHus — NPOOOINCUMENTbHOCU — CAMOCMOAMENbHOU  X00bObl
(ambynamoproco nepuooa) u NpPoOGUIAKMUKU BMOPUYHBIX HE00A3aMeNbHbIX 01 HO307102Ul
UHBATUOUSUPYIOWUX OCTIOJNCHEHUNl 3a001esanus. Peabunumayuonnvie yeau 0as amoy1amopHbix
NAYUEHMO8 3a8UCAM OM COCMOAHUS OONbHO20 U UHOUBUOYANbHYL!

*  NOGbIUUEHUs BbIHOCTUBOCTIU/MONEPAHMHOCIU K QUIUYECKUM HACPY3KAM.
*  coxpaHeHue MOOUTLHOCMU NAYUEHNOB;

® paseumiue ObIXamenbHol cucmemsl, yeeiudenue 00véMma necKkux
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*  pazsumue KOOPOUHAYUU OBUNCEHUN U OANAHC 3aMedIeHUe NPOCPeCCUPOBAHUS MbIULEYHOU
crabocmu, nomepu QyHKyuu u Gopmuposanus ampoguii 6ezoeicmausi;

*  coxpaneHue/yayuuienue GyHKYUOHUPOBAHUS PYK U HO2;

*  npomusodelicmaue npocpeccupo8aHuI0 0CMeonopo3a

*  co30aHue Ycnosuil Oasi pazeumusi U HOPMAIbHO2O (DYHKYUOHUPOBAHUS GHYMPEHHUX
0p2an08 u npedynpestcoenue CKOIUOMUIecKou oeghopmayuu n0360HOYHUKA,

*  paspabomka oOvema OBUdNCEHUs & CYCMABAX, COXPAHeHUe 00beM08 OBUINCEHUS 6 HUX
(0cobenHo 3mo Kacaemcs 201eHOCMONHO20 CYCMABA), 8albeyCHOU dedopmayuu CMmonbl,
npoghunaxmuxa oopazoeanus KOHMPAKMyp;

s opmuposanue u noddepicanue CUMMEMPUYHOCTIU NO3bL,

*  npouiakmuka u KOppeKyus KOCHUMUBHBIX U peuesblX HapyueHUll

® 06yll€HM€ ObIMOBLIM HABLIKAM U HABLIKAM CGMOO6CJZy0fCM66lHM}l 6 cpede.

o PexoMenayercsi nerkasi, yqoOHasi, TuOkas oproneanyeckas oOyBb U O/ekAa aMOyIaTOPHBIM
narueaTam ¢ MJIJI/MJIB, ¢ tienbio o0serdeHus qBurarenbHoi aktuBHoCTH [111, 114].

YpoBeHb yoenuTeabHOCTH pekoMeHaAanuii — C (YypoBeHb 10CTOBEPHOCTH J0KA3aTeIbCTB — 5)

e PexoMenayeTcsl HCIIOJIb30BaHKE OPTE30B (TYTOPOB) JIJIsl TOJICHOCTOITHBIX CYCTAaBOB (B HOYHOE
BpEMsI) COBMECTHO C OPTOIENYECKON THOKOH yI00HOM 1 JIeTKON 00yBbIO XOASUUM MaIlHeHTaM
¢ MIIJI/M/JIb ¢ uenbto oberuenus u coxpanenust xoasosl [111, 115].
YpoBeHb yoenuTeabHOCTH pekoMeHaanuii — C (YypoBeHb JI0CTOBEPHOCTH J0KA3aTeIbCTB — 5)
KOMMeHTapHﬁ: Ucnoib3osanue mymopoe Ha 20]1EHOCMONHbLU cycmaes HeoOX00UMO HAYUHAMb
npu CHUsMCeHuu 0bvema muliabHOU ¢ﬂ€KCMM 2cOJICHOCMONHOM cycmaee no OaHHbIM cOHUOMempuu

0o 10 epadycos u menee.

e Pexomenayercsi HCIIOJb30BaHUE aIMApaTOB HA TOJIEHOCTOIHBIN CyCcTaB (7151 X01b0bI) COBMECTHO
C opToleaudeckod oOyBBIO Ha ammapaT xoasuuMm mnamueHtam ¢ MJJI/MJIB, umeronmm
HapylIeHWe NaTTepHa MOXOJKH, HApYyIIEHHEe HAarpy3KH Ha CTOIMY B OMOpHYI0 a3y miara, mpu
YCJIOBHH TIEPEHOCUMOCTH TMAIIMEHTAMH BeCa KOHCTPYKIIUU C IEJIbI0 0OJIErYeHusI M COXpaHEHUs
xoap061 [111, 115].

YpoBensb yoenureabHocTH pekoMenaanuii — C (YypoBeHb 1I0CTOBEPHOCTH 10KA3aTEJILCTB — D)
KommenTapmii: ucnonvzosanue annapamos Ha 201eHOCHMONHbLU CYCMA8 HEOOX00UMO HAYUHAMb
npu NoseIeHUuU y NayueHmos HACMYNauus ¢ HOCKA UIU X00bObl HA NEpeoHUX Omoenax CMmon.

Hcnonvzosanue annapama nos3eojium nayueHmam COXpaHims (j)us'uwzoeuueacu 8bI1200HO0E
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noJloJCeHue cnmonvl 6 nepuod X00b0bl Oe3 nomepu MoOuURLHOCIU U CHU3UM PUCK HACmyNnjleHus

KOHMPAxKmyp 20J1€HOCMONHBIX CYCMABO8 ¢ nomepeu amoy1amopHocmu.

° PexoMeHayeTcsl MCIOIB30BAHUE CPEICTB IEPEABUKEHUS: aallTUPOBAHHBIX — Kpecel-
KOJSICOK aKTHUBHOTO THMA (Kpecia-KOJSCKU, YIpaBiIsieMble IallUeHTOM, Kpeciaa-KOJSACKH,
yIpaBisieMble MAIllIEHTOM/CONPOBOXKAAIOIIUM JIULIOM (py4HbIE KpECiIa-KOJSICKH); Kpecia-
KOJISICKM C PYYHBIM IIPUBOAOM; KPECIa-KOJIACKH JUIsl HHBAIMIOB, C PYYHBIM IIPUBOJIOM; Kpecia-
KOJIICKH C AJIGKTPOJBUTATENIEM, YIPaBJsieMble MallieHTOM/COMPOBOKIAIOIIUM JIULIOM (Kpecio-
KOJISICKA DJIEKTpUYecKas/ Kpecio-KOJIACKa C 3JIEKTPUUYECKUM MPUBOIOM) U Jp.) aMOyIaTOPHBIM
nanpeHntam ¢ MJIJI/MJIb npu orpaHuyYeHHON BBIHOCIMBOCTH PEOCHKA WM HEOOXOIUMOCTH
NepeBIKEHNs] HA OOJBIINE PACCTOSIHHS C LENBI0 YBEIMYEHUS MOOMIbHOCTH maruenta [108,
111].

YpoBeHb yoea1uTebHOCTH pekoMeHaanuii — C (YypoBeHb J10CTOBEPHOCTH J0KA3aTeIbCTB — 5)
Pexomenayercsi UCHONIb30BAaHUE PEAOMIMTAIMOHHBIX U aJalTUPOBAHHBIX MJII WHBAIHJIOB
MEIULHCKUX U3JEIUN — PaCTyIIME CTYJIbs C MOACTABKAMM IS HOT, PEryJupyeMble 110 pOCTY,
OTIOp /7Sl CIUHBI (OMOPHI (YHKIIMOHAIBHBIC JUTSI CHICHUS IS IeTeH-WHBAINIOB), OTBEYAIOIINX
BCEM TpeOOBaHUSAM MPABUIBLHOTO MO3UIIMOHUPOBAHUSA C MOACTABKOW JJISi CTON U MEXaHU3MOM
peryaupoBaHus yrja HakJIOHa), MOJACTaBKM MOJ HOTM B MalllMHE M JJS CHJIEHUS 3a CTOJIOM
amOynaropabiM nanueHtam ¢ MJJI/MJIBb ¢ unenbio nmpouIakTUKM pa3BUTHUS KOHTPAKTYP
rosieHoctomHoro cycras [108, 111].

YposeHb yoeauTeabHOCTH pekoMeHaanuii — C (YypoBeHb JI0OCTOBEPHOCTH 0KA3aTeIbCTB — 5)

4.2. Peadbunauranus HeaMOYJIATOPHbBIX CHAAYHX NAUEHTOB

s cuosauux nayuenmos 8axcHo, Kax coOnodeHue NpuHYuna 003uposanus uzuieckou
Hazpy3Ku, maxk u NPUHYUNa eHeoperus huzuueckol mepanuu 6 oopas sxcuznu pedenxa. Oouo us
BEOYUWUX U TIOOUMBIX NOLONCEHUL MAKUX NAYUEHINOE — HOLONCEHUE «CUOSLY, KOMOPOe 8 CUTLY
OCHOBHO20 CUMNMOMA 3a601e8anus (c1abocmu CKeNemHuIX Mblly), HEeCnOCOOHOCMU K
CaMOCMOSAMENbHOMY USMEHEHUIO NOJIOHCEHUSI MeLa/No3bl (nepemeujamscsi 8 NOJOHCEHUU «CUOS»)
U NOZPEeUHOCMAX NOCMYPATbHO20 KOHMPOJSL CNOCOOHO (DOpMUpO8ams HeCUMMEMPUUHBILL
nammepH OCAHKU C HEPABHOMEPHBIM pacnpedesienueM Onopvl Ha KoCmu masa (cnpasa/ciesa) ¢
nepekocom masa (3a cuem CKOAU03a) u ObiCmpo NPOBOYUPOBAMb pA3GUMUE CKOAUOMUUECKOU
Odegpopmayuu nos3eoHouHuKa. B cea3u ¢ smum ocoboe HUMAHUE OONHCHO NPUOABAMBCSA
CUMMEMPUYHOMY PA3BUMUIO MENOCI0NHCEHUSL NAYUEHMO8 U NPABUTLHOMY HO3UYUOHUPOBAHUIO.

Peabunumayuonnvie 3a0auu 0ns cuda4ux nayueHmos:

® COXpaHeHUe AKMUBHO20 UCNOJIb306AHUS PYK U JIH0OBIX B0ZMONCHBIX OBUNCEHUL
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® 3aMmelNienHue  NPOSPECCUpOBAHUsl  MbIUMEYHOU  crabocmu, nomepu  QYHKyuu u
Gopmuposarnus ampoguii 6ezdeticmeusi;

® npodunakmuka u mepanusi OCMeonopo3a Oisi COXPAHEHUs. ONOPHO-08USAMENbHO2O0
annapama, yMeHbUleHUss PUCKO8 KOMNPECCUOHHBIX NepPesioMO8 NO360HKO8 U NEepPeloMO8
ONIUHHBIX KOCMel CO30aHue YCao8ull 0/ pa3eumus U HOPMAIbHO2O (DYHKYUOHUPOBAHUSL
BHYMPEHHUX OP2AHO8;

® pacmscusanue cycmagos u Muluiy 8 NPoOIEMHBIX 30HAX OJis NPOPUIAKMUKU 00PA308aHUSA
KOHMPAKMyp,

® opmuposarue u nodoepiucanue CUMMEMPUYHOCHU NO3bL,

® npedynpescoeHue CKOIUOMUYEcKol 0epopmayuu NO360HOUYHUKA U NepeKoca masda nymem
APABUILHO2O — NOSUYUOHUPOBAHUSL  OONbHO2O 8  KOJACKe U NPOOOJHCEHUs.
2NIIOKOKOPMUKOCMEPOUOHOU Mepanuu 8 YMEeHbUEHHbIX 003aX,

® npohunakmuka u KOppeKyus peuesviX HApYUleHUll, HAPYUWeHUs CATUBAYUU ICeBaAHUsl U
2NIOMaHUs;

® coxpaHeHue B03MOICHOCMEl ObIXAMENbHOU CUCMeEMbl, NOOKNIOYeHUe PecnupamopHoll
HO00EPIHCKY;

® npedynpedsicoerue hopmMuposanuusi NPOJIENCHell,

® 06)/’1!61-!1/{6 ObIMOBLIM HABLIKAM U HABLIKAM CaMOO6CJZy9fCM6'aHuﬂ 6 cpe()e.

o PexkoMeHAYIOTCH UCIIOJIB30BAHUE OPTE30B (TYTOPOB) JIJIsi TOJIEHOCTOIHBIX CYCTaBOB M OPTE30B
JUTSL KOJIEHHBIX CYCTaBOB cuAsuuM mnanuentam ¢ MJIJI/M/Ib ¢ nenpio MUHUMU3AlUK Pa3BUTHUS
nedopmaruit [111, 115].

YpoBenb yoeaureabHocTH pekoMenaanuii — C (ypoBeHb IOCTOBEPHOCTH I0KA3aTEeIbCTB — D)
KommenTapuu: vunumanvnas wacmoma npebvléanus 6 opmesax 5 pasz 6 neoeno. Bozmooscno
UCNONIb306aAHUE 8 OHeBHOe 8peMs 6 cuoauem ulu cmosyem noaodxceHuu. Ilpu yepose
Gopmuposarnus Odepopmayuil, nPensmcmeyrouux NOUYUOHUPOBAHUIO (8ePMUKATUZAYUY) UTU
UCNONB308AHUIO 00Y8U, BO3MONCHO UCHONB308AHUE MYMOPO8 HA 20JIeHOCMONHbIU CYCMA8 8

peotcume nOCMOAHHO20 HOUEHUA.

e PexkoMeHaylOTCsl Cpe/cTBa NEpPeABIKEHHS alalTUPOBaHHBIE (Kpecia-KOJSICKH, YIpaBiseMble
NAalMEeHTOM, KpeCcla-KOJSICKH, YIpPaBiseMble MAaIleHTOM/COMPOBOXKIAIOIIMM JIUIIOM (pydYHBIE
KpECIa-KOJISICKN); KPEClla-KOJSICKU € PYYHBIM NPUBOIOM; Kpecia-KOJISCKH JJIi MHBAJIUIOB, C
pyuHbIM TnpuBojaoM; Kpecno-konscka ¢ py4HbIM MPHUBOJIOM C JIONOJHUTENBbHON (uKcanuen
(IO IepKKOI) TOJIOBBI M TeJa JJIsl UHBAJIHMJIOB U JCTEH-MHBAJINIOB, B TOM YHCIE AJIsi OOJBHBIX

JUIT (MHAMBHIyaTu3UpOBAHHBIE KPECIIA-KOJSICKM C PYYHBIM IIPUBOJOM C JOINOJHUTEIbHON

58



¢dukcamuent (MOAIEPHKKOM) TOJOBBI, PyK, HOT M Tela, KOMHATHBIE W TMPOTYJIOYHBIC |
W3TOTOBJICHHBIEC MHIUBUIYATHHO IO O0BEMHON TPEXMEPHON MOJAETHU 33 HEH MOBEPXHOCTH Tela
JIO)KEMEHTBI, YCTAHOBJICHHBIE Ha KOJECHYIO 0a3y Kpecia-KOJSCKH) CHASYMM MaIlUeHTaM C
MJII/M/IB ¢ uenbto obecnieueHus oomieit moomnpaoctr  [111, 116].

YpoBenb yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb I0CTOBEPHOCTH 10KA3aTEIbLCTB —4)
KommeHnTapum: npu noobope Koaicok credyem pyKOBOOCMB08AMbCA — MAKCUMATbHOU
@DYHKYUOHANBHOU HEe3ABUCUMOCIbIO U KOMBOPMHOCMbIO Npebbiéanus 6 Kpecle nayuenmad

npednoqmeyue Cﬂedyem 0moasamv KOIACKAM AKMUBHO20 MUNA U KOJISAICKAM C 3ﬂekmp0npu6000M.

Pexomenayercest sprorepanus cuasuyuMm nanuentam ¢ MJJI/M/Ib nns okazaHus momoriu
MALUEHTY B MOBCEIHEBHOW JKU3HU, PA3BUTHS U MOJJCPKAHUS €KETHEBHO HCIOJIB3YEMBIX UM
HaBbIKOB [2, 111].

YpoBeHb yoe1uTeIbHOCTH pekoMeHaanuii — C (YypOBeHb J10CTOBEPHOCTH 10KA3aTeIbCTB — 5)
KomMmeHnTapuu: credyem npusiexamv cneyuaiucma no 3peomepanuu (Cneyudaiucm no
apeopeabunumayuyu  (IP2OCNeYUaIucm) uwunu epaia PuuUvecKolu U peaduIumAayuoOHHOU
MeOuyumnvl, 8pava No MeOUYUHCKOU peaburumayuu uiu O0pyeoeo 6pavd, GblNOIHAIOWE20 €20
GynKyuio) kax npu noobope npocpammol GUIUYECKUX YIPANCHEHUL U PACMANCEHUS, MAK U O
PeKOMeHOayuti OMHOCUMENbHO COYUATbHBIX 83AUMOOCICMEULL, MAKUX KAK noceujeue yueOHblx

3aeedenui, 8b1O0Op npogheccuu u ywacmue 8 COYyUaIbHbIX AKIMUBHOCHISX.

4.3. Peabuauranud Jexauyux NANMEHTOB

Ocho6HOE nonodHCeHUe SIMUX NAYUCHMOE 8 OOMAWHUX YCAO0BUSIX — NOJIONCEHUE (KNEHCAY,
KOMopoe ONnacHo GOpMUPOSaHUeM NPUBLIYHBIX (3ANOMUHAIOWUXCS) NOPOUHBIX VCMAHOBOK
KOHEUHOCMEN U UX Ce2MEHNO08 8 BUQY OeUCMBUsL CUL 2PASUMAYUY HA KOHEYHOCMU U OMCYMCMEUs]
CNOCOOHOCMU NAYUEHMA K AHMUSPABUMAYUOHHBIM OBUICEHUSIM, A MAKI’CE BO3HUKHOBEHUEM
ocnoocnuenull. Tax, xapakmepHas 0ns makux demel (8 CULy ciabocmu Muvluy-a00yKmopos bedep)
n03a «J1edca Ha CRUHe ¢ HAPYIHCHOU pomayuetl bedpa» cnocobcmsyem He moabko hopMupo8anuro
RAPATUMUYECKUX  BbIBUXO6 MA300€0PEHHbIX CYCMABO8, HO U BO3HUKHOBEHUI) MISAICENbIX
nponedxcuel ¢ obnacmu Oorvuwiux eepmenos. OueHb 6ANCHO 8 IMOM KOHMeKcme, uYmoobl
nonodiceHue OO0NbHO20 8 nocmenu U Ha 000U Opy2ou NnosepxHocmu ObLI0 QYHKYUOHATLHO
8bICOOHBIM U NPEOOMBPAWANO  BOZMONCHOCIIL  Deanru3ayul NOPOUHbIX VCMAHOBOK U  UX
ocnoxcrenuu. C 2moil yeuvlo yerecooopastvl 4acmoie CMeHbl NOJIONCeHUs meid 6 NOCMmenu;
UCNONL308AHUE NOOPYUHBIX CPEOCM8, KOMOpble MO2Ym J1eeKO USMEHINb 60l (Gopmy u
NPUHUMAMb 8€C KOHEUHOCMU HA Ce05l, MmeM CAMbIM UMUMUPYS AHMUSPASUMAYUOHHOe Oelicmaue.

Pea6wzumauu0HHble 3a0a4u 0I5l 1eHCAHUX nayuenmaoes.
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*  NO3UYUOHUpOBAHUE/ CMEHA NOONCEHUUl 8 KPOB8AMU C Yelbl0 NOJHOYEHHOU GeHMUNAYUU
8cex omoenos JleeKux, npu HeoOX00UMOCmu NpuMeHeHue Memooux, CnocoOCmEYIUUX
HOTHOYEHHOMY OPEHAHCy MOKPOMbL U3 OPOHXUANILHO20 Oepesa

*  coxpaHeHue 00veMa u AMIIUMYObl AKMUBHBIX/NACCUBHBIX OBUNCEHULL 8 TIOOOM ce2Menme
mea u KOHeyHocmel;

*  coxpaHenue O8UNCEHULl 8 NOLONCEHUU «TIeHCa HA CHUHE»,

*  CcoxpaHeHnue 803MOACHOCMEU OBUICEHUL PYK U OPY2UX TH0ObIX OBUINCEHULL,

* co30anue Yclnosuti Oisl pazeumus U HOPMANbHO20 (QYHKYUOHUPOBAHUS GHYMPEHHUX
0p2aHos;

*  3ameOdneHue pazsumus ampouil 6e30eiucmasusl;

*  paszpabomka 06vema O0BUNCEHUL 8 CYCMABAX U pPACMALUBAHUE MblUY 6 NPOOIEMHBIX
061acmaAx ¢ yevio npouUIAKMUKU 00PA308aHUSL KOHMPAKMYD

*  npoghunakmuxa u KOppeKyusi peyesvlx HApyuleHull, HapyueHus CAalusayuul, HeeaHus u
27I0Manusl
4.3.1. HerexHuueckue MeTOAbI PeadUIUTAIUM JI€KAYMX MANUEHTOB.

o PexoMmenayercsi jexxauyuMm manueHtaM ¢ MJIJ] BBINONHATH MO3UIMOHUPOBAHHME C IIEIBIO
MOJTHOIICHHON BEHTUJISIIUM BCEX OTAENOB JIETKHX, JbIXaTENbHbIE YIPaXHEHUS, B TOM YHCIE
npenupytomue [39, 111].

YpoBenb yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb IOCTOBEPHOCTH I0KA3aTeJIbCTB — D)

e PexoMeHayeTCsl BBITIONHATh YIPKHEHUS JiedeOHON (PU3KYIbTYpBhI UIsi BEPXHUX M HUKHHUX
KOHEYHOCTEH C HCIOJIb30BAaHHEM TMOJBECHBIX CHUCTEM JexkauuM mnanueHtam ¢ MJIJ] ¢ menbro
YBEJIMUEHUST O0BEMa W aMIUTUTYABl JBIKCHUH W TPO(UIAKTUKA PA3BUTHS KOHTPAKTYP,
MIPOJICKHEN U BTOPUYHBIX MHPEKIIMOHHBIX OciokHeHui [39, 111].

YposeHb yoeauTeabHOCTH pekoMeHaanuii — C (YypoBeHb JI0OCTOBEPHOCTH 0KA3aTeIbCTB — 5)
KommenTapmii: 6o spems 3auamuii ghusuueckoti mepanueu ¢ 1excadyumu nayuenmamu yOoOHO
noosewusams cecmeHmsl Koneunocmell. Taxoiu cnocob nooxooum O0ns NpPUMeHeHUusl KaK Ha
BEPXHUX (Nlleyu), MmaK U HA HUNCHUX KOHeYyHocmsx (bedpo-koneno-2onenv). Hanpumep, ons
COXpaHeHus YYHKYUOHATLHOU AKMUBHOCTU BEPXHUX KOHEYHOCMEL MONCHO UCNONIb308ANb MEMOO
YCmMpaueHuss Ccuil epasumayuu nymem noOBeUUBAHUS NPOKCUMANbHLIX CE2MEHMO8 GEPXHUX
KOHeuHOoCmel Ha JIeHmax, mem CcamblM 00ecnedus 603MOMNCHOCMb OBUNCEHUL 6cCell GepXHell
KOHEUHOCMU.

4.3.2 TexHu4yeckHe MeTOAbI/CPEACTBA PpeadMIMTAMM JIeKAa4YUMX IalHEHTOB.
Tlocmypanvhulii Meneddcmenm, KOMOPbll 8KIOUAem 8 cebsl NPasulbHoe NOZUYUOHUPOBAHUe (8

NONOJHCEHUU «CMOSL» — BEPMUKAIU3AYUA (CYMMAPHO He MeHee | uaca 6 Oeusv), npebvigaHue 8
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meyeHue OHA 6 HaodaexcaujemM MNOJONCEHUU «CUOSLY), Opme3uposanue KOHeYHOCmel U
UCNONb308aAHUE  CHEYUANUZUPOBAHHBIX U AOANMUPOBAHHBIX — NPUCNOCOONenuti  O0is
NO3UYUOHUPOBAHUSA (CUCmeEMbL OJI51 OPMOCMAMUYECKOU NOOOEPIHCKU, 8KAOYalouue 8 cebs 6anuKl,
Gopmosantvle NOOYWIKU PA3TUYHOU HCECMKOCMU U KOH@UIYpayuu), ¢ yeivilo NpUoaHus
HE0bX00UM020  (DYHKYUOHANbHO2O NONONCEHUsL C HeoOX00umol ¢uxcayuetl mynosuud,
HOO0EPIUCKOLL 201108blL U BePXHUX KoHeuHocmell. CyMMapHoe 8pemsi Haxodcoerus 8 opmesax 00 8—
12 yacog 6 oenv. Munumanvhas yacmoma nPUMeHeHUs Opme308 O/ NeHCAYUX NAYUEeHMOo8 — 5

pasz 6 neoenio [117].

PexoMeHIYIOTCSl KPECTa-KOJSACKH C JIEKTPHUECKUM MPUBOAOM C JIOTIOTHUTEIBHONW (pUKCcaen
(TOAIePKKOI) TOJOBBI, PyK, HOT W TeJa, MPOTYJIOYHbIC (JUIsi UHBAIUAOB U JICTCH-WHBAINIOB)
cusianM narmeraTam ¢ MJIJI/MJIB ¢ nensio obecnieuenust oomeit MmoomnbHOCTH [111].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii — C (YypoBeHb I0CTOBEPHOCTH J0KA3aTeIbCTB — 5)
KomMmeHnTapuu: 01 npebvieanusn 6 noiodceHun « CUOsL» UCHONb3VIOMC ONOpbl OJisk CUOEHUS UL
Kpecia-KoACKU KOMHAmMHble ¢ OONOIHUMENbHOU Gurcayuel (N000epiHcKoll) 20108bl, HO2, PYK U
mena. Cudenue 8 mexHUUECKOM cpeocmae 803MOACHO 8 MYMOpaAx HA 20JIleHOCIONHblE CYCMABbL
Unu BvlCOKOU opmoneouyeckou o0ysu. Ilpedvieanue 6 npasuibHOM NONONHCEHUU «CUOY -
cymmapHo 00 6 yacos 8 0eHv. B kauecmee dononHumenvubix yHKyuli 6 cpedcmee 0 CUOeHUs.
O00IXICHBL  8bICMYNAMb.  (DYHKYUOHANbHBIL  NOO20JI0BHUK  (pe2yiupyemvlil  NOO020J08HUK),
obecneuusarouull OOKOBYIO U NEPEOHE3A0HION CMADUTUZAYUIO 20JI08bl U HE OSPAHUYUSATOUULL
B03MONCHOCIMU OBUNCEHUSL 200801, CUOEHbE C PecyIUpyemMbiMu 21yOUHOU, WUPUHOU U YelloM
HAKIOHA, KOHCMPYKMUBHO CUOEHUe pa30eNeHO HaA MA308)10 U bedpeHHble Yacmu, 4mo no3eoisem
MAKCUMATLHO NOJHO PEams UMerwuecs y nayuenma npooiemvl ¢ 6aiaHcom u CUMMempuel,
BbI36AHHBLE BMOPUUHBIMU OPMONEOUYECKUMU OCTLONCHEHUSMU, PecyIupyemas no eblcome u yeiuy
HAKIOHA CHUHKA, uKkcamop mynosuwa (dHcuiem), npedoXpaHumenvHulill ma3zo6ulil MNosc,
pezynupyemvle nOOJOKOMHUKY, pa30elbhble, pecyiupyemblie NOOHONCKU ¢ hukcamopamu cmon,
APUCMABHOL CIONUK, NPOMUBONPONENCHEBASL NOOYUIKA.

PexoMenayercsi mpeObIBaHUE B TIOJIOXKEHUH «CUIs» Jiexkadunm marueaTam ¢ MJIJI/M/Ib ¢ nienbio
NpoQUIAKTUKA  OPTOMEIUYECKHX OCIOXHEHUH OCHOBHOTO 3a00leBaHHMsl W CO3JaHUs
(U3HONOTHYECKUX YCIOBUH C IETbI0 HOPMATbHOTO Pa3BUTHUS U (DYHKIIMOHUPOBAHUS BHYTPEHHUX
opranoB [111].

YpoBenb yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb IOCTOBEPHOCTH 10KA3aTeIbLCTB — D)

Pexomenayercssi HOYHOE HCIIOJIB30BAHWE OPTE30B (TYTOPOB) HAa HW)KHHE KOHEYHOCTHU

(Ta306e1peHHOr0/KOJIEHHOT0/TOJICHOCTOITHOTO CYCTaBOB/CTOIIbI), U3TOTOBIICHHBIX
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UHAUBUAYaAJIbHO (HampuMep, TYTOpPbl Ha TOJICHOCTONHBIE CYCTaBbl — JJI CUJCHHUS,)
HeamMOymaropHbiM manueHtaMm ¢ MJIJI/M/Ib st mpexynpexacHuss U 3aMeUIeHHus Ipoliecca
00pa3oBaHusl KOHTPAKTYp CYCTaBOB KOHEUHOCTEH, B IEPBYIO OYepeib, rojieHocTonHoro [111].

YpoBeHb yoeauTeabHOCTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH 0KA3aTeJILCTB — 5)
KommeHnTapuu: npu Hamuuuu y nayuewma yoice CQHOPMUPOBAHHBIX KOHMPAKMYpP, HO C
B03MOIHCHOCMBIO XOMSA Obl YACTMUYHOU UX KOPPEKYUU, HEOOX0OUMO NPOOOINCEHUE UCTIONIb30BAHUS
Mymopo8 68 NONONCEHUU MAKCUMATbHO BO3MOJNCHOU KOppeKyuu, OJisl npedomepaujeHus
yeyeyonenuss  Oegpopmayuu,  popmuposanus  001e6020 CUHOpoMa U NPedomepaujeHus

HEeBO3MOIMCHOCMU UCNOJIb3O6AHUA 06)/61/[.

5. IllpodpuaakTuka U AMCNAHCEPHOE HAOIIOIeHNEe, MeIUIIUHCKHE

MMOKa3aHudA U NNIPOTUBONIOKA3aHUA K IPUMECHCHUIO METO/I0B HpO(l)I/IJIaKTl/IKI/I

5.1. [IpopuaakTuka

. Pexomenayercst mpueM (OCMOTp, KOHCYJbTAllMs) Bpaua-TeHETUKA MEPBUYHBIA U
MOBTOPHBIN (MPU HEOOX0AUMOCTH) BeeM narmentam ¢ MJIJI/M/Ib, npu Hanmuyuu moka3aHuid —
WIeHaM MX CeMeW WK X 0(pULIMaTbHBIM MPEJCTABUTENSAM, C LIEBIO PA3bsICHEHUN N€HETHYECKOTO
pHucKa, OOCYXJI€HHUsI BOZMOXHOCTEH MpeHATAIbHOW M MPEUMIUIAHTAIIMOHHON JTUArHOCTUKHU TIPH
IUTAaHUPOBaHUU OepeMEeHHOCTH [2].

YposeHb yoeauTeabHOCTH pekoMeHaanuii — C (YypoBeHb JI0OCTOBEPHOCTH 0KA3aTeIbCTB — 5)

KommenTapuii: cemvam ¢ 6orouvimu MI/[/MJIE dembmu nokazaHo meouKo-2eHemuieckoe
KOHCYIbMUPOBAHUE C YElbI0 ONPeOeNeHUsl 2eHeMUUECKO20 PUCKA POIHCOEHUS NOCTEOVIOWUX Oemell
c M. TIpu M/[JI/MJIB cenemuueckuti puck 0151 cubcos (poOHuIx Opambes/cecmep npobanoa) —
6ce 0egouku Oyoym 300posbimu, 018 Manvyuxos puck evicoxkutl — 950%. B cembsax, 20e ecmb
oonvrot MIII/MJIB pebenok, 8603M0iCHO nposedenue NPeHamaibHol U NPeuMnianmayuoHHouU
ouaenocmuxu. Ilposedenue 00po008oill OuasHOCMUKU NOKA3AHO U 6 CAyYae, eci Mamv 60J1bHO20
He A8NAemcsl HocumenvbHuyel 3a001e8anus, 4mo 00YCl081eHO 803MONCHOCIbIO HANUYUS ) Hee
20Ha0H020 mozauyusma (15% puck, eciu 6 cemve ecmwv pebenox ¢ MI/). /[na s3moeo pooumenam
HeoOXo0UMo 0bpamumvcs 6 Cheyualu3uposanHvle OudacHocmudeckue Jaabopamopuu u
MeOUYUHCKUE YeHMPBb.

IIpenamanvras oOuacHocmuka NPOBOOUMCs MOJeKVAApHO-cenemudeckumu Ha 9-11 nedene
bepemeHHOCIU U/UIU KIemOK aMHUOMUYECKOU HCUOKOCIU, nYNo8uHHOU Kposu Ha 20-22 nedene
bepemennocmu.  OnmumanvhblM — AGNAEMCA  UCCLe008aHue  OUONMAama XOpUoHa: Npu

H€6ﬂ0201’lpuﬂl’l’IHOM npocrosze 6€p€M€HHOCWlb Mooicem  Ovimb npepeana 6 CpoKu 00b1YH020
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Meduyunckozo abopma. Ilpeumnianmayuonnas eeHemuueckas OUACHOCMUKA dMOpuoHa (c
UCNONB308AHUEM IKCMPAKOPNOPATILHO20 ONJIOO0OMEOPEHUS) NPOBOOUMC Mamepu NAyueHma c
MIII/MIIB, a maxaice HceHWURAM ¢ ROOMBEPACOECHHBIM 2eMePO3USOMHBIM HOCUMeLeM Mymayuu
6 eene DMD, ¢ yenvio npedomepawjerusi nosmoprozo podcoerus pebenxa ¢ MI[JI/MJIB & cemve.
Heobxo0umo nposederue monekyiapHo-eceHemu4yeckou OUASHOCMUKU Mamepsam NAyueHmos u

cu6caM, 6 MOM HUC/1€ HCEHCKO20 noJjid.

o Pexomenayercst Bcem manuentam ¢ MJ1JI/M/Ib npoBoAMTE BaKIIMHALIMIO TPOTUB TPHUIITIA
Y ITHEBMOKOKKA C 1EJIbI0 MPOHUIAKTUKH COOTBETCTBYOMUX nHpekui [39, 40, 129, 153].

YpoBeHb yoe1uTeIbHOCTH pekoMeHaanuii — C (YypoBeHb J10CTOBEPHOCTH 10KA3aTeIbCTB — 5)
KommenTapmii: saxyunayus nposooumcs oemsm ¢ MI/MJE coenacno Hayuonanvromy
npusugouHomy Kanenoapiro. MJ[/] He sensemcs noxkazamuem 051 0mMeo0a OM BAKYUHAYUL,
Hanpomue, 0emu ¢ XPOHUUeCKUMU 3a00Ne8aAHUAMU HYIHCOAIOMCA 8 3aujume om UHGEKYUOHHbIX
3abonesanuii 6onee, uem 300posvle. Bakyunayuio orcusvimu eakyuHamu YenecooopasHo

3asepuiums 00 HA4ALA NPUEMA KOPMUKOCMEPOUA08 cucmemnozo oeticmautl [1-3].

. PexoMenayercsi mpoBOIUTH OOyde€HHE MeEpaM MPEIOCTOPONKHOCTH BCEX PpOAMUTENICH
nanueHToB ¢ MJI/I/MJ/Ib, He3aBHUCHMMO OT CTEINEHH OOC3IBMIKEHHOCTH MAIlUEHTOB, C IICNIBIO
npodHIaKTUKU TpaBMaTtu3auuu [39].

YpoBenb yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb IOCTOBEPHOCTH I0KA3aTeIbCTB — D)
KommenTapmii: cuuoicenue munepanoHot nIoOmHOCMU KOCMel A618emcs YaCmulM NposieleHUeMm
v nayuenmog ¢ M. V ambyramopueix Oemeili HeyCMOUYUBOCMb NPU X00bDOE, CIOHCHOCHb
NO00EPAHCAHUSA PABHOBECUSL 8 Pe3VIbmame MblUeYHOU ClabOCmU, 8 COYemMaHu ¢ 0CmMeonopo30om
Yyepoaicaem passumuem neperomos Kocmeti u no360HouHuKa. Ilokasanel 3auamus 015 pa3zeumus
bananca na cmabunoniamgpopme u cuopokunesumepanus. Haubonee wacmas npuuuna naoenus
HeamOyniamopHulx nayuenmos ¢ M — wnenpucmezusanue 6 KoAACKe UNU NepemeujeHue
boavrozco. [Iposooums obyuenue modxcem Kaxk aedawyuti 8pai-Heeponoe, max u epay Quuieckou
U peabunumayuorHoOu MeOUuyuHsvl UIU 6pad, BbINOIHAIWE20 €20 QYHKYUIO (cneyuanucm no

MeOUYUHCKOU peabuiumayuu. pay no ae4ebnol uskyivmype u opyaue).

5.2 IncnancepHoe HaA0JI0AeHue

Pecynaproe mabnwooenue u obcredosanue cneyuarucmamu MyabmuOUCYUNIUHAPHOL
KOMAHObL  SABNAEMCS  BANCHLIM acnekmom e6sedenuss nayuenmos ¢ MI//M/B. [I'pagux

0bcnedosanuil u noceuwjeHull NPoYUIbLHLIX cneyuanucmos npeocmasier 6 Ilpunoscenuu A3.4.
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. Pexomennyercsi Bcem nanuentam ¢ MJI/I/M/Ib oOmuii (KMMHUYECKUI) aHAU3 KPOBU
pa3BepHYTHI (MCCIEIOBAaHUE YPOBHS OOIIEro TeMOTJIOOMHA, JPUTPOLIUTOB, JICHKOIIUTOB,
TPOMOOIIMTOB B KPOBH, TP EPEHIIMPOBAHHBIN MTOJICUET JEUKOUTOB (JIeKkonHTapHas Gopmyna),
OTpe/ieNIieHuEe CPEJHEro COJEpKaHus M CpelHel KOHIIEHTpPAlMU IeMOrIo0MHa B APUTPOLIUTAX,
HCCJIEIOBAHUE CKOPOCTHU OCEHaHHsl IPUTPOLIUTOB) C IIEJIbIO OLIEHKHM OCHOBHBIX IapamMeTpoOB
KPOBETBOPEHHUS M HAJIMYMS BOCHIAJIUTENBHBIX TporieccoB [119, 130].

YpoBeHb yoenureabHocTH pekoMeHaanuii — C (YypoBeHb IOCTOBEPHOCTH I0KA3aTeIbLCTB —4)

KommenTapuii: uacmoma ne pesce I pasa 6 6 mecayes.

. Pexomenayercs nanyeHTam, ¢ ycTaHOBIeHHBIM Auarno3om MJIJI/M/Ib, npu nogo3penun
Ha HAJIMYKE JBIXATEIbHBIX HAPYIICHUN UCCIEA0BAHUE KUCIOTHO-OCHOBHOTO COCTOSIHUSI M Ta30B
KPOBU C IICJIbIO OIIEHKHM CTETNEHU KOMIICHCAIIMM JABIXaTeJIbHBIX HAPYIICHUH W OMpelecHuUs
TaKTUKHU pecrupaTopHoi nmoaaepxku [ 154, 155].

YpoBeHb yoea1uTeIbHOCTH pekoMeHaanuii — C (YypoBeHb J10CTOBEPHOCTH 10KA3aTeIbCTB — 4)
KoMmmeHnTapuu: uszmenenus 6 KUCIOMHO-WYENIOYHOM PABHOBECUU BO3HUKAIOM HA OANEeKO
3aueduux cmaousax OvlxamenvbHou HedocmamouHocmu. Kenamenvno 0ns ceoespemennou
OUACHOCMUKU — UCNONIb308aMb  Dolee  UHDOPMAMUBHLIE — UHCIMPYMEHMANbHbIE — MemOoObl
uccnedosanusi  (kanHomempuio u  0p.). Jexkomnencayus — ObIXAMENbHLIX — HAPYUIEHUL

KOHCmamupyemcs npu Hajaiuduu cunepKaniuu u auu()os’a.

. Pexomenayercss Bcem mnanueHtaM ¢ MJJI/M/Ib npuem (ocMOTp, KOHCYJbTaIus)
MEPBUYHBIN W TOBTOPHBIM Bpaua (U3MUECKON U peadMIUTAlMOHHONW METUIIMHBI WM Bpaua,
BBIMOJIHAIOLIETO €ro (PYHKIMIO (CTEeUaIMCTa 0 MEJUIIMHCKON peaduiuTanuu (CoenuaiucT 1mno
busndeckoit peabmmranmy (KMHE3NOCTIEIIUATINCT)), Bpaya 1o JieueOHOW (PU3KyIbType u 1p.) C
11€JIbI0 MOHUTOPUHTA COCTOSIHUS U MPOBEACHUS PEaOUINTALIMOHHBIX MEPONIPUATHUIL [2].

YpoBensb yoenureabHocTH pekoMeHaanuii — C (YypoBeHb 1I0CTOBEPHOCTH 10KA3aTEJILCTB — D)
KommenTapmii: cym. paszoen 4. «Meouyunckas peabunumayus, MeOUyuHcKue HOKA3AHUSA U
NPOMUBONOKA3AHUSL K NPUMEHEHUI0 Memooo8 peabunumayuu, 8 mom yucie OCHOBAHHbIX HA

UCNONB308AHUU NPUPOOHDBIX JIeYEeOHBIX PAKMOPOB».

. Pexomenayercst Bcem manueHtam ¢ MJIJI/MJIb 1o MomeHTa 3aBepIeHHs IMOJIOBOTO
CO3pEBaHUs 1 3aBEPILIEHUS POCTA OIIEHKA POCTA MalUEeHTa (AHTPOIIOMETPUUECKUE UCCIIEIOBAHMUS )
KaKJIble 6 MECAIIEB C IEJIbI0 TPO(HIIAKTUKY Pa3BUTHS 3aJep>KKU pocta [2,77,78]

YpoBenb yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb I0OCTOBEPHOCTH 10KA3aTeIbLCTB —4)
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KommenTapmii: oyenxy pocma modcem npogooums 6pau-He8pono2 Uil epai-neouamp, epai-
demcKull 9HOOKPUHON02, pe2ysApHO Habnooarwue nayuenma. B kauecmee 3adepoicku pocma
cnedyem pacyenusams a00O0U U3 CIe0VIOWUX NPUSHAKOB: CKOPOCMb pocma meHee 4 cm/200,
nokasamenvb pocma <320 nepyeHmuis, U3MeHeHUue 6 HANPAGIeHUlU C8epXy GHU3 NepYeHmuls
pocma [79]. B ciyuae svisgnienus 3a0epicku pocma, nayueHma ciedyem Hanpasums Ha npuem
(ocmomp, Koncyibmayus) 8paua - 0emcKo20 3HOOKPUHOL02a/ 8paua-3HOOKPUHOL02A NEePEUUHDBLIL,

NOBMOPHUIII..

. Pexomenayercsi Bcem manuentam ¢ MJI/I/MJIb, HaunHas ¢ 9 jer, OleHKa IOJIOBOTO
CO3pEBaHMs TAIMEHTa KaxXIble 6 MECSAIEB C IEJIbI0 CBOCBPEMEHHOTO JIHArHOCTHPOBAHUS
OTCTaBaHMsI [IOJIOBOTO PA3BUTHS U C IIEIbI0 KOHTPOJIS TaOOpaTOPHBIX MOKaszaTeneii [2, 75-77].

YpoBeHb yoeaqureabHocTH pekoMeHaanuii — C (ypoBeHb IOCTOBEPHOCTH I0KA3aTeIbLCTB — D)
KomMMeHTapuii: oyenky nonoeozo cospesanus mModicem nposooums 8pau-He8pono2 Ulu 6pau-
neouamp, 8pay-0emcKull dHOOKpUHO02, pe2yisapHo Habaoaruue nayuenma. Obvem auuex <4
cm’e eospacme 14 nem u cmapwe ciedyem pacyeHuéamv Kax uemikutl NpusHaK 3a0epiicKi

non0602o cospesanus [79]. B ciyuae 6viagnenus 3a0epiHcKu NoI08020 CO3PEBAHUsL, He0OX00UM

npuem (0cmMomp, KOHCYIbmayus) 8pava-0emcKo20 SHOOKPUHOI02A NEPEUYHDILLL, NOBMOPHBII.

. Pexomenayercss mnpueMm (OCMOTp, KOHCYJIbTAlMsl) Bpaya-IeTCKOrO HHIOKPHUHOJIOTa
NEepBUYHBIN M TMOBTOPHBIM (mpu HeoOxonumocTH) BceM mnauumeHtam ¢ MJJI/M/Ib ¢ nenbio
CBOEBPEMCHHOM JIMarHOCTHKH YHIOKPHUHHBIX HapylieHuit [2,76-78].

YpoBens yoeauteasHocTH pekoMenaanuii — C (YypoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB — 5)

KommenTapun: vacmoma ne menee 1 paza 6 6 mecsyes.

. Pexomenayercss BcemM mamueHtam ¢ MJJI/MJIb  mpoBeneHue aHanmuza  KpOBHU
OMOXUMHUYECKOTO OOIIETEPANEBTUYECKOTO (MCCIEAOBAaHUE YPOBHS OOIIETo Oelika, KpeaTHHUHA,
MOYEBHUHBI B KpOBHU, omnpeieseHue AKTUBHOCTH allaHMHAMUHOTpaHcepassl,
acmapraTaMUHOTpaHcdepasbl, TraMMa-TIIOTaMUITpaHchepa3bl B KPOBH) C IENBIO OIEHKU
coctosiuus medeHn u mouek [118-121, 130]. Tak e, mpu HEOOXOJMMOCTH, PEKOMEHIYETCSI
UCCJIEIOBAaHHE YPOBHSI TJIFOKO3bl, OMIMPYOMHA CBA3aHHOTO (KOHBIOTHPOBAHHOTO), OMIMpyOuHa
CBOOOAHOTO (HEKOHBIOTMPOBAHHOTO) B KPOBHU, OOIIETO KaJbI[Us, HOHU3UPOBAHHOTO KAJIbIIUS,
HEOpraHu4yeckoro ¢ocdopa B KPOBH C IENBI0 OIEHKU KalnbIueBo-pochoproro oomena. Yactora
— 1 pa3 B 12 MecsueB 11 XOAIYUX MAIMEHTOB, | pa3 B 6 MecsLEB I HEXOASYUX MalMeHTOB.
Yare — mo Heobxoaumoctu [204].

YpoBeHnb yoeauTeabHoCcTH pekoMeHaanuii — C (YypOBeHb I0CTOBEPHOCTH J0KA3aTeIbCTB — 5)
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. Pexomenayercss Bcem mnarmuentam ¢ MJIJI/MJIb uccnemoBanme ypoBHs 1,25-OH
BUTaMHHA /[ B KPOBU C LI€JIbI0 MOHUTOPUHTA U CBOEBPEMEHHOM KOPPEKIIUU ITPU HEOOXOIUMOCTHU
[2,58].

YpoBenb yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb J10CTOBEPHOCTH 10KA3aTEJILCTB — D)
KommenTapuii: ne menee 08yx paz 6 200. Ilpu evisisnenuu HedocmamouHocmu uiu oeuyuma
sumamuna D nHeobxooumo nanpasums nayuenma Ha npuem (OCMOmMp, KOHCYIbMayus) epava -
0emcKo2o0  IHOOKPUHON02A/  8PAYA-IHOOKPUHONI02A NEPBUYHDIL, HOBMOPHBIULU NPOBOOUMD
coomseemcmaylowyo meouxamenmosnyio koppexkyuro. Ilayuenmor ¢ MII/MJIb, ocobenno
nonyuarowue mepanuio I'KC (ATX: HO2 Kopmukocmepoudbl cucmemno2o 0etucmeust), O0IHCHbL
pezyIsApHO 00Ce008ambCsa Ha Hanudue unokatvyuemuu u depuyuma sumamuna D. Haznauenue
npenapamog 2pynnvl eumamun D u e2o awmano208 makdce MOdHCem NPUMEHAMbCS 6
npourakmuyeckux yensx, 8 0COOeHHocmu 6 OceHHe-3UMHULl nepuod. Hopmanuzayus ypoeus
sumamuna D neobxoouma maxaice 05 Hauana cmapma anmupe3opomusHotl ducghocgonammoii

mepanuu u npu noozomoske K xupypcuiecKum suUOam ieuerusl.

. Pexomenayercst BceM TNalMeHTaM C KIMHUYECKUMM TPOSBICHUSIMH CEpJEUHOMN
HEJ0CTAaTOYHOCTU (OTEKH/TIACTO3HOCTh MOAKOKHOM JKUPOBOM KJIETYATKU, OJIBIIIKA, TaXUKapIUs
(mocnenHsAs — TOJIBKO B COYETAHUHU C APYTUMH MEPEUMCICHHBIMH CUMITOMaMM), YBEJIUYEHUE
MIEYEHH ) UCCIIeJOBaHUS YPOBHs N-TepMUHAIBHOTO ()parMeHTa HaTpHilypeTHYeCKOTo NIpONenTuaa
Mo3roBoro (NT-proBNP) B KkpoBM ¢ 1€bI0 CBOEBPEMEHHOW JHArHOCTUKH CEPACUHON
HEJ0CTAaTOYHOCTH, MU hepeHIINaTbHON TUarHOCTUKY C OJIBIIIKOM, BBI3BAHHON PeCTIMPATOPHBIMU
HapyIICHUAMH, JJI PELIEHUS BOIIPOCOB O KOPPEKIMH KapAUOTpOoNHoi Tepanuu 84,131, 132].

YposeHb yoeauTeabHOCTH pekoMeHaanuii — C (YypOBeHb JI0OCTOBEPHOCTH 0KA3aTeIbCTB — 4)

. Pexomenayercs namuentam ¢ MJJI/MJIb ¢ nono3pennem Ha HapyuieHue (yHKIUU
MOYeK o0 (KITMHUISCKUN) aHATN3 MOYH C 1IEeTTBI0 KOHTPOJISI PYHKITUU TIoUeK [75].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii — C (YypoBeHb JI0CTOBEPHOCTH 10KA3aTeIbCTB — 4)
KomMeHTapuu: obvem ucciedosanuti u OanvHeuulas makmuxa OUaeHOCMUKU ONpeoensiomcs

8PAYOM-HeDPONO2OM.
Hncmpymenmanwvnule uccneoosanus.

e Pexomenayercst BCEM MalueHTam c MIA/M]Ib peryispHas perucrpanus

3JIEKTPOKAPANOTPAMMBI U IIPOBEICHUE HXOKapAUOTrpadiu C LEIIbI0 BBIABICHHUS HAPYIICHUH pabOThI
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cepana [6, 8, 39]. YUacrota- He pexe 1 pa3a B ToJ, TpH BO3MOXKHOCTH U HEOOX0oauMocTu Dx0-KI
MOXKET OBITh 3aMEHEHO Ha MarHUTHO-PE30HAHCHYIO TOMOTpauio cepiila W MaruCTPaabHBIX
cocynoB. [lo Ha3HaueHWIO Bpada-KapaUOJIOTa JTOJDKHO TAKKE PEKOMEHIOBATHCS XOJITEPOBCKOE
MOHHUTOPHPOBaHKE cepaeuHoro putma [204].

YpoBenb yoeauteabHOCTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH 10KA3aTEIbLCTB — 4)

KomMmenTapuu:

* Pexomennyercss Bcem mnamuentam ¢ MJIJI/MJIb, wumeromuM TOpuU3HAKW — CepACYHOU
HEJI0CTaTOYHOCTH, KOTOPBIM BCIIEICTBUE Y3KOTO YIBTPa3ByKOBOIO OKHA HEBO3MOYKHO IIPOBEACHUE
TpPaHCTOpaKaJIbHOM 3X0Kapaunorpaduu, npoBeieHue MarHUTHO-PE30HAHCHOW ToMorpaduu cepaua
U MArucTpajbHBIX COCYIOB C LE€IbI0 MOHHUTOPMHIA U CBOEBPEMEHHOM KOPPEKLMH
POrpeCcCUPOBaHUS CePICUHON HeqocTarouHocTu [28,83-93].

YpoBeHnb yoenuresibHOCTH pekomMeHanuii — C (YypoBeHb J0CTOBEPHOCTH J0KA3aTeIbCTB — 5)

* Pexomennyercsi Bcem manueHtam ¢ MJIJI/MJIb, y koTopeix mo aaHHbIM pytuHHOM OKI
BBISIBJICHBl HAPYIIEHUS PUTMA W/WIW TMPOBOJUMOCTU Cepilla, WIM HUMEIOTCS >Kajio0bl Ha
HEPUTMUYHOE cepJlieOneHre, MPECUHKOMAIbHbIC/ CHHKOIAJIBHBIE COCTOSHHS, a TaKXe BCEM
nanuentam ¢ MJIJI/M/Ib crapiie 17 net (mocneaHUM — BHE 3aBUCHMOCTH OT HAJIMYUS KAJI00 WK
m3menenuit Ha DKI') mpoBeneHne X0NTepOBCKOTO MOHUTOPUPOBAHUS CEPJICIHOTO PUTMA B TECUCHUE
24 4acoB ¢ Ie7IbI0 CBOEBPEMEHHOM JMAarHOCTHKHU JaHHBIX cocTostHui. [28,83-93].

YpoBeHb yoenuresibHoCTH pekomenaanuii — C (ypoBeHb J0CTOBEPHOCTH J0KA3aTeIbCTB — 5)

* Pexomenayercsa Bcem manumentam ¢ MJIJI/MJIB, uMeommM TpU3HAKH BBIPAXKEHHOTO
MUOKapauaibHoro (udpo3a, MNPOBEAECHWE MAarHUTHO-PE30HAHCHOM TOMorpapuu cepaua ¢
KOHTPACTUPOBAHUEM C II€JIbI0 CBOEBPEMEHHON AMArHOCTUKM U MOHMTOPHUHIA MPOTPECCUPOBAHUS
naHHOTO coctosiHust [28,83-93].

YpoBensb yoenuteabHoCTH pekoMeHaanuil — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — D)

* Pexomenayercs naruentam ¢ MJIJI/M/Ib ¢ kiMHIYECKUMU CUMITTOMaMU HapyIIEHUS OCaHKH,
0OJIIMH B CIIMHE TIPOBEJIEHNUE PEHTIeHOrpaduu TPYAHOTO U MOSCHUYHOTO OT/IeJIa TO3BOHOYHUKA B
OO0KOBOH MpOEKIUH (WM KOMIIbIOTEpHAs ToMorpadusi MO3BOHOYHMKA (OJMH OTHEN) C LEJbI0
MOHHUTOPHHTA ITPOTPEeCcCUPOBaHUs IehopMalnii TO3BOHOYHUKA U OI[EHKHU €€ CTENIEHH, OTIPEeICTICHHS
BO3MOXXHOCTH U CTETICHH XUPYPTHYECKOTO BMEIIATENbCTBA MPU HEOOXOAMMOCTH, a TAKXKE IS
HCKJIIOUYECHHS] MAJIOTPABMATUYHBIX KOMIIPECCUOHHBIX MEPETOMOB MTO3BOHKOB [2, 31, 126, 127, 128].

YpoBenb yoeauTeabLHOCTH pekoMenaanuii — C (ypoBeHb I0CTOBEPHOCTH J0KA3aTeJbCTB — 5)
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KomMmenTapumu: xax npasuno, KomnpeccuouHvle NepeioMbl NO360HKO8 U CKOIUOMUUECKAS.
oegopmayus nozgonounuxa y nayuenmos ¢ MI/I/MJIB nposeisiomcsa Ha no3oHel amoOyiamopHou
cmaouu u pauHen HeamoOyramopHou. Hcciedosanue npogoOUmMcs NayueHmam npu HaIuyuu
O0N1e6bIX CUMNIMOMOB UIU HAPYUWEHUEM OCAHKU He pedce | paza 6 200, a makaice nocie moo, KaK
nayueHm cmaHo8UMCcs HeamoOYIamopHuIM u oanee 1 pasz 6 6 mec. npu NPoepeccupo8aHull CKOIUO3A

unu OoU 8 NO36OHOYHUKE.

e Pexomenayercs Bcem narmentam ¢ MJIJI/MJIb npoBeneHre peHTTeHOICHCUTOMETPUH IPYIHOTO
U TOACHUYHOIO OTHENIa IO3BOHOYHMKA C IIEJIBIO HCKIIOYEHMS] KOMIIPECCHOHHBIX II€PEIOMOB
II03BOHKOB, OINPEACICHUSI CTEIIEHU OCTEONOpO3a, a TAKXKE IPU MOATOTOBKE K OPTONEANYECKOMY
Xupypruueckomy Bmemarensctsy [19,20,39,53,80,81].

YpoBeHb yoenuteabHOCTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — 4)

KommenTapuu: nposooumcs demsm cmapue 6 1em ¢ uacmomoii 1 paz 6 200.

* Pexomenayercst BCEM nanueHTam c M/JI/M]/1b MPOBEJICHUE HUCCIIENOBaHUS
HECIPOBOIIMPOBAHHBIX JbIXaTEIbHBIX 00bEMOB U MIOTOKOB, IIPH HEOOXOAUMOCTH — HUCCIEI0BAaHUE
JIBIXaTeNbHBIX O0BEMOB C TNPUMEHEHHEM JICKApPCTBEHHBIX IPENaparoB, IyJIbCOKCUMETPHUH,
OTIpeJIeNIeHUe MapIUaIbHOTO JABIICHUS KHCIOPOAAa B MATKHX TKAaHAX (OKCHMETpWs), HAuWHAs C
paHHell HeaMOyJIaTOPHOM CTaJuu C LEJIbI0O CBOEBPEMEHHON TUArHOCTUKU HapyIIeHUH (yHKIUU
neixanus [10-13, 39].

YpoBeHnb yoenuresnbHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 4)
KommenTapuu: usmepsromes écex ocnosnwvle nokazamenu (KEJI, OKEJI, ODB1, COCzs.75 (npu
gozmoorcnocmu), MOCzs.75, [10Csu0) 1 paz 6 200, npu cnudicenuu u noxazameneu OIKEJI menee 60%

- 1 pa3 6 6 mec.

* PexomeHayeTcsl  TMPOBEIEHHE  KapAUOPECIUPATOPHOTO  MOHHUTOPUHTA  (JUCTAHIIMOHHOE
HaOJII0JIeHUE 3a TTOKa3aTeNIIMU YacTOTHI CEPICUYHBIX COKPAIICHUI 1 TUCTAaHIIMOHHOE HAOIIOCHUE
32 (DYHKIIMOHATHLHBIMH TIOKA3aTEJISIMH BHEITHETO JBIXaHUs) B CTAI[MOHAPE BCEM ITAIIMEHTaM C
MIJI/MJIb npu Hanuuuu >kano0, COOTBETCTBYIOIIMX THUIIOKCEMHUH (IHEBHAsi COHIUBOCTD,
TOJIOBHBIE OOJH, YTOMIISIEMOCTh, HOYHBIE KOIIMAphl, HEOOBSICHUMOE CHIKEHHE MAaCChl Tella TpH
aJeKBaTHOM THUTaHWK) W/min naHHbIX o cHWwxkeHuu DOXEJI menee 50% w/wnm BBISIBICHUH
CHWDKCHHSI CaTypallMH 10 JAaHHBIM HOYHOH IyJIbCOKCUMETpHH MeHee 94% C Iebio BBISBIICHUS
CUH/IpOMa OOCTPYKTHUBHOTO aIlHOD CHA, BBISBICHUS PAaHHEW JbIXaTeIbHOW HEJOCTATOYHOCTU H
peleHwsI BOIIpoca 0 MPUMEHEHUH BCIIOMOTATEeIIbHBIX METOIOB pecriupaTopHoi nmoanepxku [19, 20,

39].
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Yposenb yoenuteabHocTH pekoMenaanuii — C (YpoBeHb T0CTOBEPHOCTH A0KA3aTeIbCTB — 5)
Kommenrapuu: [/ pas ¢ 6 mec. Ilpu 803M0#CHOCMU NOKA3AHO NPUMEHEHUe KanHocpaguu, Kax

Haubonee uyecmeumenlbHoco memooa OUacHOCMUKU paHHEZZ ObIXAMenbHOl Hed0CmamoyHOCmu

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

. Pexomenayorcss rmnpu  HaOmoaeHun —namueHToB ¢ MJ/MJIB  mpumeHSITH
MYJIbTUAUCIMUITIMHAPHBIN [TOIX0]] C LENb0 KOPPEKIUH TEpPAUU U TUHAMUYECKOIO MOHUTOPHUHTA
[Toxa3zanbl npueM (OCMOTpP, KOHCYJbTAlMsI) Bpaya-reHETHUKA MEPBUYHBIA U MOBTOPHBIM, IpHUeM
(ocMOTp, KOHCYJbTallMsl) Bpauya-HEBpPOJOra TIEPBUYHBIA W IOBTOPHBIA, HpueM (OCMOTP,
KOHCYJIbTAIlMsI) Bpadya-IyJIbMOHOJIOTa IEPBUYHBIN M HOBTOPHBIN, TpUEM (OCMOTP, KOHCYJIbTAIIHs)
Bpaua - JETCKOT0 KapJHoiora/ Bpada-KapAnoJiora MepBUYHBIA U TTOBTOPHBIH, , IPHEM (OCMOTD,
KOHCYJIbTAllMsl) Bpauda-racTpOdHTEpOJIOra IEpPBUYHBII W MOBTOPHBIM, mpueMm (ocMoTp,
KOHCYJIbTAllMsl) Bpadya - JAETCKOrO0 HHJOKPHUHOJOra/ Bpaya-3HAOKPUHOJIOTA IEPBUYHBIA U
HOBTOPHBIN, MpUEeM (OCMOTP, KOHCYJIbTallUs) Bpada-TPaBMAaTOJIOra-opTolleAa MEpBUYHBIN U
MOBTOPHBIN, IpUeM (OCMOTp, KOHCYJIbTAllMsI) Bpaua-JUeTosora IEpBUYHbINA U IOBTOPHBIN IIpUeM
(ocMOTp, KOHCyNbTalUsl) Bpada-licUXHaTpa TMEpPBUYHBII W TOBTOPHBIM mpueM (ocMoTp,
KOHCYJIbTAllMsl) Bpada-neauarpa/ Bpaya oOuIel NpakTuKu (ceMeiHoro Bpayda)/ Bpada-TeparneBTa
NEPBUYHBII U TOBTOPHBIH /, IpueM (0CMOTp, KOHCYJbTAIUs ) Bpaya-o(TalbMoJIora epBUYHBIN U
MOBTOPHBINA, OCMOTP (KOHCYJIBTAIMs1) BPaYOM-aHECTE310JI0IOM-PEaHUMATOJIOTOM TIEPBUYHBIA U
MOBTOPHBIN, IPUEM (TECTUPOBAHUE, KOHCYJIbTALMA) MEAUIIMHCKOTO TCHXO0JIOTa MEPBUYHBIA U
MOBTOPHBIN, Bpaya (GU3UUECKOM M peaOuIMTAMOHHOW MEAMLMHBI WIM Bpaya, BBITOJHSIOIIETO
ero (yHKUHIO (CHelHaNIucTa M0 MEIUIUHCKONW peadMIuTalMu: CHelHalucTa Mo (u3ndecKoi
peabunuTauu (KUHE3UOCTICIUATUCT), TpUeM (OCMOTp, KOHCYJbTallMs) Bpada IO JIe4eOHOM
¢bu3KyIbTYype, OCMOTp (KOHCYJbTalMs) Bpada-puanorepaneBTa U JAp.), npuem (ocMoTp,
KOHCYJIbTAIlMsI) Bpaya MO MaNTHaTUBHOM MEIUIIMHCKOW MOMOIIM MEPBUYHBIA M MOBTOPHBIH, a
TaKXke Bpauell Ipyrux cnenuaibHocTed mnammentam ¢ MIJI/MJIb, umeromuMm HapylieHus
(GYHKIIMI  COOTBETCTBYIOUIMX OpPraHOB W CHCTeM. Takxke HeobOxoauma pa3paloTka
WHIUBHIyaIbHON TIPOTPaMMBI JIOTONIEANYEeCKOi peadbuiurtarmu [95]..

YpoBeHsb yoenureabHocTH pekoMeHaanuii — C (YypoBeHb 1I0CTOBEPHOCTH 10KA3aTEJILCTB — D)

o PeKOMeHI[yeTCﬂ IIpueMm (OCMOTp, KOHCYHLT&L[I/IH) Bpada-reHeTuKa HCpBI/IqHHﬁ u

NOBTOpHBIM BceM marmeHtaM ¢ MJIJI/MJIB ¢ uenbto ompeaencHus o0beMa W TaKTHKH
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MOJIEKYJISIPHO-TEHETUUECKUX HCCIIEOBaHUM, TMOCIeayIomed HHTEepHpeTalul HOJy4YeHHBIX
pe3yNbTaTOB, MPOBEJACHUS METUKO-TEHETUYECKOTO KOHCYJIbTUPOBAHUS CEMbH [2].

YpoBeHb yoenureabHocTH pekoMeHaanuii — C (YypoBeHb TI0CTOBEPHOCTH 10KA3aTeJILCTB — D)
KomMmeHnTapuii: Ha nepsuunoii KOHCYyTbmMayuu 6pay-2eHemux npoeooum OocMomp U
npeosapumenvuyro ouppepenyuanvhylo  OUacHOCMUKy, onpeoeisiem o00vem MOAEKYIAPHO-
eenemuyeckux uccieoosanuu. Ha noemopHou KoHcyrbmayuu 6pau-ceHemux Hnposooum
unmepnpemayuro  pe3yibmamos MOJEeKYIAPHO-2eHeMUYecKUx UCCIe008aHull, —onpeoessem
HE0bX00UMOCMb  NPoBedeHUss OONOJIHUMENbHbIX — UCCIEe008aAHUL  (8arudayuu, ceepeeayuu,
@DYHKYUOHANBbHBIX  UCCIe008AHULL),  PA3BACHAEM  NOJYYEHHble — pe3YIbmamvl — 3AKOHHLIM
npeocmasumeniam nayuenma. Humepnpemayus pesyibmamos u onpeoenenue Mmakmuxu

MOJleKy]lﬂpHO'ZeHemuLIQCKOZZ OUASHOCIMUKU UHBIMU cneyuaiucmamu Hedonycmwwa.

o Pexomenayercst mpueM (OCMOTpP, KOHCYJIbTAllMs) Bpaya-HEBPOJIOra NEPBUYHBIA U
HOBTOpHBIN (pH HeoOXoAMMOCTH) BceM mamwentamM ¢ MJUJI/MJIB ¢ menpio OIEHKH M
HAOJIO/ICHUST B TUHAMHKE HEBPOJOTUYCCKOTO CTaTyca, MOTOPHBIX (PYHKIIHIA, 00beMa JBYKCHUN
U KOpPEKLUU Tepanuu [2].

YpoBeHb yoea1uTeIbHOCTH pekoMeHaanuii — C (YypoBeHb J10CTOBEPHOCTH 10KA3aTeIbCTB — 5)
Kommenrtapuii: vacmoma nabniooenus ona ambyramopusix nayuenmos — 1 paz 6 12 mecayes,
ons1 HeambynamopHulx nayuenmos — 1 paz 6 6 mecsayes. OyeHka MOMOPHBLIX QYHKYUL U 00vema
OBUINCEHUTL MOIICEM MAKHCE NPOBOOUMBCS BPAYOM PUULECKOU U peadUNUMAayuOHHOU MeOUYUHbI

uiu epaiom, 6blNOJIHAIOWUM €20 ¢yHK’Z4MIO (cneuuaﬂucm no Meal/ll/ﬂ/lHCKOlZ pea6wzumauuu: epay

no neyebnol guskyromype u op.) (Ilpunoscenus A3.3, A3.5, A3.6, I'l-I7).

. Pexomenayercss  npueM  (OCMOTp,  KOHCYJbTalus) Bpauya  (QU3MYECKOW U
peadbuIUTAIIMOHHOM MEIUIMHBI WM Bpaya, BBIMOJHSAIOMIETO €ro (yHKIUIO (CHELHATUCT IO
MEIUIUHCKON peaduINTaluu: Bpay 10 JiedeOHON (PU3KYIbTYpe U JIp.) MEPBUYHBIN U TOBTOPHBIH
BceM mauueHTaMm ¢ MJUJI/MJIb ¢ uenbio OneHKH (YHKIMOHMPOBAHUS M MaKCHMaJIbHOTO
COXpaHEHHUsI IBUTATEIbHBIX QYHKIMI U MPO(YUIAKTUKYA KOHTPAKTYpP KPYIHBIX CYCTaBOB [2].

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

KommenTapuii: uacmoma ne pedice 1 pasa 6 6 mecayes.

. Pexomenayercsi mnpuem (OCMOTpP, KOHCYJbTAllMs) Bpaya-AETCKOTO SHIOKPUHOJIOTA
MIEPBUYHBIN U TOBTOPHBIN BceM narmentam ¢ MJIJI/M/Ib ¢ 1ieipio CBOeBpeMEHHOM TUAarHOCTHKHU

9HJOKPHHHBIX HapyIlIeHui [2,76-78].
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YpoBenb yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb I0CTOBEPHOCTH 10KA3aTEIbLCTB — D)
Kommenrapum: vacmoma 1 pasa 6 12 mecayes, uawe 6 ciyyae 8bia61eHUsL 3A0EPHCKU NOJLOBO20
Pazeumus, 3a0epiHcKU poCcma, Hapyulenus MoNepanmHoCmu K 2aoKo3e, CaxapHoz2o ouabema,
ooicupenus, cunopoma Kywunea, a makace Opyaux 803MONCHbIX NOOOUHBIX dhhekmoe mepanuu
KOPMUKOCMEPOUOAMU CUCMEMHO20 OelCmEUsi C UYeablo OONOJIHUMENbHOU OUACHOCMUKU U

He0bX00UMOU MEOUKAMEHMO3HOU KOPPEKYUU.

o Pexomenayercss mnpueM (OCMOTp, KOHCYIbTallMsl) Bpada-TPaBMaTOJIOTa-OpTOIEaa
MEPBUYHBIM M TOBTOpPHBIN (mpu HeoOxommmocTn) Bcem mnarnueHtam ¢ MJIJI/MJIb ¢ nensio
OIpeieNIeHUs] HEOOXOAMMOCTHU U TAKTUKHU OTICPATHBHOM KOPPEKIIMU OPTOMEIMYECKUX HAPYIIICHU
[2].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii — C (YypoBeHb I0CTOBEPHOCTH J0KA3aTeIbCTB — 5)

KommenTapuu: uacmoma - no nokazanusam, Ho He pedice 1 pasza 6 12 mecsayes.

. Pexomenayercst mpueM (OCMOTp, KOHCYJIbTAIUs) Bpaya-raCTpO3HTEPOIIOra EPBUYHBINA 1
MOBTOPHBIN (Mpu HeoOxoaumocTh) BceM mnamueHtam ¢ MJI/I/MJIb ¢ menbro KOHTpOJs Beca
NAIMEHTa, BBIABJIECHUS CUMIOTOMOB Jucharuy, HaIW4Ms HapylleHUus cTyjaa (3arnopos),
ractpo33odareanbHOro  pedurokca, MOOOYHBIX AIPPEKTOB IMpHEMa KOPTUKOCTEPOHUIOB
cuctemHoro aevictsust co ctoponsl JKKT u ux nocnenyromeil MeIMKaMEHTO3HON KOppeKLuu [2].
YposeHb yoeauTeabHOCTH pekoMeHaanuii — C (YypoBeHb JIOCTOBEPHOCTH 0KA3aTeIbCTB — 5)
KommenTapuu: vacmoma — no noxazanusm. Bec oemeu ¢ M/ umeem xapaxmepHvie 0ns
3abonesanusi usMeHeHusi U 0ObIYHO nosvluaemcs eHauane nocie cmapma npuema I'KC 6
Kauecmee CMAaHOApmMHOU mepanuu, 6mopol pas — nocie nomepu amoyiamopHocmu. Bec u
UHOEKC Maccyl mena AGNAMCs npoeHocmuyeckumu paxmopamu mevenus MJ[/]. Hzovimounviii
sec peoenka ¢ M/ sasensemcsa npocHocmuueckum (Gaxmopom 0onee Oblcmpoco yXyOuieHus
noxkazameneiu mecma 6 MUHYMHOU X0O0bObl, NOMPEOHOCMU 6 NOCMOSHHOU PecCnupamopHou
noooepaicku 8 6yoyuem [189]. H30bimounwiii 8ec nogvluiaem pucku nepeiromos ONUHHbIX Kocmell
¢ nocnedyrouum 6oee 4acmuvimM pazeumuem CUHOPOMA HCUpogol dsmooauu. /pyaue ocroxcHeHus
NOBLILEHHO20 6eca — 2unepmoHus, ouabem, Oonee BbIPANHCEHHAS KAPOUOMUONAMUAL.
Hopmanwuwiii sec sensemesn ookazannvim pakmopom donee doraconpusmuozo mevenuss M/ [2].
Ha npoosunymuvix cmaousx 3abonesanus npu npocpeccuposanuu npoorem ¢ 2lomaHuem,
cnabocmvio  Muldy — HCENYOOUHO-KUWMEYHO20 MpAaKma 4dawje paseusaemcsi dcmeHus ¢

He0bX00UMOCMbIo 0becneyerUss NayueHma Kaiopusimu ¢ HOMOWbI0 30H0A UTU 2acmpocmomsl [2].
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. Pexomenayercsi Bcem mamuentaMm ¢ MJIJI/MJIB  mpoBeneHue  uccieqoBaHUS
HECIIPOBOIIMPOBAHHBIX  JBIXaTCIbHBIX O0BEMOB M IOTOKOB, TMPU HEOOXOAUMOCTH —
UCCIICIOBAHUE JBIXAaTeIbHBIX O0OBEMOB C MPUMECHCHHEM JICKAPCTBEHHBIX IPENaparos,
MyJbCOKCUMETPUH, OMNpEJeNIeHne MaplUaJbHOTO JaBJICHHUSI KUCIOPOJAa B MSATKUX TKaHAX
(okcuMeTpusi), HauyuHAs C paHHeW HeamMOyJlIaTOpPHOM CTaAuM C IIEJIbI0 CBOEBPEMEHHOM
JUArHOCTUKU HapyIIeHud QyHkiuu apixanus [10-13,39].

YpoBeHb yoenureabHocTH pekoMeHaanuii — C (YypoBeHb JI0CTOBEPHOCTH 10KA3aTeJIbCTB — D)
KomMmenTapum: nposedenue cnupomempuu (cciedo8anue Hecnpo8oYUpOBaAHHbIX ObIXAMENbHbIX
00beM08 U NOMoK08) 0Jis1 OYeHKU PYHKYUU BHEUHe20 ObIXAHUSL C UBMEPEeHUEM B8CeX OCHOBHbLIX
nokazameneti (KEJI, D)KEJI, ODB1, COC2s.75, MOC25.75, [IOC0) vacmoma — He pedice 1 pasa 6
6 mecayes. B ambyramopHoti cmaouu 3a00.1e6anus ciedyem npogooums oOyueHue nayueHmos
npoGedeHuIo cnupomempuu (Uccied08anue HecnpoBOYUPOBAHHBIX ObIXAMENbHbIX 00beMO8 U
nomokos). llayuenmam cnedyem umemsv 00OMA NYIbCOKCUMEMp OJisl Pe2VIApPHO20 USMePEeHUs

camypayuu.

° Pexomenayercs Bcem narueaTam ¢ MJIJI/MJIb npoBenenne kanmHorpaduu BO Bpems CHa,
HauWHas C paHHEH aMOyJIaTOPHOM CTaH, C IENbIO BBISBICHUS OOCTPYKTHBHOTO aIHO? CHA U
JIpYTUX IPU3HAKOB HApPYIIEHUS AbIXaHUs Bo cHe [14,39].

YposeHb yoeauTeabHOCTH pekoMeHaanuii — C (YypoBeHb JIOCTOBEPHOCTH 0KA3aTeIbCTB — 4)
KommenTapuu: dauusiii Memoo HeoOX00uUMO npo8ooums NAyueHmam ¢ u3DbIMOYHbIM 8ECOM,

noJjydarowmum Kopmukocmepoudbz CUCTMEMHO20 OeliCMEUAL.

o Pexomenayercst npuem (OCMOTp, KOHCYNbTaIUsl) Bpada-MyJbMOHOJIOTA MEPBUYHBIN U
MOBTOPHBIA (mIpu HeoOXxoaumocTu) BceMm mainueHtam ¢ MJIJI/MJIb ¢ menpio AUarHOCTUKH,
MOHMTOPHMHTA COCTOSIHUSI U KOPPEKIIMH CUMIITOMOB JIbIXaTeIbHON HepocTaTOuHOCTH [156].

YpoBenb yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb IOCTOBEPHOCTH 10KA3aTeIbLCTB — D)
KoMmMeHTapuM: Ha MoMenm nocmanosku ouazHo3a u oanee Ha4uHas 6 no3onel amoy1amopHou
cmaouu — 1 paz 6 200, HauuHas ¢ panuel Heamoyramopuol cmaouu — I paz 6 6 mecayes, uawye

— NO NOKA3AHUAM.

. Pexomenayercst mpuem (0CMOTp, KOHCYJbTAIMs) Bpauya-KapAuoJIora/Bpaya-IeTCKOro
Kap/inoJiora NepBUYHbIN 1 OBTOPHBIN (He pexe 1 pa3a B ron) Bcem nauuentam ¢ MIJI/M/b ¢
LEJIbI0 JUArHOCTUKH, MOHUTOPUHIA COCTOSIHUS M KOPPEKLMH I1aTOJIOTUU CEPAECYHO-COCYAUCTON

cucremsl 8, 31, 39].
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YpoBenb yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — D)
KomMmenTapum: vacmoma — Ha momenm nocmaeku ouazHosa u daiee me pedce 1 paza 6 200.
Habnwooenue moocem Ovimv Oonee uacmvim no mepe npocpeccupo8aHusi 60ae3HU U pa3eumusl
cepoeyrno-cocyoucmoul namonoauu. Takoce ecem nayuenmam ¢ MII/MIIF nepeo nianogvim
ONEPAMUBHBIM ~ BMEUAMENbCMBOM  He00X00uM npuem (0CMomp, KOHCYIbmayus) epavd-
Kapouonoza/ 8pava - 0emcko20 Kapouoioea NepsudHblil, (npu HeoOXo0UMOCmu-no8mopHblil) a

maxaice pecucmpayusi I1eKmpoKapouocpammol u nposedenue sxoxapouozpaguu [31,39].

. Pexomenayercsi BceM mamuentam ¢ MJIJI/MJIb  perymnspHas — perucrtparus
AIEKTPOKAPAUOTPaMMBI U MPOBEACHUE dXOKapauorpaduu Ny BbISABICHUS HAPYIIEHUN PabOThI
cepaua [6, 8, 39].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii — C (YypOBeHb I0OCTOBEPHOCTH J0KA3aTeNbCTB — 4)
KommenTapuu: ne pesice 1 pasza 6 200, npu 8ozmodxcnocmu u Heobxooumocmu Ixo-KI' moocem
ObIMb 3AMEHEeHO HA MACHUMHO-PE30HAHCHYI0 MOMOo2paduio cepoya u Ma2ucmpaibHulX cocy0os.
Ilo  nasnauenuro  8paua-kapouono2a  OONHCHO  MAKHCe NPUMEHAMbCA — XOIMepPO8CKoe

MOHUMOPUPOBAHUE CEPOEUHO20 PUMMA.

o PexoMeH0BaHO mpHeM (TECTHMpPOBAaHUE, KOHCYJbTALMs) MEIUIMHCKOIO IICHUXO0JIOora
NEepBUYHBIN M MOBTOPHBIM BceM mamuentam ¢ MJIJI/M/Ib ¢ menbio perynsipHOro CKpHMHHHTIA
0COOEHHOCTEHN HeWpPOpa3BUTHS, KOTHUTUBHBIX U IICUXO3MOIIMOHAIBHBIX OCOOCHHOCTEH MalieHTa
U JIMIL, OCYIIECTBIIAIOIIMX YXOJ, OCYILIECTBJICHHMS WHAWBUIYAJIbHOH, TPYNIIOBOW, CEMEHHOMN
ncuxojorunyeckou nmomontu [40, 151, 152].

YposeHb yoeauTeabHOCTH pekoMeHaanuii — C (YypoBeHb JI0OCTOBEPHOCTH 0KA3aTeIbCTB — 5)

KOMMeHTaplfll/l: yacmoma — no nNOKA3aHUusM.

. PexomengoBano rmnpuem (OCMOTp, KOHCYNIbTallMs) Bpauya-TICUXHWaTpa TEPBUYHBIA U
NOBTOpHBIA BceM manueHtam ¢ MJIJI/M/Ib B ciydae pa3BUTHSA/TIONO3PEHUS Ha TMOSBJICHUE
MOBEJACHYECKUX U OMOLMOHAIBHBIX PACCTPOUCTB C LEIbI0 JUArHOCTUKU U HAa3HAYECHMs Tepaluu
[40, 151, 152].

YpoBenb yoeaqureabHocTH pekoMeHaanuii — C (ypoBeHb I0OCTOBEPHOCTH 10KA3aTeIbLCTB — D)

KOMMeHTapI/II/I: yacmona — no nNOKA3aHUusM.

° PexomengoBano Bcem manuentam ¢ MJIJI/M/Ib oGs3atensHO €XerolHOe MPOBEICHUE
PEHTTCHOACHCUTOMETPHHU C LHECIIBIO CBOGBpeMeHHOﬁ KOPPEKIHHU ITOJTYIaEMOTI' O JICHCHH 110 ITIOBOAY
OCTEONEHUH U ocTeonopo3a [20,39].

YpoBeHb yoeauTeabHOCTH pekoMeHaanuii — C (YypOBeHb I0CTOBEPHOCTH J0KA3aTeIbCTB — 5)
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KomMmeHnTapuu: cuusicenue munepanvHou niomHoCmu Kocmeti s1814emcs 4acmviM CUMNIMOMOM Y
nayuenmos ¢ M//I[/MJIB. Heycmotiuueocms npu xo0b0e, CLONCHOCHb NOOOEPACAHUS PABHOBECUS
8 pe3yivmame MbIUEYHOU CclaboCmu, 8 COYemaHuu ¢ OCMEONnOPO3OM Yepodicaem pa3sumuem
nepenomos kocmei u noszeonkos. Bce nayuenmor ¢ MI//MJIB, Hne3asucumo om cmenenu
00e308udceHHoCmU (Hanpumep, HyaHcoaruuecs 8 Kpecie-Kamaixe) O0ANCHbL Obimb 00YUeHbl 8CeM
Mepam npedocmopoNCHOCMU Ol NPOPUIAKMUKY NAOeHUs U neperomos ¢ buimy. Ilayuenmol u
YjleHbl ceMbll OONINHCHBI ObIMb UHDOPMUPOBAHDBL O 8CEX NOCIEOCMBUSX HeAOeKBAMH020 OMHOUEHUS
K npobiieme ocmeonopo3a u 8603MoACHOCmU passumus wacmozo npu MJ[J] socusneyepooicarowe2o

COCMOSHUSL — CUHOPOMA HCUPOBOU SIMOONULU.

° PexomengoBano mnpuem (0CcMOTp, KOHCYJbTalMs) Bpaya-IAWETOJIOra IEPBUYHBIA U
MOBTOPHBINA BceM marnmenTam ¢ MJIJI/M/Ib ¢ 1nenbro KOppeKIuu MUTaHus U Ha3HAUYCHUS TUCTHI
[2].

YpoBeHb yoeauTeabHOCTH pekoMeHaanuii — C (YypoBeHb JIOCTOBEPHOCTH 0KA3aTeILCTB — 5)

o Pexomenayercss Bcem mamumeHtaMm ¢ MJIJI/MJIb mepen IUIaHOBBIM OIEPATHBHBIM
BMEUIATEILCTBOM IpUe€M (OCMOTp, KOHCYJbTallMsl) NEPBUYHBIM M TMOBTOPHBIN  (1pu
HEOOXOAMMOCTH) Bpayda-KapauoJiora/Bpavya-IeTCKOro KapJauoyiora, a TakKe perucTparus
3JIEKTPOKAPIMOTPAMMBbl U TPOBEJIEHHE IXOKapauorpaduu ¢ LENbl0 ONpeAeTIeHUs BO3MOMXKHBIX
IIPOTUBONOKA3aHUI K ONIEPaTHBHOMY BMeIIaTeNbCTBY [39].

YposBeHb yoenuTeabHoCTH pekoMeHaanuii — C (YypOBeHb I0OCTOBEPHOCTH 0KA3aTeIbCTB — 5)
KommenTapuu: vacmoma — ne pexce 1 pasz 6 12 mecayes 011 neamby1amopHbix nayueHmos,

yawe npu HeobXo0UMOCmu.

. PexomengoBaHno npuemM (OCMOTp, KOHCYIbTAIIS ) Bpaya Mo NAJTTHATUBHONW MEIUIIMHCKOMN
MOMOIIA TIEPBUYHBIA U MOBTOPHBIM (MPU HEOOXOIUMOCTH), a TAKKE WHBIX CHCIUAINCTOB M3
MEIIUIIMHCKOW  OpraHuM3alid WA €€ CTPYKTYPHOTO TMOJpa3/eNIeHUs, OKa3bIBAIOIINX
CHEIUAM3UPOBAHHYIO MAJUTMATUBHYIO MEAUIIMHCKYIO TIOMOIIb (IPH HATUYUU TTOKa3aHUI ), BCEM
naruenTam ¢ MJIJI/M/Ib ¢ tenbio onpenenenus oobeMa HeOOX0IUMON NAITTMATUBHON TOMOIIU
[133, 134].

YpoBenb yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb I0OCTOBEPHOCTH 10KA3aTeIbLCTB —4)
6. Opranusanus oka3aHusi MeIUIMHCKON MMOMOIIH

[Tokazanus 1715 JIAHOBOW FOCIUTAIM3AMUA B MEJUIIMHCKYIO OpraHu3anuio [76]:
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npoBeacHue AuddepeHranbHOl  TUATHOCTUKA W YCTAHOBIICHHS OKOHYATEILHOTO
JMAarHo3a, JIeYeHusl, TPEOYIOIHe KPYTIIOCYTOYHOTO MEJUIIMHCKOTO HAOIOICHHS.

HO[[60p OINTUMAJILHOI'O PC)KMMa U N03bI KOPTUKOCTCPOUJ0OB CUCTEMHOI'O I[eI;'ICTBPISI
noa00p crenupUUecKol MaTOreHETUYECKONH Tepanud B 3aBHCHMOCTH OT BHJA U
JIOKAJIM3all TCHCTUUCCKHUX BAPUAHTOB

MPOBEJICHUE XUPYPTUYECKUX BMEIIATEIBCTB IO KOPPEKIMU CKOJIHO3a, aedopMmariuu
CTOTIBI, OTIEPAIMH Ha aXUIJIOBOM CYXOXKHIIUU

JICYCHHE OCTEOIOPO3a

YCTaHOBKA raCTPOCTOMBI (TaCTPOCTOMEKS)

COCTOsSIHUE, TpeOyrollee aKTUBHOTO JICYCHUS U KPYIJIOCYTOYHOIO MEIMIIMHCKOTO
HaOJI0ICHUs (HapacTaoMas AbIXaTeIbHas HEJ0CTATOYHOCTh, HAPYIICHHS PUTMA CeP/La);
COCTOsSIHHUCE, Tpe6y10mee MNPpOBCACHUA BBICOKOTCXHOJOIMYHBIX METOJOB JICHCHHUA U
peabunuTanyu;

HEOOXOMMOCTh MPOBEJICHUS PA3IHYHBIX BHJOB OKCIEPTU3 WK OO0CICIOBAaHHS B
MEIUIIMHCKOW OpTraHU3allMi IPU HEBO3MOXKHOCTH TMPOBEACHHS HX B aMOYJIaTOPHBIX
YCIIOBUSIX, TPEOYIOIIUX AUHAMUYECKOTO HAOJII0ICHHUS

[Tokazanus Juist SKCTPEHHON TOCIUTAIN3AINY B MEAUIIMHCKYIO OpraHu3anuto [75]:

.

.

MEepPEIOMBI KOCTEM

CHUH/IPOM HPOBOM AMOONIMM B pe3ynbTaTe MalOTPAaBMAaTUYHBIX IE€PETOMOB JJIMHHBIX
KOCTEH

HAJMNOYEUYHUKOBAs HEAOCTATOYHOCTh Yy MNAI[MEHTOB, MPUHUMAIOUIMX KOPTUKOCTEPOUIbI
CHCTEMHOI0 JieiicTBUsA, Ha (hDOHE JIMXOPAIKH, PBOTHI, MCUXOJIOTHYECKOTO CTpecca WM
XUPYPrU4eCcKOro BMeNaTeabeTBa [2]

CEPbE3HBIE OCIOXKHEHHS CO CTOPOHBI PECIIMPATOPHOU CUCTEMBI — TSDKEJask THEBMOHUS,
acrupanus, JbIXaTelbHas HEAOCTaTOYHOCTh 2-3 CTeNeHu OcTpble 3abojeBaHus,
000CTpeHUs] XpPOHUYECKHX OOJe3HeW, OTpaBIEHUS U TPaBMbI, COCTOSHH, TpeOyromue
WHTEHCUBHOW Tepanmuu U TMEpeBO/Ja B pEaHUMAIMOHHBIE OTIEJIEHUS WIW OTICNICHUs
MHTEHCUBHOW Tepaluu, a TaKXkKe KPYIrJIOCYyTOYHOrO0 MEAMIIMHCKOrO HaOMIOJEHUH U
MIPOBEJICHUS CHELMATBHBIX BUAOB 00CIE10BaHNUS U JICUEHHUS.

CepbE3HbIE OCIOKHEHUSI CO CTOPOHBI CEpPACUHO-COCYTUCTOW CHUCTEMBl — KapjaMT,
ceple4Has HeJJOCTaTOYHOCTb, APUTMHUS

[TokazaHus K BRIMKMCKE NAMEHTA U3 MEIUIIMHCKOW opranu3anuu [76]:

OTCYTCTBUE YI'PO3bI )KM3HU MALUEHTA;
OTCYTCTBHE YTPO3bI Pa3BUTHSI OCTIOKHEHHM, TPEOYIOMMNX HEOTIOKHOTO JICUCHNS,
cTaOWIn3anusi COCTOSTHUSI M OCHOBHBIX KJIMHHUKO-TA00OPATOPHBIX U HWHCTPYMEHTAJIbHBIX
MOKa3aresel MaToJornyeckoro rnpoiecca o OCHOBHOMY 3a00JIEBaHUIO;

OTCYTCTBHE HEOOXOIMMOCTH B IIOCTOSIHHOM BpaueOHOM U KPYTJIOCYTOYHOM MEIULIUHCKOM
HaOII0/IEHUHU TI0 OCHOBHOMY 3a00JIEBAaHUIO;

HE0OXOMMOCTH TMEepeBoJia TAaleHTa B JPYI'YI MEIUIIMHCKYIO OpTraHM3aIfio WIN
yUpEKIEeHUE COIUAIBHOTO o0ecrnieueHus [2].
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7. JonoaHuTenbHas HHpopManus (B TOM yKcjie (PAKTOPbI, BJUAIONIHE

Ha UCXO0 3a00J1eBaHUs U1 COCTOHHI/IH)
Pannss ouaenocmuxa M/] u nasnauenue mepanuu no3goasem Yiyyums npocHo3 U 3aMeoums
npoepeccuposanue 3a601e6anus. 3anyujeHvl pecUoOHANbHble NUIOMHbIE NPOEeKMbl PAHHE2O
ckpununea oemeti M/ no ypoeurwo KOK xkposu 6o epems oucnancepuszayuu 8 1 200, a makaice
CeleKMUBHO20 CKPUHUH2A 8 CMAYUOHApax npu HAIUYUU — ONPeOeléHHbIX  CUMNMOMOS.

Paccmampueaemcs  eonpoc o exmouenuu M/ 6 npocpammvl  Macco8o20 CKpUHUH2A

H060podcoennbix 6 PO ¢ 2026 2o0a.
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Kpurepuu oneHky kayecTsa MeAUIMHCKON NOMOLIHU

Kpurtepuu kayecrBa

Ouenka
BBINOJIHEHUS
KpuTepus

HpOBeI[eHO OIpECACICHNEC aKTUBHOCTU KPCATHHKHWHA3bI KPOBH.

Ha/aer

HpOBeI[eHO MOJICKYJIIPHO-TCHECTUYCCKOC UCCIICJOBAHUEC B I'CHE
DMD.

Ha/uer

IIpoBenen npuem (OCMOTp, KOHCYJIbTAllMs) Bpaua-HEBPOJIOra
[IEPBUYHBIM.

Ha/uer

[IpoBenensl mpuem (OCMOTpP, KOHCYNbTaIMs) Bpaua-TeHEeTHKa
TIEPBUYHBIM.

Ha/uer

[TpoBeneHo Ha3HaYCHHE Tepanuu pernapaTomMm
#npenuuzonon** B noze 0,75 Mr/Kr/cyTku nepopaibHO ocie
3aBepuIeHHs] (POPMHUPOBAHUS JIBUTATEIBHBIX HABBIKOB, HO JIO
Hayajia yracaHusi MOTOPHBIX (YHKIMH (Ha CTaJlUu IUIATO).

Ja/uer

[IpoBeneHoO Ha3HAYEHHUE JIEKAPCTBEHHOTO IIperapara aTalypeH
amOynaropubiM manuentaMm ¢ MJIJ] crapme 2-x net, y
KOTOPBIX MOJIEKYJIIPHO-T€HETUYECKOE UCCIIEJOBaHNE
BBISIBUJIO HOHCEHC-BapuaHT B reHe DMD.

Ha/uer

[IpoBeneHo  Ha3HaueHHWE  JICKAPCTBEHHOTO  TIperapara
BWITOJIAapceH mnauueHTam ¢ MJIJI ¢ mnoarBep:kaeHHON
mytameit rena DMD, mnopnmaromieiicss KOpPpeKIUH IyTeM
nporycka 53 3k30Ha

Ha/ner

IIpoBenen  mnpuem  (OCMOTp, KOHCYJbTallUsl)  Bpaya-
Kap/noJiora/Bpaya-eTCKOro  KapAuoJiora MepBUYHBIA U
MOBTOPHBIN (He pexe 1 pa3a B ron).

Jla/uer

[IpoBenen  mpuem  (OCMOTp,  KOHCYNbTalusl)  Bpaua-
ITyJIBMOHOJIOTA IEPBUYHBIN.

Ha/ner

10

[lpoBenenst mnpueMm  (OCMOTp, KOHCYJbTalMs)  Bpada
¢u3rueckoil ¥ peadMIMTAMOHHON MEIWIMHBI WM Bpaya,
BBIMIOJHSIOIETO  ero  (QyHKOuioo  (cmenuaiucra 10
MEIUIIMHCKOW peabuiuTanun (CrerratucT mo (GU3NIecKon
peabunuranuy (KMHE3UOCIICIMAIUCT)), Bpaya MO JIe4eOHOM
(bU3KYIBTYpE U Jp.) TEPBUYHBIM.

Jla/uet

11

[IpoBenensl mpueM (OCMOTp, KOHCYyNbTallus) Bpaya-
SHJOKPUHOJIOTa/Bpavya-AeTCKOro SHIOKPHUHOJIOTa IEPBUYHBIH.

Ha/aer

12

[IpoBeneH maTpoHaX BBIE3THOW MATPOHAKHOW OpHUramoi
OTHACIICHUS BBIC3THOM MaTPOHAKHOU naJlJIMaTUBHOMN
MEIMUIMHCKOM MTOMOIIM JE€TSAM IMAallMEHTaM, HYKIAKOLIKUMCS B
NaJJIMAaTUBHON MeIUITMHCKON ITOMOIITH

Jla/uet
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IIpunoxenue Al. CocraB paGoueil rpynmnsl o pa3padorke u

MmeEPECMOTPY KIIMHUIECCKUX peKOMeHIIaIII/Iﬁ
AnucumoBa WHra BagumoBHa — K.M.H., 3aBelymollias OTAEJIOM OpraHU3ALUU
MeauUUHCKON nmomoiun-Bpay-reneTuk ®I'bHY «Meauko-reHeTnueckuil Hay4Hbld HEHTP UM.
akagemuka H.I1. boukoBay, yieH Acconyanyuyu MEIUIIMHCKUX T€HETHUKOB.
AprembeBa CBeriiaHa BpoHHC/IaBOBHA — K.M.H., HEBPOJIOT, 3aBEAyIOLIasi OTAEJIECHUEM
ncuxoHeBposorun U snuientoigorun OCII HayuHo-uccnenoBarenbCKuil  KIMHUYECKHUM
uHctuTyT nemuatpun um. 1O. E. Benptnmesa ®OI'AOY BO «PHUMY HUM.
H.N.IIMPOI'OBA» M3 PO.
BapanoB Asexcanap AJsiekcanapoBud — akajemuk PAH, mpodeccop, A.M.H.; MOYETHBIN
npesuaeHt Coro3a neauarpos Poccun, coBetHuk pykosoaurens HUW nenuatpuu n oxpansl
3nmopoBbst nereit HKI[ Ne2 ®I'BHY «PHIX wum. akax. b.B.IlerpoBckoroy», mpodeccop
kadenpsl neauarpuu U aerckoit pesmaronorun KUA3 um.H.D.Ounaroa ®I'AOY BO
[Tepspiit MI'MY um. U.M. CeuenoBa MunznapaBa Poccun (CedeHOBCKHIT YHUBEpCUTET),
[JIaBHBIM BHEWITATHBIN ClieUMANUCT neauarp Munsapasa Poccuun
Barbimesa T.T., - npodeccop, A.M.H., TPE3UTCHT ACCOLUAINH JCTCKUX PEAOUIMTOIOTOB
Poccun, nupexrop I'bY3 HIIL merckoii ncuxoneBponoruu JI3M, 3aBemyromuit kadenpoii
HEBPOJIOTUH, PU3NIECKON U peadMINTAllMOHHONW MEIUIIUHEI IeTCKoro Bo3pacta ®PHMO MU
PYJIH, rnaBHBIi BHEMITATHBIM CIENHUATUCT ACTCKUN peadumutonior MunsapaBa Poccuu,
3aciry>KeHHbIN Bpad Poccun
Bongapenko Cepreit bopucoBny - k.M.H., Bpau-xupypr nerckuii, 'bY3 ropoma Mocksel
«[Tonmuknunuka lepOunckasy» JlemaprtameHTa 3paBooXpaHeHus Topoga MOCKBBI, TJIaBHBII
BHELITATHBIN IETCKUN XUPYypr 3anaJHoOro aIMMHUCTPATUBHOIO OKpYra roposia MoCKBBI.
Beaoycosa Enena J/ImutpueBHa — 1.M.H., ipodeccop, HEBPOJIOT, 3aBEAYyIOIIas OTAEIOM
ncuxoHesposorun U snuiaentonorun OCII HayuHo-uccnenoBarenbCKuil  KIMHUYECKHUM
uHcTuTyT neavarpun  um. IO.E. Bemprumesa ®I'AOY BO «PHUMY HM.
H.N.IIMPOI'OBA» M3 PO.
boikoBa O.B. — 1.M.H., 3aBeyonuii HaydHo-KccaeaoBaTeabckuM otaenoMm ['bY 3 «Hayuno-
npaktuyeckoro lLlentpa Jlerckoit mncuxoneBponoruu [I3M, mpocdeccop kadenps
HEBPOJIOTUH, PU3NIECKON U peadMIUTAIlMOHHON MEeTMIIMHBI IeTCKOro Bo3dpacta DHMO MU
PYJIH, Mocksa
Bamaxkmanze Hato JI:kymO6epoBHa — /1.M.H., pyKOBOJIUTENH OT/eNa OpPaHHBIX O0JIE3HEH 1
npodMIaKTUKN MHBaTIUAM3Upyomux 3adoneBannit HUW nmenuatpuu U OXpaHbl 3710pOBBS

nereit HKL[ Ne2 ®I'BHY «PHIIX wum. akax. b.B.IlerpoBckoro», mpodeccop kadenpsr
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10.

11.

12.

13.

14.

15.

(dakynprerckoi neauarpun MacTUTyTa MatepunctBa u aerctBa PI'AOY BO «PHUMY uwm.
H.N. [Muporosa» Munszapasa Poccun (Iluporosckuii YHuBepcurer), wien Coro3a neauaTpos
Poccun

Bummnena Ejiena AsiekcanapoBna — 1.M.H., mipodeccop PAH, 3amecTuTens pykoBoauTes
HUW neamatpum u oxpansl 310poBbs gereid HKIL[ Ne2 ®OI'BHY «PHIX wum. axan.
b.B.IlerpoBckoro», mpodeccop kadenpel daxynprerckoir mneamatpunm MHCTHTyTa
matepuctBa U gerctBa PI'AOY BO «PHUMY um. H.U. Iluporosay» (IIuporosckmii
Yuusepcurer) Munsnpasa Poccuu, wien Coroza neauatpoB Poccun.

Baopasen Avmurtpuii BiaamMupoBu4 — K.M.H., HEBPOJIOT, CTApIIMKA HAYYHBIM COTPYIHUK
ornena rncuxoHeBposorun u  smwientogorun  OCII  HayuHo-uccienoBarenbCKuid
kiuHu4eckuil uaetutyt neauarpun uM. FO.E. Benptumesa ®I'AOY BO «PHUMY HM.
H.N.IIMPOI'OBA» M3 PO.

Boponun Cepreii BragmmupoBuy — k.M.H., riaBHbiil Bpau ®I'BHY «MI'HL», rnaBublit
BHELITATHBIA  CHELMAIMCT IO MEIUIMHCKOW reHetuke MunsapaBa Poccun B
JlanbHEBOCTOYHOM (heIepaTIbHOM OKPYTE.

I'pemsikoBa TaTbsina AHApeeBHA — JI.M.H., HQUAJIbHUK J€TCKOI'0 BBICOKOTEXHOJIOTMYHOI'O
Helpomeinieyroro neHTpa ®PI'bY «llenTpanbHas KIMHUYECKas OOJIBHUIA C TOTUKINHUKON
Vopasnenus npenmamu lIpesmpenta Poccmiickoit ®Penepanyv, WIEH MEXIYHAPOIHOIO
KOHCYJIbTATUBHOTO coBeTa MarueHTCKOT0 cooOmecTBa M/, MPE3UACHT
6marorBoputenbHOro honna «l'opaei» (uieH Acconuanuy NpopeccuoHaNbHbIX Y4aCTHUKOB
xocnucHoi nmomoinu, Coro3a neauarpoB Poccun, World Duchenne organization).

I'poznoBa Oubra CepreeBHa — J.M.H., BEAYIIMH Hay4yHBIH COTPYIHUK OTHAENA NETCKOU
kapauosnoruu u apurmosnorun «<HUKU neauarpun u nerckoit xupypruu uM. akajgemuka tO.E.
BenpTumesa» ®I'60Y BO «PHUMY um. H.U. IIuporosa» M3 P®.

I'yzeBa Banentuna UBaHOBHA — 3acimyKeHHBIN nesTenb Hayku PD, n.m.H., mpodeccop,
TJIABHBIM BHEIITATHBIA JETCKUM criennaaucT HeBposior M3 P®, 3aBemyromas kadeapoid
HEBPOJIOTMH, HeWpoxupyprun © MeauuuHckod reHetukn PI'BOY BO  «Cankrt-
[TetepOyprckuii  TOCYyIapCTBEHHBIH  TEAMATPUYECKUA  METUIIMHCKUNA  YHUBEPCUTET
Munucrepcrsa 3apaBooxpanenus Poccuniickoit denepanuu.

I'yzeBa Buxtopuss BanentuHoBHa — J.M.H., mpodeccop, mnpodeccop Kadeaps
HEBPOJIOTMH, HeWpoxupyprun © MeauuuHckod reHetukn PI'BOY BO  «Cankrt-
[TetepOyprckuii  TOCYyIapCTBEHHBIH  TEAMATPUYECKUA  METUIIMHCKUNA  YHUBEPCUTET

Munucrepcrsa 3apaBooxpanenus Poccuniickoit denepanuu.
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16.

17.

18.

19.

20.

21.

22.

23.

24,

I'yzeBa Okcana BajeHTHHOBHA — 1.M.H., Tipodeccop, nmpodeccop kadeapsl HEBPOJIOTHH,
Helipoxupyprun u  MeauuuHckoi renetukn PI'BOY  BO  «Cankrt-IlerepOyprekuit
rOCYJApCTBEHHBIM  INEAUAaTPUYECKUN  MEIULMHCKUN  yHUBepcuUTeT»  MuHucrepcrsa
3apaBooxpanenust Poccuiickoin denepanuu.

Kaumos FO.A. - K.M.H., 3aMeCTUTENb AUPEKTOpa 1Mo MeaunuHcKoi padore 'bY 3 «HITL JIIT»
J3M; 3aBenyromuii kadenpoit HeBpojoruu u Heripoxupypruu, ®I'6OY BO "PI'CY"
Ky3zenkoBa Jliogmuina MuxaiiioBHa —a.M.H., podeccop, HadanbHUK LleHTpa nerckoit
[ICUXOHEBPOJIOTUH, 3aBEAYIOIIAsl OTIACICHUEM IICUXOHEBPOJOTMU U ICUXOCOMATUYECKOU
narojgorun OI'AY «HauuoHaIbHBI MEIUUMHCKUN HMCCIEAOBATEILCKUNA LIEHTP 370POBbS
neteit» Munzapasa Poccun., uieH Accounanuy MEIUIIMHCKUX TeHEeTUKOB (AMI).
KypenkoB Ajiexceii JIbBOBUY — 1.M.H., 3aBEYIOIINI JJabopaTopueil HEPBHBIX OOJIE3HEM,
OI'AY «HaunoHabHBIM MEIUIMHCKUN HUCCIAEIOBATEIbCKUM IIEHTP 370pOBbS JETEH»
Munzapasa Poccun.

KyueB Cepreii UBanoBuu — akagemuk PAH, n.m.H., nupexkrop ®I'BHY «Menuko-
IFEHETUYECKUM HaydHbI LEeHTp uMM. akagemuka H.II. boukoBay, riaBHBIM BHEIUITATHBIN
CHELUAJUCT MO MEIUUMHCKOW reHeruke MuHn3zapaBa Poccum, mpesmaeHT Acconuanuu
MEIULHUHCKUX reHeTukoB Poccun.

JlaiimeBa OJibra ApJjieHOBHa — JI.M.H., ipodeccop Kadeapbl peabuinTaiuy, CIOpTUBHOM
MEAUIHMHBI U (u3nyecKol KynbTypbl MHcTUTYTa mpodunakTuiyeckod meauuuusl um. 3.11
ConoseeBa ®I'AOY BO PHUMY wum. H.U. ITuporosa (IIuporoBckoro yHUBEpCUTETA)
MunszapaBa Poccum, pykoBoOauTeNlb LEHTpa MeIUIUHCKOW peabmimTtanun Poccuiickoii
JETCKOM KiMHuYecko OonpHUIEl — (prmana ®I'AOY BO PHUMY um. H.W. TTuporosa
(ITuporosckoro ynusepcutera) Munsapasa Poccun.

MuxaiisioBa Cpersiana BurajnbeBHa — J.M.H., 3aBelyIOLIasi OTJEJICHUEM MEAUIMHCKON
reneTuk OI'BY «Poccwuiickas aerckas kinHu4eckas 6onbHHUIIa» Mun3apasa Poccun.
Ha3zapenko Jliogmuna IlaBnoBHa — 1.M.H., npodeccop, 3aciyXeHHbI Bpau PO,
3aMECTUTENb JTUPEKTOpa MO HAaydyHOH M JieyeOHOM paboTe, PYKOBOAMTENb JabOpaTopuu
HacnencreeHHorn mnaronorun HUW meguumHckol reHeTMKM TOMCKOro HanvOHAJIBHOTO
HCCIIEI0BATENbCKOr0 MeAUIIMHCKOTO 1ieHTpa PAH.

HamazoBa-bapanoBa Jleiiia CeiimypoBHa — akamemuk PAH, mpodeccop, a.m.H.,
npesuneHt Coroza neauarpoB Poccun; mact-npesunent EPA/UNEPSA; pykosoautens HUU
neguatpud u  oxpanel 370poBbs  gered HKI[ Ne2 ®OI'BHY «PHIX wum. axan.
b.B.IlerpoBckoro», 3aBeaytomas Kadeapoir ¢akynpTeTckoil mneauarpun MHcTtuTyTa

marepuHcTBa U aerctBa PI'AOY BO «PHUMY um. H.U. [Tuporosa» Mun3zapasa Poccuun
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25.

26.

27.

28.

29.

30.

31.

32.

33.

34.

(ITuporoBckuii  YHUBEpPCUTET), TJIABHBIM BHEIITATHBIM JETCKUM  CHEIUATUCT IO
npodunakruyeckoit meauimae Munsnpasa Poccun.

Huxutun Cepreii CepreeBud — 1.M.H., ipodeccop, 3aBeayromuii kadeapoil TeHETUKH
HepBHbIX Oone3neit MI'HL] um. H.I1. boukosa.

HoBukoB Aprem IOpbeBr4 — Bpau-AeTCKUM IICUXUATP, KIMHUKA «PaccBeTy.
IHoakiaernoBa Tarpsana BuaguMHMpoBHA — K.M.H., HEBpOJIOI, CTApIUMN HAay4HbIN
COTpyOHUK Jaboparopun HepBHBIX OonesHert, PI'AY «HanuoHaNBHBIN MEIUIIMHCKUAN
HCCIIEIOBATENILCKUI LIEHTP 310POBbs AeTei» Mun3apasa Poccuu.

IloseBnuenko Ejgena BaagumupoBHa — 1.M.H., npodeccop kadeapbl OHKOJIOTHUH,
reMaToJIOrMM W JIydeBOM Tepanuu neauarpuueckoro gakyinsrera PI'AOY BO PHUMY
nMmenn H.M. IluporoBa, rinaBHBIM BHEIUTAaTHBIM JETCKUM CIEHUAIUCT IO NAJIMATUBHOM
MEIMIIMHCKONM  momomu  Mun3zapaBa  Poccuu, unen  IlpaBinenuss  Accouuanuu
npodeccroHaNbHBIX YYaCTHUKOB XOCIMCHOM MTOMOIIIH.

MoasikoB Anexcanap BaagumupoBuy — wi.-xkopp. PAH, 1.6.H., mpodeccop, 3aBenyromuit
nabopatopueii IHK muarnoctuku ®I'BHY «Menuko-reHeTH4ecKuii Hay9HbIH [EHTP UMEHU
axkagemuka H.I1. boukoBay.

IlonoBuu Codusi I'eoprueBHa — HayUHBIN COTPYAHHK JIaDOpATOPUHU HEPBHBIX OOJIE3HEH,
Bpa4y-HEBPOJIOT  OTACJIICHHS  TICHXOHEBpOJOTMM U  Helpopeabumurtanuu  OI'AY
«HauuoHambHBI MEIULIMHCKUN HCCIEAOBATENICKUN LIEHTP 310pOBbs AeTei» MuH31paBa
Poccun.

IIpoxonbes I'ennaguii I'epMaHOBMY — K.M.H., aHECTE3MOJIOI-PEAHUMATOJIOL, JOLEHT
Kadeapsl TeTCKOW aHeCTe3uooruu u uHTeHcuBHOU Tepanuun ®YB ®I'AOY BO PHUMY
nvenn H. WM. Iluporosa, Benymuil HaydHbBI COTPYAHMK M 3aBEIYIOLIUN OTAEICHUEM
«Hay4HO-IpaKTHUECKOT0 LIEHTpa CHENUATIN3UPOBAHHON MEINULMHCKON MOMOLIN JETAM» UM
B. ®. BoiiHo-SIcenenkoro JlenapraMeHTa 31paBoOXpaHeHus I. MOCKBEIL.

Pynenxo JImutpuii UropeBud — 1. M. H., ipodeccop, 3amecTuTels riaaBHoro Bpada CII0
I'bBY3 «loponckas  mHorompoduibHas  OonbHHIA  Ne2»  Cankr-IletepOyprckoro
Menunuackoro Yuusepcurera um. M.I1. ITasnosa.

Penuna Cgaeriana AdanacbeBHa — K.M.H., Bpau-TeHeTuk @OI'BHY «Menuko-
TeHeTUYECKUI Hay4HbIN LeHTp uM. akagemuka H.I1. boukoBay, uien Poccuiickoro obmiectsa
MEJIUIMHCKUX T'€HETUKOB, WIEH ACCOIMANN MEAUIIMHCKUX T€HETHKOB.

Psaobix Cepreii OueroBud — J.M.H., 3aMECTUTENb JUPEKTOpa MO HayyHOH padore,
PYKOBOAMTENb OTAena nerckor TtpaBmarosnoruu u oproneauu OCII HUKW neamnarpuu u

nerckoil xupyprun um. akagemuka HO.E. Benprumesa ®I'AOY BO PHUMY um. H.U.
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35.

36.

37.

38.

39.

40.

41.

42.

[TuporoBa MunsnpaBa Poccum, r. MockBa, mnpodeccop kadeapsl TpaBMaTOJOTHH U
oproneauu MenuHckoro ¢gakynastera CII6I'Y, TpaBMaTonor-oprone s BbICIICH KaTeropu,
YJIeH  MEXPETHOHAIBHOM  accolMaluu  XHpypror-BepreOposnoroB  Poccum,  wieH
BCEPOCCUICKOro 00IIeCTBAa TPABMATOJIOTOB-OPTOIEI0B.

Cakobaena I'yab:xan EpxxanoBHa — 3aBeyronias OTAeIeHUEM JeTCKo HeBpoJioruu OI'BY
OI'BY «llenTpanpHas KIMHUYECKass OOJBHUIA C IMOJMKIMHUKON» YIIpaBieHUs AellaMu
IIpesunenra Poccuiickoit denepanum».

Canmero Egena IOpbeBHa — Bpauy-HEBPOJOI, HAYaJbHUK OTJEla NaJUIMATUBHOU
Meaunuackor momoniu aetsm 'AY3 CO «OIKby», r. EkatrepunOypr.

CeupuaoBa Banepusi BajiepbeBHa — Bpay-T€HETHK OTJENIa OPraHU3AMKA MEIUIIUHCKON
nomom PI'BHY «Menuko-reHeTndeckuil Hay4yHblid LeHTp M. akageMmuka H.II. boukoBay,
M.H.c jaboparopuu wmyrtarenesa PI'BHY «Meauko-reHeTuueckuid Hay4YHBIA IICHTP HM.
axkagemuka H.I1. boukoBay.

CenumizsinoBa JIunus PobGepToBHAa — K.M.H., 3aBEyIOLIasi OTJEJIOM CTaHJIApPTU3ALUHU U
W3YyYEHUSI OCHOB JlOKa3aresibHOM MeauuuHbl HWW nenuatpuu m oXpaHbl 340pOBbS JAETEH
HKII No2 ®T'BHY «PHIIX um. akan. b.B.IlerpoBckoro», morneHT kadenpsl neauaTpuu 1
nerckoit pesmarosnoruu ®I'AOY «llepsbiit MI'MY um. .M. CeuenoBa» Munsapasa Poccun
(CeueHoBckuil YHMBEpPCUTET), OOLEHT Kadeapbl ¢akynbTeTckod mneauarpuu WHctuTyTa
MarepuHcTBa u nerctBa ®DI'AOY BO «PHUMY um. H.U. TTuporosay Munzapasa Poccuu
(ITmporoBckuit Yausepcurer), uieH Coroza nenuarpos Poccun.

CvupnoBa Oubra SIkoBiIeBHA — Bpauy-TEHETUK MEAMKO-TEHETHUUYECKOTO OTIEJICHHUS
Mockosckoro obmactHoro HWWM akymiepctBa ¥ T'MHEKOJOTMM HMMEHHM aKaJeMHKa
B.M.Kpacnononsckoro ['BY3 MOHUAI, unen Coro3a mneamatpoB Poccuu, unen
Accounanuy MEAUIIMHCKUX T€HETUKOBHH.

CrenaHoB AHjapeii AjekceeBHY — JI.M.H., ipoeccop, IJIaBHBIA JETCKUNA BHEIITATHBIH
cnermanuct Y I P®, 3am. rnas. Bpaua mo ®I'BY «llenTpanpHas kinmHNYECKass OOJbHHIIA C
MOJUKIMHUKOW» YTipaBieHus aenamu [Ipesunenra Poccuiickoit denepannm.

Cy06060Tun Imutpuii MuxaiijjoBu4 — Hay4yHbII COTPYIHUK J1a00paTOpun HEMPOTEeHETHKH,
Bpay-reHeTuk PI'BHY «Meaguko-reHeTuueckuii Hay4Hbld LEHTp MM. akagemuka H.IL
boukoBay, uneH Acconuanuy MEIUIUHCKUX T€HETUKOB.

CycuioB Bacuanii MuxaiijioBu4 — K.M.H., 1oUeHT Kadeapsl peadunuronoruu OIT u 10
@®I'bOY BO Cankr-IletepOyprckuii rocyaapcTBEHHBIH NEAMATPUYECKUNA MEIUITUHCKHUMA

yHuBepcuteT Munsnpasa Poccun
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43.

44,

45.

46.

47.

48.

Tuxonos C.B. — k.0.H., yueHslii cekperaps, [ bY3 «HaydHo-npakTrdeckoro neHTpa 1eTcKou
TICUXOHEBpoJioruu  JlemapraMenTa 3apaBoOXpaHeHHs ropoaa MOCKBBI», JOLUEHT Kadeapsl

HEBpOJIOTUH, (pruznueckot u peabunuranronHoi meauuuasl PHMO MU PY TH, Mocksa

To3iusan Ejgena BacmiabeBHa — K.M.H., Bpaud-fieTckuid sHaokpunosnor, OCII Haydno-

UCCJIEIOBATEIbCKUN KIMHUYECKUH MHCTUTYT NEIuaTpuu U Jetckol xupypruun um. lO.E.

Benprumesa ®I'AOY BO «PHUMY VM. HU.ITMPOI'OBA» M3 P®

@exiucToB  JImuTpuii  AnexkcaHapoBu4 — Bpad-TpaBmarosor-opronen, «HHUKHU
neauatpun uM. akagemuka tO.E. Benbtumesa» ®I'bOY BO «PHUMY um. H.U. ITuporosa»
M3 PO

IiBerkoBa EBrenuss MuxaiisioBia — MBA, HauyanpHuk nenrpa peadbunutaiuu OI'BY
«eHnTpanbHas KIMHIUYECKast OOIBHUIIA C TOJUKINHUKOW» YnipaBienus nenamu [Ipesunenta
Poccuiickoit @eneparuu.

IITaxosckas Hage:xxaa UBaHOBHA — K.M.H., 3aMECTUTEINb [VIABHOT'O Bpaya I10 MEAULMHCKON
yacTty, ['ocynapcTBeHHOE OI0KETHOE YUPEKICHHE 3paBOOXpaHeHHst MOCKOBCKOI obmacTu
[IcuxoneBponoruyeckas OonpHUIA A7 Aerei ¢ nopaxenuem LIHC ¢ HapynieHneM ncuxukw,

3acIyKeHHBIH paboTHUK 37paBoxpaneHus MO.

Hipenep Exarepuna BaagummpoBHa — Bpay-AeTCKU dHIOKpuHoiior @IBY
«eHnTpanpHas KIMHUYECKAst OOJBHUIIA C MOJMKIMHUKONY YnpaBneHus nenamu [Ipesuaenra

Poccuiickoit denepanun.

ABTOpBI NOATBEPKIAIOT OTCYTCTBUE (PMHAHCOBOW MOAJEPKKU/KOH(INKTAa HHTEPECOB, KOTOPbII
HE00X0/1MMO 00HAPO10BATb.
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IIpunoxenue A2. MeronoJiorus pa3padoTKi KJINHUYECKHUX

PeKOMEeH AL I

Hacrosmme pexkomeHpanuu NpeIHAa3sHA4YeHbl Ul [PUMEHEHUS  MEAULMHCKUMU
OpraHu3alUAMH U YUPEKICHUSAMHE (eiepaabHbIX, TEPPUTOPUATBHBIX U MYHHIIMIIATBHBIX OPTraHOB
yIpaBJICHUS 3PaBOOXPAHEHHEM, CHCTEM O0S3aTeNbHOTO U JO0OPOBOJIBHOTO MEAULUHCKOTO

CTpaxoBaHus, APYTUMH MECAUIIUHCKUMHA OpraHU3allvusAMU PAa3JIMYHbBIX OpraHu3allMOHHO-IIPAaBOBBIX

(bOpM JCATCIIBHOCTH, HaHpaBHeHHOﬁ Ha OKa3aHHue MGI[PII.[PIHCKOﬁ IIOMOIIH.

IleseBasi ayIUTOPHA JAHHBIX KJIHHHYECKHX PEKOMEHIAIMIA:

1. Bpauun-neauarpsr;

2. Bpauu-ueBposoru;

3. Bpauu-reneruku;

4. Bpauu o6meit BpaueOHOH MpaKTUKH (CEMEHHbIE Bpayun);
S. Bpauu-tepaneBTsl;

6. Bpauu-maboparopHbie reHETHKH;

7. Bpauu-kapauonoru;

8. Bpauu-nerckue kapanoory;

9. Bpauu no namimaTUBHON MEIUIIMHCKOM TOMOIIH;
10. Bpauu-3HaokpuHoIory;

11. Bpauu-penrrenosnoru;

12. Bpauun ¢pyHKIMOHATBHON THAarHOCTUKY;

13. Bpauu-nynsmoHomoru;

14. Bpaun-ractposnreposory;

15. Bpaun-tpaBmMaTonoru-opTonesl;

16. Bpauu-ogransmornory;

17. Bpaun-oToprHOIapUHIOJIOTH;

18. MeauInHCKHAE TICUXO0JI0TH;

19. Crynentsl MmenuuuHCKuX BY30B;

20. OOyuJaronuecs B OpJIUHATYPE.

Tadauua 1. [llkana onenku ypoBHeH 1ocToBepHOCTH qokazartenbets (Y I)mmns meTonos
JTUATHOCTHKY (IMarHOCTHYECKHX BMEIIATEIHCTB)

YA Pacun¢pposka

1 Cucremaruueckue 0030pbl HCCIEIOBAHUIN ¢ KOHTPOJIEM pedepeHCHBIM METOJIOM WU
CUCTEMAaTUYECKUN 0030p paHIOMHU3UPOBAHHBIX KIMHUYECKHX HCCIEIOBAHUNA C
NpPUMEHEHUEM MeTa-aHajan3a

2 OTtaenpHbIE HCCIEOBAaHUS C KOHTPOJEM pedepeHCHbIM METOJOM WM OTHAEIbHbIE
PaHIOMHU3UPOBAHHBIE KIMHUYECKUE HCCIEAOBAHUS U CHCTEMAaTH4YecKue 0030phl
UCCIIEIOBaHUM  JII0OOro  au3aifHa, 3a  HCKJIIOYEHHEM  PaHIOMM3MPOBAHHBIX
KIIMHUYECKHUX UCCIIEJOBAHUM, C IPUMEHEHUEM METa-aHaJIN3a

3 HccnenoBanust 6e3 IMOCIEAOBATENBHOTO KOHTPOJS pePEepeHCHBIM METOJIOM WU

HCCICOOBaHUsA C pe(i)epeHCHI)IM METOJOM, HE MABIAIOIIUMCA HE3aBUCHMMBIM OT
HCCIICAYEMOI'0 METOAA UJIW HEPAHAOMU3HUPOBAHHBIC CPABHUTCIIBHBIC UCCIICAOBAHU A, B
TOM YHCJIE KOT'OPTHBIC UCCIICAOBAHHUA
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4 HeCpaBHI/ITe.HBHBIC HUCCIICA0BaHMA, OITMCAHNEC KIIMHUYCCKOTO ClIy4das

5 Nmeercs nmuiib 000CHOBaHUE MEXaHU3Ma JAEUCTBUS UM MHEHHUE SKCIIEPTOB

Tabauua 2. [lkana onieHKH ypoBHEH g0cTOBEepHOCTH qoKazaTenbeT (Y /1) ayis MmeTonos
npoUIaKTUKY, JIC€UEHUs, MEIUWLMHCKON peadmiuTalnuu, B TOM 4YHCIE OCHOBAaHHBIX Ha
WCIIOJIb30BAaHUM  TPUPOJHBIX  JIe4eOHbIX  (akTOpoB  (MPOPUIAKTUYECKUX, JICYCOHBIX,
peabIIMTAIIMIOHHBIX BMEIIATEIIHCTR)

YA Pacumn¢pposka
1 Cuctemarnueckuit 0030p PKU ¢ npuMeHeHneM mera-aHaan3a
2 Otnenpabie PKM u cucremarmdeckue 0030pbl HCCIICIOBAaHUN JIFOOOTO auM3aiiHa, 3a

HCKIIIOUCHHUECM PKI/I, C IPUMCHCHUEM MCTAa-aHaJInu3a

3 HepaH[[OMI/I?;I/IpOBaHHI)Ie CPaBHUTCJIbHBIC HUCCJICJ0BaHUsI, B T.4. KOTOPTHBIC
HUCCICIOBaHUsA

4 | HecpaBHUTEIbHBIE UCCIIEOBAHUS, ONMUCAHUE KIMHUYECKOTO CiIydasi UM CEPUH CIy4aes,
HCCIIEIOBAHUS «CIIy4aii-KOHTPOJIb)

5 Hmeercs nuis 000CHOBaHHE MEXaHH3Ma JEUCTBUS BMeEIIATEILCTBA (,Z[OKJ'II/IHI/I‘ICCKI/IG
I/ICCJ'IC,Z[OBaHI/IH) HJIM MHCHHUEC DKCIICPTOB

Ta6mmna 3. Illkana onenku ypoBHeM yOenutenbHocTH pekoMmeHpaumit (YVYP) nns
METOO0B MPO(PHIAKTHUKH, THATHOCTHKH, JCUCHHS, MEIUIIMHCKON peaOuiInTaliy, B TOM YHUCIIe
OCHOBaHHBIX Ha WCIIOJIb30BAHUU MPUPOIHBIX J€UeOHBIX (HAKTOPOB (NMPODUIAKTUUECKUX,
JTUArHOCTHYECKUX, JIEYEOHBIX, peaOMINTAl[MOHHBIX BMEIIATEIbCTB)

YYP Pacun¢pposka
A CunbHasg pekoMeHJanus (Bce paccMaTpuBaeMble KpUTEpHHM 3(P(HEKTUBHOCTH
(MCXOfBl) SBISIIOTCA BaKHBIMH, BCE HCCIEIOBAaHUS HMEIOT BBICOKOE WM

YAOBJICTBOPHUTCIBHOC METOJO0JIOTHYCCKOC Ka4deCTBO, nux BBIBOAbI Io
HHTECPCCYIOINM UCXOAaM ABJIAIOTCSA COFJ'IaCOBaHHI)IMI/I)

B VYcnoBHasg pekomeHaalus (He Bce paccMaTpuBaeMble KpUTepUH 3PPEKTUBHOCTH
(McXofBl) SIBIIAIOTCS Ba)KHBIMM, HE BCE HCCIIEAOBAHUS HMMEIOT BBICOKOE WM
YJIOBJIETBOPUTEIBHOE METOAOJIOIMYECKOe KayecTBO W/WIIM HUX BBIBOJBI 110
MHTEPECYIOIINM HCX0JIaM He SIBJISIOTCS COTTIACOBAHHBIMHU )

C Cnabas pexoMeHaaus (OTCYTCTBUE JOKA3aTeIbCTB Ha/IJIEKAIllero KauecTna (Bce
paccMaTpuBaeMble KpUTepUH 3PGEKTUBHOCTH (UCXO/IbI) SABIISIOTCS HEBAKHBIMH,
BCE HCCIIEI0BAHUS UMEIOT HU3KOE METOA0JIOTHYECKOE Ka4eCTBO M UX BBIBOBI IO
MHTEPECYIOIIUM HCX0IaM HE SIBJIIOTCS COTJIACOBAHHBIMMU )

Iopsiaok 00HOBIEeHNS KINHUYECKHX PEKOMEH/1aluii.

MexaHu3M  OOHOBJICHHSI ~ KIMHUYECKHMX  PEKOMEHIAIMHA  TpeIycMaTpuBaeT  MX
CHUCTEMAaTUYECKYIO aKTyalIM3al1I0 — HE PEKE UEM OJIUH pa3 B TPU Iofia, a TaKkKe MPHU MOSBICHUU
HOBBIX JTAHHBIX C TO3WIIMH JOKA3aTeIbHON METUIIMHBI MO0 BOMPOCAM JIUArHOCTHKH, JICUCHUS,
NpOPUIAKTUKA W peabmInTallud KOHKPETHBIX 3a00JIeBaHHM, HAIMYWA OOOCHOBAHHBIX
JIOTIOJTHEHHU/3aMedaHui K paHee yrBepAEHHBIM KP, Ho He yare 1 pa3a B 6 mecsiieB.
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IIpunoxenue A3. CipaBo4Hble MaTepHAJIbI, BKIKYas COOTBETCTBHE
MOKA3aHUH K IPUMEHEHHUIO U MPOTHBONOKA3AHM, CII0CO00B NMPUMEHEHUA 1
1103 JIeKAPCTBEHHBIX NPENapaToB, HHCTPYKIHMHU 110 IPMMEHEHHI0

JJEKApPCTBCHHOI'0 IIperiaparta

1. ®enepanbHbiii 3akoH "O0 0OCHOBaX 0XpaHbI 3I0POBbs TpaxkaaH B Poccuiickoit deaepanmn’
(N 323-®3 o1 21.11.2011).

2. Ilpuka3 Munszapasa Poccuu ot 21.04.2022 N 274n "O06 yrBepxaeauu [lopsaka
OKa3aHMsI MEAUIIMHCKON MOMOIIHY MAalUEHTaM C BPOXKICHHBIMU U (MJIH)
HACJIEICTBEHHBIMU 3a00JIeBaHUAMHU".

3. ocranosnenue [IpaButenscTBa Ne403 ot 26.04 2012r "O nopsiake BeaeHUS
®enepanbHOTO PErucTpa JMll, CTpAJaloluX YIPOKAOIUMU U XPOHUYECKH
MIPOTPECCUPYIONTUMU PEIKUMHU Op(haHHBIME 32a00JICBAHUSMH, TTPUBOISAIIAMHA K
COKpAILEHUIO TPOJIOJKUTEIbHOCTH KU3HU TPAXIAH WA UX UHBAIUAHOCTU U €r0
pPErHoHAIILHOIO CerMeHTa".

4. Tlpuka3z Munszapasa Poccun ot 14.04.2025 N 2031 "O0 yTBep»KACHUH KPUTEPUEB
OLIEHKH Ka4eCcTBa MEIUIIMHCKON moMoru"

5. Ilpuka3z Munzapasa Poccuu N 2081, Muntpyna Poccun N 2431 ot 14.04.2025 "O6
yrBepxaeHuu [lonoxenust 06 opraHu3aluy oka3zaHUs NaJUIMaTUBHON MEAULIMHCKON
MIOMOIIIH, BKJIKOYAsk NOPAJIOK B3aUMOACHCTBUSA MEIULUIMHCKUX OPraHU3aluii, OpraHu3alui
COIIMAIBHOTO OOCITYKUBAaHHS M OOIIECTBEHHBIX 00bEIMHEHNM, MHBIX HEKOMMEPUYECKUX
OpraHM3allyii, OCYIIECTBISAIONINX CBOIO IESTEIBHOCTD B cpepe OXpaHbI 370POBbs"

6. IIpuxa3 Munzapasa Poccun Ne 5051 ot 10 urons 2019 rona «O6 yrepxxaenuu [lopsiaka
nepenay OT MEIUIIMHCKON OpraHu3aluy NalueHTy (ero 3aKOHHOMY MPEICTaBUTEINIO)
MEJUIIMHCKUX U3CIINNA, TPeAHA3HAYEHHBIX TS MOAepKaHus PYyHKIIUNA OpraHOB U
CUCTEM OpraHu3Ma 4eJOBEKa, ISl HCIIOJIb30BaHMs Ha I0MY MPU OKAa3aHUU NANIMATUBHOU
MEIUITTHCKOM TTOMOIITI).

HNudopmanusi o JekapcTBeHHBbIX cpeacrBax: https://grls.rosminzdrav.ru/
IIpo4ne HOPpMATHBHO-NIPABOBBIE JOKYMEHTHI, C Y4€TOM KOTOPBIX pa3padoTaHbl
KJIMHUYeCKHe PeKOMeHIaluu:

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

2. Ilpuxa3 Munzapasa Poccun ot 02.05.2023 N 205H (pexn. ot 03.06.2025) "O6
yTBepxkAeHNH HoMEeHKIaTypbl TOIKHOCTEH MEAUIIMHCKUX PaOOTHUKOB U
dapMmarieBTHYECKIX paOOTHUKOB"

3. ®enepanbHbIi 3aK0H OT 25.12.2018 Ne 489-D3 «O BHECeHUN M3MEHEHUH B cTaThio 40
®denepanbHOro 3akoHa "O6 00s3aTeIbHOM MEIUIIMHCKOM CTpaxoBaHUM B Poccuiickoii
Oenepanun" u OenepanbHblil 3aKoH "OO 0OCHOBAX OXpPaHbI 3J0POBbS TPAXKIaH B
Poccuiickoit denepanuun no BonpocaMm KIMHUYECKUX PEKOMEH 1AL,

4. Tlpuka3z Munznpasa Poccuu Ne 1031 ot 28.02.2019 1. «O0 yTBEepKACHUH MOPSIKA U
CPOKOB pa3pa0dOTKU KJIMHUYECKUX PEKOMEHJAlUN, UX epecMOTpa, TUIIOBOM (OPMBI
KIIMHUYECKUX PEKOMEH AN U TpeOOBaHUM K X CTPYKTYpPE, COCTaBy U HAyIHOU
000CHOBaHHOCTH, BKJIFOUYAEMOH B KIIMHUYECKHUE PEKOMEH A1 HHPOPMALIUN.

5. Ilpuka3 Munzapasa Poccuu ot 13.10.2017 N 8041 "OO0 yTBep»,A€HUHU HOMEHKIATYpPbI
MEIULUHCKUX YCIyT".

Hpuiaoxkenne A3.1. OcHoBHble cumnToMbl MJIJ]
\ IIpusHak \ Yacrora \

101




[Iporpeccupyromass ~ MbIIeYHass CIa0OCTh C  TPEUMYIICCTBEHHBIM
NOpa)keHNEM MMPOKCUMAIIBHBIX OTENIOB, CHI)KEHHUE MOTOPHOIH aKTHBHOCTH,

c1ab0CTh B HOTax OOJIbIIIe, YeM B pyKaX, TUIIEpTpodust HKpOHOKHBIX MbII, | 100%
CHIDKEHHE CYXOXKWJIBHBIX pe(IeKCcOoB, MOJOXKHUTEIbHbIE TpueMbl [ oBepca,
MUOTIATHYECKAs MIOXO/IKA

IloBpIlIEHNE YPOBHS KPEATUHKHUHA3BI 100%
HopmainibHOE TIcHX0peueBoe pa3BUTHE, COXPAHHBIH WHTEIUICKT 96%
Hapymiennst npixaHusi, 4acTble pEeCIUPATOPHBIC WH(DEKINH, IbIXaTelbHas
HEJI0OCTaTOYHOCTh, JUCITHO? TpH (U3HYECKOW Harpyske, ooctpyktuBHoe | 25-40%
aItHO? BO BPEMs CHA, OPTOITHOD

Jlopno3, kudo3 u/minm CKoJImo3 9-25%
YMepeHHas renaromeraius 10 16%
COHJIMBOCTD, YTOMJISIEMOCTD 10 8%

Ipunoxenne A3.2. OcHoBHbBIE 3a00/1eBaHus 15 U depennuanbHoro guaraoza ML

Tun HapymeHus Jwnarnos OCHOBHBIE CX0KHE CUMITOMBI
[Tonumuo3sut [TocrenenHo pa3BuBarOIIAsACs
Bocnanurensnas
MO Muo3zur €11a00CTh MBIIIILI, TIOBHIIICHHE
KOK
HemanunoBas Muonarus Mpiieunas c¢i1abocTb,
Bosie3Hb HEHTPAIIBHOTO CTEPKHS U TUIIOTOHUS IPU HOPMAITBHOM
Bpoxnennslie MYJIbTUCTEPKHEBASI MUOTIATHHI VI YMEPEHHO MOBBIILIEHHOM

CTPYKTYPHBIC MUOIIATUH

[lenTpoHyKii€apHast MUOIIATHUS
Muomnartus ¢ THaTMHOBBIMH TEIbIAMU
[Ipounrie BpoXkJIeHHBIE MUOTIATHU

ypoBHe KOK, Hannunu
CKEJIETHBIX HapyLICHUN

Bpoxnaennsie
MBILIEYHbIE TUCTPOPHUH

Mepo3un-aepuuntHas

bose3np Yibpuxa

bonesnp betnema

BropuyHbIie AUCTPOTITMKAHOIATHN

MpiieyHast ¢1aboCTh,
BBIpaYKEHHAs! TUITOTOHUS
NOBBIIIEHHBIN ypoBeHb KDK —
MHOTJIa BBICOKUM, HATMYUU
CKEJIETHBIX HapyUICHUH

KoHeyHocTHO-TTIOSICHBIE
MBIIIEYHbIE AUCTPODUH

@®opMBI C ayTOCOMHO-TOMHUHAHTHBIM
tunoM HacieaoBanus (LGMD1A-H)
@opMBbI C AYyTOCOMHO-PELIECCUBHBIM
tunom HacnenoBanust (LGMD2A-Y)

[IpenmyiecTBEHHO
pOKCUMaJbHast ¢1a00CTh
MBIIIIL KOHEYHOCTEH, BHICOKHE
dpel KOK, gacto pazsurue
nceBorunepTpoduii, morepst
BO3MOKHOCTH
CaMOCTOSITEJILHOTO
NIepeIBUKEHUS HA BTOPOM
JECSITUIIETUU )KU3HU, Pa3BUTHE
KapAMOMUONaTHH

['muxorenos Il Tuma, mo3auss Gpopma
(mebrot mocne 1 roxa)

YacTo ne0roT B JOMKOJIBHOM
BO3pacTe, MPEUMYIIECTBEHHO

MeTtabonuyeckas MMPOKCUMAJIbHAS CITA00CTh
MHOIIATHS MBILILl KOHEYHOCTEHN, pa3BUTHE
JIBIXaTeIbHBIX HAPYIICHUH,
BbIcokue 1udpprl KOK
I'nmuxorenossl Illa, IV V u VII Tunos ['unioronus, remaromeranus y
MeTabonnueckue MuToxoHIpranbHbIE MUOIIATHI nIereii, c1ad0CTh MBIIIIII,

MUOTIATHH (ApYyTHE)

Kuposble MuonaTuu

YTOMIISIEMOCTb, C1a00CTh
MBI, CHIDKEHHE
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YCTOMYMBOCTH K Harpy3kam,
nosrinenue KOK

tun I u 11T
Bosne3nn MoToHelipoHa

CnuHagbHbIE MBIILICYHBIE aTPOPUH,

byns6ocnmHabHAS aMHOTPOGUS
(6osie3nnr Kennenn)
bokoBoii amroTpoduiecKuii CKIIepo3

CnabocTh MBIIII, HAPYIIEHUE
JBIXAHUS, aTPO(HS MBITIIII,
BO3MOJKHO HEOOIBIIOE
nossienrne KOK

bosnie3nu HepBHO-

Mpuacrenus rpasuc
BposxneHHbIe MUACTEHUYECKUE

Hapymenuns npixanus,
cJ1a00CTh MBIIIIL], YTOMJIIEMOCTh

MBILLIEYHOH TTepeayn CHHJIPOMBI

Cunapom Jlambepra-HTona

ACHUMITTOMHOE IloBrimenne KOK

noBeienne KK

Bropuunas muonatusi, BKJtouas
JICKaPCTBEHHYIO

IIpunoxenne A3.3. BoinoJjiHeHHe ABUTaTeJbHBIX TecTOB pu MJJI

Beimosnuser Beimosnuser He moxer
[IpeabsaBasiemoe 3a1anue
6e3 Tpyaa C TPYAOM BBITIOJIHUTH
[ToaHATE pyKM HaJl TOJIOBOM
[IpunsaTh BEPTUKAJILHOE
[OJIO)KEHUE U3 TOJIOKEHUS
HAKJIOHUBILINCH BIEPE]
BcraTh ¢ HM3KOTO CTyna
Bcerate 0e3 momomm pyk U3
MI0JIO’KEHUS JIeKa Ha CIIMHE
[loanpeIrHyTh Ha MecTe
Xonp0a BBEpX/BHU3 O JIECTHULIE
[logHsATe HOrM B MOJOXKEHUU
Jexa
[TogHATECA ¢ KOPTOUEK
IIpniaoxenne A3.4. MoHUTOPUHT cocTOssHUA manuenTa ¢ ML
Ha momenT
TIOCTAHOBKH Kaxnapsie | Kaxnbie |[Kaxabie ITo
Juar"osa 6 Mec 12 mec | 24 mec |[moTpeOH
[Ipuem (ocMOTp, KOHCyJbTalusl) Bpaya-
HEBpoJora MePBUYHBII (mpu
HEOOXOJUMOCTH TIOBTOPHBIN) ¢ oOLEeHKoH | X X X
HEBPOJIOTHYECKOTO CTaTyca, MOTOPHBIX U
KOTHUTUBHBIX (QYHKITUN
Koncynbranus
peabmmTosora/pu3nyecKoro TepaneBTa
(cmeranmucTa o GU3NIECKOi x «
peabmmmTanuy (KHHE3HOCTICIIUAIINCT)) C
OLIEHKOI MOTOPHBIX (QYHKLUI 1 00beMa
JIBIOKEHUH
W3mepenune MTMHENRHOro pocTa, U3MEPEHNE X X
Macchl Telna
OneHka noJ0Boro co3peBaHus 1o IIKaje X «
TeHHepa y manyeHToB crapiie 9 et
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IIpuem (ocMOTp, KOHCYIbTAIMs) Bpaya-
SHIOKPUHOJIOTA MEPBUYHBIN (ITpH
HE0OXOAMMOCTHU-TIOBTOPHBII) B CIy4ae
BBISIBJICHUSI IPU3HAKOB YHIOKPUHHON
11aTOJIOTUN

HccnenoBanue ypoBHS OOLIETO KaJIbIHS B
KpPOBH, UCCJIEIOBAaHUE YPOBHS
Heopranuueckoro ¢ocdopa B KpoBH,
UCCJIEIOBAaHKUE YPOBHS OOIIETr0 MarHus B
CBIBOPOTKE KPOBH, UCCIICIOBAHUE YPOBHS
KaJusl B KPOBH, HCCIIEOBAHUE YPOBHS
MOHM3UPOBAHHOTO KaJlbLIUs B KPOBH,
uccienoBanue yposss 25-OH Butamuna /|
B KPOBU

Pentrenorpacgus nosicCHUYHOro OTAEIa
II03BOHOYHHMKA B OOKOBOI MPOEKIIUU

Xl

XZ

Onenka MIIKT metogom
PEHTIE€HOICHCUTOMETPUH

[Tpuem (ocMOTp, KOHCYIBTAIUS) Bpaya-
racTpO3HTEpOJIora NepBUYHbIN (Ipu
HEO0OXOMMOCTH-TIOBTOPHBIN ),

puemM (0CMOTp, KOHCYJIbTAlMs) Bpada-
JUETOJIoTa MepBUYHBIN (TIpU
HEO0OXOAMMOCTHU-TIOBTOPHBII) B CIy4yae
BbIsIBJIeHUs Tpu3HakoB natojoruu JKKT

Hauunas ¢ panneit HeamOynaTopHOU
craguu, oueHka @B/l MmeTogom
CIIUPOMETPUH (HUCCIIETOBAHIE
HECTIPOBOIIMPOBAHHBIX JIbIXaTEIbHBIX
00BEMOB U TTIOTOKOB), OTIPE/ICIICHIE
carypanuu O (TyJIbCOKCUMETPHSI),
orpenerenue napuuaibHoro nasieHus CO:
(kanHOTpadusi, KAMHOMETPHS)

Haunnas ¢ panneii amOynaTopHOU cTaauu,
n3mepenne OXKEJL, [TOCs,,,

[Tpuem (ocMOTp, KOHCYJIBTAIMS) Bpaya-
IyJbMOHOJIOTa IEPBUYHBIN (TIpU
HEO0OXOIUMOCTH-TIOBTOPHBIN) , HAUMHAS C
1o3/1Hel aMOynaToOpHON CTauu

[Tpuem (ocMOTp, KOHCYIBTAIMS) Bpaya-
IyJIbMOHOJIOTa IEPBUYHBIN , (TIpU
HEO0OXOIUMOCTU-TIOBTOPHBIN ) HAYMHAS C
paHHel HeaMOyJIaTOPHON CTauH

[Tpuem (ocMOTp, KOHCYIbTAIINSA) Bpaya-
KapAuoJjora nepBUYHbIN(Tpu
HE00XO0IMMOCTU-TIOBTOPHBIH)

PCFI/ICTpaI_II/ISI QJICKTPOKApAUOTpaMMEIL

Oxokapauorpadus WA MarHUTHO-
pe3oHaHcHas ToMorpadus cepana u
MarucTpaJbHBIX COCYJOB
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IIpuem (TecTupoBaHUE, KOHCYJIbTALA)
MEUITMHCKOTO TICKXO0JIora MepBUYHBIA(TIpH | X X
HE00XO0JMMOCTU-TIOBTOPHBIN)
Koncynbranus noronena (MEIUIUHCKUI X
JIOTOTIE])
IIpuem (ocMOTp, KOHCYIbTALUs) Bpaya- X
TpaBMaToJI0ra-opTone/aa nepBUYHbIN(TpU X
HE00X0JMMOCTU-TIOBTOPHBIN)
[Ipuem (ocMOTp, KOHCYIbTAIUS) Bpaya- X
o(dranpmoora nepBUYHbIH (TIpu
HEO0OXOMMOCTH-TIOBTOPHBIN )

U OLIEHKA OCTPOTHI 3p€HUs (BU3OMETPHSI)
[Ipuem (ocMOTp, KOHCYIbTAIUS) Bpaya- X
NICHXHUATpa MEePBUYHBIA(TIPH
HEO0OXOMMOCTH-TIOBTOPHBIN )
[Ipuem (ocMOTp, KOHCYJIbTAIUs) Bpaya- X
OTOPHUHOJIAPUHTOJIOTa IEPBUYHBIN (TIPU
HE0OXOMMOCTH-TIOBTOPHBIN )C
MIPOBEJICHUEM ayAUOMETPUH (TOHATbHAS
ayJIMOMETPHS])

[Tpuem (ocMOTp, KOHCYIBTAIUS) Bpaya- X
UHQEKIIMOHUCTA IEPBUYHBIA(TTPH
HE0OXOMMOCTH-TIOBTOPHBIN )
buoxumnueckoe ncciaer0BaHne KpoBU X
(Ompenenenne akTUBHOCTH KPEATHHKUHA3BI
B KPOBH, ONPEICTICHHE aKTHBHOCTH
JaKTaTJeTuApOreHas3sl B KpOBH,
orpeziesieHue akTUBHOCTH
aJlaHMHaAMHUHOTpaHc(epasbl B KPOBH,
orpeziesieHue akTUBHOCTH
acrapTaTaMUHOTpaHc(epasbl B KPOBH,
ornpeziesieHne akTUBHOCTH raMma-
IIII0TaMUIITpaHcepasbl B KPOBH,
MCCJIeIOBAaHUE YPOBHS/aKTUBHOCTH
U30(epMEHTOB KPEaTUHKHHA3BI B KPOBH,
MCCIIeI0BaHKE YPOBHS 001ero 0enka B
KpPOBH) OIPEJEIIEHNE COOTHOLIEHUS
OeTKOBBIX (PpaKIii METOIOM
aneKTpoopesa, aHaIU3 KPOBH IO OLIEHKE
HapYIICHUH JUMHIHOTO OOMEHa
OMOXMMHYECKHIA)

OO6muit (KITMHUYECKUI) aHaJIN3 KPOBH
OO6muit (KIMHUYECKU) aHATTU3 MOYHU

MPT TapreTHbIX MbIIIL ( MATHUTHO- X
pe30HaHCHAass TOMOTpadust MBIIIEYHOH X
CUCTEMBI)

| <
v

l- mpu nmpuemMe MarreHToM KOPTUKOCTEPOUIO0B CUCTEMHOTO JICHCTBHSI
2- IIpM OTCYTCTBMH TePAaNUM KOPTHKOCTEPOMIAMU CUCTEMHOTO JIeiCTBHS
Jna monumopunea cOCmoAHUA NAYUEHMO8, HAXOOAWUXCA HA NAMO2EHeMUYecKou mepanuu,
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HeobX00uMo HabwoeHue He peoice 0()H020pa361 6200 8 Cneyualtusupo6anibvlx yeHmpdax, 6 Komopblx
Mooicem Obimb OKa3aH 0bvem MeduuuHCKozZ nomowiu 6 coomeemcmeuu C OAHHBIMU KIUHUYECKUM
peKOMeHOauwmu.

Ipuaoxenne A3.5. Tect Ha BpeMsi: mogbeM HA 4 CTyNIeHU
[TpoBeneHme Ttecra He TpeOyeT CIOKHOTO OOOPYIOBAaHUS, U €r0 MOXKHO IPOBOJUTH KaK B
CTaIlOHAPHBIX, TAK U B aMOYJIaTOPHBIX YCIOBHUSIX.
HeobxonuMoe 060pyI0BaHue: Yachl C CEKYHIHOM CTPEIIKOM, JISCTHHUIIA
[Ipu npoBeaenun tecta OOIBLHOMY CTaBUTCA 3a/1aya MOJHATHCS Ha 4 CTYIEHHU M0 JIECTHUIIE, TTOCTe
YETO BpPEMS, 3aTPAYCHHOE Ha IMOJBEM 110 CTYIICHSAM, PETUCTPUPYETCSL.

Ipuaoxenne A3.6. Tect Ha BpeMsi: CIyCK HA 4 CTyleHH
[IpoBenenue Ttecta He TpeOyeT CIOXKHOTO OOOPYIOBaHUS, WU €r0 MOXXHO IPOBOJIUTH KakK B
CTaIlIOHAPHBIX, TAK U B aMOYJIaTOPHBIX YCIOBHUSX.
HeobxomuMoe 060pyaoBaHKE: Yachl C CEKYHTHOM CTPEITKOH, JISCTHHUIIA
[Tpu npoBenennu Tecta OOJILHOMY CTAaBUTCS CIYCTUTHCS Ha 4 CTYINEHU MO JIECTHUIIE, MTOCIIE YeTOo
BpeMmsl, 3aTpavY€HHOE Ha CIIYCK II0 CTYIIEHIM, PETUCTPUPYETCH.

IMpunoxenne A3.7. U3mepeHune nogBHKHOCTH cycTaBa (YriomeTpus)

HaqanLHas[ IICJIb: BBISIBJICHUC yMeHI)HICHI/IFI 06’beMa [[BI/DKGHI/II;'I B CyCTaBaX I/I/I/IJII/I HaJIn4une
CYCTaBHBIX KOHTPAKTyp, KOTOPbIE MOTYT CIIOCOOCTBOBATH/MPUBOANTH K (YHKIIMOHATIHLHOMY
YXYIIICHUIO WM HAPYHICHUSM OMOPHO-ABHTaTEIBHOTO ammapara Wi KOXHBIM IMpoOiieMaM.
BrisiBnenue HEOOXOIMMOCTH JIOTIOJTHUTEILHOTO/aTbTEPHATUBHOTO
MGI[I/IKaMeHTOSHOFO/XI/IpprI/I‘-IeCKOI‘O BMECIIATCJIbCTBA (HpI/IMeHeHI/Ie OpTe?;OB, IHI/IHI/IPOBaHI/Ie,
UCIOJIb30BaHUE YCTPONCTB AJI BEPTUKAIHU3AINH, OTIEPAIIUi 10 y/UTMHEHUIO MBIIIIIL)
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Ipuioxkenue b. AiropuT™Mbl 1eCTBUH Bpaya
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Hpuaoxenue B. Undopmauus 114 nanueHra

IIporpeccupyromasi muoaucrpodus AomeHHa

Mpimeynast quctpodus J{fomeHHa OTHOCUTCS K KJIacCy MBIIICUHBIX 3a00JI€BaHMMA O
0o0LIMM Ha3BaHUEM «IUCTpOPUHONATUNY. IUCTPOPUHONIATHH Pa3BUBAIOTCS HA (OHE OTCYTCTBHS
CHUHTE3a MbIlIeYHOro Oenka guctpoduHa. bonesHp w©MeeT TsKeNble CHMIITOMBL U
3nmokauecTBeHHoe TeueHue. Yactora MJIJ] cocraBnser mpumepno 1 cimydair Ha 3500-5000
YKUBOPOXKJIEHHBIX MaJIbYUKOB. 3a00JieBaHUE BCTPEYACTCs] MPAKTUYECKH BO BCEX STHUYECKHUX
rpynnax. Mpeimeynas — auctpodus  bekkepa uMeer  MeHee — BbIpakeHHBIE,  Oolee
NOOpOKAaUYeCTBCHHbIE MPOSBICHUS, TaK KaK COXpPaHSAETCS CHHTE3 YKOPOUYCHHOH BEpCHH
TUCTpOodUHA.

MJIJ1 — penkoe HacneacTBeHHOE 3a0oneBanue. B pesynbrate mytanuu B rene DMD
pa3BuBaeTca NePUIUT W/WIM HapymeHue QyHKuuu Oenka auctpopuH. OOBIYHO MyTauus
ABIISIETCSl HACNIEACTBEHHOM; B TPETH CIy4yaeB MPOUCXOAUT CIOHTaHHas myTaius (de novo). ['en
TucTpoduHa — OJIMH U3 CaMBIX OOJBIIMX T'€HOB YENOBEKa, COACPKUT 79 3Kk30HOB. B ~65%
CIy4aeB BCTpedaroTcsl KpymnHble neneuuu; ~10% wmyTanuii mpeicTtaBieHO IYIUTUKALUAMH, a
OCTaJIbHbIE CIy4al — TOYKOBBIMHM U MAJIBIMU MyTallusiMu, U3 KoTopbix 10-15% mpencraBieHsl
HOHCEHC-MYTallUsIMU.

benox aucrpoduHa ydacTByeT B pabOTE CKEJIETHBIX MBILIL, MBI JAbIXaTEIbHONU U
cepleyHo-cocyaucTol cucreM. OH CBS3bIBA€T BHYTPEHHUH IIUTOCKENET C Capko- U
JUCTPOTJIMKaHAaMU B MeMOpaHe M BHEKJIETOYHOM MaTpuKce, 00eCleYyMBAaeT MEXAHUYECKYIO U
CTPYKTYPHYIO CTaOMJIBHOCTH MEMOpaHbl MBIIIEYHBIX BOJOKOH NpHU cokpamieHuu. /luctpodun
TaKXe SBISIETCS aMOPTH3aTOPOM, OOECIEeYMBAIOIIMM BO3BpALCHUE MBIIIIBl B HCXOJHOE
cocTosHUe mocne HanpsbkeHusa. Ilpu mporpeccupoBaHuM OO0JI€3HH MBIIIEYHBIE BOJOKHA
paspyaroTcs U 3amernarorcst GuOpPO3HOI U )KUPOBOM TKAHBIO.

3a0osieBaHuEe MpOsSBISiETCSl B Bo3pacrte 1-5 yer, ObICTpO IporpeccupyeT U OOBIYHO
MPUBOANUT K JIETAIBHOMY MCXOAY A0 25-neTHero Bo3pacta. Hambonee yacTto cMepTh OOIBHBIX
HACTYIAEeT OT JbIXaTEeJIbHOM, CepIeYHON HETOCTATOYHOCTH MJIM OT MHTEPKYPPEHTHBIX MHEKIINH.

Jy1s GonbIIMHCTBA OOJIBHBIX XapaKTEPHA 3a/1€P>KKa TEMIIOB pAaHHET0 MOTOPHOT'O PAa3BUTHSI.
[Tpu Havane caMOCTOATENbHON XO0JbOBI OTMEYAIOTCS YacThle MaJIeHUs], CIIOThIKAaHHsI, MOTOPHAs
HEJIOBKOCTh, ObICTpas yTomisieMocThb. [locTeneHHO Moxojka CTaHOBUTCS IEepeBaluBarolIeics,
BO3HUKAIOT 3aTPYAHEHHUs NPU NOJBEME IO JIECTHUIIE U U3 IOJOXKEHHS Ha KOPTOUKAX, KOTJa
00JIbHBIE BBIHY)KJCHBI MCIIOJIb30BaTh BCIIOMOTATeNIbHBIE HpueMbl ['oBepca («B3OMpaHHE IO
camomy ceOe»). Ha panHux cragusx 3ab6oneBaHust 0OHapYKMBAETCS MCEBIOTHIIEPTPO(US MBIIIIIL,
BO3HHUKAIOIIAsl 32 CUET pa3pacTaHMsl COCIMHUTENBHON M XKUPOBOM TKaHW HA MeCTe TMOHYIIHUX
MBIILIEYHBIX BOJOKOH. HauOonee dacras jokanmu3aluss — B HKPOHOXKHBIX, JETbTOBUIHBIX,
YEeTBIPEXTJIaBbIX W TPEXTJIaBbIX MBIIIIAX, YTO CO3JAeT JIOKHOE BIIEYATJIEHHWE aTJIEeTHYEeCKOIro
TenocnoxeHus: 6oapHOTO. [T0o Mepe mporpeccupoBanms 3a00€BaHUSI ICEBAOTUTIEPTPOMUS MBITIII]
TpaHC(OPMHUPYIOTCS B MX THIO- U arpoduto. PacmpocTpaHeHue MaToOIOrMYECKOro Iporiecca
UMEET BOCXOAAIMK XapakTep. IlepBbIMM mOpa)arOTCS MBIIIIBI Ta30BOTO Iosica U
IPOKCUMAJIbHBIX OT/IEJOB HIDKHUX KOHEYHOCTEH, 3aTeM MBILIIBI IUIEYEBOTO MO0sica, CIUHBI U
NPOKCUMAJIbHBIX OT/EIOB BEPXHUX KOHeuHocTe. IlalMeHThl COXpaHsAIOT CHOCOOHOCTh K
caMocCTosATeNbHON X0ap0¢e 10 10—12-Tn meTHero Bo3pacTa, IOCIe Yero MepeIBUraloTCs TOJIBKO B
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MHBAJIMIHOM KOJISICKE. YK€ Ha paHHUX CTaIusAX OOJE3HU CHUKAIOTCS WJIM yracaroT KOJIEHHBIE
pediexcrl. AXHIUTOB pedlieKe, a TAaKKe CyX0XKUIbHBIE Pe(IICKCH ¢ PYK, MOTYT JIUTEIHLHOE BPeMs
0cTaBaTbcs cOXpaHHBIMU. 110 Mepe pa3BUTHS 1aTOJOTMYECKOTO MPOLIECCA B MBIIIIAX BOSHUKAIOT
BTOpPHYHBIC Ae(opManui MO3BOHOYHMKA (YCWJIEHHE JIopAo3a U Kudo3a, CKOIUO03), TPYAHOH
KJIETKU (110 TUIly CEUIOBUIHOM M KWJIEBHJHOM) M CTON, a TaKXe PETPAKUMU CYXOKWIMH C
pa3BUTHEM KOHTPAKTyp B CyCTaBaxX. XapaKTepHbIM MPHU3HAKOM 3a00JeBaHUs SBISETCS
KapAMOMHUOMNATHS, KOTOpas MPOSBISETCS CHUMITOMAaMHM THUHEPTPOUH JEBOro KelyAodka U
aputmueid. Y 25-30% OOJIbHBIX JMArHOCTHPYETCS HWHTEIUIEKTyallbHas HEAOCTaTOYHOCTb,
paccTpoiicTBa HEHPOIICUXMUECKOTO Pa3BUTHS U OCOOEHHOCTH MOBEICHUS.
Breiaenaror panaue u no3gHue cumnrtoMel M1/

Pannaune cuMnTOMEI ITo3nane CUMIITOMBI

® 3aTpyAHEHUE IPH MOoIbEME U ® BCTAeT C KOPTOUEK (WM U3 TIOJIOKCHUS
MOBOPOTaX T'OJIOBbI Jeka Ha cruHe) ¢ nmpruemamu ['oBepca

® Kk 16-18 mecsam pebeHOK (HEe0OX0IMMa TIOMOIIL TIPH TIOIBEME C
CaMOCTOSITEILHO HE XOIUT rmosa)

® TpPYAHOCTH MpH Xoabbe, bere uim ® XOJIUT, IIMPOKO PACCTaBisAsl HOTH
MOJBEME T10 CTYIEHbKaM (moxoiKa Ha MIUPOKOH Oase)

® 3ajiep)KKa pEYEBOTO Pa3BUTHS, ® XOJWT Ha LBIIOYKAX WM BPa3BaJIKy
KOTHUTHBHBIX HABLIKOB ® u3MeHeHHEe OocaHkH (Ku]o3, CKOJIHO3,

e ricepaoruneprpodus HUKPOHOXKHBIX TUIIEPIIOPI03)
MBIIIII]

HacaenoBanue.

X-CHEIJIEHHBI PELeCCUBHBIN, T.€. UM CTPaJalOT MOYTH HCKIIOYUTEIBHO MAallbUUKH,
JKEHIIMHBI K€ C MOBPEKICHHBIM I'€HOM B OAHON M3 X-XpOMOCOM SIBJISIFOTCS HOCUTEJIbHUIIAMU
MJIJI. Ho B penkux ciay4asx muoguctpodueit JromenHa moryt 0oners 1 aeBouku. [Ipuunnamu
ATOr0 MOTYT OBITh NMPEUMYLIECTBEHHAS] NHAKTUBALIUS X-XpPOMOCOMBI C HOPMAaJIbHBIM aJlJIeNIeM Y
reTepPO3UTOTHBIX HOCHUTENBHUI] MYTAaHTHOTO I'eHa JUCTpoduHa, X-ayTOCOMHAs TPAaHCIOKAIUs,
3aTparuBaromias 3TOT I'eH, FeMHU3UTOTHOCTh MO0 MYTAaHTHOMY QJIJIENI0 U Haiuyue (EeHOKOMHUH
(3a0oneBaHMii, CBSI3aHHBIX C HapylIEHUEM JApYrux O€JKOB, BXOASIIMX B JTUCTPO(UH-
[JIMKONPOTENHOBBIN KomIiekc). [IpubnusurensHo B 2/3 ciydaeB ChIH MOJIy4aeT XPOMOCOMY C
MOBPEXACHUEM OT MAaTe€pU-HOCUTENIbHHUIIbI, B OCTAJBHBIX CIy4asX 3a00jeBaHUE BO3HUKAeT B
pe3ysbTaTe MyTaluu de novo B MOJIOBBIX KJIETKAX MaTepH WK OTLA (TaK MOSIBISIFOTCS AEBOYKH,
HOCHUTEJIBbHUIIB e(EKTHOrO IreHa), MO0 B MpeAlIeCTBEHHUKAX 3TUX KieToK. [IpubnusurensHo
30% Bcex ciydaeB 3a00jeBaHMS CBSI3aHBI C BO3HUKHOBEHHUEM HOBBIX MYTalMii B TIeHe
muctpouHa, a ocrtanbHble 70% 0OYCIOBIEHBI HOCHUTENBCTBOM MaTephlo pebeHka ¢
MAaTOJIOTMYECKON MyTaluel B oiHOM u3 X xpomocoM. Cuntaercs, uTo 6-7% Bcex CropaiuuecKux
cilyyaeB 3a00JIeBaHUS SIBIAIOTCS CIIEACTBUEM TOHAJHOTO MO3aMlIU3Ma — CYIIECTBOBAHUS B
SAWYHUKAX )KEHIIMHBI HECKOJIBKUX T'€HEpaINii OOLIUTOB C HOPMAJIbHBIMH M MyTaHTHBIMH aJIJIENIIMU
reHa aucTpoduHa.

JAunarnocruka.

Bpaun Ha OCHOBaHMM KJIMHHYECKMX CHMITOMOB MOTYT 3allOJ03pHUTh 00JI€3Hb. 3aTeM
IPOBOJATCS JTaOOpAaTOPHBIE TECTHI M MHCTPYMEHTalbHOE uccienoBanue. Ilpu nmono3penun Ha
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muctpoguio [lroleHHa yaie BCero MEepBbIM HUCCIIEIOBAaHUEM SIBJISETCS aHAIU3 KPOBU C IIEIIBIO
BeisicHeHus1 ypoBHsa KOK. V 6onbubix MI/] ypoBens KOK B 10—100 pa3 npesimaet Hopmy. [1pu
noBbilIeHHOM ypoBHe K@K cneayer nmpoBecTu reHeTHUYECKUE TECTHI, HAIPaBJICHHbIE HA IIOUCK
u3menenuil B JIHK (renernueckux myranuii), xapakrepusix aias MJIJI. C Bpauamu-reHeTuKaMu
TaKXKe MOXXHO OyneT OOCYIWTb pe3ynbTaTbl T'€HETHYECKOTO TECTHPOBAHUS, KAaK OHH MOTYT
HOBJIUATH HA Balllero peOeHKa 1, BO3MOKHO, Ha JJPYTUX YWICHOB CEMbH.

Jleyenue.

Jleuerne MJIJI Oasupyercs Ha MYJbTHAUCHUIUIMHAPHOM IIOAXOJE C YYaCTHEM
CHELMAINCTOB Pa3HbIX CIEUUATBHOCTEH, ¢ 00sS3aTeIbHBIM yYacTHEM UIEHOB CEMbHM U Bpaya-
KOOpJMHATOpa.

KomiutekcHas craniapTHas Tepanus Ipy paHHER IMarHOCTUKE, Ha paHHUX craauax M/,
HampaBJIeHHAs Ha YIPEXICHUE OCIOKHEHHWU, COXpaHeHHEe (DYHKIMA W 3aMeUIeHHE TEUYCHUS
3a00sieBaHUs JeNaeT ero Oosee AOOPOKaYECTBEHHBIM, COXPAHSET Ha JIOMOJHHUTEJIbHBIE T'OJIbI
CHOCOOHOCTh XOUTh CAMOCTOSITENIbHO, YMEHBIIAET KOJIMUECTBO HE00A3aTeNbHbIX JUIsl HO30JI0TUU
VMHBAIMINU3ZUPYIOIIUX OCJIOXHEHWM, ylIydllaeT KadeCcTBO JKU3HH, OTOJIBMIaeT BO3pacT
IIPUMEHEHUS KOPPEKTUPYIOLUIMX METOJOB JIEUYEHHMS, HA MHOTHE TOJbl YBEIWYUBAECT
IPOIOJDKUTEIBHOCTD 00LIeH U (YHKIIMOHATBHO AKTUBHOM U3HH MAI[IEHTOB.

[IpaBunvHOe Benenue pedenka ¢ MJI/I:

0 CoxpaneH o0beM JBMKEHUH B CyCTaBax, OCOOCHHO 3TO KacaeTcs TOJIEHOCTOITHOTO
cycraBa

0 OrtcyrcTBUE BalnblI'yCHON AeQOpMaIiK CTOIIbI

0 JIHEeBHHMK COCTOSHUS M pe3yJbTaTOB (PYHKLMOHAIBbHBIX TECTOB pedeHka — 6MX,
noabeM 4 CTYNeHH, IOJbeM U3 MOJI0XKEHUs Jiexka Ha criuHe, 6er 10 M, Bec, pocT (exeMecsuHO)

0 VYposenb BuTamuHa /[ 6onee 30 HI/Mi1, KOHTPOJIb IBaX/Ibl B TOA

0 I'mokoxoprukoctepouasl (ATX: HO2 KopTukocTepouasl CHCTEMHOTO JCHCTBUS), HE
nosaHee 6 JIeT, HauMHAs1 C MHUHUMAIBHBIX J03 C IIOBBIIIEHHWEM J0 PEKOMEHIYEMBIX HIIU
NEPEHOCUMBIX

0 MU3meneHue pexuma npuema u 103upoBku crepouioB (ATX: HO2 Koptukocrepou sl
CUCTEMHOTIO JAEMCTBUSI) IPH NMPEKPAILEHUU POCTa, POCT €XKET0JHO HE MeHee 4 cM

0 Hopwmanbublii Bec pebGeHka He3aBUCMMO OT mpuema crepousoB (ATX: HO2
KopTtukocrepouabl CHCTEMHOTO JEMCTBHUS) 3a CUET MPEAYNPEAUTEIbHOM ONTUMHU3ALUN PalliOHa
MIUTaHUS

0 AKTHBHbIE, IACCUBHBIE PACTSKKH, TYTOpa HA HOYb, IMOJCTABKH 1O/ HOTH, PACTYLIUI
CTYJ €XKETHEBHO, (PMKCalMs TOJIEHOCTOITHOTO CyCTaBa BCEro HE MEHee 8 4acoB B CYTKU

0 Temnublil GacceiiH ¢ yrpaXHEeHUSIMU [T pa3BUTHS JIETKUX, BEJIOCUIIE]], BEJIOTPEHAXKED

0 VYder ocobeHHOCTEH HeMpPOpa3BUTHUS KOHKPETHOTO pedeHKa

0 MonuropuHr coctosiHus 1-2 pa3a B rof

Bosiee GmaronpusTHOro TedyeHUs 3a00JeBaHMs, KayecTBa XU3HU JIS MAIMEHTa U €ro
CeMbU MOXXHO JOOMTbCA IyTeM MpojJieHUs paHHedl amOynatopHoit cramgum M/,
IpEAYIPEKICHUS IOSIBJICHUS WHBAJIAIU3UPYIOLIUX OCJIOKHEHUH, 3aMeIIeHUs
porpeccupoBaHus 3a00JIeBaHUS U COXpaHEHUS TeX (PYHKIMOHAIBHBIX BO3MOXKHOCTEH, KOTOpBIE
€CTh Yy JIETE! B 3TO BpPEMSI.
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W3meHuTh TpaekTopuio pa3BUTHUA 3a00JeBaHUs, 3aMEJIUTh €ro IMPOrpecCHpPOBAHUE,
nepeBecTd B 0Oojee M0OpOKaueCTBEHHYI (GOpMYy MOKHO M HYKHO, €CIHM JICHCTBOBATH II0
dopMmyIe: «IpeaynpeanTh, 3aMeIIUTh, COXpaHUThY». s mporpeccupyromero 3adoJeBaHUs,
KOTOpbIM siBisieTcst M/1/1, moka HeT pyHKIUU «BOCCTAHOBUTH.

Ve cediuac MbI HaONOJaeM M3MEHEHUE TEUYeHHsS 3a00JeBaHHs — KOMILICKCHAS
craupaptHas Ttepanus (I'KC, ¢usuueckas Ttepanus, KapauonpoduiakTHKa U Tepamnus,
npoduIakTuka octeonopo3sa y aereit ¢ MJ1J1) mposeBaeT ux cnocoOHOCTh XOauTh 10 12-15 ner.
Y HHX HET KOHTPAKTYyp, PEXe CIy4aroTCsl IepesioMbl IJIMHHBIX TPYOUaThIX KOCTEH HOTI U
WHBAJIUIM3UPYIOMUNA CKOJIM03, O0OmbIMiA 00beM JIETKHX, MO37Hee TpeOyeTcsl pecrnupaTopHas
MOJJIEPKKA U Pa3BUBACTCS KapAUOMHUONATHS. JTO YXKe JAPYroe KaueCTBO KU3HHU, BO3MOKHOCTHU
COIMANU3alnu, y4eObl U pabOTHI.

[losiBuyiack  maToreHeTuuyeckass  Tepamus, HalpaBJICHHAass HAa  BOCCTAHOBJICHHUE
HejocTaroniero  Oenka AWCTpOPUHA WM YCTPAaHGHWE BTOPUYHOW IATOJOTHH, YacCTh
JIEKAPCTBEHHBIX MPENapaToB JOCTYHA POCCUICKUM nanueHTaM. CBOEBpEMEHHOE Ha3HAUEHUE U
COYETaHWE MAaTOT€HETUYECKOM U KOMIUIEKCHOM CTaHJApTHOM Tepanmuu MOBBIMIAET HUX
s dextuBHOCTh. KnmHuueckas 3¢Q¢GEKTUBHOCTh MpenapaTroB MATOICHETUYECKOW Tepanuu
3aBHCUT OT (PYHKIIMOHAIBHOT'O COCTOSIHUS MallMeHTa, CTAIUH MPOTPECCUpPOBaHUS 3a00JIeBaHUS,
COXPAHHOCTH MBIIII] U JPYTUX OPraHOB W CHUCTEM OpPraHM3Ma U BKIIOYAET CTAOWIIM3ALMIO U
yIydiieHne (QYHKIIMOHAIBHOTO COCTOSIHHS, 3aMEIUICHHE MPOrPeCcCHpPOBaHUs 3a00JIeBaHUSA,
MPOJUICHNE CIIOCOOHOCTH AT XOAUTh HAa HECKOJBKO JIET, YIYUIICHUE MTOKa3aTeIe TECTOB Ha
BpEeMs M MOTOPHUKY, COXpaHEHUE pabOTHl PYK, CTAOMIM3AIMIO COCTOSHUS U (YHKIMI cepala u
JBIXaTeNIbHOM cucTeMbl. i mposBlIeHUsT KIMHNYECKON 3Q(EKTUBHOCTH TPEOYIOTCS MECSIIBI U
roJibl IpremMa MpernapaTos.

[TanineHTsl, OMyYarOINe TAPreTHBIE MATON€HETUYECKUE UCCIIEI0BATENbCKUE TTPENaparsl,
JEMOHCTPHUPYIOT CTOMKOE YIydlleHHe, CTaOWIM3ali0 M C HEKOTOPBIMU Mpenaparam
CYILIECTBEHHOE YIIYULIEHUE COCTOSIHUSA 310POBbs. B MeXAyHapOIHOM NpakTHUKe nmaruesTs! ¢ MJ1JI
XOJISIT JIO IBAAIIATH U Oo0Jiee JIET, MOIy4datoT 00pa3oBaHue, padboTaloT, 3aBOIAT CEMbH.

Mennko-reHeTHYeCKasi KOHCYJIbTAIUs.

CeMbsiIM OYE€HBb BaXXHO TOCETUTHh Bpada-reHEeTHKa. Bpau-reHeTHK MOXKET KOPPEKTHO
ONpPENEIUTh TAKTUKM W B JalbHEHIIEM HHTepnpeTupoBarh pe3ynabrarsl JJHK-aumarnoctukwm.
[Tocne moATBepkACHUS AMArHO3a PACCKaXKeT O PUCKE MOBTOPHOTO pokaeHHs 6ompHOro MJIJ]
pebeHKa B TaHHOW CEMbE M YTO HYXKHO CJeNIaTh, YTOOBI 3TO MPeaoTBpaTUTh. ONpeneanTsb Kpyr
POJICTBEHHUKOB, KOTOPBIM HEOOXOAMMO TMPOWTH oOCiIenoBaHHe, OOCYIUTh JOPOAOBYIO
JUAarHOCTHKY.

[IpenaranbHas auarHoctuka rnpooautcs Ha 9—11 Henensax 6epemenHocTu. B matepuane,
KOTOPBIN Ha3bIBAECTCSI BOPCUHBI XOPHUOHA (TO, U3 YETO B MOCIEAYIOMEM (OPMUPYETCS TUTAIICHTA),
OTIPENIETISAIOT aKTUBHOCTH (DepPMEHTA M TTPOBOJIAT TECTUPOBAHUE JIJIS BBISBICHUS MYyTalluii B T€HE
DMD. Ha ocHOoBaHWYW MPOBEAECHHOTO aHAJIM3a JIEJAl0T BBIBOJ O TOM, OOJEH TUIOJ WJIU 3JI0POB.
CoBpeMEHHbIE TEXHOJIOTMM MO3BOJISIIOT MPOBOJAUTH U MPEUMIIAHTALMOHHYIO JUArHOCTHUKY.
Om1o10TBOPEHHE MPOBOJAUTCS B MPOOMpKE, 3aTeM Ha CTaJWUd HECKOJBKUX OJIacTOMEpOB
OTOUPAIOT TOJILKO T€ SMOPHUOHBI, B KOTOPBIX HET CEMEWHOMN MyTaIllH, U UX YK€ UMILIAHTUPYIOT B
opranusm matepu. [Ipu gaHHOM nponeaype ecTh CBOM PUCKU, KOTOPHIE MOKET Pa3bsICHUThH Bpay-
TEHETHK.

MJI/I BXoauT B iepedeHb opdaHHbIX 3a00JIE€BaHUMN.
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ITomomL ceMbH.

OT ceMbM 3aBUCHUT yCIE€X JICYCHUSI HE B MEHbILIECH CTENeHH, yeMm oT Bpaua. M/ —
XPOHUYECKOE 3a00JIeBaHNE, TIPU KOTOPOM KaXKI0THEBHBIC YCHUITUSI CEMbU HMEIOT IEPBOCTEIICHHOE
3HaueHue. HyxHo obecrnieunTs yxoia 3a peOEHKOM, OBITh OTBETCTBCHHBIMHU U MPUBEPIKEHHBIMU
POIUTENSIMH, COONIOIATh PEKOMEHIAINK, HU MPU KAKUX YCIOBUSAX HE TEpATh HAIeKIy. B
HACTOSAIIEE BpeMS yXKe eCTh JI0Ka3aHHbIE METO/IbI JIeueHUs U oMol 0osnbHbIM ¢ M1/, koTOpBIE
MPUHOCAT OIIYTHMbIE PE3yNbTaThl U MEHSIOT €CTECTBEHHbINM xoJ 3aboneBanus. llosBunacek
naToreHeTuueckas repanus. M naxe eciu Bl He modeaute 00Jie3Hb NOTHOCTHIO, U3MEHUTD KHU3Hb
POIHOT'O BaM Y€JIOBEKA K JIYYILIEMY, C/IEJIaTh €ro CYACTIMBBIM — B BallIUX CUJIAX.

Ba:knbie pecypcsl. CyliecTBYIOT MEXAYHAPOAHBIE K POCCUMCKHE OPTaHU3aUU, TIPOEKTHI
¥ COOOIIeCTBa, MPU3BAHHBIC IOMOYb O0JIETYUTH KU3HB ManueHToB ¢ MJIJ] u ux cemeii.
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Hpuioxenue I'1-I'N. HHIkajbl oieHKH, BONPOCHUKHU U Apyrue
OLICHOYHBbIC HHCTPYMEHTbI COCTOSIHUA MALMEHTA, IPUBECHHbIC B

KIMHUICCKHX PEKOMECHAAIUAX

Hpunoxenne I'l. Illkasa oueHKH cTeNeHH COXPAHHOCTH MbIIIEYHOH (P)YHKIIMH HOT.
Ha3Banue Ha pycckoM si3bike: [1Ikana orieHKH CTENEHN COXPAHHOCTH MBIIICYHON (QYHKITUN
HOT.

OpurunHaabHoe HazBanue: Vignos Scale

Hcrounuk: [96]

Tun: mkana oneHKu

Ha3HayeHue: KITMHUYECKAS OI[EHKA MBIIICYHON (QYHKIIMH HOT

Conep:kanue:

Ouenka Onucanue cOXpaHEHHbIX QPYHKIMH

1 XOJIUT ¥ MTOJHUMACTCS 110 JICCTHHIIE 0€3 TIOCTOPOHHEH ITOMOIITI

2 XOJIUT U MOJAHUMAETCS 0 JIECTHUILIE C TIOMOILBIO TTEPHUIT

3 XOJIUT ¥ TOTHUMAETCS IO JIECTHUIIE MEJIJICHHO C MTOMOIIIBIO Mepui (25 cekyH
3a BOCEMb CTaHJAPTHBIX IIaroB)

4 X0IuT 0e3 MOCTOPOHHEH MOMOIIM M MOJHUMAETCS CO CTyJia, HO HE MOXKET
[IOJIHUMAThCS 110 JIECTHULIE

5 X0UT 0€3 MOCTOPOHHEH MOMOIIM, HO HE MOXET MOAHATHCS CO CTyJa WU
MOJIHUMATHCS TI0 JIECTHULIE

6 XOJIUT TOJIBKO C TOCTOPOHHEW MOMOULIBI0 WJIM XOAMT CaMOCTOSITENIBHO C
JUTMHHBIMH OpTe3aMH JIJIsl HOT

7 XOIUT B JJIMHHBIX BEPTUKAIBHBIX OpTe3ax uis (UKCAIUU HOTH, HO
HY)XJIa€TCs B TIOMOIIIH JIJIs1 OaiaHca

8 CTOUT B JUIMHHBIX BEPTUKAJIBHBIX OPTE3axX JJIsl HOTU, HO HE MOYKET UITH Jaxe
C IMTOCTOPOHHEN TOMOUIBIO

9 B MHBAJIUJIHOM Kpecie

10 IIPUKOBAH K MOCTEIH.

Kurou (untepnperanus): Hopma 1; 10 — HeT pyHKIMK

IIpunoxenne I'2. Illkajia ONEHKH CTENEHN COXPAHHOCTH MbIIIEYHOH QYHKINH PYK.
Ha3Banue Ha pycckoM si3bike: [1Ikana oneHky cTeneHn COXpaHHOCTH MbIIIEUYHON (pyHKINUU
PYK.

OpurunaiabHoe Ha3Banue: Brooke Scale.

Hcrounuk: [97]

Tumn: mkaia oneHKu

Ha3HnauyeHue: KJIMHAYECKAs OLIEHKA MBIIIEYHON (DYHKIIUU PYK

Conep:xanue:
Onenka Ornucanmne coxpaHeHHBIX (PYHKIMMA
0 MOJKET MOJHATDH BBITSHYTHIE M0 OOKaM pyKU U COMKHYTb B MOJHBINA KPYT Haj
rOJIOBOM
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(YKopo4eHHast OKpY>KHOCTb IIPH JIBU’KEHUN )

1 MOXKET TIOTHSATh PYKH HAJ TOJOBOM TONBKO TpPH CTrUOAHUU B JIOKTAX

2 HE MOXXET MOJHATh PYKH BBIIIE TOJOBBI, 2 MOXKET MOAHATh 200-rpaMMOBBIN
CTaKaH BOJIbI B POT

3 MOYKET MOJHSITh PYKH KO PTY, HO HE MOKeT MOoJHATh 200-rpaMMOBBIi CTakaH
BOJIbI B POT

4 HE MOXET MOJHATh PYKH KO PTY, HO MOXET€ HMCIOJIb30BaTh PYKH, YTOOBI

JepKaTh PyUKy WK 320paTh MOHETHI U3 KOPOOKHU

MOJIE3HON (DYHKIIHU.

5 HE MOXKET IOAHATh PYKH KO PTY MU HE MOXKET BBIIOJHATH UMU HHUKAKOU

Kutou (uHTepnperanusi): HopMa 1; 5 — HeT QyHKIIUHN

IIpunoxkenne I'3. AnanTupoBaHHAas KA OLeHKH MOTOPHBIX QyHKIUH

XaMMepcMHuUT.

Ha3Banne Ha pycckoM si3bIKe: aJaliTUpPOBaHHAas 1IKaJla OLEHKU MOTOPHBIX (DYHKIIMHA

XaMMepCMUuT.

OpurunaiabHoe HazBanue. Hammersmith Motor Ability Scale (HMAS)

Hcrounuk: [98]
Tun: mxana orleHKHU

Ha3nayeHue: o1ieHKa CTENIEHU OTpaHUYEHUS aKTUBHOCTH y 601pHBIX MJIJI/M/IB,

CTETICHH MPOTPECCUPOBaHUS 32a00JICBaHUS, OIICHKA TUHAMUKU Ha (POHE MTPOBOJAMMOTO JICUCHUS

Conep:kanue:
T JTaHH JLT 1 JUIOB
Tec 3ananue 2 6anna 1 6an 0 6a/10
n/n
Cuzets Ha moctamMeHTe/ctyse.| Moxere i CHIeTh
BOSMOKHOCTE CHICTE Ha Ha Mosker cuziets Ge3 Heobxomma omopa Heobxomma omopa
A OTIOPBI Ha pyKI Ha OJTHY PYKY LIS Ha 00e pyKH ISt
Kpalo MOCTAMEHTA MM Ha MMOCTaMEHTE/CTyJIe : p
- MOCTAMEHTE/TIOITY 6e3 OmopsI HA PYKH. [YACpIKAHILT DallaHea  ly/ICpIKaHIl OaJlaHca
(cimHa/cTomBI O€3
0nopsl)?
Heob6xoauma onopa MoskeT 1051ro
HpOHOH)KI/ITe.HI)HOe CHICHUE. MoskeTe i CUIIETD MosxeT CHJIETH C .
HorM BEITDSMICHDT Ha OJIHY PYKY LIS CHIEeTh C OTIOpOi
p > Ha MOJTy/TIOCTaMEHTE BBIIPAMJICHHBIMU 6 6
BO3MO’KHO HE3HAYHTEILHOE 6 yACpKannt bananca - Ha 00¢ pyKH 1im
C BBIIPSMIICHHBIMHU [HOTaMH O€3 OMOPHI Ha
CrubaHue B KOTCHIX C BBINPSAMIIEHHBIMU HE MOKET CHJIETh C
2 ’ Horamu Ges onopst pyKH HOraMu [PAMBIMA HOT'aMH
KOJIEHHBIE YallleYKu Ha pyku?
HAIpaBJICHbI BBEPX.
Paccrosnue mexny
noapbkkamu < 10 cm
I1 «cuisi». T107T0KUTD Mosxer
03a «CHA 0110 IMokakuTe, KaKk MOKETE NOTPOHYTECH 110 MosKeT 10CTaTh A0 He mosxer nocrats
PyKy Ha TOJIOBY JIOTPOHYTHCS OHOM POHYTBE ) TOJIOBBI PYKOH 710 TONOBBI PYKO#H
TPOHYT rOJIOBBI PYKOIi, Ipu PYyKOH,
3 PYKOIf J10 TOJIOBBI YTOM TFOIOBA Harubasi roJoBy U HE3aBHCHMO OT
JIBMKEHHIN TOJTOBBI
BBILIE yXa 1 TyJTOBHILE TYJIOBHIIIE
U TYJOBHIIA
0CTaroTCs
CTaOMJILHBIMHU
Moxet
[To3a «cunsy». [lonoxuts 006e | [TokaskuTe, KAk MOKETES M He MOKeT 10CTaTh
oyk Ha rono s JIOTPOHYTHCA 710 0KET JIOCTATh JI0
YK Ha rOJIOBY OOTPOHYTHLCS OOCUMH M 0 TOJOBBI pYKaMH
py}(EMI/Iy)lTO TOJIOBBI FOJIOBRI PYKOH, TpH onoRh Py He3aBl/lCI/IM(I)) }(/)T ,
! BBILLIE yXa 9TOM TojI0Ba Haruoas rooy i JIBYOKEHHH TOJIOBBI U
U TYJIOBUILE TyloBuIle
TYJIOBHILA
0CTaroTCs
CTaOUIIBHBIMU
Mosxere MoskeT NoBEepHYThCS Mosxcer e voner
TToBepHYTHCSI CO CITUHBI HA HOBepIy ThCs CO Crnist | co et a GOk, 5 MOBEPHYTHCA CO [MOBEPHYTHCS HU Ha
5 ook ’ CIIMHBI TOJIBKO HA o/ BoK

Ha 60K, B 00€ CTOpOHBI?

00e CTOpOHBI
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oJtuH OOK (TIpaBbIi
WJIH JICBBIN)

TlepeBepHyTHCs C KUBOTA HA Mo3xkere 11 Moxer [lepeBopaunBaercst He mosxet
CIHHY Uepe3 MpaBblii GOk MePEBEPHYTHCS C MePEBEPHYTHCS C Ha CITHHY, MOBEPHYTHCS C
6 PKIBOTA Ha CIIMHY Yepe3 PKUBOTA Ha CIIMHY 0€3  [MCTIOJIB3YsSI PYKY, PKIBOTA Ha CITHHY
ITr060it 6oK? ITOMOIITH [ITOOBI
[lepeBepHYTHCS KUBOTA HA 1 pyK
N OTTOJIKHYTBCS
CIIMHY 4epes3 JeBbIii 00K
7
TlepeBepHyTHCS CO CIMHEI Ha Moskere Mosxer [IepeBOopaunBaeTcs IHe moxeTt
8 JKUBOT Yepe3 IpaBblii 60K epeBEpHYTHCS CO MepeBepHYTHCS CO Ha >KUBOT, MepeBEPHYTHCS CO
CIIHBI Ha )KUBOT Yepe3  (CIHMHBI Ha )KUBOT 0e3 BBITATHBAS PYKY CITUHBI HA KHBOT
Iro6oii 60k? MOMOIIH PYK
IlepeBepHyTHCS CO CIIMHBI 1 py
9 Ha XHBOT 4Yepe3 JICBBIi OOK
HeBsbimonaumo, nim
MooxeTe 11 J1eub U3 Mooxer 5ieus U3 1036l | MOXKeT Jieub, aaast
BBIMOJTHSIETCS C
10 | Jleub u3 mo3BI «CUIA» HO3bI CHJIS, «CHUIS» Yepes o3y BIIEpE U
HEKOHTPOIUPYEMBIM
KOHTPOJIUPYSI CBOH «1exa Ha OOKy» TIEPEKaThIBASICh Yepes3
o MajIcHUeM Ha CIIUHY
JIBUKEHUS? 00K
MooxeTe i TIOAHIATHCS | MokeT Mosker yaepxkartb
11 | Croiika Ha mpeamedbsx Ha JIOKTAX HPUIIOHSATHCS Ha | IIOJIOKEHHE, €CIIH Hespmornmnmo
(penmuieyubsax) U3 Mo3bl | IPEAIUICYbIX ¢ | HOMOYb MPUHSTE €TO
«Ha )KHBOTE»? TIOTHSTOM TOJIOBOM
[lonHATE TONOBY, JIeXkKa Ha Monxere i noamsTh Mooxer moamsTh MoxeT Mo HATh
12 > rOJIOBY, JIeXka Ha rOJIOBY, JIeXka Ha Hesprronaumo
JKUBOTE TOJIOBY, BBITSIHYB PYKH
JKUBOTE (PYKH BIOJIb JKUBOTE (PYKH BIOJIb —
TyJI0BHIIA)? TYJIOBHIIIA)
Mosxere nmu nogHATECS | MOKET MOJAHATH Mosxer coxpansth
13 Croiika Ha BBIPSIMIICHHBIX cToiiky Ha HeBEIMOHIMO
Kax Ha BBINPSIMICHHBIX TOJIOBY, BBITIOJTHSS
py N BBINPSIMIICHHBIX PyKaXx,
pyKax U yaepKarhb CTOMKY Ha
€CITH IOMOYb TIPHHATH
mno3y? BBINPSIMIICHHBIX pyKax
9TO MOJIOKCHUE
Moskere i Moxer cecTb, B Cagurcs ¢ TpyaoM,
14 CecTb U3 TIO3BI «IeKa» TOM uHCIIe Yepes HepeBopamBasich Ha Hesbimonaumo
CECTh M3 MO3bI
o MTOBOPOT Ha OOK JKUBOT HJIH 4epe3 00K
«exan?
. MoskeTe JIn CTOSITh Mosxer Bctath B 4- | MOXET yIepKUBaTh
15 | 4-onopHas crofika C omopoii Ha PyKH 1 OTIOPHYIO ~ CTONMKY ¢ | 4-OMOpHYIO 103y, Hespmonnnmo
KoJieHu? TTOHSATON TOJIOBOM €CJIM TIOMOYb €€
MIPHUHSTH
M MoxeTt TOM3TH |/
16 | ITon3aTh MO-IIACTYHCKH O7KCTC JIH NOJI3aTh BIIEpEN, JeNaTh 2 U O7eT COBCpIIIATh HeBbINOIHIMO
MO-TUIACTYHCKH Briepe.? > JIUIIIb TIOTIBITKH K
Oonee LUK
. T0JI3aHBIO
JIBHOKCHHUN PYK U HOT
MosKeTe JIH TOHSITS [MogarMaeT rooBy [MogHumaer
ITonmuATE TONOBY, JIekKa Ha &
10 CpeIHEH JIHHUK TOJIOBY, HO 3a CUET
17 e rOJIOBY M3 TIO3bI pea > Ys | Hesbimonuumo
JI0CTaeT OOKOBOM
«Iexa»
0I00POKOM 10 (hnexcun nm 6e3 cruda
Y TIOCMOTPETH Ha "
HUS B IIIee
MBICKH? PyA
MoxeT CcTosITh C
5 MookeTe i CTOATh, MoXeT CToATh, Moxet CTOﬂTvb c OIIOpOii Ha PYKY, HO
18 | Crosats ¢ noanepKoit UCTIONB3Ys OJIHY MCTIONb3Ys OAHY PYKY | MHHUMAIILHOH HyK1aeT-
PyKy Ui AL IOJIEPIKKM Ooutee 3| MOAAEPKKOH TYJIOBUIIA | g o
9 N
TIOAIEPIKKH : ¢ (ne benpa) JIOTIOJTHUTEBHOM
MOJIIEPIKKE
KOJICHEHW WJIn
oenep
MoskeTe i CTOSITh TaKk
19 CTosTh 63 MOLCPHKKH OIITO. KaK MoXeT cTosATh MoXxeT CTOsITh Crowur 6e3
JIT
. i He3aBUCH- MO Ooiee 3 ¢ | He3aBH- CUMO 3 ¢ MOJUICPKKU
HeoOxoauMo, 0€e3
KOPOTKOE BpEMst
TIOJUICPIKKU ?
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20 Bo3MoxHOCTH enaTh

maru

MosxkeTe i
XOJIUTh 0e3
HCIIOJIb30BaHUS
MOJIICPIKKU WU

MoskeT caenath 4 u
Ooutee 1rara 6e3
TTOMOIIH

MosxeT cienaTh 2—
4 miara 6e3
TTOMOIIH

Heso3moxxHO

JOTION-  HHUTENBHBIX
MIPUCTIOCO0- JTeHHI?

Kuarwu (maTepnperanmsi): coctouT u3 20 MyHKTOB, KXl U3 KOTOPBIX OLEHUBACTCA

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

Mpuaoxenne I'4. 6MWT — TecT 6-MMHYTHO# X0AbOBbI.

Ha3BaHue Ha pyccKOM si3bIKe: TECT 6-MUHYTHOM XOIbOBI.

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

Hcrounnk: [99]

Tun: gpyroe

Ha3Hauenme: ompejeiieHUe BBIHOCIMBOCTA aMOYJIATOPHBIX ITAllMEHTOB C IICJIBIO OIICHKH
3G GEKTUBHOCTH TEPAITUU U IPOTPECCUPOBAHMS 3200JICBAaHHS

Conep:xkaHue: B TECTE OIICHUBACTCS IMCTAHIIUS B METpax, MPOMICHHAS MAIIICHTOM 32 6 MUHYT
0e3 BBIHYKICHHBIX OCTaHOBOK.

Karou (mHTepnpeTanus): mpoBOAUTCS CPABHEHHUE C PE3yJIbTaTaMU TECTa, IPOBEICHHOTO PaHee
(1o Havasia Tepanuu, Ha GOHE TepaIlluy U T.1.)

Crnenyer TOMHHUTB, 4YTO [UIS JaHHOTO TECTa a0COITIOTHBIC

HMCIOTCA  CJICAYIOIIHC

MIPOTUBONOKA3aHUS: HeCTAOUIbHAS CTCHOKAPIUS HANPSDKEHUS U HH(DAPKT MHOKap/a, TaBHOCTHIO 10 1
mecsiia. OTHOCUTEILHBIME MTPOTUBOTIOKA3aHUAMH SIBJISIFOTCS: 9acTOTa cepaeuHbix cokpamiennii (YCC)
Beimie  120/MMH B TIOKOE, CHCTONHMYECKOe aprepuanbHoe maBienue (AJ]) >180 mm.pr.ct. u

nuacronnueckoe AJ[>100 MMm.pT.cT.

CrabunbHas CTCHOKAapAus HC ABJIACTCA a0COJIFOTHBIM

MMPOTHUBONOKA3aAHUEM JJIA MPOBCACHUA TCCTA, OJJHAKO €TI0 CJICAYET NPOBOJUTL C OCTOPOKHOCTBIO, HA

(l)OHC nprueMa aHTHUAHT'MHAJIBHBIX TMPCIapaToB

(ATX: COID Bazomunartatopbl sl JeUeHUs

3a00JIeBaHUI cep/ilia) MO MOKa3aHUSM.

Eciu manpeHT HaXOAWTCsS Ha MOCTOSHHOH KI/ICJ'IOpOI[HOI\/’I MNOAACPIKKE, CKOPOCTH IIOAaYU

KHCJIOpOoJa IpHu MPOBCACHUN TECTAa NOJDKHA COXPAHATHCA B COOTBCTCTBHMU C NPCAINIMCAHUCM Bpaya,
HA3HAYUBIICTO U KOHTPOJUPYIOLICTO TCPAIIUTO.

1)
2)
3)
4)
5)
6)

[IpoBenenue Tecta HEOOXOUMO HEMEAIIEHHO MPEKPATUTD B CIIy4ae MOSIBICHHUS:

bonu B rpyau;

Henepenocumou obIIKY;

Kpamnu B HOrax;

Peskoii HCYCTOP’I‘{HBOCTI/I W IOIIAaTbIBAHUA ITPU XOI[L6C;

Upe3mepHOro NoTOOTAETIEHUS;

Pes3koro n3MeHeHns IBeTa KOKHBIX IOKpPOBOB (6J'IGJIHOCTI/I).

6MWT NpoBOAUTCA B IMOMCIICHHU, XOPOIIO 3HAKOMOM ITAalUCHTY, HUMCIOLIEM JOCTATOYHO

JUIMHHBIN KOPUJIOp C TBEPJBIM MOKPBHITHEM. J[JIMHA MPOXOAUMOro MyTH JOJIKHA COCTaBJISATh HE MEHEee
30 MeTpoB ¢ pa3MeTKON KaXable 3 MeTpa, a TAKKe TOUKaMH TOBOPOTOB/Pa3BOPOTOB.

[TaneHT moONydaeT HMHCTPYKIUIO O HEOOXOIWMOCTH HUATH C MaKCHMaJIbHO BO3MOXKHOU

CKOPOCTBIO (HO He OexaTh) B TeUCHHE 6 MUHYT.
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B Ttecte oueHuBaeTcs IUCTAaHIMS B MeTpax, MpOHAEHHass NHalueHToM 3a 6 MUHYT 0e3

BBIHY>XXJICHHBIX OCTAHOBOK.

Ipuinoxenne I'S. MeToabl OLIEHKH COCTOSIHUS HEHPOMBILLIEYHOM CHCTEMbI NIPHU
MbIIIeYHO JucTpoduu Jdomenna.
Ha3Banue Ha pyccKOM si3bIKe: MeTO/Ibl OLIEHKH COCTOSIHUS HEMPOMBIIIEYHONU CUCTEMBI IIPU

MbIIIeyHo! auctpodun romenHa.

OpurunanbHoe Ha3Banue: Neuromuscular assessments for patients with Duchenne muscular

dystrophy.
Hcrounuk: [1]

Tun: nixana oleHKU
Ha3nauyeHue: peryispHas OlieHKa IPOrpecCUPOBaHMS 3a00JIeBaHMs (HCCIICIOBAHNE CHITBI,

obbeMa ,Z[BI/I)KGHPlﬁ, OCaHKMH, IIOXOJKH, TCCThI Ha BpeMﬂ), MOHHUTOPHUHT CIIOCOOHOCTH CIIPaBJIATBCA

C HOBCGHHGBHOﬁ ACATCIIbHOCTBIO, IIPUHATHUC peI_HeHI/Iﬁ O TCPAIICBTHYCCKUX BMCIIATCIILCTBAX.

Conep:xanue:
TTokazaTenu Meron Ienpb uccnenoBanus Bonbuble, Boabubie, He
CIIOCOOHBIE K CITIOCOOHBIE K
CaMOCTOSITEIBHOMY CaMOCTOSITEILHOMY
MIePEABIIKCHHIO MePEABIIKCHHIO
WccnenoBanue cuibl ManyanbHoe BriaBuTh OTKJIOHEHHS or | Onpenensats cuiy | PaHHUX cTagusx:
HCCIIE0BAHUE MBILIILT 0)KHIAEMOT0 KJIMHUYECKOT0 | HHXKHHUX OIPeeNIATh CHITY
TEYCHHS, OTCIICIUTh | KOHEYHOCTEN C | BEpPXHHUX U HIDKHHX
nporpeccupoBaHie  OOJE3HM U | [OMOLIBIO KOHEYHOCTEH Kaxibie 6
MPOTHO3HPOBATH yTPAaTy (YHKUHH, | MaHyalbHOTO MecsiteB. Ha nmo3aaux
OLECHUTh J(P(PEKTUBHOCTh TEpamuu, | HCCIICIOBAHHS CTausIX: IEHHOCTh

BBIIBUTH ACHMMETPHIO MBIIICYHOM

KaKaple 6 Mecs1eB

JIaHHOT'O MCCIICAOBAHMS

BpEMeEHH
CTaHAapTH3UPOBAHHBIX
3a/laHui 11 TPOBPKHU
pa3nmuuHbIX QYyHKIUH

IIPUMEHEHUH U HH(POPMaTUBHBIE
MOKa3aTeNy OBCEAHEBHOTO
()YHKIHOHAIBHOTO COCTOSIHUS;
YyBCTBHTENbHbI K H3MEHEHUIO
COCTOSTHUS

xons0a/0er 3a 10
MHH, BpeMs
BBITIOJTHEHUS
npuema ['oBepca,
BpeMs IoJbeMa Ha
4 CTYyNeHBKH, TECT
6- MHHYTHO#I
xoap0b1. Bpewms, Ha
oJlleBaHue pyOaIiku,
MOXeET OBITh
UH()OPMATHBHEIM
IOKa3aTeneM Ha
MO3AHHX JTamax

CHITBI HE sICHa

OO0BeM JIBHKEHUI T'onnomerpus HauanbHas 11€J1b: BBIIBUTH Hwmxuue HikHue KOHEUHOCTH:
yMeHbIIIeHHe 00beMa JIBI)KEHUH B KOHEYHOCTH: OepEHHBI, KOJICHHBIE,
cycTaBax /WM HATMYHE CYCTABHBIX | OempeHHbIe, TOJICHOCTOITHBIE
KOHTPAKTYP, KOTOPBIE MOT'YT KOJICHHbIE, CYCTaBBlI,
CIOCOOCTBOBATE/TIPUBOAUTH K TOJICHOCTOITHBIE WIMOTHOHATBHBII
(HYHKIMOHATEHOMY YXYALICHUIO CYCTaBBl, TPAKT, MOJKOJICHHBIE
WM HapyUIEHUSM OTMOPHO- WIHOTHOHATBHBII CYXOXKHUITHS,
JIBUTATENILHOTO anmnapara Hin TPAKT, HMKPOHOKHASI MBIIILIA.
KOXKHBIM IpoOiieMaM. BrisiBuTh MOIKOJICHHBIE
HEOOXOTUMOCTh CYXOXKHITHSA, BepXHHe KOHSTHOCTH:
JIOTIOJIHUTEHHOT0/ATbTEPHATUBHOTO | HKPOHOXKHAS JOKTEBOfH CycTaE,
MEINKaMEHTO3HOT O/ XUPyPTHIECKOT MBIIIIIA Nye3amACTHETH cycTas,
0 BMeNIaTeNnbCcTBa (IPUMEHEHNE JUIMHHELE CrUGaTeH]
OpTE30B, IIUHUPOBAHHKE, [aJIbLIeB
UCTIONIb30BAHUE YCTPOUCTB IS
BEPTHUKAJIM3AIMH, OTIEpalrii 1o
YIJTMHHEHHIO MBIIIIIT)

TecTel Ha Bpemst Brimonnenue ¢ yaerom | Jlerkue B mpakTHUYECKOM Juctanmuys, Bpewms, Ha oneBanue

pyOariku, MoXeT ObITh
HHPOPMATUBHBIM
MoKa3aTeieM Ha PaHHUX
JTanax CTaJuu
HECTIOCOOHOCTH
CaMOCTOSATEILHOTO
nepenBmkeHus. TecTsl
Ha BpeMst He
MPUMEHUMBI Ha
MO3JHMX dTAmax CTaIuu
HECTIIOCOOHOCTH
CaMOCTOATEILHOTO

TIEPEABUIKCHUS.
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cTaguu
CaMOCTOSATEIIBHOTO
HepeBUKECHUS.
IToBcenHeBHas OreHKa orpaHu4eHUH WHbopMaTHBHO AJIs BBISBICHUS YacToTa najeHui, Hasbiku
JIeSATEIBHOCTh B [IOBCEIHEBHOMN TOYEK IPUIOKEHHUS TOMOLLH, MOHHTOPHHT caMoo0CITy)KHBaHH,
JIeSITEIIbHOCTH I0Ma, B aJlanTaluy 1 0CTyIa K KOJIMYECTBA 1IaroB, IMCbMa U YIIPaBIICHUS
IIKOJIHE U KOHTPOJIUPYEMOii OKpYyKaroluen HaBBIKU PYUHBIM MIIH
OOLIECTBEHHBIX MECTaX | cpeze CaMOOOCITY)KUBAHHS | DIIECTPUICCKUM
, TICbMa U paboThI KpEecI0M-KaTalKon.
32 KOMITBIOTEPOM. JleecriocobHOCTH B
JleecriocoGHOCTh B LIKOJIE U
IIKOJIE U 00IIECTBEHHBIX MECTaxX
00LIECTBEHHBIX
MecTax
IIkaisl OrneHka JpurarenbHelx | Ilo3BouisieT OCyIecTBUTh IlIxana oneHKu IlIkana oneHKu
JIBUTATENIbHBIX (bYHKUHMI OTAETBHBIX MOHHTOPHHT IPOIPECCHPOBAHUS (bYHKUMHA HIDKHEX (DYHKIMOHAIIBHOTO
hyHKIMIA obuacreii ¢ 6one3nn 1 3hHeKTHBHOCTD KOHEYHOCTEH pEeHTHHIa BEpXHUX
MOJTyYeHUEM IIPOBOIMMOTO JICUEHUS Vignos, mkana KoHeyHocTeit o Broke,
00bEAMHEHHOH OLIEHKH OLIEHKH (QYHKIIMHU K LIKaJIa U3MEPEHHs
CaMOCTOSTEIILHOMY JIBUTATENBHOI
HepeBIKCHUIO GdyHKIMH.
North Star

Koy (MHTepnipeTanusi): MpoBOIUTCS CPAaBHEHUE C pe3yJIbTaTaMu TeCTa, MPOBEICHHOTO

paHee (J10 Havasia Tepanuu, Ha GOHE TepaIruy U T/)

Ipunoxenne I'6. Tect onenkn pyHkuuoHaabHoi akTuBHOCTH CeBepHasi 3Be3/1a.

Ha3panue Ha PYCCKOM S3bIKE:

aktuBHOCTH CeBepHas 3Be3/a
OpurnnaabHoe HazBanue: North Star Ambulatory Assessment, NSAA
Hcrounuk: [100]

Tun: mkana oneHKu

HasHa4veHue: orieHKa (1)YHKLII/IOH2U'ILHLIX BO3MOKHOCTEH MalkeHTa

Cucrema amOyIaTOpHOH OIEHKH (PYHKIIMOHAIBHOM

Conep:xanue:
Cucrema amOynaropnoii ouenku The North Star
Ornucanue TecTa ¥ YKa3aHwusl IS MAlHeHTa
OuenuBaemoe Vkazanue 115 NaHEHTA Hexonnoe noouenue / KommenTapun

OonMcaHue ynpaxHeHus

1. Ios10:keHNE

Bcranb npsimo,

Horu na paccrosinuu He 6onee 10 oM,

Ornenke 2 Oaina

cTOs1 HE JIBUTAMCS K OCTABAMCS B 9TOM  [[ISITKU HA TOJTY (110 BO3MOXHOCTH). COOTBETCTBYET
TIOJIOXKEHUHU KaK MOXHO Jjonbiie  [Pykn Bronb Kopmyca. yIep)KHUBaHHUE
HE nHaneBath 00yBb. TIOJIOKEHHS
B TeueHue 3 ceKyH] (MUHUMYM).
2. Xoanba IIpoiinu ot Toukn A no touku b [He HameBaTs 00yBb MIIH HOCKH. Ecau naruenT o0bIYHO XOAUT HA LLIIOYKAX,

(yxa3aTb Ha4aIbHYIO 1 KOHEUHYIO
TOYKY)

IHaGuronatite 3a X0a60011 B CarUTTaIbHOM
1 KOPOHAPHOM TUIOCKOCTH B TEYEHHE KaK
MUHUMYM 10 maros.

HO MHOTJ[a CTAHOBUTCSI Ha CTOIY MJIM MOXKET
BCTATh Ha Hee, KOr/ia Bbl 00 3TOM IPOCHTE,
onenka — 1 6amn. PaccrosiHue T0DKHO OBITH
JIOCTATOYHEBIM, YTOOBI HAOIIOJATh

((06BIqHy}0 TIIOXOAKY» JaHHOI'O MallMCHTA.

3. oaneM co
cTyia

Mosxems BCTaTh CO CTyIIa,
CKPECTHB PyKH?

I cXOQHOE TOIOKEHUE:
Oenpa v KOJIGH! COTHYTHI

[TOJ] IPSIMBIM YTJIOM, CTOIIBI Ha TIOJTY WITH
OTMPAIOTCS HAa CTYNEHBKY.

Hcnons3yiiTe ety o pocty pedetka (oe3
[OJJIOKOTHHUKOB) I PErYIUPYEMYIO I10
BBICOTE ONOPY. MOXHO TaKkXe MOCTa BUTh
TIOJ HOTH CTYIICHbKY JUIS JOCTIIKCHUS
IPaBUIBHOTO UCXOJIHOrO rooxeHus. Eciu
PYKH CKpeIIeHbI Ha MPOTsHKe- HUH BCEro
yIpaKHEeHHUsl, OlleHKa — 2 Oajuia.
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4, 5. Tlosi0:keHNe
CTOsI HA O/IHOIi HOTe
(mpaBas + JeBas)

Moselb MoCTOATh

Ha NPaBO/JIeBOI HOTE KaKk
MOYKHO A0Jble?

OneHke 2 Oaja COOTBETCTBYET

[yiep>KUBaHHE IOJIOXKEHUS B TeUeHUE 3
cexynn (MunumyM). HE naneBaTs 00yBb.

Jlyd1ie BBINONHATH Ha MOy, a HE Ha
KOBpHUKE

6, 7. IlonbeM Ha
CTYNEHBKY ¢
npaBoii (J1eBoii)
HOTH

Moskenp TOAHITHECS Ha
CTYIEHBKY C IPaBoil (JIeBoit) HOrU?

ICM.

IBcTaTh JIMIIOM K CTYIEHbKE BBICOTOHU 15

MOXHO HCIONB30BaTh B MOMOIIb MAIHCHTY]
perynupyemMyro 1o BbicoTe omopy. Ilpu ee
OTCYTCTBUHM Bpad MOXKET MOMOYb MAIHCHTY|
OJTHOM PYKOM.

8,9. Cnyck co
CTYNEHbKH C MPaBoii
/ 1IeBoii HOTM

Moskemb CIyCTUTBCS CO
CTYIEHbKH

¢ 1mpaBoii / 1eBoi HOrH?

IBcTaTh Ha CTyNeHbKY, HOBEPHYThCS

Briepen. Bricota crynensku — 15 cMm.

MOXHO HCIONB30BaTh B MOMOIIb MAIMCHTY]
perynmupyemMmyro 1o BbicoTe omopy. Ilpu ee
OTCYTCTBUHM Bpad MOXKET MOMOYb MAIHCHTY|
OJTHOHM PYKOH.

10. Iepexon B

Moxenrb cecTh

IMlcxo1HOE MOJI0KEHUE — JIeKa

Ecny nanueHT nepeBopaunBaeTcs Ha AKHUBOT

T0J10’KeHne U3 TOJIOKEHUs Jexa? Ha criuHe (Ha KoBpuke). He momkima- MM IOBOPAYMBAETCS K IOTTY, YTOOBI CECTb,

cuas IbIBATH MO TOJIOBY MOAYLIKY. nocrasbTe 1 6aimn. Lleas — ynepsxuBath
MOJIOXKEHHUE CUJIS B TEUECHUE
MPOJOJDKUTEIIBHOTO BPEMEHH.

11. IHoabeMm ¢ Moskellb BCTATh € MM0Jia Kak MOXKHO[MICXOQHOE MOJI0KEHHE: JIe)Ka Ha CIIMHE, IocraBbre 1 Gast, ecnu pebeHOK CTOUT O3

noJia ObicTpee (M3 MONOXKEHHMS JIeXKa Ha  [PYKH BJIOJIb KOpITyca, OIOpbI Ha MeDelb, HO HAOII0JaeTCs KaKasi-

?
crnuHe)’ HOTH BEIIPAMJICHDL. 0o yacTh MaHeBpa ['oBepca.
He HCTIoNb30BaTh MOYIIKY [TonpocuTe BHINOIHUTD YIPAKHEHUE

cHavasia 6e3 Ormopsl Ha MeOeJIb.

12. Hoabem Moskelib MOJHATH TOJIOBY U 3 mos10)KeHH s Jiexka Ha CIIUHE, PYKU TMonpocuTe nManyeHTa CKPeCTUTh PyKH Ha

r0JI0BBI MOCMOTPETh Ha MaJbLbl HOT, CKpEILICHBI Ha PY/IH. IPY/ [P BHIIOJHEHHU YIIPKHEHHS: TaK OH

CKPECTHUB PyKH

Ha rpyau’?

HE ncronbs3oBaTh NOAYIIKH.

HE CMOJKET IoMorath cebe pykamu. Taxke
MONPOCKTE MAL[MEHTa IOCMOTPETh Ha MaJIbIIbI
HOT, YTOOBI YOSIUTHCS B TOM, YTO Ies
crubaercs.

IIpu 3TOM 1TO160POIOK TOJDKEH JBUTaTHCS K
TpyIH.

13. IToso:keHUe
CTOSI HA NATKAX

MosKellb IOCTOATh Ha ISATKaX?

Crost Ha noiy. be3 o0yBu.

YroOB!I N0Iy4uTh OLEHKY 2 Oasula,
HeoOX0MMO OTHOBPEMEHHO BCTaTh Ha 00
mtkd. O6paTuTe BHUIMAaHHE HA HATMYHE
nnBepcud. Ecim oTMeuaercst CyliecTBeHHas
HHBEPCHUsI, HO TUTIOCHBI IPUIIOAHSTHI, OLCHKA
— 1 6amn. Ecin ormMedaercs MHBepcus,

a JlatepajbHasi TPaHHUIIA CTOIBI HAXOAUTCS Ha
roJty, onieHka — () 6aJnioB.

14. TIpbIxKok

Kak BbICOKO

TBl MOXEILb MPBITHYTH?

(Ctost Ha mouy,

ICTOIIBI HEMHOT'O pacCTaBJICHBI.

TpeOyercs ABMKEHUE
BBEpX, @ HE BIEpe].
Jonyctumo HebobImoe
JBIDKEHHE BIICPES.

15, 16. IIpbIKOK HA
0/IHOM HOTe
(mpaBoii U JieBoii)

Moskep MoANpEITHYTh Ha TIPaBOi
(yteBoit) Hore?

IFlcxo1HOE MOJIOKEHUE:

00yBH.

cTOs1 Ha MOy Ha TpaBoii (JieBoit) Hore. be3

st onenky 2 Gayta

HYXEH 3aMETHBIH OTPHIB OT TOJIA.

17. Ber (10 )

JloGeru kak MOXXHO ObICTpeEe JIO ...
(YyKaxuTe MecTo)

[Mpstvast 10-meTpoBast TOpOXKKa

(O6ecmeunTe O€30IaCHOCTD MAIHEHTA.
[ManuenTa nmpocsT Oexath

(KKaK MOXHO 6I)ICTpee»,

I[HO CKOpPOCTb OH BbIGPlpaeT caM.

B THXOM MECTE C Pa3METKOM, IIOHATHOM
Inst manuenTa. Mcenone3yiite cekyHaomep.

«IToxonka JlfommeHHa - He HCTHHHBIH Oer
(BeposITHO, C ABOMHOM (ha30ii MOIIEPIKKH),
HO [0H] MHTeHCUBHEE, YeM X0ab0a. OOBIYHO
XapaKTepHU3yeTcst Ype3MEPHBIM
HCTIOb30BaHUEM PYK, TIOBOPOTOM TYJIOBHIIA,
3HAYUTEIILHBIM PACKaYNBAHHEM.

Her PpCaIbHOTO «OTTAJIKUBAHUS.

Kawou (uatepnperanmsi): NSAA mnpexacraiser co0oif mIkamy, cCOCTOSIIYI0 U3 17 MyHKTOB,
KOTOpasi CIY>KUT JJIS OIeHKUA (YHKIIMOHAJIBHBIX BO3MOXHOCTEW manuenta: (0 (HecmocoOen), 1
(BBITIOJIHSAET CAaMOCTOSITENILHO, HO ¢ MOAU(HUKAIUAME), 2 (BBITOTHSIET 0€3 KOMITCHCAIUH ).

HosicHeHusi:

* 3ampelaeTcsl BBIMOJHATH TECThl B TMOJOXEHHH CTOS TPHU HAJUMYUK TPaBM HIDKHUX
KOHEYHOCTEM. OHHaKO ManuceHTa MOYKHO IIONPOCUTH BBIMIOJTHUTH MOABEMBI I'OJIOBBI U
Mepexo/ B CUsdee TMOJOXKEHUE, €CTU OH CHocoOeH 3To caenath. ClenyeT yKasbIBaTh
«KOMMEHTapHun» B pabouei TabIuIle;
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HE00X0IMMO BBIOJHATH TecThl NSAA B MPEASIOKEHHOM HOpsiAKe (MPUM.: HACTOSIIUN
MOPSIZIOK  3aJlaHUi OBLT WM3MEHEH Ui TMpoBefeHus Oonee 3(h(EKTUBHONW OLCHKH U
OTIIMYAETCS OT IOCIIEOBATEIHLHOCTH WCCIECIOBAHMM, HWCTOIB3YEeMONW B TPEIBIIYIINX
BEPCUSIX);

HE wucnons3oBaTh Mathl;

oOpamraeM Balie BHUMAaHHE, YTO BpPEMs B CEKyHIAX OKpPYIJIAECTCS 10 OJIMKaWIero
3HAUEHUS JIECATHIX CEKYH]IbI BO BCEX 3aJJaHUSX Ha BpeMs (K IPUMEPY, MOIBEM C TOJIa UITN
oer Ha 10 m);

BBITIOJTHEHHE YIIPAKHEHUH OICHUBACTCS CICAYIONTUM 00pa3oM:

2 = «HopmanbHO» — 6€3 OTKJIOHEHUH
1 = C HeGOoBbIINMHU MOU(DHUKAIMSIMHU, HO TIALIMEHT BBIMTOTHSET 331aHue 0e3 JONOTHUTEIbHON

IIOMOIITH

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

€CJIY, 110 BallleMy MHEHUIO, MMAIIUeHT MOXKET MOIYYUTh 00Jiee BBICOKYIO OLIEHKY, KOTOpas
ObLJIa HIDKE M3-32 HEBBITIOJHEHHS KAaKUX-JIN0O YCIIOBUH WIIM HEJOCTATOYHOTO IIOHUMAHUS
3aJjaHus, IOMPOCUTE €T0 MOBTOPUTH YIPAKHEHUE U TIOBTOPHO OLIEHUTE €T0 BBHIIIOJIHEHUE.
Ecin BBl HE yBepEHBI, MOXHO JIX OICHUTH BBITIOJHEHUE 33JJaHUS BBIIIC, CTABHTE 3a HETO
HUKHIOIO OIICHKY.

IMoaroroska.
orMmepsTe 10 METpOB B JUIMHHOM THUXOM KOPUAOPE WM MOMELICHUH. YKaXHUTE JMHUIO
¢uHuma Ha oT™MeTKe 11 MeTpoB, 4TOOBI MAIMEHT TOYHO MpoOekasl yepe3 oTMeTky 10
METPOB, a HE 3aMeJUIUIICS Tiepe]] PUHHUIIEM;
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 KOHEYHOCTel s

M.

Ha3zBanmue Ha pycckoMm si3bike: Monysb OlleHKH pab0TOCTIOCOOHOCTH BEPXHUX KOHEYHOCTEH JIJIst

M

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

Hcrounuk (opuumaibHbIi CAalT pa3padoTYnKoB, NyoauKanus ¢ Baaugamnuei): [138]

Tun (moa4epKHyYTH): IIKala OLIEHKH, HHICKC, BOIPOCHUK, APYroe (YTOYHUTD)

Ha3zna4yenue: QyHKIIMOHAIbHAS OLIEHKA ABMKEHUH B pykax y marueHToB ¢ MJI/I/M/Ib, moxet
UCIIONIb30BAThCS ISl OLIEHKH 3(h(PEKTUBHOCTHU Teparuu.

Conep:xanue (madJioH):

Mogyne TecTUpoBaHuA paboTocnocobHOCTH BepxHel KoHedHocT gna MO 2.0 AHkeTa
Mpeanountae- Mpasan | Nesan
Masn pyKa
(WcmoneayeTcA
BO BCeX TecTax):
Pazrubanue
noxra ROM: Mpasan | Nesan
&.g. nonxoe = 07 | vy | KoHTpakTypa = 107 | eg. nonnoe =0° | 107 KoHTRaKTYRa = -10°
Cynunauua ROM Mpaean: nonH 3 12 1 | Nesan: nonH 3 12 14
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BeogHbiit TecT A. — HauHUTe ¢ A, 4ToGkI ONpegennTk OTNPABHYIO TOYKY ONA NoceqylolWmMx TecToR.
O6eeauTe oUeHKY Kaxpaoro Tecta. HE BKMMIOYAWTE B OBLLYHO OLIEHKY

Ho- Onucauue 0 1 2 3 4 -1 &
Mep
A, BroaMLId TecT HeT noneaxoh Moxer gepxats Moxer nogHaTe 1 Moxer nogHaTe Mo=eT ogHospe- Mo=eT noghate obe | Moxer oteecn
hyHKLMH pyk EAPUKY MM MOQHRTE WK 2 pyKH KO pTY, MNBCTHKOEYH UALLKY | MeHHD NOgHATE obe PYKH OOHOEpEMeHHD | Ofe pykW oQHo-
MOHETY WK YTIpae- HI HE MOWET Nof- secom 200 rkopry 1 | pywa (oo ypoess H3f FONCS0A TONLKD | EBPREMEHHD NOKTH
NATE KpECnomM HELTH YaLLKY E2C0OM W 2 PyraMi nney C KoMneHca- COTHYE NOWTH {_l,"l(l]- PESOTHYTE CUEPTHE
C SETONPMBOROM 200r ko pry ueA WK Se3), NOKTH | POTHE OXPYRHOCTE NOMHER KRYT NoKE
COMHYTal MM pac- LEMMEHRA'C noMo- OHM HE COMKHYTCR
NpAMNEHES Lk [0 MEILIL]) Ha[Q ronosEof
Ona Bannel 3. 4. 5,6 — HaundTe cn. 1 Ha 310 cTp
n. A: Eannei 1,2 —nepeAtr kn. 1Ha ctp. 2
BEIMEPH BepXHero ypoBHA — nne4yo
Homep OnucaH1e 0 1 2 Bannk
1 OTeegeHne nneya obe He momer MomeT nogHATE 00e pyxim | Momer oteectv obe pyxK
Bannk! ne NyHKTY A | pYKHW Haa ronoeof OAHOBPEMEHHD HAA rono- | OOHOBPEMEHHD, NOKTH
«[0AHMMKA PYKH B CTOPOHLI BOA TONEKD COMHYE NOKTH | BINPAMASHL], COSMas
W Han ronoeoh — cTapancs € KOMNEHCcaUWai NOMHLIA KYT, NOKa
[ep*aTk NOKTH NDAMEIMUE OHM HE COTNPHKOCHYTCR
HaO ronoEoA
2 MopuaTHe ofeMx pyK He momer Mo#eT nogHaTe ofe pyxk | MoxeT nogHsTs ofa nokTs
Ha BLICOTY NMeYa (MoKTH Ha BuICOTY NNed No o4e- HA BRICOTY Mneya ez kom-
Ha BLICOTE NNeya) PEM WK C COTHYTEIMK NEHCAUNKM OQHOBPEMEHHD
«[T0OHMMK PYEH Ha BeiCoTy NOKTAMK € KOMMNEHCAUMER | C© NPAMSIMK NOKTAMA
ey
3 CriuGaume pywm Ha BuicoTe | He momer MomeT ¢ koMnencauned MoxeT Gea koMneHcaUMK
nneya (Bez rpysa)
«[TPOTAHH PYKY K KOCHHCK
MOEA DYKH
4 CruGaume pywu Ha BeicoTe | He momer MoxeT nogHATE rpy= MoxeTt nogHsTs rpyz
nneya ¢ rpyzomM 500 r gecom 500 T pecomM 500 r 6oz Komne-
«[IPOTAHK PYKY M KOCHHCK € KOMNEHCaUWai CALMH
MOER pyKm
Bamepu BepxXHero ypoBHA — nneyo (NpofomkeHne)
Homep OnUcaHHe 0 1 2 Bannel
5 CrafaHmMe pysH BriLe He momear MoxeTt NoAHATE rpya Mao¥eT NogHATE rpyz
YPOBHA NNeYa ¢ rpy3oMm epecom 5001 pecom 500
5001 C KOMMeHCaUMeR Ge32 KoMNeHCaLUHK
Pyxa Ha Konexe — <gaf
MHE rpy3»
& CrafaHmMe pyKH BelLe He moxer MoxeTt NoOHATE rpy3 MaoxeT NomHATE rpy3

nneya ¢ rpyzom 1 kr
Pyxa Ha koneHe — <faf
MHE Mpy2s

epecom 1 kr
€ KOMNeHcauned

gacom 1 kr
Be3 KoOMMNeHCaLHA
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2amepbl cCpeflHero ypoBHA — NOKOTh

Homep OnucanHe 0 1 2 Bannel
1 Pyka (pyeM) Ko pTy He moxet Moxker nogHectw 200 MaoseT nogHectw 200r
«[oaHECH YLLKy KO PTY Yalky Ko pry C nidoR YALWKY KO PTY OOHOR
COHOR PYKoRs KOMMEHCAUMER (MOXET PYKOR HE NOAOSPHHERR
MONL20EATECH ABYMA NOKOTE (G232 KoMNeHCa-
PYKAMH/ WK NOOQHECTH- LIHH)
NOEY K PYKaM)
2 PYKH © KONEH Ha cTon He moxet Moxer nogHare obe pyxd | COHOBPSMESHHO Nog-
e[ TogHKUMK 002 PyKW C MOMAHOCTERD (00 CHAAMKK HHUM3ET 00 DYKW Ha CTCN
KONEeH Ha cTons 3aNACTLA) HA CTON, HO
HE ogHOBPEMEHHD HITK
OOHUM OBHKEHHEM
3 MopeMHyTE Ha cTone rpyz | He Moxet MokeT NogevHYTE rpy2 Mao®eT NoAHSTE FpY2
gecom 100 r pecos 100r U2 Hapyx- pecom 100 r. U2 Hapy=-
«[0O=HHE MPYE M2 HADYX- HOMD KEYTa B YEHTR C HOTD KPYra B UeHTp Se3
HOMD KpYTa B0 EHYTDEH- KOMIEHCAUMER (CKONLIAT | KOMMEHCALWMH
HHRA» MPeannEsEaM WK NOKTEM,
KOHTAKT C0 CTOMOM)
4 MopeMHYTE Ha cTone rpya | He moxwet Momar NoasrHYTE MpY3 Mao#eaT NOgHATE MEY3EEe-
pecom 500r pecos 500 r. u2 Hapy=- com 500 . M2 Hapyx-
«[oABHHL TEYZ M2 HApYX- HOMD KEYTa B UEHTP C HOTO KpYra B uedtp Ge3
HOMD KPYTa B LeHTp KOMIEHCALMER (CKONLIAT | KOMMEHCALWMH
MPEannEsLEM HITH NOKTEM,
KOHTAKT CO CTOMNOM)
g MopeMHyTE Ha cTone rpyz | He Moxet MokeT NogevHYTE rpy2 Mao®eT NoAHSTE FpY2
gecom 1kr EecoM 1 KM Mz Hapyx BeCoM 1K U2 Hapys-
«[0O=HHE FPYE M2 HADYX- HOMD KEYTa B YeHTR C HOTD KPYra B UeHTp Ge3
HOMD KPYTa B LYeHTp KOMIEHCAUMER (CKONLIAT | KOMMEHCALWMH
MPeannEsEaM WK NOKTEM,
KOHTAKT C0 CTOMOM)
& MogHATE TAXENYK GaHky | He mowet Moxer nogHAaTe TREemye | MOXeT NOgHETE TRXSTY
Mo AUAroHanM GaHky M2 Gnuxafwero Gauky u2 Onuxafwero
«[oaHKuMiA Ganxy U2 Gne- Kpyra wepe3 Bce Teno c KpyTa yepez ace Teno Ge3
*®aAWero K TRo2R pyKe B KOMIEHCALMER (CKONLIAT | KOMMEHCALWMM
3TOT JAnEHWA KpYT Yepes MPEannEsEEM ITH NOKTEM,
BCE TENo» KOHTAKT CO CTOMNOM)
3ame pbl cpegHero ypoBHA — NMOKOTE (MpofgonmkeHue)
Homep Onucanne ] 1 2 Bannel
7 BawwA K3 3 GaHok He MoeT NocTaeuTe 350 Moer nocTaeus 3-0 MomeT NoCTaE s 3-10
«MocTass 3TH 2 GaHKH GaHKy gaxe ¢ KOMNeH- GaHKyY C KOMNeHCaUMeA GaMky 623 KOMNEHCAUMH
Mo OOHCA Ha CPeOHIoD C caunen
NOMOLLEI OOHOR PYKRE
8 Bawwa 2 5 GaHok He MoXeT NocTaeuTe 5-0 Moxer NocTaguTs 5-10 MoxeT NocTaEuTs 5-0
«[locTases 2wWwe 3TH gee GaHKy 0aXEe C KOMNEH- GaHKy C KOMNEHCaUWen GaMky 623 KOMNEHCAUMH
GaHKK, MO OAHOA CEEpXY cauned
3TOR GaHKM C NOMOLLLED
OOHORA PyKH»
9 CHATHE KPBILWKK C KOH- He momet MoNHOCTLID OTKPLIBAET

TeHepa
«OTKpOR 3TOT KOHTERKED
PyKaMHa
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BEIMEPH AWCTanNeHOro oTAeNa — 2anAacTbA U KUCTh

MpoeegnTe 3TH TeCTkI CO ECEMW MCNBLITYeMBIMKA

Homep Onucanqe 0 1 2 Banne

1 Mopeats Gymary He mower Peer cnoxeHHEIR nono- PeeT nMcT SyMark cnoxeH-
«Mopan NWCT SyMary NaM NACT GYMArd, HAYMHIA | HLIA BUETEEDO, HAYHHAR ©
HAYKHAA OTCHOO3= C IArHYTOrD Kpaa 3arHyTOro Kpan

2 MoBTORPHTE MyTL He moxer BLINGNHRET C KOMNEHCa- Mo#eT BRINONHWTS S22
«C NOMOLWEID KapaHaawa LMER BRIMYKOSH OTOPEATE | OCTAHOEKM W HE NOOMMMAA
NOBETODM 3TOT MY T OOHHM KapaKOaw oT SyMard nM | kapadpaw ot Gymard
NNAEHEIM JEHAKEHHEM NOBEPHYTE DYKY

3 BrnioumnTs cBET He moxer Moxer Ha MrHoEeHne Moxer NoCcToRHHG DAEWTE
«Brmoum coet MNansyama BK/E0UHTE CEET MNankUaMK | Ha BLIKMOUYATENL Nans-
OOHOR PyKH OAHOA pykH LiamK OOHORA pykn

4 CynuHauma He moxer MogHWMAET namMny, Ho Wk | TTOOHMMAST NaMmy M Non-
«[MopgHUMK NaMmy 1 pa3- HE NOMHOCTLIC Pa3eopa- HOCTLIO PAZE0PaYHBEaET
E2DHH DYKY? YHBAST DYKY WK Qenast pyKy 583 KOMNEHCALMOH-

3TO C KOMMEHCALUMER Hilx EHHEHHA

5 MopHATE MOHETEI He MOXEeT NoOHATE OOHY Moxar NogHATE OOy MoxeT NoaHsTE 6 MoHaT
«OOHOA PYKOA NOOHMMA & | MOHETY MOHETY/ KETOH OOHOR pYKOA
MOHET N0 OEHOR:

& MocTaeuTe Naney Ha ykc- | He Moxer NogHATE Naney | Mower nocTaeuTs naney MaoxeT nocTag|Ts naney
NOBYH OHATPaMMY HINH CHONLZHTE HM MO W3- | (CKONL3A MKW NOOHHMAS] NOCNeaoEaTEneHa Ha
{TOUHOCTL He ofnza- rpamme MUHWMYM H3 B3 kB20pata | ywdpw auarpasse
TenkHal) cOOHUM NankLem C KoMnexscaumen ik Gez)
KOCHWCE KaxoR uwpul
Ha OHArpaMMes

T Moguatke rpyza 10r He moxer MomaT yXEaTHTE W Nog-

€ NOMOLLLIO NANLLA
«[IOOHMMM 3TC MANSHLKHA
rpy2 BOT Taks

HATE B2C C NO8epXHOCTH
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Kiarou (nHTepnpeTaunﬂ): OLICHUBACTCA B Oajtax Ha MOMEHT OCMOTpa U fnajiec, B JTMHAMUKCE.




