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TepMuHbI U onpeaeIeHUs

AMOYJIaTOPHBII MAMEHT — TMAIUEHT, CITIOCOOHBIN K CAMOCTOSITEIIBHOM X01b0e.

Kapauomuonarusi — rereporeHHas rpymna 3a0ojeBaHMM MHOKapJa, CBS3aHHBIX C
MEXaHUYECKOM MM 3JIEKTPUYECKON TUCHYHKIMEH, KOTOpas OOBIYHO MPOSBISAETCS HEaJeKBaTHON
runeprpodueit wim aunaranueil. Kapaunomuonaruu MOryT Kak H30JIMPOBAHHO MOPAXKaTh TOIBKO
cepAle, Tak ¥ ObITh YacThI0 FeHEPATTM30BAaHHOTO CHCTEMHOTO 3a00JIEBaHUs, YaCTO MPUBOJAAT K
CepACYHO-COCYTUCTON CMEPTH WM K HHBAJIMIU3ALUH, OOYCIOBICHHOH NpPOrpeccCUpyromeit
CEpIECYHON HENOCTATOYHOCTBIO.

IlosicHO-KOHEYHOCTHbIE MbIlIeYHbIe IUCTPOPUU — TpyNma MBIIIEYHBIX AUCTPODUIA,
XapaKTEePU3YIOMIAsICsl MOPAKEHUEM MPOKCUMATBHBIX OT/AETIOB BEPXHUX U HIDKHUX KOHEUYHOCTEH.

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

CyOMakcuMAaIbHBINA PeKUM HATPY3KH — 3TO PEXUM, 71 KOTOPOTO XapaKTepHbI OTCYTCTBHE
OJIBIIIIKY, YYBCTBA YTOMJICHHS ¥ OOJIU B MBIIIIAX.

Mpimeuynas nucrpodus bexkkepa (M/Ib) — HaciencTBeHHOE peliecCHBHOE HEPBHO-MBIIIEYHOE
3a0oJieBaHKe, CIICTUICHHOE C X-XPOMOCOMOIA, BEI3BAHHOE MyTaIMsIMU B reHe auctpoduna (DMD),
OPUBOJAIIMMHU K HEAOCTATOYHOW (PYHKIUU TUCTpodUHA, UMEET MO3/IHEe HA4yalo U BBI3BIBAET
OoJiee erkue CHMITOMBI, SBIIsieTCs OoJiee JJeTKUM BapHaHTOM 3a00JI€BaHuUs, IPU KOTOPOM CHHTE3
Oenka TucTpoduHa HIET HEe 10 KOHIIA, M B Pe3yJIbTaTe MOJy4aeTcsi HEMHOTO YKOPOUYEHHBIH, HO
BIIOJIHE (DYHKIIMOHAJIBHBIN OEJIOK.

Mpbimeynas aucrpodusi [Twmenna (MJ/IJ]) — HacineACTBEHHOE pPEIECCUBHOE HEPBHO-
MBIIIEYHOE 3a00JIeBaHME, CIICTNICHHOE ¢ X-XpOMOCOMOM, BbhI3BaHHOE MyTanusMu B reHe DMD,
MPUBOJSAIIMMU K OTCYTCTBUIO UM HETOCTaTOUYHOM (PYHKUIMU AUCTPOPUHA, UMEET paHHEE HayaJlo
" BBI3BIBACT TAXKECIIOC TCUCHUC.

JuekTpomuorpaduss (OMI, DHMI, wmuorpadus, snexTpoHeilpomuorpadus) — MeTOI
MCCJICTOBAHMSI OMOAIEKTPUIECKUX TTOTEHIIUAIOB, BOSHUKAIOIINX B CKEJIETHBIX MBIIIIAX YeJIOBEKa
Y ’KUBOTHBIX TIPH BO30YKJCHUHU MBIIICYHBIX BOJIOKOH; PETUCTPAIINS CIOHTAHHOU, TTPOU3BOIBHON
Y BBI3BAHHOM 3JIEKTPUYECKOU AKTUBHOCTH MBIIIII.



1. KpaTkasi ungopmManus mo 3a00J1eBAHNI0 UM COCTOSTHUIO (rpynme

3a00J1eBaHUIl UM COCTOSIHUI)

1.1 Onpeaeaenne 3a00JeBaHus WM __COCTOSIHHS _(Tpynnbl__3a00JieBAHMI _WJIHN

COCTOSHMI)
[Mporpeccupyromas mbieunas auctpodus Hromenna (M) (OMIM # 310200) — asto

HACJIEICTBEHHOE X-CLEIJICHHOE HEPBHO-MBIIIEYHOE 3a00JIeBaHUE, BBI3BAHHOE MMATOTEHHBIMU
Bapuantamu reHa DMD, koaupyromero 0enok auctpoduH, IPH KOTOPOM OTCYTCTBYET WIIU
HenoctaToyHa GyHKuus quctpoduna. OObIYHO MopakaeT MAIBYMKOB B JIETCKOM Bo3pacte. OHO
XapakTepusyercss ciaaboCTbi0 TPOKCHUMAJBHBIX MBI KOHEYHOCTEH W  Truneprpoduen
UKPOHOXHBIX MBIIII. B cpennem k 11 rogaM mamueHThl TEPSIFOT BOZMOKHOCTH CAMOCTOSITEIIBHO
NEePeIBUTATHCSI U CTAHOBATCS HEaMOyIaTOpHBIMU 00bHBIMU. CMepTh 0OBIYHO HacTymaeT K 20
rojiaM BCJICJICTBUE KapAHOPECIIUPATOPHBIX oclioxkHeHui [1-3].

Knuanuecku BeIACTSIOT 2 hopMBIL: iporpeccupytomias Muoguctpodus Hromenna (M)
u nporpeccupyomas wmuoguctpodpuss bexkepa (MJB). Ilporpeccupytomias MblieyHas
muctpodust  romenHna (muomuctpodus Jromenna) — HaumOosiee TspKenas ¢opma ¢
MaHudecTanmeld B Bo3pacTe 2-5 JeT W NPOTrPECCHPYIOIIMM 3JI0KAYECTBEHHBIM TEYCHUEM:
(GbopMUpOBaHHEM BAJBIX NAPE30B, Napajgudeldl U KOHTPAKTYp MBI, OO€3BUKEHHOCTH.
[Tporpeccupytomas MblmeuHas auctpodus bekkepa (muoauctpodus bekkepa, MJIb)
nobpokadecTBeHHass ¢opma 3abojeBaHusd ¢ MO3AHUM AeOoToM B 10-20 5eT U MenIeHHBIM
IPOrPECCUPOBAHUEM CHUMITOMOB MBIIIEYHOH C€Ia0OCTH C COXpaHEHUEM CIOCOOHOCTH K

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

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

COCTOSIHMH)

B ocnoBe M1/l u M/Ib nexar matoreHHble BapuanThl B reHe nuctpopuna (DMD),

MPUBOJISIINE K Pa3BUTHUIO JedUIIUTA /WK HapyHIIeHUIO QYHKIIUU OJTHOMMEHHOT0 6esika. OObIUHO
JaHHbIE BapHaHTHl HACJIEAYIOTCS OT 3J0POBOW MaTepU-HOCUTEIBHUIIBI;, B TPETU CIIy4aeB —
U3MEHEHHsI B I€HEe BO3HMKAIOT CHOHTaHHO (de novo). I'erm auctpodmHa — OAMH M3 CaMbIX
OOJBIINX TEHOB YEIOBEKA, COMEPKUT 79 9K30HOB. 3a0oneBaHuEe 00YCIOBIEHO B ~65% ciydaes
KpPYIHBbIMH AenenusMu; B ~10% nymiukanusMu, a ocTalbHblE CIydal — OJHOHYKJIEOTHIHbIE
3aMeHbl, U3 KOTopbix 10-15% mnpencraBieHbl HOHCEHC-BapUaHTaMU (BapUaHThI, IPUBOJISALINE K
HOSIBJICHUIO MPEKAEBPEMEHHOTO CTOI-KO/I0HA U HApYIICHUIO CUHTEe3a Oenka) [4].

benok mucrtpoduna yyactByeT B pabOTe CKEJIETHBIX MBIIII, JbIXaTeIbHON U CepAeYHO-
COCYJIUCTON CHCTEM — CBSI3bIBAET BHYTPEHHUH LIMTOCKENIET C CAPKO- U AMCTPOITIUKAaHAMU B

MeMOpaHe M BHEKJIETOYHOM MAaTpHKCe, OOECIeYMBAaeT MEXAaHUYECKYI0 U CTPYKTYpPHYIO
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CTaOWIIBHOCTh MEMOpaHBl MBIIMIEYHBIX BOJIOKOH TNPH WX COKpamieHWd. JHCTpodUH Tarxke
SIBIIIETCS. aMOPTH3aTOPOM, OOECIEYMBAIOIIMM BO3BpAIICHUE MBIIIIBl B HCXOJHOE COCTOSHUE
nociie cokpamienus. [Ipu mporpeccupoBaHuy 3a00JI€BaHMS MBIIICYHBIC BOJOKHA 3aMEIIAIOTCS
¢buOpo3HOM W XKUPOBOW TKaHBIO. M30dopmbl Oenka AUCTpOoHHA C MEHBIICH MOJICKYJISIPHOM
Maccoil y4acTBYIOT B pa0OTe pa3jMYHBIX OPTaHOB U CHUCTEM, 3aJICiCTBOBAHBI B pabOTE KJIETOK

mo3sra [5, 102].

1.3 DnuaemMmnojiorusi_3a00J1€BAHUSI HJIH _COCTOSTHHSI (rpynnbl_3a00J1eBaHUI WM

COCTOSTHMI)

ITo pasHpiIM wmcToyHWKaM 3abosneBaecMocth MJIJI omenuBaercs kak 1:3500-6000

HOBOPOXJACHHBIX MalbuuKOB [6]. [lo Hanbosiee akTyaqbHBIM HAYYHBIM JAAHHBIM OOIIEMHUPOBAs
3abponeBaemocth  MJIJI  cocraBiser  1:5000 HOBOpPOXKICHHBIX  MaJbuMKOB  [25-27].
3aboneBacMocth MJIB onenuBaetcs kak 1 Ha 20 000 HOBOPOXKICHHBIX MalbuMKOB [25-27].

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

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

WIN _COCTOSIHMI) 10 MeXIYHAPOAHON CTATHCTHYECKOH KJaaccupukanuu 0GoJie3Hell M

npoo0.ieM, CBA3AHHbBIX CO 3/I0POBbEM

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

G71.0 — MpimeyHast Iuctpodus.

1.5 Kaaccudbukanyus 3a00/1eBaHUA WJIH COCTOSAHUA (rpynnbl 3a00J€BAHUHA WU

COCTOSIHMH)

M/l oTHOCHTCS K TpyIIEe MOSCHO-KOHEYHOCTHBIX MbllIeuHbIX auctpoduit (ITIKMI)

XapaKTepU3YIOMINXCS MPEUMYIIECTBEHHBIM MOPaXEHUEM MPOKCUMAIbHBIX OT/AEIOB BEPXHUX U
HIOKHUX KOHEYHOCTEeH. B 3aBHCHMOCTH OT MpOrpeccHUpoBaHHsl CUMITOMATHKH, BBIIECNSIOT 5
craaut MJI/I.

1 cragus — OeccumnroMHas (HokiIMHUYecKas). Ha 3Toi craguu auarHo3 MoXeT ObITh
3aI0JI03PEH B Cilydyae OINpeJelieHHs TOBBIIEHHON akTUBHOCTH KpeatuHpochokunaszpl (KOK) B
KPOBH, HEOOBSICHUMOM IOBBIIICHUN YPOBHS TpaHcamuHa3 (anaHuHamuHoTpanchepasa (AJIT),
acrapraramuHoTpancgepasa (ACT)) wim Hamuuus ciayvaeB 3a00JIeBaHHS B CEMEHHOM aHAMHE3e
Y YCTaHOBJIEH II0CJIE MPOBEAECHUS MOJIEKYJISIPHO-TEHETUYECKOTO UCCIIEI0OBAHUS.

2 cramgus (paHHsAS aMmOymaTopHas) — COXpPaHEHAa CIIOCOOHOCTh K CaMOCTOSTEIbHOMY
nepeaBrkeHuto. s 3TOM CTaguM XapaKTEpHBI CIEAYIOIUE CHUMIOTOMBI: HapacTaromas

MBIINICYHAasA CHaGOCTB, 6LICTpa5I YTOMJIACMOCTb, YaCTbhbIC MaACHUA, HCIIOJIB30BAHHUC IIpUCMa
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['oBepca npu noxbemMe U3 MOJOKEHUS CUIAS U JIeXkKA, U3MEHEHHE MOXOAKH 110 THILY «yTHHOIY,
XO0X/IEHUE Ha HOCKAaX, TICEBAOTHIEepTpodus MpI rojeHei. CiocoOHOCTh MOIbeMa 110 CTYIEHIM
COXpaHeHa.

3 cranus (mo3aHsAs amMOyJaTOpHas) — COXPaHSETCs CIOCOOHOCTh K CaMOCTOSATEIIEHOMY
NEepeABMKEHUIO, HO OTMEYaeTcs HapacTaHUE BCEX CHMITOMOB M3 2 cTaguM (HapacTaroT
TPYAHOCTHU TIPH XOJb0E, YTPAuMBaETCsl CIIOCOOHOCTh MOJHUMATHCS MO CTYNEHSM U MOABEMA C
mnoJja).

4 cranus (paHHsAs HeaMOylnaTopHas) — YTPAauMBAETCS CIOCOOHOCTb CAMOCTOSITENIBHO
nepeABUraThCs, A NepeiBUKEHUs TPeOYyIOTCS ClielUallbHble CPEJCTBA, PA3BUBAETCS CKOJIHMO3,
COXpaHsieTcs JBUTaTeIbHasi aKTUBHOCTD PYK.

5 craaus (1Mo3aHAs HeaMOynaTopHas) — OrpaHUuYeHbl (PYHKIUKU BEPXHUX KOHEUHOCTEH,

TPYAHO YACPIKUBATH IMOJIOKCHUC TCJId, HAPACTACT CCPACHHAA U AbIXATCIIbHAA HEAOCTATOYHOCTDH

[1,2,37].

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

COCTOSIHMH)

EOJ'IBH_II/IHCTBy MaJIbYUMKOB JHAr"Ho3 MHH YCTAHABJIMBACTCA TOJIBKO IPHU IOSABJICHUU

NEePBbIX MPU3HAKOB 00JIE3HU MOCIIE IepHoJja OTHOCUTEIBHOIO MOTOPHOTO Oarononyyus. B ator
nepuoa (10 2—3X JEeT >KU3HU) MPOUCXOJAUT MHTCHCHUBHOE €CTECTBEHHOE PA3BUTHE CKEIETHBIX
MBI, TpeodIaatolee HaJ TUCTPO(UIECKUMHU MPOLIECCAMU, B CBA3H C YEM CUMIITOMBI OOJIE3HU
OOBIYHO BBIPAKEHBI HE3HAUMUTENBbHO, MM HUX OOHapykeHue TpedyeT yriyOJIeHHOro u
TIIATENBHOrO Moucka. OAHAKO HpU TIIATEILHOM OCMOTpe M cOOpe aHaMHe3a 4acTO Ha 3TOH
cTaauu OOJIE3HM BBISBIIAETCS 3a/€p)KKa PEYeBOr0 W MOTOPHOro pa3BuTHs. PebeHok mo3xe
HAaYMHAET JEp’KaTh TOJIOBY, CaMOCTOATENBbHO cuiaeTbh W xoauth. [Ipm MJIJ] netu 3agactyro
HAuYMHAIOT XO/IUTh B Bo3pacTe 18 mecsies u crapiie. Taxke ciaydaiiHOM HaXx0KOW MOXET OBITh
6eccumnromuoe nossiienne KOK u tpancamunas. [lossimenne KOK (B pecsath u gaxe COTHH
pa3) HaOnrogaeTcs cpasy Mmocie poxkIeHUs MalbunKa U Ha aMOyJaTOPHBIX CTaausX 3ab0seBaHusl,
Y JIOJDKHO PacCMaTpyBaThCS BPadyoM KaK OJTHO3HAYHBIN MOBOJ 3anofo3puth MJIJI u mpoBectu
JabHEeHIINe UCCIeJOBaHus ISl TIOATBEPXKICHHUS WM UCKIIIOYEHHUS JaHHOTrO 3a00JeBaHus (CM.
paznen 2.3). [Hoseimenue AJIT u ACT (Tak ke 4acTo B JECATKH pa3) U JAKTaTAETHIPOTeHa3bI
(JIAI) (B HeckoabKo pa3) uMeroT mpu MJ1J] MbltiedHoe, a He MeYeHOYHOEe MPOUCXOKICHHUE.

Ha panneit amOynatopHoii ctamuu (0ObrdHO ¢ 3-5 jer) HaOIIOAArOTCs ClenyHOIIHe
KjIaccudeckue nmpusHaku MJ1J1: Hapactaromas MpleyHas ci1adocth (00JblIe B MPOKCUMAIBHBIX

oThenax pyk W HOT), CHIKCHHME TOJEPAaHTHOCTH K Harpy3kam, ObICTpas yTOMIIIEMOCTb,
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HEYKJIIOKECTh, YacThle MaJleHus, 3aTPYAHEHUs MpU noabeme mo jectHuue. [Ipu mogbeme u3
MOJIOKEHUS CUJS Ha MOy WJIM Ha KOPTOYKAaX MAIMEHT UCIONb3yeT mpueM [oBepca («moabem
JIECCHKOW» — YyIUpaeTrcs pyKamMu Ha COOCTBEHHBIE Oeipa, momorass cebe TOIHATHCS B
BEPTHUKAIBHOE MOJI0KEHHE), TOXOAKA CTAHOBUTCS NIEpEeBaIMBaIOLIEICS (TaKk Ha3bIBaeMast «yTHHAs
MOXO0/IKa»). XapaKTepHO XOXKIACHHE Ha MbICKaxX WJIM HOJYyIIedykax mnaiblieB HOTr. [Ipu ocmotpe
MOTYT OOHApYKMBAaThCSI TICEBIOTHUMEPTPO(US MBI TOJCHEH, «KPBUIOBUAHBIC» JIOMATKH,
TUIIEPJIOPAO03 TOSCHUYHOTO OTJeNa MO3BOHOYHUKA, CHUIKEHUE CYXOKWIBHBIX pEeQIIEeKCOB U
ToHyca MbIm. Ha 3toit ctaguu (B 3—5 net) yxe B 5% ciydaeB MOKHO OOHAPYX HUTh OpaKeHUE
CepJICYHON MBILIIBI (KapAMOMHUOINATHA) B BUJE CUCTOJIMYECKON MHOKApAMAIBLHOU TUCHYHKIIUU
(cHmkeHue Gppakuuu BEIOpOCa JIEBOTO XKeTyouka MeHee 55% B uccienoBaHuu 1o TelXrombiry)
[12]. Ilpu »>TOM pasmep JE€BOro IKeilylodyka Kak TMpaBwio He ysenudeH. [lpu
anextpokapanorpadun (OKI') BeIABISETCS TaXUKAp/IKs B THEBHOE U HOYHOE BPEMsT; YKOPOUCHUE
uHTepBana PQ, mpu3HaKy MOBBIIIEHUS SJIEKTPUUECKON aKTUBHOCTHU MPABOTO KEIyAouKa (3y0err
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
CYIIECTBEHHO 3aTPYAHSETCS, YBEIUYMBACTCS THUIEPJIOPJ03 I03BOHOYHUKA, (POPMUPYIOTCS
KOHTPaKTYyphl (OJHHUMH W3 TIEPBBIX MOSBIISIOTCS KOHTPAKTYPHl TOJIEHOCTOIHBIX CYCTaBOB). B
Bo3pacTe 6—9 et xapauoMuONAaTHs BIABISETCS yke B 18% ciryuaeB B BHJE CHUCTOIMYECKON
MHUOKapaAnanbHOH auchyHkuuu. CoriacHO peKOMEeHAALUsM, HeoO0XoauMa €XErofHas OLEHKa
COCTOSIHUS CepAlla; Ha3HaueHue HHruoutopos AIID.

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

PanHsis  HeamOynaTopHas  CTagusl  XapakTepusyeTrcs  yTpaToil  crnocoOHOCTH
CaMOCTOSITENILHO MEePEIBUTATHCS, PEOCHOK BBIHYKJIEH MOJIb30BATHCS KPECIOM-KaTaJIKOM, KOTOPOii
MOJXET VIPaBIATh CaMOCTOSTEIPHO TIOKa COXpaHEHa JBHTAaTelbHAas AaKTHBHOCTH pPYK.
[IporpeccupoBanue 60s1e3HU MPUBOIUT K (HOPMUPOBAHHIO CTUOATETHHBIX KOHTPAKTYP KOJIEHHBIX,
Ta300€pEHHBIX M JIOKTEBBIX CycTaBOB. POpMHpYeTCsi BBIpaXEHHBIM S-00pa3HbI CKOJINO3.
HaunHatoT pa3BuBaThCs cepliedHas M JeroyHas HeAocTaTouHocTh. B Bo3zpacre 10-13 et u3z-3a
CHI)KEHMsST (U3MYECKOM Harpy3ku (B TEpBYIO oOuepelb M3-3a YTpaTbl CIOCOOHOCTH K
CaMOCTOSITEIbHOW  XOAp0€)  CHWXKaeTcs  (u3uosorMyeckass Harpy3ka Ha  MHOKap/I.
Kapnuomuonatuss B BHJE CHUCTONIMYECKONM MHMOKapIuadbHOW AMCOYHKIMKM Ha 3TOH cTaauu

6ose3nu BoisiBIIsieTcst B 18% ciyuaes [28, 83-93].
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Ha mno3ngneit HeamOymatopHO# cramuu (GYHKIHUS BEPXHUX KOHEYHOCTEH IOCTENEHHO
yrpaunBaercs [3,6,7]. Eme Oonbiiie HapacTaroT cep/iedHas U JISTOYHas HeIOCTATOYHOCTH.

®ubpo3 cepala NPUBOAUT K Pa3BUTUIO JWIATALMOHHON KapIAMOMHOIIATUH, HAPYLIEHUIO
pUTMa U MPOBOAMMOCTH MHUOKapia. Yacrora BBISBICHHA KapAMOMHUONATUN YBEIMYHUBAETCA 10
38% B Bo3pacte 14 net, 1o 57% B 15 ner, a y nun crapuie 18 et yxxe Oosnblie, yem B 61% cirydaes
[8,9].

Cepnednasi maToJIOrUs MOXKET JOJITO MPOTEKaTh CyOKIMHUYECKH (0€3 SIBHBIX CUMIITOMOB
CepAeYHON HEeI0CTaTOYHOCTH) OCKOJIbKY IPU3HAKN XPOHUYECKOH ceplledHO HeJ0CTaTOUHOCTH
ITA cTaguu 3aMeTHBI TOJBKO MpU (PU3HUECKOM HArpy3Ke, HO Ha HeaMOyJIaTOPHOU CTaauu 00JIbHON
HE MOXXET ce0e MO3BOJINTh (PU3UUECKYIO HAarpy3Ky, HEOOXOAUMYIO Ui MIPOSIBICHUS CEPACYHON
HepocTaTouHocTu. 1o Mepe nporpeccupoBanusi 00JIE3HH Yy MallMEHTa MOSIBISIETCS BbIpAYKEHHAsS
TaXUKapaus, Aajiee MOT'yT IPUCOEAUHATHCS OTEKHU, AUCITHOD (BPEeMs MOSIBIIEHUS] KOTOPOT'O 3aBUCHUT
OT COCTOSIHMSI JbIXaTelbHbIX Mbll). Ilpu kputnueckoMm cHuxeHuu ¢paxuuu BeiOpoca (DB
<35%), a Taxxke Ha poHe Gudpo3a JIEBOTO KEITyI0UKa PA3BUBACTCS aHACAPKA, ACITUT, BRIPAKCHHAS
ciabocTh u Taxukapaus [28, 83-93]. B atux ciydasx Ha Jr000M 3Tare MOTYT IPUCOCIHHSITHCS
HAPYILICHUS CEPICYHOr0 PUTMA Pa3IMUHOro Xapakrepa [28].

[TopaxeHue nerkux NPUBOAUT K XPOHUYECKUM PECIUPATOPHBIM HHQEKIUSAM Y BCeX
nanueHToB. C motepeit amOynatopHOCTH ku3HeHHas eMkocTh Jjerkux (OKEJI) HeykioHHO
ymeHblnaercss Ha 8—12% B roa. Y OosbIIMHCTBA OOJBHBIX OOHAPYKUBAETCS OOCTPYKTHBHOE
arHood cHa [ 14].

HccnenoBanust MNOKa3bIBAlOT 3HAYMTEIBHO 00Jiee BBICOKYIO PpacHpOCTPaHEHHOCTb
KOTHUTUBHBIX HAPYIICHHWI U MOBEICHYECKUX paccTpodcTB cpeau mn ¢ M/IJI o cpaBHeHuIO ¢
oOureit monynsueil. B paborax HeoTHOKpaTHO COOOIAIOCH O MOBBIIMIEHHBIX YPOBHSIX CUHApPOMA
nepuuura BHUMaHUA ¢ runepakTuBHocThio (C/JIBIT mmm rpynma «F90 ['unmepkunernyeckue
pacctpoiictBa» o Bepcun MKB-10 anantupoBannoii B Poccuiickoit denepannn), paccTpoiicTB
aytuctuueckoro crnektpa (PAC umu rpynna «F84 OOmime paccTpoiicTBa MCHXOJIOTHYECKOTO
pa3zsutus» mno Bepcun MKDB-10 amantupoBanHoit B Poccuiickoit denepaunun), paccTpoucTB
oOyuenus (rpynmna «F81 Creruduueckue paccTpoiicTBa pa3BUTHs y4eOHBIX HABBIKOBY 10 BEPCUU
MKB-10 anantupoBannoii B Poccuiickoit denepannn), UHTEIUIEKTYalIbHBIX HapyIIeHUH (rpymnmna
«F70-F79 VYwmcrtBeHHas ortcranmocts» no Bepcun MKDB-10 agantupoBanHOi B Poccuiickoi
®enepanun), o0cecCUBHO-KOMITYJIbcUBHOTO pacctpoiictBa (OKP), TpeBOXKHBIX paccTpoicTB U
noBeJieHUecKuX pacctpoiictB (rpymma «F91 PacctpoiictBa nmosenenus» no Bepcun MKB-10
ajantupoBanHoi B Poccuiickoii deneparun), y manuentos ¢ MJ1/1 [168, 169]. [lonoaHuTtenbHO,

PETYISPHBINA MPUEM KOPTUKOCTEPOUI0B cucTeMHoro AciicTBusa (ATX: H02) MoxkeT mpuBOIUTH K
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W3MEHEHHUIO TICMXMYECKOr0 COCTOSIHMS y manueHToB ¢ MJIJ] u pa3BUTHIO pa3iIuyHBIX
IICUXUYECKUX PACCTPOMCTB: OT HAPYIICHUH HACTPOEHUS U MOBBIIIEHHON Pa3ApaKUTEIbHOCTH 10
NICUXOTHYECKHUX paccTpoiicTB [171, 172]. Bcé BhlenepeuncieHHoe TpeOyeT JONOIHUTEIBHOTO
BHMMaHUs K naruenTam ¢ M1l co cTopoHbI Bpadel-ncuxuaTpoB (Bpauei-TICUXHUATPOB JETCKUX ).

B cBs13u ¢ perynsipHbIM IPUEMOM KOPTUKOCTEPOMUJIOB CUCTEMHOIO JEUCTBUS Y MHOTHX
NAIMEHTOB Pa3BUBAIOTCSI TaKHE HE)KEIATEIbHBIE SBJICHUS KaK HApYyLIEHUS POCTa U I10JIOBOTO
CO3PEBAHMs, HAJIOYEYHHUKOBAsI HEJOCTATOYHOCTb, HAPYUIEHHE TOJIEPAHTHOCTU K IJIIOKO3€ U
caxapHplii Juaber 2-ro TuUIA, apTepuaibHas TUIEPTEH3Us, YCUJIEHHE OCTEOIopo3a,
dbopMupoBaHue KaTapakThl. Bee nepedricieHHble HApyLIeHUs TPEOYIOT 0053aTeIbHON KOPPEKIIUU
¥ HaOMIOJIEHHST Y TPO(QUIIBHBIX CIIEIUAINCTOB.

Octeonopo3 BcTpevaercs y Bcex aereid ¢ MJI/] u BeisiBiIseTcs TOr1a, KOTAa MaJIbYUKH €111
CIIOCOOHBI K CAMOCTOSTETbHOMY INepeaBkeHn0. C BO3pacToM IUIOTHOCTh KOCTEH MPOAOIKAET
yMmeHbInatecs. llepenoMbl TpyOuaThIX KOCTEH, CBS3aHHBIE C OCTEONOPO30M U YaCThIMU
NaJCHUSIMH, BCTPEYAIOTCS 4acTo, MpUOIn3UTEnbHO y 21-44% nauuenTos [19,20].

VY GompHbix ¢ MJI/] yacTo OBIBAIOT OCIOKHEHHS CO CTOPOHBI KEIyT0YHO-KHIIEYHOTO
TpakTa U MpoOJeMbl C MUTAHHWEM, KOTOpPhIE MPUBOAAT K AUCOANAHCYy MUTATENbHBIX BEIIECTB U
KHUJIKOCTH, TOTepe WM HaoOOpoT, Habopy Maccel Tena. B mo3gHel craguu 3aboseBaHus
HOSIBJISIFOTCS 1Uc(arus U KOHTPaKTypa HUKHEH YeTIOCTH.

B OonpmmHCTBE citydaeB cMmepTh mnamueHToB ¢ MJIJ] HacTymaer oOT cepiaeyHOl
JBIXaTEJIBHON HEAOCTATOYHOCTHU B KOHIIE BTOPOT'O — CEPEINHE TPETHETO JECATHIIETUS )KU3HU. TeM
HE MEHee, CBOEBPEMEHHOE Ha3HAYEHHUE CTaHIapTHOM Tepanii — KOPTUKOCTEPOUIOB CUCTEMHOIO
JEUCTBUSI, KOPPEKIMS W KOHTPOJIb YPOBHS BUTamuHa D, dusmyeckas Tepanus U peryispHas
¢uznueckass akKTUBHOCTh M NPOBEJICHHE pPEeaOMIMTAIIMOHHBIX MEPOIPUITHI, CBOEBPEMEHHBIN
KOHTPOJb paboThl CEpAEYHO-COCYIMCTOM M JbIXaTEJbHOW CHUCTEM, BKYyNE C TOSBICHHUEM
MAaTOT€HETUYECKMX METOJOB TEpalmud TMO3BOJISIIOT CErOJHS 3HAYUTEIBHO  YBEIUYUTh
MPOIOJDKUTEILHOCT U KaueCTBO *u3Hu marmentos ¢ MJIJT [178-180].

MJIb sBnsercs Oosee moOpokadecTBeHHOU (opmoit Oonesnu. JleOroT HabmomaeTcs
3HAUUTENBHO MO3XKe, B Bo3pacte 10-20 ner. 3a0oneBaHue Mporpeccupyer MeAIeHHO U PEAKO
npuBoIUT K mHBamuau3zanuu a0 40 ner. Maremnekt npu MJIb o6bruno coxpaunen. [Ipu MJIb
XapaKTepHO TMOpaXeHWe MHOKapJa U pa3BUTHE TUIEPTPoPUUECKON WM IUiIaTalliOHHON
kapauomuonaTuu (10 50% ciaydaes) [29].

[TpubnusutensHo B 8% mpossrenuss MJIJI MoxxeT HaOMOAaThCS Yy TETEPO3UTOTHBIX
KEHIMH-HOCUTEIEH Je(EKTHOTO TeHa. DTO MOXKET POUCXOIUTH B PE3Y/IbTaTe TAKMX HAPYILICHHUH

KaK JIaHoHW3amusl (MHAKTUBAIKAS) XpOMOCOMBI X, TTOJIHOW WJIM MO3aWdHON (opMax CHHApOMA
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[lIepemenckoro-Tepuepa. Knunuyeckue mnposBICHUS OOBIYHO JACOIOTHUPYIOT B TEPHOI
TOPMOHAJIBHBIX TIEPECTPOEK, TAKUX Kak OEpEeMEHHOCTb, HA4YaJ0 MEHCTpyalul, KIMMAakKc.
3abosneBaHue y *KEHIUH 00BIYHO (HO HE BCET/ja) MPOTEKAET B 3HAUYUTENILHO O0Jiee MATKON popme,
yeM y MyxuuH. [loMMMO MbIIeyHOM Cl1ab0CTH, TOCTaTOYHO YacTO MOTYT HaOJI0AaThCs
HApYIICHUS CO CTOPOHBI CEPACYHO-COCYIUCTON CHUCTEMBI, TaKHUE KaK HapYyLICHHS CEpACUHOTO
pUTMa, pa3BUTUE AUIATALIMOHHON KapauomuonaTtuu [30].

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

npescranieH B [Ipuioxennn A3.2.

2. InarnocTuka 3a00/1eBaHUS WM COCTOSIHUA (TPyNbI 32001eBaHUI
WIH COCTOSTHMI), MEIUIIMHCKHE MOKA3AHUS U NIPOTUBONOKA3AHUA K

NMPUMEHEHNI0 METOA0B THUATHOCTHKH
Obpawaem gHumanue, 4mo, CO2NACHO MPebOBAHUAM K pA3PAOOMKeE KIUHUYECKUX PeKOMEHOayuli,
K KAdiCOOMYy me3Ucy-peKomMeHoayuu HeobXooumMo YKa3vleamv CUNLY PEKOMEeHOayuti U
odokazamenvHylo 06azy 8 COOmEemcmeuu CcO WKAIAMU OYEeHKU YPOBHA O00CMOBEPHOCTNU
ooxazamenvcms (V/]) u yposus yoeoumenvnocmu pexomenoayuti (YYP). Jlna mnoeux mesucos
YVP u V]I 6yoem Huskum no npuyune OMCYMCMEUS NOCBAUWEHHBIX UM KIUHULECKUX
uccnedosanuil 8vlcoko2o ouzauna. Hessupas ma smo, onu aenAOmMcsa  HeoOXOOUMbIMU
nemeHmamu 06¢c1e008anus nayueHma 0Jisl YCMaHo81eHUs OUa2H03a U 8b100pa MAKMUKU Ne4eHUs.
Huaenoz MI/I/MJ]E ycmanagnusaemcs Ha 0CHOBAHUU COBOKYNHOCMU OAHHbBIX!
*  AHAMHeCMmUYecKux,
*  KIUHUYECKUX,
s pe3yibmamos J1abopamopHO2O UCCIe008AHUSL  (OUOXUMUYUECKO20 U  MONEK)IAPHO-
2eHemu4ecKo20 anatu3a).
K 6onpocam ougppepenyuanvroii ouacnocmuku ciedyem nooxooums 0c000 GHUMAMENLHO (CM.
Ipunooicenue A3.2).
Kputepun ycraHoBJIeHUsI IMATHO32 U COCTOSIHUSI.
JlmarHo3 ycTaHaBIMBaeTCs Ha OCHOBAHWU PE3YJIbTATOB  MOJEKYISPHO-TEHETHYECKOTO
oOciieoBaHus, B ClTydae BBISBJICHHS IMaTOTCHHBIX (BEpOSTHO-IIATOTCHHBIX) BApUAHTOB B TEHE

DMD.

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

* OeccuMNTOMHOE NOBBIIEHNE akTUBHOCTU TpaHcamuHas (AJIT, ACT) u KOK, JIAT B
CBIBOPOTKE KPOBH;

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

*  IICEBJIOTUIEPTPOQHIO MBI FOJICHH;

*  IOBBILIEHHYIO YTOMJISIEMOCTDH (CHM)KEHHUE BBIHOCIMBOCTH);

*  YacTbl€ MaJICHUS WIH HEYKIII0)KECTB;

* U3MEHEHHUE NaTTepHa MOXO/KH;

*  TPYIHOCTH IPH MOABEME 110 JIECTHHUIIE;

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

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

*  xoab0y Ha Majiblax;

*  CHIKEHHE MBIIIEYHOTO 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 OOy4YE€HUEM 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:

*  [IOJ NMalnMeHTa — MYXKCKOM;

* ycTaHOBJIeHHBIN AuarHo3 «lIporpeccupytromias MUOIUCTPODUST» Y POJACTBEHHUKOB
MY>KCKOTO T0JIa 10 MAaTEPUHCKON JIMHUH WJIM HEYTOUHEHHOE HEPBHO-MBIILIEYHOE
3a00JIEBaHUE;

*  YCTaHOBJICHHBIN ()aKT HATMYHUS B CEMbE KEHITUH-HOCUTEIHHUI] TATOTEHHOTO BapHUaHTa 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 ONUCaHbI B pazjene «KinuHuueckas kapTHHA 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 (ompeencHue
JUHAMHYECKON CHIIBI OJJHOW MBIIIIBI) C OLIEHKOW aKTUBHOTO MOJbeMa TOJIOBBI peOeHKa U3
MOJIOKEHUS JieKa Ha CIIMHE, CaMOCTOSATeNbHOro (0e3 MOCTOpPOHHEH MOMOINM) TMOIbeMa
pebeHKa B BEpTUKAIBHOE TTOJIOKEHUE U3 TIOJIOKESHHS JIeKa Ha CIIMHE, U3 TTOJIOKEHUS CUJIT 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 OIEHKON OCaHKH, 00beMa aKTHUBHBIX U MACCHUBHBIX
newkennit (Onpenenenue oObeMa TMACCUBHOTO JBUKEHHUS OJHOTO CyCTaBa B OJIHOU
mockocTd. OmpeneneHne oO0bemMa aKTHBHOTO JBWDKEHHS OJHOTO CycTaBa B OJIHOM
IJIOCKOCTH), MaHYyallbHBIM HCCIEIOBAaHWEM MBI (TANbIIallks MBIIII): TOSCHUYHBIN
TUNIEPIIOP/I03, TYTOMOJABUKHOCTh WM KOHTPAKTYpPbl T'OJIEHOCTOMHBIX CYCTaBOB, CKOJIMO3,
«KPBUTOBUIHBICY JIOMIATKH, AePopMalius rpyIHON KIETKH, YIUIOMICHUE U 1eopMaIius CToI;
OIICHKAa HEPBHO-TICUXMYECKOTO pa3BUTHA PEOCHKA, €ro COOTBETCTBHUS BO3PACTy IyTEeM
OCMOTpa, ompoca: CcuHApoM nedunurta BHUMaHUS u runepaktuBHocTu (CJBI),
ayTUCTUYECKHE MIPOSIBJICHMUS, 00CeCCUBHO-KOMITYJIbCUBHBIE paccTpoiicTBa,
HEMpPOrPECCUpPYIOUINEe  OTKJIOHEHHWS B  KOTHUTHUBHBIX  (yHKUMAX  (HapylleHHe
KPaTKOBPEMEHHOM CJIOBECHOM MaMSTH, JUCICKCHUS, CTICITU(HUIESCKIE PACCTPOUCTBA O0yUEHNS;
HAJTMYME SMOIIMOHAIBHBIX PACCTPONCTB: ACTIPECCHSI, TPEBOKHOCTD, a)(DeKTUBHOCTH );
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* HCCJENOBaHUE CEpPACUHO-COCYIUCTOW CHUCTEMBbl (M3MEpEHHE apTepUaNbHOIO JAaBJICHUS Ha
nepuepuyecKix apTepusix, MU3MEPEHHE YacTOThl CEpALICOMEHHs): YBEIMYEHUE YacTOTHI
CepACYHBIX COKpAIICHUH, TOBBIIICHNE apTEPHUATLHOTO JABIICHHUS;

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

[Togpo6Ho nanHbIEe (GU3MKATBHOTO OOCIEAOBAaHUS ONMUCAaHbI B pasnene «KnnHudeckas KapTHHA

3200JIeBaHUS UM COCTOSIHUS (TPYIIITBI 3a00JICBAHHI UITH COCTOSTHHM )».

2.3 JIaGopaTopHbIe TMATHOCTHYECKHE HCCIe10BAHUS

Pannss ouaenocmuxa M u MIB — 3an0e npasuibHoco 6edeHUs NAYUEHMOS,
CB0€B8PEMEHHO20 UCNOIb308AHUS OOCIYNHBIX CXeM Mepanuu U peaouiumayuu s PO UIAKMUKU

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

e PexoMeHnayercsi omnpenelieHHEe AaKTUBHOCTH KPEaTHMHKUHA3bl B KPOBH BCEM HAallMeHTaM C
KIIMHAYECKUMHU CHMITOMaMH, XapakTepHbiMu a1 MJIJI/M/Ib, ¢ nenpto paHHeH IUarHOCTHKH
6onesnu [2, 181, 183].

YpoBenb yoenureabHocTH pekomenaanuii — C (YpoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 5)
Kommenrapuii: nogviuenue yposns KOK — obnueammwiii, pannuii OOKIUHUYECKUL NPUSHAK.
Xapaxmepuwvim ona M/ saensemcs nosviwernue KOK 6 10-100 pas. B noauknunuyeckux yciogusx
001U2AMHO NPOBOOUMb OnpedeleHue AKMUSHOCMU KPeamunKUHA3bl 8 Kpo8Uu 6cem O0emsm Ha
npueme  8pava-neouampd,  6pava-He8pono2d,  6pava  NCUXUampa — 0emckoz20,  8pava-
ungbexyuonucma,  8pava-mpasmMamono2a-opmoneod, 8paya-eacmposanmeponoca, 6paia
0emcKo20-kapouonoea  npu  MAaKux — CUMNMOMAx KAk  3A0epiicKd — MOMOPHOZO,
Peuesoco/ncuxopeuego2o pazeumus Ul HapyweHus oowe2o pazeumus (UHMeNLIeKmyalbHble
nHapywenus, PAC) pazeumus, ycmanocms, HeyKIIOM#CeCmyb, NIOCKOCMOnue, yacmole NA0eHus,
cnopaouyeckas xo0bba Ha YbINOYKAX, OUdeHO3ax Oemckull yepebpanvuviti napaiuy (A1),
nepuHamanvHoe nopadicenue yeunmpanvhou nepsnou cucmemvl (I [JHC), PAC, nosviwennvie
yposuu AJIT, ACT, JIAT, cenamum OeccumnmomHwlli HESICHOU dMUOI02UU, HAPYULeHUsT (DYHKYUL
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 Hanuyue y OIUBKUX POOCMBEHHUKOE HEYMOUHEHHO20 HEUpPOMbIUEUHO20
3abonesanus. Ilpu eocnumanuzayuu 6 Hegposocudeckoe omoeneHue 00aUSAmHO Mecmuposamy
K®OK, AJIT, ACT, JIAT, L@ (onpedenenue akmusHocmu KpeamuHKUHA3bl 8 KPOSU, OnpedeieHue

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

KpO8U, onpeodeieHue aKkmusHOCmu weio4Hotl hocghpamaszvl 6 Kposu).

* PexoMeHayeTrcsi mpoBeNeHHE MOJEKYJIAPHO-TEHETHUECKOTO uccienoBanuss B reHe DMD
(MonekynspHO-TeHETHYECKOE MCCaeA0BaHue Aeenuii B rene nucrpoduna npu MIJI/MJIb npu
MAJ/M/Ib (muoauctpodus Hromena-bekkepa) B kpoBu; OnpeneneHue CTpyKTypHBIX BApHAHTOB
reHOB B oOpasime  OMOJIOTMYECKOro  Marepuana  JpyroM  HId  HEYTOYHEHHOM,
HEKJIaCCU(UIMPOBAHHBIE B JIPYIHX PyOpHKaX, METOJOM MHOXXECTBEHHOHN JIMIa3HO-3aBHUCUMOI
amruinukanuu 30H10B; OnpeseneHne BapuaHTOB T€HOB B 00pa3ie OMOJIOrMYecKOoro MaTepuania
IPYroM WM HEYTOYHCHHOM, HEKJIacCCH(PUIIMPOBAHHBIE B JAPYrUX pPYOpUKax, METOJIOM
BBICOKOITPOU3BOUTEIHHOTO CEKBEHHUPOBAHMSI/TAPTE€THOTO BBICOKOTIPOU3BOAUTEIILHOTO
CEKBECHMPOBAHHs) BCEM MMALUEHTaM C CAMIITOMAaMH XapakTepHbivu it MJIJI/M/IB wiu namueHTam
6e3 cuMNTOMOB, HO ¢ TIoBbIIIEHHBIM ypoBHEM KDK (6omee 2000 En/n), ¢ 1enbio moaATBEpKACHUS
JIMarHo3a U MPOBECHHS MEINKO-TEHETUYCCKOTO KOHCYIbTHPOBaHus ceMmbH [1-4, 42, 43].

YpoBenb yoenuresnbHocTH pekomennanuii — 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 a6nsemcss  8bICOKONPOU3BOOUMENILHOE CEeK8eHUPOsanue (mapeemHuoe Uuiu
noanoskzomuoe). Ilpeonoscennviii ancopumm sviasisiem 98% eapuanmos 6 cene DMD. B cayuae
8blABIEHUS OOHOHYKIeOMUOHBIX 8apuUaHmMos  Memooom 8bICOKONPOU3800UMENLHO20
CEeKBEeHUPOBAHUS, NPU HATUYUU NOKA3AHUL, ONpeoessieMblX 8PaA4OM-2eHemMUKOM, MOodcem Oblmb

HAa3Ha4veHa eaﬂudauuﬂ pesyibmanios Memooom CEeKBEHUpOBAaHUsl no C€H2€py.

* PexomeHnayercsi manyeHTaM ¢ CUMIITOMaMu, Xapakrepabivu Juist M/IJI/M/Ib unun nauuentam 6e3
CUMITOMOB, HO ¢ TOBBIIIEHHBIM ypoBHEM KDK (60nee 2000 Exn/m) 6Guoncust MBIIIIBI U TATOIOTO-
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 pekoMenaanuii — C (YpoBeHb I0CTOBEPHOCTH T0KA3aTEJbCTB — 5)
KommeHTapuii: 6 6onvuuncmae ciyuaes ceHemuueckux Memo0oo8 ucciedo8anus 00CmamoyHo Ojist

noomeepaicoenuss ouaznosa. Heooxooumo nomnums, umo cenemuyeckoe 0ociedo8anue no360sem
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noomeepoums, HO He HNO0360Jsiem UCKIIOYUmMs Haauuyue 3abonesanus. B cnyuasx, koeoa
2eHemuyeckoe oociedosanue He nosgosem noomseepoums M//I/MJIB (nanpumep, npu 8visignenuu
8APUAHMOB HESCHOU KIUHUYECKOL 3HAYUMOCTMU, KOMOopble He Mo2ym Oblmb NPOKIACCUPUYUPOBAHbL
HA MOMeHmM 00CN1e0068aHUs), NPU COOMBEMCMBYIOWel KIUHUYEeCKOU KapmuHe U ¢ y4emom moeo,
umo opyeue HepeHO-MbluleyHble 3a001e8aHUs ObLIU UCKIIOYEHbL, BO3MOICHO NPoBedeHUe ODUONCUU
MBIUUYDBL U NAMOLO20AHAMOMULECKOe UCCIe008aHUe OUONCULIHO20 (ONepayuoHH020) mMamepuand
MbIULEYHOU MKAHU ¢ NPUMEHEeHUEeM UMMYHOSUCHOXUMUYECKUX MEeMOO08 C NOCIe0VIOWUM AHATUZOM

Haauuus beaka oucmpogpuna.

Pexomenayetcsi BceM ManueHTam ¢ KiimHu4Yeckumu npusnakamu MJ1JI/M/JIb npoBenenne anaimsa
KpOBH OHOXMMHYECKOTO OOIIETepaneBTUYeCKOro (MCCiIeoBaHue YpOBHS o0mero Oenka,
KpeaTMHHHA, MOYEBHMHBI B KPOBH, OINpEIEICHHE aKTUBHOCTH allaHWHAMUHOTpaHc(epassbl,
acmapraTaMHHOTpaHc(epasbl, TaMMa-TIoTaMuiITpaHcdepasbl B KPOBU) C IIENBIO  OLIGHKH
COCTOSIHMSI TE€4YeHHM U moyek. Tak ke, mpu HEoOXOJUMOCTH, PEKOMEHAYETCSl IPOBOJUTH
WCCIIC/IOBAaHUE YPOBHS TIIIOKO3bI, OMIMPYOMHA CBSI3aHHOTO (KOHBIOTHPOBAHHOTO), OMIMpYyOMHA
CcBOOOHOTrO (HEKOHBIOTHUPOBAHHOIO) B KPOBH, OOILEro KalbllMs, MOHMU3UPOBAHHOTO KaJbIIMS,
Heoprauudeckoro Gocdopa B KPOBH C LETBIO OLCHKH KalbIlueBO-(hochopHoro oomena. [118-121,
130, 204].

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

Pexomenayercsi BceM TMalnMeHTaM ¢ KIWHUYeCKUMH TpuzHakamu MJJI/MIIb  oOumit
(KITMHUYECKUI ) aHAJIM3 MOYH C IIEJTBI0 OLIEHKH COCTOSHHSI MOYEBBIBOISIIMX MyTei U mouek [75].

YpoBenb yoenuteabnocTn pekomenaanuii — C (YpoBeHb 10CTOBEPHOCTH 10Ka3aTeJILCTB — 4)

2.4 UncTpyMEHTAJbHBIE JUATHOCTHYECKHE MCCIe0BAHMS

Hepe'-tquleHHble KIUHUKO-UHCMPYMEHMAIbHbLE Memoobl UCCIe008AHUS HEOOX0OUMbL OJisl

nepeuuHou u ougpepenyuanrbHol OuazHoCmuKy 601e3HuU.

PexoMenayercsi TIPOBOAUTH HCCJIEAOBAHHE CIPOBOIMUPOBAHHBIX JIBIXaTEIBHBIX OOBEMOB,
HECIIPOBOIIMPOBAHHBIX JIBIXATEIBHBIX 00HEMOB M MOTOKOB narmentam ¢ MJIJI/M/Ib, npu Hanmmunmn
MOKa3aHWW, C T1eNbl0 CBOEBPEMEHHON JMAarHOCTUKU HapyIIeHWH (QYHKIUHA JbIXaHUS.
[10-14,40,44,45].

Yposenb yoenureabHocTH pekomenaanuii — C (YpoBeHb I0CTOBEPHOCTH A0KA3aTeIbCTB — 4)
KommenTapuu: oyenxa @yukyuu 6uewineco ObIXaHUsi NPOBOOUMCS MEMOOOM CRUPOMEmpul

(MCCJZQ()O@GHM@ CnpoeoyuUpoOBaHHbIX ObIXAMENbHBIX 061)6]1/106, HecnposoyupoBaHHblX ObIXAMENbHbIX
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00beM08 U NOMOK08), edHcec00HO (Ul Npu HeoOXO0OUMOCMU 08axNCObl 8 200) ¢ 5 nem npu

BO3MOINCHOCMU I’lpO@@()eHMfl.

* PexomeHnayeTrcsi IpoBe/IcHHE MarHUTHO-PE30HAHCHOM ToMorpaduu MbiiedHoi cuctembl (MPT
1eneBbIX M) manueaTam ¢ M/[JI/MJIb ¢ 11e1b10 O1IeHKH CTENeHU MOPAKSHUS MBIIIICYHON TKaH!
MpY MOCTAHOBKE JIMArHO3a M B JMHAMUKE 10 MokazaHusaMm [38, 46].

YpoBenb yoenuTeabHOCTH pekoMeHaanuii — C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTeIbCTB — 4)
KommenTapuii: nposooumcs no noxazanusm (¢ yenvio oug@eperyuaivrot OuacHoCmuKl, Kax
OONONHUMENbHBILL Memo0 NOOMEEPHCOeHUss OUASHO3A 6 COMHUMENbHLIX CAYYaAsaX U aHaIu3d
pazeumusi 3ab0nesanust 8 OuHamuxe). JJanHolii Memoo 006Cied08anus A611emcs OONOIHUMETbHBIM.
MPT  wmviuwy  (MGGHUMHO-PE30OHAHCHAS  MOMOSPADUA  MbIUEYHOU — CUCmeMbl)  NO0360Ji1em
BU3VATUUPOBAML CMeneHb oucmpoduu u  Guopoza mvlueunoti mranu. Buzyanusupyemcs
XapaxkmepHulli nammepH NOpaxMceHus mvluy 06eopa (MAKCUMAlbHOe NOpadCeHue NPUsoOaUUxX
mblwy 6eopa npu COXPAHHOCMU MOHKOU U NOPMHAJNCHOU Mbuldy) U 207eHu (dcuposas
unurbmpayus 6 Kamoaio8UOHbIX U MAL00EPYOBbIX MbIUYAX U OMHOCUMENbHASL COXPAHHOCb

bonvbutebepyosoil moiiuysl) [94].

e PexoMenayeTcsi mpoBeieHNE peHTreHOrpaduu TPYIHOTO U MOSICHUYHOTO OT/AeNa TO3BOHOYHHKA
(unu KoMIbIOTEpHAst TOMOTpadus TO3BOHOYHHKA (OMH OT/eN)) B O0KOBOI MPOEKIIUU MallieHTaM
¢ MIAIA/MJIb co ckommo3oM, xkadob0amMu Ha OOJIb B TIOSCHHIIE, a TAaKKe BCEM IallMCHTaM,
MOTEPSBITUM CIIOCOOHOCTh XOJIUTh, C IIEIBIO0 OIEHKH CTEIEHU PAa3BUTHS CKOJNO03a, BBISBICHUS
MepeoMOB MO3BOHOYHUKA, a TAKXKE C LEbI0 OMpeIeJIeHIs] HEOOXOAUMOCTH JICUEHHUsI 0CTE0OpPO3a
oucdochonaramu; ornpeneraeHus: HEOOXOAMMOCTH, BO3MOXKHOCTH U 00bEeMa XHUPYPrHuecKoro
BMemarenbeTBa [31, 126-128, 157].

YpoBenb yoenuTeabHOCTH pekoMeHaanuii — C (YypoBeHb J0CTOBEPHOCTH JI0KA3aTeJIbLCTB — D)
KommenTapuu: peumeenocpagus epyoHoeo u NOACHUYHO20 OmOeNa NO380HOYHUKA 6 DOKO0BOU
npoeKyuu npoeooumcs Kaxicovle 1-2 200a y nayueHmos, APUHUMAIOWUX KOPMUKOCMEPOUObl
cucmemHo20 Oeticmeus, u Kasxcovle 2-3 200a y nayueHmos, He NPUHUMAIOWUX KOPMUKOCMePOUObl
cucmemmnoco oeticmsusi [1], a makace nposooumcs 08axcobl 8 200 NAYUEHMAM, NOMEPABUIUM

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

* Pexomenayercss peHTI€HOJCHCUTOMETPHUS TMOSCHHYHOTO OTJEla IMO3BOHOYHHKA TMAIMEHTaM C
MIJI/MJIb B 60KOBO# MPOEKIIUU C IEJIbIO BBISBIECHUS OCTEONOPO3a, a TAKXKE MPHU TMOJATOTOBKE K
Tepanuu ouchochoHaTaMU HIIM OPTONIEANIECCKOMY XHUPYpPrudecKkoMy BmMemaTenbeTBy [31, 53, 101,

126, 127, 128, 157].
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YpoBeHb yoeauTeIbHOCTH peKoMeHaauuii — B (YpoBeHb 10CTOBEPHOCTH A0KA3aTeIbCTB — 2)
KommeHTapuu: nposodumcs pecynapHo OemsM, HAYUHASL CO GMOPOU CMAOuu (PaHHss
ambyramopHas) npoepeccuposanus saboneeanus. [na nayuenmos c¢ MII/MIB xapaxmepua
8bICOKASL HACMOMA OCMeONneHUU U NePeloMO8 NO360HKO8 U ONUHHBIX mpybuamsix kocmel. /lanHble
PUCKU 00y CNI08]IeHbl MbIUEYHOLL CTIaDOCMbI0, NPUEMOM KOPMUKOCMEPOUOO8 CUCIEMHO20 0eliCeus

U HU3KOU NOOBUNCHOCMbIO nayuenmos [1].

* PekoMeHyeTcsl perucTpaius SJIEKTPOKAPAMOTPAMMBI U TPOBEICHHE 3XOKapaHorpapuu BCeM
nanuertam ¢ MJIJI/M/Ib ¢ nenbro BeIsIBICHUS crieruduueckoro nmopaxenus cepana [9, 28, 31, 39,
127].

Yposenb yoenureabHocTH pekoMenaanuii — C (YpoBeHb IOCTOBEPHOCTH A0KAa3aTeJIbCTB — 5)
KommenTapum: oawunvie memoovl ucciedo8anuss NO360I0M GbISIGUMb HAPYUEHUST YACHOMbl
CEPOCYHBIX COKPAWEHUN, pUmmMa U HPOBOOUMOCMU Cepoyd, NPUSHAKU CUCTHOIUYECKOTU
ouchynkyuu,  OUNIAMAYAYUOHHBIX  HAPYUWIEHUU,  cunepmpouu  mMuoxapod, MUmpaibHOU

peaypaumayuu.

* Pexomennyeres nposeneane MPT cepana ¢ konTpactupoBanueM namuentam ¢ MJIJI/M/IB ans
OLICHKH CTPYKTYPHBIX HW3MEHEHUH NPaBOr0 MW JIEBOI'O JKEIYAOYKOB, MAaruCTPajbHbIX M
nepudeprueckux cocynos [127].

Yposenb yoenureabHocTH pekomenaanuii — C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEIbCTB — 5)

* PexoMmeHayercsi NpoOBEJCHUE MYJIbCOKCUMETPUM BO cHe BceM mnanueHtam ¢ MJUJI/MJIb npu
cHmkeHnu JKEJI menee 50% c 1ienbro BBISABIEHUS CUMIITOMOB PAaHHEN XPOHUYECKON AbIXaTEIbHON
HemocTtatouyHocTH [39].

Yposenb yoenureabHocTH pekoMenaanuii — C (YpoBeHb I0OCTOBEPHOCTH A0KA3aTeJIbCTB — 5)
KommeHnTapuu: na amoyiamopHou cmaouu mMoxcem G03HUKHYMb He0OX0OUMOCHb 8 NPO8eOeHUU
ucce008aHull CHA ¢ KanHozpagueti, 0coO6eHHO NPU NOBbIUEHUU MACCHl Mela 8Cledcmeue mepanuu
KOPMUKOCMEPOUOamMU CUCMEMHO20 0etiCMEUs. U NPU HATUYUY CUMNIMOMOG HAPYUIeHUs ObIXAHUS 60
cHe (anno3 cha). Mccneoosanus cna makce MO2ym UCHONb308AMbCA KAK ANIbIMEPHAMUBHBIT MEN OO
0151 MOHUMOPUH2A HAPYWEHUs NoKasamenell 6HeulHe20 ObIXAHUS )y MexX NayueHmos, KOmopbulm
HeBO3MOJCHO — npogecmu  ucciedosanue  Qyukyuu  eHewne2o  ovixanus  (uccredosanue
CNPOBOYUPOBAHHBIX ObIXAMENbHBLIX 00bEMOB, HECnPOBOYUPOBAHHBIX ObIXAMENbHBIX 00HEMO8 U
nomokog). Ilayuenmam, He CHOCOOHBIM CAMOCMOSMENLHO XOOUMb U UMEIOWUM CUMNIIOMbL

HapyuweHus ObIXaHusl 80 CHe, UCCIe008AHUSL CHA Clledyem NPO80OUMb He pedice 00H020 Pa3d 6 200.
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e PexoMeHayeTcsi TpoBeJeHHE KapAMOPECIUPATOPHOIO MOHUTOPUHTA BCEM IMalMEHTaM C
MIJ/M/JIb npu Hanuuuu >kano0, COOTBETCTBYIOIIMX THUIIOKCEMHUH (IHEBHAs COHIUBOCTD,
TOJIOBHBIE OOJIHM, YTOMIIIEMOCTh, HOYHBIE KOIIMAPhl, HCOOBSICHUMOE CHIKEHHUE MACChI TeJla TPH
a/IeKBaTHOM MHUTAHUU) U/UIU JAHHBIX O CHIOKEHUU (OPCUPOBAHHOMN KUZHEHHOM €MKOCTH JIETKUX
(DXKEJT) mo yporust MeHee 50% W/ WK BBIABICHUHM CHU)KCHHS CATYpPAIlMH IO JAHHBIM HOYHOM
MyJIBCOKCUMETPHUH /10 YPOBHSI MeHee 94% ¢ 1enbio BBISBICHUSA CUHAPOMA OOCTPYKTHBHOTO alTHO?
cHa [39].

Yposenb yoeauteabHocTH pekoMenaanuii — C (YpoBeHb T0CTOBEPHOCTH A0KA3aTeIbCTB — 5)
KomMmeHnTapuu: xapouopecnupamophsiii MOHUMOPUHE (OAUMENbHAS 3ANUCL  NAPAMEMPOs
ObIXAHUSL, NYNbCA U YPOBHS KUCIOPOOQ) NPOBOOUMCSL OISl OYEHKU PUMMA cepoyd, YPOBHs camypayuul
(HacvlwyyeHuss Kposu KUCIOPOOOM), HUCIA OCMAHOBOK ObIXAHUS 6 HOuHOoe 6peMs. JlanHoe
uccnedosanue 8aNiCHo 0 purcayuu Gaxma XpOoHUYeCKol ObIXamenibHoU HedoCMamo4HOCmu U OJis

peutenus 6oOnpoca o HeodXooUMOCmu OONOIHUMENbHOU PECRUPAMOPHOU NOOOEPICKU.

2.5 NHble TUATHOCTHYECKHE HCCIEI0BAHNS

° Pexomenayercss mnpueM (OCMOTp, KOHCYJIbTAallMsl) Bpaya-TE€HETUKA IEPBUYHBIA U
MOBTOPHBIA BCeM TMalMeHTaM ¢ moxo3perneM Ha MJJI/MJIIB ¢ menpio TpOBEIACHUS
T epeHIMaIbHON  TUATHOCTHKH, OINpEIesieHuss 00beMa ¥ TAKTHKH  MOJIEKYJISPHO-
TCHETHUYECKUX HCCIICIOBAaHUM, TIOCICAYIONICH WHTEPIPETAMNA IOJTYICHHBIX PE3yIbTaToOB,
MIPOBEICHUS MEANKO-TEHETUUECKOT0 KOHCYJIbTUPOBAHUS CEMbH [2].

YpoBenb yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb IOCTOBEPHOCTH JI0KA3aTeIbLCTB — D)
KomMmeHTapuii: Ha nepeuyHou KOHCYIbmMAyuu  6pay-eeHemux npogooum ocmomp u
npeogapumenvHyio ouggepenyuanvHyo  OuacHoCmuKy, onpeoeisiem o00vbemM MOJeKYIAPHO-
eeHemuyeckux uccieoosanull. Ha noemopHou KoHcyrbmayuu 6pau-ceHemux nposooum
uUHmMepnpemayuro  pe3yibmamos MOJEeKYIAPHO-2eHeMUYeCKUX —UCCIe008aHull, —onpeodensem
HeobXo0uMocms  NpoedeHUsi OONOJHUMENbHbIX —UCCAe008aHUll  (8anudayuu, cespecayuu,
@DYHKYUOHANBHBIX — UCCNIE008AHULL),  PA3BACHAEM  NOJYYEHHble  pe3Yabmambl — 3AKOHHbIM
npeocmasumensm nayuenma. Humepnpemayus pe3yiomamog U OnpeoeieHue maKmuku

MOJI@K)UZEPHO'Z@H@WIMU@CKOIZ OUASHOCTMUKU UHBIMU cneyuaiucmamu He()onycmwvza.

. Pexomenayercst mpueM (OCMOTpP, KOHCYJIbTAIMs) Bpaya-HEBPOJOra MEPBUYHBIA U
MOBTOPHBIN (MIPY HEOOXOJMMOCTH) BCEM MaleHTaM ¢ nojospeHueM Ha MJIJI/M/Ib ¢ nenbio
npoBeneHus auddepeHnrnaibHOl TMarHOCTUKY, OLIEHKH HEBPOJIOTMYECKOI0 CTaTyca, MOTOPHBIX

byHKIMA, 00beMa IBIKCHHH, HA3HAYCHUS U TIOCIEAYIOIIeH KOPPEKIINH Tepanuu [2].
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YpoBenb yoeaureabHocTH pekoMeHaannii — C (ypoBeHb I0CTOBEPHOCTH 10KA3aTeIbLCTB — D)
KommenTapuii: uacmoma nabarooenus ons ambyramopuvix nayuenmos — 1 paz 6 12 mecsyes,
07151 Heambynamopnvix nayuenmos — 1 pas 6 6 mecayes. Oyenka MOMOPHLIX PYHKYUU U 0Ovema
OBUIICEHULL MODJICEM MAKAHCe NPOBOOUMBCS BPAYOM PUBUYECKOU U peadUTUMAYUOHHOU MeOUYUHbL
UTU BDAYOM, BBINOTHAIOWUM €20 DYHKYUIO, UMerWUM coomeemcmesyrowue 3Hanus (IIpunocenus

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

PexoMenayroress npueM (OCMOTp, KOHCYJIbTAllMs) Bpaya IO MaUIMATUBHOM MEIUIIMHCKOU
MIOMOILIM TEPBUYHBIM, a TAKXKE HHBIX CIECHHAIMCTOB M3 MEAUUMHCKON OpraHu3aliu WIH €€
CTPYKTYPHOTO  TOJPA3ICICHMS, OKa3blBAIOUIETO  CIELHAIU3UPOBAHHYIO  NAJNIMATUBHYIO
MEAMIMHCKYI0 MoMollb, AetsM ¢ MJIJI/M/Ib, npu Hanuuum mnokasaHUil, IS ONpeaencHUs
00beMa He0OX0JUMMO HayinaTuBHOU rmomornu [39, 142, 146, 147].

YpoBeHb yoeauteabHocTH pekoMeHaanuii — C (ypoBeHb IOCTOBEPHOCTH JI0KA3aTeIbLCTB — D)
Kommenmapuu: xoncynomayus omHOCUMENbHO NALIUAIMUBHOLU MEOUYUHCKOU NOMOWU MOACEm
0Ka3vlBaAmMvCs Ha 6cex amanax eedenus nayuenma ¢ MJI/MJIB: npu nocmanoske ouazHo3a, 80
epemMsi  NPUHAMUSA ~ KIIOYeblX  Mepaneemuyeckux  peuleHuli,  npu  B03HUKHOGEHUU

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

Pexomenayiorcsi mpueM (OCMOTp, KOHCYIbTAaIusl) Bpaya MO MaUIMaTUBHON MEIUIIMHCKON
MOMOIIIA TMOBTOPHBIN, @ TAKXKE HMHBIX CHEUUAIMCTOB M3 MEAUIMHCKONW OpraHu3aluu WIH €€
CTPYKTYPHOTO  TOJPA3ICICHMS, OKa3blBAIOUIETO  CIECHHMAIU3UPOBAHHYIO  NAJNIMATUBHYIO
MEIUIIMHCKYIO ToMo1ib AeTsam ¢ MJIJI/M/Ib, mpu Hanuyuu nmokasaHu, Juist onpeneaeHus oobemMa
HEOOXOAMMOW TaUNIMAaTUBHOM TIOMOIIM W OIeHKU ee dddextuBHOoCcTH [39, 142, 146, 147].
YpoBeHb yoeauTeabHOCTH pekoMeHaanuii — C (YypoBeHb J10CTOBEPHOCTH J0KA3aTeIbCTB — 5)
Pexkomenayercsi BKIIOYCHHE IUIAHOBOM OIEHKM HWHTEHCHBHOCTH OONM COTJIACHO IIKAJIaM,
COOTBETCTBYIOIIIMM BO3PACTy M YPOBHIO HEPBHO-TICUXUYECKOTO Pa3BUTHS PeOEHKA, BCEM JIETSM C
MIAJ/MJB nns nogdopa obe3bonmBanus [ 143].

YpoBenb yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb IOCTOBEPHOCTH I0KA3aTeIbLCTB —4)
KomMeHTapuu: gui00p Mmemooos oyeHku UHMeHCUBHOCmuU OOaU (8 mM.4. WKALbl OYEeHKU
uHmeHcusHocmu 001u) ocywecmensiem Jnedauull epad, 8 3A8UCUMOCMU Om 803pAcma U

KIUHU4YeCcKozo cmamyca pe6em<a.

PexoMeHnayeTcsi IpoBeIeHUE TECTa 6-TH MUHYTHOM XOJIbOBI BCEM aMOYJIaTOPHBIM MAIlMEHTaM C
MIAJ/MJIB ¢ 1enpl0  OLEHKM MOTOPHBIX  (DYHKIIMH, BBIHOCIMBOCTH, JWHAMUKH U

NPOTHO3UPOBaHUS TeueHUs 3a0oneBanus 1-2 pasa B rox [37, 48-51, 158] (IIpunoocenue I'4).
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YpoBenb yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb I0OCTOBEPHOCTH 10KA3aTeIbLCTB —4)

KommenTapun: vacmoma: 1-2 pasa 6 200.

PexoMenayercsi mpoBeaeHne (PyHKIIMOHAIBHBIX TECTOB HA BPEMS: MOABEM U3 IOJOXKEHUS Ha
CIIMHE, BpeMs IoabeMa/cilycka Ha 4 CTyneHHw, Bpemst XoabObi/Oera Ha 10 MeTpoB BceM
amOynmaropapiM marueHtaMm ¢ MIJI/MJIb ¢ 1enplo OLEHKH MOTOPHBIX (DyHKOUH U
IPOTHO3UPOBAHKS TeUCHHUs 3a00IeBaHus He MeHee 1 pasa B 6 mecsues [2, 49] (IIpunosicenue A3.5
uA3.o)

YpoBeHb yoeauTeabHoCcTH pekoMeHaanuii — C (YypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 5)
KommenTrapum: 6 ocrose 6edenuss nayuenmos ¢ MJ[]] nexcam cucmemamuyecKkue
B0CNPOU3BOOUMDBLE UCCTEO0BAHUSL COCMOSHUSL CKENIeMHO-MbluledHo2o annapama [2].
Ipoepeccuposanue M//] He803MOXHCHO OYeHUMb NO OUOXUMUYECKUM MAPKEPAM KPOBU. DM POIlb
07151 OAHHOU HO30102Ull 8bINOTHAIOM (YHKYUOHATIbHBIE MEeCbL.

K cneyuanuzuposanuvim (hyHKYUOHATbHLIM MECMAM OMHOCAMCS OYEHKA NAMMEPHOE OBUNCEHUTL
U ps0 cmaHoapmmusix mecmos, cneyughuunvix 011 M/ u opyaux nelipomvluieuHvix 3a601e6aHUI.
OCHOBHbIMU  MeMOOaMU  KIUHUYECKOU OYEHKU QYHKYUOHANbHO20 COCMOAHUA NAYUEHMOS,
COXPAHAIOWUX CNOCOOHOCIb NEPEOBUSAMBCA CAMOCOAMENbHO, CAYHCAM WKALA CHOCOOHOCMU K
camocmosmenvHomy nepeosudicenuto mecm Ceseproti  36e30ur  (North  Star  Ambulatory
Assessment — NSAA) u ¢gynxyuonanvuvie mecmul na epems. Mccredosanus no wkane NSAA u
mecmuvl HA 6peMs NO360JAIOM BblAGNIAMb MUHUMALbHbIE KIUHUYECKU 3HAYUMblE DA3IUYUSL U
NPOCHO3UPOBAMb USMEHEHUSI MOMOPHIX (DYHKYULL, 8AdHCHblE OJisl OMCIEHCUBAHUS KIUHUYECKO2O
npocpeccuposanus 3a601e6anUsl U OYeHKU IPHEeKmusHoCmu mepanuu.

B knunuueckoil npakmuxe (QYHKYUOHAIbHbIE UBMEHEHUsT Cledyem NPOSHO3UPO8AMb C YHemom
803MOJCHOCTeEN NayueHma (CnocoOHOCMU K NePedBUINCEHUIO), 02PAHUYEHUU, NPUCYUUX MEeCMAM,
OCHOBAHHBIM HA YCUNUU, GIUAHUA HA Pe3yIbmamsl SMUX MeCcmos CKelemHO-MbIUeYHOU

namoao2uu (Hanpumep, KOHmMpakmyp) u ecenemuueckux gpakmopos. [184-187].

Pexomenayercst M3MepeHHE TIOJBIIKHOCTH cCycTaBa (yrJIOMeTpHsi), OIpeaeleHue obbema
MACCHUBHOTO JIBIKEHHUSI OJHOTO CyCTaBa B OJHOM IJIOCKOCTH, ompeaeNieHHe o0bemMa aKTHBHOTO
JIBIDKCHUSI OJHOTO CyCTaBa B OJHOW IUIOCKOCTH BceM mamuweHTam ¢ MJIJI/MJIB ¢ nenbro
OTpeNieJICHUs] MaKCUMaJlbHOTO oOOBheMa JBWKEHWW B CyYCTaBaX U BBIIBICHUS HATUYUS
Pa3BUBAIOIIUXCS KOHTPAKTYD [2, 52] (IIpunoscenue A 3.7)

YpoBeHb yoenureabHocTH pekoMeHaanuii — C (YypoBeHb IOCTOBEPHOCTH I0KA3aTeIbLCTB —4)
Kommenmapuu: Heobxoouma oyeHka 00veMa aKMUBHBIX U NACCUBHBIX 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
@yHrkyuonanouvix mecmos (mecm Oau-/ynkana, Hamstring-mecm, mecm Cunveepuienvoa) c
Qurcayueti 0anHbiX 6 ucmopuu 0OoNe3HU NAYUEHMA 8 CPABHEHUU C OAHHBIMU NPeoblOyUje2o

uccnedosanus, HeodXo0uUMas KpAmHoOCmMsb NPosedeHus ucciedosanus — 1 pas 6 6 mec.

PexoMeHnayeTcsi BceM mamyeHTaM ¢ KIMHUYeCKUMU npu3Hakamu ¢ MJIJI/M/Ib npu nmocraHoBke
JIMarHo3a MPUMEHATh MYJIbTUAMCUUIUIMHAPHBIA NOAX0A (IIpUeMbl (OCMOTpP, KOHCYJIbTALUs)
IIEPBUYHbIE M IOBTOPHBIE NP HEOOXOJUMOCTH Bpada-r€HETHKa, Bpaya-HEBPOJIOIa, Bpayda-
IyJbMOHOJIOra, Bpayda-AeTCKOro KapAuojora, Bpauda-KapAHoJIora, Bpaya-TacTPOIHTEPOJIOra,
Bpaya-JIeTCKOro 3HJI0OKPUHOJIOra, Bpaya-3HA0KPHHOJIOTa, Bpaya-TpaBMaToJI0ra-opToIeia, Bpaya-
JMEToJIora,  Bpaya-licMXuaTpa, Bpada-neaudaTpa/Bpaya oOmied  HpakTUKU — (CeMeHHOro
Bpaua)/Bpada-TepareBTa, Bpada-oranmpMoiiora, Bpada 1o JieueOHOH (u3KyibpType, Bpada 1o
NAJJIMaTUBHOW MEIMLMHCKON MOMOILHY, NMPUEM (TECTUPOBAHHUE, KOHCYIbTALMS) MEIULUHCKOTO
IICHX0JIOTa NEPBUYHBIN U NOBTOPHBIN, OCMOTp (KOHCYJIbTALMsI) IEPBUYHBIN U IOBTOPHBIN Bpaya-
¢usnoreparenTa, Bpaya-aHeCcTe3H0JIora-peaHuMarosiora, Bpaua ¢buznyeckoi u
peadMIUTAIIMOHHON MEIUIUHBI, CIIEUATUCTA M0 (pU3HUecKoil peabunnTam, a TaKkKe Bpadei
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 Tepanuu [1, 95].

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

3. JleyeHne, BKIKYA MEIUKAMEHTO3HYI0 U HEMEIHUKAMEHTO3HY IO
Tepanuu, IMeTOTepanuio, 00e300,1uBaHNe, MeAUINHCKHAE OKA3AHUS U

MNPOTHBOINIOKA3aHUA K IPUMCHCHUIO METO/A0B JICUCHUSA
Jlewenue MII/MJIE sxnrouaem kax namoceHemuyeckoe jeyeHue, max U npogedeHue
cumnmomamuyecxkou mepanuu [178-180]. Beoenue nayuenmose c¢ MJ/] npeononacaem
MYTbMUOUCYUNTIUHADHBIIL  NOO0X00 C 00A3AMEeNbHbIM VUACUEeM 68payd-eeHemuKa, 6paid-
Heepoio2a, 6paua-nyibMOHON02d, 6PAYA-0enCcKo20 KAapouono2d, 6pava-kapouonozd, 8payd-
2acmposHmeposo2d,  8paia-oemckKo20  SHOOKPUHONO2d,  8PAYA-IHOOKPUHON02d,  8payd-
Mmpasmamonoza-opmoneod,  6pada-ouemonoad,  6pada-ncuxuampa  0emckoeo, — 8pava-

neouampa/épavya  obwjeil  NpaKmuku — (cemelHo2o  8pava)/épava-mepanesma, — 8pava-
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oghmanvmonoea, 8pava-aHecmesuoL02a-peanumamonoed, MeOUYUHCKO20 NCUxonoed, epava no
JeyebHol uszkyrbmype (unu epava-gusuomepanesma, 8paia Guzuueckou u peadurumayuoHHoU
MeOuyumsl), 6pava no NALIUAMUBHOU MEOUYUHCKOU NOMOWU, CREeYUuaiucma no usuyeckou
peaburumayuu (KUHE3UOCNeYUanucm) u epaveil Opyeux CneyuarbHoCmet, UMerWUx Onvlm 6
JleYeHUU 3Mo20 pedko2o 3abonesanusi. IIpu Haruuuy CUMNMOMO8 NOPAICEHUSL OPCAHOG-MULUEHEU

Heobxoouma KOHCYZibmayus npOd)uﬂbHOZO cneyuanucmada.

3.1 MeaukamenTo3Has Tepanus. IlaToreHeTnueckoe jJeueHne.

o PexoMeHnayercsi nprMEHEHHE JICKAPCTBEHHOTO IMperapara aTalypeH aMOylnaTOpHBIM
naruenTam ¢ MJIJ] crapmie 2-X jieT, y KOTOPBIX MOJEKYJISPHO-TEHETUYECKOE HCCIe0BaHUE
BBISIBIJIO HOHCEHC-BapUaHT (3aMeHa KOJOHA, KOAMPYIOUIETO aMUHOKHCIIOTY Ha CTOI-KOJIOH), C
[ENBI0 TIPOBE/ICHUSI TTATOTEHETHYeCKON Tepamuu. [IpuHUMaeTcss mepopaibHO, PeKOMEHTyeMast
no3upoBka coctaBisier 40 mr/kr B cytku (10 mr/kr cyrku yrpom, 10 mr/kr muem, 20 mr/xr
BeuepoM). lHTepBan Mex 1y yTpeHHel, THEBHOM U BeUepHEl 103011 TOMKEH COCTaBIATH 6 YacoB.
WuTepBas MeKIy BeUepHEH U YTPEHHEH 10301 T0JDKeH cocTaBiaTh 12 yacos [2, 36, 53-55, 204].
YpoBeHb y0eAUTETbHOCTH PpeKOMeH AU — A (YPOBEeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 2)
KomMmenTapuu: amoyramopuulii nayuenm — 3mo nayuerm, cnoCOOHbIL K CAMOCMOAMENbHOU
xo0wbe. Ilpednacaemcs 6 peanvHoll KIUHUYECKOU NPaKmMuKe mpaKmoeams «amoOyiamopHOCby»
bonvHvix MJ[/] kax cnocobHocmb X00ums 6€3 UCNOIL30BAHUSL BCHOMO2AMENLHBIX CPeOCmE U 6e3
VKA3aHUs OUCMAHYUU U 8peMeHU, d «nomepeti amOyIamopHOCmMuy CYumams cOCmosiHue, npu
KOMOpOM  NAYUEHM  BbIHYHCOEH NOCMOSHHO — UCNOIb3068aMb  UHBANUOHOe Kpecio Ol
nepeosudicerHus Kaxk e doma, max u 6 oomawnux yciosusx [178]. Homucenc-eapuanm J[HK
nposensaemcs 00pazo8aHuem npercoespemennoco cmon-kooona 6 mampuunou PHK (mPHK). B
pesyivmame HApYUlaemcs CuHmes NOJAHOpA3MepHo2o benka oucmpoguna. Houcenc-eapuanm
sviagnsemcs y 18-20% poccutickux nayuenmos ¢ M/{/] [183]. Amanypen Oeiicmgyem na smane
mpaucaayuu beika 6 pubocome, nozeonsem cuumoleams ungopmayuto ¢ MPHK, necmompsa na
Hanuuue 8 Hell NPeicOe8PeMeHH020 CMON-KOOOHA, U CUHME3UPOB8AMb NOIHOPA3MEPHbIl DElOK.
IIpu nomepe ambynamopnocmu HeoOX00UMO NPOOONHCUMD JleUeHUe AMATYPEHOM Ol COXPAHEHUS.
ObIXamenbHOU QYHKYUU, MOdCem nOmped08ambcs Koppekyus Ha maccy mena. /[nsa 0ocmudicenus
MAKcuManvHoul 3ggexmusHocmu amanypena, demam cmapuie 2 iem HeoOX00UMO HA3HAYAMb U
APUMEHSAMb  UX COBMECMHO ¢ Kopmuxocmepouoamu cucmemno2o oeticmeus (ATX: H02),
Komopble 8 Hacmosauee 8pems AGNAOMCA «30JI0MbIM CIMAHOApmMomy nedenus 6onvuvix M/
Kopmuxocmepouowvl cucmemnozo oeticmsus (ATX: H02) aenraromes meduxamenmo3Hou 6a3ou 01

6cex paspabamvléaemMviX U NpuUMeHsemblx 2eHomepanesmuyeckux npenapamos (ATX: M09
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Hpyeue npenapamer 0ns aeuenus 3a001e6aHUL  KOCMHO-MblieyHot cucmemol). Taxowce
HeoOX00UMO UCNONIb308AMb 8 KOMNIEKCEe 8Ce OCMATIbHbIE dNEMEHMbl CIMAHOAPMHOU KOMNIEKCHOU
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 BUITOJAPCEH MalueHTaM C
M/ c noarBepxkaeHHoN MyTarueit rena DMD, nmoanaronieiicss KOppeKkiuu myTem mpoimycka 53
9K30Ha, C IEJIbI0 MPOBEACHHS TaTOreHETHUECKOM Teparuu [161-164].

YpoBeHb yOeTUTEILHOCTH PeKOMeHAanuii — A (YPOBeHb IOCTOBEPHOCTH 10KA3aTEIbLCTB — 2)
Kommenmapuu: oeneyuu, noooarowuecs ieuyenuto 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 Haubolee YACMO BCMPEUANOWUECS]
deneyuu, noo0oarowuecs 1edeHuro nymem nponycka 53 sxsoua. /leneyus eena DMD nposeénsemcs
«8blnadenuem» O00HO20 UNU HECKONbKUX IK30HO08 8 C85A3U C 4eM NPOUCXOOUM CO8U2 paAMKU
cuumoviganusi 6 mampuunou PHK (MPHK). B pesynemame uapywiaemcsi cunmes Oeika
oucmpodghuna. /leneyuu, noooarowuecs mepanuu UIMOAAPCEHOM, BCMPeUaomces npumepto y 5%
poccutickux nayuenmos ¢ M/ [165]. Oononykneomuonvie apuanmol, Komopbslie Mo2ym Obimb
CKOPPEeKmMupo8aHvl nponyckom 53 sKk30ua, makace mozym Obimb noKa3aHuem OJisl HA3HAYeHUs
sunmonapcena. Bummonapcen npeonasmauen o ceazvianus ¢ 53 sxzonom npe-mPHK
oucmpoghuna, umo npueOOUM K UCKIIOYEHUIO IMO020 IK30HA 80 epems npoyeccurnea MPHK y
NAYUeHmos8 ¢ 2eHemudeCKuUMuU Mymayusamy, KOmopwvle B03MONCHO CKOPPEKMUpO8amv nymem
nponycka 53 sx3oua. [Iponyck 53 sx30Ha obecneuugaem npooyKyuo HYMpeHHe «)YCeyeHHO020»
YacmuyHo  PYHKYUOHANbHO20 0enka OucmpouHa y MmapeemHou 2pynnel NAYUEHMOS.
Ddexmusnocmv u 6GezonacHocmv jneveHus y NAYUEHMO8, HAXOOAUWUXCS HA HNOCMOSAHHOU
ucxkycemaennoui eenmunayuu neekux (MBJI), u y nayuenmos ¢ nozoneii neambyiamophot cmaouei
3abone6anus ne ycmanosnensl. Ilpu HaznaveHuu Smum nayueHmam yeaecooopasHocmy 686e0eHUs.
cedyem onpeoensams ¢ y4emom 0CmamoyHoll osueamenvrol gyukyuu u m.o. Ilpu omcymemaeuu
aghghexma, npumenenue npenapama OO0JIHCHO Oblmb NpekpaweHo. [l 0ocmudiceHus.
MAKCUMANbHOU ¢hghekmuenocmu npenapamos, KOppeKmupyiowux mMymayuu nymem nponycka
9K30H08 (k00 ATX: M09 [lpyeue npenapamsei 011 jeyeHus 3a0071e8aHUL KOCMHO-MblLULEYHOU
cucmemst), Oemsam cmapuie 2 Jlem HA3HAYAIOM U NPUMEHSIOM UX COBMECMHO C

Kopmuxocmepouoamu cucmemrnozo oeticmeus (ATX: H02), komopwvie 6 nacmosujee epems
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ABNAIOMCA «30I0MbIM CmManoapmomy aevenusi boavrvix M//[. Kopmuxocmepouowl cucmemnozo
oeticmeus (ATX: HO02) ssnsiomcs meduxamenmo3Hou 0a3ou Oisl 6cex pa3padamvléaemvix U
npumeHsemMvlx 2eHomepanesmuyeckux npenapamos (ko0 ATX: M09 pyeue npenapamur ons
JledeHust 3a601e6anull KOCMHO-MbleuHOU cucmembl). Taxdice HeoOX00UMO UCNONb306AMb 8
KOMNJIEKCce 6Ce OCMATbHbIe NEeMEHMbl CIMAHOAPMHOU KOMNIEKCHOU mepanuu — (QUu3u4ecKyio
mepanuro u peadurumayuro, KOHmpow eeca, sumamur D u eco ananozu (A11CC), npoghunakmuxy

U mepanuio KapoOUOMUONAmMuu u RAMo02UU 1e2Kux, anmupesopomuenyio mepanuio [178-180].

Tepanus Kopmurkocmepouoamu CUCHEMHO20 OCHCIEU.

Pexomenayercst Ha3HaueHUE TEpaNUU MpenaparoMm #rnpeaHuzolon™* B goze 0,75 mr/kr/cytku
MepOPaAITLHO MOCIIE 3aBepIICHUS (POPMHUPOBAHUS TBUTATEIHLHBIX HABBIKOB, HO JI0 HaYajia yracaHus
MOTOPHBIX (PyHKIHK (Ha cTaauu IiaTo), BceMm manueHtam ¢ MIJI/MJIb ¢ 1nenbio CHUKEHUS
BOCTIAJIUTENBHBIX MPOILIECCOB, 3aMEJICHUS] YTPAThl MBIIIEYHONW CUJIbl U (DYHKUUN, YMEHBIICHUS
pHUCKa Pa3BUTHUSL OPTONEIUYECKHX OCIOKHEHUH, cTaOWiIu3aluu (yHKIIMOHAIBHOTO COCTOSHUS
JBIXaTEeIIbHON U CeplIeyHO-cocyaucTon cuctem [2, 34, 35, 37, 38, 39]. Ilpuem ne 6onee 30 mr B
cyTku neTsiMm ¢ BecoMm Oosee 40 kr [204]. Ilpuem mpemapara A0JATOCPOYHBIN, JIHUTEIBHOCTD
Tepanuu onpeaensercs Bpadom [206].

YposeHb yoeauTeabHoCTH pekoMenaamnuii — C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 5)
KommenTapuu: Kopmuxocmepouost cucmemnozo 0eticmeus AeIa0mcs meKyuum «3010muvlm»
cmanoapmom nedenus nayuenmos c¢ MJ[/[, komopwvie usmeHunu ecmecmeeHHoe meyeHue
3abonesanusi 3a cuem 3amMeO0NeHUs NpocPeccupo8anuss YXyouleHus O08UamenbHblX U J1e20UHbIX
@yHKYull, YMeHbWeHUsT KOAuYecmea OpmoNneoudecKUx OCIO0NCHeHUl U onepayuii Ha
NO360HOYHUKe, a4 makdice yeenuyeHus npooonxcumenvrocmu cuzuu [104].  Macwmabnvie
uccnedosanusi NPoOeMOHCMPUPOBANU, YMO NPUMEHEHUEe KOPMUKOCMEPOUOO8 CUCMEMHO20
Oeticmeusi npoonesaem 6 cpeoHem Ha 3-5 1em ambyramopnoe cocmosnue nayuenmos ¢ M1 [36].
Hauano copmonanvroii mepanuu 3agucum om azvl pazeumus 08uecamenbHol QYHKYuU pebenxa,
NePBOHAYANLHO2O (PUIUYECKO20 CMamycd, HAIUYUS PAHHUX OCNONCHEHUU, (opmbl U medeHus
3abonesanus. Hauuname mepanuio kopmukocmepouoamu CUCMEMHO20 Oelicmeus He NOKA3aHO
pebenKy, y Komopoz2o npoooaxicarom Gopmuposamscs 0sucamenvbhble HA8bIKU, 0COOEHHO ecliu OH
mnaowe 2 nem. B munuunom ciayuae y manvuuka ¢ M/ osucamenvhvie HA8bIKU NPOOOIAHCAIOM
pazeusamsbcsi 00 8o3pacma 4—6 nem, xomsa u 0Oonee MeONeHHbIMU MeMNamu, 4em ) e20
poegecnuxos. Kopmuxkocmepouowl cucmemnozo oelcmaus ciedyem HA3Ha4ams, He 00HCUOAACH
Hauana y2acaumusi MOMOPHGIX (DYHKYUl, 6 MOom MOMeHm, Ko20d eCmeCcmeeHHOe pa38Uumuisl

MOMOPHBIX PYyHKYUll y pebenka borvuie He ommevaemcs (¢paza niamo) [34]. Hauano npuema

28



KOPMUKOCMEPOUOOB CUCIEMHO20 Oelicmeusl 00 ceMu Jiem OKA3bleaem Haubojee 8blpaiCeHHblll
aghghexm Ha cnocodbHoCmb U NPOOOINCUMENBHOCHIL CAMOCMOAmMeNbHO20 nepedsudicenus [103].
Dhpexmusnocms  20pMOHANLHOU Mepanuu 3a8ucum om QU3UOI02UYECKUX 0CcobeHHOCmell
0emcK020 0peaHu3Ma, UHOUBUOYATLHOU NEPEHOCUMOCTIU, A0EK8AMHO20 N00DOPA CYMOUHOU 003bl
U pexcuma, MOHUMOPUHEeA U KOHMPOs nobounvlx s¢gexmos. I[lpu nenepenocumocmu

#npeonuzonona®* o3moocno npumenenue Opyeux Qopm KOPMUKOCMEPOUOO8 CUCHEMHO20

Oeticmsus [34,35,37].

Pexomennyercsi manuwentam ¢ MJJI/MJIb npu HEmEepeHOCHMMOCTH PETYJISIPHON 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 win 10 aueit mpuem, 10 qHEH mepepbiB ¢ COXpaHEHHUEM CYTOUHOM
J03bI) C LEJbI0 CHIDKEHHS YacTOThl pa3BUTUA MOOOYHBIX A(P(HEKTOB U  TMOBBIIICHUS
MPUBEPKEHHOCTH K JeueHuto [2, 34]. [Ipuem npenapata A0ITOCPOUHBIH, JIUTETLHOCTh TEPANUU
onpenensiercss Bpauom [206].
YpoBeHb yoenuTeabHOCTH pekoMeHaanuii — C (YypoBeHb 10CTOBEPHOCTH J0KA3aTeIbCTB — 5)
KomMmeHnTapuu: nokazan creoyiowuii  pedicum 003UpOBAHUsL: 0034  2IHOKOKOPMUKOUOOB
yeenuuusaemcs 00 Habopa nayueHmom eeca 6 40 ke, mo ecmov MAKCUMANbHAS 0034 COCMABIAEH
30 me 6 Odenv [204]. Ecau mabniodaromcs umenepenocumvie nobounvie 3¢ghghexkmol, 003UPOBKY
crnedyem nocmenenno ymenviuums wa 20-25% [1]. Tepanus kopmukocmepoudamu cucmemno2o
Oelicmeust  O0NJNCHA NPOBOOUMCSE HA pe2yiapHol ocHoge. Haubonee uccie008anHbIM U
PEKOMEHOYeMbIM ABIAeMCA pe2yNapHbILL exceOHeHblll npuem #npeonusonona™**. Tem ne menee, 6
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].
° Pexomenayercess Bcem manuentam ¢ MJJI/MJIb npu mepexome mamMeHTa 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 xnuHU4eckol MpakTUKe HanOoJee 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 I0KA3aTEeIbLCTB — D)
Kommenmapuu: nauano mepanuu 2ioKOKOPMUKOUOAMU HA HeAMOYIAMOPHOM dmMane 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).

Pexomenayercss manuentam ¢ MJIJI/MJIb B chnyuasx, HE MOJIAOIIUXCS KOHTPOJIO WA
HETIEPECHOCUMOCTH TOO0YHBIX 3((EKTOB TIFOKOKOPTHKOUAOB (HIPEIHU30I0H**) CHUKEHHUE
J03UpOBKU Ha 25-30% wiM nepexo]l Ha UHTEPMUTTUPYIOLYIO TEPAMUIO C LUEIbI0 YMEHbLIICHUS
0004YHbBIX 3P (PEKTOB AeicTBUS TOPMOHOB [ 1, 2, 56].

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

Pexomenayercs nanuentam ¢ MJI/I/M/Ib Ha HemonmHOW 03¢ KOPTUKOCTEPOUAOB CHCTEMHOTO
NeiCTBUS, B ciay4yae yxXy[amieHuss (QYHKIUOHAJIBHOTO COCTOSIHMS, TIOBBIIIEHHUE O3Bl
KOPTHKOCTEPOUIOB CUCTEMHOTO JICUCTBUS J0 PEKOMEHIOBAHHOHN €XEIHEBHOHN J103bI HA MacCy
TeJIa C LENbI0 yydllleHus/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 pekoMeHaanuii — C (YpoBeHb J0CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

o He pexomenayercsi pe3koe npepbiBaHUE TEpanuu TIIIOKOKOPTUKOWJIAMH MallUeHTaM C
MI/M/Ib ¢ uenbio MpeJOTBpALLEHHS BO3MOXKHOTO pPa3BUTHUS OCTPOM HaJIOYEUHUKOBOM
HesocTaToyHocTH [2, 56]. HeoOxoauMo mocTeneHHoe CHIDKEHUE J03blI mpenapara Ha 20-25%
KaKAble 2 HeAeNu [0 TMOJHOW OTMEHbl KOPTHMKOCTEPOMJIOB CHCTEMHOTO JIeHCTBUS
(#npenuuzonon™*) [204].

YposeHb yoeauTeabHocTH pekoMeraanuii — C (YpoBeHb J0CTOBEPHOCTH 0KA3aTEIbCTB — 5)
KommenTapuii: cuuoicenue  003upo6ku  2n10KOKOPMUKOUOOE — OONNCHO — NPOUCXOOUMb 8
coomeemcmeuu ¢ CMaHOAPMHLIM NPOMOKOJIOM OMMEHbl KOPMUKOCMEPOUOOE CUCMEMHO20
Oevicmeus [56]. C pooumensimu 0oaxcHa Ovbimb nNpogedeHa pasvsACHUmMeNbHas beceda o

HEeB603MOIMCHOCMU pe3K012 OMmMMEHDbI Kopmukocmepoudoe CUCMEMHO20 OeliCEUSL.

o Pexkomenayercst SKCTPEHHOE BBEACHHUE THAPOKOPTU30HA™ * BHYTPUMBIIIEUHO MallMEHTaM
¢ MIIJI/MJIb B crmydae pa3BUTHS CHHAPOMa OCTPON HAAMOYEYHHMKOBON HEIOCTATOYHOCTH B
pe3ysbTaTe Pe3KOW OTMEHBI TIFOKOKOPTUKOUIOB C IEIbI0 KYIMUPOBAHUS JAHHOTO COCTOSHUS.
Hetssm g0 2X neT TUAPOKOPTU3OH™* BBomuTcs B moze S50 wmr. Jletsm mocie 2X Jer
ruapokopTu3oH** BBoauTCS B q03¢ 100 mr. Ctpecc-mo3bl ruapokopTu3ona™* 50-100 mr/mM2 B
CYTKH MOTYT OTPeOOBATHCS TTAIIMEHTaM, OIy4aBIIHM Gosee 12 Mr/M? MpeHN3010Ha** B CyTKH
[2, 35, 37].

YpoBeHb yoenqureabHocTH pekoMeHaanuii — C (YypoBeHb IOCTOBEPHOCTH I0KA3aTeIbCTB — D)
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3.2 MeaukaMeHnTO3Has Tepanus. CHUMIOTOMATHYECKOE JIeYeHHE.

Tepanus cepoeuno-cocyoucmuplx HapyuieHuil

PexoMeHnayeTcsi npuMeHeHHUE TIpenaparoB rpymmbl HHruouTopbl AII® Bcem manuentam ¢ MJIJ1
¢ Bo3pacTa 6 jer (paHee — IpU HAJIMYMM TOKa3aHUI) HE3aBUCHMO OT HAJIUYUS CEpAeYHO-
COCYIUCTBIX HApyHICHWH C IeNbl0 MPO(UIAKTUKH PAa3BUTUS KapAMOMHONATHUU: JJS JETed ¢
Maccoii Tena 10 25 Kr peKoMeHIyeTcsl Ha3HaueHue #kanronpuwia*™* B mose 0,5-0,75 MI/kr B cyTku
B 2 WK 3 mpueMa ¢ TUIaBHBIM TUTPOBAHHUEM B TEUCHHE MECSIa, MPOJOHKUTEILHOCTD IpUeMa, Kak
NpaBWJIO, JAJUTENbHAsA; JeTIM C Maccoll Ttema Oojee 25 K- peKOMEHAyeTCs Mpuém
#nepunnonpuna** B moze 2-4 Mr/CyTr. B OJUH NPHEM C BO3MOXKHBIM THTPOBAaHHUEM 03Bl BHE
3aBUCHUMOCTH OT HAQJIWYHUS CEpPAECYHOM HENOCTaTOYHOCTH, IPUEM IIpernapara OCYLIECTBIISETCS
poJoIDKUTEIBHOE Bpemst. [28, 83-93, 137, 208].

Jdas  #xanTtonpuia**yYpoeHb yOeauTeJbHOCTH pexomenHaamuii — C  (ypoBeHb
JIOCTOBEPHOCTH 10KA3aTeJIbCTB — 5)

s #nepunaonpuiaa**  YpoBeHb YyOeAUTeJIbHOCTH pekoMenaaumii — B (ypoBensn
JIOCTOBEPHOCTH 10KA3aTEJIbCTB — 2)

Kommenrtapumn:. /[na nayuenmog ¢ M/F oanuvie npenapamul HA3HAYAOMCSA NPU BblSAGIEHUU
namonocuueckux usmenenutl na IKI" unu sxoxapouoepaghuu (Oxo-KI'). Ha cecoonsiwnuii oenv
MHeHUsL 0 Hayane npumeHenus uneuoumopos AII® u anmazonucmosé peyenmopos aHeuomen3uHa
I y nayuenmos ¢ MJ/[]] 6e3 namonocuueckux HapyuleHuii cepoeuyHo-coCyOUCmoln CUCmemMbl
pasuamcs. Tem He MmeHee, 0bLIO NPOOEMOHCMPUPOBAHO, HYMO pAHHEe HAYAL0 mepanuu
uneuoumopamu AIl® oasice npu omcymcmeuu GUOUMOU CEPOEUHOU NAMON02UU NPUBOOUM K
3aMeO0NeHUr0 pazeumusi CepoedHO-coCyOUCMbIX HAPYWEeHUl Y 9mou 2pynnel nayuenmos. /s
noobopa mepanuu mpeoyemcs npuem (0cMomp, KOHCYIbmayus) nepeudtslii U no8MmopHbslil npu

HeoOxX00uMocmu 8paia-Kapouoio2a/ pava — demckozo kapouonoea [8, 9, 39, 57, 137].

. PexoMeHnayercsi ~ HasHAueHWE  MPEMaparoB  IPyNIbl  OeTa-apeHOOJI0KATOPBI
(MpennoyTeHne OTAAeTCs mpenaparam 24-4acoBOro ACUCTBUS ISl YBEITUUCHUS PHUBEPKEHHOCTH
tepanuu; CenextuBHble Oeta-aapeHobmokatopsl (ATX: CO7AB)) mammentam ¢ MJIJI/M/IB ¢
LENIBIO PO HIIaKTHKH pa3BUTHUSA KapIHOMHUOIIATHN [2,28,30,83-93,137,209].
KapauonporekTuBHas Tepanusi Ha3HaYaeTcs moxxu3HeHHo [84, 207].

YpoBeHb yoeauTeabHOCTH pekoMeHaAanuii — C (YypoBeHb 10CTOBEPHOCTH J0KA3aTeIbCTB — 5)
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KommenTapuu: /lannas mepanus 00ndcHa npo8ooUmscs 6 COOMeemcmaul ¢ paspadomaHubiMu
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
DEeKOMeHOayuAMU No Je4eHulo cepoedHo-cocyoucmslx Hapywenull. Tak, Hanpumep, npu
NPUSHAKAX JHCENYOOUKOB0U OUCEHYHKYUU NOKA3AHO HA3HAYeHUe bema-aopenobloKamopos, npu
ABHBIX NPUSHAKAX CePOeYHOU HeOOCMAMOYHOCMU MOXCem OblMb PACCMOMPEHO HPUMEHeHUe
npenapamos u3 epynnvl OUypemuxkos, anmazorucmos arvoocmeporna [30, 31, 39, 57, 137]. na
noobopa mepanuu HeoOX00uUM npuem (OcMomp, KOHCYIbMAayus) epava-kapouonoza/ epada -

0emcKo20 Kapouono2a nepesuyHblilL U NOGMOPHbLE NPU HEOOXOOUMOCHIU.

PexoMenayercsi mMpoBOAWTH MOAOOP AHTHAPUTMHUYECKOW TEpamuu COTrJIacHO 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 JI0KA3aTeIbLCTB — D)
KommenTapuu: ona noobopa mepanuu neodxooum npuem (0CMOmMp, KOHCYIbMAaAyus) epava-

Kapouonoza/ 8paya - 0emcko20 Kapouoio2a nepeutHblil U NOGMOPHbILL NPU HE0OX0OUMOCMU.

PexoMenayercsi NpOBOAUTH TEPANMIO ITPeHapaTaMy IPYIIbl aHTATOHUCTHI albJOCTEPOHA BCEM
naiueHTam ¢ MJIJI/M/Ib, uMEroIMM CHCTONMYECKYI0 MHUOKApIUAIbHYIO ITUCPYHKIHIO C
KJIMHUYECKUMHU TIPOSIBICHUSIMH CEpAEYHONW HEJOCTATOYHOCTH WM 0€3 HMX, HO CO 3HAYUMbIM
CHIDKEHHEM (hpaKIMK BhIOpOCa, C IeIbI0 KOPPEKIUHU TaHHOTO cocTossHus [28, 83-93,137].
YpoBeHb yoeauTeabHOCTH pekoMeHaanuii — C (YypoBeHb J10CTOBEPHOCTH 0KA3aTeIbCTB — 5)
KommenTapum: ona noobopa mepanuu neobXooum npuem (0OCMomp, KOHCYIbmMAayus) epaya-
Kapouono2a/ 6paya - 0emcKko20 Kapouoioea nepeudtblil U NOBMOPHbLU NPU HEOOXOOUMOCMUL.
Pexomenayercst MpoBOIUTE TEPANUIO MpernapaTaMy U3 TPYIIbI AUYPETUKOB BCEM MallUEHTaM C
MI//M/Ib, uMeromuM CHCTOIUYECKYI0 MHOKapIUAIbHYI0 TUCPYHKLUHUIO C KIMHUYECKHUMHU
IIPOSIBJIEHUSIMU CEPJICYHON HEJOCTATOYHOCTU C LIEIbI0 KOPPEKIMH JaHHOTO cocTosiHus [28,83-
93,137].

YpoBenb yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb IOCTOBEPHOCTH I0KA3aTEeIbLCTB — D)
KommenTapuu: ons noobopa mepanuu HeobXo0um npuem (0cMomp, KOHCYIbMAayus) 8pavd-
Kapouonoza/ 8pava - 0emcko20 Kapouoio2a nepeuttblii U NOGMOPHIU NPU He0OX0OUMOCMU.
Pexomennyercs nipoBenenue ucciaenoBanus ypoHs 1,25-OH Butamuna /[ B KpOBH 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: noooepowcanue 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 8bIPAICEHHOCb 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 mpoBeJieHHE TEpauy MpenapaTaMu U3 rpynmnsl 6uchocPoHaTOB MalMEHTaM 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].

YpoBeHb yoeauTebHOCTH pekoMeHaanuii — C (YypoBeHb J10CTOBEPHOCTH 0KA3aTeIbCTB — 4)
KomMmeHnTapuu: nepenomol no36o0nKkos, ne 8bl36aHHble MANCENOU MPABMOLU, U NEPELOMbL ONUHHBIX
Kocmetl A6IAI0MCA KIUHUYECKUMU NPOABIEHUAMU NOBLIUUEHHOU XPYNKOCMU KOCMHOU MKAHU
[31,32]. [na paccmompenuss 60npocog o0 HeoOX0OUMOCMU HA3HAYEHUs mepanuu u o
yenecoobpasHom cnocobe npuema Npenapamos HeoOX00uUM npuem (0OCMOmp, KOHCYIbmMayus)
8PaAUa-dHOOKPUHONI02a/ 8pada - O0emcKo20 IHOOKPUHONI024 NEPBUYHbILL U NOBMOPHBIL Npu
Heobxooumocmu.

PexoMenayercsi TpoBEACHUE BpPavyOM-3HJIOKPUHOJIOTOM 3aMECTHUTENbHOW TOPMOHAIBHOM
TEepamuu TECTOCTEPOHOM™ ™  (rpymma mpemapaToB MPOU3BOJAHBIE  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]. 3amecTuTelIbHYIO TEpanHi® TECTOCTEPOHOM** PEKOMEHAYEeTCs 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,
Teparnus TeCTOCTEPOHOM ** MoeT ObITh pekoMeH1oBaHa ¢ 12 et [204].
YpoBeHb yoenureabHocTH pekoMeHaanuii — C (ypoBeHb IOCTOBEPHOCTH JI0KA3aTeIbLCTB — D)
KoMMeHTapuu: neuenue 0019iCHO Oblmb CO2NACOBAHO C BPAYOM-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 JUAarHOCTUPOBAHUE M arpeCCUBHAS TIOJIJICPKUBAIOIIAS TePAITHs
narrentam ¢ M/JIJ1 ¢ tenbio npouIaKTHKH CHHAPOMA KUPOBO# ambosmu [2, 39].
YpoBeHb yoenuTeabHOCTH pekoMeHaanuii — C (YypoBeHb 10CTOBEPHOCTH J0KA3aTeIbCTB — 5)
Kommenrtapuu: Ilpumepno y 25% nayuenmos ¢ MJ/] nabniodaromesa nepenomvl OAUHHBIX
kocmeti, a om 1% 0o 22% nepenomos npu M/ umerom puck pazeumus CXK3I [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 maccoi mena, Huskum ypoeuem eumamuna D,
svipadiceHnoli  ocmeoneHued. OCHO8HASL NpUYUHA NAOEHUU — NepecajrcueaHue  unu
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 BCledCmaBUe NPABoMCeNy00uUK08ol cepoeunou Hedocmamounocmu. OObiyHO
CUMNMOMbL 803HUKAIOM 8 nepsvie 12-24 yacoe nocie mpaemovi, Xoms 6 HEKOMOPLIX CLYUAAX IO
Mmodicem npousovumu uepes 36-72 uaca. Coenacno kpumepusm I'ypoa u Bunvcona, ocHogHbvie
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  1eeKux
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yugposasn) evisasusiemcs Oup@ysnas 08YCMOPOHHAA UHDUILMPAYUS, KOMOPYIO  CILONCHO
OMAUYUMB OM 0eMmCKO20 OCMPO20 PechnupamopHo2o oucmpecc-cunopoma. Ilposedenue KT
2pYOHOU KiemKU (KOMNbIOMEPHAs MOMOocpadus 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 6vl6aem pasHbIM, KAK U UX PACNOJIONCEHUE, 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
NPOGedeHUst A2PecCUBHOU NOOOEPICUBAIOWEU MEPANUY NPU 2OCHUMATU3AYUU PEOEHKA C OCMPbIM
HapyuleHuem NCuxuiecKko2o coCmosnus u ovixaunus. Tpebyemcsi akmueHas noooepaicusarouas
mepanus ¢ UCKYCCMBEHHOU BeHMUIAYUel Je2KUX, CHUNCeHUeM MNOCMHASPY3KU Npasoco
JAHCENYOOUKA, NEPeUBaHUemM KposU, aHMuOUOmMuKamu wupokozo cnekmpa oeticmeusi (ATX: JO1
Aumubaxmepuanvhvie npenapamel cucmemHozo Oeiicmeus). IIpogunaxmuka B03MONCHBIX
OCNOJHCHEHUU, MAKUX KAK AHeMUsl, MPOMOOYUMONEHUsL, NPABONCETYO0UK08Asl HeOOCMAMOYHOCMb
U ocmpoe nopaxdceHue NoYex s6IAemcs euje 0OHUM KIOYe8blM (DaKmopom 6 6e0eHUuU maxKux
oonvuevix. Ilpu pazeumuu oOCmpou J1e204HOU 2UNepmeHsul, ¢ Nocieoyiowelu ocmpou
NPABOCMOPOHHEll  CepOedHoll He0OCMAmoOYHOCMbIO U CePOeuUHO-COCYOUCBIM  KOJIANCOM
HeoOX00UMO HA3HAYeHUe mepanuu O CHUNCEHUS NOCMHAZPY3KU NPABO20 HCeLYyOOUKd U/unu
uHeanayus okcuda azoma Ons  KYNUPOBAHUsL JlecouHoll eunepmensuu. Kamecopuuecku
3anpewiaemcsi OKCUeeHayus Nayuenmos 6e3 UCKyCCmeeHHOU GeHMUIAYUU JIe2KUX 60 u3bedcanue

ocmanosku ovixanus [2].
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Tepanusa ncuxuyeckux u no8eodeHUECKUX paccmpoicmae.

o PexoMenayeTcsi mpoBeieHHE BPAuOM-TICUXHATPOM TEPAITUU aTOMOKCETHHOM HalleHTaM
¢ MIJI/M/Ib u comyrcrBytomem C/IBI' ¢ 1enbr0 KOPPEKIUH MOBEICHUYECKUX PACCTPOICTB B
COOTBETCTBHUE ¢ HHCTPYKIIKEH 110 mpuMenenuto [173].

YpoBeHb yOeTUTEILHOCTH peKoMeHaanuii — A (YpoBeHb I0CTOBEPHOCTH 10KA3aTeIbLCTB — 1)
KommenTapum: dannas mepanus 00a4CHA NPOBOOUMBCA 6 COOMEEMCMBUL C PA3PAOOMAHHBIMU
KAUHUYECKUMU ~DEKOMEHOAUUAMYU UW/UU  UHCMPYKYUAMU NO NPUMEHEHUIO JeKAPCMEEHHbIX
cpedcms. Ha cecoonsawnuii 0env He cyujecmeyem chneyupuueckux KiuHUYecKUxX peKxomeHoayuti
OJ11 JledeHusi NCUXU4eCKUX u/unu nogedeHueckux paccmpoticma y nayuenmos ¢ MJ[/], é euoy 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 MpoBeACHHE BPAYOM-TICUXMATPOM TEpalUU MpernaparaMyd TPYIIIbI
CEJICKTUBHBIC HMHTMOMTOpPHI OOpaTHOrO 3axBara cepoToHMHa mnanueHtamM ¢ MJIJI/MJIb u
COMYTCTBYIOIIMMHU JIEIPECCUBHBIMU  PACCTPOWCTBAMHU, TPEBOXKHBIMU PACCTPOIICTBAMH U
00cecCUBHO-KOMITYJIbCHBHBIM PacCTPOWCTBOM C LIEIbI0 KOPPEKIMH JAHHBIX cocTossHuM 170, 174,
175].

YpoBeHb yoeAuTeILHOCTH peKOMeHAanuii — A (YPOBEHb 10CTOBEPHOCTH I0KA3aTeJbCTB — 1)
KomMeHnTapuu: oannas mepanus 001xcHa nposooUmsCs 8 COOMEEncmeaul ¢ paspadomaHubiMu
KAUHUYECKUMU PEKOMEHOAUUAMU UW/UTU UHCMPYKYUSAMU 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 HAPYULEHUU NPOBOOUMCS 8 COOMBEMCMEUU C OOWUMU 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/,

UMEIOIIUM AUC(HAruio ¢ BHICOKMM PUCKOM aclMpaliy UM OCJIO0KHEHHYIO JUC(ATUIO C IEIbI0

npoMIaKTUKK aciupanuu [2].

YpoBeHb yoeauTeabHOCTH pekoMeHaanuii — C (YypoBeHb 10CTOBEPHOCTH J0KA3aTeIbCTB — 5)
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° Pexomenayercssi ~ yacTUYHOE  KOPMIJIGHHE  4Yepe3  racTpocToMy  (KOpmiieHue
TSDKEI000IHHOTO MAIIMEHTA Yepe3 TacTpocToMy) naruerTam ¢ MJ1/1, MeronmM HeOCIOKHEHHYIO
nucdaruro, ¢ IeNbio MpeAypPexXISHHs Pa3BUTH HYyTPUTUBHOW HEAOCTATOUYHOCTH [2, 204].
YpoBenb yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb I0CTOBEPHOCTH 10KA3aTEIbLCTB — 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 yoeauTeabHoCcTH pekoMeHaanuii — C (ypoBeHb IOCTOBEPHOCTH JI0KA3aTeIbLCTB — D)
° Pexomenayercst TpoBeIEHUE TaCTPOCTOMHHM (TacTPOCTOMHS  JIalIapOCKOMUYECKUM
(JTamapockomnuyeckass racTpPOCTOMUS)/IHIOCKONHUECKUM (TaCTPOCTOMHUSI C HCIOJIb30BAHUEM
BHUIECOPHIOCKOIINYECKUX TEXHOJIOTHIN)) Hu byHIOTITUKAIIT (pysmormmukarus
OTKPBITHIM/JIANIAPOCKOITMYECKUM JIOCTYTIOM (bynpormukanms JIarmapoCKOuyecKast))
OHOBpeMeHHO mnarnueHTam ¢ MJIJ] npu Hamuuuu y HMX aucharud ¥ ractpos3odareanbHON
pedIIIOKCHOM 0O0JIe3HU C BBICOKMM PUCKOM aclHpaIUy, C HENbI0 NPOPHIAKTUKHA acupanuu [2,
205].

YpoBenb yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb IOCTOBEPHOCTH I0KA3aTeIbLCTB — 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 aCTIHPALIUH, TP HEBO3MOKHOCTH MPOBEACHUS () YHIOTITUKAIINH, C
1esbt0 podunakTuky acnupanuu [204].

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

. Pexomenayercst ycTaHOBKaA racTpoCTOMBI (ractpocromusi) nanuentam ¢ MJ1J1 B cioyuae
MIPU3HAKOB BBIPAXKEHHOW AUC(aruy, acnupaluy, BBIPAKEHHOTO CHIKEHHS MacChl Teja WU
MCTOIIICHHUS C 1IeJIbI0 HOpMAIU3alMK peXXuMa U mpolecca nutanus [2,61].

YpoBeHb yoenureabHocTH pekoMeHaanuii — C (YypoBeHb IOCTOBEPHOCTH I0KA3aTeIbCTB —4)

° Pexomenayercst perynsipHas U yMepeHHas (pu3uyeckass aKTUBHOCTb IO/ KOHTPOJIEM
poauTeneii/3akOHHBIX MpeCcTaBUTeNeH, Bpada GU3NIECKON U peaOuINTAIlMOHHOW METUITUHBI T
Bpada, BBIMONHIIOMNIETO €ro (YHKIWI0 (CHelHaTucTa MO0 MEAUIUHCKONH peaduiInTarun

(cnenmanuct 1Mo (uU3MUECKONW peaOunHTai (KMHE3UOCICIUAINCT), Bpada IO Jie4eOHOMH
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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 I0CTOBEPHOCTH I0KA3aTeILCTB — D)
KommenTapmii: Vcosepuwencmeosanue memooos nomowu npu M/ npueeno xk npooneruio
nepuooa, Ha NPOMANCEHUU KOMOPO2O NAYUEHMbL COXPAHAIOM CHOCOOHOCMb CaAMOCMOAMENbHO
nepeosueamspcsl, CHUNCEHUIO PACAPOCMPAHEHHOCIU MAXCENbIX KOHMpaKmyp 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 npooIuUms 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 (ammapaT HCKYCCTBEHHOMN
BEHTUJISILIVM JIETKUX, PYYHOMH, OJHOPA30BOr0 (MHOTOPa30BOI0) UCIOIb30BaHUS — MeEIIOK AMOY),
YCTPOMCTB JUIsl MeXaHW4ecKoW HHCypuauuu-skcyQusiuuu  (uHcydduarop-acnuparop) mnpu
BolsiBiIeHHOM cHIbkeHun OXEJI < 60% mnamuentam ¢ MJIJI/MB]] ¢ unensio HOpMamu3anuu
pecniuparopHoii ¢pyHkuuu [39, 45, 62-64].

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

KommenTapuu: oannoe neuenue o6b1uHO HAYUHAIOM 8 PAHHIO HEeAMOYIAmMOPHYIO CIAOUIO.

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
acrpaTopoM (acmupaTop Ha3aJdbHBIN, ¢ anekTponuTanueM () manuentam ¢ M1 mpu OXKEJT <
50 %, ITOCBrIg <270 JI/MuH MM MakCUMaJIbHOM 3KcniupaTopHoM aBieHu <60 cm H20 c rensio

HOpMaJIM3aliK pecnupatopHoit Gynkuuu [39, 45, 65-67].
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YpoBenb yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb I0OCTOBEPHOCTH I0KA3aTeIbLCTB — D)
KomMeHnTapuu: ucnonvzosanue omxawiugameneil (uncygghiamop-acnupamop, Cucmema
OYUCKU ObIXAMENLHBIX NYymell) AGIAemcs KpalHe 8adCHbIM, MAK KaK clabocms OblxamenbHOuU
MYCKYIAmypvl NPUEOOUM K HEBO3MONCHOCHU HOPMATbHO OMKAULISAMbCS U NOBBIUUEHHOMY PUCKY
Passumusi amenekmazos, NHeMOHUU, HaAPYUeHUIO OUP@Y3UOHHO-NePHYZUOHHO20 COOMHOULEHS]
u npoepeccuu OvixamenbHoU Heoocmamounocmu. Omrxawnusamens (UHcyddasmop-acnupamop,
Cucmema OYUCMKU ObIXAMENbHbIX NYyMell) 00blYHO 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%, catypaunn Oz Ha MOMEHT npoOy»xkaeHus <95% nim napuuainbHoM aasiaenun CO2>
45 MM PT. CT., C TICNBIO MOIEPKaHUS pecriupaTopHoi pyHKImu [39, 45].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii — C (YypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 5)
KomMenTapuu: oawnnvie meponpusmusi 00bIuHO He0OX00UMbl 8 NO30Hel HeamOy1amopHol

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

. PexomenayeTcsi HEWHBA3WBHAS BEHTWISAIUS C JBYXYPOBHEBBIM ITOJOXHUTEIHHBIM
nasnenueM (BiPAP) mammentam ¢ MJ/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 yoeaureabHOcTH pekoMeHaanuii — C (YpoBeHb JOCTOBEPHOCTH 10KA3aTeJbCTB —
5).

KoMMeHTapum: npumenenue 6cnomoeamenbHol HeUHEA3UGHOU GEHMUAYUU (6CLOMO2AMENbHAS.
UCKYCCMBEHHAs 6eHMUNAYUS Te2Kux) 6onee 16 yacos 6 cymku 603MONCHO C UCNOTIb308AHUEM
HOCOBLIX MACOK, POMOGLIX 3a2yOHUKo8. Ilpu He803MONCHOCMU NOOOEPIHCAHUS AOeKEAMHO
BEHMUNAYUU C HOMOUWbIO HEUHBAZUBHBIX MEMOOUK NOKA3AHO HALONCEHUe MPAXeoCmoMbl
(mpaxeocmomust ~ nocmosinnas  OmMKpeIMbIM  OOCMYNOM, — NYHKYUOHHO-OUIAMAYUOHHASL
mpaxeocmomust)[39]. [anuvie meponpusimus 00614HO HEOOX0OUMbL 8 NO30HEN HeAMOYIAMOPHOU
cmaouu 3a001e6aHUs.

. PexoMeHnayeTcsi mpoBOaUTE 00y4YeHHE poauTeneit namueHToB 4-8 mer ¢ MJ/M/JIb u

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

nerbmu [40,196, 197].

YpoBenb yoeaureabHocTH pekomMenaanuii — C (ypoBeHb I0CTOBEPHOCTH 10KA3aTeIbLCTB — D)

KommeHnTapum: maxue mpenuneu npo8oosamcs MeOUYUHCKUMU NCUXOL02AMU U NPeOCmasisaion
cobOll  CMPYKMYPUPOBAHHYIO — NPOSPAMMY, — HANPABIEHHVI0  HA  00yYyeHue  pooumenell
ahhexmuenviM nOOX00aM K GOCHUMAHUIO U 83aumooelicmsuto ¢ oemovmu. OcHo8HAs 3a0aua
MpeHuHea — YKpenieHue pooumenbCKo-0emcKUx OMHOWEHUN U YMeHbUleHUue NposeieHUl
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].

YpoBeHb yoeauTebHOCTH pekoMeHaanuii — C (YypoBeHb J10CTOBEPHOCTH 10KA3aTeIbCTB — 5)
KommenTapuu: onepayuu na cmone u axuiio8om CyXo#CUiuu 0 KOppeKyuu IK8UHO08APYCHOU
degopmayuu cmonvl HANPABLEHbl HA YeeaudeHue 06vema O8UNCEHUL 8 20JIeHOCIMONHOM CYyCmase
U yyyuleHus Xxo0bowvl nayuenmos. Imu onepayuu NOKA3aHbl NpU COXPAHHOU CUle Yemblpexeiasol
Mbluyvl 6edpa. Xupypeuueckue emMeuamenbcmea Ha mazo0e0peHHOM U KOJNeHHOM CYCMA8ax

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 WHBAIMIHOM Kpecle W Ui HOLIEHWs OOyBHM Ha paHHEU
HeaMOyJIaTOPHOU CTAUU B CBSI3U C HEBO3MOXKHOCTBIO CAMOCTOSITENHFHOM X0A6051 [39].

YpoBenb yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb IOCTOBEPHOCTH I0KA3aTEeIbLCTB — D)
KomMmeHnTapusi: dauwnoe emewiamenscmeo Modcem Ovlmb COENAHO UCKIIOUUMENbHO NpU

undueudyaﬂbelx NOMERYUAIbHBIX BOZMOINCHOCNIAX 6EPMUKAIUIAYUU nAYUEeRmMA noce onepayuu.

. Pexomenayercsi paccCMOTPETh BO3MOXHOCTh XHUPYPTHYECKOTO BMeENIATENIbCTBA HaA
MO3BOHOYHHUKE (apTponae3 TMO3BOHOUHWKA (cmoHamiozae3)) mnamueHntam ¢ MJUJI/MIB ¢

uckpusinenueM (yron Ko60a ocHoBHOH ayru nedopmanuu >50°) UM BBICOKOH CKOPOCTBIO
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MPOrPECCUPOBaHUs ISl COXpaHEHUs OanaHca TYJIOBHUIA, KOPPEKIUH aedopmanuu rpyaHoOn
KJICTKH U yJIy4IlieHust 001iero kayectna xusuu [39,68,69].
YpoBeHb yoenureabHocTH pekoMeHaanuii — C (ypoBeHb IOCTOBEPHOCTH I0KA3aTeJIbCTB —4)

KomMmmenTapuu: svicoxas ckopocms npoepeccuposanus cuumaemces >10° 6 200

o PexoMenayercsi paccMOTpPEeTh BO3MOXKHOCTh XUPYPIHYECKOTO BMEIIATEIbCTBA HA
MO3BOHOYHHUKE (apTpoje3 TO3BOHOYHMKA (croHmwione3)) mnamuentam ¢ MJJ/MIB ¢
uckpusieaueM (yron Ko66a ocHoBHo# nyru nedopmariuu 30-50°) B HeaMOynaTOpHOM CTaInu, He
JOCTUTIIMX IyOepTaTa U HE MOJyYaBIINX TEPAIHIO TIIFOKOKOPTUKOHUIAMH, C IEJIbI0 YIIYUIICHUS

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

KoMMeHTapuu: npu npunsmuu peuwieHusi 0 Xupypeuueckom Meuamenbcmee HeoOXooumo
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-
Koppucupyrowue xopcemsl y oemeli 00 4-X JlemHe20 603pacma U OMJIONCUMb BbINOIHEHUE
Xupypauueckozo emewiamenvcmea [39].

° Pexomenayercsi paccMOTPETh BO3MOXKHOCTH HCITOJIB30BAHHSI HE TPEMSTCTBYIOIIETO
pocTy WHCTpyMeHTapusi y nanueHtoB ¢ MJIJI/MJIb ¢ He3aBepileHHBIM POCTOM CKeJeTa It
cTabuaM3anuy mo3BoHo4yHuka [68, 69,70].

YpoBeHb yoeauTeabHOCTH pekoMeHaanuii — C (YypoBeHb J10CTOBEPHOCTH 10KA3aTeIbCTB — 4)
KomMmeHTapum: y Oaunoll epynnvl nayueHmos onepayusi ¢ 6blNOJIHEHUEeM apmpooesa
NO360HOYHUKA (CNOHOUN00€3a) PUSUOHBIMU OUHAMUYECKUMU CUCMeMaMU uKrcayuu aeisemcs
YenecoobpasHoll 6 C653U C BbICOKUM PUCKOM HNPOSPeCCUpO8anuss CKOaUuo3da. Apmpoodes
NO3B0HOYHUKA (CNOHOUN00€3) MHO20ONOPHBIMU CUCTEMaMU QUHATbHOU GuKkcayuu 00bIYHO
npogoosim 60 6MOpOL  OeKkade, Ko20d O0ACUOAEeMCsT He3HAUUMENbHbIL  OONOIHUMENbHbI
npooonvhuil pocm nozsonounuka (Habop uncmpymenmos Onsi YCMAHOBKU UMNAAHMAMOS
CNUHANLHOU Quxcayuu;

HUmnnanmamul 015 ocmeocunmesa no360HOYHUKA U UX aHanozu).

. PexoMenayercs uzderaTb XupypruuecKiux BMEIIaTeIbCTB, HAIPABICHHBIX Ha KOPPEKIIUIO
KOHTPAaKTyp, 3a HCKIIOYEHHEM CJCIYIOIUX CIIy4aeB: HAJIWYMe BBIPAKEHHOrO 00JEeBOTro
CUHApPOMa, HapylIeHHE eTIOCTHOCTH KOKHBIX MOKPOBOB, BBIPAKEHHOTO TUCKOM(OpPTa B CBSI3U C

HEMPaBUJIBLHBIM TO3UIIMOHUpOBaHUEM y mareHToB ¢ MJIJI/M/Ib Ha mo3gHelt amOynaTopHOH
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CTaJIN! C TEJIbIO TPOMUIAKTUKHA OCIOXKHEHUH U YXYAIICHUS COCTOSHUS OMOPHO-IBUTaTEIIBHOTO
anmapara [39,70].

YpoBeHb yoeauTeabHOCTH pekoMeHaanuii — C (YypoBeHb 10CTOBEPHOCTH J0KA3aTeIbCTB — 5)

PexoMeHnayeTcst onpenensaTh MOKa3aHUs K IPOLeype HCKYCCTBEHHOTO KPOBOOOpAIICHUS U/ WITH
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 XUPYPrHYECKOTO BMEIIATENBCTBA C IENBI0 MPO(UIAKTHKH
BO3HUKHOBEHHUSI OCJIOKHEHHU BO BpeMs HapKko3a [39].

YpoBeHb yoea1uTeIbHOCTH pekoMeHaanuii — C (YypoBeHb J10CTOBEPHOCTH 10KA3aTeIbCTB — 5)
KommeHTapum: npumenenue KoOMOUHUPOBAHHO20 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, CNUHANbLHO-INUOYPATbHAA AHeCme3us) Modcem Oblmb 3ampyOHEeHO BCAe0Cmeue
UCKpUBIeHUs No360HOYHUKA. lleped n100bIM XUpYpeUHecKuUM 6MeulamenbCmeom Heooxoouma
KOHCYIbMayusi 8pava-nyioMoHoN02a (npuem (ocmomp, KOHCYIbMAayus) 6pava-nyisMOHOI02A
nepeuYHbILL) U 8PAUA-KAPOUON02A/8PAUA-0eMCKO20 KapOUuon02a (npuem (0CMomp, KOHCYIbmayus)
spava-kapouonoza/ 6paua-0emcko2o kapouonoea nepeuunwviii). Kpome moezo, 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

Tannuamuenas nomows — NOOX00, Yeblo KOMOPO20 AGNAEMCSA YIyYUeHUe 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
MA2OCMHBIX  PUIUYECKUX CUMNIMOMOS, A MAKIHCE OKA3AHUIO NCUXOCOYUANbHOU U OYXO8HOU
nooodepoicku [144]. I'nasnas 3a0aua naiiuamu@HOU NOMOWU — OOCMUDdICEHUE, NO000EPIHCKA,

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 JIOCTYNIHOW NAJUIMATUBHOW MEIUUMHCKOW TIOMOILIM JIETSAM 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 J0KA3aTEJILCTB — D)
Pexomenayercs Bcem nanuentam ¢ M/IJI/MJIb, HyxaatoumMcs B OKa3aHUM MaUIMATUBHOM
MEAUIIMHCKONW MOMOLIH, TPOBOJUTH NaTPOHAXK BbIE3AHON NaTPOHAKHOM OpHUrazoi OTIENeHUs
BBIE3THON MaTPOHAXKHOU HaJJIMaTUBHON MEIUIINHCKON IOMOIIH NEeTIM c
LEJIBI0 OKA3aHMs MMaJUTHATUBHOM CHICIIMATM3UPOBAHHON MeAMIIMHCKOM oMoty [ 148-150].

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

4. MeguuMHCKAasi peadMIMTALIUA M CAHATOPHO-KYPOPTHOE JIeYeHue,
MeJIMIUHCKNE MOKA3aHUA U MPOTHBONOKA3AHUSA K PUMEHEHUI0 METOA0B
MeIUIUHCKON peaduIuTanum, B TOM YHCJie OCHOBAHHBIX HA MCIO0JIb30BAHUN

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 MbIULYDL.

Llenu peabunumayuu HeoOX00UMO onpedensimv KAK NpU NOBCEOHEBHOU pabome ¢

pebenxom (peabunumayusi 0OpPA3OM IHCUSHU — MO20A IMO COBMeCmHAs paboma epavd
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Qusuueckoli u peaburuMayuoHHoOU MeOUYyuHovl (8pava no MeOUYUHCKoU peadburumayuu u op.,
umerowue coomeemcmeylowue 3HAHUA): 8pava No  Je4eOHOU  PU3KYIbmype, 6paua-
Quzuomepanesma, 6pauya-peghiekcomepanesma, 6pavaA-MpaABMAmMOoON02a-opmoneod, 6payd-
Heaponoea u 0p.), pooumenell U UH020d camozo pebenka) —oonee 00J120CPOUHblE Yeal, MaK U C
KaxcovlM Npuxo0om pebeHka Ha Kypc peadourumayuu 6 peadulumayuoHHbIl YeHmp —
KpamKkocpoumvie U OmcpoueHHble Yeiu.

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

® Jamb OOILHOMY BO3MONICHOCMbL 00Opecmu KOHMPONb HAO COO0U U B03MONCHLIMU

O0BUIICEHUAMU

® oOpecmu pasHosecue u 00U KOOPOUHAYUIO OBUICEHULL

®  3adepoicamsb Gopmuposarue ciabocmu mazoe8020 NosCa U IONAMOYHbIX MbLUY

® obecneuumsb NPABUILHYIO OCAHKY (CMOS, CUOSL, 1eHCa UL 80 BPEMSL OBUNCEHUS)

® coOanancuposamsv pabomy mululy, uzoe2as ymomieHus

®  pazeueamv COKpAMUMENbHYI0 CULY ObIXAMETbHbIX MbLULY

®  ynpasusims ObIXAHUEM 3d CHen NPABUTbHO20 UCHOIb308AHUsL OUdAppazmul

®  npedomepamums paHHee YKOPOUeHuUe Mbluly

Peabunumayusa nayuenmos ¢ M/JI/MJ[b — kascooOHe8Has MHO20IemHsA pabOma cemMbl.
Bpauu moeym oyenums cocmosinue, 3a0amv 6eKmop 0BUNCEHUSL, COCMABUMb CRUCOK NPOYeoyp U
00yuums, HO o00s3amenvHa  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, GbINOJHAIOWE20 QYHKYUIO U Op., UMEIOUWUX
coomeemcmeyiowue 3HAHUS), HAnpumep:., 6pay No  JledeOHOU  usKyrbmype,  8pau-
Quzuomepanesm, @pau-pegrexcomepanesm, 6pai-mpasmMamon02-opmoneod, 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://lwww.parentprojectmd.org/care/care-guidelines/by-area/physical-therapy-and-

stretching/].
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Ilpu  Heobxooumocmu K  KOHCYIbMUPOBAHUIO U  PeadUIUMAYUOHHOU — NOMOWU
NOOKTIOYAEMCs  8pAY-HEeUpoOXupype, 6pai-cypooio2-0mopuHoIapuHeoio2, a MakKice 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  QuU3UYECKyr0  mepanurd U - pe2yiapHvle  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 OeHb — K HOHEMHOZY, HO YACMO»,

. Oelicmeosams  YUpexcoarnwum oopazom — cmasums yeiu peadurumayuu Ha
Onudcaviuiue HecKoIbKo Mecayes 6neped C  YyUemom MeKyWUx pe3yibmamos
@DYHKYUOHATbHBIX MeCmos, MeKyue20 CKelemHO-MbIUEeYH020 Cmamyca nayuenma 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 SDYNNY;

® OnUmenbHoe BbIMANCEHUE C UCTIONb308AHUEM no3uYyuUoORUpoO6aAruUs, WUURUPOBAHUAL,
® opmes3uposarue u meﬁnupoeaHue;

* npucnocobnenus Ons BepMUKANUZAYUU U XOObOLL (8ePMUKATUZAMOD, KPOBAMb-
6epMUKAIUZAMOD, Hanpumep: naam@opma-eepmuKaIu3amop c

npuHa()ﬂe:)fmocm}wu, Kpoeamb Meaul/;uHCKaﬂ MHOZO@yHKI/;MOHaﬂbHCl}Z
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2)

3)
4)
5)

6)

NeKMPUUeCKas, BepMUKAIU3AMop peaduIumayuorHblll U 0p), Napanoouym-
8epMUKAIUZAMOP, Hanpumep: XOOYHKU-NAPAnoouymul c cucmemotl
BEpMUKANUZAYUU, ONOPbL HUICHUX KOHeUHOoCmeUu u mynosuwya 07 obecneyeHus:
BEPMUKAIUZAYUU U  NEPEeOBUIICEHUS. UHBATUO08, ANNApPam OpmMoneoudecKutl
«dunamuueckuii napanoouymy, annapam HA HUJCHUE KOHEYHOCMU U MYLosuuje
(opme3) - Ounamuweckutl napanoouym, Oisi UHBAIUO08 XOOYHKU-NAPANOOUYMbL

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

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

¢MKCGI4MM cOJICHOCMONHO20 cycmaesd, Ko20a nayuenn cudum, 6 MOoM Yucjie u 6 KoJsICKe.

. KUuHe3uomepanus, 6 mom uucie 2uOpoKuHe3omepanus (niasauue npu memnepamype
60061  30-33°C  (ommumanvHvle memnepamypHvle pamKu O1i  HAULYYULE20
memabonuzma moiuy).) (Jlewebnas guskynemypa 6 baccetine, Iuopoxunesomepanus
npu 3abonesanusx cepoya u nepuxapoa, luopoxunezomepanusi ¢ UCNOILIOBAHUEM

NOOBOOHBIX MPEHANCEPOB NPU 3a00e8AHUAX cepoya U Nepuxapoa);

. Mexanomepanusi, be3nacpy3ounble MOMOMemoobl (mexanomepanus,
POOOMUBUPOBAHHASL MEXAHOMEPANUs, ANNAPAMHbLe CIMAMO-KUHemu4ecKue Hazpy3Kiu,
JleuebHas mexanomepanus 8 600e), MPeHUPOBKU ¢ OUON02UHECKOU 0OPAMHOU C83bI0
no  Koopouwmayuu  OsudiceHull  (cmaounoniamghopma)  On  NOOOEPHCAHUS
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);

Quszuueckue Hacpysku: 01 NPeOOMEPAWEHUs. ampopuu U EMOPUUHBIX OCIONCHEHULL

RAYUEHMbl C COXPAHHOU CNOCOOHOCMbIO K CAMOCMOSMENbHOMY NEPEOSUNCEHUIO U NAYUCHMbL

Ha panHeu cmaouu nomepu CnOCOOHOCMU K CAMOCMOSMENbHOMY NEPEOSUNCEHUIO OONHCHBI

PecYISAPHO 3AHUMAMBCA YKPENeHueM Mbulidly 6 CYOMAKCUMATbHOM (11e2KOM) pexcume noo

HaoO00eHueM UHCMPYKIMOPO8, MeOUYUHCKO20 NePCOHANA UTU 0OYVHeHHbIX poOoumenel;

Jloconeduueckue 3anamus npu HAIUYUU HAPYUEHUL peylU, 2IOMAHUs, HCeBAHUSA, CATUBAYUL,

Heghexmonoeuueckue 3aHamust npu HATUYUY KOSHUMUBHBIX HAPYUWEHU;

Xupypeuueckoe emewamenbcmeo npu  HAIUYUU — CKelemHblX  Oepopmayuii  (CO21ACHO

COOMBEMCMBYIOUUM KIUHUYECKUM PEKOMEHOayusam) cm. pazoen 3.4.

Texnuueckue cpedcmea peabunumayuu u MeoOuyuHcKoe 060pyooeaHue O0as KOMNEHCayuu

@dynxyuili u adanmayuu.
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® Kpecila-KoJICKu, ynpaejiemvle nayueHnom, Kpecia-KoJIACKU, ynpaeiiembvple

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

MeXaHu4ecKkas Kpecio-KoJsACKd, KPecio-KOACKA ¢ PYYHbIM NPUBOOOM U Op.);

® Kpecla-KoJIACKU, C aﬂekmpodeueameﬂeM, ynpaeJjiemovle

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

HOYHblE UWUHDbL (ZOJleHOCWlO}’ZHble myniopbl Ul Opmesbl (mymop Ha 201eHOCMONHbILL

cycmas, opme3 HA 20J1€HOCMONHbIL CYCmas) npedomepawjarom pazeumue KOHMpPAKmyp 6
201eHOCMONHOM Cycmase.

OHeBHble WUHBI, HO MOJILKO He 0/ NAYUEHMO8, KOmopble euje MO2ym X00Uumb.
Jnunnvle wuHbl 015 HOZ (KOJNEHO-20]leHOCMONHble Opme3bl (Opme3sbl OJisl HUNCHelU
KOHEUHOCMU)) UCNONL3YIOMCSL 8 Nepuod, KO020a OYEHb CIONCHO UIU HEBO3MONCHO
xooums. [lpumenenue mMaxkux opme308 Modcem npedomepamums 0edopmayuro
cycmagos.

Yempoticmea ona eepmukanuzayuu (6epmukanuzamopsl, Kpecia ¢ 1eKMmpudecKum
nPUBOOOM, NPUCNOCOONIeHUS O/ NOMOWU npu écmasanuu (Hanpumep: npucnocobieHue
0J1s1 NOMOWU NPU BCMABAHUU PYYHOE, NPUCNOCODIEHUE Ol NOMOWU NPU 8CMABAHUU
anekmpuieckoe u 0p.); RNAPANOOUYM-8EPMUKAIUIAMOpP  (Hanpumep: XOOVHKU-
napanoouymvl ¢ CUCMeMOU BePMUKAIUZAYUU, ONOPbl HUNCHUX KOHeuHOoCmeu U
mynosuwa 0131 0becneyerss GePMUKAIU3AYUU U NePeOBUICEHUS. UHBATUA08, Annapam
opmoneduueckull «/[unamuieckuii napanoouymy», annapam Ha HUNCHUE 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 BEHMUAYUU JIe2KUX, CO30aAHUe NOTOHCUMENLHO20 0A6leHUs HAd 8blO0OXe)

— npu pazeumuu eunokcemuu. Cnedyem o00yuumos pooumeneii pabome ¢
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omkawiueamenem (uncyggaamop-acnupamopl, cucmema ouucmku ObIXAMENbHBIX
nymetil ) unu mewkom 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 NO360HOYHUKA. 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  peadurumayuoHHO20  OUACHO3A N0 MENCOYHAPOOHOU
Kaaccugurayuu GYHKYUOHUPOSAHUsl, 0ZpaHuydeHull 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 HeamoOy1amopHas 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
Jleekux) (co30anue NoroHCUMENbHO20 OABNeHUs. HA 8bl00Xe) — NPU PA3GUMUU SUNOKCEMUU.
Credyem obyuums pooumeneii pabome ¢ omxawiueamenem (UHcypgramop-acnupamop) uiu
Mewkom AmOy (annapam UCKYCCMBEHHOU SEHMUNAYUU Ne2KUX, PYUHOU, 0O0HOPA308020
(MHO20pA306020) UCNOIL30BAHUSL).

Hounvie wunvl (2onenocmonnvie mymopvi uau opmesvl (mymop Ha 201€HOCMONHbIL
cycmas, opme3 HA 20JEHOCMONHLLL CYCMAg)) Npedomepawam passumue KOHMPAKmyp 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-20]IeHOCMONHble opme3bl (Opmesbl 0/ HUJCHEeL
KOHEYHOCMU)) 8 COCMOAHUU NOKOS UCNONb3VIOMCA 8 NePU00, Ko20d PeOeHK)y yice CLONCHO UTU
HeB803MOXCHO X00umo. [Ipumenenue makux opmes08 Modxcem npedomspamums KOHMpaxKmypul u

()eqbop/wauu;o KOJIEHHbIX U cOIEHOCMONHKHbIX CYCMABOo86.
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Vempoiicmea 0ns co30anusi cmosiuec0 NONOJNCEHUs.  (6EpMUKATUZAMOPDI, Kpecad ¢
NEKMPUYECKUM  NPUBOOOM, NPUCNOCOONEHUSI ONid NOMOWU NPU 6CMABAHUU  (Hanpumep:
npucnocobnenue 01 NOMOWU NPU 6CMABAHUU DPYYHOE, NPUCNOCOONeHUe Oa 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 (PU3MYECKON M peadMIUTallMOHHON
MEAWIHUHB (WM Bpaya, BBIMOJHSIONIETO €ro (yHKIHIO) MEepBUYHBIA M TOBTOPHBIM BCeM
narueaTam ¢ MJIJI/MJIB ¢ nensio cocraBieHus miaHa peadumuranum [111].

YpoBeHb yoeauteabHocTH pekoMeHaanuii — C (ypoBeHb IOCTOBEPHOCTH JI0KA3aTeIbCTB — D)
Kommenrtapuu: meuenue M/ y xasxicooco xkonkpemuoco 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
npocpeccupoBanusi OCL0HCHEHUL 3a001e8aANHUA, MAKCUMATLHO 00120€ COXPAHEHUE BO3MONCHOCTU
K CAMOCMOAMENbHOMY nepedsudiceruto. Baosicneliuweln cocmaesnsioweli sA615emcs exnceoOHesHas
Qusuueckas mepanus. Omo YX00 3a Cycmaeamu — COXpaHeHue o0Ovema O08UNCEHUL,
npedomepaujerue Gopmuposanus Koumpaxkmyp. Tpemv Oemell npescoe8peMeHHO mepsom
CNOCOOHOCMb  X00UMb U3-3a  (QOPMUPOBAHUSL KOHMPAKMYP 6 20JeHOCHONHOM cycmaee U
Odepopmayuu cmonvl. Mo 6aAHCHO U 01 coXpanHocmu pabomwel pyk. Konmpaxmypwr — 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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e PexoMeHayloTCcsi MeponmpusTHS MO aJanTalldd K YCIOBUSM Makpocpenabl, (opMmupoBaHHe
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)
KoMMmeHTapuu: neobxooumvl meponpusmus no adanmayuu 0omawinel (u op. oKpyacarowetl)
06cmano8Ku 0151 obecneyeHuss MAKCUMANbHOU — HE3A8UCUMOCMU  NAYUEeHMO8 3a  cuem
bezonacnocmu u O0OCMYRHOCMU B6CeX HeoOX00uMblX um cpedcms. Bozmooxcnoe adanmusenoe
obopyoosanue  Ooma  GKuOYAem:  INEKMPOKOIACKY  (KPeclo-KOMSCKA — DNIeKMPUYECKdsl),
B8EPMUKAIUZAMOP, NOObEMHUK (Mugm) 0151 6e30naACHO20 nepemeweHus, NaHOYCol, 1eCMHUYHbLE
NOObEMHUKU,  NOOBEMHUKU  DJJIeKmpudeckue  Nnepeosudichvle  peadunumayuonHvle ¢
NPUHAONIEHCHOCAMU NPUCNOCOONIEHUsL OISl BAHHBIX KOMHAM U MYAemos, CReyuaibHvle Kposamu
u mampacst u op..

o Pexomenayercsi mpoBOAUTH MPOQPHUIAKTUKY PA3BUTUS KOHTPAKTYp BCEM MAallMEHTaM C
MJJI/MIB ¢ uenbio coxpaHeHuss o0bemMa IBUKEHHH U MOJBHKHOCTU CYCTaBOB, COXPAaHEHUU
PACTSDKUMOCTH MBI, (DYHKIMOHAIBHON AaKTUBHOCTU HUKHUX W BEPXHUX KOHEUHOCTEH,
CIIOCOOHOCTH XOJIUTh, CHMMETPHH TeJIa, YIyUYIICHHUS Ka4eCTBa U IPOAODKUTEILHOCTH JKHU3HH. [ 1,
2,108, 111]

YpoBeHb yoeauTebHOCTH pekoMeHaanuii — C (ypoBeHb J10CTOBEPHOCTH 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’HCKa ONMUMATLHO20 NO3ZUYUOHUPOBAHUS 8 medeHue OHa ¢ opme3amu (Y

HeamOyIamopHbIX NAYUeHmos), ycmpoucmea OJisl 8epMUuKAIU3ayUY  (8epmuKaiu3amopbsl,

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

npunadﬂeofcnocmﬂmu u dp), NePCOHAUZUPOBAHHBIE YCIMPOUCNEA o1 nepebeuofceﬂuﬂ (er@la-

KOJIAICKU, ynpaejisiembsle nayuermom, Kpecnia-KoJIACKU, ynpaejsiemole

NAYUeHmMoM/CONPOBONCOAIOWUM TUYOM (PVUHble Kpecla-KONACKU, Hanpumep: Mexanuueckas
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Kpecio-KONACKA, — KpeClo-KOJACKA €  PYYHbIM — NpU80OOM U  Op., Kpecia-KoasicKu, ¢
neKmpoosucamesnem, yhpasnsemvie RAYUEHMOM/CONPOBOAHCOAIOUWUM JUYoMm
(MOmMOpU3UPOBAHHbIE KPECIa-KONACKU, HANpUMep. Kpeclo-KOMACKA INeKmpuyecKkas, Kpecio-
KOJMAACKA C 2]IeKMPUdecKumM npugooomM u 0p.) u aoanmueHoe o000pyoosanue (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 HUMHCHEN KOHeYHOCU), Opme3bl 0151 6ePXHell 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 (PUBULECKOU U PeADUTUMAYUOHHOU MEOUYUHBL UTU 8PAYOM, GLLNOJIHAIOWUM
e20 QyHxyuro (cneyuanucm no MeOUYUHCKoU peaburumayuy, epad no jiewebHol uskyiomype),
nocie ye2o0 OaHHble YNPANCHEHUs O0enaromcs Ha edceOHeHoll ocHose. Ilpu pacmseusanuu
Heobxo0umo uzbecamov 0OONEBHIX OWYUWEHUU U HAYUHAMb NPOSPAMMbL DACMACUBAHUSL 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.

Qubposnvie usmenenus 8 mvruyax npu M/ nauunaromes yice y HOBOPOHCOEHHBIX, UMO
03HAYaem 8ANCHOCMb U HEOOXOOUMOCMb PAHHel NPODUIAKMUKU PACMANCUMOCIU MbliY. DmMo
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
WCIIOJIb30BAHUS) I TOJJEP>KAHMS, MPABUIBHOTO TMOJOXKEHHUS CYCTaBOB M IMPABUIBLHOTO

MO3UILIMOHUPOBAHUS C LENBIO MIPEIYNPExaeHUs GopMHUpOoBaHus KOHTpakTyp [1,2,71,72]
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YpoBenb yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb I0OCTOBEPHOCTH 10KA3aTeIbLCTB —4)
KommeHnTapum: opme3sbl npeocmasnsiiom coboll mexuuueckue cpeocmed peadurumayuu,
ucnonvzyemvie O0Jis USMEHEeHUs CMPYKMYPHbIX U (DYHKYUOHANbHLIX XAPAKMEPUCTNUK HEePEHO-
MbIUWEYHOU U CKeemHbIX cucmem u obecneuusaowjue, 6 3a6UCUMOCIU OM MeOUYUHCKUX
NOKA3AHULL, OPMONeOU4ecKyr0 KOppeKyuro, pasepysKy, ukcayuo, akmusuzayuro 08UeamenbHbix
@yuxyuil. CymmapHoe 8pems HaxoHcoeHus 8 opme3ax 0Jisl AMOYIaMOPHLIX NAYUEeHMO8 — 5 pas 8
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 gusuieckorl peaburumayuu (KUHe3UOCREeYUAIUCn, 6pay no
JeyebHou usKyromype). Y ambyramopuvix nayueHmos NpPUMEHAIOMCA Ol PACMANCEHUs 8
HOUHOE 8peMsl.

Ipumenenue 201eHOCMONKBIX OpMeE308 (OpMe3 HA 20JeHOCMONHbLIL CYCMAB) 6 OHEeBHOe 6PeMsl
MOdHCEM UCNONBb308AMbCS 01 PACMALUBAHUS ULU NOZUYUHUPOBAHUS NAYUEHMOS8, YMPAMUBUIUX
@yuKyuro camocmosmenvhol xo0vowl. IIpumenenue KOJIEHHO-201eHOCIMONHbIX OPMe308 (opme3
HA 201€HOCMONHBIL U KOJEHHbLL CYCMABbL) BO3MONCHO Y Jlexcayux nayuenmos. Ilpumenenue
WUHBL HA 3anscmbe Ul PyKy (Opmes Ha 3ansicmee, opmes Oisk PYKU) 015l PACMANCEHUSL OJIUHHBIX

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

o Pexomenayercs manuentam ¢ MJIJI/MJIB, B 3aBHCUMOCTH OT CTETIEHH MOOUIBHOCTH,
NPUMEHEHNUE PEeadMINTAMOHHBIX W aJalTUPOBAHHBIX AJI MHBAIMJIOB MEIULMHCKUX H3AETU
(kpoBaTh-BepTHKaNM3aTOp  (HampuMmep, KpOBaTh  MEAMIIMHCKAs  MHOTO()YHKIIMOHAIbHAS
AIIEKTpUYECKast), HapanoJuyM-BepTHKAIN3ATOp (HaIpUMeEp: XOIyHKU-apaloJUyMBbl C CUCTEMON
BEPTHUKAINU3AINH, ONIOPHl HUKHUX KOHEYHOCTEN U TYJOBHINA JIsl 0OECTieueHUs] BEpTUKAIN3AUU
W TEPEeIBW)KECHUS HMHBAJIUAOB, armapar OpTONeAnYecKuid «/luHaMuueckuil maparnoguym»,
amnmapaT Ha HIKHHUE KOHEYHOCTH M TyJoBHIIE (OpTe3) - AMHAMUYECKUW MNapanoguym, Ijs
WHBAJINIOB  XOAYHKHU-NIApAllOJUyMbl JAWHAMHYECKHE C CHUCTEMOW BEPTUKAIM3ALUU C
NPUHAUISKHOCTSIMM U Jp.)) C LEJIbl0 MaKCUMaJIbHOIO COXPAHEHHMs BO3MOXHOCTHU
BepTuKanuzamyu [1, 2].

YpoBeHb yoenureabHocTH pekoMeHaannii — C (ypoBeHb IOCTOBEPHOCTH I0KA3aTeIbCTB — D)
KomMmeHTapum: noodeporwcusarowue nocmosiHusie yYCmpoucmea OJis Juy ¢ OMCYmcmeuem uiu
Jle2KUMU KOHMPAKMYPAMU HUNCHUX KOHeYHOCmell HeoOX00umbl HA NO30Heu amOyIamopHoU u
paunell HeamOyIamopHOU Ccmaouu, 6 mMOM YUcle 6epMUKAIUZAMOPbL, MOMOPU308AHHbIE

UHBANUOHbBlE KOMACKU C  (DYHKYueu eepmukanuzayuu (uzdeiue opmoneoudeckoe 0is
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APOPUAAKMUKY U peabunumayuu Kpecio-Koasiacka ¢ npunaonexchocmsmu). Onu obecneuusaiom
OObULE NOTOANCUMENbHBIX IPPEKmOs, yem NPUBLIYHBLE KOLEHHO-20JIeHOCHONHble opme3bl (opme3
HA 207€HOCMONHBIN U KOJeHHbIll cycmagwl). [is eepmukaiuzayuu mocym Ovlmb maxoice
UCNONb308AHDL: KPOBAMb-8epMUKAIUZAMOP (hHanpumep, Kposamb MEOUYUHCKASL
MHO2OPYHKYUOHAILHASL INeKMPpUYecKas), napanoouym-6epmuKaiuzamop (Hanpumep: Xo00yHKU-
napanoouymvl ¢ CUCMEMOU BEPMUKAIUZAYUU, ONOPbl HUNCHUX KOHEeUHOCmel U mynoeuwya O
obecneyeHuss GEPMUKAIUZAYUU U NEPEOSUNCEHUs UHBANUO08, ANNApam OpmoneoudecKutl
«dunamuueckuii napanoouymy, annapam HaA HUJCHUE KOHEYHOCMuU U mynosuwe (opmes) -
OUHAMUYECKUll napanoouym, 0s UHBAAUOO08 XOOYHKU-NAPANOOUYMbl OUHAMUYECKUE C CUCTEMOU
sepmuKaIuzayuu ¢ npuHaoedchocmamu u op.)) u m.n. [108].

o Pexomennayerca Bcem manuentaMm ¢ MJJ/MJIb  nedebHas ¢u3KynpTypa IpH
3200JICBaHUSX OpPOHXOJIETOYHOW  CHCTEMBI/IBIXATeIbHBIC  YIIPAKHCHHS, B TOM  4YHCIIC
NpeHupyoIue, JiedeOHas (U3KYyIbTypa NpH 3a00JIeBaHUSX CepAlla U IepHKapia C LEIbHo
yIy4IIeHus1 QYHKITMH JIbIXaHHSI U CEPACUYHO-COCYIUCTON CUCTEMBI, a TAK)KE 00IIET0 (PU3NIECKOTO
cocrosinus [1, 2, 73, 74, 109, 160].

YpoBeHb y0eTuTeIbHOCTH peKoMeHaanuii — B (YpoBeHb J0CTOBEPHOCTH 10KA3aTEJbCTB — 2)
KommenTapumu: Heobxooumo uzbecamv — YNpadxrCHeHUu ¢  8bICOKUM — CONPOMUBTEHUEM,
00513amenbHO CleOUumb 3d GbINOJIHEHUEM YRPANCHEHUL 05l uzbedcanue nepenanpscerus. Kpatine
BAJCHO UMeMb O00CMAMOYHBIL OMObIX MeHCOY VHPANCHEHUSAMU, a makKdce cobaooams
OCMOPONCHOCIb 8  OMHOWEHUU  NOMEHYUANbHO — CHUMCEHHOU  KapOUopecnupamopHou
CNOCOOHOCMU U PUCKA  NOBPENHCOeHUs  Mbludy  O0axce NpU  XOpowiem  KIUHUYECKOM
@yHukyuonuposanuu. Bosmoosicnvl makue akmusnocmu, kax niaeaunue, e3oa Ha eerocuneoe [109,
111, 113].

Hcnonvzosanue cuopokunesomepanuu 0Jisi NOOOEPHCKU O8ULAMENbHOU DYHKYUU ) MATbUYUKOS C
MJT wiupoxo noooepacusaemcs meouyurckou aumepamype [199, 200]. Onybauxosanvt Oannvle,
noomeepicoaloujue UCnonIb308aHUe NPOSPAMM SUOPOKUHE30MePanuu Oas VIyYyuleHus QyHKyuu
neexux y npu M//] [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
euopoxkunezomepanuu  npu MJJ]:  Oe3onacnocme, KOMpOpmM, YMEPEHHOCMb  HACPY3KU,

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 comamuveckoe 6]161201’[0]1)7’11/[6 pe6em<a.

Pexomenayercsa namuentam ¢ M/IJI/MZIb npu Hanmu4yuu pevyeBHIX HApYLNICHUW pEryIspHBIE
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 oowxonvnukos ¢ M/ wacmo eécmpeuaiomcs mpau3umopHvle 3a0epiucKu
peuesozo pazeumus, Yy WKOIbHUKOE — cheyuguueckue HapyuweHus/oepuyumsl 00yueHus
(Oucnexcus, oucepaghusi, ouckanvkyaus). B omauuue om ocnosnvix cumnmomos M/, npodremol
C peuvlo U oOyueHuem He Npocpeccupyrom, 60 MHOSUX 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 wixoie [193, 194].
Haubonee  pacnpocmpanennvivu y  nayuenmos ¢ M  asensiomes — HapyweHus
aMoyuoHanvbHol/nosedenueckou peeynayuu (38,7%), CABI" (31,4%), OKP (25,0%) u 3adeporcka
peuesoeo pazeumus (24,4%). ¥V 6onvuwuncmea nayuenmos (72,7%) nabarooancs xoms oOvl ymo-
mo 00HO u3 nepeuuciennoeo. Kpome moeo, y nayuenmoe ¢ MJ[/] no cpagunenuio co 300posoii
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 NoGedeHuUr0. Y Hux mozym bvims mpyonocmu 8

a()anmauuu K usmenenusam. OHu maxoice Mo2cym NpuHuUMAanio Kopmukocmepoudbl CUCMEMHO20
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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 SMOYUOHAILHOU peyiayul dawe XapakmepHvl Ol 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 Oemeti ¢ M//]. OOHaxko umeHHO ONNO3UYUOHHO-BbIZBIBAIOULEE
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-pUMMU4ecKas
npoyedypa, Meoduxo-noconeduueckas npoyedypa ¢ UCNONb30BAHUEM  UHMEPAKMUBHBIX

UHGDOPMAYUOHHBIX MEXHOTIO2ULL.

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

YpoBeHb yoeauTeabHOCTH pekoMeHaanuii — C (YypoBeHb J10CTOBEPHOCTH J0KA3aTeIbCTB — 5)
KomMmeHnTapuu: ncuxonozcuyeckas nomowjp U nOOOEPAHCKA ABNIAEMCA 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 OKA3bl8AMb NCUXOJO2UHEeCcKylo nomows. Illpu
HeoOXo00uMocmu — MeOUKAMEHMO3HOU — KOPPeKYUul  NCUXUYECKUX — PACCMPOUCME  00NHCEeH

NPUBTIEKAMbCsl 8pAY-NCUXUAMP OeMCKU.

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 OCTIOJCHEHUNl 3a001esanus. Peaburumayuonnvie yeau 0as amoy1amopHbix
NAYUEHMO8 3a8UCAM OM COCMOAHUS OONbHO20 U UHOUBUOYANbHYL!

*  NOGbIUUEHUS BbIHOCTUBOCTIU/MONEPAHMHOCIU K QUIUYECKUM HAZPY3KAM.
*  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 npedynpexncoenue CKOIUOMUYecKou oeghopmayuu n0360HOYHUKA,

*  paspabomka oOvema OBUdNCEHUs & CYCMABAX, COXPAHeHUe 00beM08 OBUINCEHUS 6 HUX
(0cobenHo 3mo Kacaemcs 201eHOCMONHO20 CYCMABA), 8albeyCHOU dedopmayuu Cmonwl,
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 Jerkasi, yqoOHasi, TuOKas oproneanyeckas oOyBb U O/eXkAa aMOylaTOPHBIM
narueaTam ¢ MJIJI/MJIB, ¢ tienbio o0serdeHus qBurarenbHoi aktuBHoCTH [111, 114].

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

e PexoMeHIyeTCs UCIIOIB30BaHUE OPTE30B (TYTOPOB) IS TOJEHOCTOMHBIX CYCTaBOB (B HOUHOE
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 10CTOBEPHOCTH J0KA3aTeIbCTB — 5)
KOMMeHTapHﬁ: UCnolb3osanue mymopoe Ha 20J]1eHOCMONHbLU cycmaes HeoOX00UMO HAYUHAMb
npu CHUsMCeHuu 0bvema muliabHOU ¢ﬂ€KCMM 2cOJICHOCMONHOM cycmaee no OaHHbIM cOHUOMempuu

0o 10 epadycos u menee.

e Pexomenayercsi MCTIOJb30BaHHUE AIAPATOB HA TOJICHOCTOITHBIN CyCcTaB (7151 X0160bI) 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].

YpoBeHb yoenureabHocTH pekoMeHaanuii — C (ypoBeHb IOCTOBEPHOCTH I0KA3aTeIbLCTB — D)
KommenTapmii: ucnonvzosanue annapamos Ha 201eHOCHONHbIL CYCMA8 He0OX00UMO HAYUHAMb
npu NoseIeHUuU y NayueHmos HACMYNauus ¢ HOCKA UIU X00bObl HA NEpeoHUX Omoenax CMmon.

Hcnonvzosanue annapama noseojium nayueHnmam COxXpaHAambs (i)M?uOﬂOZM‘léCKM 8b1200H0€E

56



noJloJCeHue cnmonvl 6 nepuod X00b0bl Oe3 nomepu MoOuURLHOCIU U CHU3UM PUCK HACmyNnjleHus

KOHMPAxKmyp 20J1€HOCMONHBIX CYCMABO8 ¢ nomepeu amoy1amopHocmu.

° PexoMeHayeTcsl MCIOIB30BAHUE CPEJCTB IEPEABUKEHUS: aallTUPOBAHHBIX — Kpece-
KOJSICOK aKTUBHOTO THMA (Kpecia-KOJSCKU, YIpaBiIsieMble IallUeHTOM, Kpeciaa-KOJACKH,
yIpaBisieMble MAIllIEHTOM/CONPOBOXKAAIOIIUM JIULIOM (py4HbIE KpECiIa-KOJSICKU); Kpecia-
KOJISICKM C PYYHBIM IIPUBOAOM; KpECIa-KOJIACKH JUIsl HHBAIMJIOB, C PYYHBIM IIPUBOJIOM; Kpecia-
KOJIICKH C AJIEKTPOJBUTATENIEM, YIPaBJsieMble MallieHTOM/COMPOBOKIAIOIIUM JIULOM (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 yoea1uTeIbHOCTH pekoMeHaanuii — C (YypoBeHb J10CTOBEPHOCTH 10KA3aTeIbCTB — 5)
Pexomenayercsi UCHONb30BaHUE PEAOMIMTAIMOHHBIX U aJalTUPOBAHHBIX MJII WHBAIHJIOB
MEIULHCKUX U3JEIUN — PaCTyIIME CTYJIbs C MOACTABKAMM IS HOT, PEryJupyeMble 110 pOCTY,
OTIOp /7S CIUHBI (OMOPHI (YHKIIMOHAJIBHBIC JUTSI CHICHUS IS IeTeH-UHBAINIOB), 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].

YpoBeHb yoeauTeabHOCTH pekoMeHaanuii — C (YypoBeHb J10CTOBEPHOCTH 10KA3aTeIbCTB — 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  CKeNemHblX 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 PA3GUMUIO MENOCI0NHCEHUSL NAYUESHMO8 U NPABUTLHOMY NO3UYUOHUPOBAHUIO.

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-08USAMENbHO2O
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;

® npedynpesicoerue hopMuposanuusi NPOaENCHel,

® 06)/’1!61-!1/{6 ObIMOBLIM HABLIKAM U HABLIKAM CaMOO6CJZy9fcu6aHMﬂ 6 cpe()e.

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

YpoBenb yoeaureabHocTH pekoMenaanuii — C (ypoBeHb IOCTOBEPHOCTH I0KA3aTeIbLCTB — D)
KommenTapuu: vunumanvnas yvacmoma npebvliéanus 6 opmesax 5 pasz 6 neoeno. Bozmoocno
UCNONIb306AHUE 8 OHeBHOe 8peMsi 6 cuoauemM ulu cmosyem noaodceHuu. Ilpu yepose
Gopmuposarnus Odepopmayuil, nPensmcmeyrouux NOUYUOHUPOBAHUIO (8ePMUKATUZAYUY) UTU
UCNONB308AHUIO 00Y8U, BO3MONCHO UCHONB308AHUE MYMOPO8 HA 20JIeHOCMONHbIU CYCMA8 8

peotcume nOCMOAHHO20 HOUEHUA.

e PexoMeHAYIOTCSl CpEICTBA MEPEABIKCHUS aallTUPOBAHHBIE (Kpecia-KOJMSCKH, YIpaBliseMble
MAIUEHTOM, Kpecia-KOJSCKU, YIpaBliseMble MAlMEHTOM/COMPOBOXKIAIONINM JHIIOM (py4YHBIS
Kpecya-KOJISICKN); KPECJIa-KOJISICKM C PYYHBIM TPHUBOJIOM; KPECJIa-KOJSCKU I WHBAJIHUJIOB, C
pyuHbsIM mnpuBojaoM; Kpecno-konscka ¢ py4HBIM MPHUBOJIOM C JONOJHUTENBbHON (uKcanuen
(TToaIep>KKOIf) TONOBHI M TeJa JUIsl MHBAJUIOB U JETCH-UHBAIUIOB, B TOM YHCIIE JJIs OOJBHBIX

JUIT (MHAMBHIyaTu3UpOBAHHBIE KPECIIA-KOJSICKM C PYYHBIM IIPUBOJOM C JOIMOJHUTEIBHON
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¢dukcamuent (MOAIEPHKKOM) TOJOBBI, PyK, HOT M Tela, KOMHATHBIE W TMPOTYJIOYHBIC |
W3TOTOBJICHHBIEC MHIUBUIYATHHO IO O0BEMHON TPEXMEPHON MOJAETHU 3aHEH 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 TI0CTOBEPHOCTH 10KA3aTeIbLCTB —4)
KomMmeHnTapum: npu noobope Koaicok credyem pyKOBOOCMB08AMbCA  MAKCUMATbHOU
@DYHKYUOHANBHOU HEe3ABUCUMOCIbIO U KOMBOPMHOCMbIO Npebbiéanus 6 Kpecle nayuenmad

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

Pexomenayercst sprorepanus cuasuuM namuerntam ¢ MJJI/M/Ib nns okazaHus momoru
MALUEHTY B MOBCEIHEBHOW JKU3HU, PA3BUTHS U MOJJCPKAHUS €KETHEBHO HCIOJIB3YEMBIX UM
HaBbIKOB [2, 111].

YpoBeHb yoeauTeIbHOCTH pekoMeHaanuii — C (YypoBeHb J10CTOBEPHOCTH 10KA3aTeIbCTB — 5)
KomMmeHnTapuu: credyem npusiekamv cneyuaiucma no 3p2omepanuu (Cneyudaiucm no
apeopeabunumayuy  (Ipeocneyuanucm) wuiu epava Qusudeckou U peadbuIUMayuOHHOU
MeOuYUHbl, 8paia no MeOUYUHCKOU peadburumayuu uiy O0py2020 8paud, 6bINOJHAIOUEe20 e20
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 nonodCeHUe SMUX NAYUCHMOE 8 OOMAWHUX YCA0BUSIX — 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 UBMEHIMb 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. HeTrexHu4ueckue MeTOAbl PeadUINTAIUH JI€KAYNX MAIHEHTOB.

o PexoMmenayercsi nexxauyuMm manueHtaM ¢ MJIJ] BBINONHATH MO3UIMOHUPOBAHHE C IIEIBIO
MOJTHOIICHHON BEHTUJISIIIUM BCEX OTAENOB JIETKHUX, JbIXaTeNbHBIE YIPaXHEHUS, B TOM YHCIE
npenupytomue [39, 111].

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

e PexoMeHayeTCsl BBITIONHATh YINPaKHEHUS JiedeOHON (PU3KYNbTYphl UIsl BEPXHUX M HUIKHHUX
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].

YpoBeHb yoeauTebHOCTH pekoMeHaanuii — C (ypoBeHb J10CTOBEPHOCTH J0KA3aTeIbCTB — 5)
KommenTapuii: 6o epemsa zanamuil ghuzuueckoli mepanueil ¢ 1excavumu nayueHmamu y00oHo
noosewusams cecmeHmsl Koneunocmell. Taxoiu cnocob nooxooum O0ns NpPUMeHeHUusl KaK Ha
BEpXHUX (Nlleyu), MmaK U HA HUNCHUX KOHeyHocmsx (bedpo-koneno-2onens). 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.
Tlocmypanvhulil MeneOdcMeHm, KOMOPblil 8KIOUaem 8 cebsl NPasuibHoe NO3UYUOHUPOBAHUe (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
NO3UYUOHUPOBAHUSL (CUCmeMbl OJis1 OPMOCMAMUYECKOU NOOOEPIHCKU, BKIIOYAtoujue 6 cebs 8anuxu,
Gopmosantvle NOOYWIKU PA3TUYHOU HCECMKOCMU U KOH@UIYpayuu), ¢ yeivilo NpUoaHus
HE0bX00UM020  (DYHKYUOHANbHO2O NONONCEHUsL C HeoOX00umol ¢uxcayuetl mynosuud,
HOO0EPIUCKOLL 201108blL U BePXHUX KoHeuHocmell. CyMMapHoe 8pemsi HaxodcoeHus 8 opmesax 00 8—
12 yacog 6 oenv. Munumanvhas yacmoma nPUMeHeHUs Opme308 O/ NeHCAYUX NAYUeHmo8 — 5

pasz 6 neoenio [117].

PexomeHayI0TCs Kpecia-KOJSCKU C AIEKTPUYECKUM MPUBOAOM C JOTOJTHUTEIbHON (uKcanuen
(moaIep>KKoii) TOJIOBBI, PYK, HOT U Teja, IPOTyJIOo4YHbIe (/IS MHBAJIUAOB U JETEH-UHBAIUIOB)
cusianM narmeraTam ¢ MJIJI/MJIB ¢ nensio obecnieuenust oomeit MmoomnbHOCTH [111].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii — C (YypoBeHb 10CTOBEPHOCTH J0KA3aTeIbCTB — 5)
KomMeHnTapuu: 01 npebvieanus 6 noiodceHun « CUOs» UCHONIb3VIOMC ONOpbl OJisk CUOSHUS 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),
obecneuusarowull OOKOBYI0 U NepeoHe3a0HIO CMAOUIU3AYUIO 201108bl U He 02PAHUYUBAIOWUL
B03MONCHOCIMU OBUNCEHUST 20JI080U, CUOEHbe C pe2yIupyembiMu 21YOUHOU, WUPUHOU U Y2T10M
HAKIOHA, KOHCMPYKMUBHO CUOEHUe pa30eNeHO HaA MA308)10 U bedpeHHble Yacmu, 4mo no3eoisem
MAKCUMANILHO NOJIHO peuiams umeruuecs y nayuenma npoodiemvl ¢ 6aiaHcom u cummempue,
6bI136AHHbIE BMOPUYHBIMU OPMONEOUYECKUMU OCTONCHEHUAMU, pecyiupyemdas no evblcome u yauy
HAKIOHA CHUHKA, QuKkcamop mynosuwa (dHcuiem), npedoXpaHumenvHvill ma3zoeulil MNosc,
pezynupyemvle nOOJOKOMHUKY, pa30elbhble, pecyiupyemblie NOOHONCKU ¢ hukcamopamu cmon,
APUCMABHOL CIONUK, NPOMUBONPONENCHEBASL NOOYUIKA.

Pexomenayercst mpeObIBaHNE B TIOJNIOKEHUU «CUIs JiexkaunM narmeHTam ¢ MJIJI/M/IB ¢ nenbio
NpoQUIAKTUKA  OPTOMEIUYECKHX OCIOXHEHUH OCHOBHOTO 3a00leBaHHMsl W CO3JaHUs
(U3HONOTHYECKUX YCIOBUH C IETbI0 HOPMATbHOTO Pa3BUTHUS U (DYHKIIMOHUPOBAHUS BHYTPEHHUX
opranoB [111].

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

Pexomenayercsi HOYHOE HCIIOJIB30BAHME OPTE30B (TYTOPOB) HAa HW)KHHME KOHEYHOCTHU

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

YpoBenb yoeauTeabHOCTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbLCTB — D)
KommenTapuu: npu Hamuuuu y nayuewma yoace c@hOPMUPOBAHHBIX 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/IJ]aKTl/IKI/I

5.1. [IpopuaakTuka

. Pexomenayercst mpueM (OCMOTp, KOHCYJbTAllMs) Bpaua-TeHETUKA MEPBUYHBIA U
MOBTOPHBIN (MPU HEOOX0AUMOCTH) BeeM narmentam ¢ MJIJI/M/Ib, npu Hanmuyuu moka3aHuid —
YIeHaM MX CeMel WK X 0(pULIMaIbHBIM MPEJACTABUTENSM, C LIETBIO Pa3bsICHEHUN N€HETHYECKOTO
pHucKa, OOCYXJI€HHUsI BOZMOXHOCTEH MpeHATAIbHOW M MPEUMIUIAHTAIIMOHHON JTUArHOCTUKHU TIPH
IUTAaHUPOBaHUU OepeMEeHHOCTH [2].

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

KommenTtapuii: cemvam ¢ 6onvuoimu M/[/MJIB 0embmu noxkazaHo mMeOuKo-2eHemuieckoe
KOHCYIbMUPOBAHUE C YElbI0 ONPeOeNeHUsl 2eHeMUUECKO20 PUCKA POIHCOEHUS NOCTEOVIOWUX Oemell
¢ M. TIpu M/[JI/MJIB cenemuueckuti puck 0151 cubcos (poOHuIx bOpambes/cecmep npobanoa) —
6ce 0egouxu Oyoym 300posbimu, 011 Manvyuxos puck evicoxkutli — 50%. B cemwsx, 20e ecmb
oonvrot MIII/MJIB pebenok, 8603M0iCHO nposedenue NPeHamaibHol U NPeuMnianmayuoHHouU
ouaenocmuxu. Ilposedenue 00po008oill OuasHOCMUKU NOKA3AHO U 6 CAyYae, eci Mamv 60J1bHO20
He A61emcsi HOCUmenbHuyel 3a001e8aHus, 4mo 00YCl08IEHO 803MOICHOCMbIO HANUYUS Y Hee
20Ha0H020 mozauyusma (15% puck, eciu 6 cemve ecmwv pebenox ¢ MI/). /[na s3moeo pooumenam
HeobXo00uMo obpamumscsi 8 CHeyuanu3uposanHvle OudeHOCmuyecKue 1adbopamopuu u
MeOUYUHCKUE YeHMPBb.

IIpenamanvhas oOuacHocmMuka NPOBOOUMCS MOJEKVAApHO-cenemuyeckumu Ha 9-11 nedene
bepemeHHOCIU U/ UIU KIemOoK aMHUOMUYECKOU HCUOKOCIU, nyno8uHHOU Kposu Ha 20-22 nedene
bepemennocmu.  OnmumanvhHblM — AGNAEMCA  UCCLe008aHue  OUONMAma XOpUoHa: Npu

HeONa2onpusimHomM NpocHo3e bOepeMeHHOCmb Modicem Oblmb npepeana 6 CPOKU O00bIUHO20
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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-eceHemu4eckou 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 yoea1uTeIbHOCTH pekoMeHaanuii — C (YypoBeHb J10CTOBEPHOCTH J10KA3aTeIbCTB — 5)
KommenTapmii: saxyunayus nposooumcs oemsm ¢ MI/MJE coenacno Hayuonanvromy
npueusounomy xanenoapio. MJ]/] ne saensiemcs noxkazaumuem ONsi 0meoOa OmM GAKYUHAYUL,
Hanpomue, 0emu ¢ XPOHUUeCKUMU 3a00Ne8aAHUAMU HYIHCOAIOMCA 8 3aujume om UHGEKYUOHHbIX
3abonesanuii 6onee, uem 300posvle. Bakyunayuio orcusvimu eakyuHamu YenecooopasHo

3asepuiums 00 HA4ALA NPUEMA KOPMUKOCMEPOUD08 cucmemnozo oeticmautl [1-3].

. PexoMenayercsi mpoBOIUTH OOyde€HHE MeEpaM MPEIOCTOPONKHOCTH BCEX POAMUTENICH
nanpentoB ¢ MJIJI/MJIb, He3aBUCHMO OT CTENEeHH OOE3/IBM)KCHHOCTH MAIMEHTOB, C IIENbIO
npodHIaKTUKU TpaBMaTtu3auuu [39].

YpoBenb yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb IOCTOBEPHOCTH I0KA3aTeIbLCTB — D)
KommenTapmii: cuusicenue munepanoHot niomHocmu KOCmet s614emcs YacmulyM nposieleHuem
v nayuenmog ¢ M. V ambyramopueix Oemeili HeyCMOUYUBOCMb NPU X00bDOE, CIOHCHOCHb
NO00EPAHCAHUS PABHOBECUSL 8 PE3VIbmame MblUeYHOU ClabOCmU, 8 COYemMaHul ¢ 0CMeonopo30om
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 UIU NepemeujeHue
boavrozco. [Iposooums obyuenue modxcem Kaxk aedawyuti 8pay-Heepono2, max u epay Qusuieckou
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  SAGNAEMCSA  BANCHLIM —acnekmom e6sedenuss nayuenmos ¢ MI//M/B. [ pagux

0bcnedosanuil u noceuwjeHull NPoYUIbLHLIX cneyuanucmos npeocmasier 6 Ilpunoscenuu A3.4.
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. Pexomennyercsi Bcem nanuentam ¢ MJIJI/M/Ib oOmuii (KMMHUYECKUI) aHAN3 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 (ypoBeHb IOCTOBEPHOCTH JI0KA3aTeIbCTB —4)

KommenTapmii: uacmoma ne pexce 1 pasa 6 6 mecayes.

. PexoMenayeTcs nanmeHTaM, ¢ ycTraHoBIeHHBIM quarno3zom MJIJI/M/Ib, npu nono3pennun
Ha HAJIMYWE JBIXATEIbHBIX HAPYIICHUN UCCIEAOBAHNE KUCIOTHO-OCHOBHOTO COCTOSIHUSI M Ta30B
KPOBU C IICJIbIO OIIEHKHM CTETNEHU KOMIICHCAIIMM JABIXaTeJIbHBIX HAPYIICHUH W OMNpeleeHUs
TaKTUKHU pecrupaTopHoi nmoaaepxku [ 154, 155].

YpoBeHb yoea1uTeIbHOCTH pekoMeHaanuii — C (YypoBeHb J10CTOBEPHOCTH J10KA3aTeIbCTB — 4)
KomMmeHnTapumu: wusvenenus 6 KUCIOMHO-WYENIOYHOM PABHOBECUU BOZHUKAIOM HA OdIeKO
3aueduux cmaousax OvlxamenvbHou HedocmamouHocmu. Kenamenvno 0ns ceoespemennou
OUACHOCMUKU  UCNONIb308aMb  Oolee  UHGDOPMAMUBHbIE — UHCHMPYMEHMAIbHble  Memoobl
uccnedosanusi  (kanHomempuio u  0p.). Jexkomnencayus — ObIXAMENbHLIX — HAPYUIEHUL

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

. Pexomenayercst Bcem mnammeHtaM ¢ MJIJI/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 peabmmranuy (KMHE3NOCTIEIIUATIUCT)), Bpaya 1o JieueOHOW (PU3KyIbType u 1p.) C
11€JIbI0 MOHUTOPUHTA COCTOSIHUS U MPOBEACHUS PEaOUINTALIMOHHBIX MEPONIPUATHUIL [2].

YpoBenb yoenureabHocTH pekoMeHaanuii — C (YypoBeHb I0OCTOBEPHOCTH I0KA3aTeIbLCTB — D)
KommenTapmii: cym. pazoen 4. «Meouyunckas peabunumayus, MeOUyuHcKue HOKA3AHUSA U
NPOMUBONOKA3AHUSL K NPUMEHEHUI0 Memoo08 peabunumayuu, 8 mom uucie OCHOBAHHbIX HA

UCNONB308AHUU NPUPOOHDBIX JIeYEeOHBIX PAKMOPOB».

. Pexomenayercst Bcem manueHtam ¢ MJIJI/MJIb 1o MomeHTa 3aBepIeHHs IMOJIOBOTO
CO3pEBaHUs 1 3aBEPILIEHUS POCTA OIIEHKA POCTA MalUeHTa (AHTPOIIOMETPUUECKUE UCCIIEI0BAHMUS )
KaKJIble 6 MECAIIEB C IEJIbI0 TPO(HIIAKTUKY Pa3BUTHS 3aJep>KKU pocta [2,77,78]

YpoBenb yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb I0CTOBEPHOCTH I0KA3aTeIbLCTB —4)
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KommenTapmii: oyenxy pocma modcem nposooums 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 NepYeHmuis
pocma [79]. B ciyuae svisgnenus 3a0epicku pocma, nayueHma ciedyem Hanpasums Ha npuem
(ocmomp, Koucyibmayus) 8pada - 0emcKko20 IHOOKPUHONL02a/ 8PAUA-IHOOKPUHOI02A NePEULHDLIL,

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 MOKasaTenei [2, 75-77].

YpoBeHb yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb IOCTOBEPHOCTH JI0KA3aTeIbLCTB — D)
KoMMeHTapuii: oyenky nonoeozo cospesanus mModicem Nposooums 8pau-He8pono2 UlU 6pau-
neouamp, 8pay-0emcKull dHOOKpUHOJ02, pe2yiapHo Habaoaruue nayuenma. Obvem auuex <4
cm’e eospacme 14 nem u cmapwe ciedyem pacyeHueamv Kax uemkuil NpusHaK 3a0epiicKi

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

npuem (ocmMomp, KOHCYIbmayus) 8pava-0emcKo20 SHOOKPUHOI02A NEPEUYHDBILLL, NOBMOPHBII.

. Pexomenayercss mnpueMm (OCMOTp, KOHCYJIbTAlMs) 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 10CTOBEPHOCTH 10KA3aTeJbCTB — 5)

KommenTapun: vacmoma ne menee 1 paza 6 6 mecsyes.

. Pexomenayercsi Bcem mamueHtam ¢ MJJI/MJIb npoBenenue aHaimza KpOBU
OMOXUMHYECKOTO OOIIETEPANEBTUIECKOTO (MCCIe0OBaHNE YPOBHS OOIIETr0 Oelika, KpeaTHHUHA,
MOYEBHUHBI B KpOBHU, omnpeieseHue AKTUBHOCTH allaHMHAMUHOTpaHcepassl,
acapraTaMUHOTpaHcdepasbl, TraMMma-TIIoTaMUITpaHchepa3bl B KpPOBH) C IENBIO OIEHKU
coctosiuus medeHn u mouek [118-121, 130]. Tak e, mpu HEOOXOJMMOCTH, PEKOMEHIYETCSI
UCCJIEIOBAaHHE YPOBHSI TJIFOKO3bl, OMIMPYOMHA CBA3aHHOTO (KOHBIOTHPOBAHHOTO), OMIMpyOuHa
CBOOOJHOTO (HEKOHBIOTMPOBAHHOIO) B KPOBM, OOIIETO KaJbIMs, HOHU3UPOBAHHOTO KAaJbIIMS,
Heopranuueckoro (ocgopa B KpOBH C LIEIbIO OLEHKH KallbliueBo-(ochopHoro oomena. Yacrora
— 1 pa3 B 12 MecsueB 11 XOAIYUX MAIMEHTOB, | pa3 B 6 MecsLEB I HEXOASYUX MalMeHTOB.
Yare — mo Heobxoaumoctu [204].

YpoBeHb yoeauTeabHOCTH pekoMeHaAanuii — C (YypoBeHb 10CTOBEPHOCTH J0KA3aTeIbCTB — 5)
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. Pexomenayercss Bcem mnaruentam ¢ MJIJI/MJIb uccnemoBanme ypoBHs 1,25-OH
BUTaMHHA /[ B KPOBU C LI€JIbI0 MOHUTOPUHTA U CBOEBPEMEHHOM KOPPEKIIUU ITPU HEOOXOIUMOCTHU
[2,58].

YpoBenb yoeaureabHocTH pekoMenaanuii — C (ypoBeHb I0CTOBEPHOCTH 10KA3aTEIbLCTB — D)
KommenTapuii: ne menee 08yx paz 6 200. Ilpu evisisnenuu nedocmamouHocmu 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
nonyuaiowue mepanuio I'KC (ATX: HO2 Kopmukxocmepoudsbl cucmemHo2o 0etiucmeust), O0IHCHbI
pezyIspHO 00Ce008ambCs 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€Ibl0 CBOEBPEMEHHOW JHArHOCTUKH CEPACUHON
HEJ0CTAaTOYHOCTH, MU hepeHIINaTbHON TUarHOCTUKY C OJIBIIIKOM, BBI3BAHHON PeCTIMPATOPHBIMU
HapyIICHUAMH, JJI PELIEHUS BOIIPOCOB O KOPPEKIMH KapAUOTpOoNHoi Tepanuu 84,131, 132].

YpoBeHb yoeauTebHOCTH pekoMeHaanuii — C (YypoBeHb J10CTOBEPHOCTH 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 10CTOBEPHOCTH 10KA3aTeIbCTB — 4)
KomMeHTapuu: oovem ucciedosanuii u OanvHeuulds makmuka 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]. YUacrtota- He pexe 1 pa3a B ToJ, TP BO3MOXKHOCTH U HEOOX0oauMocTu Dx0-KI
MOXKET OBITh 3aMEHEHO Ha MarHUTHO-PE30HAHCHYIO TOMOTpauIO cepiila U MaruCTPaabHBIX
cocynoB. [lo Ha3HaueHWIO Bpada-KapaUOJIOTa JTOJDKHO TAKKE PEKOMEHIOBATHCS XOITEPOBCKOE
MOHHUTOPHPOBaHKE cepaeuHoro putma [204].

YpoBenb yoeauTeabHOCTH pekoMeHaanuii — C (YypoBeHb J0CTOBEPHOCTH I0KA3aTeIbLCTB — 4)

KomMmenTapuu:

* Pexomenayercsi Bcem mammeHtaM ¢ MJIJI/MJIb, wuMmerommMm TOpH3HAKKA — CEpICYHON
HEZ0CTaTOYHOCTHU, KOTOPBIM BCJIEJICTBUE Y3KOT'0 YIbTPa3BYKOBOTO OKHA HEBO3MOXKHO IIPOBEJICHUE
TpaHCTOPaKaIbHON dXOKapArorpaduu, MpoBeieHne MarHUTHO-PE30HAHCHOM ToMorpaduu cepaia
U  MarucTpajibHbIX COCYJIOB C IEJIbl0 MOHHMTOPMHIA U CBOEBPEMEHHOM KOPPEKLIUHU
POrpeCcCUPOBaHUS CePICUHON HeqocTarouHocTu [28,83-93].

YpoBeHnb yoenuresnbHocTH pekomenanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 5)

* Pexomennyercsi Bcem manuentam ¢ MJIJI/MJIb, y koTopeix mo maHHbIM pyTtuHHOM OKI
BBISIBJICHBl HAPYIIEHUS PUTMA W/WIW TMPOBOJUMOCTU Cepilla, WIM HUMEIOTCS >Kajio0bl Ha
HEPUTMHUYHOE cepAleOnueHne, MPECHHKOMaNbHbIe/ CUHKOIMAJIbHBIE COCTOSHUSA, a TaKXKe 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 pekoMenaamnuii — C (ypoBeHb J10CTOBEPHOCTH T0KA3aTEIbCTB — 5)

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

YpoBenb yoenuteabHOCTH pekoMeHaanuii — C (YypoBeHb JOCTOBEPHOCTH JI0KA3aTeJIbLCTB — D)

* Pexomenayercs naruentam ¢ MJIJI/M/Ib ¢ kimHIYECKUMH CHUMITTOMaMU 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 BMEIIATEIBCTBA MPU HEOOXOAMMOCTH, a TAKXKE IS
HCKJIIOUYECHHS] MAJIOTPABMATUYHBIX KOMIIPECCUOHHBIX MEPETOMOB MTO3BOHKOB [2, 31, 126, 127, 128].

YpoBenb yoeauTeabLHOCTH pekoMenaanuii — C (YypoBeHb JI0CTOBEPHOCTH 0KA3aTeJbCTB — 5)
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KomMmenTapumu: xax npasuno, KomnpeccuouHvle NepeioMbl NO360HKO8 U CKOAUOMUUECKAS]
oegopmayus nozgonounuxa y nayuenmos ¢ MI/I/MJIB nposeisiomcsa Ha no3oHel amoOyiamopHou
cmaouu u pauHen HeamoOyramopHou. Hcciedosanue npogoOUmMcs NayueHmam npu HaIuyuu
O0N1e6bIX CUMNIMOMOB UTU HAPYUEHUEM OCAHKU He pedce | paza 6 200, a makaice nocie moeo, KaK
nayueHm cmaHo8UMCcs HeamoOYIamopHuIM u oanee 1 pasz 6 6 mec. npu NPoepeccupo8aHull CKOIUO3A

unu OoU 8 NO36OHOYHUKE.

e Pexomenayercs Bcem naruenTam ¢ MJIJI/M/Ib npoBeneHre peHTTeHOICHCUTOMETPUH IPYIHOTO
U TOACHUYHOIO OTHENIa TO3BOHOYHMKA C LEJIBIO HCKIIOYEHHS KOMIIPECCHOHHBIX IIEPEIOMOB
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 niem ¢ uacmomoii 1 paz 6 200.

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

YpoBeHb yoenuresnbHocTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 4)
KommenTapuu: usmepsaromes écex ocnognuvle 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.

* PekoMeHnayeTcsi TIPOBEACHHE  KapJUOPECIUPATOPHOTO  MOHUTOPHHTA  (JUCTAHIIMOHHOE
Ha0JTI0JICHUE 3a MOKa3aTeNIIMU YaCTOThI CEPACUYHBIX COKpAIICHUI W TUCTAHITMOHHOE HAOJI0ICHHUE
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 PaHHEH IbIXaTeIbHOW HEJOCTATOYHOCTU H
pelieHusI BOIpoca 0 MPUMEHEHUH BCIIOMOTATEIbHBIX METOIOB pecriupaTopHoi moaaepxku [19, 20,

39].
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Yposenb yoeaureabHocTH pekoMenaanuii — C (YpoBeHb I0CTOBEPHOCTH A0KA3aTeIbCTB — 5)
Kommenrapuu: [ paz ¢ 6 mec. Ilpu 803M0#CHOCIU 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, KOHCYJIbTALMsI) Bpaya-reéHeTHUKa MEPBUYHBIA U MOBTOPHBIHN, IpHUeM
(ocMOTp, KOHCYJbTallMsl) Bpauya-HEBpPOJOra TIEPBUYHBIA W IOBTOPHBIA, HpueM (OCMOTP,
KOHCYJIbTAIlMsI) Bpadya-IyJIbMOHOJIOTa IEPBUYHBIN M HOBTOPHBIN, TpUEM (OCMOTP, KOHCYJIbTAIIHs)
Bpaua - JETCKOT0 KapJHoiora/ Bpada-KapAuoJiora MepBUYHBIA U TTOBTOPHBIH, , IPHEM (OCMOTD,
KOHCYJIbTAllMsl) Bpauda-racTpOdHTEpOJIOra IEpPBUYHBII W MOBTOPHBIM, mpueMm (ocMoTp,
KOHCYJIbTAllMsl) Bpadya - JAETCKOrO0 HHJOKPHUHOJOra/ Bpaya-3HAOKPUHOJIOTA IEPBUYHBIA U
HOBTOPHBIN, MpUEM (OCMOTpP, KOHCYJIbTallUs) Bpada-TPaBMAaTOJIOra-opToleAa MEpBUYHBIA U
MOBTOPHBIN, IpUeM (OCMOTp, KOHCYJIbTAllMsI) Bpaua-JUeTos0ra IEpBUYHBIN 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 1
MOBTOPHBINA, OCMOTP (KOHCYJIbTAIMs) BPauyOM-aHECTe3M0JI0rOM-PEaHUMATOJIOTOM MEPBUYHBIA U
MOBTOPHBIN, IPUEM (TECTUPOBAHUE, KOHCYJIbTALMA) MEAUIIMHCKOTO TCHXO0JIOTa MEPBUYHBIA U
MOBTOPHBIN, Bpaya (GU3UUECKOM M peaOuiIMTAMOHHOW 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 pa3palboTka
WHIUBHIyaIbHON TIPOTPaMMBI JIOTONIEANYEeCKOi peadbuiutarmu [95]..

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

o PeKOMeHI[yeTCﬂ IIpueMm (OCMOTp, KOHCYHLT&L[I/IH) Bpada-reHeTruKa HepBH‘-IHLIﬁ n

MOBTOpHBIM BceM marmeHtaM ¢ MJJI/MJIB ¢ uenpto 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 (ypoBeHb IOCTOBEPHOCTH JI0KA3aTeIbLCTB — D)
KomMmeHnTapuii: Ha nepsuunoii KOHCYTbmMayuu 6pay-2eHemux npoeooum OcMomp U
npeosapumenvuyro ouppepenyuanvhylo  OUacHOCMUKy, onpeoeisiem o00vem MOAEKYIAPHO-
eenemuyeckux uccieoosanuu. Ha noemopHou KoHcyrbmayuu 6pau-ceHemux Hnposooum
uHmepnpemayuro  pe3yibmamos MOJEeKVIAPHO-2eHeMUYecKUX —UCCIe008aHull, —onpeoessen
HE0bX00UMOCMb  NPoBedeHUss OONOJIHUMENbHbIX — UCCIEe008aAHUL  (8arudayuu, ceepeeayuu,
@DYHKYUOHANBbHBIX  UCCIe008AHULL),  PA3BACHAEM  NOJYYEHHble — pe3YIbmamvl — 3AKOHHLIM
npeocmasumensam nayuenma. Humepnpemayus pesyibmamos u onpeoenenue Mmakmuxu

MOJleKy]lﬂpHO'ZeHemuLIQCKOZZ OUASHOCIMUKU UHBIMU cneyuaiucmamu Hedonycmwwa.

o Pexomenayercst mpueM (OCMOTpP, KOHCYJIbTAllMs) Bpaya-HEBPOJIOra MEPBUYHBIA U
HOBTOpHBIN (pH HeoOXoAuMOCTH) BceM mamuentam ¢ MJUI/MJIB ¢ menpio OIEHKH H
HAOJIO/ICHUST B TUHAMHKE HEBPOJOTUYCCKOTO CTaTyca, MOTOPHBIX (PYHKIIMIA, 00beMa JBHKCHUN
U KOpPEKLUU Tepanuu [2].

YpoBeHb yoea1uTeIbHOCTH pekoMeHaanuii — C (YypoBeHb J10CTOBEPHOCTH 10KA3aTeIbCTB — 5)
Kommenrtapuii: vacmoma nabniooenus ons ambynamopusix 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
UU 8PAYOM, BINOTHAIOWUM €20 DYHKYUIO (CReyuanucm no MeoOuyuHcKol peabuiumayuu. epay

no neyebnol gusxkyromype 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 I0KA3aTEeIbLCTB — D)

KommenTapmii: uacmoma ne pesice 1 pasa é 6 mecayes.

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

SHIOKPHHHBIX HapyIIeHui [2,76-78].
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YpoBenb yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb I0OCTOBEPHOCTH I0KA3aTeIbLCTB — D)
Kommenrapum: vacmoma 1 pasa 6 12 mecayes, uawe 6 ciyyae 8bia6ieHUsL 3A0EPHCKU NOLOBO20
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, KOHCYIbTAallMsl) Bpada-TPaBMaTOJIOTa-OpTOIEaa
MEPBUYHBIM M TOBTOPHBIN (mpu HeoOxommmoctn) BceM mnanueHtam ¢ MJIJI/MJIb ¢ nensio
OIpeieNIeHUs] HEOOXOAMMOCTHU U TAKTUKHU OTICPATHBHOM KOPPEKIIMU OPTOMEIMYECKUX HAPYIIICHU
[2].

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

KommenTapuu: uacmoma - no nokazanusam, o He pedice 1 paza 6 12 mecsayes.

. Pexomenayercs mpueM (OCMOTp, KOHCYJIbTAIUs) Bpaya-raCTpOIHTEPOIIOra IEPBUYHBINA U
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 J10CTOBEPHOCTH 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 6ec nogvluiaem pucku nepeiromos ONUHHbIX Kocmel
¢ nocnedyrouum 6oee 4acmuvimM pazeumuem CUHOPOMA HCUpogol dsmooauu. /pyaue ocroxcHeHus
NOBLILEHHO20 6eca — 2unepmoHus, ouabem, Oonee BbIPANHCEHHAS KAPOUOMUONAMUAL.
Hopmanwnwiii ec sansemesn doxazannvim pakmopom donee doraconpuamuozo mevenuss M/ [2].
Ha npoosunymuvix cmaousx 3abonesanus npu npocpeccuposanuu npoorem ¢ 2lomaHuem,
cnabocmvio  Muldy — HCENYOOUHO-KUWMEYHO20 MpAaKma 4dawje paseusaemcsi dcmeHus ¢

HeobXo0uMocms0 0becneyeHus: nayuenma Kaaopusimy ¢ NOMOWbIO 30H0A Ul cacmpocmomsl [2].
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. Pexomenayercsi Bcem mamuentaMm ¢ MJIJI/MJIb  mpoBeneHune  HMcciaeq0BaHUS
HECTIIPOBOIIMPOBAHHBIX  JBIXaTCIbHBIX O0BEMOB M IOTOKOB, TMPH HEOOXOAUMOCTH —
UCCIICIOBAHUE JBIXAaTeIbHBIX O0OBEMOB C MPUMECHCHHEM JICKAPCTBEHHBIX IPENaparos,
NYJIbCOKCUMETPHH, ONpEACICHUE TMaplHUalbHOTO JJABICHHUS KHUCIOpOJa B MATKUX TKaHIX
(oxcuMmeTpusi), HayMHAs C paHHEH HEaMOYJIATOPHOW CTaJud C eI CBOEBPEMEHHOMN
JUArHOCTUKU HapyIIeHud QyHkiuu apixanus [10-13,39].

YpoBeHb yoenureabHocTH pekoMeHaanuii — C (ypoBeHb IOCTOBEPHOCTH JI0KA3aTeIbLCTB — D)
KommenTapum: nposedenue cnupomempuu (cciedo8anue Hecnpo8oYUpOBaAHHbIX ObIXAMENbHbIX
00beM08 U NOMOKO8) 011 OYEHKU QYHKYUU BHEeuHe20 ObIXAHUSL C USMEPEHUEM BCeX OCHOBHBIX
nokazameneti (KEJI, D)KEJI, ODB1, COC2s.75, MOC25.75, [10Ci0) vacmoma — He pedice 1 pasa 6
6 mecayes. B ambyramopHoti cmaouu 3a00.1e6anus ciedyem npogooums oOyueHue nayueHmos
NPOBeOeHUI0 CRUpOMempuy (UCCred08anue HeCHPOBOYUPOBAHHBIX ObIXAMENbHBIX 00beMOo8 U
nomokos). llayuenmam crnedyem umemsv 00OMA NYIbCOKCUMEMDP OISl Pe2yIsPHOSO USMEPEHUS.

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].

YpoBeHb yoeauTebHOCTH pekoMeHaanuii — C (YypoBeHb J10CTOBEPHOCTH 0KA3aTeIbCTB — 4)
KommenTapuu: dauusiii Memoo HeobX00uMo npoeooums NayueHmam ¢ u30bIMoOYHbIM 8ECOM,

noJjydarowmum Kopmukocmepoudbz CUCTMEMHO20 OeliCMEUAL.

o Pexomenayercst npuem (OCMOTp, KOHCYNbTaIUsl) Bpada-MyJlbMOHOJOTA MEPBUYHBIN U
MOBTOPHBIA (IIpu HeoOXxoaumocTu) BceMm mainueHtam ¢ MIJI/MJIb ¢ menpio AMarHOCTUKH,
MOHMTOPHMHTA COCTOSIHUS U KOPPEKIIMU CUMIITOMOB JIbIXaTEIbHON HegocTaToOuHOCTH [156].

YpoBenb yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb IOCTOBEPHOCTH I0KA3aTEIbLCTB — D)
KoMmMeHTapuM: Ha MoMmenm nocmanoeku ouazHo3a u oajiee Ha4uHas 8 no3onel amoy1amopHou
cmaouu — 1 paz 6 200, HauuHas ¢ panuel Heamobyramopuol cmaouu — I paz 6 6 mecayes, uawye

— NO NOKA3AHUAM.

. Pexomenayercst mpuem (0CMOTp, KOHCYJbTaIMs) Bpaya-KapAuoJiora/Bpaya-IeTCKOro
Kap/inoJiora NepBUYHbIN 1 OBTOPHBIN (He pexe 1 pa3a B ron) Bcem nauuentam ¢ MIJI/M/b ¢
LEJIbI0 JUArHOCTUKH, MOHUTOPUHIA COCTOSIHUS M KOPPEKLMU I1aTOJIOTUU CEPIAECYHO-COCYAUCTON

cuctemsl [8, 31, 39].
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YpoBenb yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb I0OCTOBEPHOCTH I0KA3aTeIbLCTB — D)
KomMmenTapum: vacmoma — Ha momenm nocmaeku ouazrHosa 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 [y BbISIBICHUS HAPYIIEHUN PabOThI
cepaua [6, 8, 39].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii — C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 4)
KommenTapuu: ne pesice 1 pasa 6 200, npu 603modicHocmu u Heooxooumocmu Ixo-KI" moocem
ObIMb 3AMEHEeHO HA MACHUMHO-PE30HAHCHYI0 MOMOo2paduio cepoya u Ma2ucmpaibHulX cocy0os.
Ilo  nasnauenuro  8paua-kapouono2a  OONHCHO  MAKHCe NPUMEHAMbCA — XOIMepPO8CKoe

MOHUMOPUPOBAHUE CEPOEUHO20 PUMMA.

. PexoMeHn10BaHO mpHeM (TECTHMpPOBAaHUE, KOHCYJbTAIMs) METUIMHCKOIO ICHUXO0JIOora
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].

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

KOMMeHTaplfll/l: yacmoma — no nNOKA3aHUusM.

. PexomengoBano mpuem (OCMOTp, KOHCYJbTallusl) Bpaya-TICUXWATpa MEPBUYHBIA 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 yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb IOCTOBEPHOCTH I0KA3aTEeIbLCTB — D)

KOMMeHTapI/II/I: yacmoma — no NOKA3aHUusM.

° PexomengoBano Bcem manuentam ¢ MJIJI/M/Ib oGs3arensHO €XerolHOe MPOBEICHUE
PEHTTEHOJICHCUTOMETPHH C LIETTbI0 CBOEBPEMEHHOM KOPPEKIIUHU MOJIy4aeMOr0 JIEYEHHUS TTO MMOBOY
OCTEONEHUH U ocTeonopo3a [20,39].

YpoBeHb yoeauTeabHOCTH pekoMeHaanuii — C (YypoBeHb 10CTOBEPHOCTH J0KA3aTeIbCTB — 5)
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KomMmeHnTapuu: cuusicenue munepanoHol niomHoCmu Kocmeti s16811emcs 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 noszeonxkos. Bce nayuenmor ¢ MI//M/IB, Hne3asucumo om cmeneHu
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 (0cMOTp, KOHCYJbTAlMs) Bpaya-IWETOJIOra IEPBUYHBIA U
MOBTOPHBINA BceM marmenTam ¢ MJIJI/M/Ib ¢ 1nenbro KOppeKIuu MUTaHus U Ha3HAYCHUS TUCTHI
[2].

YpoBeHb yoeauTeIbHOCTH pekoMeHaanuii — C (YypoBeHb J10CTOBEPHOCTH 10KA3aTeIbCTB — 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
3JIEKTPOKAPIMOTPAMMBl U TPOBEJIEHHE IXOKapauorpaduu ¢ LENbl0 OMpeAeTIeHUs BO3MOMXKHBIX
IIPOTUBONOKA3aHUI K ONIEPaTHBHOMY BMeIIaTeNbCTBY [39].

YpoBeHb yoeauTeabHOCTH pekoMeHaanuii — C (YypoOBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5)
KommenTapuu: uvacmoma — ue pexce 1 pasz ¢ 12 mecayes 011 neamby1amopHbix nayueHmos,

yawe npu HeobXo0UMOCmu.

. PexomengoBaHno npuemM (OCMOTp, KOHCYIbTAIIHS ) Bpaya Mo NAJTTHATUBHONW MEIUIIMHCKON
MTOMOIIA TIEPBUYHBIA U TOBTOPHBIA (MMPU HEOOXOIUMOCTH), a TAKKE WHBIX CICIUAINCTOB 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 IOCTOBEPHOCTH I0KA3aTeIbLCTB —4)
6. Opranusanus oka3aHusi MeJIUIMHCKON 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 aXWIIJIOBOM CYXOXKHIINU

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

HAJMOYEUYHUKOBAasE HEAOCTATOYHOCTh y MAI[MEHTOB, MPUHUMAIOUIMX KOPTUKOCTEPOUIbI
CHCTEMHOI0 JieiicTBUsA, Ha (hDOHE JIMXOPAIKH, PBOTHI, MCUXOJIOTHYECKOTO CTpecca WM
XUPYPrU4eCcKOro BMeNaTeabeTBa [2]

CEPbE3HBIE OCIOXKHEHHS CO CTOPOHBI PECIIMPATOPHOU CUCTEMBI — TSDKEJasi 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 CEpPAEUHO-COCYIUCTOW CHUCTEMBl — KapaMT,
cepAe4Has HeJJOCTaTOUYHOCTb, 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
yUpEKIECHUE COIUAIBHOTO o0ecrieueHus [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 MeJUIMHCKONH OMOLIHU

Kpurtepuu kayecrBa

Ouenka
BBINOJIHEHUS
KpuTepus

HpOBeI[eHO OIpECACICHNEC aKTUBHOCTU KPCATHHKHWHA3bI KPOBH.

Ha/aer

HpOBeI[CHO MOJICKYJIIPHO-TCHCTHYCCKOC UCCIICJOBAHUC B I'CHE
DMD.

Ha/aer

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

Ha/uer

[IpoBenensl mpuem (OCMOTpP, KOHCYNbTAIUs) Bpaua-TeHEeTHKA
TIEPBUYHBIM.

Ha/aer

[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/aer

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

JHa/aer

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

Ha/uer

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

JHa/aer

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.

Ha/uer

11

[IpoBenensl mpueM (OCMOTp, KOHCYyNbTallusi) Bpayda-
SHJOKPUHOJIOTa/Bpavya-AeTCKOro SHIOKPHUHOJIOTa IEPBUYHBIH.

Ha/mer

12

[IpoBeneH maTpoHaX BBIE3THOW MATPOHAKHOW OpHUramoi
OTHACIICHUS BBIC3THOM MaTPOHAKHOU naJJIMaTUBHOM
MEIHUIMHCKON MTOMOIIM JETSAM IMAlMEHTaM, HYKIAKOLIKUMCS B
HAJUIMATUBHON MEOUIIMHCKON OMOIIHA

Ha/uer
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IIpunoxenue Al. CocraB paGoueil rpynmnsl o pa3padorke u

MmeEPECMOTPY KIIMHUIECCKUX peKOMeHIlaIII/Iﬁ
AnucumoBa WHra BagumoBHa — K.M.H., 3aBelymollias OTAEJIOM OpraHU3ALUU
MeauUUHCKON nmomoiun-Bpay-reneTuk ®I'bHY «Meauko-reneTnueckuil HayqHblid HEHTP UM.
akagemuka H.I1. boukoBay, yieH Acconyanyuyu MEIUIIMHCKUX T€HETHUKOB.
AprembeBa CBeriiaHa BpoHHC/IaBOBHA — K.M.H., HEBPOJIOT, 3aBEAyIOLIasi OTAEIECHUEM
ncuxoHeBposorun U snuientoigorun OCII HayuHo-uccnenoBarenbCKuil  KIMHUYECKHM
uHctuTyT nemuatpun um. 1O. E. Benptnmesa ®OI'AOY BO «PHUMY HUM.
H.N.IIMPOI'OBA» M3 PO.
BapanoB Asekcanap AJsiekcanapoBud — akajaemuk PAH, mpodeccop, A.M.H.; TOYSTHBIN
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
HEBPOJIOTHH, PU3NYECKON U peadMINTallMOHHONW MEIUIIUHEI IeTCKoro Bo3pacta ®DHMO MU
PYJIH, rnaBHBIi BHEMITATHBIM CIENHUATUCT ACTCKUN peadumutonior MunsapaBa Poccuu,
3aciry>KeHHbIN Bpad Poccun
Bongapenko Cepreii bopucoBny - k.M.H., Bpau-xupypr nerckuii, 'bY3 ropona Mocksel
«[Tonmuknunuka lepOunckasy» JlemaprtameHTa 3paBooXpaHeHus Topoga MOCKBBI, TJIaBHBII
BHELITATHBIN IETCKUN XUPYypr 3anaJHoOro aIMMHUCTPATUBHOIO OKpYra roposia MoCKBBI.
Beaoycosa Enena /ImurpueBHa — 1.M.H., Ipodeccop, HEBPOJIOT, 3aBEAYIONIAsl 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., 3aBeAyonui HaydHo-KccaeaoBaTeasckuM otaenom ['bY 3 «Hayuno-
npaktuyeckoro lLlentpa Jlerckoit mncuxoneBponoruu [I3M, mpocdeccop kadenps
HEBPOJIOTUH, PU3NIECKON U peadMIUTAIlMOHHON MEeTMIIMHBI IeTCKOro Bo3dpacta DHMO MU
PYJIH, Mocksa
Bamaxkmanze Hato I:kymG6epoBHa — /1.M.H., pyKOBOJIUTENH OTAeNa OppaHHBIX OOJIE3HEH 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.U. ITuporosa» Munsapasa Poccuu (ITuporosckuit Yuusepcurer), wien Coro3a neauaTpon
Poccun

Bummnena Ejiena AsiekcanapoBna — 1.M.H., mpodeccop 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
VYuusepcurer) Munsnpasa Poccuu, wien Coroza neguatpoB Poccun.

Baopasen Amurtpuii BiiaamMupoBu4 — K.M.H., HEBPOJIOT, CTApIIMKA HAYYHBIH 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 Cepreit BragmmupoBuy — k.M.H., riaBHblil Bpau ®I'BHY «MI'HL», rnaBublit
BHELITATHBIA  CHELMAIMCT IO MEIUIMHCKOW reHetuke MunsapaBa Poccun B
JlanbHEBOCTOYHOM (heIepaTIbHOM OKPYTE.

I'pemsikoBa TaTrbsina AHApeeBHA — JI.M.H., HAUAJIbHUK J€TCKOI'0 BBICOKOTEXHOJIOTMYHOIO
HelpomebiniedHoro neHTpa GI'bBY «llenTpanpHas kMMHUYECKas OOJIBHUIIA C TOTUKINHUKON
Vopasnenus npenmamu lIpesmpenta Poccmiickoit ®Penepanyv, WIEH MEXIYHAPOIHOIO
KOHCYJIbTATUBHOTO coBeTa MarueHTCKOT0 cooOmecTBa M/, MPE3UACHT
6narotBoputenbHoro ¢ponaa «l'opaei» (wieH Accouuanuu npoPecCHOHANBHBIX YYaCTHUKOB
xocnucHoi nmomoinu, Coro3a neauarpoB Poccun, World Duchenne organization).

I'poznoBa Oubra CepreeBHa — J1.M.H., BEIyIIU Hay4HbIH COTPYIHUK OTJHENa JETCKOU
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, mpodeccop Kadeaps
HEBPOJIOTMH, HeWpoxupyprun © MeauuuHckod reHetukn PI'BOY BO  «Cankrt-
[TetepOyprckuii  TOCYyIapCTBEHHBIH  TEAMATPUYECKUA  METUIIMHCKUNA  YHUBEPCUTET

Munucrepcrsa 3npaBooxpanenus 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 IICUXOHEBPOJOTHU U ICUXOCOMATUYECKOU
narojgorun OI'AY «HauuoHaIbHBI MEIUUMHCKUN HMCCIEAOBATEILCKUNA LIEHTP 370POBbS
neteit» Munzapasa Poccun., uieH Accounanuy MEIUIIMHCKUX TeHEeTUKOB (AMI).
KypenkoB Ajiexceii JIbBOBUY — J1.M.H., 3aBEYIOIIUI J1Ja0opaTopreil HEPBHBIX OOJIC3HEM,
OI'AY «HaunoHabHBIM MEIUIMHCKUN HUCCIAEIOBATEIbCKUM IIEHTP 370pOBbS JETEH»
Munzapasa Poccun.

KyueB Cepreii UBanoBuu — axagemuk 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
MEIUIMHCKUX FeHETUKOB Poccuu.

JlaiimeBa OJibra ApJjieHOBHa — JI.M.H., ipodeccop Kadeapbl peaduinTainuy, CHopTUBHOM
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
reaetuk OI'BY «Poccwuiickas nerckast KinHUYeckas 6onpHUIIa» Mun3apasa Poccun.
Ha3zapenko Jliopmuna IlaBnoBHa — 1.M.H., npodeccop, 3aciyXeHHbI Bpau PO,
3aMECTUTENb JTUPEKTOpa MO HAaydyHOH M JieyeOHOM paboTe, PYKOBOAMUTENb J1abOpaTopuu
HacnencreeHHorn mnaronorun HUW meguumHckol reHeTMKM TOMCKOro HanvOHAJIBHOTO
HCCIIEI0BATENbCKOr0 MeAUIIMHCKOTO 1ieHTpa PAH.

HamazoBa-bapanoBa Jleiiia CeiimypoBHa — akamemuk PAH, npodeccop, 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 mneauatpun MHcTuTyTa

marepuHcTBa U gerctBa 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 «PaccBeT.
IHoakiaernoBa Tarpsana BuaguMHMpoBHA — K.M.H., HEBpOJIOI, CTApIUMN HAay4HbIN
COTpyIHUK Jaboparopun HepBHBIX OosiesHert, PI'AY «HanuoHaNbHBIN MEIUIMHCKUAN
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.

ITonoBnu Co¢us I'eoprueBHa — HayuHBIH COTPYAHUK JIAOOPATOPUU HEPBHBIX OOJIE3HEH,
Bpa4y-HEBPOJIOT  OTACJIICHHS  TICHXOHEBpOJOTMM U  Helpopeabumurtanuu  OI'AY
«HauuoHambHBI MEIULIMHCKUN HCCIEAOBATENICKUN LIEHTP 310pOBbs AeTei» MuH31paBa
Poccun.

IIpoxonses I'ennaguii I'epMaHOBMY — K.M.H., aHECTE3UOJIOT-PEAHUMATOJIOT, IOLIEHT
Kadeapsl TeTCKOW aHeCTe3uooruu u uHTeHcuBHOU Tepanuun ®YB ®I'AOY BO PHUMY
nvenn H. WM. Iluporosa, Benymuil HaydHbI COTPYAHMK M 3aBEIYIOLIUN OTAEICHHUEM
«Hay4HO-IpaKTHUECKOT0 LIEHTpa CHENUATIN3UPOBAHHON MEINULMHCKON MOMOLIN JETAM» UM
B. ®. BoiiHo-SIceHenkoro JlenapraMeHTa 31paBoOXpaHeHus I. MOCKBEIL.

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

Penuna Cgaeriana AdanacbeBHa — K.M.H., Bpau-reHeTuk @OI'BHY «Menuko-
TeHeTUYECKUI Hay4HbIN LeHTp uM. akagemuka H.I1. boukoBay, uien Poccuiickoro obmiectsa
MEIUIIMHCKUX F€HETUKOB, WieH ACCOLMAUU MEIUIIMHCKUX T€HETUKOB.

Psaobix Cepreii OueroBuy — J.M.H., 3aMECTUTENb JUPEKTOpa IO Hay4yHOH padore,
PYKOBOAMTEINb OTAena nerckor tpaBmarosnioruu 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
opronenuu MenuuHckoro gaxkynasrera CII6I'Y, TpaBMaToI0r-opTone | BEICIIEH KaTeropu,
WIEH MEXPETHMOHAIBHOM  accolMallud  XMpypros-BepredposioroB  Poccun,  uieH
BCEPOCCUHCKOT0 001IECTBA TPAaBMATOJIOI OB-OPTOIE/I0B.

Cakobaena I'yab:xan EpxxanoBHa — 3aBeyronias OTAeIEHUEM JeTCKoil HeBposioruu @I'bY
OI'BY «llenTpanpHas KIMHUYECKass OOJBHUIA C IMOJMKIMHUKON» YIIpaBieHUs AellaMu
IIpesunenra Poccuiickoit denepanum».

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

CeupunoBa Banepusi BajiepbeBHa — Bpay-T€HETHK OTJENIa OPraHU3AMKH MEIUITUHCKON
nomom PI'BHY «Menuko-reHeTndeckuil Hay4yHblid LeHTp M. akageMmuka H.II. boukoBay,
M.H.c jaboparopuu myrtarenesa OI'BHY «Meauko-reHeTuueckuii Hay4YHBIA IICHTP HM.
axkagemuka H.I1. boukoBay.

CenumzsinoBa JIunus PobGepToBHAa — K.M.H., 3aBEJyIOlIasi 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
nerckoi pesmarosiornu PI'AOY «Ilepseiit MI'MVY nm. U.M. Ceuenosa» Mun3npasa Poccun
(CeueHoBckuil YHMBEpPCUTET), OOLEHT Kadeapbl ¢akynbTeTckod mneauarpuu WHctuTyTa
MarepuHcTBa u nerctBa ®I'AOY BO «PHUMY um. H.U. TTuporosa» Munszapasa Poccuu
(ITmporoBckuit Yausepcurer), uieH Coroza nenuarpos Poccun.

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

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

Cy06060Tun Imutpuii MuxaiijjoBu4 — Hay4yHbIi COTPYIHUK J1a00paTOpun HEMPOTEeHETHKH,
Bpay-reHeTuk PI'BHY «Meaguko-reneTuueckuii Hay4Hbld LEHTp MM. akagemuka H.IL
boukoBay, uneH Acconuanuy MEIUIUHCKUX T€HETUKOB.

CycuioB Bacuianii MuxaijioBu4 — K.M.H., 1o1eHT 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 cekperapb, [ bY3 «Hay4uHo-TipakTrueckoro 1eHTpa JeTCKOH
TICUXOHEBpoJioruu  JlemapraMenTa 3apaBoOXpaHeHHs ropoaa MOCKBBI», JOLUEHT Kadeapsl

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

To3iusan Ejgena BacmiabeBHa — K.M.H., Bpau-feTckuid snaokpuHosnor, OCII Haydno-

UCCJIEIOBATEIbCKUN KIMHUYECKUH MHCTUTYT NeauaTpuu U aerckol xupypruum um. lO.E.

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

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

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

IITaxosckas Hage:xxaa UBaHOBHA — K.M.H., 3aMECTUTEINb [NIABHOT'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-AeTCKUil dSHIOKpuHosior @IBY
«enTpanbHas KIMHUYECKas OOJbHUIIA C TOJUKIMHUKOW» YnipaBienus nenamu [Ipesunenra

Poccuiickoit denepanun.

ABTOpBI HOATBEPKIAIOT OTCYTCTBHE (PMHAHCOBOW MOAEP)KKH/KOH(IMKTa HHTEPECOB, KOTOPBIN
HE00X0UMO 0OHAPOI0BATh.

98



IIpunoxenue A2. MeromoJiorust pa3padoTKi KJIMHUYECKHUX

PeKOMEHIALMH

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 Pa3JIMYHbBIX 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 BpaueOHON MpaKTUKHU (CEMEHHbIe Bpayn),
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. Bpauu ¢pyHKIMOHATHHON THATHOCTUKY;

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 oeHku ypoBHEH 1ocToBepHOCTH qoKazatenbeT (Y I1)mms meTonoB
JTUATHOCTHKY (IMarHOCTHYECKHX BMEIIATEIHCTB)

YA Pacuu¢poska

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

2 OTtaenpHbIE HCCIEIOBAaHUS 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 IMOCIEAOBATENLHOTO KOHTPOJS pePEepeHCHBIM METOJIOM WU

HCCICaOBaHUsA C pe(i)epeHCHBIM METOJOM, HE MABIAIOIIUMCA HE3aBUCHUMBIM 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. [kana onieHKH ypoBHEH J0cTOBEpHOCTH MoKa3aTenbeT (Y 1) ayis meTonos
npoUIaKTUKY, JIC€UEHUs, MEIUWLMHCKON peadmiuTalnuu, B TOM 4YHCIE OCHOBAaHHBIX Ha
WCIIOJIb30BAaHUM  TPUPOJHBIX  JIe4eOHbIX  (akTOpoB  (MPOPUIAKTUYECKUX, JICYCOHBIX,
peabIIMTAIIMIOHHBIX BMEIIATEIIHCTR)

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

HCKIIIOUCHHUECM PKI/I, C IPUMCHCHUEM MCTa-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 (I[OK.]'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
MHTEPECYIOIINUM 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 UCX0aM HE SBJISIOTCS COTJIaCOBAHHBIMHU)

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 HAHHBIX C ITO3UIINU HOKaSaTeHBHOﬁ MCIUIHHBI 110 BOIIpOCaM AWArHOCTUKH, JICUCHUA,
NpoPUIAKTUKH W peabmINTalluid KOHKPETHBIX 3a00JIeBaHHM, HAIMYMA 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

NOKAa3aHuM K NMPUMEHEHHNIO 1 HpOTHBOHOKﬂCBﬂHHﬁ, croco0oB NMPUMEHECHUA U

103 JIeKAPCTBEHHBIX MPeNnapaToB, HHCTPYKIUM 10 NPUMeHEHUI0

JJEKApPCTBCHHOI'0 IIperiaparta

®enepanbHblii 3aKoH "O0 0CHOBaX 0XpaHbI 30pOBbs rpaxkaad B Poccuiickoit denepannn”
(N 323-®3 o1 21.11.2011).

[Tpuka3z Munznapasa Poccuu ot 21.04.2022 N 274n "O6 yrBepxknenuu [lopsiaka
OKa3aHMs MEJAULMHCKON ITOMOIIY MMAalUEHTaM C BPOXKAEHHBIMU U (WJIN)
HaCJIeICTBEHHBIMU 3a00JIeBaHUSIMH "

[TocranoBnenue [IpaButenscrBa Ne403 ot 26.04 2012r "O nopsiake BeaeHUs
®denepalibHOTO PErucTpa JINL, CTPAJAIOIINX YIPOKAIOIIKUMU U XPOHUUECKU
IIPOrPECCUPYIOIIMMU PEIKUMH Op(aHHBIMU 3a00JI€BaHUSAMHU, IPUBOASLIMMHU K
COKPALIECHUIO IPOAOIKUTENBHOCTH JKU3HU FPAXKAAH WM UX UHBAJIWIHOCTU U €T0
PErHOHAIBHOTO cerMeHTa".

[Ipuka3z Munznpasa Poccuu ot 14.04.2025 N 2031 "O0 yTBepKICHUN KPUTEPUEB
OLIEHKU Ka4eCcTBa MEJUIIMHCKOMN nmomouu"

[Ipuka3z Munznapasa Poccuu N 2081, Muntpyna Poccun N 2431 ot 14.04.2025 "O0
yrBepkaeHuu [lonoxenns o6 opraHu3aluy oka3zaHUs NAIJIMATUBHOW MEIUIIUHCKON
IIOMOLIY, BKJIIOYas MOPAJOK B3aUMOAEUCTBUS MEAUIIMHCKUX OpraHU3aliii, opraHu3anui
COLMAJIBHOTO OOCITY>)KHBaHUS U OOLIECTBEHHBIX 00bEINHEHUH, HHBIX HEKOMMEPUYECKUX
OpTaHU3aIMii, OCYIIECTBISIONINX CBOIO ACATEIBHOCTD B Chepe OXpaHbl 37J0POBbs"
ITpuka3 Mun3zapasa Poccun Ne 5051 ot 10 utonsg 2019 rona «O6 yrepxxaenun ITopsaka
neperay OT MEIUIIMHCKON OpraHu3alyuy NaueHTy (ero 3aKOHHOMY MPEICTaBUTENIO)
MEIULMHCKUX U3ENUH, IpeaHa3HauYeHHbIX I MoAepKaHus GyHKIUN OpraHoB U
CHCTEM OpraHM3Ma YeJI0BeKa, /IS UCIOIb30BaHMUs Ha JOMY MPU OKa3aHUU NaJlJIMaTUBHON
MEIULIMHCKOW ITOMOILI.

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

IIpoune HOPpMATHBHO-NIPABOBbIE JOKYMEHTHI, C Y4€TOM KOTOPBIX pa3padoTaHbI
KJIMHHYECKHEe PEKOMEHIAI UM

MexnynapoaHas kinaccudukaiys 00jie3Hel, TpaBM U COCTOSTHUHM, BIUSIONINX Ha
3noposbe (MKB — 10);

[Tpuka3z Munznpasa Poccuu ot 02.05.2023 N 2051 (pexn. ot 03.06.2025) "O6
yTBepkIeHMH HOMEHKIaTyphl JOKHOCTEH MEUIIMHCKUX paOOTHUKOB U
dbapmareBTHIeCKuX pabOTHHKOB"

®enepanbHblii 3aK0H OT 25.12.2018 Ne 489-03 «O BHeceHMH U3MEHEHH B cTaThio 40
®enepanbHoro 3akoHa "O6 00s3aTeIbHOM MEAUIIMHCKOM CTpaxoBaHuU B Poccuiickoii
Oeneparun" 1 enepanpHblil 3aK0H "OO0 0OCHOBAX OXpaHbI 3A0POBbS IPAXKAAH B
Poccutickoit @enepanuun’ 1o BONpocaM KIMHUYECKUX PEKOMEHTallA».

[Tpuka3 Munszapasa Poccun Ne 1031 ot 28.02.2019 1. «O6 yTBep»k/I€HUH MOPSAIKA U
CPOKOB Pa3pabOTKH KIMHUYECKUX PEKOMEHAALNN, X IEPECMOTpa, TUIIOBOK (HOPMBI
KJIMHUYECKHX PEKOMEHIAlMi U TpeOOBaHUN K UX CTPYKTYpE, COCTaBY M HAyYHOMH
000CHOBAHHOCTH, BKJIFOUa€MOM B KIIMHUYECKUE PEKOMEHAAINH HH(OPMALIUN».
[Tpuka3 Munszapasa Poccun ot 13.10.2017 N 8041 "OO0 yTBepKIeHUN HOMEHKIATYPHI
MEJIUIIUHCKUX yCIyr".

Ipunoxenne A3.1. OcHoBHbIe cumnToMbl M T

IIpusnax \ Yacrora \
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[Iporpeccupyiomias  MplleyHass  C1a0OCTh C  MPEUMYIIECTBEHHBIM
MOpaXEHUEM MPOKCUMAIIbHBIX OT/IEJIOB, CHHYKEHHE MOTOPHOM aKTUBHOCTH,

c11a00CTh B HOTax 0OJIbINE, YeM B pyKax, THIIepTpodust HKPOHOXKHBIX Mblm, | 100%
CHI)KEHHE CYXOXHJIbHBIX Pe(]IIeKcOB, MOJIOKUTEIbHBIE MpUeMbl ['oBepca,
MHOIATHYECKAs MOXOIKa

[ToBbITICHNE YPOBHS KPEAaTUHKHUHA3BI 100%
HopMmaibHoe ncuxopeueBoe pa3BUTHE, COXPAHHBIM HHTEIIEKT 96%
Hapymenust npixaHusi, yacTble pecIUpaTOpHble MH(EKINH, AbIXaTeIbHas
HEIOCTaTOYHOCTh, JHUCIHOY NpU (U3MYECKOil Harpyske, oOcTpykTuBHOE | 25-40%
aIHOd BO BpeMs CHa, OPTOITHOD

Jlopno3, kuo3 u/unm cKoamo3 9-25%
YMepeHHas rernaroMeranus 1o 16%
COHJIMBOCTB, YTOMJISIEMOCTh 1o 8%

IIpuioxenne A3.2. OcHoBHbIe 3a001eBanus Lis fuddepenunanbHoro nuaraosa MJIJI

Tun HapymeHust Jlnarnos OCHOBHBIE CX0KHE CHMIITOMBI
[Tonmumuo3ut [ToctenenHo pa3BuBaroAACs
BocnanurensHas
MHOLATHS Muo3ur ¢71a00CTh MBIIIIII, HOBEIIICHUE
K®K
HemanunoBas MuomaTus MbimeyHnas ¢iadocCThb,
Bosie3nb EHTpaAIbHOTO CTEPKHS U TUIIOTOHUS MPU HOPMAJIBHOM
Bpoxnennsie MYJIBTUCTEP/KHEBAS MUOTIATUH WJIM YMEPEHHO MOBBIIIEHHOM

CTPYKTYPHBIC MUOIIATUH

I_[CHTpOHYKJ'IeapHaSI MHOIIaTHA
MuonaTtus ¢ THaJIMHOBBIMHU TCIbLaAMU
HpO‘-II/Ie BPOKACHHBIC MUOITaTUH

ypoBHe KOK, Hannuun
CKEJICTHBIX HAPYIICHUN

BpoxneHnsie
MBIILIEYHbIE AUCTPOPUH

MepozuH-aepuruTHast

bonesns Yibpuxa

bonesns betiema

BropuuHble AUCTPOrIMKaHONIATUN

Mpimeynas ciadocThb,
BBIPAaKCHHAsI THIIOTOHUS
MOBBIIICHHBIN ypoBeHb KOK —
MHOTJa BBICOKUH, HAJTMYUU
CKEJICTHBIX HAPYIICHHUU

KoHeyHOCTHO-TIOSICHBIE
MBIILIEYHbIE AUCTPOPUH

®opMBbI ¢ ayTOCOMHO-TOMUHAHTHBIM
tunom HacnenoBanus (LGMDI1A-H)
®opMBbI ¢ ayTOCOMHO-PEIIECCUBHBIM
tunom HacnenoBanust (LGMD2A-Y)

[IpenmymiecTBeHHO
IpOKCUMaJbHas c1aboCTh
MBI KOHEUYHOCTEH, BEICOKHE
nu¢psl KOK, gacro pazsutue
HICeBJIOTUNIEPTPO Ui, TOTEPs
BO3MOXXHOCTH
CaMOCTOSITENTHOT'O
MIepeIBIKEHIS Ha BTOPOM
JIeCATUIICTUH JKU3HU, Pa3BUTHE
KapIHOMHONIATHN

I'mukxorenos Il Tuna, mo3auss popma
(meGrot moce 1 roma)

Yacto 1e610T B AOMIKOJIEHOM
BO3pacTe, IPEUMYIIECTBEHHO

Metabonnueckas pOKCUMaJbHas claboCTh
MHOIIATHS MBI KOHEYHOCTEHN, pa3BUTHE
JbIXaTENbHBIX HAPYILIECHHH,
BbIcokne 1udpel KOK
I'mukorenossr Illa, IV V u VII Tunos I'unoronus, remaromeranus y
Metabonnueckue MuToxXoHapHanbHbIE MUOIIATHH JIeTei, c1a00CTh MBIIIIIL,

MHUOTIATUH (ApyTHE)

KupoBsie MuonaTuu

YTOMJIIEMOCTD, C1a00CTh
MBIII], CHUKCHUC
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YCTOMUYMBOCTHU K Harpyskam,
noBbiieHne KOK

tun II u 111
bone3nu motoHelipona

CrinHanpHbIe MBIIIEYHBIE aTPOdUH,

Byns6ocniHanbHass aMHOTPOGUS
(6one3np Kennean)
BbokoBoii aMuoTpodudecKkuii cKiepos

CnabocTh MBI, HAPYLICHUE
JBIXAHUS, aTPO(HS MBIIIIII,
BO3MOXKHO HEOOJIBIIIOE
noBeimenne KOK

bosiesnn HepBHO-

MuacTeHnust rpaBuc
BpoxeHHble MUACTEHHUYECKHE

Hapymuenus npixanus,
cJ1a00CTh MBIIII], YTOMJIIEMOCTh

MBIIICYHOMN rnepcaadun CUHIAPOMBI

Cunapowm Jlambepra-UToHa

ACHMIITOMHOE IToBbnuienne KOK

nossimenne KK

Bropuunas muonarus, BKiIrouas
JIEKapCTBEHHYIO

IIpuaoxenne A3.3. BoinosiHeHHe ABUraTeJbHbIX TecTOB pu MJIJI

Beimonuser Beimonnser He moxer
[IpenbsaBnsemoe 3ananue
0e3 Tpyna C TPyZIOM BBIIIOJHUTh
[ToaHATE pyKH HaJ rOJIOBOU
IIpunsTH BEPTHUKAJIBHOE
[IOJIO)KEHUE U3 IIOJIOXKCHMUS
HAKJIOHMBILIHUCH BIEPE]
Bcerate ¢ HU3KOrO CTYyna
Bcerare 0e3 momomm pyk U3
II0JIO’KEHUS JIEKA Ha CIIMHE
[ToanpeIrHyTh HAa MecTe
Xonp0a BBEpX/BHHU3 MO JIECTHUILIE
[lonHATH HOTM B TOJNOXEHHUH
Jexa
IlonHATBCA ¢ KOPTOUEK
IIpuioxenue A3.4. MoHUTOPUHT cocTOsTHUA nanuenTta ¢ ML
Ha momeHT
IIOCTAaHOBKH Kaxnsle | Kaxnble |Kaxnsie ITo
auarLosa 6 Mec 12 mec | 24 mec moTpeOH
IIpuem (ocMOTp, KOHCYJIbTALlUs) Bpaya-
HEBpoJIora MIEPBUYHBII (pu
HEOOXO/IMMOCTH TOBTOPHBIN) € oLeHKoH | X X X
HEBPOJIOTHYECKOI0 CTaTryca, MOTOPHBIX U
KOTHUTHBHBIX (QYHKIMH
Koncynbranus
peabunTosora/(u3nuecKkoro TepaneBTa
(cenmanucra no GuandecKou x <
peabminTanuy (KHHE3MOCTIEHUANINCT)) C
OILICHKOW MOTOPHBIX (PYHKIMI U 00beMa
JIBIDKEHUN
N3mepenue nuHeRHOro pocta, U3MEpEHHe X X
Macchl Tea
OneHka noJ0BOro co3peBaHus 1o IIKaJe X X
TenHepa y nanueHToB crapue 9 jer
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[Tpuem (ocMOTp, KOHCYIbTAIIMS) Bpaya-
9H/I0KPUHOJIOra IEPBUYHBIN (TIpH
HEO0OXOIUMOCTU-TIOBTOPHBIN) B CITyyae
BBISIBJICHHSI IPU3HAKOB YHIOKPUHHON
aTOJIOTUU

HccnenoBanme ypoBHs 00LIETO KaJIbIIHs B
KPOBH, UCCJICIOBAHUE YPOBHS
Heopranuyeckoro (ocdopa B KpoBH,
UCCJICIOBAHHUE YPOBHS OOIIETO MarHUs B
CBIBOPOTKE KPOBH, UCCIICIOBAHHE YPOBHS
KaJusi B KPOBH, HCCIICIOBAHUE YPOBHS
WOHU3UPOBAHHOTO KaJbIIUs B KPOBH,
uccienoBanue ypoHs 25-OH Buramuna /|
B KPOBHU

PenTrenorpadus mosicCHUYHOTO OTAEIa
II03BOHOYHMKA B OOKOBOI MPOEKLUHU

Xl

XZ

Ouenka MIIKT metromom
PEHTICHOICHCUTOMETPHH

[Ipuem (ocMOTp, KOHCYJIbTAIUs) Bpaya-
racTpO’HTEPOJIOra NEPBUYHBIH (IIpU
HE00XOIMMOCTU-TIOBTOPHBIN),

npueM (OCMOTp, KOHCYJIbTallMs) Bpaya-
JIMETOJIoTa epBUYHBIN (TIpU
HE00XO0IMMOCTU-TIOBTOPHBI) B ciiyyae
BbIsIBIICHU NTpu3HAKoB natosioruu JKKT

Haunnas ¢ panHeit HeamOynaTopHoOit
craauu, ouenka ®BJI metomgom
CIIMPOMETPHUH (MCCIIeJOBAHUE
HECIPOBOIIMPOBAHHBIX JIbIXaTEIbHBIX
00BEMOB U ITOTOKOB), OIIpEIeIICHUE
carypauuu Oz (Ty1bCOKCUMETPHS),
onpezeneHue napuuanbHoro aasineHus CO2
(kamHOTpad s, KAITHOMETPHSI)

Hauunas ¢ panHeit aMmOynatopHoO cTauu,
uzmepenne OKEJL, TTOCs,,,

[Tpuem (ocMOTp, KOHCYIBTAIINS) Bpaya-
MyJBMOHOJIOTa MEPBUYHBIN (TIpU
HEO0OXOIUMOCTH-TIOBTOPHBIN ) , HAUMHAS C
Mo3/IHeN aMOyJIaTOPHON CTaIuu

[Tpuem (ocMOTp, KOHCYIbTAIINSA) Bpaya-
MyJBMOHOJIOTa MIEPBUYHBIN , (TIPU
HE00XO0/IMMOCTU-TIOBTOPHBII) HAUMHasl ¢
paHHel HeaMOyJIaTOPHOU CTauu

[Tpuem (ocMOTp, KOHCYJIBTAIMS) Bpaya-
Kap/inoJiora nepBUYHBIA(TIpH
HE00XO0IMMOCTU-TIOBTOPHBIN)

Perucrpanus snexkTpokapInorpaMmMsl

Oxokapauorpadus WM MarHUTHO-
pe3oHaHcHas ToMorpadus cepaua u
MarucTpaJbHbIX COCYJOB
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[Ipuem (TecTupoBanme, KOHCYIbTAIUS)
MEAMLMHCKOTO IIcuXoJjora nepBudHbi(npu | X X
HE0OXOMMOCTH-TIOBTOPHBIN )
Koncynpranus noroneaa (MeIUIIUHCKHMA X
JIOTOTIE]T)
[Ipuem (ocMOTp, KOHCYIbTAIUS) Bpaya- X
TpaBMaToJIOra-opTore1a MepBUYHbIN(TIpU X
HE0OXOMMOCTH-TIOBTOPHBIN )
[Ipuem (ocMOTp, KOHCYIbTALIMS) Bpaya- X
odTanpMoIIora MEPBUYHBIN (TpH
HE00X0JMMOCTU-TIOBTOPHBIN)

Y OLIEHKA OCTPOTHI 3peHUs (BU30OMETPHSI)
[Ipuem (ocMOTp, KOHCYJIbTAIUs) Bpaya- X
NICUXHATpa MePBUYHBINA(TIPU
HE00XO0JMMOCTU-TIOBTOPHBIN)
[Tpuem (ocMOTp, KOHCYIBTAIUS) Bpaya- X
OTOPHHOJIAPUHTOJIOTA MIEPBUYHBIHN (TIPU
HEO0OXOMMOCTH-TIOBTOPHBIH )C
NPOBEICHUEM ayTUOMETPUH (TOHATIbHAS
ayJTMOMETPHSI)

[Ipuem (ocMOTp, KOHCYJIbTAIUs) Bpaya- X
WH(]EKIIMOHUCTA TIEPBUIHBIA(TTPH
HE00XO0JMMOCTU-TIOBTOPHBIN)
buoxumuueckoe nccnenoBanue KPoBH X
(OnpeneneHne akTUBHOCTH KPEaTHHKUHA3BI
B KPOBH, OIIPE/ICIICHNE aKTUBHOCTH
JAKTaTJeTUAPOTEHA3bl B KPOBH,
olpeielieHne aKTUBHOCTH
alaHUHAMHUHOTpaHc(epassl B KPOBH,
ofpeielieHne aKTUBHOCTH
acrapTaTaMUHOTpaHC(epasbl B KPOBH,
ompezeNieHne akTUBHOCTH raMma-
TIII0TaMIIITpaHCepasbl B KPOBH,
WCCJIEIOBAaHNE YPOBHS/aKTHBHOCTH
130()epMEHTOB KPEaTHHKHUHA3bI B KPOBH,
HCCJIEIOBaHKE YPOBHs 0011Iero Oenka B
KPOBH) OIpe/IeNIeHIEe COOTHOIICHUS
OenKOBBIX (PpaKIii METOAOM
anekTpodopesa, aHaIH3 KPOBH I10 OIICHKE
HapYIICHUH JTUMHIHOTO OOMEeHa
OMOXMMHYECKUI)

OOmuit (KTMHUYECKUI) aHaTN3 KPOBH X X
OO6mwmii (KITMHNYECKUI) aHAJIN3 MOYH X

MPT TapreTHbIX MBI ( MATHUTHO- X
pe30oHaHCHas ToMorpadus MbIILIEYHON X
CHCTEMBI)

5%

l- npu mpueMe ManueHTOM KOPTHKOCTEPOUIOB CHCTEMHOTO ACHCTBUSI
2- IIpM OTCYTCTBMH TePANNH KOPTHKOCTEPOMAAMU CHCTEMHOTO JIHCTBHIS
s monumopunea cocmosiHus Nayuenmos, HAX00AWUXCA HA NAMO2eHemudecKou mepanuu,
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He0OX00UMO HaAOI00eHUe He pedce 0OHO20 PA3d 68 200 8 CNeYUANUIUPOBAHHBIX YEHMPAX, 8 KOMOPLIX
Modicem Obimb 0KA3aH 00bemM MeOUYUHCKOL NOMOWU 8 COOMBEMCMEUU C OAHHbIMU KIUHUYECKUM
PEKOMEHOAYUAMU.

IIpunoxenne A3.5. Tect Ha Bpemsi: mogbeM Ha 4 CTyIIEeHH
[TpoBenenue Ttecta He TpeOyeT CIOXKHOTO OOOPYHOBaHMS, U €ro MOYKHO IPOBOJIUTH Kak B
CTallMOHAPHBIX, TAK U B aMOYJaTOPHBIX yCIOBUSX.
Heo6xonnmoe 000py0BaHue: 4achl C CEKYHIHOW CTPEJIKOH, JIECTHUIA
[Ipu npoBeneHnu Tecta OONBHOMY CTaBUTCSA 3a/laya MOJHATHCS Ha 4 CTYNEHHU 110 JIECTHULIE, 10CIE
Yero BpeMsl, 3aTPayeHHOE Ha MOABEM I10 CTYNEHSAM, PETUCTPUPYETCH.

IIpunoxenne A3.6. Tect Ha Bpemsi: CIIyCK Ha 4 CTylleHH
IIpoBenenue Tecra He TpeOyeT CIOKHOIO OOOPYIOBaHUS, U €ro MOXKHO IPOBOJIUTH Kak B
CTallMOHAPHBIX, TAK U B aMOYJIaTOPHBIX YCIOBHSIX.
Heo6xoanmoe 000py1oBaHue: Yachl C CEKYHIHOM CTPENIKOMH, IECTHULA
ITpu npoBeneHuu Tecta 0OJILHOMY CTABUTCS CIIyCTUTHCS Ha 4 CTYIEHU IO JIECTHUIIE, [TOCIIE YETO
BpeMsl, 3aTPAY€HHOE Ha CITYCK I10 CTYINEHSAM, PETUCTPUPYETCS.

IMpunoxenne A3.7. U3mepeHune nogBHKHOCTH cycTaBa (YriomeTpus)

HavanpHas 11en1b: BBISIBJICHHE YMEHbIIEHUSI 00beMa JBUKEHH B CyCTaBax /WM HATUYHE
CYCTaBHBIX KOHTPAKTyp, KOTOpPBIE MOTYT CIIOCOOCTBOBATH/IPUBOIUTH K (PYHKIHMOHATHHOMY
VXYALIEHUIO WIM HapyUICHUsIM OMOPHO-IBUTaTeNIbHOTO ammapaTa Wi KOKHBIM IMpoOJIeMaM.
BI:I?IBJIGHI/IG H€O6XOIII/IMOCTI/I IIOHOJIHI/ITGJILHOFO/aJILTepHaTI/IBHOFO
MEANKAMEHTO3HOTO/XUPYPTrUY€CKOr0 BMEIIATENbCTBA (MIPUMEHEHHE OPTE30B, MIMHUPOBAHUE,
HCIIOJIb30BaHUE YCTPONCTB AJI BEPTUKAIM3AINH, OTIEpAlluil 10 Y/UIMHEHUIO MBbIIIIIL)
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Hpuaoxenue B. Undopmauus 114 nanueHra

IMporpeccupyromasi muoaucrpodpus romeHHa

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] cocraBmser mpumepno 1 cmydair Ha 3500-5000
YKUBOPOXKJIEHHBIX MaJIbYUKOB. 3a00JieBaHUE BCTPEYACTCs] MPAKTUYECKH BO BCEX STHUYECKHUX
rpynnax. Mpeimeynas — auctpodus  bekkepa uMeer  MeHee — BbIpakeHHBIE,  Oolee
NOOpOKAUYeCTBCHHbIE MPOSBICHUS, TaK KaK COXpPaHSAETCS CHHTE3 YKOPOUYCHHOW BEpCHH
TUCTpOodUHA.

MJIJ1 — penkoe HacneacTBeHHOE 3a0oneBanue. B pesynbrate mytanuu B rene DMD
pa3BuBaeTca NePUIUT W/WIM HapymeHue QyHKuuu Oenka auctpopuH. OOBIYHO MyTauus
ABIISIETCS. HACNIEACTBEHHOM; B TPETH CIy4yaeB MPOUCXOAUT CIOHTaHHas myTaius (de novo). 'en
qucTpoduHa — OJIMH U3 CaMbIX OOJBIIMX T'€HOB YENOBEKa, COACPKUT 79 ak30HOB. B ~65%
CIy4aeB BCTpedaroTcsl KpymnHble neneuuu; ~10% wmyTanuii mpeicTtaBieHO IYIUTUKALUAMH, a
OCTaJbHbIE CIy4al — TOYKOBBIMHM U MAJBIMU MyTallusiMu, U3 KoTopbix 10-15% mpencraBieHbl
HOHCEHC-MYTallUsIMU.

benox aucrpoduHa ydacTByeT B pabOTE CKEJIETHBIX MBILIL, MBI JAbIXaTEIbHONU U
cepledyHo-cocyaucTol cucreM. OH CBA3BIBAET BHYTPEHHUN IIMTOCKENET 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 yacto cMepTh OONBHBIX
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, ObICTpast yTomisieMocThb. [locTeneHHO Moxojka CTaHOBUTCS IEpeBalMBaroLIeHcs,
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. HauOoniee dacras jokanmu3aluss — B HKPOHOXKHBIX, JETbTOBUAHBIX,
YEeTBIPEXTJIaBbIX W TPEXTJIaBbIX MBIIIIAX, YTO CO3JAeT JIOKHOE BIIEYATJIEHHWE aTJIEeTHYEeCKOIro
TenocnoxeHus: 6oapHOTO. [T0 Mepe mporpeccupoBanms 3a00€BaHUSI ICEBAOTUTIEPTPODUS MBITIII]
TpaHC(OPMHUPYIOTCS B MX THIO- U arpoduto. PacmpocTpaHeHue MaToOIOrMYECKOro Iporiecca
UMEET BOCXOAAIMK XapakTep. IlepBbIMM mOpa)arOTCS MBIIIIBI Ta30BOTO Iosica U
IPOKCUMAJIbHBIX OT/EIOB HIDKHUX KOHEYHOCTEH, 3aTeM MBILIIBI IUIEYEBOTO T0sica, 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/

PanHue cMMITOMEI ITo3naNMEe 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,
JKEHIIHUHBI K€ C MOBPEKJICHHBIM I'€HOM B OJHON 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] MYTAHTHOTO I'eHa JUCTpoduHa, X-ayTOCOMHAs TPAaHCIOKAIUS,
3aTparuBaromias 3TOT I'eH, FeMHU3UTOTHOCTh MO0 MYTAaHTHOMY QJIJIENI0 U Haiuyue (EeHOKOMHUH
(3a0oneBaHMii, CBSI3aHHBIX C HapylIEHUEM JApPYrux O€JKOB, BXOASIIMX B JTUCTPO(UH-
[JIMKOIPOTENHOBBIN KomIuiekc). [TpubnusurensHo 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,
HOCHUTEJIBHUIIB Je(EKTHOTO 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 MyTaluen B ojiHOM u3 X xpomocoM. Cuntaercs, uTo 6-7% Bcex CriopaindecKux
cilyyaeB 3a00JIeBaHUS SIBISAIOTCS CJIEACTBUEM TOHAJHOTO MO3aMlIU3Ma — CYIIECTBOBAHUS B
SAWYHUKAX )KEHIIMHBI HECKOJIBKUX T'€HEpaINii OOLIUTOB C HOPMAJIbHBIMH M MyTaHTHBIMH aJIJIENIIMU
reHa aucTpoduHa.

Jlmarnocruka.

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. YV 6onbubix MI/] ypoBens KOK B 10—100 pa3 npesiaet 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 OOCYIHWTb pe3yabTaTbl 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
CHELHMAINCTOB Pa3HbIX CIELUATBHOCTEH, ¢ 00sS3aTeIbHBIM y4acTHEM 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 (PYHKLUMOHAIBHBIX 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 MUHUMAJIBHBIX [J03 C IIOBBIIIEHUEM J0 PEKOMEHIYEMBIX HIIU
NEPEHOCUMBIX

0 MU3meneHue pexuma npuema u 103upoBku crepouioB (ATX: HO2 KopTtukoctepou 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 MPEeAYNPEAUTEIbHOM ONTUMH3ALUN PalliOHa
MUTaHUS

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 JJIS MAIMEHTa U €ro
CeMbU MOXXHO JOOMTbCA IyTeM MpojJieHUs paHHedl amOynatopHoit cramgum M/,
IpEAYIPEKICHUS IOSIBJICHUS WHBAJIAIU3UPYIOLIUX OCJIOKHEHUH, 3aMeIIeHUs
porpeccupoBaHust 3a00JIeBaHUS U COXPaHEHUS TeX (PYHKINOHAIBHBIX BO3MOXKHOCTEH, KOTOPHIE
€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 ceiiuac MbI HaONOJaeM M3MEHEHUE TEUYeHHS 3a00JeBaHHs — KOMILICKCHAS
craupaptHas Ttepanus (I'KC, ¢usuueckas Ttepanus, KapauonpoduiakTHKa U Tepamnus,
npoduIakTuka octeonopo3sa y aereit ¢ M1JI) mposeBaeT ux crnocoOHOCTh 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
COYETaHHE MAaTOT€HETUYECKOM W KOMIUIEKCHOM CTaHJApPTHOM Tepanmud MOBBIIMIAET 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 CTAOWIIU3ALMIO 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
JBIXaTeNbHOM cucTeMbl. [l mposBIeHUsT KITHHNYECKON YP(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.

CeMbsiM OYE€HBb BaXXHO TOCETUTHh Bpada-reHETHKa. Bpau-reHeTHK MOXKET KOPPEKTHO
ONpPENEIUTh TAKTUKM W B JalbHEHIIEM HHTepnpeTupoBath pe3ynabrarsl JJHK-auarnoctukwm.
[Tocne moATBepkACHUS AMArHO3a PACCKaXKeT O PUCKE MOBTOPHOTO pokaeHHs 6ompHOro MJIJ]
pebeHKa B TaHHOW CEMbE M YTO HYXKHO CJENIaTh, YTOOBI ATO MPeaoTBPaTUTh. ONpeneanTsh 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 MPEUMIIAHTALUOHHYIO 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 MEHbILIEH CTENeHH, yeMm oT Bpaua. M/ —
XPOHUYECKOE 3a00JIeBaHNE, TIPU KOTOPOM KaXKI0THEBHBIC YCHUITUSI CEMbU HMEIOT IEPBOCTEIICHHOE
3HaueHue. HyxHo obecrneunTs yxoa 3a peOEHKOM, OBITh OTBETCTBCHHBIMH U TPHUBEPKECHHBIMHU
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
POIHOI'O BaM Y€JI0OBEKA K JIYYILIEMY, C/IEJIaTh €ro CYACTIMBBIM — B BAllIUX CUJIaX.

Ba:knbie pecypcsl. CyliecTBYIOT MEXAYHAPOAHBIE K POCCUMCKHE OPTaHU3allUU, 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

Mpuaoxenne I'l. llIkasa oneHKH cTeneHH COXPAHHOCTH MbIIIEYHOH (PyHKIMM HOT.
Ha3Banue Ha pycckoM si3bike: [1Ikana OIIEHKH CTETIEHN COXPAHHOCTH MBIIIECYHON (PYyHKIIUU
HOT.

OpurunaiabHoe Ha3Banue: Vignos Scale

Hcrounuk: [96]

Tun: mkana oneHKu

Ha3nayenue: KTuHUYECKas OIEHKA MBIIIEYHON (YHKIIUH HOT

Conep:xanue:

Ouenka Onucanue cOXpaHEHHbIX QPYHKIMH

1 XOJIUT U TOAHUMAETCS 110 JIECTHHUIIE O€3 MOCTOPOHHEH TTOMOIIN

2 XOJUT U TIOJHUMAETCS 110 JIECTHHIIE C TIOMOIIBIO TTEPHIT

3 XOAMT U MOTHUMAETCS 110 JIECTHUIIE MEJUIEHHO C TOMOILBIO ITepUJI (25 ceKyH L
3a BOCEMb CTaHJAPTHBIX I1aroB)

4 XOAUT 0€3 NOCTOPOHHEH MOMOIIM U MOJHUMAETCS CO CTYJa, HO HE MOXET
MOTHUMATKCS T10 JIECTHULIE

5 XOIUT 0€3 MOCTOPOHHEH MOMOIIM, HO HE MOXET MOJIHATHCSA CO CTyJa WIH
MIOJTHUMATKCS T10 JIECTHHIIE

6 XOAUT TOJBKO C MOCTOPOHHEH MOMOIIBIO WJIM XOJIUT CaMOCTOSITENIBHO C
JUIMHHBIMHU OPTE3aMU JUJIsl HOT

7 XOAMT B JUIMHHBIX BEPTHUKANbHBIX oOpTe3ax i (UKCAUM HOTH, HO
HY’)KJIa€TCs B TIOMOIIIH JIJisi OaaHca

8 CTOUT B JITTMHHBIX BEPTHKAIBHBIX OPTE3ax ISt HOTH, HO HE MOKET UATH JTaKe
C IMTOCTOPOHHEN TOMOUIBIO

9 B MHBAJIUJIHOM Kpeciie

10 IIPUKOBAH K MOCTENH.

Karou (untepnperanus): HopMma 1; 10 — HeT pyHKIMHK

Ipuinoxenne I'2. IlIkaa oeHKH CTENEHU COXPAHHOCTH MbIIIEYHOH QYHKIHMHU PYK.
Ha3Banue Ha pycckoM si3bike: [1Ikana OlIEHKH CTETIEHU COXPAHHOCTH MBILIEYHON (YHKIIUU
PYK.

OpurunanabHoe Ha3Banue: Brooke Scale.

Hcrounuk: [97]

Tun: mkana oleHKU

Ha3nayenue: kmuHUYECKasi OLEHKA MBIIIEYHON (QYHKIIMH PYK

Coaep:xanue:
Onenka Ornucanmne coxpaHeHHBIX (PYHKIMMA
0 MOJKET MOAHATh BBITAHYTHIE 110 OOKaM PyKH U COMKHYTb B IOJIHBIM KpYyT Haj
rOJIOBOM
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1 MOXKET MOIHATh PYKH HAJ TOJOBOH TOJNBKO MNpPU CTUOAHUU B JIOKTAX
(Ykopo4yeHHast OKpY>KHOCTb [P JIBU’KEHUH )

2 HE MOXXET MOJHATH PYKH BBIIIE TOJOBBI, 2 MOXKET MOAHATh 200-rpaMMOBBIi
CTaKaH BOJIbI B POT

3 MOKET MOJHSITh PYKH KO PTY, HO HE MOKET MoAHATh 200-rpaMMOBBIi CTakaH
BOJIBI B POT

4 HE MOKET MOJHATh PYKH KO PTy, HO MOXETE HCIIOJIB30BaTh PYKH, YTOOBI

JepKaTh PyUKy WK 3a0paTh MOHETHI U3 KOPOOKHU

5 HE MOXET IOAHATh PYKH KO PTY M HE MOXKET BBIIOJIHATH UMU HHUKAKOU
MOJIE3HON (DYHKIIHU.

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

Ipunoxenne I'3. AranTUpoBaHHAs IKAJIA OLEHKH MOTOPHBIX QyHKIMI

XamMepcMHuT.

Ha3Banue Ha PYCCKOM AA3BIKE: aJallTUpOBaHHAsA MIKajla OIICHKH MOTOPHBIX q)YHKI_II/Iﬁ

XaMMepCMHT.

OpurunaiabHoe HazBanue: Hammersmith Motor Ability Scale (HMAS)

Hcrounuk: [98]

Twun: mKkana oneHku

Ha3HayeHue: OIICHKA CTEIICHU OTPAHUYCHUS aKTHBHOCTH y 00pHBIX MJIJI/M/IB,

CTCIICHU IMPOI'peCCUPOBAHHUA 3&60J’IeBaHI/I$I, OIICHKa AMHaAaMHMKH Ha (i)OHC IMPOBOAUMOI'0 JICUCHUA

Conep:xanue:
Tect 3ananue 2 fanna 1 6amna 0 6a/10B
n/m
Cuzets Ha moctamMeHTe/ctyse.| Moxere i CHIeTh
Mosxer cunets Ge3 Heo0xoamMa onopa Heo6xoamma onopa
Bo3MoxHOCTE craeTh Ha Ha oTIOpEI Ha pyKH 6
Kparo MOCTaMEHTa TN Ha MMOCTaMEHTE/CTYIIe Ha OJtHy pykg ATt Ha 00¢ pyK”gUm
1 MOCTaMEHTE/TIOTY 0e3 OTopBI Ha PYKH. yACPIKaHHs banaHca yACPIKaHH3 banaHca
(cimHa/cTomBI O€3
0nopsl)?
TTpOIOIIKHTENBHOE CHICHE. M MoxkeT cieTs ¢ Heo0xoamma onopa IMO3KeT JOIro
0XETE JIU CUJICTh .
Horu BHIMpSMIeHb! Ha OJIHY PYKY JJIst CHJIETH C OTIOPOit
> Ha MOJTy/TIOCTaMEHTE [BEIITPSIMIICHHBIMH 6 G
ynaepxaHus Oananca  [Ha 00e pyKd WK
BO3MOKHO HE3HATHTENLHO®  |o ppimpanvieHHBIMU HOTaMu 6e3 OTopBI Ha
6 C BBIMPSIMIICHHBIMH HEe MOYKET CHJIETh C
2 CTHIDANIC B KOTCHAX, Horamu Ges onopst pykH HOTaMH MPSIMBIMH HOTaAMHU
KOJIEHHBIE YallleYKu Ha pyKn?
HaIpaBIICHBI BBEPX.
Paccrostane Mexay
noabpbKKaMu < 10 cm
ITo3a «cuasa». [1on0KuTH Moxer He MOeT 10CTaTh
[Tokaxkure, KaK MOXKETE JOTPOHYTBCS 710 MoskeT gocTath 10
Ky Ha T'0JIOB . . i
PYKY Y JOTPOHYTBCS OIHOI FONOBH Py, TIpH TOJIOBBI PYKOii, JI0 TOJIOBBI PyKOH
3 PYKO# J10 TOJIOBBI YTOM TFOOBA Harubas roJIOBy HC3aBHCHUMO OT
BBIIIIC yXa ¥ TYJIOBHILE TYJIOBHUILE JBAKCHUU TOJIOBBI
Y TYJIOBHIIIA
OCTaroTCs
CTaOMJILHBIMHU
Moxet
[lo3a «cums». [lomoxuts 06e ITokaxxure, Kak MOJKETE M He mosxer octaTh
K{ Ha TroJIOB 6 JMOTPOHYTHCS A0 OIKET oCTath 10
Py y JIOTPOHYTBCS 00CUMH FOIIOBH pyKof, mpit FOJIOBBI pyKamy, IO TOJIOBBI PYKaMH,
4 PYKaMH JI0 TOJIOBBI ToM rofoBa HAruGast rONOBY 1 HE3aBHCHMO OT
BBIIIIC yXa . TylOBHILE JIBWYKEHUI TOJIOBLI U
TyJIOBHUINA
OCTAIOTCS
CTaOUIIBLHBIMU
M M MosxkeT IHe moxeT
TToBEpHYTHCSA CO CIIUHBI HA OXETE JIN OXKCT “OBePGH)’TbCﬂ HOBEPHYTHCS CO [MOBEPHYTLCS HU Ha
ITOBEPHYTHCSI CO CIIUHBI | CO CITMHBI HAa OOK, B
5 box PHYT ’ CITMHBI TOJIBKO Ha o/MH 60K

Ha 60K, B 00€ CTOpOHBI?

00e CTOpOHBI
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0JIuH 00K (TIpaBbIi
WJTH JICBBIN)

TlepeBepHyTHCs C KUBOTA HA Mo3xkere 11 Moxer [TepeBopaunBaercst He mosxet
CIHHY Uepe3 MpaBblii GOk MepeBepHYTHCS C TepeBepHYTHCS C Ha CITUHY, MOBEPHYTHCS C
6 PKMBOTA Ha CIIMHY Yepe3 PKUBOTA Ha CIIMHY 0e3  [MCIONB3YS PYKY, PKMBOTA Ha CIIUHY
Iro6oit 60k? TTOMOIIN TOOBI
[lepeBepHYTHCS KUBOTA Ha HiH pyK
N OTTOJNKHYTHCS
CIIMHY 4epes3 JeBbIii 00K
7
TlepeBepHyTHCS CO CIMHEI Ha Moskere Mosxer [IepeBopaunBaeTcst IHe moxeTt
8 JKUBOT Yepe3 IpaBblii 60K MepeBEPHYTHCS CO MepEeBEPHYTHCS CO Ha XHBOT, MepeBEpHYTHCS CO
CIIMHBI Ha )KUBOT Yepe3 [CHIMHBI HA XKUBOT 0e3 BBITSTHBAS PYKY CTIMHBI Ha )KUBOT
Imr060it 60k? MMOMOILIN PYK
IlepeBepHyTHCS CO CIIMHBI 1 py
9 Ha )KUBOT 4Yepe3 JICBBIH 00K
Hesbimonanmo, wiu
MoskeTe i 1e4ub U3 Mooxer 5ieus u3 o361 | MOKeT jieub, maaast BBIIONHSCTCS ©
10 | Jleub u3 mo3BI «CUIA» 0351 CHIS, «CHSA» Yepes o3y BIIEpE U
HEKOHTPOIHPYEMBIM
KOHTPOJIUPYSI CBOH «Iexa Ha OOKy» MepeKaThIBAsICh Yepe3
o TaJICHUEM Ha CIIHHY
JIBUKEHUS? 00K
Moskere u mogHATECA | MoxkeT Mosker yaepxarb
11 | Crofixa na npejneubix Ha JIOKTAX NPUTIOHSATHCS Ha | [IOJIOKEHUE, €CIIH Hespimonnimo
(IpeAruIeyBsIX) U3 MO3HI | MPEAIIICYbSIX C | IIOMOYB NPHHSTH €ro
«HA KUBOTEN? TO/IHATOM roJ0BOM
[ToaHATH TOJIOBY, JIeXka Ha Mosxere tu nopwHsTs Moxer nosss MosxeT NoHATh
12 > rOJIOBY, JIeXka Ha roJIoBY, JIeXkKa Ha Heseprronuumo
JKHBOTE TOJIOBY, BEITSIHYB PYKH
JKHBOTE (PYKHU BJIOJIB KHUBOTE (PYKH BIOJIb —
TYJIOBHUIIA)? TYJIOBHUIIA)
Moskere 1 nOgHATHCS | MOXKET MOAHATh Moxer coxpants,
13 Croiika Ha BBIIPSIMICHHBIX croiiky Ha H
ax Ha BBIPAMIICHHBIX TOJIOBY, BBITIOJIHSAS €BBIINOJIHUMO
pyK o BBIMPSIMIICHHBIX PyKaXx,
pYKax M yAepXKaTb CTO¥Ky Ha
€CIIH TIOMOYb IIPUHATH
nozy? BBINPSIMIICHHBIX PyKax
9TO MOJIOKEHUE
Moskere i Moxer cecTb, B Cagurcs ¢ Tpyaom,
14 | CecTb 13 O3B! WICKAY TOM uHCIIe epes HepeBopauNBasich Ha HespmonauMO
CECTh U3 MO3bI
o MTOBOPOT Ha OOK JKUBOT HJIH 4epe3 00K
«Iexa?
. Mooxere i CTOSATh Mosxer BcTaTh B 4- | MOXET yJIep>KHBaTh
15 | 4-onopHas crofika C omopoii Ha PyKH 1 OTIOPHYIO ~ CTOMKY ¢ | 4-OIOpHYIO 103y, Hespmonnnmo
KoJIeHH? MOJHATON T0JI0BOK €CITH TIOMOYb €e
TIPUHATH
M Moxer TOMBTH |/
16 | Ilom3aTh HO-TIACTYHCKH O7KCTC JIH NOJI3aTh BIIEpEN, Jenath 2 W OKET COBEPINATH HeBBITIOTHIMO
MO-TUIACTYHCKH Briepea’? > JIUIIB TTOTIBITKA K
Goiee LUK
. TIOJT3aHBIO
JBMKCHUU pyK u HOT
MosKeTe JIH TOHSITS [MogHNMaeT rojoBy IMoagrumaer
[TogHATH rONI0BY, J€Ka HA i
0 CpeHEeH JTMHIN rOJIOBY, HO 32 CUET
17 e rOJIOBY M3 TIO3bI pea > Ys- Hebimosnnumo
JI0CTaeT OOKOBOI
«IeKa
10100POKOM J10 (nexcuu nim 6e3 cruda
U TIOCMOTPETH Ha "
HUS B IIIee
MBICKH? Py
MoskeT CTosITh ¢
5 MosxeTe i CTOSITh, Mo3xeT CTosITb, Moxert CTOS[T:; c OIIOpOii Ha PYKY, HO
18 | Crosats ¢ noanepKoit UCIIONB3Ys OJIHY MCTIONb3Ys OAHY PYKY | MHHUMAIILHOI Hy’K1aeT-
PyKy Ui , AL IOJIEPIKKH Goee 3| MOAAEPKKOH TYJIOBUIIA | g o
TIOAIEPIKKH : ¢ (ne benpa) JIOTIOJTHUTEBHOM
HO/IICPIKKE
KOJIEHEH UIH
oenep
MoskeTe JIi CTOSITh TaK
19 | Crosts 6e3 momaepskKu OO, KaK Moxer cTosITh Moxer cTosITh Crour 0e3
i He3aBHCH- MO Oosiee 3 ¢ | He3aBU- CUMO 3 C TOJICPKKHI
HeoOxoauMo, 0€e3
KOPOTKOE BpeMst
TIOJUICPIKKU ?
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20

MosxkeTe i
XOJIUTh 0e3

Bo3M0OKHOCTB Je/1aTh . MoskeT caenath 4 u MosxeT cnenaTh 2— HeB0o3MOXKHO
HIary Ooutee 1rara 6e3 4 mara 6e3

TIOJIJICPIKKI MM | o vomm TTOMOTIH

JIOTION- HUTEJBHBIX

MIPUCTIOCO0- JTeHHI?

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

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

IIpunoxenne I'4. 6 MWT — TecT 6-MUHYTHOI X0ABLOBI.
Ha3BaHue Ha pyccKOM si3bIKe: TECT 6-MUHYTHOM XO/IbOBI.

OpurunaiabHoe Ha3Banue: The six minute walking test (6MWT)

Hcrounnk: [99]

Tun: gpyroe

Ha3unauenme: omnpeneneHre BBIHOCIMBOCTH aMOYJIaTOPHBIX MAIMEHTOB C IENIBI0 OICHKH
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.)

CJ'IGI[yGT INIOMHUTL, 4YTO A JAHHOIO TECTa HUMCIOTCA  CICAYIOOUC a0COJIIOTHBIE

IPOTHBOIOKA3aHUs: HECTAOMIIbHAS CTEHOKApIUs HANpsDKEHUS U MHPapKT MUOKapAa, JaBHOCTHIO A0 |
mecsiiia. OTHOCHTEIBHBIME TPOTHBOMOKA3aHUSIMHE SIBIITIOTCS: 4acToTa cepaeuHbix cokpamienuii (HCC)
Beiie 120/MMH B TOKOe, cUCTOJHMYecKoe aprepuaibHoe naBieHue (AJ]) >180 mm.pT.cT. H
muactonnueckoe  AJ[>100 mm.pr.ct. CrabunbHas CTEHOKapAus HE ABISETCS aOCOIIOTHBIM
IIPOTUBONOKA3aHUEM NIl IPOBEJEHMS TECTA, OJTHAKO €ro CJIENYeT IMPOBOJUTH C OCTOPOXKHOCTBIO, Ha
¢one mnpuema aHTHaHrMHaNIbHbIX mpenaparoB (ATX: COID Bazoaunartatopbl [Uisi J€YeHUs
3a00JIeBaHUI Cep/ilia) MO TOKa3aHUSIM.

Ecnu manpeHT HaxoIWTCs Ha IOCTOSTHHOM KHCIIOPOJHOM MOJAEPIKKE, CKOPOCTh IOAAYU

KHCIIOpPOJia MPU MPOBEACHUM TeCTa JOJKHA COXPAHATHCA B COOTBETCTBUMU C IMPEANUCAHUEM Bpaua,
HA3HAYMBIIETO M KOHTPOIHUPYIOLIETO TEPAIHIO.

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

HpOBCI[CHI/IC TECTa HCO6XOJII/IMO HEMCIJICHHO IMPCKPATUTH B CIIyUac IMOABJICHUS:

bonu B rpyau;

Henepenocumou obIIKY;

Kpamnu B HOrax;

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

Upe3mepHOro NoTOOTAETIEHUS;

Pe3koro n3MeHeHUs IBeTa KOXKHBIX IIOKpOBOB (6J'ICI[HOCTI/I).

6MWT mnpoBoauTcs B IOMELIEHUHM, XOPOIIO 3HAKOMOM MAIMEHTy, MMEIOIIEM J0CTaTOYHO

JUIMHHBIA KOPUAOP € TBEPABIM IOKPLITHEM. [[IIMHA IPOXOAUMOro IIyTH JOJIKHA COCTaBIIATh HE MEHEE
30 MeTpOB C pa3METKOHN KaXKIbIe 3 METpa, a TAK)KE TOYKAMHU IMTOBOPOTOB/Pa3BOPOTOB.

[TanieHT TOMyYaeT MHCTPYKIHMIO O HEOOXOMUMOCTH HUATH C MAaKCHMAaJbHO BO3MOXKHOM

CKOPOCTBIO (HO HE OeXaTh) B TCUCHHE 6 MUHYT.
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B Tecte oneHuBaeTCcs OUCTAHIMSA B METpax, MPOHACHHAS IMAMEHTOM 3a 6 MHUHYT 0e3

BBIHYXKACHHBIX OCTaHOBOK.

Ipuaoxenne I'S. MeToabl OLIEHKH COCTOSIHUS HEMPOMBINIEYHOH CHCTEMBbI NIPHU
MBIIIEYHOH qucTpopuu romenHa.
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

Ha3nauyeHnue: peryispHas oleHKa IPOrpeccupoBanus 3a00eBanus (KUccaea0BaHnue CHIIbI,

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:
IloxazaTenn Meron Ienb uccnenoBanus Bonbhsle, Bonbhslie, He
CIIOCOOHBIE K CHOCOOHBIE K
CaMOCTOSTEIIEHOMY CaMOCTOSITEIIEHOMY
TIePEBIKEHUIO TIePEBIKEHUIO
Hccnenosanue cuiiel | MaHyasibHOE BrisiBuTh OTKJIOHEHUSI or | Onpenenste cuiny | PaHHHX cTagusx:
HCCIICZIOBAaHUE MBIIIIIY 0JKU1aEMOT0 KJIMHUYECKOTO | HIDKHHUX OTIpENIeNATh CHITY
TEUYEHUsI, OTCIEIUTh | KOHEYHOCTEH C | BEpXHHX U HIKHHUX
MporpeccupoBaHrie  OOJE3HH W | MOMOUIBIO KOHEYHOCTEH Kaxple 6
MIPOTHO3MPOBAaTh yTpaTy (YHKUHU, | MaHyaJIbHOTO mecsies. Ha mo3aaux
OLCHUTh 3((PEKTUBHOCTh TEPANUH, | HCCICIOBAHUS CTa/IusAX: IEHHOCTh

BBISIBUTH aCHUMMETPHIO MBITIICYHON

KaXkJple 6 MecsIIeB

JTAHHOI'O UCCIICIOBaHUSA

BPEMEHH
CTaH/IapTH3UPOBAHHBIX
3a/1aHUM I IPOBPKU
PA3NTMYHBIX (QYHKIHH

HPUMEHEHNN U MH(POPMATHBHBIC
TOKAa3aTeNi TOBCETHEBHOTO
(DYHKIIMOHAIIEHOTO COCTOSTHUS;
YYBCTBHUTENBHbI K H3MEHEHUIO
COCTOSTHUSI

xo/p0a/0er 3a 10
MUH, BpeMs
BEINOJHEHHS
npuema 'oepca,
BpeMsI I0//beMa Ha
4 CTYIIeHBKH, TECT
6- MUHYTHOI
xo1b051. Bpewms, Ha
OJICBaHUE PYOAIlIKH,
MOXeT OBITh
HH(OPMATHBHBIM
MoKa3aTesieM Ha
MO3HUX dTarax

CHITBI He siCHa

O0beM JIBHKEHUI I'onnomerpus HauanbHas 11ei1b: BEISIBUTH Hwxuaue HwxHue KoHeUHOCTH:
YMeHbIIeHHEe 00beMa JIBIKCHUH B KOHEYHOCTH: OenpeHHBI, KOJICHHEIE,
cycTaBaxX W/WJIM HAIMIHE CYCTaBHBIX | OexpeHHbIe, TOJICHOCTOITHBIE
KOHTPAaKTYp, KOTOPBIE MOT'YT KOJICHHBIC, CYyCTaBBl,
CII0COOCTBOBATE/TIPUBOAUTE K TOJICHOCTOITHBIC WIMOTHOHAIBHBIH
(DYHKIHOHAILHOMY YXYIIICHHIO CYyCTaBBl, TPAKT, MOJKOJICHHBIE
WJIN HapyHIEHUsSIM OIIOPHO- WIMOTHOHAIBHBI CYXOXKHUITHS,
JIBUTATEJILHOTO anmnapaTa Uin TPAKT, MKPOHOKHAs MBIIILA.
KOXXHBIM IIpo0ieMaM. BrIsBHTE TTOIKOJICHHBIC
HEOOXOIMMOCTh CYXOXKIIIHSA, BepXiue KOHETHOCTH:
JIOTIOJIHUTENILHOT 0/ QITEPHATHBHOTO | HKPOHOXKHAS JIOKTeBOii CycTas,
MEINKaMeHTO3HOT O/ XHPYPTHIECKOT MBITIIIa Jyde3anscTHEI cycTas,
0 BMEIIATeIbCTBA (IIPUMEHEHNE JUIMHHEIE CrHGaTey
OpTE30B, INUHUPOBAHUE, abIes
UCTIONIb30BAHUE YCTPOUCTB IS
BEPTHUKAJIM3AIMH, ONlepaluii mo
YIUTMHHEHHIO MBIIIIIT)

TecTbl Ha BpeMst BeinonHenue ¢ yaerom | Jlerkue B MpakTHUECKOM Jucranmmys, Bpewms, Ha ofeBaHKe

pyOamxu, MoxeT OBITh
UHPOPMATHBHBIM
oKa3aresieM Ha PaHHHUX
JTanax CTajuu
HECITOCOOHOCTH
CaMOCTOSATEHLHOTO
nepeBrKeHnst. TecTbl
Ha BpeMsi He
MPUMEHUMBI Ha
MO3HUX ATAIax CTaIuu
HECTIOCOOHOCTH
CaMOCTOSTEIILHOTO
TIePEABIIKCHHSI.

117




cTaguu
CaMOCTOSITEILHOTO
TIepEBIDKECHHSI.
IoBcenneBHas OueHka orpaHMYEeHHI WHbopMaTHBHO AJIS BHISIBICHUS YacToTa nageHui, Hasbixu
JIeATEILHOCTD B TIOBCEIHEBHOM TOYEK MPUIOXKEHHS TIOMOIIH, MOHUTOPHHT €aMOo00CITy)KUBAHHS,
JIEATEILHOCTH JIOMa, B aJlaNTaluy U JOCTyIa K KOJIMYECTBA IIIaroB, IIIChbMa U yIPaBICHUSL
IIKOJHE U KOHTPOJIIPYEMOH OKpY’KaroIeH HaBBIKU PYYHBIM I
OOILIIECTBEHHBIX MECTaX | cpene CaMOOOCITY)KUBAHHSL | DIIECTPHIECKUM
, IICbMa U PabOTHI KPEeCIOM-KaTaJIKOM.
3a KOMIIBIOTEPOM. JleecriocoOHOCTE B
JleecrmocoObHOCTh B LIKOJIC U
HIKOJIE U OOIIIECTBEHHBIX MECTaxX
OOIIIECTBEHHBIX
MecTax
IIxamsr Onenka guratenbHeIX | Ilo3BomsieT ocymecTBHTh IlTkana oneHkn IlTkana oneHkn
JIBUTATEJIBHBIX (YHKIUH OTIAENTBHBIX MOHUTOPHHT IIPOTPECCUPOBAHUS (yHKIUH HIDKHAX (yHKIMOHAIBHOTO
yHKIHI obuacreii ¢ Oosie3HH ¥ 3PPEKTHBHOCTH KOHEUHOCTEH peiTHHTa BepXHHUX
IOJTy9eHUEM IIPOBOANMOTO JTCUCHUS Vignos, mkana KOHe4yHocTeit 1o Broke,
00BEJMHEHHO! OLICHKI OLICHKH (DYHKIINH K IIKaJIa U3MEPEeHUS
CaMOCTOSITEIILHOMY JIBUT'aTENbHON
NIePEABIDKEHHIO ¢yHKIUH.
North Star

Kutou (MHTEepnpeTanus): IpOBOIUTCS CPAaBHEHUE C PE3YJIbTATAMH TECTA, POBEICHHOTO

paHee (10 Hayajia Tepanuy, Ha (poHe Tepanuu U T1)

IIpunoxenne I'6. Tect onenku pyHknnonanbHoil aktuBHoctu CeBepHas 3Be3na.

Ha3Banue Ha PYCCKOM SA3BIKE:

aktuBHOCTH CeBepHas 3Be31a
Opurunaiabnoe HazBanue: North Star Ambulatory Assessment, NSAA

Hcrounux: [100]

Tun: mkana oneHKU
Hasna4yenue: oreHka QyHKIIMOHATHHBIX BO3MOXKHOCTEH MareHTa

Cucrema amOymnaTopHON OLEHKH (PYHKIIMOHAIBHOMN

Coaep:xanue:
Cucrema amOyaaropHoii ouenku The North Star
Omnucanue TecTa v yKa3aHus JJIs TalieHTa
OuenuBaemoe Vkazanue 115 NaMeHTA Hexonmoe monoxense / KoMMenTapun

ONUCaHHUe YNPAKHEHUS

1. Ios10:keHne

Bcranb npsimo,

Horu na paccrosinuu He 6onee 10 oM,

Ornenke 2 6amia

cTost HE JIBUTACS ¥ OCTABAMCs B 3TOM  [[ISITKH Ha MOy (110 BO3MOXXHOCTH). COOTBETCTBYET
TIOJIOKEHUH KaK MOXKHO JIoJiblie  |PyKu BIOJIB KOpITyca. yAEp)KUBaHUE
HE HaneBatbh 00yBb. TIOJIOKEHHS
B TeUCHHUE 3 CeKyH] (MHHUMYM).
2. Xoan6a TIpoiinu ot Touku A no touku b [He HayeBaTh 00yBb WIIH HOCKH. Eciin manueHT 0ObIYHO XOIUT Ha IBITOYKAX,

(YKa3aTh Ha4aIbHYIO H KOHCUHYIO
TOYKY)

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

HO WHOT/a CTAHOBUTCSI HA CTOITY MM MOYKET
BCTaTh Ha Hee, KOT/ia BbI 00 3TOM MPOCHTE,
orenka — 1 6amt. PaccrosiHre TOMKHO OBITH
IOCTATOYHBIM, YTOOBI HAOIIOJATh

«OGBILIHyK) TIOXOAKY» JaHHOI'O MalluCHTA.

3. HoaneM co
cTyaa

Moskerb BCTaTh €O CTYIA,
CKpECTHB pyKu?

McxoaHOE TOI0KEHUE:
Oenpa 1 KOJIEHU COTHYTBI

[TOJ] IPSIMBIM YTJIOM, CTOIIBI Ha MOy HIIH
OTMPAIOTCS HAa CTYNEHBKY.

Hcnone3yiiTe cTyn no pocty pederka (6e3
MOAJIOKOTHUKOB) HJIM PETYIHPYEMYIO 10
BBICOTE OMOPY. MOXHO TaKkXKe M0CTa BUTh
Ol HOTH CTYIIEHBKY JUISl TOCTH)KSHUS
MPaBHJIBHOTO UCXOHOTO mosoxeHus. Ecin
PYKH CKpEILCHBI Ha MIPOTSDKE- HUH BCETO
yIpaKHEeHUsl, OlleHKa — 2 OaJuia.
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4, 5. IoJsoxkenne
CTOSI HA OJTHOI HOTe
(mpaBas + JieBas)

Moxenb MocToATh

Ha NPaBO/JIeBOI HOTE KaKk
MO>XHO J0JIbIe?

OneHke 2 Oaja COOTBETCTBYET

YACP)KHUBAHUE TTOTOKCHHUS B TCUCHHE 3
cexyna (muaumyM). HE HaneBaTh 00yBb.

Jlyd1e BBINONHATH Ha MOy, a HE Ha
KOBpUKE

6, 7. IlonbeM Ha
CTYNEHBKY ¢
npaBoii (1eBoii)
HOTH

Mokelb HOTHATHCS Ha
CTYIEHBKY C IPaBoil (JIeBoit) HOrU?

ICM.

IBcTaTh JIMLIOM K CTYNIEHBKE BBICOTOM 15

MOXXHO HCIOJB30BaTh B IOMOIIb MAIHCHTY|
peryimpyemMyro 1o BbicoTe omopy. Ilpu ee
OTCYTCTBHH Bpad MOXET MOMOYb MAIHCHTY|
OJTHOH PYKOH.

8, 9. Cnyck co
CTYNIEHbKH C NPAaBOi
/ neBoW HOTH

Mo>keIb CITyCTUTBCS CO
CTYTEHBKH

¢ npaBoii / neBoii Horu?

Bcrath Ha CTYIICHbBKY, IIOBEPHYTHCSA

Briepen. Bricota crynensku — 15 cMm.

MOXHO HCIOJB30BaTh B IOMOIIb MAIUCHTY]
peryimmpyemMyro 1o BbicoTe omopy. Ilpu ee
OTCYTCTBHH Bpad MOXET MOMOYb MAIHCHTY|
OJTHOH PYKOH.

10. ITepexon B

Moxelb cecTh

IcxoaHOE MOJIOKEHNE — JIEXKa

Ecnun nanueHT nepesopaunBaeTcs Ha AKHUBOT

TOJI0KEeHH e 13 TIOJIOKEHUS Jexa? Ha criuHe (Ha KoBpuke). He momkima- HIIM I0BOPAYHMBACTCSL K 0N, YTOOBI CECTh,

cuas I1bIBATH 10 TONOBY MOYLLKY. nocrasbTe 1 6amn. Llens — ynep>xuBath
TIOJIO’KCHHE CHIS B TCUCHHE
MPOAOKUTEILHOTO BPEMEHH.

11. Hoabem ¢ Mosxenib BCTaTh ¢ 1oJIa Kak MOXHO|ICXOTHOE HOJIOJKEHHE: JIeXkKa Ha CIIHHE, IMocrabre 1 6aimi, ecin peOCHOK CTOUT 6e3

noJia OpIcTpee (M3 MOJOKEHHUS JIeXKa HA  [PYKU BIOJb KOPITyca, OmnopbI Ha MeOeIb, HO HAOIIOIAETCS KaKasi-

?
crnuHe)’ HOTH BBIIPAMIICHBL. 6o vacTh MaHneBpa ['oBepca.
He HCIIONB30BATE OYIIKY TonpocuTe BBHIOIHUTD YIIPaXKHEHUE

cHayana 6e3 ormopsI Ha MeOeb.

12. Moabem MoKelb MOIHATh TOJIOBY H M3 mosoKeHus JIeKa Ha CIIHHE, PYKH IMompocuTe manueHTa CKPECTUTh PYKU Ha

rOJIOBBI HOCMOTPETh Ha NaJbIbl HOT, CKpEILICHBI Ha PY/IH. IPY/AH [P BHIOJHEHHU YIIPAXKHEHHS: TaK OH

CKPECTHUB PyKH

Ha rpyau’?

HE wmcmons30BaTh MOTYIIKH.

HE CMOJKET rmomorath cede pykamu. Taxke
MONPOCKTE MAIMEHTa TOCMOTPETH Ha MaJIbI{bI
HOT, YTOOBI YOSUTHCS B TOM, YTO Ies
crubaercs.

TIpu 3TOM MOI60POIOK TOKEH JBUTATHCS K
TPYIH.

13. IoJoxeHue
CTOSI HA MATKAX

MoKenb MOCTOATh Ha MATKax?

(Ctost Ha mony. Be3 00yBu.

YUt00BI ONYYHTH OIIEHKY 2 Oasa,
HE00XOJUMO OZHOBPEMEHHO BCTATh Ha 00¢
Tk, O6paTHTe BHUIMAaHKE HA HATNYHE
unBepcun. Eciti oTMedaeTcs cymiecTBeHHas
HMHBEPCHSI, HO TUTFOCHBI IPUITOAHSATEI, OL[CHKA
— 1 6amn. Ecin ormeuaercs MHBepcus,

a JaTepajbHasi TPAHHULA CTOIBI HAXOJUTCS Ha
roJty, onieHka — () 6aJnioB.

14. TIpbIxKok

Kak BBICOKO

Tl MOXKEIIb IPBITHYTh?

Cros Ha moixy,

ICTOIIBI HEMHOT'O PaCCTaBJICHBI.

Tpebyercst ABMKEHUE
BBEpX, @ HE BIIEpe].
Jomnyctumo HeGoubIIoe
JIBI)KCHHE BIIEpE/.

15, 16. IIpbrxkok Ha
O/IHOM HOTe
(mpaBoii U JeBoif)

Moskenb TOANPHITHYTh Ha IPAaBOi
(yteBoit) Hore?

IcxoaHOE MOIOKEHHUE:

00yBH.

CTOsI Ha TIOJTy Ha NpaBoii (J1eBoit) Hore. be3

Jliist onenku 2 Gamna

HYXCH 3aMETHBIN OTpPBIB OT I10J1A.

17. Ber (10 m)

JloGeru kak MO>KHO ObIcTpee IO ...
(YyKaxuTe MecTo)

[Mpstmast 10-meTpoBast 1OpoxKKa

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

[KKaK MO>KHO 61,101‘pee»,

[HO CKOpPOCTb OH BLIﬁI/IpaeT caMm.

B THXOM MECTE C Pa3METKOi, IIOHATHOM
Inst manuenTa. Mcenone3yiite cekyHaomep.

«IToxonka JlfomieHHa - He HCTUHHBIH Oer
(BeposITHO, C ABOHHOM (ha30ii MOIIEPIKKH),
HO [OH| MHTEHCHUBHEE, 4eM X0ab0a. OOBIYHO
XapaKTepHU3yeTcst Ype3MEPHBIM
HCTIOb30BaHHEM PYK, TOBOPOTOM TYJIOBHIIA,
3HAYUTEIILHBIM PACKaYUBAHHEM.

Her PCAJIbHOTI'O «OTTAJIKUBAHUS.

Karou (uarepnperaumsi): NSAA mnpesncraBiser coOOi MIKamy, COCTOSALIYI0 M3 17 MyHKTOB,
KOTOpasi CIYXHT JJIsl OLIEHKH (PYHKIMOHAIBHBIX BO3MOKHOCTel marmenTa: 0 (HecrocoOeH), 1
(BBITIOJTHSIET CAMOCTOSATENIBHO, HO ¢ MOAU(UKAITUAME), 2 (BBITIOTHAET 0€3 KOMIICHCAIUH ).
Iosicnenus:
® 3ampeniaeTcsl BBIIOJIHATh TECThl B IOJIOKEHUM CTOS NMPU HAJIMYUHM TPAaBM HUKHUX
KOHe4yHOocTel. OHaKo NalMeHTa MOKHO IMONPOCHUTH BBINOJIHUTH NOJBEMBI T'OJIOBBI U
Nepexo/ B cujsuee IMOJOKEHUE, eCIU OH CHocobeH 3To caenath. CrenyeT yKasbIBaTh
«KOMMEHTapumn» B paboueit Tabnuiie;
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HEO0OXOAMMO BBHITIOJHATH TECTHI NSAA B IpeaioKeHHOM TOpsiiKe (MTPUM.: HACTOSIIUN
NOPSIOK 3aJaHuii OblT M3MEHEH Ui IpoBeAeHus Oosnee 3((EeKTUBHOW OICHKH W
OTJIMYAETCS OT IOCIIEOBATEIHLHOCTH HCCIIECIOBAHUM, HCIOJIb3YEeMONH B MPEIBIIYIINX
BEPCUSIX);

HE wncrnonp30BaTh MaThI,

oOpamjaeM Ballle BHHUMAaHHE, YTO BpeMsS B CEKyHJaX OKPYIJIAETCS 10 OJMKauIiero
3HAYEHUS JIECATHIX CEKYH/IbI BO BCEX 3aJJaHUSIX Ha BpeMs (K MpUMepY, MOAbEM C Moja UiIu
oer Ha 10 m);

BBITNIOJTHEHHE YIIPAKHEHHUHM OLEHUBACTCS CIEAYIOUIUM 00pa3oM:

2 = «HopmanbHO» — 06€3 OTKJIOHEHU
1 = C HeGonbIIMMU MOIU(PHUKALMSMHU, HO ITALIMEHT BBIIOJIHSCT 3a1aHue 0e3 JONOJTHUTEIbHON

oMo

0 = He MOXeT BBIITOJHUTH 3aJaHuEC CaMOCTOATCIIBHO,

€CJIY, 110 BallleMy MHEHHUIO, MMALIUEHT MOXKET MOIYYUTh 00JIee BBICOKYIO OLIEHKY, KOTOpas
ObLJ1a HUKE M3-32 HEBBITIOJHEHHS KaKUX-JIM0O YCIIOBUHM WM HEJOCTATOYHOTO MTOHUMAHUS
3aJJaHusd, HOHpOCI/ITe ero HOBTOpI/ITI) pra)KHeHI/Ie nu HOBTOpHO OILICHUTEC €0 BBIIIOJIHCHHUC.
Ecnu BBl HE yBepeHbI, MOKHO JIM OLIEHUTH BBINIOJIHEHHUE 33JIaHUs BBIIIE, CTABbTE 332 HETO
HIKHIOKO OLICHKY.

IMoaroroska.
OTMepI)TC 10 MeTpOB B ITJIMHHOM THXOM KOpI/II[Ope UJINn TIIOMCUICHHUUA. YKa)KI/ITC JINMHUIO
¢unuma Ha otmerke 11 MeTpoB, 4yTOOBI MAIMEHT TOYHO Mpobexan yepe3 oTMeTky 10
METPOB, a HE 3aMeJUTHIICS Tiepe]] PUHUIICM;
o0ecreybTe 4YMCTOE MPOCTPAHCTBO Ha MOy IUIOm@AAbi0 3*3,5 M, mocTaTouyHoe IS
BBITIOJIHEHHUSI IPYTUX 33JlaHui (K IPUMEPY, TOABEM C T10J1a).

IIpunoxenne I'7. MoayJib oieHKH padoTOCIIOCOOHOCTH BEPXHUX KOHEYHOCTEH s

ML

Ha3Banue Ha PYCCKOM fI3BIKE: MOI[y.]'IL OIICHKHU pa6OTOCHOCO6HOCTI/I BEPXHHUX KOHEYHOCTEH JJIs

MJIA

OpurunaiabHoe Ha3Banue (ecau ecthb): Performance of the Upper Limb Module for DMD 2.0
(PUL or DMD) Worksheet

Hcrounuk (opunuaibHblii caiiT pa3padoTYnKOB, MyOauKamusi ¢ Baauaamnmeii): [138]

Tun (moa4epKHyTH): IKaJa OLIEHKH, HHIEKC, BOIIPOCHUK, APYroe (YTOYHUTD)

Ha3nauenue: pyHKIMOHATIbHAS OLIEHKA JABMKEHHUH B pykax y nanuentoB ¢ MJIJI/M/1b, moxer
MCIIOJIb30BAThCS AJIs1 OLIEHKH 3()(PEKTUBHOCTHU TEpAIUU.

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.




