Knunnueckue PEKOMCHAAIUN

IIporpeccupyroumas Mbllie4Hass TUCTpPoGus
Aromenna. Ilporpeccupywoias MblleYHass
aucrpopus bexkkepa.

Koauposanue no Mex1yHapoaHOM
CTaTUCTUYECKOU KIaccupukanuu
OoJie3Hel U MpooIIeM, CBI3aHHBIX

co 3noposseM:  GT71.0

Bospactuas rpynna: - Jlern
lon yrBepknenus: 2022

Pa3paboTunk KIMHUYECKON pEeKOMEH IalNu:

L4 ACCO]_[I/IaL[I/ISI MCAUIMHCKHUX I'CHCTUKOB
e Coro3 neguarpos Poccun

e Poccuiickas Accounanys neaAMaTpuIECKUX HEHTPOB

OO11ecTBO CIIEIUATUCTOB M0 HEPBHO-MBILIEYHBIM 3200JIEBAHUSAM
e Accouuanus npopeCCHOHAIBHBIX YYaCTHUKOB XOCITMCHOM MOMOIIU

L4 HaI_II/IOHaJ'H:HaSI acconuanuAa ACTCKUX pea6I/I.HI/ITOJIOFOB



OraaBienue

.
CIINCOK COKPAIICHMIT eeeeeuvrrersrresssecssssncssssscssssesssssesssssessossosssssssssssssssssssssssssssssssssssssssssssssssssssssssssss
TePMUHBI M OTIPEICIICHM M cuureeerssrecssssrcssssecssssessssessssessossossssssssssssssssssssssssssssssssssssssssssssssssssssssssane O

1. KpaTkas nndopmanus no 3a60/1eBAHUI0 WIH COCTOSIHUIO (TpyIIie 3a00/1eBaHUI WJIN

.
COCTOSTHMI) vverecssssnreessssassesssssnssesssssasssssssssssssssssssessssssssssssssssssssssassesssssasssssssssssssssssssssssssasssssssanssssssss |

1.1 Ompenenenue 3a001eBaHUS WM COCTOSHUS (TPYIIIBI 3200JIEBaHUI UM COCTOSIHUR)........ 7

1.2 Drtnonorus M mnaToreHe3 3a0o0JieBaHUS MM COCTOSHUS (TPYINIbl 3a00J€BaHUNA WM
Lo vt V0313 1717 | BRSSPSR 7

1.3 Dnugemuonorus 3a601€BaHUs UM COCTOSHUS (TPYIIIBI 32007€BaHUN MITM COCTOSTHUHM) ... 8

1.4 OcobGeHHOCTH KOIUPOBaHMSA 3a00JI€BaHUS WM COCTOAHUS (TpYMIbl 3a00JE€BaHUN WM
COCTOSIHUH) 1O MeXIyHapoJHON CTaTUCTUYECKON Kiaccupukanuu Ooje3He u mpobiem,
CBSI3AHHBIX CO 3JIOPOBBEM .....eeeuuiteeuireesuireenuteeesiseeeniseeenaseesnsseessseesssseesnneessseessseessseessnseessseessnses 8

1.5 Knaccuduxanus 3a601€BaHus WM COCTOSHUS (IPYIITBI 3a00J€BaHUN HIIM COCTOSHUM).... 8

1.6 Knuauyeckass kapTuHa 3a00J€BaHMA WM COCTOSIHHUSA (IpymIbl 3a00JeBaHUN WM
Lo et V0313 1717 | USSP RSP 9

2. IlmarHocTuka 3a00/1eBAHUSA WM COCTOSTHUS (TPyNIbI 3200/1€BAHNH WUJIM COCTOSHMI),

MECAMIUHCKHE NMTOKA3aHUA U MPOTUBOMOKA3aHUA K IPUMEHCHUI0O METOA0B JTHATIHOCTHUKH.. 12

2.1 JKATIOOBI M AHAMHES ....c.veuviiinieiieitentetenteete ettt eae et et e et saesae st satebe st ess et eaeaensesaesueeseeaeene 13
2.2 OUBUKATIBHOE OOCTICIOBAHHIE ....c..veevtenteenrerieenteentenitenteesesieesseenteeseesueensesssesseenseessesseensesseenne 14
2.3 JIabopaTOpHbBIE TUATHOCTUUECKUE UCCICTOBAHHUS .....envererenreenreeirenieentenieesieeseesnenieensesneenne 15
2.4 "ncTpyMEHTAIBHBIE JUATHOCTHUECKNUE UCCIIEHOBAHMSI «...envenveenireenteeereeareenieeenneenenesneens 16

3. .JqueHne, BRJIIIOYad MCAUKAMECHTO3HYI0O U HEMCAUKAMECHTO3HYIO TEpaIlluu,
AHETOTEpPaANNIO, 066360J’[I/IB3HI/IG, MCAUIUHCKHE ITOKA3aHUA U MPOTUBOMOKA3aHUA K

NPUMEHCHHUIO METOMOB JICUCHHUS «eecrreerrresaesssancssesssnesssesssnssssssssassssasssassssasssnsssaasssasssassssnssaassanssss 2 1

3.1 MenukaMmeHTO3Has Tepanus. [[aTOr€HETUYECKOE JIEUCHUE. .....ccvvveeverreeireeieeniieeeeenenennne 21
3.2 MenukameHTo3Has Tepanusi. CUMIOTOMATUYECKOE JIEUCHUE. ....ccuveemrerreenreereenireeeeenanenne 25
3.3 HEMEIUKAMEHTOBHOE JIEHUEHHE .....cnveenereenreeruteenieenireenteesateeteesuseeseessseenseesaeeenseesanesnseenaneenne 28
3.4 XUPYPTHUCCKOEC JIEUCHUEC ...uvveeenereerureenureesureessaeesseeessseesssseesssseesnsseesnseeesseesssseessseesssees 30
3.5. [Ta;mnnaTuBHAS MEAULIMHCKAS TIOMOLIIID «...cnvveentreireenreenireeneenireeseessseeseesuneenseesmneenseesmneenne 32



4. MeaunuHcKasi peaﬁnnnTaunﬂ, MCAUIUHCKHE NTOKA3aHUA U MPOTUBONMOKA3aHUA K

NPUMEHEHUIO METOAOB PCADHITHTAIIIM cevveerreessecsssecsansssacsssassssesssasssassssassssessansssassssasssssssassssassss 33

4.1. Peabunutanusi aMOYTATOPHBIX TALIACHTOB ....c.veeureteereritenteeteestesteensesseesseeseessesseensesseenne 41
4.2. Peabunuranusi HEaMOYIATOPHBIX CUISUUX MAIIEECHTOB «...cuveeureeerereerenireneeereeseesieensesneenne 43
4.3. PeaOumuTanust JICHKAUMX TALIECHTOB «..cuverutetienrerttenteeteritenseeteesaesueensesseesseenseessesseensesseenne 44

5. IpodpminakTuka U JUCHAHCEPHOE HAOII0IeHHEe, MeIMIMHCKHE TOKA3AHUS U

NPOTHBONOKA3aHUS K IPUMEHECHHIO METO0B MPOPHIAKTHK  «cceuveerrreessesssaecssesssnessansssasssaaces 47
5.1, TIPDOMBITAKTHKA .....eeuvieiiieiieeiiieiie et eetee et esite e bt estteenseessaeenbeesaeaesseasssesnseessseenseesnseenseennseenne 47
5.2 JIUCTIAHCEPHOE HAOITEOMEHUIC .......veeuveentreeureeeeeenseensreenseenseesseesssessseenssesnseessseenseesssesnseessseenne 48

6. Oprann3anusi OKa3aHUSL METUIUHCKOM MOMOIIIM «.cueeeerurressssrcssssscsssssssssssssssssssssssssssssssasssns 37

7. lonosHuTeIbHAsA MHGOPMALHA (B TOM 4Hc/Ie (PAKTOPBI, BJHSAIOIIHME HA HCXO/

3200J1EBAHMS MJTH COCTOSTHHS ) ceererrreecsssrssecsssassassssssssesssssssssssssasssssssssssssssssssssssssasssssssasssssssanssssss 39
8. Kpurepun olleHKH Ka4eCTBA MEAUIMHCKOM IOMOII M .uceerneesreecsseessrecsaesssancssassssessasssssssaaces 00
CIIHICOK JINTEPATYPDI «eeeerrrrecsssrecssssesssssessssssssssssssssssssssssssssssssssssssssssssasssssasssssasssssssssssssssssssssssssssss 02

IIpunioxenne Al. Coctas padoueii rpynnsl 1o pa3padoTke U nNepecMoTpy KIHHUYECKUX

.
PEKOMEHIAIIMM «eceeuverressarecsssrecsssressssessssosssssosssssosssssosssssssssssssssssssssssssssssssssssssssssssasssssasssssnsssssssssse 19

IIpnioxenne A2. MeTon0J10rusi pa3padoTKH KIHHUYECKUX PEKOMEHIAIMM «.cveeerneesncesenees 77

IIpunioxenne A3. CnpaBo4Hble MaTepHAJIbl, BKJIKYasi COOTBETCTBHE NOKA3aHUI K
NPUMEHEeHHUI0 ¥ NIPOTHBONOKA3aHUMH, CI0CO00B NPUMEHEHHS U /103 JIEKAPCTBEHHBIX

NpenapaToB, MHCTPYKUMH M0 NPUMEHEHHIO JTeKAPCTBEHHOT0 MPEHMAPATA «eeceverrveeseeseessecsace 79
IIpuioxkenne b. ANTOPHTMBI JEHCTBHH BPAUA.cccueerseressenssaecssessssncssesssansssassssessassssassssassssessasss O2
IIpunioxenne B. UHQOPMALMS IS HAIMEHTA ..ceeeeereeessenssaccssasssassssnsssansssasssssssassssassssassssessasss OO

IIpuniaoxenne I'l-I'N. IlIkanbl oneHKH, BONPOCHUKH U APyTrHe OLleHOYHbIe HHCTPYMEHTBI

COCTOSIHUSI MALMEHTA, NPUBE/IEHHbIE B KIUHHYECKUX PEKOMEHIAIMAX «eveerreereesaecsreseessncsace 87
Ipniaoxenne I'4. 6MWT — TeCT 6-MHHYTHOMH XOABOBI cccueeerueecsaecsanccsaecssnnssaesssncsssessasssssssences 90
IIpuniaoxenne I'S. TecT Ha BpeMSA: MOABEM HA 4 CTYIICHM..ucevueeeseeessnecsaesssacsssassssesansssassssassanees 91
IIpunioxenne I'6. TecT Ha BpeMs: CIIYCK HA 4 CTYIICHH.ccouerreeeseecssaecsansssansssassssessansssassssasssnees 91

Ipunoxenue I'7. MeToabl OLIEHKH COCTOSTHUS HEHPOMBILIEYHOH CHCTEMbI NIPU MBILLIEYHOH

TUCTPOP UM JIIOIICHHA . cccceurrersnrresssrrcsssrrcssssnsssssssssssesssssessssssssssssssssssssssssssssssssssassssssssssssssssssssssnss 92



IIpuniaoxenne I'8. Tect onenku pynknnonanbHoii aktuBHocTH CeBepHast 3Be3na (North

Star Ambulatory Assessment, NSAA).....ciienvricssnicssnncssssncssssessssncssssssssasssssssssssssssssssssssssssssss 93
[punoxenne I'9. BoinosiHenne IBUTraTeAbHBIX TECTOB MPH ML .ccuericunriisnrccinrccinecccneesc 95
IIpuniaoxenne I'10. MoHuTOpHHT cOCTOSTHUS NANMEHTA € ML . cuuueeueenninnnensnncinecsnencnecsenes 96
IIpniaoxenne I'11. U3mepenne NOABHIKHOCTH CYCTABA (YTTIOMETPHSA) «eeeereeereecssnecsansssnccsances 97

IIpunaoxenne I'12. Moayab oneHKH padoToCIOCOOHOCTH BePXHUX KOHeuHocTeH nuast M/

IIpuniaoxenne I'13. OcHoBHbIE 3200/1eBaHus A5 1M epennuaibLHoro guarunoza ML .103



Cnucok coxkpauieHui

AJIT — anannHaMuHOTpaHcepasa

AII® — aHrnoTeH3uH-NpeBpaIiaonui pepmMeHt

ACT — acnapratamuHoTpaHnchepasa

'K — ri1roKOKOpTUKOU b

['TT — ramma-rimoramunTpancgepasa

KEJI — xu3HEeHHast EMKOCTb JIETKUX

NI'X — MMMyHOTHCTOXMMHUYECKOE UCCIICIOBAHUE

KT — xomnbroTepHas Tomorpadus

K®K — kpeatundocdoknnaza

JIAI' — nakraraeruaporesasa

JIOK — nevyeOHas pusnueckas KyJabTypa

M/Ib — mbimeunas quctpodus bekkepa

MJI — mbimevnast fuctpodus Jromenna

MHO — mex1yHapoiIHOE HOPMaJIM30BaHHOE OTHOLIEHHE
MIIKT — mMuHepanpHas INIOTHOCTh KOCTHOM TKaHU

MPT — MarHuTHO-pe30HaHCHas ToMorpadus;

[MTKM/[ — mosicCHO-KOHEYHOCTHBIX MBIIICYHBIX JUCTPODUit
[II1P — nosmmMepasHas nerHas peakiuus

CABI' — cunapom neuuuta BHUMaHUS U THIIEPAKTUBHOCTH
®B — ¢pakuus BeIOpoca JIEBOTO KelyJ0uKa

OB/l — ¢(yHKIMS BHEITHETO IbIXaHUS

®XKEJI — ¢opcupoBanHas >KU3HEHHASE EMKOCTb JIETKUX
YJIJI — gacToTa AbIXaTeIbHBIX JBMKCHUI

V31 — ynbTpazByKOBOE HCCIEA0BAHNUE;

OKI" — snekrpokapauorpadus;

OHMI" — snexTponeiipomuorpadus;

9x0-KI' — sxokapauorpadus;

MLPA — multiplex ligation-dependent probe amplification (MyJabTHUIIIIEKCHAS JIUTAaH-
3aBHCHMas aMIUTH(UKALINs)

NGS — next generation sequencing (CeKBEHUpPOBaHHUE HOBOT'O TOKOJICHUS)



TepMHHbI H onpeacjacHus

AMOYJIaTOPHBIN MAIMEHT — NAIMEHT, CIOCOOHBINA K CAMOCTOSATENIbHON X0Ab0€.

Kapauomuonatusi — reTeporeHHas rpynmna 3a0ojieBaHMM MHMOKapaa, CBS3aHHBIX C
MEXaHUYECKOM MM 3JIEKTPUYECKON TUCHYHKINEH, KOTOpast 0OBIYHO MPOSIBIISETCS HEa1eKBaTHOM
runeprpodueit uu aunaranueit. Kapanommuonaruu MOryT Kak U30JIMPOBAHHO MOPAXKATh TOJIBKO
cepAle, Tak ¥ ObITh YaCThIO T'€HEPATU30BAHHOTO CUCTEMHOTO 3a00JIeBaHUs, YAaCTO MPUBOIAT K
CepACYHO-COCYTUCTON CMEPTH WIM K HMHBAJIMIW3ALUH, OOYCIOBIEHHONH NpOrpeccupyromen
CEpAECYHON HEAOCTATOUHOCTBIO.

IlosicHO-KOHEYHOCTHbIE MbIIIEYHbIe JUCTPOGUU — Tpynna MbIIEYHBIX JAUCTPOHIA,
XapaKTEPU3YIOLAsACs IOPAKEHUEM IIPOKCUMAJIBHBIX OTJEJI0B BEPXHUX U HUKHUX KOHEUHOCTEH.

IIceBporunepTpodusi MbIIIL — BU3YaJIbHOE YBEITUUYEHUE OT/ICIBHBIX IPYIIIT MBIIII] BCICICTBHE
UX 3aMEHbI )KUPOBOH WK (PUOPO3HOM TKAHBIO.

CyOMakcMMAaJIbLHBIH PesKMM HArpy3KH — 3TO PEXUM, AJI1 KOTOPOIO XapaKTEPHbI OTCYTCTBUE
OJIBILIKY, YYBCTBA YTOMJICHUS U OOJIM B MBIIIIIAX.

Mpeimeuynas gucrpodus bekkepa (M/Ib) — HacnencTBeHHOE PelIeCCHBHOE HEPBHO-MBIIIICYHOE
3a0ojeBaHue, CIEIUICHHOE C X-XpOMOCOMOHM, BBbI3BaHHOE MyTanmusiMu B reHe DMD,
NPUBOAALIMMH K HEIOCTaTOYHOH (pyHKIMH AUCTpoduHA, UMEET MO3HEe HAyalo U BBI3HIBACT
Oosiee erkue CMMITOMBI, ABIIsiETCs O0Jiee JIeTKUM BapHaHTOM 3a00JIeBaHus, IPU KOTOPOM CHHTE3
Oenka nuctpoduHa MIAST HE 0 KOHIA, U B PE3yJbTaTe MOJy4YaeTcss HEMHOTO YKOPOYEHHBIH, HO
BIIOJIHE (DYHKIIMOHAIBHBINA OEJIOK.

Mbieunas aucrpodpus Mwomenna (M/IJ]) — HaciaeacTBEeHHOE PELUECCUBHOE HEPBHO-
MBIIIEYHOE 3a00JIeBaHUE, CIEIIICHHOE ¢ X-XPOMOCOMOM, BRI3BAaHHOE MyTalusiMu B rene DMD,
MPUBOJISAIIMME K OTCYTCTBUIO UM HEJIOCTATOYHON (PYHKIMH TUCTpOodUHA, UMEET paHHEee Hadajo
U BBI3BIBACT TAKEIOE TCUCHUE.

daextpomuorpapuss (OMI, DHMI, wmuorpadus, osnekrponeiipomuorpadus) — MeTOL
UCCIIEI0OBAHMSI OMODJICKTPUYECKUX MOTEHIMAIOB, BOSHUKAOLINX B CKEJIETHBIX MBIIIIAX YEJIOBEKa
Y J)KUBOTHBIX NPH BO30YKAECHUU MBIILICYHBIX BOJIOKOH; PETUCTPAIUs CIIOHTAaHHOM, TPON3BOJILHOM
Y BBI3BAHHOM DJIEKTPUYECKOM aKTUBHOCTH MBIIIIILI.



1. Kparkass undpopmanus no 3a00,1eBAHUI0 WU COCTOSIHUIO (TpyIIIe
3200J1eBAHUI WJIA COCTOSIHUH)

1.1 Onpenejienue 3200JeBaHUA WJIH COCTOSHUA (rpynnbl 3a00JeBaHUIT WU

COCTOSIHW)
[Tporpeccupytomias mpimeunas guctpodus Jromenna (M) (OMIM # 310200) — sT0

Haclle/ICTBEHHOE X-CLEIUIEHHOE HEpBHO-MBIIIEYHOE 3a00JI€BaHUE, BBI3BAHHOE MYyTaIlell reHa
DMD, xomupyromero Oenok JucTpoduH, MpUBOASIIEE K OTCYTCTBHIO WIM HEIOCTATOYHOMN
¢yukuun  guctpoduna. OOBIMHO TOpakaeT MalbYMKOB B JEeTCKOM Bo3pacte. OHO
XapakTepu3yercs caaboCcThio MPOKCUMAJIBHBIX M TUIIEPTPO(pUEi MKPOHOXKHBIX MbIIIIL. B cpenHem
K 11 romam mamMeHThl TEPSIIOT BO3MOXXHOCTh CaMOCTOSITEIIBHO IMEPEBUTAaThCS M CTAHOBSITCA
HeamMOynaTopHbIMH  OonbHBIMH. CMepTh 00bIYHO HacTymaeT K 20 TromaM  BCJIEICTBHE
KapAHMOPECIMPATOPHBIX OCIOXKHEHUH [1-3].

Knuanyecku BoLACTAIOT 2 hopMbl: iporpeccupytomas muoauctpopus Jromenna (M)
u mporpeccupytomas wmuoauctpopus bekkepa (MJIB). Ilporpeccupyiomias MbleyHas
muctpopuss  [romenna (muoguctpodpus [lromenna) — Haubosee Tspkenas ¢Qopma ¢
MaHudecraned B Bo3pacTe 2-5 JIET U NPOTPECCUPYIONIMM 3JI0KAaYECTBEHHBIM TEUCHHEM:
(dbopMHpOBaHHEM BsUIBIX I1ape30B, Napaluyel W KOHTPAKTYp MBI, O0E3ABHKEHHOCTH.
[Tporpeccupytomiast Mpimeunass auctpopust bekkepa (muomuctpopusi bekkepa, MJIB)
noOpokauecTBeHHass ¢opma 3abojeBaHHS ¢ MO3AHUM nedroTom B 10-20 yer U MenIeHHBIM
IPOTPECCUPOBAHUEM CHUMITOMOB MBIIIEYHOM C€Ia0OCTH C COXpPAaHEHHUEM CIIOCOOHOCTH K

CcaMOCTOSTENIbHON X0/1b0e B TeueHue 1520 et ot Havana 3aboneBanus [29].

1.2 THOJOTUA ¥ IATOreHe3 3200J1eBaHUA WJIH COCTOAHNSA (rpynnbl 3200JJeBAHUNA I

COCTOSIHMA)

B ocnose M1/l u M/Ib nexutr myranus B redHe auctpoduna (DMD), npuBosmas K

pa3BuTHIO AeuLUTa W/HUIM HApyIIEHUIO (QYHKIMM OJHOMMEHHOro Oenka. OObIYHO MyTalus
ABIISICTCS HACJIEJCTBEHHOW; B TPETH CIIy4aeB — MyTalus crnoHTaHHas (de novo). T'en
aucTpouHa — OJMH M3 CaMbIX OOJBIIMX T'€HOB 4YeloBeKa, COIepKUT 79 sk3oH0B. Cpeau
MyTauuid B ~65% ciayuaeB BCTpewaroTcsi KpymnHble neneuuu; ~10% MyTanuil npencraBieHO
OYTJIMKALUSAMU, & OCTAJIbHBIE CIIy4ad — TOYKOBBIMH M MAJIBIMU MyTallUSIMU, U3 KOTOpbIX 10—15%
MpeACTaBICHbl HOHCEHC-MYyTalUsAMU (cTon-MyTauus) [4].

benok muctpoduna yyacTByeT B pabOTE CKEJIETHBIX MBIIILI, JbIXaTeIbHONW U CepJeuHO-
COCYAAMCTON CHUCTEM — CBSI3bIBAE€T BHYTPEHHHUI IIUTOCKEJET C CapKo- U AMCTPOIVIMKaHAMH B
MeMOpaHe ¥ BHEKJIETOYHOM MAaTpUKCEe, OOECIeYMBAET MEXAaHMYECKYI0 U CTPYKTYpPHYIO

CTa0MJIBHOCTE MEMOpaHbl MBIIICYHBIX BOJIOKOH MPH HMX COKpamieHuu. Juctpopun Taxxke



ABIISICTCS aMOPTHU3aTOPOM, OOECIIEUMBAIOLIMM BO3BPAILLCHUE MBIIIIBI B HCXOJHOE COCTOSHHE
nocie cokpamienus. Ilpu mporpeccupoBaHuy 3a00JI€BaHUS MBIIICYHBIE BOJIOKHA 3aMELIAOTCS
¢ubpo3Hoit u xupoBoil TKaHbio. M30dopmbl Oenka aucTpoduHa C MEHbILIEH MOJIEKYISIPHOU
Maccoil y4acTBYIOT B pa0OTE€ pa3IUYHBIX OPTaHOB M CHUCTEM, 3aJ€iCTBOBaHBI B paboTe KIETOK

Mmosra [5, 102].

1.3 DnuaeMuoJorusi 3a00JeBAHUA WJIH COCTOSHHS (rpynnbl 3200JeBaHUii  UJIH

COCTOSIHMA)

[To pa3spiM ucTouHukam 3aboneBaemocth MJIJ] omenuBaercs kak 1:3500-6000

HOBOPOXKJICHHBIX MaIbuUKOB [6]. [lo Hambosee akTyaabHBIM HAayYHBIM JAHHBIM OOLIEMHpPOBas
3aboneBaeMocth MJIJI  cocraBmser 1:5000 HOBOpPOXICHHBIX  MajabuuKoB  [25-27].
3aboneBaemocts M/Ib onenuBaercs kak 1 Ha 20 000 HOBOPOXKICHHBIX MAlbYUKOB [25-27].

Jannblie o 3a0oneBaeMocTr B PD Ha 1aHHBII MOMEHT OTCYTCTBYIOT.

1.4 Oco0eHHOCTH KOAUPOBAHNS 3200J1eBAHUS NN COCTOSAHNSA (FPYIILI 3200J1eBaHU A

WIN _CcocTOsiHNi) 1o MekAVHAPOAHOI CcTAaTHCTHYeCKOil kJjaccuukannu 0oJiesHell H

Mpo0JieM, CBA3AHHBIX CO 3I0POBbEM

Cornacao MKB10, 3a6oneBanue oTHOcUTCS K Kinaccy VI, 00e3HsIM HEPBHON CHCTEMBI,

G71.0 — nepBUYHOE MOPAKEHHUE MBI (MBIIIEYHAS JUCTPOPUS).

1.5 Kuaccudbukauusa 3a00JeBAaHUS WJINH COCTOSAHHUA (Tpynnbl 3a00J€BAHNUNA WJIN

COCTOSIHMA)

MJI/] oTHOCUTCS K Tpymie MOsSCHO-KOHEYHOCTHBIX MbImieuHbIX auctpoduit (ITKMI)

XapaKTEePU3YIOIIMUXCS PEUMYIECTBEHHBIM NOPAXKEHUEM IPOKCUMAJIbHBIX OTIEJIOB BEPXHUX U
HIKHMX KOHEYHOCTEH. B 3aBHCHMMOCTHM OT IpOrpeccCUpOBaHUS CUMITOMATHKH, BBIIEISIIOT 5
craauit MJIJI.

1 cragus — OeccumnToMHas (MOKIMHHUYECKas ). Ha 3ToW craguy AMarHo3 MOXKET OBbITh
3amoJI03peH B cliydae ompejeneHus: nopbiieHHON akTuBHOCTU K®K B KpoBU, HEOOBICHUMOM
noBbIieHuH ypoBHs Tpancamunas (AJIT, ACT) unu Hanuuus ciaydyaeB 3a00J€BaHHS B CEMEHHOM
aHaMHE3€ M YCTaHOBJIEH M10CJIE IPOBEAEHUS MOJIEKYJISIPHO-TEHETUUECKOTO UCCIIEJOBAHMUS.

2 cranus (paHHAS amMOynaTopHas) — COXpaHEHa CIIOCOOHOCTh K CaMOCTOATEIbHOMY
nepeABrKeHuo. [ 3TOM 3TOM CTaJMU XapaKTEPHBI CIEAYIOIIME CHUMIITOMBI: HapacTarollas
MBbIIIeYHast €1a00CTh, OBICTpasi YTOMJISIEMOCTb, YacTble MAJCHUS, WCIOJIb30BAHUE IpHEMa
I'oBepca npu nogbeMe U3 MOJIOKEHUS CUAA U JIEKA, U3MEHEHUE MOXOAKHU [0 TUIYy «yTHHON,
XO0KJIEHHE Ha HOCKaX, IICeBAOrUNepTpodus Mpl rojeHei. CriocoOHOCTh O/beMa M0 CTYIECHSIM

COXpaHeHa.



3 cranus (mo3aHssE aMOyJIaToOpHasi) — COXPaHSETCS CIIOCOOHOCTh K CaMOCTOSTEIIbHOMY
NEPEBIKEHUIO, HO OTMEYaeTcsi HapacTaHWE BCEX CHUMITOMOB M3 2 CTaauu (HapacTaroT
TPYAHOCTH TIPH XO/bOE, YTpauMBaeTCsi CHOCOOHOCTh MOJHUMATHCS MO CTYHEHSM M MOABEMA C
moJia).

4 cranus (paHHAA HeaMOyJaTopHasi) — YTPAayMBAETCS CIIOCOOHOCTbH CaMOCTOSITENIBHO
NEepeBUraThCs, I epeABIKEHHUS TPEeOYIOTCS CIeUaNbHbIE CPEACTBA, PA3BUBACTCS CKOJHO3,
COXpaHseTcs ABUraTeIbHast aKTUBHOCTD PYK.

5 cranus (mo3aHsAs HeaMOylaTOpHAs) — OrpaHUYEHbl (PYHKIUU BEPXHUX KOHEYHOCTEH,
TPYAHO YAEp>KUBATh IOJOKECHUE TeJla, HApacTaeT cepJieuHasl U JbIXaTelbHas Hel0CTaTOYHOCTh

[1,2,37].

1.6 Kiimnnuyeckass KapTHHA 3200J€BAHUS WJIH COCTOSTHNSA (TPYNILI 3200J€BAHNNA WA

COCTOSIHMA)

bosbmimHCTBY ManbuukoB auarHo3 MJIJI ycraHaBiuMBaeTcs TOJIBKO NPHU MOSBICHUU

NEPBBIX NPU3HAKOB 00JIE3HHU TOCIIE NeProJia OTHOCUTEILHOIO MOTOPHOTO OJaromnonyyus. B ator
nepuop (10 2—3X JIeT )KM3HHU) NPOUCXOIUT MHTEHCUBHOE ECTECTBEHHOE PAa3BUTHE CKEJIETHBIX
MBI, TIpeodIIaarolee HaJ AUCTPOPUIECKUMU MIPOLIECCAMH, B CBSA3U C YEM CHMIITOMBI O0JIE3HH
OOBIYHO BBIPAKEHbI HE3HAUUTENIbHO, WM HUX OOHapykeHHe TpedyeT yIIyOJeHHOTO U
TIIATENBHOrO Moucka. OJHAKO NpU TIIATEIILHOM OCMOTpE M cOOpe aHaMHe3a 4acTo Ha 3TOH
craguu OOJIe3HU BBISBIISICTCS 33JI€P)KKa PEUYEBOrO M MOTOPHOTO pPa3BUTHUA. PeOeHOK mo3xe
HAuYMHAET Jep>KaTb TOJIOBY, CAMOCTOSTENIBHO CUAETh M XoauTb. IIpm MJIJ] neru 3audacryro
HAYMHAIOT XOAUTH B Bo3pacte 18 mecsieB u crapuie. Takxke ciydyailHONH HaX0JIKOH MOXKeET ObITh
6eccumnromuoe nosbimenne KOK u tpancamunas. [loBeimenne KOK (B gecsath u qaxke COTHU
pa3) HabmoaeTcs cpa3y mocje poxAeHUS Majbunuka U Ha aMOyJIaTOPHBIX CTAHsIX 3a00seBaHus,
U JIOJDKHO PaccMaTpUBAaTLCSA BPAadyoM KaK OJHO3HAYHBIN IOBOJ 3anono3purs M1/l u nposectu
JanbHEeHIe UCCIeJOBAHUS IS TOATBEP)KACHHUS WM UCKIIIOYEHUS JaHHOTO 3a00JeBaHMs (CM.
paznen 2.3). [Moseimenue AJIT u ACT (tak e yacto B aecatku pa3) u JI/I[' (B HECKOIBKO pa3)
uMeroT nnpu M/IJ1 MbllieqHoe, a He IEYEHOYHOE IIPOUCXOKICHUE.

Ha panneii amOynatopHoil craguu (0ObiyHO ¢ 3—5 seT) HaOMIONAIOTCS CIEAYIOIINE
Kiaccuyeckue npusHaku M/1J1: HapacTaromas MpliieyHasi ciadocTh (00blIe B IPOKCUMAIBHBIX
oTAeNnax pyK M HOT), CHIKCHHME TOJEPAaHTHOCTH K Harpyskam, OBICTpas yYTOMJISIEMOCTb,
HEYKJIF0)KECTh, YacThl€ MaJCHUs, 3aTPYJHEHUS IPU NoabeMe Io JyectHuue. Ilpu noaveme us
MIOJIOKEHHS CHUJS Ha MOy WIM Ha KOPTOYKAX MAalMeHT MCHOoib3yeT npueM ['oBepca («moabem
JIECEHKOI» — ymnHpaercs pyKaMu Ha coOCTBEeHHbIe Oeapa, momoras ceOe IOAHATHCS B

BCPTUKAJIBHOC HOHO)KGHI/IG), IIOXO0JKa CTAaHOBUTCA HepeBaJIPIBaIOL[ICI;'ICSI (TaK Ha3bIBaCMas «yTUHaA
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[I0XO0/IKa»). XapaKTEpHO XOKIEHHE Ha MbBICKAaxX WM MOJAYyIIeuKax najiblieB HoOr. IIpu ocMotpe
MOTYT OOHApy>KMBaThCSl TICEBIOTHUNEPTPO(PHS MBI TOJEHEH, «KPBUIOBUAHBIC» JIONATKH,
TUIIEPJIOPA03 TOSCHUYHOTO OT/AeNa I[MO3BOHOYHUKA, CHUKEHUE CYXOXKWIBHBIX Ppe(IeKCOB H
ToHyca MbIml. Ha 3toii craguu (B 3—5 net) yxke B 5% cinydaeB MOKHO OOHApYKUTh MOPAKCHHE
CepACYHON MBIIIIBI (KapANOMUONATHS) B BHJIE CUCTOJIMYECKON MUOKapAHaIbHON AUCHYHKIUN
(cHmxeHue ¢pakuuu BEIOpOCa JIEBOTO JKeMyAouka MeHee 55% B ucciieoBanuu 1no Tenxronpiry)
[12]. IIpu 3TOM pa3zmMep JIEBOrO KelayJouka Kak npaBuwio He yBenuueH. Ha OKI' BeuaBisiercs
TaxMKapaus B JHEBHOE M HOYHOE BpEMs; yKopoueHue uHrepBaia PQ, mpu3HaKu MOBBIIIEHUS
AJIEKTPUUYECKON aKTUBHOCTH NPaBOro keimyaouka (3yoen R> S B orBenenumsx V1-V2), a takxe
yBenuueHue aMIuuTy il 3youa Q B orsenenusix 111, aVF, V5-V6 [28, 83-93].

Ha no3aneii aMmOynaTopHOU cTaanu c1aboCTh MBIIII HEYKIOHHO Mporpeccupyer. Xoan0a
CYLIECTBEHHO 3aTPYAHSETCS, YBEIUYMBACTCS THUIEPIOPJO03 IO3BOHOYHUKA, (OPMHUPYIOTCS
KOHTPAKTYpbl (OAHMMH M3 IEPBBIX IOSABISAIOTCS KOHTPAKTYpPhl T'OJEHOCTOINHBIX CYyCTaBoB). B
BOo3pacTe 6—9 neT kapauoMHonaTHs BbIABIAETCS yxke B 18% ciayuaeB B BUAE CUCTOIMYECKON
MUOKapaAuanbHOH auchyHkuu. CoriiacHO peKOMEHIalusM, HE0OXOAMMa €XerojHas OLeHKa
COCTOSIHUSI CepAla; Ha3HayeHue HHruoutopoB AIID wnaM aHTaroHMCTOB aHTMOTEH3MHOBBIX
pPELIENTOPOB K MOMEHTY JOCTMXKEHMsI TanmeHToM Bo3pacta 10 nert [28,83,93].

Pannsis  HeamOynatopHas — cTajusi — XapakTepu3yeTcs  yTpaToil  CIIOCOOHOCTH
CaMOCTOSITENILHO MEePEIBUTATHCS, PeOCHOK BBIHY K/ICH MOJIb30BATHCS KPECIOM-KaTaIKOM, KOTOPOH
MOXKET YINpaBIATh CAMOCTOATEIBHO II0OKA COXPaHEHA JBUraTellbHas aKTHUBHOCTh PYK.
[TporpeccupoBanue 60J1€3HN MPUBOAUT K (POPMUPOBAHUIO CTUOATEIBHBIX KOHTPAKTYP KOJICHHBIX,
Ta300€pEHHBIX U JIOKTEBBIX CYyCTaBOB. DopMHUpyeTCs BBIPAKEHHBIH S-00pa3HbIM CKOJIMO3.
HaunnaroT pazBuBaThCs cepieuHas M JEro4Has HeqocraTouHocTh. B Bo3zpacte 10—13 ser usz-3a
CHIDKCHHMS (U3UYECKON Harpy3ku (B TEpBYIO ouepeAb H3-3a YyTpaTbl CIOCOOHOCTH K
CaMOCTOSITENIbHOW ~ X0AbO€)  CHIKaeTcst  (us3Monornyeckas Harpy3ka Ha — MHOKapA.
Kapnuomuonatuss B BHJE CHUCTOJIMYECKOW MHOKApAWAIBbHOM AMCHYHKIMM Ha STOW CTaIuH
0one3nu BoisiBiIsieTCs B 18% ciyqaes [28, 83-93].

Ha mno3nneit neamOynaTopHOH cTaguu (YHKIMS BEPXHUX KOHEYHOCTEH MOCTENEHHO
yTpauuBaercs [3,6,7]. Ene Gomble HapacTaeT cepiedHas ¥ JIErO4Hasi HeJOCTaTOYHOCTH.

®ubpo3 cepala NPUBOIUT K Pa3BUTHIO TWIATAIUOHHONW KapIUOMHUOINATHH, HAPYILICHHUIO
pUTMa U NPOBOJUMOCTH MHOKapia. YacrtoTa BbHISBICHMS KapAMOMUONATUU YBEIUYUBAETCS 10O
38% B Bo3pacre 14 net, 10 57% B 15 ner, a y nuu crapiie 18 et yxe 6ombiie, yueM B 61% ciryuaeB

[8.,9].
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CepreuHasi aToJIOTHsI MOXKET JIONTO MPOTeKaTh CyOKIMHIUYECKHU (0€3 SIBHBIX CUMIITOMOB
CEpJEYHOM HETOCTATOYHOCTH) MMOCKOJIbKY ITPU3HAKU XPOHUYECKON CEPIEYHON HEAOCTATOYHOCTHU
ITA craguu 3aMeTHBI TOJIBKO IIpY (pr3HUECKON HAarpy3Ke, HO Ha HeaMOyJIaTOPHOM CTa U O0JIbHOM
HE MOXXET ce0e MO3BOIUTh (PU3UUECKYI0 HArpy3Ky, HEOOXOAMMYIO JJIsl IPOSBICHHUS CEPICUHOM
HezpoctatouyHocTH. [1o Mepe mporpeccupoBanusi 00JIe3HN Y MAIMEHTa MOSBIISETCS BhIpayKeHHAS
TaXUKapaus, Aajiee MOT'yT IPUCOEIMHATHCS OTEKHU, JUCITHOD (BPEeMs MOSIBICHUS KOTOPOTO 3aBUCHUT
OT COCTOSIHMS JbIXaTeNbHBIX MbII). Ilpu kputHueckoMm cHmxeHun (paxmuu BeiOpoca (OB
<<35%), a Taxxe Ha (oHe (GuOpo3a JEBOro >KEIyJAOuKa pPa3BHUBACTCS aHAcapkKa, acIuT,
BbIpakeHHas crnabocth U Taxukapaus [28, 83-93]. B »tux ciyuyasx Ha j1000M 3Tame MOTYT
IIPUCOEANHSTHCS HapYILIEHUS CEPAEUHOr0 puTMa pa3jIMyHoOro xapakrepa [28].

[TopaskeHue NErkux NPUBOIUT K XPOHHYECKUM PECIUPATOPHBIM HHQEKIHSIM y BCeX
naruentoB. C norepeir amOynaropuoctu JKEJI nHeyknonno ymenbmaercs Ha 8—12% B rog. Y
OosbIIMHCTBA OOJIBHBIX OOHAPYKHUBAETCS OOCTPYKTUBHOE altHO? cHa [14].

Y 30% mnanueHToB HaOMIONAIOTCS HWHTEIUICKTYaJbHbIC HapyIICHHUs, OCOOCHHOCTHU
HEHUpOopa3BUTHS, ONIEPATUBHOM NaMATH U noBeaeHus [15,17].

Octeonopo3 BcTpeuaeTcs y Beex Aeteid ¢ M/ v BbIsBIIsIeTCs TOrAA, KOTja MajIbuuKH €111e
CIOCOOHBI K CaMOCTOSITEIbHOMY TepeaBkeHn0. C BO3pacToM IJIOTHOCTh KOCTEH MPOJ0JIKAET
yMmenbiiatees. Ilepernomel TpyO4aThIX KOCTEH, CBSI3aHHBIE C OCTEONOPO30M U YacThIMH
Na/ICHUSIMH, BCTPEYAIOTCS 4acTo, Npubau3uTensHo y 21-44% nanuentos [19,20].

VY GonpHbix ¢ MJI/] yacTo OBIBAIOT OCJIOKHEHHSI CO CTOPOHBI JKEIYA0YHO-KUIIEUYHOTO
TpaKTa U MpPOOJIEMBI C MUTAHUEM, KOTOPbIE MPUBOAAT K AUCOANAHCY MUTATEIbHBIX BELIECTB U
KHUJIKOCTH, TOTepe MM HAoO0OpoT, HAbOpy Maccel Tena. B mosmHeit cramum 3aboneBaHHA
MOSBIISIOTCS TUC(arus ¥ KOHTPAKTypa HUKHEH YETIOCTH.

B cBs3u C peryispHbIM HPUEMOM TJIIOKOKOPTUKOCTEPOUIOB y MHOTHMX HalMEHTOB
Pa3BUBAIOTCS TaKHE HEXeJlaTeNbHbIC SBJICHUSA KaK HapyIICHHUs pOCTa U IOJIOBOTO CO3PEBaHUS,
Ha/IMTOYEYHHUKOBAs HEAOCTATOUHOCTh, HApYIIEHUE TOJIEPAHTHOCTH K IIIOKO3€ U CaXapHbIil Auadet
2-ro THIA, apTepualibHas TUIIEPTEH3Us, YCHIICHHE 0CTE0Nopo3a, popMUpoBaHUe KaTapakThl. Bee
NIEPEYHCIICHHbIE HApYIICHUs! TPeOYIOT 0053aTeNbHON KOPPEKIMU U HAOIIOACHUS Y TPOPUIBHBIX
CIIELIMAJIUCTOB.

B OGonbmmHCTBE ciaywyaeB cMmepTh nanueHToB ¢ MJIJl HacTymaer oT cepiaedHOl u
JBIXaTEJIbHON HEAOCTATOYHOCTH B KOHIIE BTOPOT'O — CEPEINHE TPETHETO AECATUIIETHUS KU3HU. TeM
HE MEHEe, CBOEBPEMEHHOE Ha3HAYCHHE CTEPOHIOB, IIPOBEICHHUE PETYIISIPHBIX peaOMIUTAIIHOHHBIX

MEpPONPUATHI, CBOCBPEMEHHBIM KOHTPOJIb PAaOOTHI CEPIEYHO-COCYAMCTOW U JBIXaTEIbHOM
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CUCTEM, IOSIBICHUE IATOT€HETHUYECKUX METOJOB TEpalHuM I103BOJISIIOT CETOJHS 3HAYUTEIBHO
YBEJIUYUTH MPOAOJKUTENBHOCTh U Ka4E€CTBO KU3HU nanueHTos ¢ MJIJI.

MJIb sBusiercs Oomnee moOpokadecTBeHHON (opmoii Oone3nu. [lebroT HaOmromaercs
3HAYUTENBHO 1M03ke, B Bo3pacte 10-20 ner. 3aboneBanue Mporpeccupyer MEeAIeHHO U PEaKO
npuBoauT K mHBamuamzanuu A0 40 ner. Matemnext npu MJIb o6sruHO coxpaneH. [Ipu M/Ib
XapaKTepHO MOpPAXEHHWE MHOKapAa W pPa3BUTHE THUNEPTPO(YUUYECKON WIM AUIATALMOHHOM
kapauomuonaruu (10 50% ciyuaes) [29].

[Tpubnusurensno B 8% mnposBinenus MJIJl mMoxxkeT HaOmMIONAThCS Yy >KEHIIMH-HOCUTEICH
ne(GeKTHOro reHa. DTO MOXKET MPOUCXOIUTh B Pe3ysIbTaTe TAKMX HAPYLICHUH Kak JaioHU3aIHs
(MHAKTHBAIMS) XPOMOCOMBI X, TONHOW WM Mo3andHod (opmax cuuapoma IllepemeBckoro-
Tepuepa. KinmHuueckue mposiBieHUs OOBIYHO JeOIOTUPYIOT B HEPUOJ T'OPMOHAIBHBIX
NIEPECTPOECK, TAKUX KaK OEpEMEHHOCTb, HAYaJI0 MEHCTPYaLui, KITUMakKc. 3a00eBaHNe y KEHIHH
OOBIYHO MPOTEKAET B 3HAYUTENILHO Oosiee MATKOM (hopme, yeM y MyxuuH. [ToMuMo MbieyHoH
cJ1a00CTH, JOCTATOYHO YAaCTO MOTYT HAOMIOAAThCsl HAPYILIEHHS CO CTOPOHBI CEPJICUHO-COCYAUCTON
CUCTEMBI, TAKHE KaK HapyLIEHUs CEPIEYHOI0 pUTMA, Pa3BUTHE AWIATALIMOHHON KapAMOMUONIATUN
[30].

Huddepenunansuas nuarnoctuka MJJI/MJB npoBomutcs co Bcemu Oo0Je3HSAMH,
OCHOBHBIM KJIIMHUYECKUM IPOSBJICHHUEM KOTOPBIX SIBJSETCS MbleuHas ciadbocts [137,139].
[Tepeyenb OCHOBHBIX 3a00ieBaHMi, BXOAmui B 1uddepenuunansueiii quarnos npu MAJ/M/B,

npencrasieH B [Ipunoxenue I'13.

2. IlnarnocTuka 3a00/1eBAHUS WIH COCTOSIHHSA (TPYIIIbI 3200/1eBaHU I HJIH
COCTOSIHM), MeAUMIIUHCKHUE NMMOKA3AHUS U MPOTHUBONOKA3aHMUS K IPUMEHEHHUI0

METOAOB ITUATHOCTUKH
Huazenoz M/I/MJIB ycmanagnusaemcs Ha 0CHO8AHUU COBOKYNHOCMU OAHHBIX.
*  aHaMHeCmuYecKux,
*  KIUHUYECKUX,
s pe3ynrbmamos J1abopamopHOo20 UCCIe008aHUA  (OUOXUMUYECKO20 U  MONEKYIAPHO-
2eHeMUYeCK020 aHAIU3a).
K sonpocam ouppepenyuanvroti ouacnocmuxu ciedyem nooxooums ocooO0 GHUMAMENbHO. (CM.

Ipunoocenue I'13).
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2.1 ’Kaa00bLI M aHAMHE3

ITpu cbope anamHue3a u xkajiod cieayeT oOpaTuTh BHUMAaHUE Ha:

* OeccuMmnToMHOE MoBhIIeHUe akTUBHOCTU TpancamuHas (AJIT, ACT) u KOK, JIAT B
CBIBOPOTKE KPOBH;

*  3aJIEpP’KKYy MOTOPHOIO U PEUYEBOT0 Pa3BUTHUS;

*  MCEBIOTUNEPTPO(HIO MBIIII TOJICHHY;

* MOBBINIEHHYI) YTOMJIIEMOCTh (CHM)KEHHE BEIHOCITHMBOCTH);

*  YacThIe MaJICHUS WIH HEYKITIOXKECTD;

*  U3MEHEHHE MaTTepHA MOXOJIKU;

* TPYAHOCTHU IPU NOJIBEME IO JIECTHHUIIE;

*  CIOKHOCTHU BBHITIOJTHEHHSI OOBIYHBIX MOTOPHBIX 3aJaHuil (TIpUceqaHusl, OeT WK IPEOJ0JICHUE
MPEMSITCTBUIA), HECIIOCOOHOCTD MPHITATh;

*  HCHOJB30BaHHE BCIIOMOTATEIbHBIX MTPUEMOB ['0Bepca mpu noabemMe ¢ moJa;

*  X0ap0y Ha Mablax;

* CHU)XCHHE MBIIIEYHOTO TOHYCA;

* CHUXXCHHE WJIM OTCYTCTBUE CYXOKUIBHBIX PE(IICKCOB;

*  00JHU B MBIIIAX;

* 00JIM B CIIUHE;

*  SKBUHYCHYIO YCTaHOBKY CTOIL;

*  TICEBIOTUNEPTPO(DHIO MBI TOJICHHU;

* yTpaTy HaBbIKa CAMOCTOSTEIILHOMN XObOBI;

* [OBEICHYECKHUE HapYLICHUS;

*  3aJIepPKKy PEUeBOTO Pa3BUTHS WU HAPYIICHUES apTUKYIISIUY;

* TPYIHOCTU C OOyYE€HHEM W BHUMAHUEM;

* 00IIyI0 MBIIIEYHYIO CIa00CTh U ObICTPYIO (hu3ndeckas yromisseMocts [1-3,6,39,42].

AnaMHeCTHYECKHE CO6LITI/I§I, Ha KOTOPhbIC HCO6XO,Z[I/IMO 06paTI/ITb BHUMAHHC y MAIUCHTOB

¢ mogo3penuem Ha MJIJI/M/1b:

*  II0JI IALMEHTa — MYXKCKOH;

*  yCTaHOBJEHHBIN quarHo3 «lIporpeccupyromas MHOAUCTPODUI» Y POICTBEHHUKOB
MY>KCKOT0O I10J1a IO MaTEPUHCKON JIMHUM UM HEYTOUHEHHOE HEPBHO-MBIILIEYHOE
3a00J1€BaHUE;

*  YCTaHOBJICHHBIN ()aKT HAJUYUS B CEMbE KCHIIIMH-HOCUTEIbHHI] TATOI€HHOTO BapHaHTa

myTtauuu B rene DMD,;
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no3jHee (popMUpOBaHUE HABBIKA CAMOCTOATEIBHOM X0b0BI;

3aJIep’KKY CTAaHOBJICHUS PEUH;

3HauyuTensHoe noBelmenne KOK B anamuese;

Ne00T KIMHUYECKUX MPOSBICHUN B OOJIBIIMHCTBE ciiy4yaeB B Bozpacte 2—5 net st MI/L u
10-11 net nngs MJIb [1,2,38,41].

2Kamo0bl 1 aHaMHE3 TaK)Ke OIUCAHEI B pasaciic «KKIIMHUYCCKAas KapTUHA.

2.2 duzukajJIbLHoe 00Cae10BAHNE

dwusukanpHOE 00cIeI0BaHUE MAIMEHTOB pu noxo3pernu Ha MJ1/l/ M/Ib Bkirodaer:

HU3MEPEHUE POCTa;
U3MEPEHUE BECa;

BU3YQJIbHYIO OIICHKY MOXOKH: MUOMATHYECKasl, TI0 TUITY IepeBaIUBaroIIeics (yTUHOMN);
BU3YQJIBHBIA OCMOTP MBIUIIL: TICEBIOTHNEPTPO(UsS HMKPOHOKHBIX MBIIIL; MPOKCUMAIBLHOE
pacrpeieneHne MBIIIEYHbIX TUI0/aTpoduil 1 nape3os;

UCCIICZIOBAaHUE MBIIIEYHOTO TOHYCA: CHIDKEHHE MBIIIEYHOTO TOHYyca, OoJblle B
IIPOKCUMAIIBHBIX OTAENAX;

UCCIIEZIOBAaHUE MBIIICYHON CHJIBL: CIIA0OCTh NMPOKCUMAIBHBIX MBI KOHEYHOTEH, MBIIII
Ta30BOI0 U ILIEYEBOTI'O I105Ca;

UCCIIEZIOBAaHUE CYXOKMIBHBIX pe(IIEKCOB: CHIKEHHUE WM YTPaTa CyXOKUIbHBIX Pe(IeKCOB;
IIOJIOKUTENBHBIM CcUMITOM ['OBepca: MCHOJIB30BAHUE BCIIOMOIATENBHBIX IIPUEMOB IIPU
IIOABEME C I10J1a;

UCIOJIb30BAHUE BCIIOMOTaTEIbHBIX MPUEMOB MPU CIA0OCTH MBIIII IIEH MPH MMOJHUMAHUU
T'OJIOBBI IIPYA BCTABAHUU U3 NIOJIOKEHUS JIeXKa Ha CIIMHE;

OCMOTp KOCTHO-CYCTaBHOM CHCTEMBI: IOSACHUYHBINA TMIIEPIOPIO03, TYyTOIOABUKHOCTb WIH
KOHTPAKTYpPhl KPYIHBIX CyCTaBOB, CKOJINO3, KPBLJIOBUIHBIE) JIONIATKH, Ae(opMarus rpy 1HON
KJICTKH, YIUIOLICHUE U JedopMalus CTOI;

HaJIMYKE MOBEJICHUYECKUX PACCTPOMCTB: CUHAPOM Je(UIMTa BHUMAHUSA U TMIIEPAKTUBHOCTU
(CABT'), aytuctuyeckue mposiBiIeHUs, 00CECCUBHO-KOMITYJIbCUBHBIE PACCTPONCTBA;
HENpPOrpPEeCCUpPYIOIIME  OTKIOHEHMS B KOTHUTHUBHBIX  (DyHKIMSAX:  HapylIeHHE
KpPaTKOBPEMEHHOM CIIOBECHOM MaMsATH, TUCIIEKCHUs, CIICIIU(PUUECKUE PACCTPOIICTBAa O0YUECHHUS;
HaJIMYHE HMOIMOHAIBHBIX PACCTPOUCTB: ICIPECCHs], TPEBOXKHOCTb, aPPEKTUBHOCTb;
HCCIIEOBAHUE  CEPACYHO-COCYIUCTOM CUCTEMBI: YBEIUYEHUE 4YacCTOTHl  CEpPACUHBIX

coxpameHHﬁ, MOBBIIICHUC AaPpTCPHUAIIBHOT'O AABJICHU A,
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* HCCIeNOBaHME JbIXaTeNbHOM cuctembl: yBenuuenue YJIJI, ocnabieHHOE AbIXaHUE INPU
ayckyapTanuu [1,2,38].

[Tonpo6HOo naHHbIE PU3HKATBEHOTO 00CIIEIOBAHUS ONUCAHBI B pa3/iesie «KIMHUYECKas KapTUHAY.

2.3 JIaGopaTOpHbIE AUATHOCTHYCCKHE MCCAeT0BAHUSA

Pannsas mumarmoctuka M/l m MJIb — 3ajor npaBWIBHOIO BEIECHHS NALKUEHTOB,
CBOECBPEMEHHOT0 UCIOJIb30BAaHUS IOCTYITHBIX CXEM TEPANUU U PeaOMIIUTAIIUH [T TPO(DUITAKTUKA

OCHO)KHCHHfI, COXpPAaHCHUA KAa4YCCTBA U NPOAOJLKUTCIBHOCTH KU3HU ITAlITUCHTOB.

e Pexomenayercsi ompeeieHHe aKTUBHOCTU KpeaTHH(OCPOKMHA3BI KPOBH BCEM MAIUEHTAM C
KIMHUYECKUMHU CUMIOTOMaMu, xapaktepHbiMu ansi MIJI/M/Ib, ¢ menpio paHHEH IUArHOCTHKHU
Oosesnu [2].

YpoBeHb yoeaquTeJbHOCTH pekoMeHaanuii — A (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 2)
Kommenrapuii: nosviwenue yposws K@K obiueammuvlii, paHuuti OOKIUHUYECKUN NPUSHAK.
Xapaxmepuvim ons MI[J] sensiemcs nosviuwenue KOK 6 10—100 pas. B obs3amenvHom nopsoxe
yposenvo K@K oondicen onpedenamovca y nayuenmog 6 ciedyrowux cumyayusax: 1) pebenok He
xooum 8 16—18 mecayes, npumensem npuem I oeepca npu ecmasanuu Uiy xooum Ha naivyax, 2)
umeemcs omsazoweHnvlll anamues no MJIJ[ unu nanuuue y O1uU3KUX pOOCMEEHHUKOE HEYMOYHEHO20
HepBHO-MblUleuH020 3abonesanus 3) y nayuema guviasieno nosviutenue mpancamunas (AJIT, ACT)
HesACHO20 2eHe3a y demell 8 OOKIUHUYECKOU CMaouu (KIUHUYecKas cumyayus dawe ecmpeyaemcs

y demeli 6 go3pacme 00 3 nem) [1,2,41].

* PexomMeHayeTcsl IIPOBEICHHUE MOJIEKYJISIPHO-TEHETUYECKOrO MCCIeAOBaHus B reHe DMD Bcem
ManyeHTaM ¢ cuMnToMaMu xapaktepabivu 11 MJIJI/M/Ib nnu manuentaMm 6€3 CUMIITOMOB, HO C
noBeieHHBIM ypoBHeM KDK (6omnee 2000 En/i) ¢ nenbio moATBepKACHUS TUarHO3a U IPOBEICHUS
MEJUKO-TEHETUUECKOTI0 KOHCYJIbTUPOBaHuUs ceMbH [ 1—4,42,43].

YpoBeHb yOeAUTEJIbHOCTH PeKOMeHAauuii — A (YPOBEHb JOCTOBEPHOCTH 10Ka3aTeJbCTB — 1)
KommenrTapuii: nepguiii sman: onpedenenue Kpynuulx oOeieyuti u oynauxayuil 8 ceHe DMD
MEMoOOM MYTbMUNIEKCHOU AMIAUPUKAYUU TUUPO8aHHblX 300068 (MLPA). Bmopou sman: npu
OmMCcymcmeuu 9K30HHbIX Oesleyuti unu oynaukayuti 8 2zene DMD crnedyem npogecmu cekeeHupoganue
2eHa 0 OOHAPYICEHUSs MANbIX U MOYKOBLIX Mymayuti. Bo3zmooicHblmu memooamu AGIAI0Mcs
cekseHuposanue Hogoeo noxonenus (NGS) wumu memoo cegenupogsanus no Ceneepy.
IIpeonoowcennviii ancopumm evisgnsem 98% mymayuii 6 cene DMD. B ciyuae 6vis61eHUsI MOYKOBbIX
mymayuii memooom NGS, Heob6x00umMo npo8oOUMb UX NOOMEEPHCOCHUE MEeMOOOM NPAMO20

CEK6EeHUpo6aHus no C€H2€py.
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* PexomeHayeTcsi ManyeHTaM ¢ CUMIITOMaMu, XapaktepHbivMu 11t M/IJI/MIb win nanmentam 0e3
CUMITOMOB, HO ¢ NOBbIIIeHHBIM YpoBHEM KDK (6omee 2000 Exn/ir) Guoricust MBIIIIBI U TATOJIOTO-
AHATOMUYECKOE HCCIIeIOBaHNEe OMOMCHUHHOTO (OMEepPAIMOHHOTO) MaTepHalia MBIIICYHOW TKaHU C
MPUMEHCHHEM HWMMYHOTHCTOXMMHUYECKUX METOJOB Ha HalW4he JTUCTpoduHA B CIydasx
COMHHUTEJIHHBIX Pe3yIbTaTOB FEHETHUECKOTO 00CIeIOBAHUS WM HEBO3ZMOKHOCTH €TI0 IPOBEICHUS
C LEJIbIO MOATBEPKCHUS JUarHo3a nanuenTam [1, 2].

YpoBenb yoeaureabHocTH pekoMenaanuii — C (YpoBeHb 10CTOBEPHOCTH 0KA3aTEIbCTB — 3)
KommenTapuii: 6 bonvuuncmee ciyyaes cenemuieckux Memooo8 ucciedo8anus 00CmamodHo o
noomeepacoenus ouacnoza. Tem He MeHee, K020a 2eHeMUYECKUl AHAIU3 He HOOMEEePOUl
MII/MIIB, npu coomseecmayowelt KIUHUYeCKOU KapmuHe U ¢ y4emom mozo, 4mo opyaue HepeHo-
Mblueunvie 3a001e8aHUs ObLIU UCKIIOUEHbL, B03MOINCHO NPOGedeHUe DUONCUL MbIUYbL U NAMON020-
anamomuieckoe uccie0osanue OUONCUNIHOZO (ONEePayUOHHO20) MAMEPUANA MbIUEYHOU MKAHU C
NpUMEHEHUEeM UMMYHOSUCOXUMUYECKUX MemOo008 ¢ NOCAeOVIOWUM AHAIUZOM HAIU4Us Oenxa

oucmpodghuna.

* PexkomeHnjayercs BceM NalyeHTaM ¢ KuHu4eckumu npusHakamu M/1JI/M/Ib npoBenenue ananmsa
KpOBU OHMOXMMHUYECKOTO OOIIeTepaneBTUYECKOro (MCCIeOBaHUe YPOBHS — TJIIOKO3BI, OOIIETro
Oenka, KpeaTHHWHA, MOYEBHUHBI B KPOBHU, ONPECICHUE aKTUBHOCTU allaHMHAMHHOTpaHCchepassbl,
acapraTaMUHOTpaHcdepasbl, raMma-rioTaMuinTpanchepassl, KpEaTUHKUHA3HI,
JAKTaTACTUAPOTEHA3bl B KPOBU, HUCCIIEOBaHHE YpPOBHS  OWIMpPyOMHA  CBS3aHHOTO
(KOHBIOTUPOBAHHOTO), OWIMPYyOMHA CBOOOMHOTO (HEKOHBIOTUPOBAHHOTO) B KPOBH, OOIIETO
KaJlbIUsl, MOHU3UPOBAHHOTO KaJbIUs, HEOPTaHU4YecKoro ¢ocdopa B KPOBHU), C IEIbIO OICHKHU
COCTOSIHUS TIEYSHH, TIOYEK, KableBo-pochopHoro oomena [118-125, 130].

YpoBenb yoeaureabHocTH pekoMenaanuii — C (YpoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB — 5)

* Pexomenayercss BceM MalMeHTaM C KIMHAYeCKUMHU mpuszHakamu MJJI/MJIb  oOmmmii
(KTMHUYECKUI) aHATIU3 MOYHM C 1I€JIbIO OLIEHKU COCTOSIHUSI MOUYEBBIBOASIINX MTyTEH U mouek [75].

YpoBeHb yoeauTeJbHOCTH pekoMeHAanuii — A (YpPoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 2)

2.4 UHCTpYMEHTAJIbHBIE JIUATHOCTHYECKHE HCCIeOBAHUS

Ilepeuucnennvle KIUHUKO-UHCMPYMEHMATbHbIE MEeMOObl UCCLE008AHUS He0OX0OUMbL s
nepsuyHoll u OuppepenyuarbHol OUacHOCMUKY O01e3HU

o PexomMeHaylOTCA TPOBOAMTH HCCIICAOBAHUE CIPOBOIMPOBAHHBIX JIBIXaTEIbHBIX OOBEMOB,

HECIPOBOIIMPOBAHHBIX JIBIXaTEIbHBIX 00bEMOB 1 MOTOKOB Naruentam ¢ M/IJI/M/Ib, npu Hanuaun
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MOKa3aHWi, C LEJbI0 CBOEBPEMEHHOM JMArHOCTHKH HapyIIeHUH (QyHKIUH  JbIXaHUS.
[10-14,40,44,45].

YpoBeHb yoeauTeJbHOCTH pekoMeHAanuii — A (YpPoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 2)
KommenTapuu: oyenxa ¢yuxyuu 6mewHe2o ObiXauus NPOBOOUMCA MemMOOOM CRUPOMEmPUU
(uccredosanue cnpoBOYUPOBAHHBIX ObIXAMENbHBIX 00bEMO8, HECNPOBOYUPOBAHHBIX ObIXAMENbHbIX
00beM08 U NOMOKO0B), edHce200HO (Unu npu Heobxooumocmu 08axicovl 6 200) ¢ 5 jnem npu

BO3MOINCHOCMU 7’lp06€()€HZUZ.

PexkoMeHayeTcsi IPOBEICHNE MAarHUTHO-PE30HAHCHOM ToMorpaduu MplmedHoi cucremsl (MPT
1eneBbIx MbI) nanuerTam ¢ MJIJI/M/Ib ¢ 1ienbio OIIeHKH CTeTeHH MOPaKEHUSI MBIIIIEYHOW TKAaHU
[pU IOCTAHOBKE AMAarHo3a v B IMHAMMKE 10 Moka3zaHusm [38,46].

YpoBens yoeauteapbHocT pekoMenaanuii — C (YypoBeHb JOCTOBEPHOCTH A0Ka3aTeabCTB — 3)
Kommenrapuii: nposooumcs no noxasaunusm (¢ yenvio ougpgepenyuanvHoi OuacHOCmuKY, Kax
OONONHUMENbHBIL MemOo0 NOOMBEPHCOEHUS. OUACHO3A 8 COMHUMENbHbIX CAYYaAAX U aHAIU3A
pazeumus 3a001e6anus 6 OuHamuke). JauHulii Memoo 00C1e008aHUsA ABNAEMCA OONOIHUMENbHBIM.
MPT mvluy nossonsem 6U3yaiu3upo8ams cmeneHv OUCmpoguu u Guopo3a MululeuHou MKAHU.
Busyanusupyemca xapaxkmephvlii nammepH nopadxcenus — Muly 0Oedpa (MAKCUMAnbHOe
nopasiceHue nPUBOOAUUX Mblly 6edpa NPU COXPAHHOCMU MOHKOU U NOPMHANCHOU MbILUY) U 20]IeHU
(orcuposas uHurLbmpayus 6 KAMOANOBUOHBIX U MANOOEPYOBbLIX MbUYYAX U OMHOCUMENbHAA

coxpanHocms Ooabutebepyosou moiuiyst) [94].

Pexomenayercsi peryisipHOE MPOBEACHHUE PEHTreHorpaduu TPYIHOTO U TOSCHUYHOTO OTIEeNa
MO3BOHOYHHUKA (MJIM KOMIIBIOTEpHAsi ToMorpadus MO3BOHOUHMKA (OAMH OTHEN)) B OOKOBOM
npoekuu nanueaTam ¢ MIJI/MIb co ckonmo3oM, sxano6aMu Ha O0JIb B MOSICHUIIE, & TAKKE BCEM
ManyeHTaM, MOTEPSBIINM CIIOCOOHOCTh XOJUTh, C IENBbI0 OIICHKU CTENEHU Pa3BUTUS CKOJIMO03a,
BBISIBJICHHSI TIEPEIIOMOB TIO3BOHOYHHKA, & TAKXKE C LIEIbIO OMpeIeeHHs] HeOOXOUMOCTH JICUCHUS
ocrteonopo3a Oudochonaramu; ompeaeneHUuss HEOOXOAMMOCTH, BO3MOXKHOCTH U 0O0beMa
XUpypruueckoro sMemarenscrsa [31, 126, 127, 128].

YpoBeHb yOeAUTEJIbHOCTH PeKOMeHAanuil — A (YPOBEHb JOCTOBEPHOCTH 10KA3aTeJbCTB — 2)
KommenTapuu: penmeenocpaghus epyonoco u nosacHuuno2o omoena NO360HOYHUKA 8 OOKOBOU
npoexkyuu npogooumcs Kadxcovle -2 200a y nayuenmos, NpuHUMAarOWux 2i0KOKOPMUKOUObl, U
Kadicovie 2—3 200a y nayueHmos, He NPUHUMAOUUX 2IIOKOKOpmukouosl [1], a maxoce nposooumcs
08adHCObL 8 200 NAYUEHMAM, NOMEPABUUM CHOCOOHOCMb X00UMDb, C HCAN00AMU HA OONbL 8 CHUHE, CO

CKOJIUO30M U eunepﬂopdosom.

17



* PexomeHayeTcsl PEHTTEHOJEHCUTOMETPHsI NOSCHUYHOIO OT/ENa IO3BOHOYHUKA MAalMEHTaM C
MI/I/M/Ib B 60KOBOI MPOEKLUH C LIETbIO BRIABICHHUS OCTEONOPO3a U NEPEIOMOB IT03BOHOYHUKA,
a TaKke MpHU MOJArOTOBKE K OM(ochHOHATHON Tepanuu WIH OPTONEIUYECKOMY XUPYPrHUECKOMY
BMemarenscTBy [31, 53, 101, 126, 127, 128].
YpoBenb yoeaurebHOCTH pekoMeHaanuii — C (YpoBeHb JOCTOBEPHOCTH 10KA3aTeJbCTB — 4)
KommenTapuu: nposodumcs pecynsipno Oemsm, HAYUHASL CO 6MOPOU cmaouu (PaHHsA
amoyiamopuas) npocpeccupoganus sabonesanus. [na nayuenmos c¢ MII/M/Ib xapaxmepua
8bICOKAS YACMOMA OCMEONeHUlU U NEPeloMO8 NHO360HKOE8 U OTUHHLIX Mpybuamuvlx Kocmel. [annvle
PUCKU  00YCNI08NIeHbl  MbIUUEYHOU  CIAO0CMblo,  NPUEMOM  2TIOKOKOPMUKOUOO8 U HU3KOU

noosusicHocmoio nayuenmos [1]

Pexomenayercesi perucTpaiusi 3JIEKTPOKApIUOTPaMMbl M MPOBEACHUE 3XOKapauorpaduu BCeM
naiueHTam ¢ MJIJI/MJIb ¢ 1menpio BBISBICHHS CIEUU(DUYECKOTO TMOPAKEHUS Ccepana
[9,28,31,39,127].

YpoBeHb yoeauTeJbHOCTH pekoMeHaanuii — A (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 2)
KomMmeHnTapuu: dawnnvie memoovl ucciedo8amnuss no36oJsaion 6blasums HAPYULeHUs Y4acmombl
CepOeuHbIX COKpawjenutl, pumma U HPOBOOUMOCU Cepoya, NPUSHAKU —CUCTOIUYECKOTU
oucynkyuu,  OUIAMAYayuoHHuIX  HAPYWIeHUll,  2unepmpouu  MUoKapoda,  MumpaibHol
peeypeumayuu. Ilpu Heobxooumocmu 803modcHo npoeedenue MPT cepoya [127] ¢
KOHMPACMUposanuem Ons OYeHKU CMPYKMYPHbIX USMEHEHUNl Npasoco U Je8020 MHCeryO0YKOS,

MA2UCMpanbHbIX U nepugdepulecKux cocyoos.

PexkoMenayercsi MmpoBeeHHE MYJIbCOKCUMETPUM BO CHE BceM mauueHTam ¢ MJIJI/MIB npu
camkenuu JKEJI menee 50% c 1enbio BBISBICHHS CUHIPOMa OOCTPYKTUBHOTO almHO? cHa [39].

YpoBens yoeaureabHocTu pexkoMenaanuii — C (YpoBeHb 10CTOBEPHOCTH J0KA3aTEJbCTB — 5)
KommenTapuu: va amoyramopHou cmaouu moxcem 803HUKHYMb He0OX0OUMOCHb 8 NPO8eOeHUU
uccne008aHull cHa ¢ kKanHozpaghueti, 0CO6EHHO NPU NOBBIUEHUU MACCHL MeNa 8Cle0Cmaue mepanuu
2NIIOKOKOPMUKOUOAMYU U NPU HATUYUU CUMNIMOMOS HAPYUIeHUs ObIXAHUS 80 CHe (AnHOd CHa).
Hccneoosanusi cna maksce MO2Ym  UCNONb308AMbCA  KAK  AIbMEPHAMUBHBIU  Memoo 0/A
MOHUMOpUHea NnoKazameeli 6HeuwHe20 ObIXAHUsL Y mex NAyueHmos, KOMOPbIM HEBO3MONCHO
npogeecmu uccie0oganue QyHKyuu 6HewiHe2o0 Obixanus. Eciu 603MO0dCHO, nayuenmam, He
CNOCOOHBIM CAMOCMOAMENbHO X0OUMb, UMEIOWUM CUMRMOMbL HAPYUleHUs ObIXAHUSL 60 CHe,

uccne0o8anus CHa ciedyem nposooUms He pedice 00H020 pasd 8 200.

o Pexomenayercss  IpOBEACHHE  KapAUOPECHUPATOPHOTO  MOHUTOPUHIA  (JUCTaHLIMOHHOE

Ha6JIIO,Z[€HI/Ie 34 MOKa3aTCJIsIMU YaCTOThI CEPACYHBIX COKpaH_[eHI/Iﬁ N JUCTAHIITMOHHOC H8.6J]IOI[€HI/IC
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3a (DYHKIMOHAIBHBIMH TOKA3aTEsIMU BHEITHETO IbIXaHHWs) B CTAIMOHApPE BCEM MAIlUCHTaM C
MIAJ/MIb npu Hamuuuu kanod, COOTBETCTBYIOIIUX THUIIOKCEMHUH (IHEBHAS COHJIMBOCTS,
TOJIOBHBIE OO, YTOMIIIEMOCTh, HOYHBIE KOIIMaphl, HEOOBSICHUIMOE CHU)KCHHE MACChI Tella MPHU
aJICKBaTHOM TMUTaHUM) wW/unu naHHbiXx o cHxkeHnn DIXKEJI menee 50% wu/unu BBISBICHUU
CHUKEHHUSI CaTypallld MO JAHHBIM HOYHOM IyJIbCOKCUMETpUU MeHee 94% c 1esibl0 BBISBICHUS
CHHJIpOMa 0OCTPYKTUBHOI'O altHO? cHa [39].

YpoBensb yoenureabHocTH pekoMenaanuii — C (YpoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB — 5)
KommenTapuu: xapouopecnupamoproe MOHUMOPUPOSAHUE NPOBOOUMCSL Ol OYEHKU PUmMmMa
cepoya, yposHs camypayuu (HacvlyeHus KPOo8U KUCIOPOOOM), YUCIA OCMAHOBOK ObIXAHUSA 8 HOUHOE
epems. Jlannoe ucciredosanue 8adxcHo 01a Qukcayuu Gakma XpOHUYEeCKOU OblXameibHOU
HeOdoCmamoyHOCmu U 051 peuleHusi B0Npoca 0 HeodX0OUMOCMU OONOJIHUMENbHOU PECRUPAMOPHOT

NnO00EPIUCKU.

2.5 MHble JHATHOCTHYECKHE HCCIET0BAHNS

PexoMeHayHOTCH NEPBUYHBIE KOHCYJIbTALMU BPa4e€l U MHBIX CIELHAIMCTOB M3 MEIMIIMHCKOU
OpraHu3alli WU €€ CTPYKTYPHOTO MOJpa3JeieHHs, OKa3bIBAIOLIEIO CHEHUATU3UPOBAHHYIO
MAUTMATUBHYIO MEIUIIMHCKYIO momouls aetsM ¢ M/IJI/M/Ib, npu Hanuuuu mokazaHWH, Ais
ornpeaeneHus: o0bemMa He0OX0IMMO MayuIMaTUBHOM oMoty [ 142, 146, 147].

Yposens yoenureabHocTH pekoMenaanuii — C (ypoBeHb JOCTOBEPHOCTH 10KA3aTEJIbCTB — 5)
Kommenmapuu: Koncyromayus omHocumenbHo NALIUAMUBHOU MEOUYUHCKOU NOMOWU MOIICEM
oKazvleamvCs Ha 8cex amanax eedenus nayuenma ¢ M/MJIB: npu nocmanogke ouazHosa, 80
6pemMsi  NPpUHAMUA ~ KIIOYeBblX  Mepaneemuyeckux  peuwleHul,  npu  803HUKHOGEHUU

HCUSHEY P OIHCAIOUWUX COCmOﬂHMIZ, a makoice 6 mepMMHaﬂbH0ﬁ gbas*e 3abonesanusi.

PexkoMeHayOTCH IIOBTOPHBIE KOHCYJIBTAlMM BPAaye€ll W MHBIX CIICLMAINCTOB U3 MEIULIMHCKOU
OpraHu3alMy WU €€ CTPYKTYPHOIO IMOIPA3JEIICHUs, OKA3bIBAIOLIErO CIELUATU3UPOBAHHYIO
NAUTHATUBHYIO MEIUIIMHCKYIO momouls aetsM ¢ MJIJI/M/Ib, npu Hanuuuu mokasaHWM, A
orpeiesieHus: 00beMa HeOOXOJMMOH MaJUIMATUBHOMN MOMOIIH U OLEHKH ee 3 (deKTUBHOCTH [ 142,
146,147].

Yposens yoenureabHocTH pekoMenaanuii — C (ypoBeHb JOCTOBEPHOCTH I0KA3aTEJIbCTB — 5)
Pexomenayercsi BKIIOYEHHME IUIAHOBOM OLIEHKM OOJM COIVIACHO LIKajaM, COOTBETCTBYIOLIUM
BO3PACTY U YPOBHIO HEPBHO-IICUXUYECKOTO Pa3BUTHs peOEHKa, BCEM JETSAM C IIPOrpeCcCUpyroLIei
MbILIeYHOU AucTpodueil [romenHa u nporpeccupyromieid MpieyHoi auctpodueii bekkepa, mis
nonbopa o6e36onuBanus [143].

YpoBenb yoenureabHocTH pekoMenaanuii — C (ypoBeHb J0CTOBEPHOCTH 10KA3aTEJNbCTB —4)
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PexomenayeTtcsi IpoBeieHUE TECTa 6—TH MHUHYTHOM XO0JIbOBI BCEM aMOyJIaTOPHBIM HAIlEHTaM C
MIJI/MIb ¢ 1uenpl0 OIEHKA MOTOPHBIX (YHKUWH, BBIHOCIMBOCTH, JIUHAMHKA U
MPOTHO3MPOBaHUS TeueHus 3a0oneBanus [37,48-51] (IIpunosicenue 1'4).

YpoBeHb y0enuTe1bHOCTH PeKOMEHIAUMH — A (YPOBEHb I0CTOBEPHOCTH J0KA3aTebCTB — 2)

Pexomennyercss mpoBeieHne (DYHKIMOHAJIBHBIX TECTOB HA BpEMs: MOABEM M3 MOJOKCHHS
cuis/iexka, Bpems noabem/crycka Ha 4 CcTyneHH, Bpems XozabObl/Oera Ha 10 mMeTpoB BceM
amOynatopubiM mauumeHtaMm ¢ MJJI/M/Ib ¢ 1enplo OIEHKM MOTOPHBIX (YHKIMHA U
MPOTHO3UPOBaHUS TeueHus 3a0oneBanus [49] (Ilpunooscenue .5 u I'.6)

YpoBeHb y0eauTeabHOCTH pekoMeHaannii — B (ypoBeHb 10CTOBEPHOCTH 10KA3ATEIbCTB — 2)

Pexomenayercsi M3MEpeHHE TOJBMIKHOCTU CycTaBa (yriOMeTpusi), ompeaelieHue oObeMa
MACCUBHOTO JBW)KECHHUS OJHOTO CYCTaBa B OJHOW IUIOCKOCTH, OMpeJelieHne 00beMa aKTHBHOTO
JIBUKCHHSI OJIHOTO CyCTaBa B OJHOHM MiockocTd BceMm mnamueHTam ¢ MJIJI/MJIB ¢ mensio
OTpeIeTICHUs] MAaKCUMAIbHOTO O0BbeMa [BIDKEHHUH B CyCTaBaX U BBISIBICHUS HAIHYUS
pa3BUBarOIIUXCS KOHTPAKTYp [2,52] (Ilpunoocenue I'.11)

YpoBeHnnb yoenurteabHoCTH pekoMeHaaumnii — C (YpoBeHb 10CTOBEPHOCTH 10KA3aTebCTB — 4)

Pexomenayercsi BceM ManyueHTaM ¢ KIMHUYeCKUMU nipusHakamu ¢ MJIJI/M/Ib ripu moctaHOBKe
JMarHo3a MPUMEHSITh MYJIbTUIUCUUIUIMHAPHBIA MOAXOA C LEIbI0 COBMECTHOIO BEJCHUS
MalUeHTa CHeMUAINCTaMU pa3HbIX mnpoduiield, Tak Kak 3a0o0JieBaHUE XapaKTepHU3yeTcs
MOpa’keHUeM MHOTHX OPTaHOB U CHCTEM M TpeOyeT KOMIUIEKCHOM Tepanuu [1,95].

YpoBeHb y0enuTe1bHOCTH PeKOMEHIAUM — A (YPOBEHb I0CTOBEPHOCTH J10KA3aTeIbCTB — 2)
KommenTapuu: noxaszanvi nepsuunvie u noemopmvie KOHCYIbMAYUU 8pavd-eeHemura, epaya-
Hespooea, 6paya-nyIbMOHONI02A, 6paA4aA-0emcKo20 Kapouonozd, 8paua-Kapouono2d, epauyd-
2acmposumeponoed, — 8pava-0emcKo20  IHOOKPUHONO2A,  8pAYA-IHOOKPUHONO2A,  8paAya-
MpasmMamono2a-opmoneod, 8paia-ouemosnoad, 6pava-ncuxuampa, epaia-neouampa/spava
obwell npakmuku (cemeliHoco 6paya)/épaua-mepanesma, 6pavaA-oPmMaILMON02d, 6paAua-
anecme3uon102a-peaHumamonoed, MeOUYUHCKO20 NCUXon02d, 8paia no ieyebHou guskyivmype,
spaya-guzuomepanesma, 6paia @uuueckou U peaduIUMAyUOHHOU MeOUYUHvl, 8paia no
NALIUAMUBHOU MEOUYUHCKOU HOMOWU, CReYUAIUCMA N0 MeOUYUHCKOU peadunumayui, a maxice
spaueti opyaux cneyuanvhocmeti nayueumam ¢ MI/MJIB, umeowum HapyweHus @yHKyui
COOmeemMcmayowWux opeanos u cucmem. Taxoice Heobxoouma paspabomra UHOUBUOYATLHOU

npoOcPaAMMbL J1020NeOUUeCKOll peadbuIumayuu.
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3. JqueHue, BKJ/IIIOYasd MEAUKAMCHTO3HYI0O H HEMECAUKAMECHTO3HYIO TEPaIlluu,
AUECTOTECPAIINIO, OﬁGSﬁOJ’II/IBaHI/Ie, MEAUIINHCKHUC IIOKA3aHUA U

IMMPOTHUBOIIOKA3aHUA K IPUMECHCHUIO METOA0B JICUCHUA

Jleuenne MJIJI/MJIb BKkItOYaeT Kak MAaTOT€HETHYECKOE JICYCHHE, TaK W MPOBEICHUE
CUMIITOMaTHYECKON Tepaluu. Benenue [allUEHTOB c MAA [pEeAIonIaracT
MYJIbTUAUCIUILTHHAPHBIN TOIX0/] ¢ 00s13aTEIBHBIM yYaCcTUEM Bpava-reHeTHKa, Bpauya-HeBPOJIOTa,
Bpaya-IyJbMOHOJIOTA, Bpaya-JIeTCKOro KapauoJiora, Bpada-KapauoJiora, Bpaya-
racTpO3HTEPOJIOra,  Bpaya-AETCKOrO  JHIAOKPUHOJIOrA,  Bpada-3HIOKPUHOJIOra,  Bpaya-
TpaBMaTOJIOTa-OPTOIea, Bpada-AUeTONIOTa, Bpaya-ICUXUaTpa, Bpada-leauarpa/Bpadya OOMIeH
MPAaKTUKK (CEMEMHOro Bpada)/Bpada-TepaneBTa, Bpada-o(TanbMojora, Bpaya-aHECTE3HOJOra-
peaHnMaronora, MEIUIMHCKOTO TICHXO0JIOTa, Bpada Mo JjeueOHoW (usKynbType (WM Bpada-
¢dusnoTepaneBTa, Bpaya GU3NYECKON U peabUINTAIIMOHHOW MEIUIIMHBI ), Bpadya MO0 NaJTHAaTUBHON
MEIUIIMHCKONW TMOMOIIHM, CHEIUAINCTA M0 MEAWIIMHCKOW peabuimuTanuu W Bpaued Ipyrux
CHEIMAbHOCTEH, MMEIOIIUX ONBIT B JICUEHHWU OSTOr0 peakoro 3aboneBanus. [Ipu Hammuuu
CUMIITOMOB TOPaXCHHUS OPraHOB-MHUIICHEW HEOOXOJAMMa KOHCYNbTALUA MPOPUILHOTO

crenuajauncTra.

3.1 MeaukamMenTo3Has repanus. [laTorenernueckoe jJeyeHue.

o PexkomeHnayercsi mpuMeHEHHE JIEKAPCTBEHHOTO Mpernapara aTaarypeH aMOyIaTOpHBIM MallueHTaM ¢
ML crapuie 2-X J€T, y KOTOPBIX MOJIEKYJISIPHO-T€HETUUECKOE UCCIIEI0BAHUE BBISIBUIO HOHCEHC-
MyTaluio (3aMeHa KOJO0HA, KOJUPYIOIIET0 aMHUHOKUCIIOTY Ha CTOI-KOJOH), C IENbI0 MPOBEICHUS
naroreHeTuueckou repanuu [2,36, 53, 54, 55].

YpoBeHb yoeauTeJbHOCTH pekoMeHaanuii — A (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 2)
KommenTapuu: avoyiamopuulii nayuenm — 3mo nayuenm, CHOCOOHbIU K CaAMOCHOSMeNbHOU
x00vbe. Ilpednazaemcsa 8 peanvbHolU KIUHUYECKOU NPAKMuKe mpakmoeams «amoOyiamopHoCby
bonvnvix M/l kak cnocobnocms x00ums 0e3 UCNOIb308aHUSL BCNOMOAMENLHLIX Cpedcm8 U be3
VKa3auus OUCMAHYUU U 6pemenu, a «nomepeti amOyIamopHOCIUY CYUMAams COCMOSAHUe, Npu
KOMOPOM NAYUEHM 8bIHYIHCOeH NOCMOAHHO UCHOIb308AMb UHBATUOHOE KPECIO 05 NePe08UNCEHUS
Kax 6He 0oma, max u 6 oomawinux ycrogusx. Honcenc-mymayusa J[HK nposensemcs obpazosanuem
npexcoespemenno2o cmon-koooua 6 mampuunoti PHK (MPHK). B pe3yiemame uapywiaemcs

cunmes NOJHOpamMepHoeo benxka oucmpoguua. Honcenc-mymayus ewviaeisemces y 18-20%
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poccutickux nayuenmos ¢ MJlJ]. Amanypen dericmgyem na smane mpanciayuu 6enxa 8 pubocome,
noseonsem cuumvléams ungopmayuro ¢ MPHK, necmomps na nanudue 6 Hell npexcoespemeHHo20
CMON-KOOOHA, U CUHME3UPOBAMb NOTHOPAIMEPHLIU OeloK. Amanypen npeoHasHauen Ojisl leyeHusl
amobynamopuwix nayuenmos ¢ MJ/], 6bi136anHOU HOHCEHC-Mymayuell 8 eeHe OUCmpouna, oemsam
om 2 nem u cmapuwe. Ilpunumaemcsa nepopanvho. Pexomenoyemas oozupoexka cocmasnsem 40
me/xe 6 cymku (10 me/xe cymxu ympom, 10 me/ke onem, 20 me/ke seuepom) [56]. Unmepsan mesncoy
ympeHHel, OHeBHOU U geyepHell 0030l 00IdHCeH cocmasnsams 6 uacos. nmepasan mesicoy eeuepheli
u ympenneti 0030u 0ondicen cocmasname 12 uacos. Ilpu nomepe ambyramopHocmu KOppeKyusl
oozuposku He mpebyemcs. Ilocneonue onyonuKkosanHvle OaHHble, OmMpadicaoujue Onvim
NPUMEHEHUs. amaiypeHa 6 pedabHOl KIUHUYECKOU NpaKkmuke, npoOeMOHCMPUPOSATlY, YMO
npuMeHeHue amanypeHa Npueooum, 6 CcpeoHeM, K VBeIUUEeHU) NPOoOOIHCUMENbHOCTU
CamocmosamenbHol X00bobl y nayueHmos Ha 5,4 200a no cpagneHuio ¢ NayueHmamu, NOaY4aruuUMu
moavko cmandapmuyto mepanuio (p <0.0001) [37, 136]. Kpome moco, 6 epynne, nonyuarouet
amanypeH, moavko 20% nayuenmos ympamuau cnocoOHOCMb CAMOCMOAMENbHO NepPedsuUamscsl
no cpasmenuto ¢ 62% 6 epynne, NOIYUaABUUMY MOILKO CMAHOApmMHy0 mepanuio. Taxace, moavko
v 3,3% nayuenmos, nonyuasuiux amanypen, noxazameinv QIKEJI ovin menee 60%, 6 mo epems kax
6 epynne, noayyaowux moivko cmarnoapmuyro mepanuio @IKEJI <60% ovino y 36,5% nayuenmos

(p <0.0001), umo eosopum o cnocobnocmu amanypena OIUMeNbHO COXPAHAMb ObIXAMENbHYIO

@yHuxyuio y nayuenmos ¢ MJ[/] [36].

Tepanus 2noKkoKopmuxouoamu

PexomenyeTcst Ha3HauEHHUE TEpaluu IMpenaparoM H#peaHu3oaon** B noze 0,75 Mr/Kr/cyTku
MepOopasIbHO MOCIIe 3aBepIIeHUs POPMHUPOBAHUS IBUTATEIHLHBIX HABBIKOB, HO /10 HaYaja yracaHus
MOTOPHBIX (QyHKIMIA (Ha cTaguu miaTo), BceM mamueHtam ¢ MJIJI/MJIb ¢ uenbio CHIKEHUs
BOCHAJIUTEIBHBIX MPOIECCOB, 3aMEJUICHUS YTPAThl MBIIIICUHOW CHIIBI U (PYHKIHIA, YMEHBIICHUS
pHUCKa pa3BUTHUS OPTOMEAMUSCKUX OCIOKHEHUH, CTaOMIU3U3auu (PYyHKIIMOHATHHOTO COCTOSTHUS
JBIXaTEIbHOM U cepJieuHO-cocyiucTol cuctem [2,34,35,37,38, 39].

YpoBeHb y0ennTe1bHOCTH peKOMeHAaIuii — A (YPOBEHb I0CTOBEPHOCTH J0KA3aTeIbCTB — 1)
KomMmeHTapum: xopmuxocmepouovl AGNAIOMCA MEKYWUM «30J0MbIM» CIMAHOAPMOM JledeHUs
nayuenmos ¢ MJ[]], komopwvie usmeHunu ecmecmeeHHoe meyeHue 3ab0nesanuss 3a cuem
3ameO0NIeHUsl NPOSPeCCUPOBAnUs YXYOULCHUS OBUSAMENbHBIX U Je2OUHbIX (YHKYUL, YMEHbUEHUS]
KOIU4ecmea opmoneoudeckux 0CI04CHeHUU U Onepayuli Ha NO360HOYHUKeE, d MAKICe Y8eNUdeHUs

npoooaxcumenvHocmu sHcuzhu. Ilonoxcumenvrsie s¢hghexmvl KOpMUKOCMEPOUO08 00bACHAIOMCA
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UX NpPOMUBOBOCHANUMENbHOU AKMUBHOCMbIO, OCOOEHHO 8 MblUYAX C HUSKUM YVDOBHEM
oucmpoguna, ymo nomozaem coOXpaHums CNOCOOHOCMb K NePe0BUICEHUIO 3a CHem 3a0epiHCKU
passumusi pazpyuienus moviwy [104].  Kopmuxocmepouodwvl ymeHwbuaom HeKpo3 Muluy U
gocnaieHue 3a cuem MOOVIUPOBAHUS KIeMOYHO20 Omeema Ha BO0CHAleHue,  YCUiusaem
nponuUgepayuo MUO2eHHbIX CIME0I08bIX KIeMOK-NpeouecmeeHHUKO08 Ul MUODIACTNO8 U, MAKUM
006pazom, ycunugaem pe2eHepayuio u pocm Mully, CHUNCAIOM CKOPOCMb pACnaod MblUeUHbIX
KAeMOK, MOOUQDUYUPYIO MPAHCKPUNYUIO U NOBBIULAS IKCHPECCUI0 OUCMPOPUHA 8 NOPAANCEHHbIX
MbIUEUHBIX 80JIOKHAX WU YEEIUYUBASI CUHME3 CUHEP2eMUYECKUX MOLEK)l, MAKUX KAK MbluledHble
2NIUKONPOMEUHDbL, Komopbwie 00NOHAIOM Oeticmsue oucmpoguHa, obnaoarom
UMMyHOOenpeccu8Hol gyukyueti, crudxcas roauvecmseo T-kiemox [140]. Macwumabnovie
uccne0o8anuss npodemorncmpuposanu, ymo npumernerue I'K npoonesaem 6 cpeonem na 3—5 nem
ambyramopHoe cocmosanue nayuenmos ¢ MJ/[J[ [36]. Hauano copmonanvHol mepanuu 3a8ucum
om ghazvl pazeumus 08UamenbHol QYHKYUU pebenKa, NnepeoHadaIbHo20 PuauUuecKko2o cmamycd,
HAIU4Usi pPAHHUX OCNOJCHeHUll, ¢hopmbl u meueHus 3abonesanus. Hauunamv mepanuio
2NIIOKOKOPMUKOUOAMU HE PEKOMEHOYEeMCsl peOEeHKY, ¥ KOMOopo2o NpoooHCaom Gopmuposamscsi
ogueamenvHvle HABLIKU, OCOOEHHO ecau OH mMaaduie 2 nem. B munuunom ciyuae y Manvbuuka c
MJJ] 0sucamenvHble HABBIKU NPOOOIHCAIOM PA3BUBAMBCA 00 803pacma 4—6 nem, xomsa u bonee
MeONeHHbLIMU meMnamu, 4em y e2o pogechukos. I'K credyem naznauamos, He 00M4CUOAACH HAYANA
yeacanusi MOMOPHLIX (YHKYUL, 8 Mom MOMeHM, KO20ad eCMmecmEeHHoe pa3eumus MOMOPHbLIX
@ynxyuu y pebenka 6onvue ve ommevaemces (¢paza niamo) [34]. Hauano npuema I'K 0o cemu
Jlem okazvieéaem Hauboaee GblpadCeHHbIU dhdexm Ha cnocoOHOCmb U NPOOOJHCUMETLHOCTb
camocmosmenvHo2o nepedgudcenus [103]. Dppexmusnocmes copmonanvrol mepanuu 3a8ucum
om u3suonoUYecKuUx 0cobenHocmell 0emcKo20 Op2aHusma, UHOUBUOYATLHOU NEPEeHOCUMOCTIU,
a0exkeamHno20 noobopa cymouHol 003bl U pPelcCumd, MOHUMOPUHA U KOHMPOJIs NOOOUHBIX
aghghexmoas. [Ipu nenepenocumocmu #npeonuzonona™* eozmoocrno npumenenue opyeux gopm I'K

[34,35,37].

Pexomennyercsas namuentam ¢ MJJI/M/Ib npu HenmepeHOCMMOCTH PpEryJpHON Tepanuu
#penHU30I0HOM™** MPOBOMUTH TEPANUIO 10 MHTEPMUTTUPYIOLUIMM cXeMaM (4epe3 JieHb, IO
BBIXOJIHBIM, 10 nHe# npuem, 10 qHel nepepriB) C IENbI0 CHUKEHUS YaCTOTHI Pa3BUTHSI TOOOYHBIX
3¢ EKTOB U TMOBBILICHUS MPUBEPKEHHOCTH K JeueHuio [2,34]. IlokazaH cienyromuil pexum
J03UPOBaHUS: 71032 TOPMOHOB YBEJIMYMBAETCS A0 Habopa mamueHToM Beca B 40 Kr, TO ecTb
MakcuMalbHas 703a coctaBnsieT 30 Mr B neHb. Ecnu HabmoaaioTess HelepeHoCHMble TOOOYHBIE
3G dEKTH, T03UPOBKY CIEAYET MOCTENEHHO YMEHBIINUTh Ha 20-25% [1]

YpoBeHnnb yoenurteabHOCTH pekoMenaaumnii — C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 4)
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Kommenrapumu: mepanus ['K Oondcna npogooumcsi na peeyasapuot ocHoge. Haubonee
UCCEO008AHHBIM U DEKOMEHOYeMbIM — AGNACMCA  PeVsApPHbILL  eJHCeOHEeGHbIl  npuem
#npeonuzonona™**. Tem ne menee, 8 HEKOMOPLIX CAYUAAX, 8 3ABUCUMOCIU OM NEPEHOCUMOCTIU
mepanuu, Mo2ym Oblmb pAcCMOMPEHbl UKMEPMUMMUPYIOWUE CXeMbl mepanuu, maxue Kax npuem

20PMOHALHOU mepanuu yepe3 0eHb, no 8bixo0usvim, 10 uepes 10 [2].

Pexomennyercs Bcem nauuentam ¢ MJIJI/M/Ib nipu nepexose nanueHTa Ha HeEaMOyJIaTOPHYIO
cTanuio 3a0o0lieBaHUs MPOAOKUTH NpuMeHeHue 'K, HO B CHUKEHHOW JO3UPOBKE C LEIBIO
CHIDKEHUS BEPOSITHOCTH Pa3BUTUS MOOOYHOTO AeiicTBUs TopMOHOB [1,2,34,37].

Yposens yoenureabHocTH pekomMenaanuii — C (ypoBeHb JOCTOBEPHOCTH 10KA3aTEJIbCTB — 3)
Kommenmapuu: nauano mepanuu 'K Ha wneambynramopuom smane makoice A615emMcs
obocHogannvim [2]. B kiunuueckou npakmuke Haudoaee uacmo 003wl cHudicaiomes 00 0,3 me/ke

8 CYymKU.

Pexomennyercst manuentam ¢ MJIJI/MJIb B chnyuasx, HE MOIMAIOMIUXCS KOHTPOIIO WU
HernepeHOoCUMOocTH o004HbIX 3¢ dekroB ['K cHmkenne no3upoBku Ha 25-30% ninm nepexon Ha
MHTEPMHUTTUPYIOIIYIO TEPAIHUIO C LIEIbI0 YMEHbIICHUSI TOOOYHBIX 3P PEKTOB 1EHCTBHSI TOPMOHOB
[1,2,56].

Yposens yoenureabHocTH pekoMenaanuii — C (YypoBeHb J0CTOBEPHOCTH J0KA3aTeJIbCTB — 3)

Pexomennyercss mnanuentam ¢ MJI/I/MJIb na nenonnoit no3e I'K, B ciydae yxyameHus
(YHKIMOHATIBHOTO COCTOSIHUSA, MOBBIIIeHUE 10361 I K 10 pekoMeH10BaHHOM e:KeIHEBHOM /10351 HA
Maccy Tena ¢ HeNbI0 YIy4llleHus/cTaduin3anuu coctosiaus [2,34,35,37,56].

Yposens yoenureabHocTn pekoMenaanuii — C (YypoBeHb J0CTOBEPHOCTH J0KA3aTeJIbCTB — 3)
KomMmenTapuu: esxceonesnas 0o3a ons #npeonuzonona™* 0,75 me/xe.

He pexomennyercss peskoe mnpepsiBanue Tepanuu 'K manmentam ¢ MJA/MIB c uensio
IIPEIOTBPALLEHHUS BO3MOKHOI'O PAa3BUTHS OCTPOI HaIOUEYHUKOBON HEAOCTATOYHOCTH [2,56].

Yposens yoenureabHocTn pekoMenaanuii — C (YpoBeHb J0CTOBEPHOCTH J0KA3aTeJIbCTB — 3)
KommenTapuii: cuuoicenue oosuposku ['K Oondcno npocuxooums 6 coomeecmeuu ¢
cmanoapmuvim  npomoxoaom ommenvt I'K-mepanuu [56]. C pooumensmu OondicHa Ovimo
nposedena pasviachumenvHas beceoa o HegosmodcHocmu pesxkou ommenvl I'K. Ilocmenennoe

cHudicenue 003vl npenapama na 20-25% xasxcovie 2 nedenu 0o noanou ommenvt I'K mepanuu.

Pexomenayercsi SKCTpEHHOE BBEIECHHE THIPOKOPTH30HA™* BHYTPUMBIIICYHO NAIEHTaM C
MIJI/MJIb B ciyyae pa3BUTHS CHHIPOMAa OCTPOM HAIIOYEYHHKOBOW HEAOCTATOYHOCTH B

pesynbrare pe3koit orMensl 'K ¢ 1enbro KynupoBaHus JaHHOTO cocTostHus [2,35,37].
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YpoBeHb yOennTeJIbHOCTH peKOMeH anui —A (YpoBeHb J0CTOBEPHOCTH 10Ka3aTeIbCTB — 3)
KommenTapuu: demsam 0o 2x nem cuopokopmu3zon™* ggooumcs 6 0ose 50 me. [{emsam nocne 2x
sem eudpoxopmu3zon** egooumcs 6 0oze 100 me. Cmpecc-003vt cuopokopmuzona™** 50-100 me/m2
6 CymKu mMo2ym nompebosamvcs nayuenmam, noiyuaswum bonee 12 me/m? npeonusonona™** 6

CYmKU.

3.2 MeaukaMeHnTo3Has Tepanusg. CHMOTOMATHYECKOE JeYeHHUe.

Tepanus cepoeuno-cocyoucmuvlx HapyuieHuil

Pexomenayercst npuMeHeHHe penapaToB rpynmnsl HHruoutopsl AII® Bcem narmentam ¢ M1
c Bo3pacTa 6 JeT (paHee — INpU HAIUYMM NOKA3aHUI) HE3aBUCUMO OT HAJINYMsS CEPIEYHO-
COCYJIUCTBIX HapyIIECHHH C IeIbI0 MPO(UIAKTHKH pa3BUTHs Kapanomuonatuu [28, 83-93,137]

YpoBeHb y0eauTe1bHOCTH pekoMeHaannii — B (ypoBeHb 10CTOBEPHOCTH 10KA3ATEIbCTB — 2)
Kommenrapum: ona nayuenmos ¢ MJ[b Oannvie npenapamsl HA3HAYAIOMCA NPU GbIAGIEHUU
namonocudeckux usmenenuti Ha K[ unu Oxo-KI. Ha cecoonawnuii 0enb MHeHUs O Hauaie
npumenenus uneuoumopos AII® u anmazonucmos peyenmopos aneuomensuna Il y nayuenmos c
MJ[J] 6e3 namonocuueckux HapyuwleHuti cepoedHo-cocyoucmou cucmemvl pazuamcs. Tem He
MeHee, OblLI0 NPOOEeMOHCMPUPOBAHO, YMO panHee Haualo mepanuu uneubumopamu AIIP oadxce
npu omcycmeuu GUOUMOU cepOeyHOU Namoo2uy NPUEOOUN K 3amMedIeHUI0 Pa3eumus cepoeyHo-
COCYOUCmbIX HapyuwieHuil y 3moti 2pynnel nayueHmos. [[nsa noobopa mepanuu mpebyemcs

KOHCYIbmMayus 8pava-Kkapouoio2a/8pava-oemcrkoco kapouonoza [8,9,39,57,137].

Pexomenayercsi Ha3Ha4YeHHWE MPENapaToB TPYMIbl OeTa-aJIpeHOONIOKATOPHl (MIPEANOYTCHUE
OoTHaeTcs mpemaparam 24-4acoBOro ACHCTBHS JUISl YBEIMYEHUS MPUBEPKCHHOCTH TEPAITHUU)
naruenTam ¢ M/IJI/M/Ib, nmeronux kano0bl Ha MOCTOSHHO YYallleHHOE CepAlleOueHUe H/iiu
UMEIOIUX M0 JaHHBIM WCCIICOBAHMS CHUHYCOBYIO TaXWKApIuI0 B TEUEHHUE CYTOK W/HIU
CUCTOJIMYECKYI0 MHOKApIUAIBbHYIO0 NUCHYHKIWIO W/WIA JUIATAIIMOHHOE pPEeMOJCIUPOBAaHUE
MUOKap/ia W/WIU KIMHUYECKUE MPHU3HAKUA CEPACUYHON HEAOCTATOYHOCTH C IIENIbI0 KOPPEKIUU
JAaHHBIX Hapyuienui [2,28, 30, 83-93, 137].

YpoBeHb yoenuTeabHOCTH pekoMeHaannii — B (ypoBeHb 10CTOBEPHOCTH 10KA3ATENbCTB — 2)
KomMmeHnTapuu: dannas mepanusi 00aiCHa NPo8oOUMbCs 8 COOMEEMCmMaUlU ¢ pa3pabomarHHbLMU
KAUHUYeckumMu pexkomenoayusmu. Ha ceeoouswnuili OeHvb He cywecmeyem cCneyu@duueckux
KAUHUYECKUX peKoMeHOayutl OJisi edeHus cepOedHO-COCYOUCTOl NaAmolocuy y NayueHmos ¢
M, 6 6udy ueco koppexyusi OAHHBIX HAPYULEHUL NPOBOOUMCS 8 COOMBECMEUU C 0OWUMU

PEKOMEHOAYUAMYU NO JeYeHUr0 CepoeyHO-cocyOuUcmulx Hapywienuti. Tax, Hanpumep, npu
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NPUBHAKAX JHCENYOOUKOB0U OUCHYHKYUU NOKA3AHO HA3HAYEeHUe Oema-aopenodioKkamopos, npu
SABHBIX NPUSHAKAX CEPOeYHOU HeOOCMAMOYHOCU MOdcemb OblMb PACCMOMPEHO NPUMEHEHUEe
cepoeunbix Ouypemuxos, anmazonucmos arvoocmepona [30, 31, 39, 57, 137]. [na noobopa

mepanuu HeoObX00UMAa KOHCYIbMayus 8paia-Kapouoio2a/spaia-0emcko2o Kapouoiozada.

Pexomenayercst MpoOBOAUTH IMOMOOP AHTHAPUTMUYECKOH TEpamuH COIIACHO JEHCTBYIOLIHM
KapAHOJIOTrMYE€CKUM KIIMHUYECKUM PEKOMEHAALNAM 10 KOHKPETHBIM HapyLIEHUSIM pUTMa cepaLa
BceM mamuentam ¢ M/IJI/MJIb, uMerommM HapylleHus pUTMa ceplia, C LEJIbl0 KOPPEKIHH
JaHHbIX HapyweHuit [28,83-93,137].

YpoBeHb y0eauTeabHOCTH pekoMeHaannii — B (ypoBeHb 10CTOBEPHOCTH 10KA3ATENbCTB — 2)
KomMmenTapuu: ons noobopa mepanuu HeodXoouma KOHCYIbMAayus 8paia-Kapouoio2a/spaya-

0emcKo20 Kapouonoza.

Pexomenayercsi NpoBOAUTH TEPANMIO MpenapaTaMy IPyMHibl aHTArOHUCTHI aJIbJJOCTEPOHA BCEM
nareHTam ¢ MJIJI/M/Ib, umeronmuMm CHCTOIMYECKYI0 MHUOKapAUaIbHYI0 IUCHYHKIHUIO C
KIIMHUYECKUMU TPOSIBICHUSMH CEPJACUHOM HEIOCTATOUYHOCTU C LEIbI0 KOPPEKIUU JTaHHOTO
coctosinus [28, 83-93,137].

YpoBeHb y0enuTeabHOCTH pekoMeHaanunii — B (ypoBeHb 10CTOBEPHOCTH 10KA3ATEIbCTB — 2)
KomMmeHnTapuu: ons noobopa mepanuu HeodXoouma KOHCYIbMAayus 8paia-Kapouoio2a/spada-
0emcKo20 Kapouonoza.

Pexomenayercsi IpoBOAUTH TEPANUIO MpenapaTaMu U3 TPYMIbl JUYPETUKOB («IETIEBBIEY» HIN
TUa3uHbIe) BceM mamueHTam ¢ MJIJI/MJIb, uMmerommM CHUCTOIMYECKYI0 MHUOKApIUATBHYIO
TUCQYHKIIUIO C KITHHUYECKIUMHU TPOSBICHUSIME CEPACYHON HETOCTATOYHOCTH C IENIbI0 KOPPEKIIUU
JAaHHOTO cocTosiHusA [28,83-93,137].

YpoBeHb y0eauTe1bHOCTH pekoMeHaanmnii — B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 2)
KomMmeHnTapuu: 0ns noobopa mepanuu HeodXoouma KOHCYIbMAyus 8paia-Kapouoio2a/spada-

0emcKo20 Kapouoioza.

Pexomennyercst nposesieHue uccienoBanus yposss 1,25-OH Buramuza /[ B kpoBU U Ha3HaUEHUE
npenaparoB rpynnsl BUTaMuH D u ero ananoru (konexanbuudepon™*, amppaxanbuuaon**,
KaJBIUTPHOI**) 110 cxemam, pa3paboTaHHBIM AJs1 Koppenuu nedunura Buramua D mpu M/
i nepunura Butamuaa D3 Bcem narmentam ¢ MJIZI/M/Ib cpa3y nocie yCTaHOBJICHUS JHarHo3a
3a00JeBaHuUs C LIEIbI0 MPO(UIAKTUKH OCTeoneHuu [2,58].

Yposens yoenureabHocTH pekomMenaanui — C (ypoBeHb JOCTOBEPHOCTH 10KA3aTeJIbCTB — 3)

KommenTapuii: noodoepocanue onmumanvrnozo ypoeus eumamuna D (30-50 we/mn/ 75-125
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HMOTIb/T) HA NPOMANCEHUU 8Ce20 HcusHeHH020 yuraa M/ nonosxcumenvro 6iusem Ha meuenue
3a001e6aHUs U KA4eCcmeo dcusHu 60abHblX. OCHOBHbIE KIUHUYECKUE Pe3YIbmambl YCmMpaHeHus
oeqhuyuma sumamuna D — npedynpesicoenue pazeumus 0cmeonoposa (0cobenHo nocie Haiana
npuema I'K), neperomos mpyouameix Kocmeil u nO360HK08, NPOOIEHUE CNOCOOHOCMU XOOUMDb,
bonvuwasn sppexmusnocmv mepanuu oupoconamamu, 6KIOUASL YMEHbULEHUE KOIUYeCmed
OCOJICHEHUU NpU NePEUUHOM NPUMEHEHUU U HEeKPO308 HUJICHEU YenioCmu, NOLONCUMETbHOE
GUSHUE HA  BLIPAICEHHOCb  CUMNMOMO8 AYMUCUYEcKo2o cnekmpa. [lis 6oavHblx ¢
muoeonemuen I'K mepanuetl, Hapywenuem memaboiusma u 6067e4eHUeM NeYyeHu 8
namonoauieckull npoyecc Heobxooumo 3amenamv D> u D3 na xamvyuouon®* ons 6onee

aghghexmusnozo eocnonnenus e2o oegpuyuma [105].

B Tab6n. 1 mpuBenensl pexoMenaauuu HammonanmbHOH ciyxObl 31paBooxpanenus (NHS) mo
JMAarHOCTHKE M KOPPEKIMU JeQHUIUTA WIK HEAOCTaTOYHOCTH BuTamuHa D y GonbHbIx ¢ ML
[(Pearce and Cheetam 2010), 2]. IIpeanmaraemble KOPPEKTHPYIOIIME MO3bI IJS JTaHHOM
HO30JIOTMYECKON TPYMIbI AJISl Pa3JIMYHbIX BO3PACTHBIX TPYIIl IOpas3jio BhILIE IO CPABHEHHUIO C
OO0IIENOoNyJIAUOHHBIMU PEKOMEHIALUSAMYU U coriacytoTcs ¢ qanHbiMH. Alshaih ef al, u 3aBucar

ot Hannuus 'K tepanuu.

Tabnuua 1. Copeprxanue ButamMuHa D B CBIBOPOTKE M BapUaHTBI KOPPEKLUHU 10 HOpMBI ripu M /1

(Pearce and Cheetam 2010)

YpoBeHb
BHUTamMHHA D Bospacrt (roxm) Bocnonuernue Ionnep:xuBaromnias Tepanus
(amomB/m)
1-3u 11 mec. 3000* 400-800*
Hedunut <30
418 mec. 6000 exxeqHEBHO B 1000
TeyeHue 3 Mec.
1-3u 11 mec. 3000 400
HenocrarouHocth 30-50
4 — 18 mec. 3000 1000-1500
o 1-3 1 11 mec. Het manHpIX Het manHpIX
AnlekBaTHBIN
50-75
YPOBCHb 4 — 18 mec. Het manHpIX Het manHpIX
1-3m 11 mec. He tpebyercs He tpebyercs
OntumanbHO >75
4 — 18 mec. He tpebyercs He tpebyercs

[Tpumeuanue: *BepxHss 103a 11 AeTEH, MOTYYArOIIUX CTEPOUIbI WK C MOBBIIIEHHBIM PUCKOM

NEepCIOMOB. YMEHBIIUTH A03bI IPHU OTCYTCTBHUU TCPAIIUU CTCPOUTAMHU.
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e PexomeHnayeTcsl IpoOBeJICHUE TEPANUU IpenaparaMu U3 rpynmnsl 0MpochoHaTOB NMalMEeHTaM C
MAJ/M/Ib mpu BO3HMKHOBEHHM IPU3HAKOB OCTEONEHHMM M KOMIIPECCHOHHBIX IEPEIOMOB
MIO3BOHKOB (3a4acTyl0 OECCUMITOMHBIX WJIM HECBSI3aHBIX C TSKEJION TPaBMOIl) WIIM IIEPEIOMOB
JUIMHHBIX KOCTEH € LIENbI0 KOPPEKLIMY JaHHBIX cocTosiHu [31,32].

YpoBeHb y0enuTe1bHOCTH PeKOMEHIAUMH — A (YPOBEHb I0CTOBEPHOCTH J0KA3aTebCTB — 2)
KomMmeHTapum: nepenomvl n0360HK08, He 6b136aHHbIE MANXCENIOU MPABMOLL U NEPENOMbl ONUHHBIX
Kocmell, AGAAIMCSA KIUHUYECKUMU NPOSABLEHUAMU NOGLIULEHHOU XOPYNKOCMU KOCMHOU MKAHU
[31,32]. s paccmompenuss 80npoco8 o0 HeoOX0OUMOCMU HA3HAYeHUs mepanuu u o
yenecoobpasHom cnocobe npuema HNpPenapamosd  HeoOX00uUMa  KOHCYIbMAyus  6paya-

9HOOKPUHOI02A/0emMCKO20 IHOOKPUHOIO02d.

o PexoMenayercss I1pOBEIEHHE BpPa4yOM-DHIOKPHUHOJIOIOM 3aMECTUTEIBHOM TOPMOHAJIBHON
TEparuy  TeCTOCTepOHOM™*  (rpymma mpenapaToB MPOU3BOIHBIE  3-OKCOAHIPOCT-4-€HA)
naupentam ¢ MJIJI u moaTBep:KAEHHBIM TUIIOTOHAIU3MOM C Bo3pacTa 14 Jjier ¢ uenbio
HOpMaJIU3alluu TOpMOHaNbHOrO craryca [2,33,59,76,77].

Yposens yoenureabHocTH pekoMenaanui — C (ypoBeHb JOCTOBEPHOCTH 10KA3aTEJIbCTB — 3)
KomMeHTapuu: neuenue 00adicHO Oblmb CO2NACOBAHO C BPAYOM-IHOOKPUHOIO2OM/BPAYOM-
demcKum 3HOOKpuHonozom. Ilpu evipadicennou 3a0epicKke NOJL0620 CO3PeBAHUs V NAYUEHMO8,
noayuarowux mepanuto I' K, mepanus mecmocmepornom** moocem dvime paccmompena c 12 nem.
Heoasnuii cucmemamuueckuti ananusz npoo0emMoHCmpupo8a, Ymo mepanus mecmocmepoHom™* e
yenom xopouto neperocumcs nayuenmamu c M, a npeumywecmea OaAHHO2O JleYeHUS
npesoCcx00sim 803MOJCHbIE PUCKU pA38UmMuUs NOOOUYHLIX d¢hekmos. 3amecmumenvHas mepanus
mecmocmepoHom™** dongcna Ovimv Hauama ¢ HeOONLUUX 003 C MEONEeHHbIM NO8bIUEHUEM 00

cmanoapmuotl 003uposxu [33].

3.3 HemeaukaMeHTO3HOE JeYeHue

o Pexomenayercsi 30HIOBOE KOpMIIEHHE (KOPMJICHHE TSDKEIOOOIBHOTO TMAalMeHTa dYepe3
MHTECTUHAJIBHBIA 30HJ), WM COBMEIIEHHE ME€POPAJIBHOTO M 30HAOBOrO MUTaHUs (TIpu
COXPAaHEHUHU aJIEKBAaTHOI'O TJIOTAHMS U OTCYTCTBMM IomnepxuBaHus) naunueHtam ¢ MJUJI npu
IIOSIBJICHUH CJIOKHOCTEH € TJI0TaHUEM, C LENIbI0 HOPMAJIM3alluu peXumMa 1 Ipolecca nuTaHus [2].

Yposens yoenureabHocTH pekoMenaanui — C (ypoBeHb JOCTOBEPHOCTH 10KA3aTEJbCTB — 5)

° PeKOMeH}]yeTCH Ha30yOACHAJIBHOC 30HI0BOC KOPMJIICHUC (yCTaHOBKa Ha30racTpajbHOI0 30H/4,

KOPMJICHHE TSKEeJIO00JIbHOTO MalleHTa Yepe3 poT W/WIU HAa30TaCTPaIbHBIM 30H]1) MAIUEHTaM C
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M1 npu coxpaneHun pedirokca v BBICOKOM PHCKE acTIUpalliy € LEIbI0 HOPMATU3aIH PeKIMa
U mpoliecca nutanus [2].

Yposens yoenureabHocTH pekoMenaanuii — C (ypoBeHb JOCTOBEPHOCTH I0KA3aTEJIbCTB — 5)

Pexomenayercsi ycraHoBKa racTpocToMbl (Tactpoctomus) manueHtam c¢ MJJl B cmydae
NIPU3HAKOB BBIPAXKEHHOW aucharuy, acnupanuy, BBIPAKEHHOTO CHUKEHHS MAacChl Tela WIH
HCTOLLEHUS C LI€TbI0 HOPMAIM3ALMK peXXUMa U Iipouecca nuranus [2,61].

YpoBeHb yoenuTeJbHOCTH peKoOMeHAanuil — B (YypoBeHb 10CTOBEPHOCTH 10KA3ATEJLCTB — 3)

Pexomenayercst peryiasipHas HM yMEpeHHas (u3MUecKas aKTUBHOCTh IO KOHTPOJEM
poauTeNei/3aKOHHBIX IIpeAcTaBuTeNe, Bpaua pU3NUecKoi 1 peabuiIMTaliMOHHON MEAULIUHBI WU
Bpaua, BBHIMOJIHSIIOIET0 ero (yHKIHKIO (CHenHaIucTa o0 MEAUIMHCKONW peadInTaluy: Bpaya 1o
nedyeOHOM (QU3KynbType © J1p.), mamueHTam ¢ MJIJ] agekBaTHash COCTOSHHUIO W CTaJHuH
3a00JIeBaHuUs C LENbI0 oOecredeHus Haaexamed Gu3n4eckol akTHBHOCTU U TIPEIyTpPekKICHUE
BO3HUKHOBEHHUSI KOHTPAKTYp [2].

Yposens yoenurteabHocTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH J0KA3aTeIbCTB — 5)
KomMmenTapuii: HeobOxoouma koucynemayusi 6paya Quzuueckou u peaduiumayuoHHouU
MeOuYyumsbl UIU 6paud, BbINOIHAIWE20 €20 Q@YHKYUo (cneyuamucma no MeoOuyuHCcKou

peabunumayuu: 8paya no ie4ebHoul uskyivmype u op.)

PexoMenyeTcsi MCIOIB30BAHUE CIICIUAIBHBIX CPEACTB (MELIOK JJISi JIBIXaTeIbHOIO KOHTYpA,
MHOT'OPa30BOT'0 UCIOJIb30BaHUS — MEIIOK AMOY), yCTPONCTB AJIsi MEXaHUUECKON HHCY QIIALIUH-
sKkcyprsiiu (MHCY QduisTop-acnupaTop) npu BeisABICHHBIM cHIDKeHUN OB/l < 60% nanuenrtam ¢
MIJI/MB]l ¢ uenpto HopManu3anuu  pecnuparopHoil  ¢ymkumm  [39,45, 62-64].
YpoBeHb yoenuTeJbHOCTH peKoOMeHAanuil — B (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJBCTB — 3)

KommenTapum: dannoe neyenue 006b1uHO HAYUHAIOM 8 PAHHION HeaMOYIAMOPHYIO CMAOUIO.

PexomeHyeTcsl UCIONB30BaHUE PYYHBIX MIM MEXaHHMYECKUX MPHOOPOB, 0OIEryaromumx
OTKalUTMBaHUE (MHCY(IATOpa-aCoupaTopa) M PYUHBIX KOMIIPECCHUH TpyAHOM KJIETKH WU
JBIXATENbHBIX YIPAXKHEHUH, IPEHUPYIOIIMX B KOMOHMHALUMU C MEAULMHCKUM 3JIEKTPUYECKUM
acrupaTopoM (acruparop Ha3aJdbHbBIH, ¢ 31ekTponuTanueM) nanuentam ¢ M/1J1 npu ®XKEJI < 50
%, TTOCgyy <270 JI/MUH MU MaKCUMATBHOM JKCIUpaTopHOM aaBineHuu <60 cm H>O ¢ nenbro
HOpMaJIU3aluK pecruparopHor ¢pynkuuu [39,45,65-67].

Yposens yoenureabHocTH pekomMenaanuii — C (ypoBeHb JOCTOBEPHOCTH 10KA3aTeJIbCTB — 3)
KommeHnTapum: ucnonvsosanue omxawiiueamenell sA611emcs KpauHe 6adiCHbIM, MAaK Kak

cnabocmpb ObIXamenbHou MYCKysiamypbl npueodum K HEBO3MOICHOCMU HOPMAIbHO OMKAULIAMbCA
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U NOBLIUEHHOMY PUCKY PA36UMUs ameNeKmasos, NHEeBMOHUU, HAaApyuweHulo ougg@y3uonno-
nep@y3uoHHo20  COOMHOWEHUsI U NpoOZpeccuu  ObIXAMeNbHOU  HedOCmamo4HOCHU.
Omkawiiueamens O0ObIYHO HAYUHAIOM HPUMEHAMb 8 KOHYe paHHel HeamOyIamuou, Hauane

no30Hell HeamOy1amopHoU cmaouu 601e3HU.

Pexomenayercst npoBe€HUE BCIIOMOTaTEIbHON MCKYCCTBEHHOM BEHTUWIIALIMM JIETKUX B HOYHOE
Bpems narpertam ¢ MJIJI/M/Ib B ciiy4ae BOSHUKHOBEHHSI CHMIITOMOB HOYHOM TUITOBEHTHIISALIUN
WIM IpYTUX JAbIXaTelabHbIX HapymieHuidl Bo Bpems cHa U npu PXEJI < 50%, makcumanbHOM
uHcnupatopHoMm aasineHnn <60 cm H>O, catypauun Oz Ha MoMmeHT mpoOysxkaeHus <95% wunu
napuuaibHoM naBieHnu CO2>45 MM PT. CT. € LENbI0 HOPMAIU3aLUU PECIIUPATOPHON (DYyHKITHH
[39,45].

YpoBennb yoenurteabHOCTH pekoMeHaaumnii — C (YpoBeHb 10CTOBEPHOCTH J10KA3aTebCTB — 4)
KomMmeHnTapuu: oawnnvie meponpusmusi 00biuHO He0OX00UMbI 8 NO30Hel HeaMOYIamopHOU

cmaouu 3a00ne6aHusl.

Pexomenayercsi HCMHBAa3UBHAS BEHTUJISIUS C JBYXYPOBHEBBIM IOJOXHUTEIBHBIM JaBICHUEM
(BiPAP) mammentam ¢ MJIJI/M/Ib B ciyuae, eciu HECMOTPS. HA HOYHYIO BCIIOMOTAaTEIbHYIO
HCKYCCTBEHHYIO BEHTWISAIMIO JIETKHX coxpaHseTrcs catypamus Oz <95% wnm mapuuanbHOE
nasnenre CO2>45 MM PT. CT. B IHEBHOE BpeMsl, C LEJIbIO MPO(PUIAKTUKH THUIIOTPO(UN TPyAHOM
KJIETKU, OOJIETYCHHSI OJBIIIKU ¥ OOpHOBI ¢ TUIIOBEHTIIISINEH [39].

YpoBeHb y0eauTe1bHOCTH pekoMeHaannii — B (ypoBeHb 10CTOBEPHOCTH 10KA3ATENbCTB — 4)
KomMmeHnTapuu: oawnnvie meponpusmusi 00biuHO He0OX00UMbI 6 NO30Hel HeaMOYIamopHOU

cmaouu 3abo0neeanusl.

3.4 Xupypruueckoe Je4eHue

Pexomenayercsi mpoBeIeHUE IUIACTHKU aXWJUIOBa Cyxokwius manueHtam ¢ MJIJI/MJ/Ib Ha
amMOyJaTOpHOM cTaauu 3a00JIEBaHUS C LENbI0 KOPPEKIIUH OPTONEAMYECKUX HapymeHui [39].

Yposens yoenureabHocTH pekoMenaanuii — C (ypoBeHb JOCTOBEPHOCTH 10KA3aTEJIbCTB — 5)
KommenTapuu: onepayuu na cmone u axuiio8om CyXoxcuiuu 01 KOPpeKyuu IK8UHOBAPYCHOU
Odehopmayuu cmonvl HAnpasieHvl HA yeeaudeHue 00vbemMa OB8UNCEHUL 8 20IeHOCMONHOM CYCmase
U ynyuueHus Xxo0bovl nayuenmos. Imu onepayuu NOKA3ausl NPU COXPAHHOU CUle Yemblpexeiasol
Mbluyvl Oedpa. Bmewamenvbmea Ha mazo0e0peHHOM U KOAEHHOM CYCMABAx OObIYHO He

DPEKOMEHOYIOMCSL.
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o He pexoMeHnayeTcsi IpOBEICHUE ONEPATUBHOIO JICYCHUS] SKBHHOBAPYCHOH JeopManuu CTOI
(apTponie3 cTombl U rOJCHOCTONHOro cycrasa) nmamuentam ¢ MIJI/M/Ib ¢ nenbio yiydnieHus
MO3UIIMOHUPOBAHUS CTON B HMHBAIMIAHOM Kpeciae M JUId HOIIEHHs OOyBM Ha paHHEH
HeaMOyJaTOPHOM CTaJuu B CBSI3U C HEBO3MOXKHOCTBIO CAMOCTOSITEIbHOM X0160b1 [39].

Yposens yoenureabHocTH pekoMenaanuii — C (ypoBeHb JOCTOBEPHOCTH I0KA3aTEJIbCTB — 5)
KomMeHTapusi: Oannoe emewamenscmeo moodicem Ovblmb COENAHO UCKIIOUUMENbHO NpU

UH()MGM()yaJZbelX NOMERYUAIbHBIX BO3MONCHOCMAX 6epMUKaAIU3Iayuu nayuenma nocje onepayuu.

o Pexomenayercs mpoBeICHNE ONIEPATUBHOTO JIEYCHHS (ApPTPO/Ie3 TO3BOHOYHHKA (CIIOHIMIIONE3) C
UCIIOJIb30BAaHUEM BHJICOIHIOCKOMMMYECKUX TeXHoNoruii) mamuentam ¢ MJJI/MJIb B crmydae
HATMYUSl WUCKPUBJICHUS TO3BOHOYHOTO crosida Oojee 20° ¢ 1ENbl0 KOPPEKIMH CKOJIMO03a U
yJIydlIeHUs KauecTBa *ku3Hu [39,68,69].

YpoBennb yoenureabHOCTH pekoMeHaaumnii — C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 4)

o PexoMeHnayercsi TIpoBeJCHHWE OINEpAaLMU  apTPOJAE3 IO3BOHOYHUKA (CIIOHAWIOAE3) C
MCIOJIb30BaHNEM BHJICOIHOCKONMYECKUX TexHomorui narmeram ¢ MJ1/I/M/Ib B HeaOynaTopHoOit
CTaJIu{, UMEIOIIIUX UCKPUBJICHHE MO3BOHOYHOTO cTon0a 20-30°, He gocTurmux mybeprara u He
nostydasiux tepanuio I'K, ¢ nenpto ynydmenus kauectsa xu3Hu [39,69,70].

Yposens yoenureabHocTH pekomMenaanui — C (ypoBeHb JOCTOBEPHOCTH 10KA3aTeJIbCTB — 3)
KomMmeHTapum: y oannoul epynnel nayuenmos OaHHAs Onepayus seisaemcs yeiecooopasHoll 8
CBA3U C BbICOKUM PUCKOM Npocpeccuposanus ckoauosa. Ilepednuii cnonounooes Kak npaguiio He
mpebyemcs, max Kak CNOHOU100e3 00blYHO NPOBOOSIM 680 8MOPOU 0eKade, K020d 0XCUOaemcs

He3HAYUMEIbHbLU OONOIHUMEIbHbLL npOdOﬂbelﬁ pocm nO360HOYHUKA.

o Pexomenayercsi u3beraTb XHPYpPIUYECKHX BMELIATEIbCTB, HANPABICHHBIX Ha KOPPEKIHUIO
KOHTPAaKTyp, 3a HCKIIOUYEHHUEM CIEAYIOIIUX CIy4daeB: HaJIM4Yhe BBIPAXXEHHOTO OO0JIECBOrO
CHUHIpPOMA, HapyIIEHUE IETOCTHOCTH KOXKHBIX TIOKPOBOB, BHIPAXKEHHOTO TUCKOM(OpTa B CBA3HU C
HEMpPaBWIbHBIM TO3ULIMOHUpPOBaHKeMYy nanuentam ¢ MJI/I/M/Ib Ha mo3anelr amOynaTopHOi
CTaJUH C LEJIbI0 MPO(PUIAKTHKHN OCIONKHEHUH U YXYALUICHUE COCTOSIHHUS OIOPHO-ABUTaTEIbHOIO
annapara [39,70].

Yposens yoenureabHocTH pekomMenaanui — C (ypoBeHb JOCTOBEPHOCTH I0KA3aTEJIbCTB — 5)

* PekomeHayercs onpeaensaTh MOKa3aHUS K MPOLEAYpPEe UCKYCCTBEHOTO KPOBOOOpAIICHUS W/UITU
TpaHcIaHTauu cepana namuertTam ¢ MJI/MJIb ¢ ObICTpo mporpeccupyromei cepaeuHoil

HezpoctarouyHocThio 70 -1V QyHKIMOHANBHOTO Kiacca W PE3UCTEHTHOCTBHIO K MPOBOAMMOM
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Tepamuu C [ENbI0 JICYCHUS KOHEUHBIX CTaIUil CepIYeHONM HENOCTATOUYHOCTH, YIYUIICHUS
MIPOTHO32a U KauecTBa xu3Hu [28,83-93, 135].

YpoBeHb yoenuTeJbHOCTH peKoOMeHAanuil — B (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJLCTB — 3)

Pexomenayercsi mpuMeHEHUE TOTAILHON BHYTPUBEHHON aHectesuu mnarientam ¢ MJI/M/Ib
IpH MPOBEIECHUU XUPYPTUYECKOTO BMEIIATENBCTBA C IENbI0 MPO(UIAKTUKA BO3HUKHOBEHUS
OCJIOKHEHUH BO Bpems Hapko3a [39].

Yposens yoenureabHocTH pekomMenaanuii — C (ypoBeHb JOCTOBEPHOCTH I0KA3aTEJbCTB — 5)
KomMmeHTapum: npumenenue KoOMOUHUPOBAHHO20 IHOOMPAXEATbHO20 HAPKO3A NOBLIUUAEM PUCK
paszsumusi paboomuonuza u eunepkaiuemuu. Ilpumenenue cykcamemonus xaopuoa™** oanuwvim
nayueHmam cmpo2o npoOmuBoNnOKA3aHo (803MONACHO pazeumue pabooMUOIU3A U cUnepraIuemulL)
[82]. IIposedenue pezcuonapHuvix mMemooos anecmesuu (IMUOYPATbHASL aHecme3usl, CHUHANbHAS
anecmesus, CRUHANLHO-INUOYPATLHAA AHeCme3us) Modxcem Oblmb 3ampyOHeHO B6Cle0Cmeue
UCKpusieHus no380HoYHuKa. Ileped n0b6bIM Xupypeuueckum 6meulamenbCmeom Heooxoouma
KOHCYIbMayusi pada-nyibMOHONI02A U 8pa4a-Kapouoio2a/paia-oecmrkoeo kapouoioza. Kpove
moz2o, Heobxooumo obpamums GHuManue, umo y nayuermos c¢ MI/MJIB noevluen puck

paseumus cepdelmoﬁ U ObIXamebHOU HedOCMAMOYHOCMU 60 eépems u nociie onepayuu.

3.5. [HajsimaTuBHAS MeAUIMHCKAS TOMOIIDL

THannuamuenas nomowp — nOOX00, Yenbio KOMOPO20 ABNAEMCA VAyUuleHUue Kavyecmed

JHCUBHU NAYUEHMO8 U HYNEeHO8 UX ceMell, OKA3ABUUXCA Nepeod JUYOM YePOoACAIOue20 IHCU3HU
3abonesanus. dma yeib 00CmMuaemcs nymem npeoynpelcoeHus u obaecdenus cmpaoaHuti
Onazooapsi panHemy 6blAGIEeHUI0, MUAMENbHOU OYeHKe U KYNUposamuio 00au u Opyaux
MALOCMHBIX (DUIUYECKUX CUMNMOMOS, a4 MAKICe OKA3AHUIO HNCUXOCOYUATbHOU U OYXOBHOU
noooepoicku [144]. Inaenas 3adaua naiiuamuHou nomMowu — Oocmudicenue, no00epIHCKd,
coxpanenue U NOGvlUEHUE, HACKOILKO MO 803MONCHO, Kauecmea dxcuznu nayueuma. OOHako
onpedenums, Ymo maxKoe «Kauecmeo HCUsHU», MOAHCem MOoabKO CamM NAYUEHM, HYHCOAIOWUNICS 8
nannuamugnon nomowu [145]. Bascno me npomusonocmaenime NAaiiuamueHylo NOMOWsb U
akmueHoe (UHmepeeHYUoHHoe) ledenue, a 63auUMHO UX OONOTHAMb.
Pexomenayercss oxa3aHue JOCTYNHOM NAUIMATUBHOM MEAUUMHCKOM TNIOMOIIM JETSIM C
MJI/M/Ib, KOMIUIEKCHO OCYIIECTBISIEMON COTPYIHUKAMH MEIUIIUHCKUX OpPTaHMU3AlMid W HX
MOJIPa3ICIICHUH, OKA3bIBAIOIINX CICIHATHM3UPOBAHHYIO MAJUIMATHBHYIO MEIUIIUHCKYIO MTOMOIIIb
JCTSM, B PETYJIIPHOM B3aUMOJICHCTBUU C CEMbEH I 00CCIeUeHUs OTPEOHOCTEH MaIeHTa 1
€ro 3aKOHHBIX MPEJICTABUTENICH Ha pa3IMYHbIX dTanax 3adoneBanus [142, 146, 147].

Yposens yoeaurenbHocTH pekomMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB — 5)
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PexoMenayercsi BCceM JIETSAM C MPOTPECCHUPYIOLICH MbIIICYHON auctpoduer [lromenHa u
nporpeccupyronieid  MeledHo  nuctpodueit  bekkepa, HyXIalomMMCs B OKa3aHUU
NaJUIMATUBHOM MEIMIMHCKOM IIOMOIUM, IPOBOJUTH IATPOHAX BBIC3JHOM IATPOHAXKHOU
Opurazoil oTJe’aeHus BbI€3JHON MAaTPOHAXKHOW NaJNIMATUBHOW MEAUIIMHCKON MMOMOIIM AETSIM C
LEJIbI0 OKa3aHUsl NAJUIMATUBHON CHEUATU3UPOBAHHON MEIUUMHCKOW moMomu aetsm [148-
150].

YpoBeHns yoeaureabHocTH pekoMeHaanuii — C (YpoBeHb JOCTOBEPHOCTH I0KA3ATEJbCTB — 5)

4. MeIII/IIII/IHCKaﬂ peaﬁn.ﬂnTauuﬁ, MEANIHNHCKHUC IIOKA3aHUA U
MNPOTUBOIIOKA3AHUA K IPUMCHCHHUIO METOAO0B peaﬁunnTaunn

B Hacmoswee 6pems 00KA3aHO, YMO pe2yIApHAs YMEPeHHAs (u3uueckas HaepysKa,
Quszuueckas mepanus u peabUIUMAyUs NAYUEHMO8 CHOCOOHbI UZMEHUMb MPAeKmopuio
ecmecmeennoeo mevenuss MII/MJIB: npoonums cnocobHocms K camMOCmMOSmMenbHOMY
nepeosudNCenulo, npedomspamums pa3eumue MmaNHCeablX UHBANUOUSUPYIOWUX KOHMPAKMYP U
OCNOJHCHEHUU, NOBbICUMb NPOOOINCUMENLHOCMb U KAYECNE0 HCUSHU NAYUEHMO8, YIVUUUMb UX
DyHKYUOHATBHBIL U coyuanvhbll cmamyc. Peanuzayus 5motl KOHYenyuu 803MONCHA MOIbKO 8
Gopmame nepcoHaAnU3UPOBAHHOU PUULECKOU MePanul U peaduIumayuu.

Llenu HeoOX00umo onpedenimv KAk NpU NOBCEOHEBHOU pabome ¢ pebeHKOM
(peabunumayusi 00PA30M JHCUSHU — MO20Ad MO COBMeCmHAs paboma 8paya u3uuecKkol u
PeabunumayuoHHol  MeOuyuHsbl (6paya Nno  MeOUYUHCKOU peaburumayuu Ui  6paua,
BbLINOIHAIOWE20 €20 (YHKYUIo (Cneyuanucma no MeOUYUHCKOU peabuiumayuu). epaya no
neuebHou  uskyrbmype,  6pada-gusuomepanesma, 8paua-pegiekcomepanesma, 6paya-
Mpasmamonoza-opmoneod, 8paia-Hespono2a u op.), pooumenell u uHo20a camoz2o pebenka) —
bonee 00120CpOUHbIE Yenu, MAK U C KancoblM NPUxo0omM pebeHKa Ha Kypc peabuiumayuu 6
PeabunumayuoOHHbIl YeHmp — KpamKoCpouHbvle U OMCPOYeHHble Yeill.

Peabunumayus nayuenmos ¢ M/I/MJ[b — kasicooOHesHas MHO20IemHss pabOmMa cemMbl.
Meouku mozym oyeHums cocmosiHue, 3a0amsv 8eKMOp OBUNCEHUS, COCIABUMb CRUCOK NPOYEOYp
u obyuums, HO o00s3amenbHa KaANCO0OHesHas paboma cemvu. Heobxooumo ecemepHo
nO00EPIUCUBAMD CeMblL C MeM, CMOo0bl OHU NOHUMAIU He0OX0OUMOCb elCeOHe8HOU pabombl ¢
pebenkom u 0enanu HazHayeHuvle npoyedypul 6e3 ouUOOK.

Hna oxazanus O0aHHO20 6uU0a NoMOwU mpedyemcs yyacmue 6paia @u3u4ecKol u
PeaduumayuoHHoOU MeOuyunsl, 8pavya no MeOUYUHCKOU pedabuiumayuu uiu o0py2o2o epaud,

BLINONIHAIOUIE20 (PYHKYUIO CHeyuarucma no MeOUyuHcKou peabunumayuu (8pai no jieyedOHol
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@uskynemype, 8pau-ghuzuomepanesm, spau-peg.iekcomepanesm, pai-mpagmamono2-opmoneo,
epaua-Hesponoz u O0p.). Bpau ¢usuyeckoi u peaburumayuoHHou MeouyuHsvl, 6pai no
MEOUYUHCKOU  peabunumayuy uiu 6pay, GbINOIHAWUL €20 QYHKYUIO, 0oCcywecmeniem
MOHUMOpUHE U  NPUMEHeHUue NPOSPaMM peadunumayuu, ad0anmayuro/Hacmpouxy noo
UHOUBUOYATIbHBle  nompeOHOCmU — nayuewma 6  coomeemcmeuu ¢ MeocOynapoouoii
Kaaccugurayuell @OYHKYUOHUPOBAHUA 8 3dGUCUMOCMU OM cmaouu 3a001e6aHus, YpPOBHs
MoburbHOCMU u HAIU4Us/0Omcymcmeus. COnymcmeyouux 3abone6anuil
[https://'www.parentprojectmd.org/care/care-guidelines/by-area/physical-therapy-and-
stretching/].

Ilpu  neobXoOumocmu K  KOHCYILIMUPOBAHUIO U  PeaAOUIUMAYUOHHOU — NOMOWU
NOOKNI0UAemcs 8pay 8pai-Hetupoxupype, 8pai-cypoono2-omopuHoiIapuHeoi0e, a maxice i1020neo,
Odehexmonoe u Opyeue cneyuarucmol NPU HeOOXO0OUMOCHIUL.

Hayuenmam ¢ MIA/MJIB neobxoouma noooepicka MAaKcuMaibHO20 YPOSHS (DYHKYUll
CKeemHO-MbluedHo20 annapama Ol NPeOynpedcOeHUus U  MUHUMUZAYUU — 8MOPUUHBIX
0CNOJCHEeHUU (pazeumue KOHMpAKmyp, MulUEYHbIX ampoghuil, KOMREHCamopHou Oegopmayuu
cKenema, ocmeonenuu, ocmeonopo3sa). Ilokazanul pe2ynapHvie ymepenHule puzuyecKkue Hazpy3Ku.
IIpu npoeedenuu peaburumayuoHHbIX MepoOnpuamull uzbe2ams Ype3mMepHbiX (MAaKCUMALbHbIX)
HA2py30K, IKCYEHMPUYECKUX YAPANCHEHUL ¢ 8blCOKUM conpomuénenuem [106].

Memoowr peadbunumayuu MI/MJIE densmcsa na Hemexuuueckue (K HUM OMHOCAMCA
Qusuueckas mepanus: JneveOHas Qu3KyILMYpa, xoovba, niasanue, Gerocuned u op.) u
mexHuyeckue (opme3uposanue KOHeYHoCcmell), a makdce mexanuieckue u pooomusuposanHvle
Memoovl (MexaHomepanus, 6epmMuKaiIU3ayus, npuMeHerHue peadulumayuoHHbIX MpPeHadcepos).
IIpu nposedenuu peaburumayuoHHbIX MEPONPUAMUL HEOOXOOUMO:

. cmapamecsi  6CMpoums — PUIUYECKYI0  mepanuto U - pezyisapHvle  QUIUYECKVIO
AKMUBHOCMb 8 NOBCEOHEBHYI0 AKMUBHOCMb pebeHKd, chopmMupoeams HA UX OCHOGe
06pas e2o JHcusHu,

. VUUMbIBAMb, 4MO OOMUHUPYIOWUM CUMNIMOMOM y Oemell A61Aemcs YCmaiocms, d
3HauUm pacnpeoenams Qu3UYecKyIo HAZPY3KY HA 8eCb 0eHb — KHOHEMHOZY, HO YACMO»,

. oelicmeogams  YApexcoarnwum o00pazom — Ccmasumes yeau peadurumayuu Ha
Onudicatiuiue HeCKOIbKO Mecayes neped C Y4emom meKyue2o CKelemHo-bluledHo20

cmamyca nayueHma u npoSHO3UPYeMblX YXyOuleHUl.

B 3asucumocmu om eedywjux Kaunuyeckux cumnmomoe nayuenmam c¢ M/U/I/M/Ib

mozym Oblmb HA3HAUEHDL pasjiuinsle peaéuﬂumauuormbw npozpammal.
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1) Memoowl ¢husuuecxoii peabunumayuu:

aKmueHoe U NAaccusHoe pacmasueaHue (camocmosmenvHoe U ¢ HOCHMOPOHHEU
nomowvio) 5-6 pas é neoento He menee 60 CEKYHO HA KAHCOVIO MbIULEUHYIO SDYRNY;

OUMenbHOe 8bIMSNCEHUE C UCNONb30EAHUECM NO3UYUORUPOBARUA, WUHUDOBAHRUA,
opme3uposaHue u meﬁnupoeaHue;

NPUCNOCOOIeHUsL O 6EPIMUKANUZAYUYU (8EPMUKATUIAMOD, KPOBAMb-8EPMUKAIUZAMOD,

napanoouym-8epmuKaiu3amop), Xxoobowvl u opmoneouyeckas 00y8s;

KUHe3Uomepanus, 8 mom ducie cUOpoOKUHe3omepanus (niasanue npu memnepamype
60061 30-33°C  (onmmumanvHvle memnepamypHvle paMKu Ol HAUTYYULE2O
Mmemaboauzma moiuy).) (Jlewebnas guskynemypa 6 baccetine, Iuopoxunezomepanus
npu 3abonesanusx cepoya u nepuxapoa, luopoxunezomepanusi ¢ UCNOIbIOBAHUEM

NOO0BOOHBIX MPEHANCEPOB NPU 3A001e8AHUAX cepoyd U nepuxrapoa);

mexanomepanus, be3Hnazpy3ouHvle MOMOMemoobl (mexanomepanus,
POOOMU3UPOBANHASL MeXaHOmMepanus, annapamHsle cmamo-KuHemudeckue Hazpy3Ku,
JleuebHas Qu3KyIbmypa ¢ UCHONb308aAHUEM MPeHadxcepd, 1e4eOHAs. MeXaHomepanus 6
600e), MPeHUPOBKU C OUONOSUYECKOU 0OPAMHOLL C853b10 NO KOOPOUHAYUU OBUNCEHUL
(cmabunoniamgopma) 015 noOdepHCcanus PYHKYUOHATbHBIX 803MONCHOCMEL MbIULY U
Vayuuenuss Koopournayuu osudicerutl (Tpenuposka ¢ 6uono2uyeckoii 06pamHoll ce:13vio
nO ONOPHOU peaxkyuu, YAPAadCHeHus JiedeOHOU QU3KYIbmypsl € UCNOIb30BAHUEM

NOO0BECHBIX cCUCmeM, UMumayus xoobowl co cmadbuiuzayuet, baiancmepanus),

2) @usuueckue macpysKu: 01a NpPeoOmMEpaujenus ampouu u GMOPUYHLIX OCIOHCHEHULL

nayueHmvl ¢ COXPAHHOU CHOCOOHOCMbBIO K CAMOCHOSMENbHOMY NepeOGUIICEHUI) U
nayuewmvl HA pamHell cmaouu Nomepu  CNOCOOHOCMU K CAMOCMOSMENTbHOMY
nepeosuUIICeHUr0  OOJIJICHbL  Pe2VISIPHO — 3AHUMAMbCS  YKPenjienuem  Mululy 6
cyomMakcumanvHom (neekom) pesicume nood HabIoOeHueM UHCMPYKMOPOo8, MeOUYUHCKO20

nepcoHana unu 00y4eHHvlx pooumereti;

3) neuebnasn ¢uskyromypa (neyednas GuzKyrbmypa npu 3a001e8anHUAX cepoyad u nepuxapod,

UHOUBUOYATIbHOE 3aHAmuUe JleyeOHoU QU3KYyIbmypou npu 3a001e8anuix cepoya u
nepuxapoa, 2pynnogoe 3amsmue JeweOHol Qu3KyIbmypol npu 3a601e8aHusx cepoya u
nepuxapoa, Jae4ebHas QuU3KYIbmypa ¢ OUONI02UYECKOU O0OpPAMHOU  C853bl0 NpU
3aboneeanusx cepoya u nepuxkapoa, JnedebHas @OUIKYIbMYPA C UCHONb30BAHUEM
MpeHadicepos npu 3a00J1e6aHUsX cepoya U nepukapod, MpeHupoeKa ¢ OUONO0SUYECKOU
0OPAMHOLL 653610 NO CRUPOSPADUUECKUM NOKA3AMENIM Npu 3a001e8AHUAX cepoya u

nepuxkapoa, mpeHuposKa ¢ OUON0SUHeCKOU O0OPAMHOU C643bI0 N0 2eMOOUHAMUYECKUM
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nokazamensim (apmepuanivHoe OasleHue) npu 3ab601e6anusx cepoya u nepuxapod,
JeyedHas QusKyIbmypa npu 3a001e8anHUiAX OPOHX0e204UHOU cCUcCmemMbl, UHOUBUOYATbHOE
3anAmue neyebHol PusKyILMYpol npu  3a001e6aHUsX OPOHXONE20UHOU CUCEMDL,
2pynnogoe 3amsmue Je4eOHOU OUIKYILbMYPOU Nnpu 3a001e6aHUsX OPOHXO0NE20UHOU
cucmemvl,  MexaHomepanusi  npu  3a00NeBAHUSX  OPOHXONE20UHOU  CUCHIEMbI,
mexamomepanusi H4  APOCMeENWUx — MexXaHomepanegmuyeckux — annapamax — npu
3a0071e6aHUAX ~ OPOHXONE20YHOU  CUCmeMbl,  Mexanomepanus  HA  OIOKOBbIX
MeXaHomepanesmu4eckux annapamax npu 3a001e8aHUSIX OPOHXONIE2OYHOU CUCEMDL,
neyedHas Quskyrbmypa ¢ OuoI02u4ecKolu O0OpamHOlU  C643b10 NpU  3a001e8aAHUSX
OPOHXONIe20UHOU  CUCMEMbL, MPEHUPOBKA ¢ OUONIO2UHECKOl O0OpAMHOL  C8:3b10 N0
OuHamozpaguueckum noxazamenim (no cuie) npu 3a001e6aHUsX OPOHXONIELOYHOT
cucmemvl, MPEeHUPOBKA ¢ OUOIOSUHECKOL 0OPAMHOLL C8513b10 NO ONOPHOU pPeakyuu npu
3a0071e6aHUAX OPOHXONE20UHOU CUCTIEMbL, MPEHUPOBKA € OUONOSUYECKOU 00pamHoll
CB53b10 NO NOO0SPAPUUECKUM NOKAZAMENAM NPU 3A001€6AHUAX OPOHXOIE2OUHOU CUCTIEMbI,
MPEHUPOBKA ¢ OUONOSUYECKOU OOPAMHOU C653bI0 NO KUHE3UOIO2UHEeCKOMY 00pazy npu
3a0071e6aHUSAX OPOHXONE20UHOU CUCTEMbL, MPEHUPOBKA € OUONOSUYECKOU 00pamHoll
CBA3bI0 MO CRUpOcpapuUYecKuM NOKA3amenim npu 3a001e6aHUSX OPOHXO0NE20UHOU
cucmemvl, MPEHUPOSKA ¢ OUONOSUYECKOU OOPAMHOU C853b10 NO 2eMOOUHAMUUECKUM
nokazamensim (apmepuanvrHoe 0agieHue) npu 3a001e6aHUsAX OPOHXONE20UHOU CUCTIEMbI,
Jleuebnas usKyIbmypa ¢ UCHOIb308AHUEM ANNAPAMO8 U MPEHANCEPOs NPU 3aD0e8aAHUAX
OpoHxonecounol  cucmemvl  jewebHas — QusKyibmypa npu  agazuu,  Ouzapmpuu,
UHOUBUOYATIbHOE 3aHAmUe le4yeOHOU PU3KYILbmypol npu apazuu, ouzapmpuu, mpeHuposKa
¢ OuonocUYecKoll 0OpamHoll C65A3bl10 NO dleKmpomuospaduu npu agazuu, ouzapmpuu,
MPEHUPOBKA ¢ OUONIO2UHECKOl O0OPAMHOLL CB53bI0 NO 3INeKmpodHyedanoepaguu npu
agazuu, ouzapmpuu, MPEHUPOBKA ¢  OUONOSUYECKOU  OOPAMHOU  C653bI0  NO
cnupoepaghuieckum noKazamensim npu aghazuu, OU3apmpuu, mpeHuposKa ¢ OUOI0SUYECKOU
0OPAMHOLL CB53bI0 NO 2eMOOUHAMUYECKUM NOKA3aAmenam (apmepuanvhoe odeienue) npu
aazuu, Ouzapmpuu, aeuebOHas QuzKyrLMYPA Npu  ouc@azuu, MpPeHUpPosKa
ouonoeuueckou 00pamuol ceA3bl0  No  dnekmpomuozpaguu  npu  oucgpacuu)[107];
B0CCMANHABIUBAIOUUE YAPAICHEHUS PEKPEAYUOHHOU HANPABIEHHOCTIU,

4)Jloconeduueckue 3aHamus NPU HATUYUU HAPYUWEHULL pedl, 2TIOMAHUS, HCeBAHUS, CATUBAYUL,

5) Cypoonocuueckoe conpogodicoeHue npu HapyuweHuu cLyxa,

6) depexmonocuueckue 3auamus npu HATUYUU KOCHUMUBHBIX HAPYUEHULL,

7) @uzuomepanesmuieckue Memoobl peaduiumayuiL:
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*  JIOKanbHble — Meniosvle  Npoyeoypvl  (annaukayuu — o3eKepumd, — napagumua,
banvHeonpoyeoypvl, MepMaibHble BAHHOYKU), HANPUMED, NAPADUHO-030KePUMOB8as
annaukayus, 8o3oelicmaue napapuHom Ha KUCMU ULU CIONnbl (napagunosas 6aHHOUKA),
8aHMbI MUHEPAbHbIE ledebHble)

*  uenopeghnexcomepanus
8) Xupypeuueckoe emewamenbcmeo nNpu HAIUYUU CKeLemMHbIX Oeghopmayuii  (COeAaACHO
€cOOMBemMcmayIouuM KIUHUYECKUM PEKOMEeHOayusam) cm. pazoen 3.4.

9) Bcnomozamenvhuvle npucnocodienus 05 KOMReHcayuu QyHKYuil u a0anmayuu:

*  Kpeclna-KoNACKU,  Ynpaeisemvle  NAYUEHMOM,  KpeCla-KOMACKU,  Yhpasisembie
RAYUEHMOM/CONPOBOAHCOAIOUWUM TUYOM (DYUHBIE KPeCaa-KONACKUY),

*  Kpecna-KoACKU, c 9/IeKmpoosucamenem, yhpasnsemvie
RAYUEHMOM/CONPOBONHCOAIOUWUM TUYOM (MOMOPUIUPOBAHHBLE KPECAA-KOMACKU),

*  Kpoeamu ¢ 31eKmponpusooom adanmayuoruvle, Kposamu a0anmayuoHHbvle ¢ PyUHbIM
yhpasneHuem, Kposamu OONbHUYUHbIE MeXaHnuueckue, Kposamu OONbHUUHbIE C
2UOPABIULECKUM NPUBOOOM, KDOBAMU OOIbHUUHbIE CIMAHOAPMHbLE C 2NEKMPONPUBOOOM
(asmomamuyecku pecynupyemvie kpogamu) [108].

Ilpu  gopmynuposanuu peabunumayuonnoeo ouacnosa no MK® u paspabomke
UHOUBUOYATILHOU  PeabUTUMAYUOHHOU NPOSPAMMbL  8ANCHO PAHICUPOBAMb NAYUEHMOE NO
cmeneHu MOOUILHOCTUL:

*  X00sayue (amoOyiamopHas cmaous,)

*  cuosayue (panHss HeamOy1amopHas cmaous),

*  Jexcaque (no30HsAs HeamOyIamopHas CMaous).

Hannas ¢ynkyuonanvhas kiaccugurkayus no3eojsem KOHKPEemusuposams 3a0ayu
peabunumayuu 01 onpedereHHo20 NAYUeHma ¢ y4emom e20 603MONCHOCIeEll U NoOmpeoHOCmell.

Pezynapno npogooamcs: pusuomepanesmuyeckue npoyeoypuvl, Maccaxic, JjaededHas
@usKkyremypa, 1020neous, pecnupamopHas mepanusi (ObIXamenbHds UMHACMUKA), 0OyyeHue
CAMOOOCTYHCUBAHUIO U  UCNOTIL3OBAHUIO BCHOMO2AMENbHBIX NPUCNOCOONeHUll (3a8ucum om
sospacma pebenxa). Ilo nokazanusm — 3auAMUsA ¢ J1020NE0OM, BPAYOM-CYPOOTIOCOM-
OMOPUHONIAPUHSOTIO2O0M,)

Heunsazusnas pecnupamopuas noooepicka (co30anue noiodcumenbHo20 0aeieHus Ha
evidoxe) — npu pazsumuu eunoxcemuu. Cnedyem o00yuums pooumeneil pabome ¢

omkKawjaueamenem uiu MeuuxKom AM6y
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bonvwoe 3nauenue umeem npagunvhviii 00pa3s JdCU3HU ¢ AOEKBAMHBIM PACHpeOeleHuem
HA2PY30K, 3AHAMUAMU Je4eOHOU (DU3KYIbMYPOU NOO KOHMPOLEM UHCMPYKMOPA No 1eYeOHOl
Guskynemype.

Hounvie wunvl (201eHOCmontble mymopul uiu opmesvl) npe0Omepawam pasgumue
KOHMPAKMYp 8 20JIeHOCMONHOM CyCmase.

Ilocne nomepu cnocobnocmu nepedsueamspCsi, MOJICHO UCHOIL308AMb OHEGHBLE UWIUHDB, HO
MOALKO He 0I5k NAYUEHMO8, KOMOopble euje MO2ym X00Umb.

Jnunnvle wunbl 0151 HOZ (KONEHO-20€HOCMONHble Opme3bl (opme3vl Ol HUCHel
KOHEYHOCMU)) UCNONL3VIOMC 8 Nepuood, Ko20a OYEeHb CILOJNCHO UTU HEBO3MONCHO XOOUMb.
IIpumenenue maxux opmes08 MOANCen NPedomspamunmsd 0eopmMayuo cycmagos.

Vempoiicmea 0na  co30anusi cmosue2o NONONCEHUs. (8ePMUKANUZAMOPbI, Kpecad ¢
INEKMPUUECKUM NPUBOOOM, NPUCHOCOONEHUs 05k NOMOWU NPU 6CMABAHUN) PEKOMEHOVIOMCS 8
cyuae, Koe0a NAYUEHM yaice He MOJCen X00Uumb.

Ilpu nosenenuu ceubamenvbHvlx YCMAHOBOK U MY20NOO0BUNCHOCMU 8 RNAIbYAX PYK
NPUMEHSTIOMCS NOOOEPACUBAIOuUe UUHBL O/ KUCMU (Opme3bl 0151 6epXHell KOHeYHOCU).

Pecynaproe nabarooenue 3a ocankoii: npedynpexcoerue GopmMuposanuus CUMMEMPUYHBIX
KOHMPAKmMyp y RAyuenmos, Komopbvie CHOCOOHbL NepedsueamspCs, NPasuibHds No3a CUOCHUs 8
Kpecie-KosicKe, KOmopas Nnoooepiucusdaem NO3G0HOYHYIO U MA308YI0 CUMMEMPUIO, d MAaKice
sbImsicUBAHUE NO360HOUHUKA. Hcnonb3oeanue ghuxcayuu no360HOYHUKA (NPpUMEHeHUe KOPCenos)
He AGISAemcsi  ANbMEepHAmugou  Oisl  NpoBedeHus U  OMKIAObIBAHUS.  XUPYPSUHECKO2O
eMeuamenbcmed, Ho MOJNCEeN NPUMEHSMbCS 8 CYYAsX, KO20d XUPYPSUHeCKoe 8MeuamenbCmeo

HEB0O3MOIICHO UU euye He 8bl6paH ONMUMAIbHBIL MEMOO €20 npoeedeﬂuﬂ.

Pexomenayercss npuem (OCMOTp, KOHCYJIbTalMs) Bpada (hU3NYECKOW M peabMIUTALMOHHOM
MEIMLMHBl WM Bpaya, BBIIOJHAIOUIETO ero (YHKIHIO (CIeIUaTucTa MO0 MEIUIHUHCKOM
peabmwinTanMu: Bpada 1O JiedeOHOM (PU3KYIbTYpe M JAp.) HEPBUYHBIM M MOBTOPHBIA BCEM
naruenTam ¢ MJIJI/M/Ib ¢ nenwio coctaBneHus miana peadwmmranuu [109].

YpoBeHnnb yoenurteabHoCcTH pekoMenaaumnii — C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 5)
KomMmeHTapum: 6 3agucumocmu om nokazanuii MO2ym NPUMEHAMbCA Memoobl, NepeducienHble

6 Hadane paadejza.

PexoMeHayOTCA MEPONPHUATHSA MO AJANTALMU K YCIOBHSM MaKpOCpEIbl BCEM IAllMEHTaM C
MIJI/M/Ib, uMmeronuM JBUTATEIbHBbIC HAPYIIEHUS, C LENbI0 IMOBBIIICHUS KAauyecTBA KU3HU
[110,111].

Yposens yoenureabHocTH pekoMenaanui — C (ypoBeHb JOCTOBEPHOCTH 10KA3aTEJIbCTB — 5)
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KomMeHTapuu: neobxooumsl meponpusamus no aoanmayuu oomauinel (u op. okpyicarowetl)
obcmanosku 0l 0becneyenus MAKCUMATbHOU — He3A8UCUMOCU  NAYUEHMO8 3d  cHem

bezonacnocmu u OOCMYRHOCIU 8CeX He0OX0OUMbBIX UM CPEOCS.

Pexomennyercss Bcem mnammentam ¢ MJIJI/MJIB npoBoauTh NpPOQHUIAKTHUKY pPa3BUTHA
KOHTPAKTYp C LIEJIbIO YIyUllleHUs1 KauecTBa ku3Hu. [1,2,111]

Yposens yoenureabHocTH pekomMenaanui — C (ypoBeHb JOCTOBEPHOCTH I0KA3aTEJIbCTB — 5)
KomMmeHTapum: neobxooumo nposedenue pe2yiapHulX npoguiamuieckux pacmsaicexk 4-6 pas 6
Heoento 8 obacmu 100vlceK, KoleH u bedep, 3anicmull, pyk u weu. Odbyuenue pooumene u
nayueHmo8 NPasuibHOMy 8bINOJIHEHUIO PACANCEK OONHCHO NPOBOOUMBCS 6PAYUOM PUULECKOU U
PeadbunumayuoHHol MeOUyunsbl U 8PAYOM, BbINOIHAIOWUM €20 (QYHKYUuio (cneyuaiucm no
MeOUYUHCKOU peaburumayuu, 8pay no ieyeOnol husKyibmype), nocie 4e2o OaHHble YNPalCHeHUs
denaromces Ha pe2yisApHoll ocHose. Pecynaproe u npaguibHoe 8bINOIHEHUE PACMANCEK ABIAEMCA

BAdNCHEUUM YCI08UEM NPOPUIAKMUKU PAZGUMUL KOHMPAKMYD.

Pexomennyertest Bcem nanuentam ¢ M/1JI/M/Ib ucnions3oBanue opTe30B ISl BEPXHUX M HUKHHIX
KOHEYHOCTEH (0pTe3 JUIs JIOKTS/3aIsICTh/KICTH PYKU U OpTe3 I Oeapa/KoJIeHa/TOIEHOCTOITHOTO
cycraBa/cTombl) W/wWiM IHH (IIHHA C TOJUIOKKOW, MHOTOPa30BOTO HCIOJIB30BAHUS) IS
MOAJIEPKaHUsl, IPABIIBLHOTO TIOJIOKEHUS CYCTaBOB U MPABUIIBHOTO MO3UITMOHUPOBAHHUS C IIEIBIO
npenynpexaeHus GopMupoBanus KOHTpakTyp [1,2,71,72]

Yposens yoenureabHocTH pekoMenaanui — C (ypoBeHb JOCTOBEPHOCTH I0KA3aTeJIbCTB — 5)
KommenTapum: opmesvl npeocmasnsiiom coboll mexuuueckue cpeocmed peadurumayui,
ucnoavsyemvle 0/ USMEHEHUs CMPYKMYPHbIX U (DYHKYUOHANbHLIX XAPAKMEPUCTNUK HEPEHO-
MbIUEYHOU U CKeNemHbIX cucmem u obecneuusaiowjue, 6 3A8UCUMOCIU OM MeOUYUHCKUX
NOKA3aHULL, OPMONeoUudecKyro KOppeKyuro, pasepysKy, Qukcayuio, akmusuzayuro 08UameibHbix
@yuxyuil. CymmapHoe 8pems HaxodcoeHus 6 opmesax 0isi aMOyIamopHuIX NAyUeHmos — 5 pas 8
Hedenio 00 8-12 uacos 6 Oenb.

Opmesbl 00IIHCHBL U320MABTUBANBCA UHOUBUOYATILHO OJIA KAHCO020 NAYyUeHma nod KOHmpoiem
epaya ¢usuueckou u peaburumayuoHHoO MeOUYUnsl Ul 8paid, GbINOIHAOWE20 €20 QYHKYUIO
(cneyuanucma no MeOUYUHCKOU peabuiumayuu, epaiva no JjeyeOHoU Quskyremype). YV
amOy1amopHbIX NAYUEHMO8 NPUMEHAIOMCS 0TI PACMANCEHUS. 8 HOYHOE 8DEMSL.

IIpumenenue 201eHOCMONHBIX OpPME308 8 OHEGHOE 6PEeMs MONCem UCHOIb308AMbCA  OJis
PACMANCKY UTU NOSUYUHUPOBAHUS HA HeAMOYIAMOPHOU cmaouu 3a0071e6aHUs.

IIpumenenue KONEHHO-201€HOCIONHLIX OPME308 BO3MOJCHO 8 NO30Hel AMOYIamopHOU U

HeamoOyiamopHou cmaouu. Bo eépems neamOy1amopHol cmaouu mocym Oblmb UCHOIb30BANbI
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WUHBl  HA ~ 3anACmMbe  UAU  PYKYy O pACMAMNCEeHUs  ONUHHBIX U 3ANACHHbIX
ceubameneu/pazeubamenei nanvyes. CepuiiHoe 2UNCO8AHUE MONCEM NPUMEHAMbCA KAK Ha

amoOyIamopHoU, max u Ha HeamoOYIAMOPHOL CIMAOULL.

Pexomennyercsa nanuentam ¢ MIJI/MJIB paccMmoTpeTh Oka3aHue yCIyr HO MEIMIIMHCKOM
peabwidranuu  JOeTed ¢ HEHpo-OpTONEAMYECKOW MATOJOrMed MeToAaMu  JIeueOHOTro
TEHUIIMPOBAHUS C LIEJIbI0 YMEHBILIECHUS HArpy3KU Ha Mblnsl [112].

Yposens yoenureabHocTH pekoMenaanuii — C (ypoBeHb JOCTOBEPHOCTH 10KA3aTEJIbCTB — 5)
KommenTapuu: oannas memoouxa moscem ucnonvzosamscsy oemeu ¢ MIJI/MJIb. Teiin (nenma
aoze3usHas 01 KUHe3UOMeunuposanus) cnocoben npUHUMams Ha cebs 4acmo Hazpy3Ku Mululybl,

mem cambim 0amo novyecmeosaniob nauueﬂmypa60my ceoell MblUYybl.

Pexomennyerest mamuentam ¢ MJJI/MJIb, B 3aBUCMMOCTH OT CTENEHH MOOWIBLHOCTH,
NPUMEHEHHE PEeaOMIMTALMOHHBIX U aJalTUPOBAHHBIX JJIsl MHBAIMIOB MEIULIMHCKUX H3AETIHMA
(KpoBaTh-BEPTUKAIN3ATOP, NAPANIOANYM-BEPTUKAIN3ATOP) C LEIbI0 MAKCUMAIBHOIO COXPaHEHUs
BO3MOKHOCTH BepTukanuzaiuu [1,2].

Yposens yoenureabHocTH pekoMenaanuii — C (ypoBeHb JOCTOBEPHOCTH I0KA3aTEJIbCTB — 5)
KommenTapum: 011 gepmukanuzayuu mo2ym 0blms UCNOIb308AHbL. 8EPMUKAIUZAMOD, KPOBAMb-

8EpMUKANUZAMOP, NAPANOOUYM-8EPIMUKATUZAMOP U M. 1.

Pexomennyercs Bcem manuentam ¢ MJIJI/MJIb nedebHas ¢u3KysibTypa mpu 3a00JI€BaHUSAX
OpPOHXOJIETOYHON CHUCTEMBI/IbIXaTeIbHbIC YIPAKHEHHS, IpeHUpYIoue/Ieuednas Gpu3KyabTypa
npu 3a00JIeBaHUAX ceplilia U MEepUKaga C LENbI0 YIy4lleHUs (YHKUUU IBIXaHUS U CEeplIeHHO-
COCYAMCTOM CHCTEMBI, a TaKkxke o01ero ¢pusnueckoro cocrosuus [1,2,73,74,109].

Yposens yoenureabHocTH pekoMenaanuii — C (ypoBeHb JOCTOBEPHOCTH I0KA3aTEJIbCTB — 5)
KommeHnTapum: Heobxooumo uzbecamv — YNpasrCHeHuu €  BbICOKUM — CONPOMUBIEHUEM,
0053amenvbHo C1edumbp 3d bINOJIHEHUEM YNPANCHEeHUL 01 uzbedxcanus nepeHanpsicenus. Kpaiine
BAJICHO UMemb OO0CMAMOYHBIL OMObIX MedHCOY VNPAICHEHUAMU, a makdice CcoOn00ams
OCMOPOACHOCMb 6 OMHOWEHUU  NOMEHYUATbHO — CHUICEHHOU  KApOUopecnupamopHol
CNOCOOHOCMU U PUCKA  NOBPENCOeHUs  MblY  Oddxce Npu  Xopoulem — KIUHUYEeCKOM
@yHukyuonuposanuu. Bosmoodcnel makue akmuenocmu, Kaxk niaganue, e3oa Ha eenocunede [109,
111, 113]. 3anamus nnasanuem nonesuvl u npusmuvl nayuenmam ¢ MI/MJIB. Booa
Helimpanusyem Oeucmeaue CUibl pasumayuy Ha meio pebeHKa, Ymo no360asaem emy no-o0py2omy
nouyecmeogams ceoe meno. lliaeanue — xopowias a’pobHas mpenuposka. Omo eapuanm

akmuenot ieuebHou guskyromypsi 0as pedenxa ¢ MII/MIIB. Kpome mozo, niasanue nosviuiaem
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IMOYUOHANLHBIL  hon  Oemetl. Memoo He umeem abOCONOMHBIX NPOMUBONOKAZAHUN NpU
MII/MJIB. Ilepgvie HecKOMbKO 3aHAMUL OOIHCHBL NPOXOOUMb He MOIbKO C POOUMENSIMU, HO U C
UHCMPYKMOPOM, KOmopblll o6yuum pooumeneu. Ileped kadicovim 3ansmuem HeoOX00UMO

OYEHUmMb comamuveckoe 6ﬂa20n0ﬂyll1/l€ p€6€HKa.

Pexomennyercs namuentam ¢ MJIJI/M/Ib npu Hanuuuy peyeBBIX HAPYIICHUI peryJsipHbIC
3aHATHS C JIOTONEIOM, IPHU HEOOXOIUMOCTH — MpHeM (OCMOTp, KOHCYJIbTalus) Bpada-
CYpI0JI0Ta-0TOPUHOIAPHHTOJIOTa MEPBUYHBIA M TOBTOPHBIA (MIpH HEOOXOAWMOCTH) C IICIIBIO
JIMarHOCTUKH U KOPPEKIMHA CUMIITOMOB IIEPBUYHOI U BTOPUYHOM, 3aJICPIKKU PEUEBOTO Pa3BUTHH,
TaKUX Kak qu3apTpus, Ha pone 3a0oneBanus [2,75].

Yposens yoenureabHocTH pekomMenaanuii — C (ypoBeHb JOCTOBEPHOCTH I0KA3aTEJIbCTB — 5)
Kommentapuu:  Meouxo-noconeduueckoe  ucciedosanue  npu  oucaeuu,  Meduko-
Ji02onedudeckoe uccredosanue npu agazuu, Meduxo-nozoneduveckoe ucciedosanue npu
ouzapmpuu, Meoduxo-noconeduueckas npoyedypa npu oucgacuu, Meouko-r02oneduneckas
npoyedypa npu agazuu, Meoduko-noeoneduyeckas npoyedypa npu ouzapmpuu, Meduko-
JI020neou4ecKas MoHANbHO-pUmmuyeckas npoyeoypa, Meouxo-n1ozoneduueckas npoyeoypa

UCnoN1b306aHUEM UHMEPAKMUBHbIX LlquOpMClL}I/lOHHle MexXHON02UU.

Pexomennyrorcss Bcem mnauumeHtam ¢ MJIJI/MJIBb perynspHble 3aHATHSA € MEIUIUHCKHM
IICUXOJIOTOM, TP HEOOXOIUMOCTH, C LENbI0 KOPPEKIHH ICHUXOJIOTMYECKOTO COCTOSHUS IPH
HaJIMYUU MOKazaHuu [75].

Yposens yoenureabHocTH pekoMenaanuii — C (ypoBeHb JOCTOBEPHOCTH 10KA3aTEJbCTB — 5)
KomMmeHTapum: ncuxonocuueckas noo0epiHcKa AGIAEMC BANCHLIM INEMEHMOM YCHeUlHOU
coyuanruzayuu nayuenmos ¢ MII/MJIB. Kpome moeco, ona modxcem nompebosamvcs u
poocmeennuxkam nayuenma. Heobxooumo pecyiapHo npoooumv OYeHKY NCUXOJO0SUYECKO20
cmamyca nayueHma u e20 ONUSKUX, B08pPeMs OKA3bl8AMb NCUXON02UHECKYI0 nomowb. Ilpu
HeoOX00uUMoCmu ~ MeOUKAMEHMO3HOU — KOPPeKYUuu  NCUXUYECKUX — pACCMPOUCmE  00NHCEH

npuejekamoscs epavd-ncuxuamp.

4.1. Peadouauranug aMOvVJIATOPHLIX NAIIHEHTOB

s ambynamopuwix nayueHmos coxpaHaemcs NPUOPUMemHoCmy NPUHYUNOE Pe2YIAPHOU
VMepeHHOU Pu3uuecKol Hazpy3Ku U 6HeOpeHUsi U3ULecKol mepanuu 6 NOBCEOHEe8HYI0 HCU3HD
pebenKa ¢ yenvio yeeauueHus npoooIICUMeENbHOCMU AMOYIAMOPHO20 Nepuooa u NPoQPUIAKMUKY
BMOPUYUHBIX  OCNOJCHeHUU 3aboneeanus. Peabunumayuonnvie yenu O0ns  amby1amopHbix

nayuermoes.
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*  NOBbIUEHUS BLIHOCIUBOCU/MOIEPAHMHOCIU K (PUSULECKUM HASDY3KAM.

*  nogvliueHUe MOOUTbHOCHU NAYUEHMOS,

*  3aMmelNleHue  NpoOcpPecCUpOBaHUsl — MbIUEYHOU  criabocmu, nomepu  QYHKYuU U
gopmuposanus ampoguii bezoeticmausi;

*  yayuuenue YHKYUOHUPOBAHUS PYK U HO2,

*  co30anue Yciosutl Oasi pazeumusi U HOPMATbHO20 (DYHKYUOHUPOBAHUS GHYMPEHHUX
0p2an08 U NpedynpedtcoeHue CKOTUOMULEeCKol deopmayuu NO360HOYHUKA,

*  paspabomka cycmagos u npoPUIAKmMuUKa 00pa308anus KOHMpPAKmyp,

*  hopmuposanue u noddepicanue CUMMEMPUYHOCMU NO3bL;

*  NPoQUIAKMUKA U KOPPEKYUS KOCHUMUBHBIX U PEYEBbIX HAPYUEHULL

° O6yll€HU€ OBLIMOBLIM HABLIKAM U HABLIKAM CaMOO6CJZy9fCl/l661Hu}Z 6 cpe()e.

e Pexomenayercsi Jserkasi, yaoOHas, opTomeandeckas oOyBb aMOyJaTOPHBIM MAIMEHTaM C
MIJI/MJIB, ¢ nenbro o0aeryeHus JBUraTeabHoi aktuBHOCTH [111, 114].

Yposens yoenureabHocTH pekoMenaanuii — C (ypoBeHb JOCTOBEPHOCTH I0KA3aTEJbCTB — 5)

e PekomeHnayeTcs HCIONIH30BAHUE OPTE30B IS TOJEHOCTOMHBIX CYCTaBOB (B HOUHOE BpeMs)
COBMECTHO C OPTONEAMYECKON yI00HOM U JIeTKO 00yBbI0 X0oAsiunM narentam ¢ MJIJI/MJIb ¢
[eJTbI0 O0JIeTYeHUs U coXpaHeHus Xoas0bl [111, 115].

Yposens yoenureabHocTH pekoMenaanuii — C (ypoBeHb JOCTOBEPHOCTH 10KA3aTEJbCTB — 5)

e PexomeHayeTcsl UCIIOJIB30BaHUE CPEJCTB NIEPEABHKEHNUS: aJalITUPOBAHHBIX — KPECEI-KOJISICOK
aKTHUBHOTO THIA (Kpecia-KOJIACKH, YIpaBlisieMble MAllMEHTOM, Kpecia-KOJIACKH, YIpaBlisieMble
MAIMEeHTOM/COMPOBOXKIAIOMIMM JIULIOM (pydYHBIE Kpecla-KOJSICKH); Kpecla-KOJSCKH C PY4HBIM
IIPUBOJIOM; KpECIa-KOJSCKU JJIi HWHBAIMIOB, C pPYYHBIM IIPUBOJOM; KpECIA-KOJSICKH, C
3JIEKTPOABHUraTeNeM, YIIPABIeMbIC TAIIMEHTOM/CONPOBOXKIAIOIINM JIMIIOM U Jp.) aMOyJIaTOPHBIM
narmentam ¢ MJIZI/M/Ib npu orpaHMueHHON BBIHOCIMBOCTH peOEHKa HIM HEOOXOJUMOCTH
NEepeBIKEHUsT HAa OOJBIINE PACCTOSHUS C LIETbI0 YBEIWYEHUsT MOOMIBHOCTH maruenta [108,
111].

Yposens yoenureabHocTH pekoMenaanuii — C (ypoBeHb JOCTOBEPHOCTH 10KA3aTEJIbCTB — 5)

e PexomeHayeTcsi HCIOJIb30BaHUE DPEAOMIMTALIMOHHBIX M aJalTUPOBAHHBIX JJIS HMHBAJIHJIOB
MEIULIMHCKUX 31NN — OTOP YIS CIUHBI (OMOPbI (PYHKLIMOHATIbHbIE ISl CUIICHUS s AeTeii-
MHBAJINOB), OTBEYAIOIINX BCEM TPeOOBaHUAM IPABUIBHOTO MO3UIIMOHUPOBAHUS C MOJICTABKOM
UISL CTOI M MEXaHU3MOM PEryJIUpOBaHM yIila HaKJIOHa) amOyaTopHbIM naureHTam ¢ MIJI/M/Ib

C LIeJbI0 MPO(UITAKTUKY PA3BUTHUSA KOHTPAKTYp rojeHocTonHoro cycrasa [108, 111].
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Yposens yoenureabHocTH pekomMenaanuii — C (ypoBeHb JOCTOBEPHOCTH I0KA3aTEJIbCTB — 5)

4.2. Peadonauranug HeaMOYJATOPHBIX CHAAYUX NAIIMEHTOB

s cuosayux nayuenmos 8adcHo, Kax coOno0eHue NPUHYUNa 003Upo8aHus uuiecKou
Hazpy3Ku, max u npuHyuUna eHeopeHus gusuieckoll mepanuu 6 06pas scuznu pedenka. OOHo u3
6e0YWUX U THOOUMBIX NOTOICEHUN MAKUX NAYUEHMO8 — NOJOJCEHUE «CUOS», KOMOPOe 8 CUTLY
OCHOBHO2O ~CUMNMOMA  3a001e6anus (C1abOCmu  CKelemHbIX MblilY), HEeCNOCOOHOCMU K
CaMOCMOAMENbHOMY USMEHEHUIO NOJIOJCEHUs Meaa/No3bl (nepemeujamvpcs 8 NOJONCEHUU «CUOSY)
U NOSPeUHOCMAX NOCMYPAIbHO2O KOHMPOIsL CHOCOOHO (hopmMuposams HeCuMMempuyHblil
nammepn NOCAOKU ¢ HePABHOMEPHBIM pacnpedeneHueM Onopvl Ha KOCmu masa (cnpasa/ciesa) ¢
nepexkocom maza (Ha0maz08020 2eHesd, 3a cuem CKOAU03a) U ObICMPO NPOBOYUPOBAMb PA3GUMUE
CKOTUOMUYECKOU Oepopmayuu NO360HOUHUKA. B cesa3u ¢ smum ocoboe uumanue 00NNCHO
npuodasamvbCs  CUMMEMPUYHOMY — PA3GUMUI0  MENOCIO0NCEHUsS. NAYUEHMO8 U  NPAGUTbHOMY
RO3UYUOHUPOBAHUIO.

Peabunumayuonnvie 3a0auu 0nsi CUOAHUX NAYUECHMOB:

*  noseviuleHue MOOUTLHOCMU NAYUEHNO8,
*  3aMeldleHUe  NPOSPeccCUpoBanus  MuleyHou — crabocmu, nomepu  QYHKyuu - u

Gopmuposanus ampoguii 6ezoeticmausi;

*  yayuuieHue GYHKYUOHUPOBAHUS PYK,

*  co30aHue Ycnoguul O pA3eumus U HOPMALbHO20 (DYHKYUOHUPOBAHUS GHYMPEHHUX
opeanos;

*  paspabomka cycmasos u npoQuIaKmuKa oopazo8anust KOHMpaxKmyp;

*  opmuposarue u noOOepI’CcaHUue CUMMEMPULHOCIU NO3bL,

*  npedynpesicoeHue CKOTUOMUYECKOU 0eopmayu NO360HOYHUKA U NEPEeKOCad masd,

*  npogunaxmuka u KOppekyus peyebix HAPYUeHUll, HapyuleHus CATu8ayul Jce8aHus u
2nomanus

° O6yll€HU€ OBLIMOBIM HABLIKAM U HABLIKAM CaMOO6CJZy9fCl/l861Hu}Z 6 cpe()e.

e PexoMeHaylOTCsl UCIOJIB30BAaHUE OPTE30B ISl TOJICHOCTONHBIX CYCTaBOB M OPTE30B MJiA
KOJICHHBIX CYCTaBOB cuisuuM manueHtam ¢ MJIJI/MJIb ¢ nenbi0 MUHUMH3AIUU Pa3BUTHUS
nedpopmarmii [111, 115].

YpoBennb yoenureabHOCTH pekoMenaaumnii — C (YpoBeHb 10CTOBEPHOCTH J0KA3aTeIbCTB — 5)

Kommenrtapuu: Munumanvhas uacmoma npedvléanus 6 opmesax 5 pas 6 Heoeio.

e PexomeHayOTCsl CpeACTBa NEPEABUKEHMS aJalTHPOBAHHBIE (KpeCa-KOJISCKH, YIIPaBIIIEMbIE

MAIMEHTOM, KpECI/la-KOJISICKH, YIPaBIIsieMble MAIlMEHTOM/COMPOBOXKIAIOIIMM JIUIIOM (py4HBIC
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Kpeca-KOJSICKH); KPEecya-KOJSICKA C PYYHBIM NPUBOJIOM; KPECIa-KOJISICKUA Ui MHBAJIHJIOB, C
py4HbIM TpuBOJOM; Kpecno-koisicka ¢ pydyHbIM HPHUBOJOM C JIOTIOJHUTENBHOU (hUKcarue
(moaepKKOIi) TOJIOBBI M TeNa JJIi MHBAJIUAOB U JeTeH-MHBAINIOB, B TOM YHCJE Ul OOJbHBIX
JUIT (MHIuBHIYyanu3UpOBAHHBIE KPECIA-KOJSICKM C PYYHBIM IIPUBOJIOM C JOIOJIHUTEIbHON
¢bukcanmenr (MOANEPKKOWM) TOJIOBBI, PyK, HOT M Tela, KOMHATHbIE M TMPOTYJIOYHbIE U
M3TOTOBJICHHBIE WHAMBUIYAIbHO 110 00BEMHON TPEXMEPHON MOAETH 33aHEH MOBEPXHOCTH Tea
JIOKEMEHTBI, YCTAaHOBJICHHBIE Ha KOJECHYIO 0a3y Kpecila-KOJSCKH) CUASYUM IalUeHTaM C
MIJI/MJIB ¢ nienbio obecrieuenus ooecnedyeHus ooeit moounsaoctn [111, 116].

Yposens yoenureabHocTH pekomMenaanuii — C (ypoBeHb JOCTOBEPHOCTH 10KA3aTEJIbCTB — 5)
KomMmeHnTapum: npu noobope «konsicok cnedyem —pyKO8OOCMBOBAMbCA —MAKCUMANbHOU
@PYHKYUOHANLHOU HE3A8UCUMOCIBIO U KOM@OPMHOCMbIO npedbléanus 6 Kpecle NayueHma

npednoumenue Cﬂedyem omoasams KoJISICKAM AKMUBHO20 MUNA U KOJISICKAM C 3JZ€Kmp07’lpu8000M.

Pexomennayercss sprorepanus cuaguuMm nanueHtam ¢ MAJI/MJIB mis oka3zaHUsl OMOUIH
MAIMEHTY B IIOBCEIHEBHOM JKU3HM, PAa3BUTHS U IOAJEPKAHUSA €KEIHEBHO MCIIOJIBb3YEMbIX UM
HaBbIKOB [2, 111].

Yposens yoenureabHocTH pekomMenaanui — C (ypoBeHb JOCTOBEPHOCTH 10KA3aTEJbCTB — 5)
KommeHTapum: ciedyem npuenexamev cneyuanucma no spzomepanuu (8paya guzuyeckou u
peadbunumayuoHHol MeOUuyuHsl, 8pava no MeOUYUHCKOU peadurumayuu uiu opy2o2o epaua,
BLINONIHAIOUIE20 €20 (DYHKYUI0) Kax npu noobope npozpammvl Qu3u4eckKux YHNpadCHeHuul u
pacmsicenus, max u O0jisk peKOMeHOayull OMHOCUMENbHO COYUANbHBIX 83AUMOOEUCMBULL, MAKUX

KdaK noceujenue yll€6Hbl)C saeeOeHuﬁ, 8bl60p npoqbeccuu uydacmue 6 COyudlbHblX AKMUBHOCNIAX.

4.3. Pead0uauranug JeXauyux NANMEeHTOB

OcHoBHOe noNoJceHue dMux NAYUeHmos 6 OOMAWHUX YCIOBUSAX — NOJONCEHUE «(NeHCay,
KOMopoe ONnAcHO (QOpMUPOBAHUEM NPUBLIYHBIX (3ANOMUHAIOWUXCS) NOPOUHBIX YCMAHOBOK
KOHEYHOCMel U UX Ce2MEeHMO8 8 8UOY OeUCMBUsL CUI 2PASUMAYUY HA KOHEYHOCTU U OMCYMCMEUS]
CNOCOOHOCMU Nayuenma K aHMUSPAGUMAYUOHHBIM OBUICEHUSIM, A MAKI’CE B03HUKHOBEHUEM
ocnoocuenul. Tax, xapakmepras 015 maxux demetl (8 CULy c1aO0CmMU MblUY-A00YKMopo8 bedep)
no3a «iedxca Ha CHuHe ¢ NOBEPHYMbIMU HApycy Oedpamuy cnocoocmeyem He MmoabKO
Popmuposanu0 nNApaIUMuUYecKux 6bl8UX08 MAa300e0PEeHHbIX CYCMABO8, HO U B03HUKHOBEHUIO
MANCENBIX NPONEdHCHEU Ha boavuuux gepmenax b6edep. Ouens 6aNCHO 8 IMOM KOHmeKcme, Ymoovl
noJodiceHue O0NbHO20 8 Nocmenu U Ha 060U O0pyeol NOBEPXHOCMU ObLIO HYHKYUOHATLHO
8bICOOHBIM U NPEOOMBPAWYANO  BOZMOICHOCIL  Peanu3ayuu NOPOUYHLIX YCMAHOBOK U  UX

ocnooicuenuti. C smoti yeivio peKOMeH()yIOmC}Z yacmovle CMEHbl NOJIOMHCEHUA miela 6 nocmeiu,
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UCNONbL306aHUE NOOPYYHLIX CPeOCm8, KOMOopble MOSYM J1e2KO USMEHAMb 800 (opmy U
NPUHUMAMb 8€C KOHEYHOCMU HA ce05l, MeM CaMbIM UMUMUPYS aHMUSPAUMAayuoHHoe oelicmsue.

Peabunumayuonnsie 3a0ayu 014 1exicasux nayueHmos:

*  yeenuyeHue obvemMa u AMRAUMYObL AKMUBHBIX/NACCUBHBIX OBUNCEHULL 8 TH0OOM cecMmenme
mena u KOHeYHocmel,

*  yayuueHue 08UINCEHUU 8 NOJONACEHUU (IeXHCA HA CNUHEY,

*  yIyyuleHue 08UNCEHUU PYK;

* co30anue ycro8uill Ol pA3GUMUs U HOPMANIbHO20 (QYHKYUOHUPOBAHUSA 6HYMPEHHUX
0p2anos;

*  3ameldneHue pazsumus ampoguii 6e30eucmasusl,;

*  paspabomka cycmasos u npohuraxmuka 0opazo8anus KOHMpaKmyp

*  npogunakmuka u KOppeKyusi peyesulx HapyuleHull, Hapyulenus Camuéayuu HCeeaHus u
27I0MaHus

4.3.1. HeTtexHu4eckne MeTO/IbI PeadWINTAIUM JIeKAYMX AIHEHTOB.

e Pexomenayercss BBHINONHATH YNPAKHEHHUS JIe4eOHON (UBKYIBTYphl C HCHOJIH30BAHUEM

MOJIBECHBIX CHUCTEM JekaduM mnaruentam ¢ M/IJ[ ¢ menpio yBennueHuss o0beMa U aMIUTUTY b
JIBMDKCHUH U MPO(UIAKTUKY PA3BUTUS KOHTPAKTYP M BTOPUYHBIX MH(DEKIIMOHHBIX OCIIOKHEHHIMA
[111].
Yposens yoenureabHocTH pekoMenaanuii — C (ypoBeHb JOCTOBEPHOCTH I0KA3ATEJIbCTB — 5)
Kommenrtapuii: 60 epemsa 3anamuii ¢husuueckoii mepanueti ¢ rexcavum nayueHmamu yOooHo
UCNOIb3068AMb PE3UHOBbIE UYL MPANUYHBLE JIEHMbL 0151 NOOBEUUBAHUSL CE2MEHMO08 KOHEUHOCMEll.
Takoii cnocob6 nooxooum Ol NPUMEHEHUS KAK HA B8EePXHUX (naedu), mak u Ha HUICHUX
KOHeuHocmsAXx — (bedpo-Koneno-2oneny). Hanpumep, 0ns  coxpameHnus — @DYHKYUOHANbHOU
AKMUBHOCU BEPXHUX KOHEUHOCMEU MOJICHO UCNONIb308AMb MEMOO YCMPAHEeHUs CUl 2pAsumayuu
nymem HNOOBEULUBAHUSL NPOKCUMATILHBIX CE2MEHMO8 BEPXHUX KOHeYHOCmeu Ha JleHmax, mem
Camvlm 0becneuus 603MONCHOCIb OBUNCEHUN 6Cell BepXHell KOHEeUHOCIU.

4.3.2 Texunueckune meroanl/cpeacrsa peaduauranuu (TCP) nexauynx nmanueHTos.
Ilocmypanvhvlii MeHeOdCMeHm, KOMOpbll KIoYaem 8 cebsi NpasuibHoe NO3UYUOHUPOBaHue (8
NONONCEHUU «CMOA» — BEPMUKANUZAYUS (CYMMAPHO He MeHee | uaca 6 Oenv), npebdvlgaHue 8
meyeHue OHsl 8 NPABUILHOM HOLONCEHUU «CUOY), OPMEUPOBaAHUe KOHEUHOCMEU U UCNONb308AHUE
CReYUanU3UPOBAHHLIX U A0ANMUPOBAHHBIX NPUCNOCOONEHUN] 01 NOZUYUOHUPOBAHUS (CUCTeMbl
0JIs1 OPMOCMAMUYEecKol N000epIHCKU, BKIUaowue 8 ceds 8aluKu, OpMOBaHHblE NOOYUIKU
PA3TUYHOU HCECMKOCIU U KOHPU2YpayulL), ¢ Yeavio NpUOanus HeoOXo00umMo2o PyHKYUOHANbHO20

NOJOJICEHUsL ¢ HeobXo0umol Gukcayuell mynr08uwyd,  NOOOEPIUCKOLU 20108bl U BEPXHUX
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koHeunocmeu. Cymmaproe epems Haxodcoenus 8 opmesax 0o 8—12 uacos 6 denwvb. Munumanvras

uacmoma npuUMeHeHUs Opme308 OJis Jlexncadux nayuenmos — 5 pas 6 nedenio [117].

¢ PexoMeH1YIOTCSl KpeCIa-KOISACKU C AJIEKTPUYECKUM IIPUBOIOM C JIOTIOJIHUTENBHON (puKcanneit
(mOLIePKKOI) TOJIOBBI, PYK, HOT M TeJja, IPOryJIOUHbIe (i1 MHBAJIUIOB U JAETEH-MHBAIUIOB)
cuasunm namuentam ¢ MJIJI/MJIb ¢ nenbro obecrieuenus oomei MoomnpHocTH [111].

Yposens yoenureabHocTH pekomMenaanuii — C (ypoBeHb JOCTOBEPHOCTH I0KA3aTEJbCTB — 5)
KomMeHTapuu: 05 npebviganus 6 noiodxcenuu «cusny UCnoIb3yomecs onopsl 07 CUOSHUS UlU
Kpecaa-KoJsACKU KOMHAmHble ¢ OONOTHUMENbHOU QuKkcayueti (N000epIHCKOl) 20108bl, HO2, PVK U
mena. CuoeHue 8 mexHu4eckom cpeocmeae O0JHCHO NPOBOOUMCS 8 MYMOPAX HA 20JleHOCHONHbIE
cycmaswl. IIpebvisanue 8 NPpasuIbHOM NOJIOHCEHUU «CUOS» PEKOMEHOO0BAHO CYMMAPHO 00 6 Y4acog
6 OeHb. B kauecmee 00noIHUmMenbublX QyHKYull 8 cpedcmee 0Jisk CUOeHUsl QOIHCHBL 8bICTYNAMNb.
DYHKYUOHATBHBIN NOO020NI08HUK, 0Oecneyusarowuli 60K08yI0 U nepeoHe3aoHIon CmaduIu3ayuio
2071066l U HE 02PAHUYUBAIOWUL BO3MONCHOCTU OBUICEHUS 20710801, CUOEHbE C PecyIupyemMbiMu
2NYOUHOU, WUPUHOL U Y2IOM HAKIOHA. Koncmpykmueno cudenue pazoeieHo HA masosyio u
OeOpeHuble yacmu, 4Ymo NO3601Aem MAKCUMAIbHO NOJHO peulams umelowjuecs y nayuenma
npobnemvl ¢ 0OANAHCOM U CUMMempueu, 6bl36aHHbIE BMOPUUHBIMU  OPMONEOUUeCKUMU
ocnodcHenuamu. Pezynupyemas no evicome u yeny HaKioHa CHUHKA, @hukcamop mynrosuwya
(orcunem), npedoxpaHumenvHulll Mazosevili NOAC, pe2yaupyemvle NOOJOKOMHUKY, pazoebHble,
pezynupyemvie NOOHONCKU C PUKCAMOPAMU CION, NPUCTNABHOU CMOIUK,; NPOMUBONPONEHCHEBAS]

nOOYUWIKA.

Pexomenayetcsi mpeObIBaHNE B MOJIOKEHUN «CUIs» JiexkaunM narnuenta ¢ MJIJI/M/Ib ¢ nensio
NpoQUIAKTUKA  OPTOMEIUYECKHX OCJIOKHEHHH OCHOBHOTO 3a00NeBaHHsl W CO3JaHUs
(U3HONOTHYECKUX YCIOBUH C LIEIhI0 HOPMAILHOTO Pa3BUTUA U (PYHKIIMOHUPOBAHUS BHYTPECHHHIX
opranos [111].

Yposens yoenureabHocTH pekomMenaanuii — C (ypoBeHb JOCTOBEPHOCTH I0KA3aTEJbCTB — 5)

Pexomenayercsi €XKeIHEBHOE HCIIOJIb30BAHUE OPTE30B HAa HIKHHE KOHEYHOCTH (OpTE3bl AN
0epa/KoJIeHa/TOIEHOCTOIIHOTO CYCTaBa/CTOIBI), U3TOTOBJICHHBIX HHIUBUAYAIbHO (HampuMep,
TYTOPBI Ha TOJICHOCTOIIHBIE CyCTaBbl — JJIsl CHJIeHHs],) aMOynaTopHbIM nanuentam ¢ M/IJI/M/Ib
IUIS TIPEAOTBPALLICHUS M 3aMEeJJICHUS ITpoliecca 00pa30BaHusl KOHTPAKTYP CYCTaBOB KOHEUHOCTEH
[111].

Yposens yoeauteabHocTH pekoMenaanuii — C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB — 5)
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5. HpO(l)I/IJIaKTI/IKa H THCHIAHCECPHOC Haﬁ.moz(elme, MECAUIHNHCKHE NTOKA3aHUA "

NMPOTHUBOIIOKA3aHUA K IPUMECHCHUIO METO10B leO(l)I/IJIaKTI/IKI/I

S.1. lTpodpunakTuka

o Pexomenayercs mprem (0CMOTp, KOHCYJIbTALMs) Bpada-reHETUKA IEPBUYHBIN 1 IOBTOPHBIN (IpU
HeoOxoaumocTr) BeeM narueHTam ¢ MJIJI/M/Ib, npu Hanu4guu moka3aHuil — 4jieHaM X ceMei
WIA HUX O(QHUUIMATBHBIM NPEACTABUTENSIM, C LENbI0 Pa3bACHEHUH TI'EHETUYECKOIO pHCKa,
00CYX/IeHUSI BO3MOKHOCTEHl MpeHAaTaJbHOW M NPEUMIUIAHTALMOHHOM JMAarHOCTMKH NpHU
IUIAHUPOBAaHUU OEpEMEHHOCTH [2].

Yposens yoenureabHocTH pekomMenaanuii — C (ypoBeHb JOCTOBEPHOCTH I0KA3aTEJIbCTB — 5)

KommenTtapuii: cemovam ¢ 6onvnvimu MIJ[/MIIF Oemvbmu noxazano meouxo-eeHemuieckoe
KOHCYIbIMUPOBAHUE C UYelblo onpedelieHus 2eHemuueckoco pucka. Kax u npu opyeux X-
cyennenuvix 3abonesanusix, npu MII/MIB 011 xaxicoou 6OepemeHHOCmU PUCK POAICOeHUs.
bonvHo2o pebenka cocmasnsiem 25%, npu yciosuu, ymo Mamv nep8oco 00NbHO20 ABNAEMCH
2emepo3ucomuoll HocumenvHuyel bonesnu. B cemvsx, 20e ecmv d6onvnot MII/MJIB pebenox,
B03MOJICHO NpOGedeHUe NPEeHAMANbHOU U NPEeUMNIAHMAYUoOHHOU ouacHocmuku. IIpogedenue
00p00060Il  OUACHOCMUKU NOKA3AHO U 6 Cayyde, eCciu Mamb OO0NbHO2O He ABIAemCcs
HocumenvHuyeu 3a001e8anus, 4mo 00yCl081eHO BO3MONCHOCIBIO HAUYUSL Y Hee 2ePMUHATLHO20
mozauyuzma (15% puck, eciu 6 cemve ecmwv pedenok ¢ MIA/). /[nsa amozo pooumenim HeooXo0umo
06pamumscs 8 CReyuanu3UpoB8aHHvle OUazHOCmu4ecKue 1ao6opamopuu U MeOUYUHCKUe YeHmpbi.

Ilpenamanvnas  ouacHoCcmMuKa  NPOBOOUMCA  MOJIEKVIAPHO-2EHEMUYECKUMY — UTU
ouoxumuyeckumu memooamu, nymem ucciedosanus /JJHK, evidenennotl uz duonmama 60pcuu
xopuona Ha 9-11 nedene bepemennocmu u/unu Kiemox amMHUOMULECKOU HCUOKOCU, NYNOBUHHOU
kposu Ha 20-22 Hnedene Oepemennocmu. OnmumaibHbIM s618emcs UCCIed08anue duonmama
Xopuona: npu HebIA2ONPUAMHOM NPOSHO3e DepeMeHHOCIb Modcem Obimb Npepeana 6 CpoKu
00b1uH020  Meduyunckoeo abopma. Ilpeumnianmayuonnas eememuyeckdas OUACHOCTMUKA
IMOPUOHA (C UCNONL30BAHUEM IKCMPAKOPNOPATLHOO ONIOOOMEOPEHUS) NPOBOOUMC Mamepu
nayuenma ¢ MJIJI/MJIb, a makoce OHCEHWUHAM C NOOMBEPAHCOCHHLIM 2emepo3UOmHbIM
Hocumenem mymayuu 6 2ene DMD, ¢ yenvio npedomepaujeHus no8mMopHO20 PoiCcOeHUs. pebenKa
¢ MI[JI/MJIF 6 cemve.

Heobxooumo  nposedenue  MONEKYIAPHO-ceHEMUUECKOU — OUACHOCTUKU — MAmepsam

nayueHmos u CU6CCIM, 6 NOM HUcjie HCeHCKO20 noJjid.
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e Pexomenayercsi BceM nauuentam ¢ MJIJI/M/Ib npoBoAUTh BaKIMHAIMIO 110 MHIUBUAYAIEHOMY
rpaduKy, B TOM YHUCIIE, CE30HHYIO BaKLUMHAIMIO MPOTHB IPUIINA U MHEBMOKOKKA, C IEJBIO
npoMIaKTUKN COOTBETCTBYOMMX HH(ekwmii [39, 40, 75, 129].

Yposens yoenureabHocTH pekoMenaanuii — C (ypoBeHb JOCTOBEPHOCTH 10KA3aTEJIbCTB — 5)
KommenTtapmii: gaxyunayus nposooumcs oemsm c¢ MII/MIF coenacho Hayuonanonomy
NPUBUBOUHOMY KaleHOapro. Baxyunayuto dcusbimu eaKyunamu yenecooopasHo 3aeepuiums 00

nauana npuema I'K [1-3].

e Pexomenayercss Bcem manuentam ¢ MJIJI/M/Ib, He3aBUCUMO OT CTEHEHH OOE3IBMKEHHOCTH,
IPOBOJIUTH OOyYeHHE BCEM MepaM MpPEJOCTOPOXKHOCTH C LETbI0 NMPO(UIAKTHKH MAJACHUS H
nepesnoMoB [39].

Yposens yoenureabHocTH pekoMenaanuii — C (ypoBeHb JOCTOBEPHOCTH 10KA3aTEJIbCTB — 5)
KommenTapuii: crusicenue munepanvrot niomHocmu Kocmeu AGNIAemcs 4acmvlM NPos6ieHueMm
vy nayuenmos ¢ MJlJ]. Heycmouuusocms npu x00b6e, ClOHCHOCMb NOOOEPHCAHUSA PABHOBECUS 8
pe3yibmame MblUEYHOU Cc1abocmu, 8 COYemanuu ¢ OCMeonopo3oM yepodicaem pazeumuem
nepenomos kocmeiti u N0360HOUHUKA. 1Ip06ooums 0byuenue Modcem Kax ievaujuli pai-Hespooe,
maxk u 8pay Quauueckol u peaduIUMAaAyUOHHOU MeOUYUHbl UTU 68pAaY, GbINOJHANUWE0 €20

@yHKYuIo (Cneyuanrucm no MeOUYUHCKOU peadbuiumayuu. 8pay no ie4ebHou uskyiomype u op).

5.2 lucnancepHoe HA0JII0AeHHE

Pecynaproe mnabaoodenue u ob6bcredosanue cneyuarucmamu MyarbmuOUCYUNIUHAPHOU
KOMAHObL  S1GNAeMCsL  BANCHBIM ACNeKmoM 66edenus nayuenmos ¢ MII/M/B. [pagux

06cnedosanuli u noceweHuti nPoPUIbHLIX cneyuanucmos npeocmasinen 6 Lpunooscenuu 1'10.

Pexomennyercst Bcem manueHtam ¢ MJUJI/MJIB o0muii (KIMHUYECKWH) aHAIM3 KpPOBU
pa3BepHyTHIM (UCCleoBaHUE YpPOBHA OOIIET0 T'eMOTJIO0MHA, 3PUTPOLUTOB, JIEHKOIMTOB,
TPOMOOIIMTOB B KPOBH, TU(HEpEeHIIMPOBAHHBIN I10ICYET JCHKOUUTOB (JIeWKoUTapHas popmyia),
OIpEJICJIEHUE CPETHEro COJCpPKAHUS M CPEIHEH KOHLEHTpAIMM T'eMOIJIOOMHA B APUTPOLMTAX,
UCCIIEZIOBAaHUE CKOPOCTH OCEAAaHUSl SPUTPOLMTOB) C ILEJIbIO0 OLIEHKH OCHOBHBIX IapaMeTpOB
KPOBETBOPEHUS U HAJIMUUS BOCHAIUTEIBHBIX Ipoueccos [119, 130].

Yposens yoenureabHocTH pekoMenaanui — C (ypoBeHb JOCTOBEPHOCTH I0KA3aTEJIbCTB — 5)

KommenTapwmii: Yacmoma ne peoice 1 paza 6 6 mecsayes.

PexkomeHnayercsl manueHTam, ¢ ycTaHOBICHHbIM auarHozom MJUJI/MJIb, npu momo3penun Ha

HaIn4ue AbIXaTCJIIbHBIX HapymeHHﬁ HCCICIOBAHUEC KHCIIOTHO-OCHOBHOI'O COCTOSHHA T'a30B H
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KPOBH C ILI€JIbIO OLIEHKHM CTENEHM KOMIIEHCAIUM JbIXaTElIbHbIX HApPYIIEHUH U ONpEeAesICHUs
TaKTUKHU PECIIMPATOPHOMN MOANEPIKKH [2].

Yposens yoenureabHocTH pekoMenaanui — C (ypoBeHb JOCTOBEPHOCTH 10KA3aTeJbCTB — 5)
KoMMeHTapum: usmenenus 6 KuCiOMHO-WEeI0YHOM PABHOBECUU BOZHUKAIOM HA  OAleKo
3auieouwux cmaousax OvlxameabHol HedocmamoyHocmu. JKenamenvho Ona ceoespemenHOU
OUACHOCMUKYU ~ UCNONb306aMb  OoNlee  UHGOPMAMuUeHvle  UHCIMPYMEHMANbHble  Memoobl
uccne0oganus  (kanHomempuio u  0p.). [exomnencayus — ObIXAMeENbHbIX — HAPYUIEHUL

KOHCcmamupyemcst npu Haiuduu cunepKaniuu u auuf)osa.

Pexomennyercs Bcem nanuentam ¢ MJIZI/M/Ib npuem (0cMOTp, KOHCYJIbTalMsA) EPBUYHBINA U
MOBTOPHBIN Bpaua (PU3HMUECKON 1 peabUIUTAlMOHHONW MEUIIMHBI HJTU Bpaya, BBIITOJIHSIOIETO €T0
GYHKIUIO (CTenManucTa Mo MEIUIIMHCKON peaduiInTalyu: Bpada mo JedeOHoi GpusKynbType u
p.) € LeTbI0 MOHUTOPUHIA COCTOSIHUSL ¥ IPOBEJICHUS PEaOMIUTALIMOHHBIX MEPPOIPUATHA [2].

Yposens yoenureabHocTH pekoMenaanui — C (ypoBeHb JOCTOBEPHOCTH 10KA3aTEJIbCTB — 5)
Kommenrtapuii: cym. pasden 4. «Meouyunckas peaburumayus, MeOUyuHcKue NOKA3AHUSA U

npomueonoKasarnusl K nPpUMeHEeHUuro Memooos pea6wzumauuu».

Pexomennyercs Bcem naruentam ¢ MJI/I/M/Ib 1o MoMeHTa 3aBepIiieHHE MTOJI0OBOTO CO3PEBaHUS
U 3aBEpILEHUS POCTA OLIEHKAa POCTa MAallMEeHTa (aHTPOIIOMETPUUECKUE UCCIIE0BAHUs) KaxKble 6
MECSIIIEB C IIebI0 MPOPHUIAKTUKY Pa3BUTHS TAHHOTO cOCTOosHU [2,77,78]

Yposens yoenureabHocTH pekoMenaanuii — C (ypoBeHb JOCTOBEPHOCTH 10KA3aTEJIbCTB — 5)
KomMmenTapuii: oyenxy pocma modicem nposooums 8pai-Hesono2 Uil 6pay-neouamp, peyisapHo
Habmodawue nayuenma. B kauecmee 3adepoicku pocma credyem pacyeHueamov 000U U3
C1e0yIouWUX NPUHAKOG: CKOPOCHb POCMA MeHee 4 cM/200, nokazameib pocma <320 NpoyeHmu.s,
U3MeHeHue 6 HanpaeieHuu céepxy 6Hu3 npoyenmuis pocma [79]. B ciyuae visignenus 3a0epicku

pocma, nayuesma Cﬂedyem Hanpaeums HA KOKCYJlbmayuio epaqa-aﬂc)oxpuHOﬂoea.

Pexomennyertest Bcem nanuentam ¢ MJIJI/M/Ib, naunnas ¢ 9 iet, olieHKa MOJIOBOTO CO3PEBAHUS
MalyeHTa 1o mkane TaHHepa KaxJble 6 MECSIEB C LEJIbI0 CBOEBPEMEHHOTO JUArHOCTUPOBAHUS
OTCTaBaHUs TIOJIOBOTO pa3BUTHsI [2,76,77] U ¢ IeNbI0 KOHTPOJIS Ta00OPaTOPHBIX TTOKa3aTenei [75].
Yposens yoenureabHocTH pekoMenaanui — C (ypoBeHb JOCTOBEPHOCTH I0KA3aTEJIbCTB — 5)
KomMmenTapuii: oyenky nonoozo cospesanusi modicem npoGooums 6pai-Heepoio2 Uil epad-
0 01100 06 <4 cm’ 14
neouamp, pe2yaapHo Haonooawue nayuenma. Odvem auuex <4 cm’e6 ospacme 14 nem u cmapuie
cnedyem pacyeHusamsv Kaxk Yemikull NPU3HaK 3a0epircKu nonogoeo cospesanus [79]. B cayuae

BblA6/IEHUA 3ac)ep9fa<u nojloeoco co3pesarusd, nayuenma Cﬂedyem Hanpasumbs K 3HO0KleHOJZOZy.
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e Pexomenayercss mnpuem (OCMOTp, KOHCYJIbTalUs) Bpada-3HIOKPUHOJIOra/Bpaya-IeTCKOro
SHJIOKPHUHOJIOTA NIEPBUYHBIN M OBTOPHBIN (TIpH He00XoauMocTH) BeceM nauuentam ¢ MIJI/M/Ib
C LIEJIbI0 CBOBPEMEHHOM IMarHOCTUKH SHAOKPUHOJOTNYECKUX HapyLIeHui [2,76-78].
YpoBenn yoenureabHoCcTH pekoMenaaumnii — C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 4)

KOMMeHTapI/II/IZ yacmoma He menee 1 pasa e 6Mec;n;ee.

*  Pexomenayercsi Bcem manuentam ¢ MJI/I/M/Ib npoBeaenne anann3a KpoBH OMOXUMUYECKOTO
o0mieTepaneBTUYECKOro (HMCCIeIOBAaHUE YpPOBHS  TJIOKO3BI, 0OmmIero Oelika, KpeaTWHUHA,
MOYEBHUHBI B KpOBH, ompeseneHue AKTUBHOCTH aJTaHMHAMUHOTpaHC(hepassbl,
acmapraTaMuHOTpaHc(epassl, ramma-riIroTaMIITpancepassl, KpEaTUHKHUHA3HI,
JMAKTAaTACTUAPOTEHA3Bl B KPOBH, HCCIEJOBAaHME YPOBHA OwinpyOuWHA  CBS3aHHOTO
(KOHBIOTUPOBAHHOTO), OWIHpyOWHA CBOOOJHOTO (HEKOHBIOTHPOBAHHOTO) B KPOBH, OOIIETO
KaJbIUsl, HOHU3UPOBAHHOTO KallbliMs, HEOpraHuieckoro ¢ocdopa B KPOBH), C LEIbIO OIEHKU
COCTOSIHUS TIEYCHHU, TI0YEK, KaJbleBo-pochopHoro oomena [118 — 125, 130].

YpoBeHnnb yoenurteabHoCcTH pekoMeHaaumnii — C (YpoBeHb 10CTOBEPHOCTH J0KA3aTebCTB — 4)
Kommenrtapuu: vacmoma — [ pas 6 12 mecayes 015 xo0sa4ux nayuenmos, 1 pas 6 6 mecsayes os

Hexo0s4ux nayuenmos. Yaue — no neobxooumocmii.

* Pexomennyercs: Bcem naimentam ¢ MJIJI/M/Ib uccnenoanue yposus 1,25-OH Butamuna /I B
KPOBH C 1I€JIbI0 MOHUTOPUHTA U CBOEBPEMEHHON KOPPEKIUHU Ipu HeoOxoaumocTH [2,58].
YpoBennb yoenureabHoCTH pekoMenaaumnii — C (YpoBeHb 10CTOBEPHOCTH J0KA3aTebCTB — 4)
Kommenrapuii: exxcecoono, yawe — no neobxooumocmu. Ilpu eviasienuu uzmeHenus OAHHbIX
nokasameineu HeoOX00UMO HANPABUMb NAYUEHMA HA KOHCYIbMAYUio 8payva-3HOOKPUHOL02A U
npPoBOOUMb COOMBECMBYIOWYIO MeOUKAMeHmosHyto Koppekyuio. Ilayuenmor ¢ MI/MJIP,
ocobenno nonyuarowue mepanuro 1K, 00ndcHbl pecynsapHo 06c1ed06amvbcs HA  HAIuduUe
eunokanvyuemuu u Ooepuyuma eumamuna /. Hasnavenue eumamuna J[ makoce modscem

NPUMEHAMbBCA 8 npoqbwzaxmuttecxux yeisix, 6 0COOEHHOCMU 8 OCEHHe-3UMHULL nepuod.

* PexoMeHayeTcsl BCEM NMALIMEHTAM C KIIMHUYECKUMU IIPOSBICHUAMU CEPACUYHON HEJOCTATOYHOCTH
(OTEeKH/IacTO3HOCTH MOKOKHON )KUPOBOM KIETYATKH, OJBIIIKA, TAXUKAPHS (TIOCIEIHSSI — TOIBKO
B COYETAaHUH C JPYTMMU NEPEUYUCICHHBIMA CHMIITOMAaMH), YBEJIUYEHHUE MEUYEHU) HCCIICIOBAHUS
ypoBHs N-TepMHHAIBHOTO (hparMeHTa HaTpuilypeTHueckoro mpomentuaa mosroBoro (NT-
proBNP) B kpoBUM C 1€/bl0 CBOEBPEMEHHON JMArHOCTUKU CEPACYHOM HEAOCTAaTOYHOCTH,
TuddepeHInaIbHON JUAarHOCTUKY € OJIBIIIKON, BBI3BAHHON PECIIMPATOPHBIMUA HAPYIICHUSMH, /IS

peLIeHHs BOIPOCOB O CTAPTE/KOPPEKLIUHN KapAUOTPOIHOM Tepanuu [84,131, 132].
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YpoBensb yoeaureabHocTH pekoMenaanuii — C (YpoBeHb 10CTOBEPHOCTH J0KA3aTeJNbCTB — 3)

Pexomenayercss manuentam ¢ MJIJI/MJIb ¢ momo3peHueM Ha HapylieHue (GYHKIMH MOYEK
OMOXMMHYECKOE MCCIEAOBAHNE MOUH C IENbI0 KOHTPOIsSI PYHKIMH MoYek [75].

YpoBennb yoeaureabHocTH pekoMenaanuii — C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJNbCTB — 3)
KommenTapuu: o6vem Ouoxumuyeckoco uUCCiedo8auus u OaibHeluue 1abopamopHule

UCCNe008AHUSL ONPEOENAIONCI HEPPOTO2OM.
Hncmpymenmanvhoie uccneoosanus.

Pexomennyercs Bcem nanuentam ¢ MJIJI/M/Ib perynspHas peructpanus 3J1eKTpoKapaAHOTrpaMMbl
U TIPOBEJICHHE YXO0Kapauorpaduu ¢ 1ebio BhISIBICHHUS HapylIeHuil paboTsl cepaua [6,8,39].

YpoBenb yoeaurebHOCTH pekoMeHaanuii — C (YpoBeHb JOCTOBEPHOCTH 10KA3aTeJbCTB — 4)

Kommenrtapuu: re peoice 1 paza 6 200, npu 6o3modchocmu u Heodoxooumocmu Ixo-KI' mosicem
ObLIMb 3AMEHEHO HA MACHUMHO-PE30HAHCHYIO MOMO2PAPUI0 cepoyd U Ma2UCMPAanbHbIX cocy008. 110
HA3HAYEHUI0 8PAYa-KapoUuoi02a OOJHCHO MAKICe NPUMEHAMbCA XOMEPOBCKOe MOHUMOPUPOBAHUE

cepoeuno2o pumma.

Pexomenayeress Bcem manumentam ¢ MJIJI/MJIB, wumerommM NOpU3HAKK  CepICUHOM
HEJ0OCTATOYHOCTH, KOTOPBIM BCIIEJICTBUE Y3KOTO YIBTPa3BYKOBOTO OKHA HEBO3MOXHO IMPOBEICHUE
TPAHCTOPAKAIBHOHN dXOKapauorpaduu, MpoBeIeHUe MarHUTHO-PE30HAHCHOU ToMOTrpaduu cepana
U MarucTpajbHbIX COCYJIOB C II€JIbl0 MOHHMTOPMHIAa U CBOEBPEMEHHOW KOPPEKIUU
IIPOIPECCUPOBAHUS CEPIEUHON HEAOCTATOYHOCTH [28,83-93].

YpoBens yoeauteapbHocT pekoMenaanuii — C (ypoBeHb JOCTOBEPHOCTH A0Ka3aTeabCTB — 3)

Pexomennyercs Bcem nanuentam ¢ M/IJI/M/IB, y koTopsix 1o faHHbIM pyTHHHOM DKI BBIsSIBICHBI
HapylIEHUs] PUTMA H/WIM TMPOBOAMMOCTU CEpAlLld, MM HMMEIOTCS >KaJoObl HA HEPUTMUYHOE
cepueOnueHrne, MPECHHKONAIbHBIE/CHHKONAIbHBIE COCTOSHHS, a TaKKe BCEM IMAlUEHTaM C
MAJA/MIB crapie 17 net (mocaeaHUM — BHE 3aBHCUMOCTH OT HAJTUYHS JKaJ00 WM U3MEHEHUI
Ha DKI') npoBeieHrEe XOITEPOBCKOIO MOHUTOPUPOBAHUS CEPACYHOIO PUTMA B T€UCHHE 24 4acoB C
LEJIbI0 CBOEBPEMEHHOU JUArHOCTUKU JIAHHBIX COCTOsIHUM. [28,83-93].

YpoBeHb yOeAUTEJIbHOCTH PeKOMeHAanuii — A (YPOBEHb JOCTOBEPHOCTH 10KA3aTeJbCTB — 2)

Pexomenayercess BceM mamueHtam ¢ MJJI/MJIb, wuMemuM NOpU3HAKA BBIPAKEHHOTO

MHOKapAHaIbHOTO (hubpo3a, TNPOBEIEHHE MarHUTHO-PE30HAHCHOW ToMorpaduu cepima c
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KOHTPAaCTUPOBAHUEM C II€JIbI0 CBOEBPEMEHHON JMAarHOCTUKH U MOHHMTOPHUHIA MPOTPECCHPOBAHUS
JTAaHHOTO cocTosiHu [28,83-93].

YpoBenb yoeaurebHOCTH pekoMeHaanuii — C (YpoBeHb JOCTOBEPHOCTH 10KA3aTeJbCTB — 4)

Pexomenayercest narmentam ¢ MJIJI/M/Ib ¢ KIMHUYECKHMMH CHUMIITOMaMH HApYyIIEHUS OCAHKHU
MPOBEJICHUE PEHTreHorpauu TPYAHOTO ¥ TMOSICHUYHOTO OTHAeJa I[MO3BOHOYHHUKA (WU
KOMITbIOTepHAas ToMorpadusi MMO3BOHOYHWKA (OAMH OTHEN)) C Leldbl0 MOHHTOPHHTA
mporpeccupoBanus nedopmanuii MO3BOHOYHUKA M OIEHKUA €€ CTENEHHU, a TaKXKe OIpeAeTICHUS
BO3MOXXHOCTH W CTENEHH XHMPYPTUYECKOro BMeIIaTenbcTBa mpu HeoOxomumoctu [40,48].
YpoBeHb y0eauTeJIbHOCTH peKOMeHAalnuil — A (YpPOBeHb J0CTOBEPHOCTH I0KA3aTeJIbCTB — 2)
KommenTapuu: xax npasuno, ckonuomuyeckas Oeopmayus nO360HOYHUKA ) NAYUEHMO8 C
MIJI/MIB  nposensiomcs  nocie moeo, KAK NAyueHm CMAaHOBUMCs HeamoOy1amopHbiM.
Hccneoosanue nposooumcs nayuenmam ¢ Hapyuienuem ocauwku I pas 6 200 nocie moeo, Kak

nayueHm cmaHoeumcs HeaM6szamoprlM u oanee 1 pas e 6 mec npu npocpeccuposanuu CKoJauosda.

o Pexomenayercsi Bcem mnamumentam ¢ MJJI/M/Ib  npoBeneHue  pEeHTTEHOACHCUTOMETPUHU

MOSICHUYHOTO OT/eJIa MO3BOHOYHHMKA C LEIbI0 HCKIIOUEHHS OCTEONOpO3a U OINPENCNICHHS €ro
CTEIEHU, a TaKXK€ MPU MOJTOTOBKE K OPTONEAUYECKOMY XUPYPIHUECKOMY BMELIATENbCTBY [53,
19,20,39,80,81].

YpoBennb yoeaurebHOCTH pekoMeHaaunii — C (YpoBeHb JO0CTOBEPHOCTH /10KA3aTeJbCTB — 4)

KommenTapuu: nposooumcs oemsam cmapuie 6 1em ¢ wacmomoti 1 paz 6 200.

Pexomennyercsa Bcem mamuentam ¢ MIJI/MJIB ¢ 6 ner uccienoBaHue HECIPOBOIUPOBAHHBIX
JIBIXaTeIbHBIX 00BEMOB U MOTOKOB, ITPH HEOOXOAMMOCTH — UCCIICAOBAHHUE JIbIXaTCIbHBIX 00BEMOB
C MPUMCHEHHUEM JICKAPCTBEHHBIX IMPENapaToB WM OOTUILICTH3MOrpaduu C IENIbI0 ONPEICICHUS
HapyIIeHUH (YHKIIMHA BHEIIHETO JIbIXaHHUS.

YpoBennb yoeaurebHOCTH pekoMeHaaunii — C (YpoBeHb JOCTOBEPHOCTH J10KA3aTeJbCTB — 4)
KomMmeHnTapuu: onpedenenue hynkyuu sHeuiHe2o OblXauusi npo8oOUNCst MemooOM CRUPOMEMPUU C
usmepenuem 6cex ochosuvix noxkazameneu (JKEJI, ©IKEJL, ODB;, COC:s.75, MOC3s.75, [10Cgu0) 1

pas 6 200, npu chudicenu u nokazameneu OKEJI menee 60% - 1 paz 6 6 mec.

Pexomennyerest Bcem nanuentam ¢ MJIJI/M/Ib npu camwkenun nokasarens OXKEJI menee 60%
KapANOPECTUPATOPHBI MOHUTOPUHT (IUCTAHIIMOHHOE HAOIOJCHHE 3a IMOKa3aTeNsMU YacTOTHI
CEpIICYHBIX COKpAIICHUH M AWCTAHIMOHHOE HAOMIOACHHME 332 (YHKIMOHATBHBIMU TOKA3aTEISIMU
BHEILIHETO JIbIXaHUS) C LIEJIbIO BBISIBJICHUS PAaHHEW IbIXaTEIbHOM HEIOCTATOYHOCTH U PEIICHHS

BOIIPOCAa O IPUMEHEHUUHU BCIIOMOIaTeIbHBIX METOJOB pECIMPAaTOpHOM noaaepxku [19,20].
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Yposens yoeauteabHocTH pekoMenaanui — C (ypoBeHb JOCTOBEPHOCTH 10Ka3aTeabCTB — 3)
KommenTapun: / paz 6 6 mec. IIpu 603mModcHOCMU NOKA3AHO NpUMeEHeHUue KanHozpaguu, Kax

Haubonee uyecmeumenlbHoco Memooa OuUa2HOCMuKU paHHeﬁ ObIXaMenbHOl HeO00Cmamo4HOCmu

[10—13,39,80,81].
Hruvie memoowt

Pexomennyrorcest npu HaOmoneHnu nauentos ¢ M/IJI/MIb npuMeHsATs MyIbTUAUCHUIUIMHAPHBINA
MOAXO/ C LIEJIbIO KOPPEKIIMH Teparuyi U JUHAMUYECKOr0 MOHUTOpHHTa [95].

YpoBeHnsb yoeaureJbHOCTH pekoMenaanmnii — C (YpoOBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 4)
KomMmeHnTapumn: noxazanvl nepéuunvie u nOEMOPHLIE KOHCYIbMAYUU 6PAYa-eeHemuKd, 6payd-
Heepooea, Bpaua-nyibMOHON02d, BPAYA-0eMCKO20 KApouoiozd, 6paya-kapouonozd, epaya-
eacmposnmeponozaa, 8pAUA-0eMCcKO20  DHOOKPUHONI02d,  8pPAYA-IHOOKPUHOI02d, epaua-
MpasmMamono2a-opmoneoa, 8paia-ouemosnozd, 8pava-ncuxuampa, epada-neouampa/gpava oowel
Npakmuku (cemelHo20 8paua), epaia-mepanesma, 8paia-opmanbmonoea, 8paia-aHacmesuoioa-
PeanumMamonozd, MeOuyuHcKo20 NCuxonoed, 8pava Quauyeckol u peadburumayuoHHol MeouyuHbsl
WU 8pAYa, BLINOIHAIOWE20 €20 QYHKYUIO (CNeyuanucma no MeOuyuHCcKol peabuiumayuu. epava no
JleyebHoll Quskyrbmype u 0p.), pava no NALIUAMUSHOU MEOUYUHCKOU NOMOWU, a MAaKdice epayel
opyeux cneyuanvHocmeu nayueumam ¢ MII/MIB, umeowum Hapywenus  @yHKyui
coomeemcmaylowux opeanos u cucmem. Takdce HeobXoouma pazpabomra UHOUBUOVATLHOU

nPOCPAMMbL 1020NeOUUECKOl peadbuIumayuu.

o Pexomenayercst npueM (0OCMOTp, KOHCYJIbTALMs ) Bpaua-HEBPOJIOTa IEPBUYHBIN U IOBTOPHBIN (IIpH
HE0O0XoauMOCTH) BceM mnanueHtam ¢ MIJI/M/Ib ¢ nenpio ONeHKH W HAOJIIOJCHHUS B JIMHAMHKE
HEBPOJIOTUYECKOI0 CTaTyca, MOTOPHBIX (YHKIMH, 00beMa IBUKECHUN 1 KOPPEKIIUH Tepanuu [2].
YpoBeHnb yoeaurTeabHOCTH pekoMeHnaanuii — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJIbCTB — 4)
Kommenrapuii: uacmoma nabniodenus ons ambyramopusix nayuenmos 1 paz 6 12 mecsayes, ons
Heambyramopuvix nayuenmos I paz 6 6 mecsayes. OyeHka MOmMOpPHbIX (QYHKYUll u odvema
OBUIICEHUTI MOJICEM MAKIHCE NPOBOOUMBCSL BPAYOM PUZUYECKOU U PeadbUIUMAayuOHHOU MeOUYUHbI
UNU 8PAYOM, BLINOIHAIOWUM €20 PYHKYUIO (CReyuanucm no MeOuyuHCKo peaburumayuu. epay no

neyednou guszkyremype u op.) (Ilpunoscenus I'l-1'9, I'111'12).

o Pexomenayercsi mpueMm (OCMOTp, KOHCYJbTalus) Bpadya (u3nyeckod W peadMIUTalMOHHOM
MEIMLMHBl WJIM Bpaya, BBINOJHAIOLIETO €ro (QYHKIHIO (CHEHUANIUCT 10 MEIUIIMHCKON

peaOunuTayu: Bpad mo JieueOHoN (PU3KYyIbTYpe U Ap.) NIEPBUUHBINA U TOBTOPHBIN BCEM MAaLlUEHTaM
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¢ MAZI/M/Ib ¢ uenpio MakCUMaJbHOTO COXPAHEHUS JBUTATENBHBIX (DYHKIHMHA M TPOPHUIAKTHKA
KOHTPAKTYpP KPYIIHBIX CYCTaBOB [2].
YpoBenb yoeauTeabHOCTH pekoMeHnaanuii — C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB — 4)

Kommenrapuii: uacmoma ne pesice 1 paza 6 6 mecsyes.

Pexomenayerca rmpueM (OCMOTp, KOHCYJbTallMs) Bpava-3HIOKPUHOJIOra/Bpaya-IaeTCKOro
9HJIOKPUHOJIOTA IEPBUYHBIN M MOBTOPHBIH BceM naruentam ¢ MJIJI/M/Ib ¢ nenbio cBOBpeMEHHOM
JUArHOCTUKY HJAOKPUHOJIOTUYECKUX HapylueHuu [2,76-78].

YpoBenb yoeaureabHOCTH pekoMeHnaanuii — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJIbCTB — 4)
Kommenrapuu: vacmoma 1 pasa 6 12 mecayes, uawe 6 ciyuae 8bia6ieHUs 3A0EPAHCKU NOLOBO20
pazeumus, 3Aa0epiHcKU poCmd, HApYUWleHus MoAepaHmHOCmU K 210Ko3e, caxapHoz2o ouabema,
odrcupenus, cunopoma Kywunea, a maxaice opyeux 603moxchvix nobounvix sghgexmos I'K mepanuu

C Yenbio OONOTHUMENLHOU OUACHOCTNUKY U HeOOX0OUMOU MEeOUKAMEHMOZHOU KOPPEKYULUL.

Pexomenayercsi npueM (OCMOTp, KOHCYJIbTallMs) Bpaya-TpaBMaTOJIOra-opTorea NepBUYHBIA U
MOBTOPHBIA (Ipu HeoOxoaumocTu) BceM manueHtam ¢ MIJI/MJIB ¢ mensio omnpeaencHus
HEO0OXOIMMOCTH U TAKTUKHU OMEPATUBHON KOPPEKIIMU OPTOTECINICCKUX HAPYIIICHHIA.

YpoBeHnb yoeaureabHOCTH pekoMeHnaanuii — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJIbCTB — 5)

KommenTapuu: vacmoma - no nokazanusm, Ho He pedxce I paza 6 12 mecayes.

Pexomenayercst npuem (OCMOTp, KOHCYJbTAalMs) Bpaya-racTpOIHTEPOJIOTa IEPBUYHBIA U
MOBTOPHBINA (MpU HeoOxomumocTr) BceM manueHtam ¢ MJIJI/MJIb ¢ menbio KOHTpossi Beca
MAIUEHTa, BBIABICHUS CHUMITOMOB jauc(haruu, HaIW4YUS HApyHICHHs CTyjda (3amopoB),
ractpos3odareanbHoro pedurokca, nodounsix s¢pdexro npuema 'K co croponst KKT u ux
HOCJIEAYIOIEN MEAUKAaMEHTO3HON KoppeKuu [2].

YpoBeHnnb yoenurteabHoCcTH pekoMenaanmnii — C (YpoBeHb 10CTOBEPHOCTH J0KA3aTeIbCTB — 5)

KOMMeHTapI/II/IZ yacmoma - no NOKAa3aHusm.

Pexomenpyercs BCEM  TAI[MEHTAM ¢ MIJ/MIb  mpoBemeHuE  UCCIEIOBAHUS
HECIIPOBOIIMPOBAHHBIX  JIBIXaTEIbHBIX OOBEMOB M IOTOKOB, NpU HEOOXOAMMOCTH —
UCCIICIOBAaHUE JIBIXaTEeNbHBIX OOBEMOB C MPHUMEHEHHEM JIEKAPCTBEHHBIX MpPENapaTos,
IIyJIbCOKCUMETPUH, OIPEACICHUE NapLUaJIbHOIO JaBICHUSA KUCIOPOAAa B MATKMX TKaHAX
(oxcumeTpus), HauMHas C paHHEH HeaMOyJaTOpHOM CTaAMM C LEJNbI0 CBOEBPEMEHHOU
JMAarHOCTHKH HapyiieHui Gpynkuun aeixanus [10-13,39].

YpoBennb yoenurteabHoCcTH pekoMenaaumnii — C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 3)

KomMmeHnTapuu: nposedenue cnupomempuu 015 OYeHKU QYHKYUU BHeuwHe20 ObIXAHUS C
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usmepenuem ecex ocHoguvix nokazamenei (KEJI, @QIKEJI, ODPB;, COC:s.75, MOCzs.75, I10Capo)
yacmoma- He pedxce 1 paza 6 6 mecsyes. B ambyramoprou cmaduu 3ab6o0nesanus cledyem
npoeooumv  0OyueHue nayueHmos npogedenuio  cnupomempuu. Ilayuenmam  credyem

PEKOMEHO08aMb UMEMb 00OMA NYTbCOKCUMEMP OIS PE2YIAPHO20 USMEPEHUsL CAMYPayul.

Pexomennyercss Bcem manuentam ¢ MJIJI/MJIb mposenenue kamHorpadguu BO BpeMmsi CHa,
HAuMHAas C paHHeW aMOyIaTOpHOU CTa/luy, C LIEbIO BBISBICHUS OOCTPYKTUBHOI'O alTHO? CHA MM
APYTUX NPU3HAKOB HAapYILIEHUs JbIXaHus Bo cHe [14,39].

Yposens yoenureabHocTH pekoMenaanuii — C (ypoBeHb JOCTOBEPHOCTH I0KA3ATEJIbCTB — 5)
KomMeHTapuu: oOawnubviii Memoo 0COOEHHO peKoMeHOYemcs Npo8oOUms NAYUeHmam ¢

u3661moyHvIM 6ecom, nonyuarowu I'K.

Pexomennyercst mnpueMm (OCMOTp, KOHCYJbTAIlMsl) Bpava-MyJbMOHOJOTAa TIEPBUYHBIA U
MOBTOPHBIA (IIpu HeoOXoaumocTu) BceM mnanueHtam ¢ MIJI/MJIb ¢ 1enbio AMarHOCTUKH,
MOHMTOPHHIA COCTOSIHM U KOPPEKLIUY CUMIITOMOB AbIXaTE€IbHOW HEAOCTATOYHOCTH [2].

Yposens yoenureabHocTH pekomMenaanuii — C (ypoBeHb JOCTOBEPHOCTH I0KA3aTEJIbCTB — 5)
KomMeHTapuu: na momenm nocmanogku ouacHo3a u oajee HauuHdas 8 no30Hel amoyiamopHou
cmaouu — 1 paz 6 200, Hauunas ¢ panuel Heamobyramopnol cmaouu — I paz 6 6 mecayes, uawe

- NO NOKA3AaHUAM.

Pexomennyercss npueM  (OCMOTp,  KOHCYJbTallMs)  Bpauya-KapHOJIOora/Bpayda-IeTCKOro
Kap/uoJiora NepBUYHbIN U MOBTOPHBIN (He pexe | pasa B roa) BceMm naruentam ¢ MAJI/M/Ib ¢
LIEJIbI0 TUarHOCTUKH, MOHUTOPUHIA COCTOSIHUSL U KOPPEKIMU NATOJIOTUU CEPAECUHO-COCYJUCTON
cuctemsl [8, 31, 39].

Yposens yoenureabHocTH pekoMenaanuii — C (ypoBeHb JOCTOBEPHOCTH 10KA3aTEJIbCTB — 5)
KommenTapum: vacmoma — Ha MOMeHm nOCMAKU ouazHo3a u oanee He pedce 1 pasza 6 200.
Habniooenue mooicem Ovime 60iee wacmviM no Mmepe npocpeccuposanus 001e3HU U pa3eumus
cepoeuno-cocyoucmoti namonocuu. Taxoce ecem nayuenmam c¢ MI/MJIB neped nianoswvim
ONepamusHbiM  8MEUlamenbCmeoM HeoOXo0UMa KOHCYIbMAayus 6paya-Kapouono2a/epada-
0emcKko20 Kapouonoea, a maxdice peUucmpayus NeKmpoKapoOUoOSpAMMbl U NpoGedeHuUe

axoxapouoepaghuu [31,39].

Pexomenayercs BCEM nanyeHTaM c MAA/M/1b peryispHas perucrpauus
3JIEKTPOKAPIUOTPAMMBI U MPOBEACHUS IXOKapauorpaduu A BIABICHHUS HAPYLICHUH PaOOThI

cepaua [6,8,39].
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YpoBens yoenureabHoCcTH pekoMenaaumnii — C (YpoBeHb 10CTOBEPHOCTH 10KA3aTebCTB — 4)
KommenTapuu: e pesce 1 paza 6 200, npu 8o3modxcnocmu u Heobxooumocmu Ixo-KI™ mooicem
ObLIMb 3AMEHEHO HA MACHUMHO-PE30HAHCHYIO0 MOMO2Paduio cepoya u MacucCmpaibHuIX cOCY008.
Ilo  Hasnauenuro  8paya-kapoUONO2a  OONHCHO — MAKIHCE  NPUMEHAMbCS — XONMePO8CKOoe

MOHUMOPUPOBAHUE CEPOEUHO20 PUMMAL.

Pexomennyercst mpueM (OCMOTpP, KOHCYIbTalusl) Bpada-oTanpbMojora TMEpBUYHBIA U
MOBTOPHBIA (P  HEOOXOAMMOCTH) BceM mamuwentam ¢ MJJ/MJIB mnpu pa3Butuu
o(pTanbMOJIOTNYECKUX HAPYLICHUH M MOOO0YHBIX 3(PPEKTOB TOPMOHATIBHON TepHauu, TAKHX Kak
aHoManuu pedpakiiuu, KOCoriia3ue, KaTapakTa, ¢ leJIbl0 JUarHOCTHUKH, MOHUTOPUHTA COCTOSHUS
u nedyeHus [75].

YpoBenn yoenureabHOCTH pekoMeHaaumnii — C (YpoBeHb 10CTOBEPHOCTH J0KA3aTeIbCTB — 5)

Kommenrtapuu: vacmoma — 1 paz 6 200, npu neobxooumocmu — uauje.

PexomennoBaHo npuem (TECTUPOBaHKE, KOHCYJITALIMSA) MEAUIIMHCKOTO TICUX0JIOTa IIEPBUYHBIN
U TOBTOpHBIM BceM manumeHtaMm c¢ MJIJI/MJIB ¢ 1enpio  peryaspHOro CKpUHUHTA
IICUXOAMOLIMOHAJIBHOTO COCTOSIHUS MALMEHTA U JIML, OCYLIECTBIIIOIIUX YXOJI, OCYLIECTBIICHUS
MHAUBUAYAIbHOM, IPYIIIOBOM, CEMENHON NICUXOJIOIMUECKOM oMoy [75].

YpoBennb yoenurteabHOCTH pekoMeHaaumnii — C (YpoBeHb 10CTOBEPHOCTH J0KA3aTeIbCTB — 5)

KOMMeHTapI/II/IZ yacmoma — no NOKA3aHUusM.

PexomennoBaHo npuem (0OCMOTp, KOHCYJIbTAlMsl) Bpaya-ICUXUaTpa MEPBUYHBINA U IOBTOPHBIN
BceM nanueHtam ¢ MIJI/M/Ib B ciy4ae pa3BUTHs/IIOAO3pEHUSI HA TOSBICHUE MOBEICHUECKUX
SMOLIMOHAIBHBIX PACCTPOMCTB € LENbIO IUArHOCTUKY U Ha3HAUYEHUA Tepanuu [75].

YpoBennb yoenurteabHOCTH pekoMenaaumnii — C (YpoBeHb 10CTOBEPHOCTH J0KA3aTeIbCTB — 5)

KOMMeHTapI/II/IZ yacmoma — no NOKA3aHUusM.

PexomennoBano Bcem mnanueHtam ¢ MJIJI/MJIB o00si3aTenbHO €XKEroJHO MPOBEACHUE
PEHTI€HOJICHCUTOMETPHH C 1I€JIbI0 CBOEBPEMEHHOM KOPPEKIIUH MOTYyYaEeMOT0 JIEYEHUS 10 TOBOLY
OCTeOIeHnH U octeonopo3sa [20,39].

YpoBennb yoenurteabHOCTH pekoMenaaumnii — C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 4)
KoMmMmeHnTapuu: chuscenue MunepanbHou niomHOCMuY KOCMeU A6151emcsi YACmblM CUMNIMOMOM )
nayuenmos ¢ M/[/[/MJIb. Heycmotiuugocms npu xo0v0e, CL10HCHOCHb NOOOEPHCAHUSL PABHOBECUSL
8 pe3yivmame MblUEUHOU CI1AOOCMU, 8 COYeMmaHUuu ¢ OCMeonopo30M yepodcaem pazeumuem
nepeiomos xocmeti u no3goukos. Bce nayuenmwr ¢ MIJ[/MJIP, ne3agucumo om cmeneuu

00€308UIHCEHHOCU (HaNpUMep, HyHCOarUWUecs 8 Kpecie-kamaike) 00IHCHbL Oblmb 00y4eHbl 6cem
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mepam npedoCmopoHCHOCIU Ol NPOPUIAKMUKU NAOEHUS. U NepeoMO8 8 Dblmy NayueHmsl U
YjleHbl ceMbll O0NINHCHBL ObIMb UHDOPMUPOBAHDL O BCEX NOCIEOCMBUAX HeAOEeKB8AMHO20 OMHOULEHUS

K l’lp06ﬂ€]l/l€ ocmeonoposa.

PexomeHn10BaHo 1prieM (OCMOTpP, KOHCITYJIbTAIlMs) Bpada-AUeToJIora NePBUYHbIN U MOBTOPHBIH
BceM narenTam ¢ MJIJI/MJIB ¢ nenbio KoppeKiuy MUTaHus U Ha3HAYEHUS TUEeTHI [2].

Yposens yoenureabHocTH pekoMenaanui — C (ypoBeHb JOCTOBEPHOCTH I0KA3aTEJIbCTB — 5)

Pexomennyercst BceM mamueHtam ¢ MJJI/MJIb  mepen IIaHOBBIM — ONEPATHBHBIM
BMEIIATEILCTBOM TpueM (OCMOTpP, KOHCYJbTallMsl) TIEPBUYHBIA ¥ TOBTOPHBIN (TIpu
HE0OXOUMOCTH) Bpada-KapAHOJIOra/Bpaya-IeTCKOr0 KapJuojora, a TaKkKe perucTpanus
ANEKTPOKAPAUOTPAMMBI U TIPOBEJCHUE IXOKapauorpaduu ¢ LENb0 ONpeaeNeHUs BO3MOKHBIX
IIPOTUBOIOKA3aHUI K OIlEpaTUBHOMY BMEIIATENLCTBY [39].

YpoBennb yoenureabHoCTH pekoMeHaaumnii — C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 5)
KommenTapuu: vacmoma — ue pexce 1 pas ¢ 12 mecayes 051 HeamOYIamMOPHbIX NAYUEHM OB,

yauye npu HeobXo0OUMOCMU.

PexomennoBano mnpuem (OCMOTp, KOHCYJIbTallUsl) Bpada [0 MNaUIMATUBHOM MEAMIIMHCKON
MOMOIIY TIEPBUYHBIA U MOBTOPHBIA (P HEOOXOAMMOCTH), a TAKK€ HMHBIX CIEIUAINCTOB U3
MEIWIIMHCKOW OpTaHu3allid WIW €€ CTPYKTYPHOrO  TOApAa3AeNeHHs, OKa3bIBAIOIINX
CHEIMATM3UPOBAHHYIO MAJUTMATUBHYIO MEIUIIMHCKYIO TIOMOIIb (IIPH HATMYHMH TTOKA3aHHIA ), BCEM
naruenTam ¢ MJIJI/M/Ib ¢ uenpio onpenenenus o0beMa HeOOX0AUMON MATUATUBHON TOMOIIN
[133, 134].

YpoBennb yoenurteabHoCTH pekoMeHaaumnii — C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 5)
6. Opranmszanusi OKa3aHusi MeJUIUHCKON MOMOIIH

[TokazaHus 1 TUIAHOBOM TOCTIMTANIM3AIMN B MEUIIMHCKYIO OPraHU3aluIo [76]:

« mnpoBeaeHue AuQQepeHInaTbHON JAUATHOCTUKH W YCTAHOBJICHUS OKOHYATEIBHOTO
JMarHO3a, JICYSHHUsI, TPEOYIOIIIe KPYyTrioCyTOYHOTO METUITUHCKOTO HAOTIOICHMSI.

+  moAOOp ONTHUMAILHOTO PEXUMA U JJ03bI TIFOKOKOPTHUKOHIOB

«  moabop crenudUIecKoi Tepanuy B 3aBUCUIMOCTH OT BUJa MyTallul

*  TPOBEACHHE XUPYPTUYECKUX BMEIIATEIHCTB IO KOPPEKIMH CKOJINO03a, AehopMaiuu
CTOIIbI, ONIEPALIMY HA aXUJJIOBOM CYXOXKHIIUH,

+  JICYEHHE OCTEOIopo3a

¢ YCTaHOBKA raCcTPOCTOMBI

e COCTOSIHME, TpeOylollee aKTHBHOTO JIEUEHUS U KPYIVIOCYTOYHOTO MEIUIIUHCKOTO
HaOMoIeHus (HapacTarolas JpIXaTelIbHas HeIOCTATOYHOCTh, HAPYIICHHUS PUTMa CePALA);
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COCTOsSIHUE, TpeOyrolee NpPOBEIEHUSI BBICOKOTEXHOJIOIMYHBIX METOMOB JICUCHUS U
peadbunuTanymy;

HEOOXOMMOCTh TPOBEJCHUS PA3IMYHBIX BHUIOB D3KCIEPTU3 WIM OOCIEIOBaHHUA B
MEJIUIUHCKONW OpraHu3allMyd TPU HEBO3MOXXHOCTH HPOBEACHUS HUX B aMOyJaTOPHBIX
YCIOBHSX, TPEOYIOIUX JUHAMUYECKOTO HAOII0ICHUS

[Tokazanus Jy1st 5KCTPEHHOM rOCHUTAIN3AMN B METMLIMHCKYIO OpraHu3anuio [75]:

ocTpble 3a0o0yieBaHMsI, OOOCTPEHUS XPOHUYECKUX OOJe3HEH, OTPaBICHHS U TPaBMBHI,
COCTOSIHUS, TpeOyrollue WHTCHCUBHOW Tepanmuu M IEpPeBOJa B pEaHUMMAIlMOHHBIC
OTIEIECHHUS WM OTJAEJICHMs MHTEHCUBHOM TEpaluu, a Takke KpyriIoCyTOYHOIO
MEIUIUHCKOTO HAONIOJCHUM M TPOBEIEHHUS CHEeIMAlIbHBIX BHJIOB OOCIEIOBAaHUS U
JICYEHUSI.

CEPbE3HBIE OCIIOKHEHUS CO CTOPOHBI CEPAEYHO-COCYIUCTOM CHUCTEMBl — KapaMT,
cepJieyHasi HEJOCTaTOYHOCTb, APUTMHUS

CEPbE3HBIE OCIIOKHEHUS CO CTOPOHBI PECIIMPATOPHOM CUCTPEMBI — TsDKEINas THEBMOHUS,
acnupanus, AbIXaTeabHas HEIOCTATOYHOCTb 2-3 CTEIEHU

[IEPEIOMBI KOCTEU

HaAMOYEYHUKOBAs HEJ0CTaTOYHOCTh y [AIMEHTOB, PUHUMAIOIINX
[JIFOKOKOPTUKOCTEPOUIbI, HA (POHE JIMXOPAIKU, PBOTHI, ICUXOJIOTHYECKOTO CTpecca WK
XUPYpPru4eckoro BMEIaTeNbCTBa [2]

[TokazaHus K BRIMKMCKE MALMEHTA U3 MEAUIIMHCKON opraHu3anu [76]:

OTCYTCTBHUE YIPO3bI )KU3HU MMALUEHTA;
OTCYTCTBHUE YIPO3bI PA3BUTHUS OCIOXKHEHHH, TPEOYIOIINX HEOTI0KHOTO JICUCHHUS;
cTa0min3anusi COCTOSHMSLT M OCHOBHBIX  KJIMHUKO-TAOOpaTOPHBIX — IOKa3aTenen
MaTOJIOTMYECKOT0 Tpoliecca o OCHOBHOMY 3a00JIeBaHUIO;

OTCYTCTBUE HEOOXOIMMOCTH B IOCTOSTHHOM Bpaue€OHOM U KPYTJIOCYTOYHOM MEIUITUTHCKOM
HaOJII0ICHUH 110 OCHOBHOMY 3a00JI€BaHUIO;

HEOOXO/IMMOCTH TIepeBOojJia MalMeHTa B JAPYIYI0 MEAMLUMHCKYIO OpPraHMU3aLUI0 WIN
YUpEKACHUE COLMATIbHOTO obecneyeHus [2].
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7. JonmosHuTeabHAst HHpopManus (B TOM 4ucjiae GaKkTopbl, BJIUAKINNE HA

HUCXO0/1 3a00J1eBAHUSI WJIM COCTOSIHHSA)

Pannss quarnocruka M/I/] 1 Ha3HayeHUe Tepanuy MO3BOJISET YJIYYIIUTh IIPOTHO3 U 3aMELINTh
nporpeccupoBaHue 3a00BiIaHusA. B HEKOTOPBIX CTpaHax paccMaTpUBAETCs BOIPOC O BKIIOUCHHUH

M/l B mporpaMmsl MacCOBOI'0 CKPUHMHIA HOBOPOXKICHHBIX.

59



8. Kpurepuu oeHKH Ka4eCTBAa MeIUIUHCKON MOMOIIH

Kpurepun xavyecrsa

OuneHka
BBINOJTHEHH A
KpuTepus

[IpoBeneHo onpeneneHne aKTUBHOCTH KpeaTuHPocHOKUHAZHI
KPOBH BCEM TMAaIMEHTaM C KIMHUYECKUMH CHMIITOMaMH,
xapakrepuabivu Juis MIJI/M/Ib.

Jla/uer

[IpoBeneHO MONEKYIIAPHO-TEHETUYECKOE UCCIIE0BAHUE B TEHE
DMD Bcem mauveHTaM € CUMIITOMAaMH, XapaKTEPHBIMH IS

MJUT/MJIB.

Ja/uer

[IpoBenensl nprueM (0CMOTp, KOHCYJIbTALIMS) Bpaya-HEBPOJIOTa
NEepBUYHBI M TOBTOPHBIA (IpU HEOOXOAMMOCTH) BCEM
maruenTaM ¢ MJIJI/MJIb.

Ja/uer

[IpoBenensl npuem (0CMOTp, KOHCYJIbTAlLlUs) Bpaua-Te€HETUKA
NEepBUYHBI M TOBTOPHBIA (IpU HEOOXOAMMOCTH) BCEM
nareraTam ¢ MJIJI/M/IB, npu HaIu4uu MoKa3aHui — 4ieHaM
UX CeMel WM X O(pUIUAIEHBIM IPEACTaBUTEIISIM.

Jla/uer

[IpoBeneno Ha3HAYeHUE Tepanuu npenapaToM
#npenau3onoH** B mo3e 0,75 MI/KIr/CyTKU MEPOPATBHO MOCIIe
3aBepIueHus] (OPMUPOBAHMS JIBUTATEIbHBIX HABBIKOB, HO JIO
Hayaja yracaHusi MOTOPHBIX (YHKIMH (Ha CTaguM IUIAToO),
BceM nanuenTam ¢ MJIJI/MJIb.

Ja/uer

IIpoBeneHo Ha3HAUYEHKE JICKAPCTBEHHOTO IIperapara aTailypeH
amOynaTopHbpIM manueHtam ¢ MJIJ] crapme 2-x ner, y
KOTOPBIX MOJIEKYJIIPHO-TEHETUYECKOE HCCIIEN0BaHUE
BBISIBUJIO HOHCEHC-MYTALUIO.

Ja/uer

[IpoBenenst mpueM (OCMOTp, KOHCYJbTallMs) Bpada-
KapJIMoJora/Bpaya-IeTckoro  Kapauojiora MEpBUYHBI U
NOBTOpHBIN (HEe pexxke | paza B roa) BceM NalMEHTaM C

MJUT/MJIB.

Ja/uer

[IpoBenenst mpueM (OCMOTp, KOHCYJbTallMs) Bpada-
IIyJIbMOHOJIOTa IIEPBUYHBII U IIOBTOPHBIN (npu
Heo0XoauMocTH) BceM manueHTam ¢ MJIJI/M/Ib.

Ja/uer

10

[IpoBenenst mpuem  (OCMOTp, KOHCYJbTallMs) Bpaua
dusznyeckoil U peabUIUTAIIMOHHONW MEIUIIMHBI WIH Bpauya,
BBIMIOJHSAIONIETO  ero  (QYHKOHWIO  (cmenuanucra 1o
MEAWIIMHCKOW  peaOunwWTanuy: Bpaya 1o  JiedeOHOM
¢u3KynpType U p.) NEpBUYHBI M TOBTOPHBI BCEM
nanrentam ¢ MJ1JI/MJIB.

Ja/uer

11

[IpoBenenst mpueM (OCMOTp, KOHCYJbTallMs) Bpada-
SHAOKPUHOJIOTa/Bpavya-IeTCKOT0 YHAOKPHUHOIOTA MEPBUYHBIN

Ja/uer
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OuneHka

Ne Kpurepun xavyecrsa BbIINOJIHEHUSA
KpuTepus
U TIOBTOPHBIA (IIpU HEOOXOAMMOCTH) BCEM MAIMEHTaM C
MAJ/M/IB.
[IpoBeneH mnaTpoHaX BBHIE3IHOW NATPOHAXKHOM Opuragoin
OTHENICHUs  BBIE3JHOM  IATPOHAXHOM  NAJJIMATUBHOU
12 Jla/uer

MEAWIIMHCKOW TOMOIM JaeTsM s pebenka ¢ MIJI/M/Ib,
HYKJAIOLIET0Cs B NAaJUIMATUBHOW MEAULIMHCKON TOMOLIU
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Hpuiaoxenue Al. CocraB padoueil rpynnsl o paspadorke u nepecMoTpy

KINHUYICCKHUX peKOMeHI[aIII/Iﬁ

AnucumoBa Unra BaammoBHa — Kk.M.H., Bpau-reHeTUK ®I'BHY «Menuko-renernyeckuii
Hay4HbIN HeHTp M. akaaemuka H.IT.boukoBay, uieH Acconaniii MEAULIUHCKUX FEHETUKOB.
AprtembeBa CperiiaHa BpoHHcIaBOBHA — K.M.H., HEBPOJIOT, 3aBEAYIOIAsl OTIEICHUEM
ncuxoHespojorun U snwiaentoigorun OCII HayuHo-uccnenoBaTenbCKuil  KIMHUYECKHUN
nHctuTyT nexumatpun um. 1O, E. Benptnmesa ®I'AOY BO «PHUMY HM.
H.N.ITMPOI'OBA» M3 P®.

BenoycoBa Enena /ImutpueBHa — 1.M.H., mpodeccop, HEBPOJIOT, 3aBEAYIOMIAs OTACIOM
ncuxoHeBposorun U snuwiaentoigorun OCII HayuHo-uccnenoBaTenbCKuil  KIMHUYECKUN
nHCcTUTYT neauarpun  um. FO.E. Bemprumesa @OI'AOY BO «PHUMY HM.
H.N.ITMPOI'OBA» M3 P®.

Bamakmanze Hato Lxkym0epoBHa — J.M.H., pyKOBOJUTENb OT/esIa OppaHHbIX Oone3Hel u
npopMIaKTUKA MHBAIUAM3UpYOmuX 3a0oneBannii HUW nenuatpum u oxpaHbl 370pOBbS
nereit LUKb PAH mnpodeccop kadenpsl ¢axyabTeTCKON NeauaTpud MNEAUATPUIECKOTO
¢akynprera PI'BOY BO «PHUMY um. H.W. ITuporosa» Munzapasa Poccun,

Baonasen Amurpuii BijaguMupoBu4 — K.M.H., HEBPOJIOT, CTAPIIUN HAYYHBIM COTPYIHUK
ornena ncuxoHesposornn u  smmienronorun  OCII  HayuyHo-uccienoBaTenbCKHid
kinHu4eckuil uHetutyT neauarpun uM. IO.E. Bensrumesa ®I'AOY BO «PHUMY HM.
H.N.ITMPOI'OBA» M3 P®.

I'pemsixoBa TarbsiHa AHApeeBHA — J.M.H., WIEH MEXIYHapOAHOIO0 KOHCYJbTaTUBHOI'O
coBeTa naueHTckoro coodmecrsa M/, npesunent 6aarorsoputensHoro ¢ponaa «l"opaein»
(unen Accouumanyu npohecCHOHAIBHBIX YYaCTHUKOB XOCTIUCHOU oMoy, Coro3a neuaTpos
Poccun, World Duchenne organization).

I'poznoBa Oubra CepreeBHa — [1.M.H., BEAyIIUHA HAy4YHBIH COTPYJIHUK OTIENA JETCKOU
kapauosnioruu u aputmoniorun «HUKW neamarpum um. akagemuka FO.E. Benbruimiena»
®I'bOY BO «PHUMY um. H.U. Iluporosa» M3 P®.

I'yzeBa Bajientnna UBaHOBHa — 1.M.H., ipodeccop, HEBPOJIOT, 3aBedyromias Kadeapon
HeBpoJioruu, Helipoxupypruu 1 Mmeaunuackoi renetnku @I'BOY BO Cankr-IlerepOyprekmii
rOCYy/IapCTBEHHBI TMEAUATPUUECKUNA MEIMLMUHCKUM YHHMBEPCUTET, WIECH-KOPPECIOHICHT
Poccuiickoii Akamemuu EctectBo3Hanus, ['HaBHBIM BHEINTATHBIM JETCKUHM CIIEIUAIUCT
HeBpoJor M3 PO.

I'ycakoBa Enena BuktopoBHa — a.M.H., ipodeccop, HAYaIbHUK LEHTpa peadMInTalun

®I'BY LentpanpHoit Knnunueckoit bonsaunsr Y /11 PO.
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10.

11.

12.

13.

14.

15.

16.

17.

18.

19.

20.

Ky3enkoBa Jlrogmuina MuxaiiioBHa —a.M.H., npodeccop, HayanbHuK LleHTpa nerckoit
IICUXOHEBPOJIOTUH, 3aBEAYIOIIas OTIEICHUEM IICUXOHEBPOJIOTMH U IICHUXOCOMATHYECKOU
narosnoruu OI'AY «Hayunblii MEAUIIMHCKUI MCCIEA0BATENIbCKUN LIEHTP 30pPOBbs ACTEI»
Munzapasa Poccun, uien Accouranuy MEAUIIMHCKUX TeHETUKOB (AMI).

KypenkoB Anekceii JIbBOBUY — 1.M.H., 3aBeAyIOLIHNI 1JabopaTopueil HEpBHBIX OOJIE3HEH,
OI'AY «Hayunblii MEIUIIMHCKUN UCCIEAO0BATEIILCKUN LEHTP 370pOBbs JeTei» Munzapasa
Poccun.

KyueB Cepreii UBanoBuu — un.-xkopp. PAH, a.m.H., nupextop ®I'BHY «Menuko-
FEHETUYECKUM Hay4yHbI LEeHTp uM. akaaemuka H.I1.boukoBa», TIJIaBHBIA BHEIUTATHBIN
CHELMAJIUCT 10 MEIUIMHCKOM reHetuke MunznpaBa Poccun, mpesuaeHT Acconuanuu
MEIUITMHCKUX TeHeTuKoB Poccun (AMI).

Muxaiinosa Ceriiana BuranbeBHa — J1.M.H., 3aBeAyIOLIasl OTAEICHUEM MEIUIIMHCKON
reaetuku OI'BY «Poccuiickas aerckas kimHUYecKas 6oapHUIIA» MuH3apaBa Poccum.
Hazapenko JIoammaa IlaBioBHa — 1a.M.H., npodeccop, 3aciayKeHHbld Bpau PO,
3aMECTHTENb JUPEKTOpa MO HAy4yHOH M JieueOHON paboTe, pyKOBOAUTENb J1abopaTopuu
HaciaeacTBeHHou mnarojorun HWM mMemunmuHckod reHeTMKH TOMCKOTO HalMOHAJIBLHOIO
HCCIIEI0BATEIbCKOI0 MeAUIIMHCKOrO LieHTpa PAH.

Huxutun Cepreii CepreeBu4 — J1.M.H., ipodeccop, 3aBeayrouii kadeapoil reneTuku
HepBHbIX O6one3neit MI'HL um. H.IT. boukosa.

HosukoB Aprem IOpbeBu4 — neTckuil ncuxuarp, KaMHuka «Paccser».

IHoakiaernoBa Tarpsana BaaguMupoBHA — K.M.H., HEBpPOJIOI, CTAapIUMN HAay4YHBIH
COTPYIHUK JabopaTopuu HepBHBIX Oonesneir, DI'AY «HayuHblii MeIMIIMHCKHIA
HCCIIE0BATEIIbCKUI LIEHTP 340pOBbi IeTein» Munsapasa Poccun.

IoseBuuenko Esaena BuaamumupoBHa — 1.M.H.,, npodeccop Kadeapsl OHKOJIOTHH,
reMaToJIOTUH U Jy4eBOM Tepamuu mneauarpuyeckoro daxyiabrera PI'AOY BO PHUMY
nmenn H.M.IIuporoa, riaBHbIi BHEIUTATHBIM AETCKUM CHEUUAIUCT MO MNAJUIMATUBHOU
MeIuMUUHCKOM  momomm — MunzgpaBa  Poccum, unen  [lpaBnenus — Accouuanuu
npo¢eCCUOHATBHBIX YYaCTHUKOB XOCITMCHOM MOMOILIH.

HoasikoB Anexcanap BaagumupoBuy — ui.-xopp. PAH, 1.6.H., mpodeccop, 3aBeayromuit
nabopatopueit JJHK nuarnoctuku ®I'BHY «Menuko-reHeTHUEeCKU HAY4HBIH LEHTP UMEHU
akajgemuka H.I1. BoukoBay.

IIpoxonses I'ennaguii I'epMaHOBHMY — K.M.H., aHECTE3UOJIOr-PEAHUMATOJIOL, AOLICHT
Kaeapel 1eTCKOW aHECTEe3HOJOrHH U MHTeHCHBHOM Tepanuu OYB OI'AOY BO PHUMY

nmenn H. M. Iluporosa, Beaymuil Hay4dHbId COTPYJHUK M 3aBEIYIOLIUN OTAEICHUEM
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21.

22.

23.

24.

25.

26.

27.

28.

29.

30.

«Hay4HO-nIpakTHUECKOro LEHTPA CIELUATU3UPOBAHHON MEIULIMHCKOW ITOMOLIU AETAM» UM
B. ®@. BoiiHo-SIcenenxoro JlenapraMeHnTa 34paBoOXpaHeHus I. MOCKBBIL.

Pynenko JImutpuii UropeBu4 — 1. M. H., ipodeccop, 3amectuTens riaBHoro Bpaya CII6
I'bBY3 «loponckas  muorompoduibHas  OombHuna Ne2»  Caunkr-llerepOyprckoro
Menuuuackoro Yuusepcurera um. M.I1. ITasnosa.

Penuna Cgaerniana AdanackeBHa — K.M.H.,, Bpau-reHetuk OPI'BHY «Meauxko-
TeHeTHUUYECKUI HayYHbBIN IeHTp uM. akanemuka H.I1. boukoBay, unen Poccuiickoro obmiecTBa

MCAUIIMHCKHUX I'CHCTHUKOB, YJICH Accounam/m MCAUIIMHCKHUX I'CHCTHUKOB.

Pomanenko EBrenussi BukropoBHa — riaBHbIM Bpau «/[oM ¢ MasgkoM [ MOJIOABIX
B3POCIBIX»
Psaobix Cepreit OJieroBu4 — [J.M.H., TpPaBMaToJIOT-OPTONE] BBICIIEH KaTErOpHH,

PYKOBOJIUTENb KIMHUKHA MATOJOTUM MO3BOHOYHHMKA M penakux 3adoneBanuii ®I'bBY «PHI]
«BTO» wum. axkax. I''A. MNnuszapoBa» MunsnpaBa Poccun, r. Kypran, nupexrop 1o
0o0pa30BaHUIO B  HANpaBICHUU  «OPTOMEIUS»  POCCUHCKOTO  MPEICTABUTEIHCTBA
MEXJyHapOJAHOH accolMaluy CIHHAIBHBIX XUpyproB AOSpine, wieH acconManu IO
m3ydenntro Merona HMmuzapoBa ASAMI Poccusi, wieH BcepoccHiickoro oOImiecTBa
TPaBMaTOJIOrOB-OPTONEI0B.

Caxko0aeBa I'ynbxxan Ep:xaHoBHa — 3aBenyrolias oTAeIeHUEM AeTckoi HeBposoruu OI'BY
Hentpansuoit Knunnueckoit bonbuuisr Y /11 PO.

Canero Eaena IOpbeBHa — Bpau-HEBPOJIOI, HAuYaJIbHUK OTJAENA MNAJNIMATUBHOU
MeauuuHckoi nomomu netsim 'AY3 CO «OJKby, r. EkarepunOypr.

CenumssinoBa Jlmimsa PoOeproBHa — K.M.H., Beayumuil HayuHblii coTpyanuk HUUN
neauatpun U oxpansl 310poBbs gereid LIKb PAH MunoOpHayku, AoneHT kadeaps
neauatpuu U gerckoi pesmarosnorun PI'AOY «llepeeiit MI'MY um. .M. CeueHoBa»
Mumnzapasa Poccun (CeuenoBckuii YHuBepcurer), uieH Coro3a [lequatpos Poccun.
CrenaHoB AHjapeii AjnekceeBMY — J.M.H., ipoeccop, IIaBHBIA NETCKUI BHEIITATHBIN
cnenuanuct Y/II P®, 3am. rias. Bpaua no neguatpun ®I'bY Ilenrpansnoit Kiimnngeckoii
bonsuauner Y /11 PO

CycaoB Bacuiauii MuxaijoBud — K.M.H., ToueHT Kadeapsl peabunutonorun OII u /110
OI'bOY BO Cankr-IlerepOyprckuii TocyaapCTBEHHBIM MEAMATPUYECKUM MEAMIIMHCKUN
yHuBepcureT Munsnpasa Poccun

Toziman Eaena BacmiabeBHa — K.M.H., Bpau-Aerckuil sHIoKpuHOior, OCII
HayuHouccnenoBarenbCKkuil KiIMHUYEeCKUl MHCTUTYT neauarpuu uMm. HO.E. Benpruiesa

OI'AOY BO «PHUMY UM. H.IIMPOI'OBA» M3 P®
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31.

32.

33.

®exaucros JImurpuii  AnekcaHApoBMY — Bpau-TpaBMaroisor-opronen, «HHUKU
neauarpuu uM. akagemuka fO.E. Benprumesa» ®I'60Y BO «PHUMY um. H.U. ITuporosa»
M3 PO

HIaxoBckas Hagesxxaa UBaHOBHA — K.M.H., 3aMECTUTEID [JIABHOI'0O Bpaya 10 MEJAULIMHCKOU
yacty, ['ocynapcTBeHHOE O010JKETHOE YUpeKICHUE 3jpaBooXpaHeHnss MOCKOBCKOM obmacTtu
IIcuxoneBposoruueckas 0oapHHULA A7 AeTei ¢ nopaxenuem LIHC ¢ HapyiieHuem ncuxuky,

3aCITy’KeHHBIA pabOTHUK 3apaBoxpaneHust MO.

HIpexep Exarepuna BuaagumupoBHa — Bpay-AeTckud sHAOKpuHoinor PIbY

HenTtpansHoii knuuudeckoit bonpuuIel Y Nl [Ipesunenta PO.

ABTOpBI TOATBEPAKIAIOT OTCYTCTBHE (PUHAHCOBON MOIEPIKKH/KOH(DIMKTa HUHTEPECOB, KOTOPBIN
HE00X0IMMO 00HAPOI0BATH.
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Ipuiaoxenue A2. Metoaos10rusi paspadoTku KIMHAYECKUX PEKOMEH Al

HaCTOHH_II/Ie PCKOMCHIAAIMNU  MMPCAHA3HAYCHBI UIA TNPHUMCHCHUSA  MCIUIIUHCKUMU

OpTraHU3aAMAMU U YUPEXKICHUSAMH (PelepaabHbIX, TEPPUTOPUATBHBIX U MYHHUIIMIIATBHBIX OPTraHOB

yIpaBJICHUS 37paBOOXPAHEHHUEM, CHCTEM O05S3aTENIbHOTO U JOOPOBOJIBHOTO MEAMLUHCKOTO

CTpaxoBaHUsd, APYTUMU MCOAUIIUHCKUMU OpraHnu3aluiaMU pa3JIMIHbIX OpraHU3alluOHHO-IIPAaBOBbIX

(bopM AesITeNnpHOCTH, HATIPABICHHOW HA OKa3aHUE MEIUIIMHCKOMN MTOMOIIIH.

IleaeBas ayIUTOPHSA JAHHBIX KIHHUYECKAX PEKOMEHIAIIMIA:

1. Bpauu-neguarpsr;

2. Bpauu-nespouiory;

3. Bpauu-renetuxuy;

4. Bpauu o61eit BpaueOHOM NMpaKkTHKH (CeMeHbIe Bpayn);
3. Bpauu-tepanesTsl;

6. Bpauu-naboparopHbie TeéHETHKH;

7. Bpauu-xapauoiory;

8. Bpauu-neTckue kapIuoJiory;

9. Bpauu no najuimaTMBHOKW MEAULMHCKON TOMOIIN;
10.  Bpauu-3HIOKPHUHOIOIH;

11.  Bpauu-peHTresHonory;

12. Bpauu ¢pyHKUHMOHATIBHON TUATHOCTUKH;

13.  Bpauu-myJapMOHOJIOTY;

14.  Bpauu-racTposHTEpPOJIOTH;

15.  Bpauu-opromnensi;

16.  Bpauu-okyaucrsl;

17. Bpauu-oTOpHUHOJIAPUHIOJIOTH;

18. MeauuuHCKYE ICUXO0JI0TH;

19. Crynentsl MenuuuHckux BY3os;

20.  OOyuaromuecs B OpAMHATYpE U UHTEPHATYPE.

Ta6aunna 1.111kana onieHKH ypoBHEN JOCTOBEPHOCTH AoKa3aTenabcTs (Y 1J1)ans meronos
JIMAarHOCTUKH (AUAarHOCTUYECKUX BMEIIATEIIHCTB)

YA

Pacuiugposka

1

Cuctematuueckue 0030pbl HCCIEIOBAHUN C KOHTPOJIEM pe(epeHCHBIM METOAOM HIIH
cHUCTeMaTHYeCKHil 0030p pPaHIOMU3UPOBAHHBIX KIMHUYECKUX HMCCIEIOBAHUN C
PUMEHEHUEM MeTa-aHaju3a

OTnenbHble UCCIEAOBAHHUS C KOHTPOJEM pe(epeHCHBIM METOAOM WU OT/AEIbHbIC
PaHIOMU3UPOBAHHBIE KJIMHUYECKHE MCCICIOBAHUS M CHUCTEMaTHYECKUue 0030pbl
UCCIIeIOBAaHUM  J1I000ro  jAu3aiiHa, 3a  MCKIIOYCHHEM  PaHIOMU3MPOBAHHBIX
KJIIMHUYECKUX UCCIIEOBAaHUN, C IPUMEHEHUEM METa-aHaJIn3a

HccnenoBanust 0e3 MOCIENOBATEIBHOTO KOHTPOJI pe(epeHCHBIM METOAOM HIIU
UCCIIEIOBAaHUsI € pPe(EepeHCHbIM METOA0M, HE SBISIOUIMMCS HE3aBUCHMBIM OT
HCCIIEAYEMOr0 METO1a WM HEPAaHIOMU3UPOBAHHBIE CPABHUTEIILHBIE UCCIICIOBAHMS, B
TOM 4HCJIE KOTOPTHBIE UCCIIEIOBAHNS

HeCpaBHI/ITeJIBHLIe HCCJIICA0BaHNUA, OIMCAHNUEC KIIMHUYCCKOI'O Cliy4das
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‘ 5 ‘ Nmeetcs nuib 000CHOBaHHE MEXaHU3Ma JICHCTBHS WM MHEHHE KCIIEPTOB

Tab6aunna 2.111kana olleHKH ypOBHEHN JOCTOBEPHOCTH AoKa3aTenbcTs (Y 1J1)ans meronos
npoUIAKTUKY, JICUSHUS ¥ peadunutanuu (IpoQuIakTHIECKUX, Je4eOHBIX, peaOMIUTallHOHHBIX
BMEIIATENIbCTB)

YA Pacungposka

1 Cuctemaruueckuit 0630p PKU ¢ npumenennem mera-aHaiamnsa

2 Otnenvupie PKU u cuctemaruueckue 0030pbl UCCIENOBAHMMA JIOOOTO Mu3aiiHa, 3a
uckmouyenuem PKHU, ¢ npumenennem Mera-aHanusa

3 HepaHHOMI/BI/IpOBaHHBIG CpPaBHHUTCJIbHBIC HUCCIICAOBaHUA, B T.4. KOT'OpPTHBIC
HUCCICIOBaHUA

4 | HecpaBHUTENbHBIE HCCIEA0BAHNUS, ONIMCAHUE KIMHUYECKOTO CIy4asl WM CEPUU CIIy4aes,
HCCIIEIOBaHMS «CIIy4ail-KOHTPOJIb»

5 Nmeercst nuib 000OCHOBaAaHUE MEXaHW3Ma JCHCTBHS BMEIIATEIBCTBA (JOKIMHHUYCCKUE

I/ICCHC,ZLOBaHI/IH) HJIM MHCHUC SKCIICPTOB

Tabauua 3. [llkana oneHku ypoBHel yOemaurenbHOCTH pekoMenparmii (YYP) mns
METOAOB MPO(QWIAKTUKY, AMATHOCTHKH, JeYeHHs M peaOwiutaiuu (IpoQHIaKTHYECKUX,
JIMAarHOCTHUYECKUX, JIEYEOHBIX, PEaOMIUTALIMOHHBIX BMEILIATEIBCTB)

YYP Pacun¢pposka

A CunbHas pekoMeHnmanus (Bce paccMaTpuBaeMble KpuUTepuu 3(PQPEeKTUBHOCTU

(I/ICXOIlbI) SABJIIAIOTCA BaXHBIMHM, BCC HCCICAOBAHMA HMMCHOT BBICOKOC HIIN
YAOBJICTBOPHUTCIBHOC METOJO0JIOTHYCCKOC Ka4dy€CTBO, ux BBIBOBI 10
HHTCPCCYIOIUM UCXOAaM SBJIAOTCA COFHaCOBaHHLIMI/I)

B VYcnoBHas pekoMeHanus (He BCe paccMaTpuBaeMble KpUTepuu 3GGEeKTUBHOCTH
(McxXonpl) SIBISIFOTCSL BaXKHBIMH, HE BCE HCCIIEIOBAHUS MMEIOT BBICOKOE MWIIU
YIIOBJIETBOPUTEIBHOE METOAOJIOIMYECKOe KayeCTBO W/WIM HMX BBIBOJIBI 110
MHTEPECYIOLIMM UCX0J1aM HE SIBJISIFOTCS COITIACOBAHHBIMMU )

C Cnabas pexomeHaius (OTCYTCTBUE JI0KA3aTeIbCTB HAITICKAIIETO KauecTBa (Bce
paccMaTpuBaeMble KpUTepuH 3(PPEeKTUBHOCTH (MCXO/IbI) ABISIOTCS HEBaKHBIMU,
BCE MCCJIEIOBAHUS UMEIOT HU3KOE METOI0JIOIMYECKOE KaUeCTBO U MX BBIBOJIBI I10

HHTCPCCYIOIUM UCXOAaM HEC SBJIAIOTCA COT J'IaCOBaHHBIMI/I)

IHopsaok 00HOB/IEHHS KIMHUYECKHX PEeKOMEH/Ialuii.

Mexanu3M  OOHOBJEHHS  KIMHUYECKMX  pPEKOMEHIAUM{  MpeaycMaTpuBaeT X
CHCTEMaTHYECKYIO aKTyalM3alliIo — HE PEXKE YeM OJIMH pa3 B TPH rojia, a TAKXKe MPH MOSBICHUN
HOBBIX JAaHHBIX C MO3MIMHU JO0KA3aTeJIbHOM METUIMHBI 110 BONPOCAM JAMArHOCTHUKH, JCUCHHS,
npopWIAKTUKA UM peabWiIMTalMi KOHKPETHBIX 3a00JIeBaHWM, HaIMYUM OOOCHOBAaHHBIX
JONIOJTHeHU/3aMeuanuii K paHee yTBepkaéHHbIM KP, HO He yaie 1 pa3a B 6 MecsIeB.

78



IIpuno:xxkenue A3. CipaBouHbIe MaTepPHAJIbl, BKJIOYAsi COOTBETCTBHE

NOKAa3aHuM K NPHMCHCHHIO " leOTI/IBOHOKa?.aHI/Iﬁ, crocoooB NPUMCHCHHUSA U

10.

11.

03 JICKAPCTBECHHLIX NPpenapaToB, HHCTPYKIUH IO IPUMECHCHUIO

JIEKAPCTBCHHOI'0 IMpenaparTa
®enepanbHblii 3akoH "O0 0CHOBaX 0XpaHbl 3J0pOBbs rpaxaan B Poccuiickoit deneparyn”
(N 323-®3 o1 21.11.2011).
[Toctanosnenue IIpasurensctBa PO ot 30 urons 1994 r. N 890 "O rocyaapcTBeHHOM
MOJJIEPIKKE Pa3BUTHUA MEAULMHCKON MPOMBIIIJICHHOCTH U YIIyULICHUN 00eCTIeYeHHUs
HACEJICHUS U YUPEKICHUM 31paBOOXPaHEHUS JIEKApCTBEHHBIMU CPEICTBAMHU U
U3JICTUSAMHI MEUIMHCKOTO Ha3HAaYeHUs" (C U3MEHEHUSIMH U JIOTIOJTHEHUSIMH )
[Topsiok oka3aHUs MEAUIUHCKONW TTOMOIIY OOJIBHBIM C BPOXKACHHBIMU U (MJIN)
HacyencTBeHHbIMU 3a0o0neBanusaMu (IIpuka3z M3 PO ot 15.11.2012 roxa N 917#).
[Toctanosnenue IlpaBurtensctBa Ne403 ot 26.04 2012r "O nopsinke BeaeHuUs
®enepallbHOTO perucTpa JIML, CTPAAAOIINX YIPOXKAOIIUMU U XPOHUUYECKU
IPOTPECCUPYIOIIMMU PEAKUMH Op(haHHBIMU 3200JI€BaHUSAMHU, TPUBOIALINMHU K
COKPALLEHUIO IPOAOKUTEIBHOCTH KU3HU I'PAKIAH UM UX UHBAIMIHOCTH U €TO
PETMOHAJIBHOTO CErMeHTa".
Kpurepuu ouenku kauectsa meauiHckoi nomou (Ilpukas M3 PO ot 10 mas 2017 1.
Ne 2031 «O0 yTBep)ACHUU KPUTEPUEB OIICHKU Ka4eCTBA METUITMTHCKOM TOMOIITH )».
[Tpuka3 MunucrepctBa 3apaBooxpanenus Poccuiickoit @eneparun ot 15 nexadps 2014
r. N 834n "O06 yrBepk1eHNH YHU(DUITUPOBAHHBIX (POPM METUIIMHCKON JOKYMEHTALUH,
UCIIOJIb3YEMBIX B MEULIMHCKUX OPraHU3alMIX, OKa3bIBAIOIIMX MEAULIMHCKYIO TIOMOLIb B
aMOyJIaTOPHBIX YCIOBUAX, U TIOPSIKOB 110 MX 3aMOJTHEHUIO".
[Tpuka3 Munucrepctsa 31apaBooxpanenus Poccuiickoii @eneparun ot 20 gexadpst 2012
r. N 11771 "OO yTBep>KACHUU MOPAIKA 1a4l HHPOPMHUPOBAHHOTO JJOOPOBOIHHOTO
corjacysi Ha MEAUIIMHCKOE BMEUIATENbCTBO U OTKa3a OT MEJUIIMHCKOIO BMEIIATENbCTBA
B OTHOILICHHUH OIIPEJICIICHHBIX BUI0B MEAUIIMHCKUX BMEIIATEIbCTB, POpM
WH(GOPMUPOBAHHOTO JOOPOBOJILHOTO COTJIACHS HA MEIUIIMHCKOE BMEIIATEIHCTBO U (hOpM
0TKa3a OT MEAUIIMHCKOTO BMEIIATEIbCTBRA' .
ITpuxa3z MunucrepctBa 3apaBooxpanenus Poccuiickoit denepaunn ot 14 suBaps 2019 r.
N 41 "OO yTBep>KACHUY MOPAIKA HA3HAYCHUS JIEKapCTBEHHBIX MpenapaToB, GopM
peLenTypHbIX OJIAHKOB Ha JIGKAPCTBEHHBIE NIPENapaThl, MOpsIka oGopMiIeHUs
yKa3aHHBIX 0JIAaHKOB, UX y4eTa U XpaHeHus"
ITpuxa3z MunucrepctBa 3apaBooxpanHenus Poccuiickoit @enepaunu ot 16 mas 2019 r. N
302u "O6 yrBepxaenun [Topsaka mpoxox1eHHs] HECOBEPILIEHHOIETHUMHU
JMCTIAHCEPHOTO HAOJI0ICHUS, B TOM YHCJIE B IEpUOl OOYYCHHS U BOCITUTAHUS B
o0pa3oBaTeNbHbBIX OpraHu3aIusx "
Pacnopsoxenue [IpaBurensctea PO ot 31 nexkabps 2018 r. Ne 3053-p "O06 yTBepxaeHUN
NepeyHeN MEIULMHCKUX U3AEIUH, UMILIAHTUPYEMBIX B OPraHU3M YEJIOBEKA IIPU
OKa3aHWU MEAMLMHCKON IIOMOIIM B paMKax IpOorpamMMbl TOCY1apCTBEHHbBIX FapaHTUN
OecIuIaTHOrO OKa3aHMs IpakJaHaM MEJIUIUHCKONW TOMOIIM U OTITYCKA€MBbIX IO pelenTaM
Ha MEJMIMHCKUE U3/1EIHS IPU IPEJOCTaBICHNH HAab0pa COLMAIBHBIX yCIyT"
ITpuxa3z Munucrepctsa 3apaBooxpanenust PO ot 6 urons 2013 r. N 3541 "O nopsinke
IIPOBEJEHUS MATOJIOr0AHATOMUYECKUX BCKPBITUI" (3aperucTpupoBad MUHUCTEPCTBOM
foctunmu Poccuiickoit @eneparun 16 nexadps 2013 r., peructparuonsiii N 30612)
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12. ®enepanbublii 3aKoH "O BHeceHnn n3MeHeHuil B deaepanbhbiii 3akoH "OO6 ocHOBax
OXpaHbl 310pOBbs TpaksiaH B Poccuiickoii @enepanyu’ 1o Bonpocam OKazaHUs
najuimaTuBHOW MeaunuHckon nmomoutn" ot 06.03.2019 Ne 18-D3.

13. IIpuxa3z Munzapasa Poccuu Ne 3451, Muntpyna Poccun ot 31.05.2019 Ne 3721 «O6
YTBEPKJICHUH MOJIOKEHHU 00 OpraHU3aIK OKa3aHHs MaNTHAaTUBHON MEAMIIMHCKOM
IIOMOLLIY, BKJIFOYasi IOPSAI0K B3aUMOACUCTBUSA MEJULIMHCKUX OPraHU3alui, OpraHu3alui
COLIMAJIBHOTO 00CITY)KMBaHUS M OOLIECTBEHHBIX 00BEANHEHHH, NHBIX HEKOMMEPUECKUX
OpraHu3aIii, OCYIIECTBIISIOUINX CBOIO JACITEIBHOCTD B Chepe OXpaHbI 370POBbS».

14. TIpuxa3z Munzapasa Poccuu Ne 348n ot 31 mas 2019 roga «O0 yTBepKIeHUN TEpeUHs
MEAULMHCKUX U3JEIUN, IPEeIHA3HAYEHHbIX ISl IOAIEP>)KaHNsl OPraHOB U CUCTEM
OpraHu3Ma 4ejIoBeKa, IPEI0CTaBISIEMbIX ISl UCIIOJIB30BAHUS HA JOMYY.

15. Tpuxa3z Munzapasa Poccuu Ne 5051 ot 10 utonst 2019 rona «O6 yrBepxaenun [lopsiaka
neperayd OT MEIUIIMHCKOM OpraHu3alny NalueHTy (ero 3aKkOHHOMY IIPEICTABUTEINIO)
MEIUIUHCKUX U3ACTUH, IpeHa3HAYeHHbIX JJIS MOoAepKaHus (PyHKIMNA OPraHOB U
CUCTEM OpraHM3Ma 4eJIOBEKA, /U1 MCIOJIb30BaHUS HAa JOMY IIPU OKA3aHUU NAJJIMaTUBHOU
MEJIULUHCKOU ITOMOILIW.

HNudpopmanus o JiekapcTBeHHBIX cpeacTBax: https://grls.rosminzdrav.ru/

IIpoyne HOPpMATHBHO-NIPABOBbIE JOKYMEHTbI, C Y4€TOM KOTOPBIX pa3padoTaHbl
KJIMHUYeCKHe PeKOMEHIAI UM

1. MexnayHapoaHas kiaccupukaus 0one3Hel, TpaBM U COCTOSTHHM, BIUSAIONINX Ha
3noposbe (MKB — 10);

2. Tlpuxa3 M3 P® ot 20 nexabps 2012r. Ne 11831 «O0 yTBepKACHUN HOMEHKJIATYPBI
JOJDKHOCTEH MEMIIMHCKUX PAOOTHUKOB M (hapMaleBTUUECKUX PAOOTHUKOBY.

3. Tpuxa3z M3 P® ot 23 urons 2010 r. Ne 5411. Enunslit kBanu(UKauOHHBIA CIIPAaBOYHUK
JOJDKHOCTEH pyKOBOIUTENEH, CIEIMAINCTOB U CIIy>KallluX, pa3aen KBanupukanonHse
XapaKTePUCTUKH JJOJKHOCTEH paOOTHHUKOB B cepe 3paBOOXpaHEHUS.

4. ®epnepanbhbiii 3ak0H OT 25.12.2018 Ne 489 489-D3 «O BHeceHUM U3MEHEHUM B CTAThIO
40 denepanbroro 3akoHa "O6 00s3aTeIbHOM MEIUIIMHCKOM CTpaxoBaHuM B Poccuiickoii
@enepanun" 1 PenepanbHblil 3aK0oH "OO 0OCHOBAX OXpaHbI 3710POBbS IPAXKAAH B
Poccuiickoit @eneparuu' no BOnpocaMm KIMHUYECKUX PEKOMEH 1AL,

5. Tpuxa3z Munzapasa Poccun Ne 1031 ot 28.02.2019 r. «O0 yTBepKACHUU MOPSIKA U
CPOKOB pa3pabOTKN KIMHUYECKUX PEKOMEHAINN, UX IIepecMOTpa, TUIOBOM (popMBI
KJIMHUYECKUX PEKOMEHJIAIN U TpeOOBaHU K UX CTPYKTYpPE, COCTaBy U Hay4YHOU
000CHOBAHHOCTH, BKJIIOUAEMOH B KIIMHUYECKUE PEKOMEHIAIIMU HHPOPMALIUN.

6. Ilpuxa3z Munzapasa Poccun ot 13.10.2017 N 804H1 "O06 yTBepkK1€eHUM HOMEHKJIATYPHI
MEIULUHCKUX YCIyT".

7. llpuka3 MunucrepcTBa Tpyaa u conuanbHoil 3amutel PO ot 27 aBrycra 2019 r. n 5851
"O knaccupUKaMIX U KPUTEPUSIX, UCIIOJIB3YEMbIX IPU OCYILECTBICHUH MEIUKO-
COLIMAJILHOW AKCIEPTHU3BI TpakIaH (heaepaibHbIMU TOCYAAPCTBEHHBIMU YUPEKICHUSIMHU
MEIUKO-COLIMAIBHOM dKCIIEPTU3bI";

8. Ilpuka3 MuHucrepcTBa 3[paBOOXpaHEHUS U COLMAIBHOTO pa3BUTHsI Poccuiickoit
Deneparn «O mopsiaKe IPUMEHEHUS JIEKaPCTBEHHBIX CPEJCTB Y OOJIBHBIX 110
JKU3HEHHBIM NTOKa3aHusAM» oT 9 aBrycra 2005 r. Ne 494

9. Hndopmanmonnoe nuceMo Munsapasa Poccun ot 17.12.2019 Ne 3175/25-2 no
BOIPOCaM 0COOEHHOCTEH OCYIIECTBICHUS 3aKyTOK JIEKAPCTBEHHBIX MPENapaToB
(https://www.rosminzdrav.ru/news/2019/12/18/13043-minzdrav-podgotovil-
informatsionnoe-pismo-po-vozmozhnosti-zakupki-lekarstvennogo-preparata-po-
torgovomu-naimenovaniyu);
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10. Pacnopsxkenue IIpaButensctBa Poccuiickoit @enepanun ot 10 nekarops 2021 roga Ne
3525-p «O06 yTBEep)KACHUU NEPEUHs CHEIUATU3UPOBAHHBIX MPOIYKTOB JIEYEOHOTO
MUTAHUS JJI JeTer-uHBaauaoB Ha 2022 rom»
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Hpuaoxenue B. Undopmauus A5 nangueHra
IIporpeccupyromas muoaucrpodus romenHa

Mpimeynast quctpodust J{foleHHa OTHOCUTCS K KIIAcCy MBIIICYHBIX 3a00JIeBaHUM MO
00IIMM Ha3BaHHEM «JIucTpoduHonatum». Juctpopunonaruu pa3zBuBaroTcs Ha HOHE OTCYTCTBUSA
CHHTE3a MbllIeyHOro Oenka juctpoduna. bonesHb wuMeeT TSKeIble CHMITOMBI U
3nokauectBeHHoe TeueHue. Yactora MJIJ[ cocraBisier mpumepno 1 ciywait mHa 3500-5000
JKUBOPOXKICHHBIX MaJbUMKOB. 3a00JieBaHHE BCTPEYAETCs NMPAKTUUYECKH BO BCEX 3THHUUECKUX
rpynnax. Mpeimeynas — guctpodus — bekkepa umeer  MeHee — BBIpaXKEHHbIe, Oolee
NOOpOKAYeCTBEHHbIE IMPOSBJICHUS, TaK KaK COXPAHSAETCS CHHTE3 YKOPOUCHHOH BEepCHH
aucTpouHa.

MJI/] peaxoe HacieacTBeHHOE 3a0ojeBaHue. B pesynbrate myranmu B reie DMD,
pasBuBaeTcad AeGUIMT W/WIKM HapylieHHe (QyHKUuM Oeika aAucTtpopuH. OOBIYHO MyTalus
SBIISICTCS HACIEJICTBEHHOM; B TPETU CIy4yaeB MPOUCXOIUT CroOHTaHHas MyTaius (de novo). I'en
aucTpouHa — OJMH M3 CaMbIX OOJIBIIMX T'€HOB YEJIOBEKa, COAEPKUT 79 sk30HOB. B ~65%
CllydyaeB BCTpedaroTCsl KpymnHble nenenuu; ~10% Myrtanuili npenctaBieHO DYIUIMKALMSAMH, a
OCTaJbHBIE CIIy4al — TOYKOBBIMHM U MaJIbIMU MyTauusMu, u3 kotopbix 10-15% mpencraBienst
HOHCEHC-MYTallUSIMH.

benok mucrtpoduna yyacTByer B pabOTe CKENETHBIX MBIIIL], MBI AbIXaTeIbHOW WU
cepaeyHO-cocyaucToil cucteM. OH CBSI3pIBAa€T BHYTPEHHUH LUTOCKENET C CapKo- U
IUCTPOrTUKAaHAMU B MeMOpaHe M BHEKJIETOYHOM MaTpHUKCe, 00ECHeuMBACT MEXaHMYECKYI0 H
CTPYKTYPHYIO CTaOMJIbHOCTH MEMOpaHbl MBIIICYHBIX BOJOKOH IpHU cokpamieHuu. Juctpodun
TaKXKe SBJSIETCS aMOpPTH3aTOPOM, OOECIEYMBAIOIIMM BO3BPAILLCHHE MBIIIIBI B HCXOAHOE
COCTOsIHME Tmocie HanpsbkeHus. llpu mporpeccupoBaHuu OOJIE3HU MBIIIEYHBIE BOJOKHA
pa3pyanTcs U 3aMeliaTces GUOPO3HOI U )KUPOBast TKAHBIO.

3aboneBaHue MNposBISETCS B Bo3pacte 1—5 yer, OBICTPO MPOrpeccUpyeT u OOBIYHO
IPUBOJAUT K JIETATBHOMY MCXOAY 110 25-nmeTHero Bo3pacta. Hambosee yacto cMepTh OOJIBHBIX
HACTYyHAaeT OT JbIXaTeIbHOM, CepJeUHON HEJOCTATOYHOCTH MIIM OT HHTEPKYPPEHTHBIX HH(PEKIUI.

Jist G0abpIIMHCTBA OOJBHBIX XapaKTEepHA 33IePHKKa TEMIIOB PAHHETO MOTOPHOT'O Pa3BUTHL.
[Tpu Havane caMOCTOSTEIBHOM XOABOBI OTMEYAIOTCS YacThle MAJCHUS, CIIOTHIKAHUS, MOTOPHAS
HEJIOBKOCTh, ObICTpas yTomiisieMocTh. [locTeneHHO MoXo/Ka CTAaHOBUTCS IEPEBaIMBAIOLICHCS,
BO3HHUKAIOT 3aTPyIHEHHS IPH MOJBEME IO JICCTHULE M M3 ITOJIOKEHUS Ha KOPTOYKax, KOrja
OoJIbHBIE BBIHY)KJCHBI HCIIONB30BaTh BCIIOMOTaTelibHbIE NpueMbl l'oBepca («B3OupaHue IO
camomy ceOe»). Ha panHux cragusx 3a06osieBanust 0OHapyKUBAETCS IICEBJOTHUIEPTPO(US MBIIIIIL,
BO3HHKAIOIIAs 32 CYET pa3pacTaHUsl COCTUHHUTEIbHON M >KUPOBOW TKAaHM HA MeCTE TMOHYIIUX
MBILIEYHBIX BOJIOKOH. Hambosee wacrtas jokanmu3aluss — B HMKPOHOXKHBIX, JEJIBTOBUIHBIX,
YETHIPEXIJIABBIX M TPEXIVIABBIX MBIIIIAX, YTO CO3/1a€T JIOKHOE BIEYATICHHE ATIECTHYECKOTO
TesnocnoxeHus 6oibpHOro. I1o Mepe mporpeccupoBanus 3a007€BaHUS TICEBIOTUIEPTPOQPHS MBIIIIILL
TpaHC(HOPMHUPYIOTCS B MX THIO- U aTpoduto. PacmpocTpaHeHue MaTOIOrMYECKOro IMpolecca
UMeeT BOCXOAAIIMHM Xxapakrtep. IlepBbIMH MOpakaloTCS MBIIIIBI  TAa30BOIO IOsica H
MPOKCUMAJIBHBIX OT/EJIOB HM)KHHUX KOHEYHOCTEH, 3aTeM MBIl [JIEYEBOrO MOsICa, CIHMHBI U
IPOKCUMAJIBHBIX OT/EJIOB BEpPXHUX KOHeuHocTeil. [lanueHTsl coXpaHsAloT CcHocoOHOCTh K
camocTosTeNnbHON Xoa60e 10 10—12-TH neTHero Bo3pacra, Mocie Yero MeneBUraroTcs TOJIbKO B
MHBINIHON KOJISICKE. YK€ Ha PaHHUX CTaIUsIX OOJEe3HH CHHKAIOTCS WM yracaioT KOJCHHBIC
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pediiekchl. AXHIUIOB pedieKe, a TAaKXKe CyX0XKUIbHbIE Pe(IICKCH ¢ PYK, MOTYT JJIUTEIHHOE BpeMs
ocTaBaTbCs coOXpaHHbIMU. 110 Mepe pa3BUTHA IATOJOTMYECKOTO MPOLIECCA B MBIIILAX BO3HUKAIOT
BTOPUYHBIE JeQOpMaluu MO3BOHOYHMKA (YyCHUJICHHE JIOpAo3a U Kudo3a, CKOIMO03), TPyAHOU
KJIeTKH (TI0 TUIy CEeIJIOBUIHON M KWJIEBUIHON) M CTOI, a TAKXKE PETPAKLUUHU CYXOKWIHH C
pa3BUTHEM KOHTPAKTyp B CycTaBax. XapaKTepHbIM IPU3HAKOM 3a00JIeBaHUS SBISETCA
KapJIMOMUOMNATHUSA, KOTOpasi MPOSBISETCA CUMITOMAMU TUIEPTPOGUU JIEBOTO KEIyJO4YKa H
aputmuei. Y 25-30% OOJBHBIX AMArHOCTHPYETCS MHTEIJICKTyalbHAsh HEI0CTATOYHOCTbD,
paccTpoicTBa HEHPOIICUXUYECKOTO PA3BUTHS U OCOOCHHOCTH NOBEICHHUS.
Breiaenstor panaue u nozaaue cuMnroMsl M1/

PanHue cuMOTOMBI ITo3aH1Ee CHUMITTOMBI

® 3aTpyJHEHHUE MPU NOIbEME U ® BCTaeT ¢ KOPTOUEK (MU U3 TOJIOKEHUS
MOBOPOTAX TOJIOBBI Jeka Ha cruHe) ¢ mpueMamu ['oBepca

e Kk 16-18 Mecsuam pedGeHOK (HEe00X0AMMa TTOMOIIIH MPU TOIBEME C
CaMOCTOSTEIIbHO HE XOIUT moJia)

® TPYIHOCTH IIpU X0Ab0E, Oere Win ® XOAWT, ILIUPOKO PACCTaBlsAs HOTU
MOABEME 0 CTYNEHbKAM (moxo/Ka Ha MUPOKOH Oaze)

® 3a/Iep)KKa peYeBOrO Pa3BUTHUSA, ® XOJUT HA LBIMOYKAX WU BPA3BAIKY
KOTHUTHBHBIX HaBBEIKOB e u3MeHEeHHe ocaHku (Kudo3, CKOIMo3,

® [ICeBAOTUNEPTPOPUS  HMKPOHOXKHBIX TUIIEPIIOPA03)
MBIILII]

HacaenoBanue.

X-CLEIUICHHBI PELECCUBHBIN, T.€. UM CTPAfarOT IIOYTU MCKIIOYUTEIBHO MAaJb4YUKH,
JKCHILUHBI K€ C MOBPEXKJICHHBIM T€HOM B OJHOW M3 X-XpPOMOCOM SIBJISIOTCS HOCHUTEIbHUIIAMH
MJ. Ho B penxux ciaydasx muoauctpogueii Jromenna Mmoryt 60seTh U AeBoUkH. [Ipuunnamu
3TOr0 MOTYT OBITh NPEUMYIIECTBEHHAs! WHAKTUBAINSA X-XPOMOCOMBI C HOPMAJIBHBIM aJUIETIEM Y
reTEePO3UTOTHBIX HOCUTEIIBHUI] MyTAaHTHOTO I'eHa AUCTpOo(puHA, X-ayTOCOMHAs TPaHCIIOKAIHS,
3aTparuBaroIlas 3TOT I'€H, FeMHU3UTOTHOCTh [0 MYTaHTHOMY aJUICNI0 M Hajduuue (EHOKOIHA
(3a0oneBaHMii, CBSI3aHHBIX C HApyILIEHUEM Jpyrux OEIKOB, BXOAIIMX B JUCTPOPHH-
TJIUKOTIPOTEUHOBBIM KoMIuiekc). [Tpubnusurensno B 2/3 citydaeB ChIH MOJIy4aeT XPOMOCOMY C
MOBPEXJICHUEM OT MaTepH-HOCUTEIIBHUIIB, B OCTAJBHBIX CIy4asx 3a0ojieBaHHE BO3HUKAET B
pe3yabTare MyTaluu de novo B MOJIOBBIX KJIETKaX MaTepU WM OTHA (TaK MOSBISIOTCS JIEBOSIKH,
HOCHUTENILHUIIBI 1e()EKTHOro reHa), MO0 B MpPEeAIIECTBEHHUKAX 3TUX KJeToK. [IpubnusurtensHo
30% Bcex ciy4aeB 3a0oNieBaHUSI CBS3aHBl C BO3HUKHOBEHHEM HOBBIX MYTallMid B TEHE
muctpopuHa, a ocrtanbHble 70% 0O0YCIOBIEHBI HOCHUTEIBCTBOM MaTephlo pebeHka ¢
[IaTOJIOTMYECKON MyTanuel B ogHoMi U3 X xpomocoM. Cuutaercs, 4to 6-7% Bcex CliopaguuecKux
cilyyaeB 3a00JIeBaHUS SIBIISIIOTCS CIEACTBUEM TOHAJHOTO MO3aullM3Ma - CYIIECTBOBAHUS B
SUYHUKAX KEHIIMHBI HECKOJIBKUX I'eHEepaluii OOIUTOB C HOPMAJIbHBIMU U MyTaHTHBIMH aJUICIISIMU
reHa JUCTPOHHA.

JAnarnocruka.

Bpaun Ha OCHOBaHMM KIMHMYECKHMX CHMIITOMOB MOTYT 3alOA03pUTh O0Jie3Hb. 3aTeM
IPOBOJATCS TaOOpaTOPHBIE TECTHl M MHCTPYMEHTalbHOE HccienoBanue. [Ipu momo3peHun Ha
auctpoduio JfoleHHa yaie BCero MepBbIM HCCIIEOBAHUEM SIBIISECTCS aHAJIN3 KPOBU C IEIIBIO
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BbisicHeHus ypoBeHst KOK. V 6onpabix MJIJ] ypoBers KOK B 10-100 pa3 npeBblIaeT HOpMY.
ITpu noBeiieHHOM ypoBHE KDK pexkoMeHyeTcs IpOBECTU T€HETUUYECKHUE TECThI, HAIIPABICHHbBIE
Ha nouck usmenenuit B JJHK (renernueckux myranwii), xapakrepabix A MJIJI. C renetuxamu
TaKXKe MOXHO OyaeT OOCYIUTh pe3ylbTaTbl T'€HETHMYECKOrO TECTHPOBAHUS, KAaK OHM MOTYT
MOBIIUATH HA Balllero peOeHKa U, BO3MOXKHO, Ha IPYTUX YWICHOB CEMbH.

Jleyenue.

Jleuenne MJIJ] Oasupyercs Ha MyJIBTHUIUCUMIUIMHAPHOM TMOAXOJE C Yy4YacTHEM
CIELUAINCTOB Pa3HbIX CIEIHAIBHOCTEH, C 00s3aTeIbHBIM YYacTHEM UWICHOB CEMbU M Bpaya-
KOOpJAUHATOpa.

Tepanusa entoxoxopmuxouoamu (I'K) 3amemiseT MporpeccUpoBaHHME CIA0OCTH MBIIIII,
CHIDKAeT PUCK OPTOINEAMYECKHX OCJIOKHEHHUH, CTa0MIu3upyeT (YHKIHMIO IbIXaTelbHON U
CEPIAEYHO-COCYAUCTBIX CUCTEM.

JmurensHoe npumenenue I'KC npuBour k:

*YBEJIMYCHHUIO BPEMEHH COXPAHHOCTU CHOCOOHOCTH CaMOCTOSITENIBHO INEPEIBUTATHCS U

(GYHKUINH BEpXHUX KOHEYHOCTEH.

*00J1ee JUIUTEIBHOMY COXPAHEHHUIO JbIXaTeIbHON (DYyHKIINH

*CHIJKEHUIO YHCIIa XUPYPIUUECKUX BMEIIATEIBCTB 11 KOPPEKLIUU CKOJINO03a

Oddext Tepanuum BO MHOIOM 3aBHCHT OT TOro, KOrja OBUIO HayaTo JICYCHHE.
Pexomennyercs HaunHath ['K Tepanuio Ha craguu Iu1ato, B BO3pacTe HE cTaplue 7 JIET, Tornaa
HaOmromaeTcss MakCUMalbHBIA  3((eKT coxpaHeHHs CIOCOOHOCTH  CaMOCTOSTEILHOTO
IIepeIBUKEHUS.

ITpexpawmats Tepanuto I'K Henp3s pe3ko, ciieyeT NOCTENIEHHO CHUXKATh J103Y.

Meaguko-reHeTn4eckasi KOHCYJIbTalMs.

CeMbsIM OUEHBb Ba)KHO IOCETUTh Bpaua IEHETHKA. Y Bpaya I'€HETUKAa MOXHO Y3HATb
puck poxaeHus OonpHOro MJIJI pebeHka B [JaHHOW cembe, MPOUTH OOCIIeOBaHHE
POJCTBEHHUKAM €clM 3T0 HeoOxonumo. OOCYIuTh MpEeHATAIbHYI0 U MPEUMILIAaHTALMOHHYIO
JUAarHOCTHKY.

[IpenaTtanpHast fuarHoctTuka nposoautcs Ha 9—11 Henensix 6epemenHoctu. B matepuane,
KOTOPBII Ha3bIBaeTCs BOPCUHBI XOPUOHA (TO, U3 YEro B MOCIEyIoIeM (GOPMHUPYETCs IUIAleHTa),
OIPEIENIAIOT AKTUBHOCTh (DEpMEHTa U MPOBOJAT TECTUPOBAHUE JJIS BBISBICHUS MYTaIlMil B TeHE
DMD. Ha ocHOBaHUH NPOBEIEHHOIO aHajlu3a JAEJaroT BBIBOJ O TOM, OOJEH IIOJ MJIH 3710POB.
CoBpeMEHHbBIE TEXHOJIOTUU IO3BOJIAIOT IMPOBOJUTH M INPEUMIUIAHTALMOHHYIO IUArHOCTHKY.
Omo10TBOpEeHUE TPOBOAUTCS B MPOOUPKE, 3aTeM HA CTAaJUM HECKOJIbKUX OJIaCTOMEpOB
OTOMPAIOT TOJNBKO T€ 3MOPHUOHBI, B KOTOPHIX HET CEMEHHON MYyTallMM M UX UMIUIAHUTUPYIOT B
opranusm marepu. [Ipu naHHOH npolenype ecTb CBOM PUCKH, KOTOPBIE MOKET Pa3bsACHUTh Bpau-
TEHETHUK.

MJ/I/] BXonuT B niepeyeHb ophaHHbIX 3a00IeBaHUN.

IHomomsb ceMbu.

OT cembu 3aBHCHUT yCIEX JICYEHHsS HE B MEHbIIEH cTeneHu, yeM oT Bpada. MJJ] —
XpOHHUYECKOE 3a00JIeBaHKe, ITPU KOTOPOM KaXKJI0JTHEBHBIE YCUIINS CEMbH HUMEIOT IIEPBOCTENICHHOE
3HayeHue. HyxHo oOecrnieunTh yxoja 3a peOCHKOM, ObITh OTBETCTBEHHBIMU M MPUBEPKEHHBIMH
poauTensiMi, COOMIONaTh PEKOMEHJAIMM, HU TPU KaKUX YCIOBUSX HE TepsATh Hauexnay. B
HACTOAIIEE BpeMs YyXKe eCTh JOKa3aHHBIE METOJbl MOMOIIM M yxojaa 3a OombHbIMH ¢ MJIJI,
KOTOpBIE IPUHOCAT OLLyTHUMbIE pe3ysbTaThl. IlosBisercs maroreHerudeckas tepanus. M naxe
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€CJIU BBl HEe 1obeauTe 601e3Hb MOJHOCTHIO, H3MEHUTH KHU3HB K JIydIIEMY, CIENaTh POIHOTO BaM
YeJIOBEKAa CYACTIIMBBIM — B BAIlIMX CHJIaX.

Baxnble pecypcebl. CyliecTByIOT MEXAYHAPOJHbIE U POCCUMCKUE OpraHU3aLUH, TIPOEKTHI
1 COOOIIeCTBa, MPU3BAHHBIE TTOMOYb OOJETYUTh KU3HB manueHToB ¢ MJ1J[ 1 ux cemeit.

[TarmeHTCcKMEe OpraHu3aluu:

®ounpn «l'opaei» (https://dmd-russia.ru/), 1eapl0 KOTOPOTrO SIBISETCSA YIydlIeHHE Ha
CHUCTEMHOM YPOBHE KaueCTBO AMATHOCTHUKH, BECHUS, YXOAa, peaOMIUTAIlMU U JIEKAPCTBEHHOTO
obecrieuenus 60bHBIX MJI/I.

@oun peryisspHo npoBoaut LlIkoiy s poauTenell BHOBb JUATHOCTUPOBAHHBIX JIETEHU C
MJIJI — oTBe4aeT Ha BONPOCHI, TOMOTAET POAUTEINISIM MOHATh, YTO UMEHHO OHM MOTYT CJ/IeJlaTh
111 CBOETO peOeHKa y>Ke CErOJHs U YTO MPOUCXOAUT B HAYKe M MEULIMHE MO TaHHOW HO30JIOTHH.

JBaxpl B Mecsil GoHa mpoBoaAuT «Ilepenbliky» — rpynmy MOAAEp:KKH JJIsi MaM | Tarl
1 BEOMHAPBI, TTOMOTAOIINE POJAUTEIISAM PAa3BUBATh KU3HECTOMKOCTD, CIPABISTHCS CO CTPECCOM,
BO3BpallaTh cebe KOHTPOJIb HAaJ CBOEH kHU3HbIO. s ponuTeneil BHOBb JTMArHOCTUPOBAHHBIX
MaJIbYUKOB €CTh UHJIMBH1yalIbHbI€ KOHCYJIbTALUU C ICUXOJIOTOM.

MoiiMuo (www.mymiofond.ru) — OnaroTBopuTenbHbI (HOHA TOMOIIM JETAM C
Muoauctpodueii J[foreHHa U HHBIMU TSDKEITBIMA HEPBHO-MBIIICYHBIMU 3200JICBAHUSMHU.

Ilepeuens (¢eaepajbHbIX MEIMIUHCKHX LEHTPOB, OKA3bIBAKIIHUX MOMOIIb
naguenram ¢ MJIJI

*  HUUKUII umenn akanemuka O.E. Benstumesa 'bOY BIIO PHUMY um. H.U.
[Muporosa M3 P® (www.pedklin.ru)

*  OI'AY HauuonanbHbll MeAUIIMHCKUM HccienoBarenbckuil Llentp 3mopoBbs Jleteit
(www.nczd.ru)

*  O@OI'bY Uentpansuas Knuanueckas bonpauma Y I PO (www.cchp.ru)

«  OI'AOY BO PHUMY um. H.W. [Tuporosa Munsznpasa Poccun — Poccuiickas nerckas
KJIMHH4YecKas 0oapHuna (www.rdkb.ru)

e @I'bY3 llenrpanpHas KIMHUYECKas OonpHUIIA Poccuiickoii akagemun Hayk
(www.ckbran.ru)

« @®I'BOY BO  Cankr-IletepOyprckuii  rocyJapCTBEHHBIM — MeIUaTpUUECKUi
MEIULMHCKUI YHUBEPCUTET (gpmu.org)

« ®I'BOY BO Cubupckuii rocynapcTBEHHBIH MEIMLIMHCKUI yHHUBepcUTET, Tomck
(Www.ssmu.ru)

« OI'bOY BO «IIpuBomxckuili UCCIENOBATENbCKUN MEIULMHCKUN YHUBEPCUTETY.
Wuctutyt nenuatpun (http://nniito.ru/?id=12632),Huxunii HoBropon
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Hpuaoxenue I'1-I'N. IIIkaJbl OlleHKH, BONPOCHUKHU M IPyIrue O eHOYHbIEe
HHCTPYMEHTbI COCTOSIHUSA MAIMEHTA, IPUBeeHHbIe B KIIMHUYECKUX
PeKOMEeHAAnUAX

IIpusnak Yacrora

[Iporpeccupytomast ~ MbliieyHass cnabocTb €  MPEUMYIIECTBEHHBIM
MOpa)keHUEM MPOKCUMAJIbHBIX OT/EJIOB, CHUKEHUE MOTOPHOW aKTUBHOCTH,
c1ab0oCTh B HOrax 0oJIbIlIe, YeM B PyKax, TUIEPTPOPHs HKPOHOKHBIX MbIL, | 100%
CHIDKEHHE CYXOKMJIBbHBIX pe(IeKcOB, MOJIOKUTENbHbIE NpreMbl ['oBepca,
MHOIIATHYECKas TIOX0AKa

[loBbllIEHNE YPOBHS KPEaTUHKUHA3BI 100%

HopmanbHoe ncuxopeueBoe pa3BUTHE, COXPAHHBINA UHTEIUIEKT 96%

Hapymienus npixanus, 4acThle pecnupaTOpHble WH(OEKIUU, AbIXaTeIbHas
HEJOCTAaTOYHOCTh, AWCIHOY Tpu (u3mueckod Harpyske, oOctpykruBHoe | 25-40%
amHO? BO BpEMsI CHa, OPTOITHOA

Jlopno3, kudo3 u/mim cKoIno3 9-25%
YMepeHHas renaroMeranus 1o 16%
CoHIMBOCTB, YTOMJIIEMOCTD 1o 8%

Hpuaoxenue I'l llIkana oueHKH cTenneHH COXPAHHOCTH MbIIIEYHON PyHKIIUU

HOT

Ha3Banue Ha pycckoM si3bike: [1Ikana OlIeHKH CTETIEHN COXPAaHHOCTH MBIIIEUYHON (DYyHKIUN

HOTr

OpurnnanbHoe Ha3BaHue: Vignos Scale

HcTounuk: [96]

Tumn: mkana oLeHKu
Ha3Hnauenmue: KITMHUYECKAs OIEHKA MBIIICYHON (QYHKIIUU HOT

Conep:xanue:

Onenka Onucanue coxpaHeHHbIX QyHKIUH

| XOJUT U MOJHUMAETCS TIO0 JIECTHHUIIE O€3 TOCTOPOHHEH MTOMOIITI

2 XOJUT U MOJHUMAETCS 10 JIECTHULE C IIOMOILBIO NTEPHII

3 XOAMT U TOJHUMAETCS TI0 JIECTHHUIIE MEJUIEHHO C TOMOILBIO IepuJI (25 cekyH
32 BOCEMb CTaHJIAPTHBIX LI1aroB)

4 XOAUT 0e3 MOCTOPOHHEH MOMOIIM U MOJAHUMAETCS CO CTYyJIa, HO HE MOXET
IIOJIHUMATBCS 110 JIECTHUILIE

5 XOAUT 6e3 MOCTOPOHHEH MOMOIIM, HO HE MOXET MOAHATHCS CO CTyJa WIH
IIOJIHUMATBCS 110 JIECTHUILIE

6 XOJUT TOJIBKO C TOCTOPOHHEW IMOMOUIbI0 WM XOAUT CaMOCTOSITENIBHO C
JUIMHHBIMH OPTE3aMHU ISl HOT

7 XOAMT B JUIMHHBIX BEPTHUKAIBHBIX OpTe3ax i (UKCAUM HOTH, HO

HYXIAaCTCA B IOMOIIU JJIA OanaHca
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8 CTOUT B JJIMHHBIX BCPTHUKAJIIBHBIX OPTE3aX AJId HOTH, HO HC MOXCT UATHU OAXKE
C IOCTOPOHHEN TOMOIIIBIO

9 B MHBAJIUJTHOM KpECIE

10 IIPUKOBAH K IOCTEIIH.

Koy (uatepnperanusi): Hopma 1; 10 — HeT pyHKIMHN

Hpuaoxenue I'2 [llkana oueHKH cTenneHH COXPAHHOCTH MbIIIEYHON PyHKIIUU

PYK

Ha3Banue Ha pycckoM si3bike: [1Ikana OlleHKH CTETIEHN COXPAaHHOCTH MBIIICUYHON (DYyHKIIUN
pyK

OpurnnanbHoe Ha3Banue: Brooke Scale

Hctounuk: [97]

Tun: mkajia oleHKU

Ha3nauyeHnme: KIMHUYECKast OLICHKA MBIIIEYHOU (DYHKIIUU PYK

Conep:xanue:

Onenka Onucanue coxpaHeHHBIX (yHKIHI

0 MOJKET MOJHATH BBITSHYTHIE 110 OOKaM PyKH M COMKHYTh B TIOJHBII KPYT Haj
rOJIOBOM

1 MOXET MOHATh PYKHM HAJ TOJOBOH TOJBKO MNpPU CTUOAHUU B JIOKTAX
(YKOpoUYEeHHasi OKPY>KHOCTb IIPH JIBUIKEHUN )

2 HE MOXET MOAHITH PYKH BBILIE I'OJIOBBI, @ MOXKET MOAHATH 200-rpaMMOBBIil
CTaKaH BOJIbl B POT

3 MOJKET IOJIHATH PYKH KO PTY, HO HE MOXKeT NOoAHATh 200-rpaMMOBBIN CTakaH
BOJBI B POT

4 HE MOXXET HOJTHATh PYKH KO PTy, HO MOYKETE€ HCIIOIb30BaTh PYKH, YTOOBI
JepKaTh PydKy WU 3a0paTh MOHETHI U3 KOPOOKHU

5 HE MOXET IOJIHATH PYKH KO PTY M HE MOXET BBINOJIHATH MUMU HHUKAKOM
10JIe3HON (PYHKIIUU.

Koy (uHTepnperanus): HopMma 1; 5 — HeT pyHKUUHU

Hpuiaoxenue I'3 AxanTupoBaHHAs HIKAJIA OLEHKH MOTOPHBIX QYHKIMA

XammepeMuT

Ha3Banue Ha pyccKoM si3bIKe: aJaiTUPOBAHHAS IIIKAJIa OIIEHKH MOTOPHBIX (DyHKITUI
XamMmepcMuT

OpurunaabHoe Ha3Banue: Hammersmith Motor Ability Scale (HMAS)

Hctounuk: [98]

Tun: mkana oleHKu

Ha3naueHmue: OIlCHKA CTETICHU OTPaHUUYEHUS aKTUBHOCTH y OonbHbIX M/JIJI/M/IB,

CTETIeHH MIPOrPEeCCUPOBaHUS 3a00JIeBaHNUs, OIICHKA TUHAMUKU HA (POHE TPOBOAMMOTO JICUCHUS
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Conep:xanue:

Tect 3ananue 2 da1a 1 6ann 0 6as10B
n/n
Cupners Ha MoskeTe U CUICTD
Mosxet cunets bes Heo6xoauma oropa | Heo6xoauma ornopa
IIOCTaMEHTe/CTYJIE. Ha OTOpHI HA PyKH 5
BO3MOKHOCTh CHIETh HA | HOCTAMEHTE/CTYJIe Ha OfHy YKy At Ha 00C pyKH st
I | kpaw nocramenta mmm na | 6e3 onopsl Ha yAepxkatus Gananca  |ynepxanus 6anatca
MTOCTaMEHTE/TIOTy pyKu.
(crimHA/CcTOTEI €3
onopsl)?
Heob6xogmma omopa  [MoxeT 10aro
Hporomirenioe Moskere 11 CHIETD Moxer cunets, ¢ Ha OJIHY PYKY Ul |[CHJIETh C ONIOPOi
cunerie. Hori Ha BOLIPAMICHHBIMMI [Lep)K;IHII)/I}:I gancha Ha 06e pyKn EJ'II/I
BBITIPAMIICHBI, BO3MOXKHO HOJIy/HOCTaMCHTC c HOraMu 0e3 OIIOpHI HA y y
He3HAYHTETBHOE CrUGAHNE B C BBIIPSIMJICHHBIMU  [HE MOKET CHJICTh
KH
) BBITTPSIMIICHHBIMHU Py Horamu C mpsMbIME
KOJICHSIX, KOJICHHBIE HoTamu 6e3 OmopsI orani
YalieyKy HalpaBJIeHbl Ha pyKn?
BBEpX.
Paccrosinue mexny
nogsbkkamu < 10 cMm
[lo3a «cups». [lonoxurs Moxer He moxet nocrars
’ Tlokaxwure, KaK JOTPOHYTHCS 10 Mosxer nocrath 110 A .
PYKy Ha TOJIOBY MOKETE JOTPORYTECA | 1010881 pyKoit FOJI0BBI PYKOii, JI0 TOJIOBBI PyKOH
[V [V b
3 OZIHO¥T pyKoit 10 TIPH 5TOM ToI0Ba Haruoas roJoBy u HE3aBUCHMO OT
TOJIOBHI BBIIIE yXa ¥ TyJOBHIIIE TYJOBHIIE ABIKECHAM TOJIOBBI
U TYJIOBHIIA
OCTaIOTCS
CTa0MIIBHBIMU
[lo3a «cuns». Iomoxurs IMokaxure, Kak Mosxer M He moxer nocrats
O’KEeT I0CTaTh 10
0G€ pyKH Ha TOJIOBY AOTPOHYTHCA 11O
MOXKETE I0TPOHYTBCS |~ pyKoii TOJIOBBI PyKaMH, JI0 TOJIOBEI pyKaMH,
b
4 obenmu pykamu J10 HIpH 5TOM To0Ba Haru6as roIoBy 1 HE3aBHCHMO OT
TOJIOBHI BBIIIE yXa i TVIOBHIILE TYJIOBHIIE JBUKCHHUH TOIOBEI U
Y 1 TyJIOBHIIA
OCTaIOTCS
CTa0MIIbHBIMU
M M Mosker He moxer
TToBepHYTBCS CO CIUHBI HA OXKETE JIn OXKeT HOBE%HYTBC" TOBEPHYTHCA CO [IOBEPHYTHCS HU Ha
MOBEPHYTHCS CO CO CIIUHBI Ha OOK, B
oox pHYy ’ CITMHBI TOJIFKO Ha o/1H OoK
5 CHUHBI Ha 00K, B 00e | 06e CTOPOHEI .
9 onuH 00K (TIpaBbIi
CTOPOHBI? o
WJIH JICBBII)
IlepeBepHYTHCS C KUBOTA naMoxere i Moxxer [TepeBopauuBaerc He moxer
CIIHMHY "epe3 papblii ok [ICPEBEPHYTHCS C [epeBEPHYTHCS C 1 Ha CIMHY, [TOBEPHYTHCS C
PKMBOTA Ha CIHH PKMBOTA Ha CIHH MCITONIB3YSI PYK PKMBOTA Ha CIHH
y y ys PyKY, y
epes mro06oit 60x? 6e3 momomu pyx MTOOBI OTTOJK-
[lepeBepHyThCAC )KUBOTA HA HyThCS
CIIUHY 4epe3 JIeBBI 00K
7
IepeBepHYTHCS CO CITMHBL MoxxeTe 11 Moxxer [lepeBopaunBaercs He moxer
8 Ha KHMBOT Uepe3 MpaBbIit 6ok [ICPEBEPHYTECH CO [epeBePHYTHCS CO Ha JKUBOT, [IepeBEPHYTHCS CO
COIMHBI HAa )KUBOT Yepe3 [CIMHBI HA )KUBOT 0€3  [BBITATHBAS PYKY CIIHBI Ha KHBOT
Imro601t 60k? [TOMOIIH PYK
IlepeBepHyThCS CO CIIUHBL
9 Ha )KUBOT 4epe3 JIeBBIH 00K
Hesbimonuumo
Moxete nu eub u3 Moxet neds u3 no3el | Moxer neus, nagas i BHHOHHXC;CX c
10 | JIeub u3 mo3bI «CUAA» TI03BI CUAS, «CHIs» depes3 Mo3y BIIEpE] U
HEKOHTPOIUPYEMBI
KOHTPOJINPYS CBOH «1exa Ha O0Ky» [epeKaThIBasICh Yepes3
M IaJICHHEM Ha
JIBUKCHUS? 00K
CIIMHY
. Moxete nu noaHaTbes | Moxer MoxeT ynepxarb
11 | Croiika Ha npeaniebax Ha JIOKTSX NPUIIOAHSTECA — HA | IOJIOKEHHUE, ECIIU Hesbimommimo
(mpenmieupsix) u3 MPEANICYbIX C | OMOYb HPUHSTH €T0
TI03BI «HA KHUBOTEN? MOJHATON rOJI0OBOM
I MosxeTe a1 IOAHATE | MOXKET OAHATH M
12 OJIHATH TOJIOBY, JIEXkKa O’KeT MOAHATH HeBBITOTHEMO

Ha XXHUBOTC

TOJIOBY, JIeKA Ha
JKUBOTE (PYKH BJIOJIb

TOJIOBY, JIeKA Ha
JKUBOTE (PYKH BJIOJIb

TOJIOBY, BHITSIHYB
PYKH BIIepen
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TynoBuia)?

TYJIOBHIIA)

Crolika Ha BBIIPAMIICHHBIX

MoskeTe i MOgHITHCS

MokeTr nOgHITH

Moxet COXpaHATH

CTOUKY Ha
13 Kax Ha BBIIPSIMICHHBIX TOJIOBY, BBITIOJIHSISA Y Hessimonanmo
py . BBITIPSIMIICHHBIX
pyKax ¥ yaepiKarh CTOUKY Ha
9 pyKax, eciii moMo4b
mo3y? BBINIPSIMIICHHBIX PYKax
MPUHSITH 3TO
MOJIOKEHUE
Moskere MoKer cecTh, B Camutcst ¢ TpyaoMm,
14 CecTb U3 O3Bl «JIeXKa» TOM UHCIIe Yepes TepeBOpauNBasCh Ha Hespimonumo
CECTh U3 O3l
o MOBOPOT Ha OOK JKUBOT WK Yepe3 OOk
«iexan?
. Moskere I CTOATh Mosker BcTath B 4- | MOXKeT yaepKuUBaTh
15  |4-omopHas cToiiKa C OTIOPOI Ha PYKH U OMOPHYI0 CTOWKY C | 4-OMOPHYIO MO3y, Hespinonnumo
KOJICHH? MTOTHSITOU TOJIOBOM €CJIM IIOMOYb €€
PHUHATH
M Moxet noMsTH |\
16 |Ilom3are mo-miacTyHCKH OKETC IIH IOJI3aTh Blepe, AenaTh 2 H O3KET COBEPIIATh Hesbinoxaumo
MO-TUTACTYHCKH > JIMIIB MOMBITKU K
o Oosee UK
Briepen’ . [OJ3aHBIO
JIBUKCHHUU PYK U HOT
MosKeTe JI TOAHATE IlonHumaer royoBy Ilogaumaet
17 HommstTe ronosy, nexa 0 CpeJIHEH JIMHUH, roJIOBY, HO 32 HeBBImoNHIMO
HA CHUHE TOJIOBY M3 TIO3bI o
JI0CTaeT cuer OOKOBOM
«IEXKA»
0I00POJKOM 10 (aexcun nnm 6e3
U TIOCMOTPEThH Ha
o rpyau cruba HUsl B 11€e
MBICKH?
M M M MOXKET CTOSATH C
3 0XKeTe JIu 0XKET CTOSATD, OIKET CTOATE ¢ oTOpoii Ha PYKY,
18 CTOSITh ¢ MOICPKKOM CTOSITh, UCTIONB3YS UCIOJB3YsI OJHY PYKY | MUHUMAIIbHOM HO HyK/1aeT-
OJIHY PYKY ISt JUTSI TIOIICPIKKHU O0Jiee | moaIepiKKoit ciB
MOAIEPIKKHU ? 3¢ TynoBuma (He Oeapa) IOTIONHHTEIBHO
1 nmojaepxKKe
KOJICHEH WUIIN
Oexep
Mosxere 1u crosTs MOXKET CTOATh MOXKET CTOATh Crour 0e3
19 CT04Th 0€3 MOAACPKKU TAK JOMTO, KaK
He3aBHCH- MO Oojiee 3 | He3aBH- CUMO 3 C MOAICPIKKU
HeoOXxomumo, 6e3
c KOPOTKOE BpeMsi
MOAJICPIKKHU ?
MoxeTte hiozs
20 B0O3MOKHOCTD JIe/1aTh XOIHUTb bes Mosxer caenatb 4 u MoseT caenaTh HeBO3MOKHO
Iary UCTIOJIL30BAHNSA 6ornee mara 6e3 2-4 mara 6e3
HOANCPIKKH W | pomommu ITOMOIIA
JIONOJ-  HUTENBHBIX

IPUCTIOCO0- IeHUH?

Kiou (uaTepnperanms): coctout U3 20 MyHKTOB, KaXAbIH U3 KOTOPBIX OLICHUBAETCA

COTIJIACHO CTEICHU BhINOJHEHUS Ha 2, 1 nin 0 Gasios.

Hpuaoxenue I'4. 6 MWT — TecT 6-MUHYTHOM X0AbOBI

Ha3BaHue Ha pycCKOM si3bIKe: TECT 6-MUHYTHON XObOBI
OpurunanabHoe Ha3BaHue: The six minute walking test (6MWT)

HUctounuk: [99]
Tun: gpyroe

Ha3zHnauyenue: OIIPCACIICHUC BbLIHOCJIMBOCTU aM6yJIaT0pHBIX NaluMuCHTOB C MLCIbIO OICHKHU

3 PEKTUBHOCTH TEPAITUH U IPOTrPeCcCUPOBAHUS 3a00ICBaHHS

Coaepsxanue: B Tecte olleHUBaeTCs JUCTAHLIMS B METPAX, POMIEHHAs AlIUEHTOM 3a 6 MUHYT

0e3 BBIHYKACHHBIX OCTaHOBOK.
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Karou (MHTepnpeTanus): NpoBOAUTCS CPABHEHHUE C pe3yIbTaTaMH TECTa, IPOBEACHHOTO paHee
(1o Havana Tepanuu, Ha (poHe Teparuu U Ta)

Cnenmyer NOMHHUTBb, 4YTO JUIsI JAHHOTO TeCTa MMEIOTCS cleayromue aOCoIIOTHBIE
IPOTHBOINOKA3aHUA: HECTAOWIbHASL CTEHOKAPAUS HANPSHKEHUA U MH(APKT MHOKAp/ia, JaBHOCTHIO J10 1
Mmecsinia. OTHOCUTENbHBIMH NpOoTUBONOKa3zaHusiMu  sapisitores: UCC Beime 120/MuH B MOKOE,
cucronuueckoe AJl >180 mMm.pr.ct. u auacronudeckoe AJ[>100 mm.pt.cT. CTabuiabHas CTEHOKapIUs
HE SBJISIETCS AOCOJIFOTHBIM ITPOTHUBOIIOKA3aHUEM IS IPOBEICHUS TECTA, OTHAKO €T0 CIEAYeT IPOBOAUTH
C OCTOPO’KHOCTBIO, Ha (DOHE MpHeMa aHTUAHTMHAIIBHBIX [IPETIAPATOB 110 MOKA3aHUSIM.

Ecny manuMeHT HaxoOUTCA Ha IIOCTOSHHOM KHUCJIOPOJHOM IOMIEPIKKE, CKOPOCTh IOJAa4u
KHCIIOpOJia IIPU MPOBEACHUU TECTa JOJKHA COXPAHATHCS B COOTBETCTBUM C IPEIIMCAHMEM Bpaya,
HA3HAYMBIIETO U KOHTPOJIMPYIOIIETO TEPANHIO.

[IpoBenenue Tecta HEOOXOAMMO HEMEAJICHHO MPEKPATUTH B CIydae MOSBICHHUS:

1)  bomu B rpynu;

2)  HemnepeHOCHMOI OABIIIKHY;

3) Kpawmnu B Horax;

4)  Pe3koil HEyCTOMYMBOCTH U NOLIATHIBAHUA IPU XO/B0E;

5)  Upe3MepHOro NOTOOTICIICHUS;

6)  Pe3koro u3mMeHeHHs IBETa KOXKHBIX ITOKPOBOB (OJIETHOCTH).

6MWT mnpoBoauTcs B MOMEIICHUH, XOPOILIO 3HAKOMOM IMAIIMEHTY, MMEIOIIEM JO0CTaTOYHO
JUIMHHBIN KOPUZIOpP C TBEPABIM MOKpPHITHEM. J[JIMHA TPOXOIMMOr0 IIyTH JIOJKHA COCTABIIATH HE MEHEE
30 MeTpoB C pa3MEeTKON KaxJple 3 MeTpa, a TaK)Ke TOYKaMH ITOBOPOTOB/Pa3BOPOTOB.

[ManeHT mOdy4YaeT HMHCTPYKLUMIO O HEOOXOAMMOCTHM MITH C MaKCHMAalbHO BO3MOXKHOU
CKOPOCTBHIO (HO HE 0€kKaTh) B TEUCHUE 6 MUHYT.

B Ttecte oueHuBaercs OUCTaHIMS B MeTpax, MPOHAECHHAs MNAIMEHTOM 3a 6 MuUHYT 0e3
BBIHYKJICHHBIX OCTaHOBOK.

Ipuioxenue I'S. Tect Ha BpeMsi: moabeM HA 4 CTYIICHU

[IpoBenenue Tecta He TpeOyeT CIOXKHOIO OOOPYAOBaHHUS, W €r0 MOXKHO IPOBOJUTH Kak B
CTAallMOHAPHBIX, TAK U B aMOyJIATOPHBIX YCIOBHUSX.
Heobxomumoe 060py1oBaHKe: Yachl C CEKYHTHOW CTPENKOM, IECTHUIIA

HpI/I IMMPOBCACHUHN TCCTA 60JIBHOMy CTaBUTCA 3aaa4a NIOAHATHCA Ha 4 CTYIICHHU I10 JICCTHHUILC, IMOCJIC
4Yero BpeMs, 3aTpayeHHOE Ha IIOABEM 110 CTYIICHAM, PETUCTPUPYETCS.

Ipuioxenue I'6. Tect Ha BpeMsi: ciycK Ha 4 CTylIeHH
[IpoBenenue Tecta He TpeOyeT CIIOKHOTO OOOPYIOBAaHUS, U €r0 MOXXKHO HPOBOJIUTH Kak B
CTAalIMOHAPHBIX, TAK U B aMOyJIATOPHBIX YCIOBHUSX.
HeobxonumMoe 060py10BaHKe: Yachl C CEKYHIHOW CTPENIKOM, JIECTHUIIA
[Tpu npoBeneHuu Tecta OOJILHOMY CTaBUTCS CITyCTUTHCS HAa 4 CTYINEHU IO JIECTHHIIE, TIOCIIE YEeTO
BpeMs, 3aTpa4e€HHOE Ha CIIYCK II0 CTYIEHIM, PETUCTPUPYETCA.
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IIpusoxenue I'7. MeToabl OLEHKH COCTOSTHUS HEHPOMBIIIEYHOM CUCTEMbI

NPH MbIIIEYHOU aucTpopun [1onmeHHa

Ha3sBanue Ha pycCKOM si3bIKe: MeTObl OLICHKH COCTOSIHUS HEUPOMBILLIEYHOU CUCTEMBI IIPU

MblIlIeyHOU auctpodun romenHa

OpurnnanbHoe HazBanue: Neuromuscular assessments for patients with Duchenne muscular

dystrophy
HUcrounuk: [1]

Tun: mkana oleHKu

Ha3nauenmue: peryisipHasi OlleHKa IPOrpecCupoBaHus 3a001eBaHus (MCCIEOBAHNUE CUITHI,

o0beMa JIBIKEHHI, OCAaHKH, TOXOJIKH, TECTH Ha BPEMsI), MOHUTOPUHT CIIOCOOHOCTHU CIIPABIIATHCS

C HOBCGI[HGBHOfI ACATCIIBHOCTBIO, IPUHATHUC peLHeHI/Iﬁ O TCPAICBTUYCCKHUX BMCHIATCIILCTBAX.

Conep:xanue:
ITokazarenu MeTton Llens uccnenoBanus BoinbHbIe, BoabHble, HE CrIOCOOHBIE
CIIOCOOHBIE K K CaMOCTOSITEIIbHOMY
CaMOCTOSITEIIBHOMY MIePEIBIKCHUIO
MIePEIBIKCHUIO
HUccnenoBanue cuiabl | MaHyallbHOE BoIsiBUTH OTKJIOHEHHSI or | Ompenensate  cuiny | PaHHUX cragusx:
HCCIIEI0OBAHHE MBIIIII] 0)KHIaEMOT0 KIMHHYECKOTO | HHXKHUX OIIPEICIIATh CHILY
TEUYCHUS, OTCJIEIUTh | KOHEYHOCTEH C | BEPXHHUX M HHXXKHUX
[pOrpeccupoBaHre  OOJNIE3HHM U | MOMOUIBIO KOHEYHOCTEH Kaxbie 6
MIPOTHO3MPOBATh yTpary (YHKLUiA, | MaHyaJIbHOTO mecsiteB. Ha mo3auux
OLEHUTh 3(P(EKTHBHOCTh TEpanuy, | UCCICIOBAHUS CTaJuAX: ICHHOCTh

BBIIBUTH aCUMMETPUIO MBITIICYHOMN

KaxKJiple 6 MecsIeB

JaAHHOTO UCCICOOBaHUA

BPEMEHU
CTaHIaPTH3UPOBAHHBIX
3a7[aHuil JUTs TIPOBPKU
pasnuuHbIX QyHKIUI

IIPUMCHEHUH U HH(QOPMaTHBHBIE
II0Ka3aTeNu OBCEAHEBHOTO
()YHKIMOHAIILHOTO COCTOSHUS;
qyBCTBUTEINILHBI K H3MCHCHUIO
COCTOSTHUS

xoxapba/oer 3a 10
MHH, BpeMs
BBIIOJTHEHUS
npuema [oBepca,
BpeMsi IobeMa Ha 4
CTYIICHBKH, TECT O-
MHHYTHOH XOJBOBL.
Bpewms1, Ha oieBaHue
py0ariku, MoXeT
OBITH
HH(OPMATHBHEIM
IoKa3aTesneM Ha
MO3HHX JTarax
cTaguu

CHUITBI HE SICHa

O0ObeM IBHKEHUIT T'onnomerpust HauanbHas 11ei1b: BBISIBUTH Hwxuaue HwxkHue koHeUHOCTH:
YMEHbIICHHE 00beMa JIBIKCHUI B KOHEYHOCTH: OepeHHBI, KOJICHHBIC,
CyCTaBaX M/WJIM HAJIMYUE CYCTaBHBIX | OeIpeHHBIC, TOJICHOCTOITHBIE
KOHTPAKTYp, KOTOPBIE MOTYT KOJIEHHBIE, CYCTaBBI,
CHOCOOCTBOBATH/TIPUBOJUTH K TOJICHOCTOIIHBIE WINOTHOMAIBHBIH TPAKT,
(YHKIHMOHAIEHOMY YXY/IICHUIO WK | CYCTaBbl, 10 IKOJICHHBIE
HapyIICHHUSIM OIIOPHO- WIHOTHOMATIBHBIH CYXOXKHUITHSL,
JIBUTATENILHOTO almapara Hin TPAKT, HMKPOHOYKHAS MBIIIILA.
KOXXHBIM poOieMaM. BeisiBUTH 10 IKOJICHHBIE
HE00X0IUMOCTh CYXOXKHUITHS, BepxHHe KOHEUHOCTH:
JIOTIOJTHUTEIILHOT0/aIbTEPHATUBHOTO | MKPOHOXKHAS JIOKTeBOii CycTas,
MEIUKaMEHTO3HOT'0/XUPYPTrHYECKOT0 | MBILILA JlyHesanscTHEL cycTas,
BMeIIaTeNIbCTBA (IIPUMEHEHHE JUIMHHEIG CrHGaTeny
OpTE30B, INHHUPOBAHKE, [ATbIEB
HCIIOJIb30BAHUE YCTPOUCTB IS
BEPTHKAJIM3AL1H, OTIEPaLUi 10
YAJIMHHEHHUIO MBIIIILT)

TecTbl Ha BpeMst BeinosnHeHue ¢ yuetom | Jlerkue B mpakTHYECKOM Jlucranms, Bpewmsi, Ha oJieBaHKe

py0ariku, MOXeT ObITh
HHHOPMATHBHBIM
roKasaTeeM Ha PaHHUX
JTanax CTaauu
HECIIOCOOHOCTH
CaMOCTOATEIBHOTO
niepenBrkenus. TecTs
Ha BpeMs He
MPUMEHUMBI Ha TIO3THAX
JTanax CTaauu
HECIIOCOOHOCTH
CaMOCTOATEILHOIO
TIePEeIBIDKEHH.
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CaMOCTOSTEIILHOTO
MIePEIBIKCHUSL.
IloBcegueBHas OrneHka orpaHu4eHui WH]opMaTHBHO AJIsI BBISBICHUS YacroTa najacHu, HaBriku
JIEeATEILHOCTD B [TOBCEHEBHOM TOYEK MPUIIOKEHUS TOMOILH, MOHUTOPHHT caMo00CITy)KHBaHHS,
JIEeATEILHOCTH JI0Ma, B aJlanTalyy U I0CTyIa K KOJIMYECTBA IIaroB, MUChMa U yIPaBICHHS
LIKOJIHE U KOHTPOJIHPYEMOW OKpY KaroLen HABBIKH PYYHBIM HJIH
OOIIECTBEHHBIX MECTaX | cpene €caMo00CITy)KHBaHHs, | IECTPHUCCKUM
MUchbMa U paboThl 32 | KPeCclIOM-KaTalIKOM.
KOMITBIOTEPOM. JleecriocobHOCTD B
JleecriocobHOCTD B LIKOJIE U OOIIECTBEHHBIX
LIKOJIE U MecTax
001IeCTBEHHBIX
MecTax
IIxanbr O1ieHKa IBUTaTEIIBHBIX [To3BomsieT oCcymEeCTBUTH IIlIkana oneHKH IIIkana oneHKu
JIBUTATEIIbHBIX (yHKIMI OTIENBHBIX MOHHUTOPHHT IIPOTPECCHPOBAHUS (QyHKIMI HIKHUX (YHKIIHOHAIBEHOTO
dyHKIMi obunacreii ¢ Gose3Hu U 3P PEKTHBHOCTH KOHEYHOCTEH peHTHHIa BEPXHUX
MOJy4eHUEM MIPOBOIUMOTO JICUCHUS Vignos, mkana KOHeuHoCTel 1o Broke,
00BEIMHEHHOM OLIEHKU OLICHKH (DYHKIIMHU K LIKaJIa U3MEPEHHUS
CaMOCTOSITEIIBHOMY JIBUTATEJIbHOM
MIePEIBIKCHUIO dyHKIMH.
North Star

Kurou (mHTepnipeTanus): NpoBOIUTCS CPABHEHUE C PE3yJIbTaTaMU TECTA, IPOBEJEHHOIO

paHee (10 Hayaja Tepanuu, Ha pOHE Teparuu U TH)

Hpuaoxenue I'S. TecT oueHKH PyHKUNOHATIBLHOM aKTUBHOCTH CeBepHasi

3Be3xa (North Star Ambulatory Assessment, NSAA)

Ha3sBanune Ha pycCKOM s3bIKe:

aktuBHOocTH CeBepHas 3Be3/1a
OpurnnanbHoe HazBanue: North Star Ambulatory Assessment, NSAA
Hcrounuk: [100]

Tun: mkana oueHku

Cucrema amOyJIaTOPHOH OIICHKH

Ha3nauenmue: orieHKa GyHKIIMOHATHHBIX BO3MOXKHOCTEH MAI[MCHTA
Conep:xanue:

(byHKIMOHATBHON

Cucrema ambynaropHou oueHkm The North Star

OnucaHue TecTta u YKa3aHusa JJid MaliucHTa

OuennBaemoe

VYkazanue Jjs nanmeHTa

HUcxoguoe moaoxenue /
oOnHCaHHe YIPaKHEHHS

KommenTtapuu

1. Monoxkenune cTost

Bcrans npsiMo,
HE JIBUTAICs U OCcTaBaiics B 9TOM
MOJIOXKEHUH KaK MOYKHO JOJIbIIIE

Horwu Ha paccrostHun He 6otee 10 cmM,

Ornenke 2 Oanna

[ATKA Ha 0Ny (TI0 BO3MOYKHOCTH).
Pyku BIOJIb KOpITyCa.
HE naneBats 00yBb.

COOTBETCTBYET

yIepKUBaHHE

HOJIO>KCHHS

B TeUCHHUE 3 CEKYHJ (MUHUMYM).

2. Xoan0a

Ipoiinu ot Toukn A no touku b

(yKa3aTh Ha4aIbHYIO H KOHCUHYIO
TOUKY)

He HaneBath 00yBb WIIH HOCKH.
HaoOmronalite 3a X0np00i B CArUTTAIILHON
1 KOPOHAPHOI! INIOCKOCTH B TEUSHUE KaK
MuHUMYM 10 maros.

Ecin manpeHT 00BIYHO XOIWT Ha LBIIOYKAX,
HO MHOTJa CTAHOBHUTCSI Ha CTOITY WJIK MOXKET
BCTaTh Ha Hee, KOT/a BBl 00 3TOM IIPOCHTE,
onenka — 1 6amwi. PaccrosHue 10KHO OBITH
JIOCTAaTOYHBIM, YTOOBI HA0JIFO1aTh

«O6I>I‘-IHyIO IIOXOAKY» JaHHOI'O MallueHTa.
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3. ognemco
cTyaa

Moxxemb BCTATh €O CTYIIa,
CKPECTHB PyKH?

lcxoHOE TTOJI0KEHHE:
6e;[pa 1 KOJICHU COTHYTBI

1101 IIPSAMBIM YI'JIOM, CTOIIbI Ha IT0JTY HJIA
OIIMPAIOTCS Ha CTYIICHBKY.

HUcnons3yiiTe cTyI 10 pocTy pedeHka (6e3
HOJUIOKOTHHKOB) HJIU PETYIHPYEMYIO 110
BBICOTE OIIOPY. MOXKHO TaKxKe I10CTa BUTh
HOJ{ HOTH CTYIICHBKY JUIS JOCTHKCHUS
HPaBIIBHOI'0 UCXOHOTO IonoxeHus. Eciu
PYKH CKPCIICHBI Ha IIPOTSIKE- HUH BCETO
YIpa)KHEHUs, OlleHKa — 2 OajuIa.

4, 5. Tlonoxkenue cTosi HA
0JHOIi Hore(npaBas +
leBas)

Mosxenrb MocTosATh

Ha IIpaBOM/IIeBOH HOTe KaK
MOKHO JOabIIe?

OrneHke 2 6ajta COOTBETCTBYET
ylepXKUBaHUE TIOJI0KEHUS B TCUCHUE 3
cexynna (MuauMyM). HE HaneBaTs 00yBb.

.Hy‘{IHC BBIITOJIHATE Ha I10J1y, @ HE Ha
KOBpHUKE

6, 7. lloxbem Ha
CTYNEHbKY C MPaBoii
(1eBoif) HOrH

Moxenb MOHATHCS Ha
CTYIEHBKY C IIpaBO# (JIeBOi) HOTH?

BcraTh TUIIOM K CTyIIEHBKE BBICOTOI 15
CM.

MOJKHO HCIIOJIB30BaTh B IOMOILb MALUEHTY]|
peryiupyeMmyto 1o BeicoTe omopy. Ilpu eel
OTCYTCTBUHM Bpay MOXET IIOMOYb IALUEHTY]|
OJIHOM PYKOIi.

8, 9. Coyck co
CTYNEHBbKH C NIPaBoii /
JeBOJi HOTH

Mosxenrb CIIyCTUTBHCA CO
CTYIIECHbKH

¢ TIpaBoii / 1eBoit HOrH?

Bcrath Ha CTYIICHBKY, IOBEPHYThCS
Briepen. BeicoTa crynensku — 15 cm.

MOJKHO HCIIOJIB30BaTh B IOMOINb MALUEHTY]|
peryinupyeMyto 1o BeicoTe omopy. Ilpu ee
OTCYTCTBUHM Bpay MOXET IIOMOYb IALUEHTY]|
OJIHOM PYKOIi.

10. TIlepexox B

Mosxemb cecTh

cxoHOE TTOJIOKEeHHE — JIexkKa

Ecnu manuent NIEpEBOPAINBACTCS Ha JKUBOT

010K eHHeCH/IST U3 TIOJIOKEHHUS JTeKa? Ha crinne (5a KoBpuke). He mojkia- U TI0OBOPAYMBACTCA K MOITY, YTOOBI CECTh,
IBIBATH IO TONIOBY IOYLIKY. nocrasbre 1 Oamr. Llens — ynepxxuBath
TIOJIOXKEHHE CHJIS B TeUCHUE
TPOJIOJDKATENHHOTO BPEMEHN.
11. Moxnemc Mosxemb BCTATh € M0NIa Kak MOXKHO[ICXOIHOE NONIOKEHHE: JIEkKA Ha CITHHE, ITocraBbTe 1 Gamn, ecn peGeHOK CTOHT 6e3
noJaa OwICTpee (13 TIONOXKEHNS JIeKa Ha  [PyKH BJIOJTb KOpITyca, OTOpEI Ha Mebenb, HO HaOI01aeTCsl KaKasi-

criuHe)?

HOT' BBITIPSIMIICHBI.

He ucnonb3oBath IIOAYUIKY.

1160 yacTh MaHeBpa ['oBepca.

IMonpocuTe BBINOIHUTH YIIPAKHEHHE
cHavaja 6e3 ormopsl Ha MeOeJIb.

12. MoabEeMIo0JI0BBI

Moskelb NOJHATH TOJIOBY U
HOCMOTPETH Ha MaJbLbI HOT,
CKPECTHB PYKU

Ha rpyau?

13 nosoxxeHus Jiexka Ha CIIMHE, PYKU
CKpEILeHbI Ha IPyIH.

HE ncnons3oBaTh NOLYIIKY.

IMonpocuTe ManueHTa CKPeCTUTh PyKH Ha
IPYAH [P BBIIOJHEHHHU YIIPAXXHEHHS: TaK OH
HE CMOXET Iomorats cebe pykamu. Takxke
MOIPOCHTE TAIMeHTA IIOCMOTPETh Ha MaIbIbI
HOT, 4YTOOBI yOEIUTHCS B TOM, UTO IIes
crubaeTcs.

IIpn 3TOM 1TOI6OPOIOK TOIDKEH JBUTATHCS K
TpYIH.

13. MonoxennecTost
Ha MATKAX

Moskelb OCTOATh Ha MATKaX?

Ctost Ha noty. be3 o0yBu.

UroO0B! MOJyYHUTH OIIEHKY 2 Oaa,
HEeoOX0UMO OTHOBPEMEHHO BCTaTh Ha 0be
ATk, OOpaTuTe BHUMaHUE HA HAITMYKE
nHBepcuu. Ecim oTMeuaeTcs cynecTBeHHas
HHBEPCHs, HO IUIIOCHBI IPHUIIOTHATEL, OL[CHKA
— 1 6amn. Ecim otmMewaeTcs MHBEpCHs,

a JaTepaibHas TPaHULA CTOIBI HAXOMUTCS Ha
1oJ1y, oneHka — 0 6ayuIoB.

14. Ipsrxok

Kaxk BbICOKO

ThI MOXCIIIb HpLIFHyTL?

Ctost Ha 1oy,

CTOITBI HEMHOI'O paCcCTaBJICHBI.

Tpebyercs nBUKEeHHE
BBEPX, a HE BIEpesl.
JlonyctumMo HebobIIoe
JIBIDKEHHE BIIEpE].

15, 16. Ilpbrkok Ha
0/1HOii Hore (IpaBoii H
J1eBoii)

Moskeb IOANPHITHYTh Ha IPaBOH
(meBoit) HOTE?

lcxoIHOE TTOJI0KEHHE:

cTOs Ha 1oJTy Ha IpaBoii (JieBoii) Hore. bes
00yBH.

Jlnst oneHku 2 Gaia

HYXCH 3aMETHBIN OTpPBIB OT I10JIA.

17. Ber (10 m)

JloGeru xak MO>KHO ObICTpee 10 ...
(YyKaXxnuTe MecTo)

[psimast 10-mMeTpoBasi JOpoKKa

B THXOM MECTe C Pa3METKOii, MOHATHO
it manueHTta. Mcnone3yiite cekyHaoMep.
O0ecrieubTe 6€30IaCHOCTD MalUEHTA.
[MampeHTa npocst 6exarh

[«KaK MOXXHO GLICTpee» N

HO CKOpPOCTH OH BI)IGI/IpaeT caMm.

«IToxonka [romenHay - He HCTHHHBIN Oer
(BeposATHO, C IBOIHOI (ha30i MOIIEPKKH),
HO [0H| MHTEHCHUBHEE, YeM X0a60a. OOBIYHO
XapaKTepu3yeTcst Ype3MEPHBIM
HCIIOJIB30BaHUEM PYK, IIOBOPOTOM TYJIOBHINA,
3HAYNTEIBHBIM PAaCKauYHBAHUEM.

Hert PCaIbHOTO «OTTAJIKUBAHUSD.

Kiawu (uarepnperanms): NSAA npexacrasiser co0oil mkamy, COCTOALIYI0 U3 17 IMyHKTOB,

KOTOpasi CIY>KUT JUIsl OIICHKU (PYHKIIMOHAIBHBIX BO3MOXKHOCTEH marmenta: 0 (HecrocoOeH), 1

(BBITIOJIHAET CAaMOCTOSITENILHO, HO ¢ MOAU(DHUKAIIUAMU), 2 (BEIIOTHSIET 0€3 KOMIICHCAIUH ).
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IHosicuenus:

3arpenaeTcs BBIMOJIHATh TECThl B MOJOXEHUHM CTOS NPU HATUYMU TPAaBM HIDKHUX
KoHeyHocTe. OJHaKO MalMeHTa MOXKHO MONPOCHUTH BBIIOJIHHUTH MOABEMBI T'OJOBBI U
nepexo B cujasyee IMOJOXKEHHE, ecl OH CIocobeH 3To chenath. Cienyer yka3blBaTh
«KOMMEHTapHum» B paboueit Tadnuie;

PEKOMEHAYETCS BBIMOIHATH TeCThl NSAA B peyioskeHHOM MOPsIKe (MIPUM.: HACTOSIIUH
NOPSIOK 3aJaHuii ObLI M3MEHEH [uid IpoBefeHus Oosee 3()(EKTUBHON OIEHKH H
OTJIIMYAETCS OT IOCJIEAOBATEIIbHOCTH MCCIIEOBAHUM, HCIOIb3YEeMOW B TMPEAbLIYIIUX
BEPCUSIX);

HE ucnonp3oBath MaThl;

oOpamaeM Ballleé BHMMaHHE, YTO BpeMsl B CEKyHJaX OKpYIJIAETCS 10 OJmKauiiero
3HAYEHUS IECATHIX CEKYH/Ibl BO BCEX 3aJaHUAX Ha BpeMs (K IpUMEPY, IObEM C M0JIa WK
oer Ha 10 M);

BBINOJIHEHHUE YIPAKHEHUH OILICHUBACTCS CIETYIOIUM 00pa3oM:

2 = «HopmanbHO» — 6€3 OTKIOHEHHH

1 = C nebonpmmmMu MOTUGUKALUIMHU, HO TTAIMEHT BHITIOTHSET 3ajaHue 03 TOTOTHUTEILHOM

IIOMOIIIHU

0 = He MOKeT BBITIOJIHUTH 3aJaHUC CaMOCTOATCIIBHO,

€CJIY, M0 BallleMy MHEHHUIO, MMAIIMEHT MOXKET MOJIYYUTh 00Jiee BRICOKYIO OIIEHKY, KOTOpas
ObLTa HIKE M3-32 HEBBITIOJTHEHHS KAKUX-TMO0 YCIOBUH MIIM HEAOCTATOYHOTO MTOHUMAaHUS
3aJlaHusl, MOMPOCUTE €T0 MOBTOPUTH YIIPAXKHEHNE U TIOBTOPHO OLIEHUTE €TO BBHITIOJIHEHUE.
Ecnu Bl HE yBEpeHbI, MOKHO JIM OLICHUTH BBIIIOJIHEHUE 33/IaHUS BBIIIE, CTABHTE 32 HETO
HUKHIOIO OIICHKY.
HoaroroBka

orMepbTe 10 METpOB B JAJIIMHHOM THUXOM KOPHUAOPE WM MOMEUICHUH. YKaXKUTE JTHMHUIO
¢unuma Ha oTMeTKe 11 MeTpoB, 4TOOBI MAalMEHT TOYHO mpobexan depe3 oTMeTky 10
METpPOB, a HE 3aMeITHIICS Tiepe]l GUHUIIIEM;

obecriedybTe 4YHMCTOE MPOCTPAHCTBO HA MOy IUIOmMAAbi0 3*3,5 M, moctarodHoe Uit

BBITOJIHEHUS IPYTUX 3a/1aHUH (K IpUMeEpy, MOIBEM C T0JIa).

Hpuaoxenue I'9. BoinosiHenune aBurareabHbIX TecTOB pu M/I/T

[IpenbsBnsemoe 3ananue

Bemmosnsser 6e3 Brimonasger He moxer
Tpyaa C TPYIOM BBIIIOJIHUTH

IToguaATe pyKu Haj roJI0BOU
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HAKJIOHUBIINCH BIICPC/

[IpunsTH BEPTUKAJIBHOE
MIOJIOKEHUE M3 IOJIOXKCHUS

Bcrats ¢ HU3KOrO CcTyna

ITOJIOKCHUA JICXKA Ha CIIMHC

Bcerate 6e3 momomu pyk U3

ITonnpsIrHyTh Ha MeCTE

Xonapba BBepX/BHU3 110 JICCTHUIIC

JICXKa

HOIIHSITB HOTM B TIIOJOXCHHUHU

IToguATECA ¢ KOPTOUEK

Hpuaoxenue 1'10. MouuTopuHr cocrossnus naguenta ¢ M/

Ha momeHT
IIOCTaHOBKH Kaxnpie | Kaxnble |Kaxnbie ITo
JTMarHo3a 6 Mec 12 mec | 24 mec |[moTpeOHOCTH
KoHncynpranuss HeBposora ¢  OLEHKOHN
HEBPOJIOTUYECKOTO CTaTyca, MOTOPHBIX U | X X X
KOTHUTHBHBIX (QyHKIIUN
Koncynpranus
pealuinTosnora/(u3n4ecKoro TeparmeBTa ¢
OLIEHKOM MOTOPHBIX (PYHKLUI 1 00BeMa x X
JBU>KEHUI
W3mepenue nuHENnHOro pocra, Beca X X
OrneHka oJ0BOro co3peBaHusl 10 IIKaJe
Tennepa y nanueHToB crapuie 9 jier x X
KoHcynpranus 3H10KpHHIIOTa B Cilydae
BBISIBJICHUSI IPU3HAKOB YHJIO0KPUHHOU X X
NaTOJITUU
HccnenoBanue ypoBHsI CBIBPOTOUHOTO
Kaneius, pochopa, Maraus, Kamus, X X
KaJIbLIMsI, 25-TUIPOKUCU-BUTaMUHA D3
Pentrenorpagus noscCHUYHOTO OTAENIA X ok S
MIO3BOHOYHUKA B OOKOBOH NMPOEKLUHU U
Onenka MIIKT meTonom JeHCUTOMETpUH X X
KoHcynpranus ractpossTeposiora u
JMETIIOra/Hy TPUIIMOJIOTa B Cllyyae X X
BbIsIBJIEHMS NTpu3HaKkoB natoaruu JXKT
Hauunas ¢ panneit HeamOynaTopHOU
craguu, onienka ®BJI MmeTomoM < N

CIIMPOMETpUH, onpenenenue catupaunuu Oy,
olpezeseHue napuuaibHoro aasiaeHus CO;
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Hauunas ¢ panneit aMOynaTopHoii cTaauu,
m3mepenne OIKEJL, TTOCyn

Koncynbramus myJibMOHOJIOTA, HAUMHAS C
1o3/1HeH aMOyIaTOpHON CTa UM

KOHCYHLT&L[I/IH IMyJIbMOHOJIOI'a, HAYMWHAA C

>4
>4

paHHell HeaMOyIaTOPHON CTa UM

KoHncynpranus kapauosora

OKI’

Ox0KTI" mnu MPT cepaua

SRRl
SRR

KOHchIBTaL[I/IH KIIMHHUYCCKOI'O IICUXO0JIOoTa

Koncynpranus noroneaa

Koncynpranus opronena X

Koncynprarus odransmornora u oreHka
OCTPOTHI 3pEHUS

KOHchIBTaL[I/IH ncuxuarpa

KoHcynpranus oTopuHOIapuHIonora ¢
IIPOBEACHUEM Ay ITUOMETPUHU

Koncynpranus nndexkunonucra

Buoxumudeckoe uccieoBaHne KPOBU
(KOK, JIAL, AJIT, ACT, I'TT, KOK-MB,
TUNUAHbIE Ppakiuu, o0l 6eokK,
OenKoBbBIE (PPAKLIUK)

OO01wmii aHau3 KPOBU X

OO0LMH aHaJIu3 MOYHU X

MPT TapreTHbpIX MbIILILL X

*- mpu mpueme nanueHntom ['K

**_ npu orcycTBum Tepanuu 'K
Hns monumopunea cocmosHus NAYUEeHMOS8, HAXOOAWUXCA HA NAMO2eHemuyeckol mepanuu,
PEKOMEHO08AHO UX HAOII0O0eHUe He pedice 00HO020 pas3a 6 200 6 CNeYUaIU3UPOBAHHbIX YEHMPAx, 6
KOMOpbIX Modcem Oblmb 0Ka3aH 00vem MeOUYUHCKOU HOMOWU 6 COOMBEmMCMmEUU C OaHHbLIMU
KAUHUYECKUM PEKOMEHOAYUAMU.

Hpuioxenue I'11. U3mepenue noagBUKHOCTH cycTaBa (YrjioMmeTpus)

HauvanpHas LCJIb: BBIABJIICHUC YMCHBIIICHU A o0beMa IIBI/I)KCHI/II\/'I B CyCTaBax H/unu
HaJIMYKME CYyCTaBHBIX KOHTPAKTYP, KOTOPBIE MOT'YT CIIOCOOCTBOBATH/TIPUBOJUTD K
(GYHKIMOHATBHOMY yXYIIICHUIO WM HAPYLICHUSM OIOPHO-ABUIaTeILHOIO anapara Wi
KOXXHbIM HpOGHCMaM. BrisBiaenune HCO6XOI{I/IMOCTI/I JOITOJIHUTCIIBbHOT o/ AJIbTCPHATUBHOI'O
MCAUKAMCHTO3HOT o/ XUPYPTHICCKOr0 BMCUIATCIILCTBA (HpI/IMCHCHI/Ie OpTC30B, LIMHUPOBAHUC,
HUCIIOJIB30BaHHUC YCTpOﬁCTB IJI1 BEPTUKAIU3AllUH, OHepaL[I/Iﬁ o YJIMHHCHUIO MI:II_HI_[)
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Hpuiaoxenue I'12. MoayJsib oneHKH pad0TOCIIOCOOHOCTH BEPXHUX
KoHeuHocTel nist MJIJL

Ha3BaHue Ha pycckoM si3bIKe: MOayIb OLIEHKH pPa00TOCIIOCOOHOCTH BEPXHUX KOHEYHOCTEH JIs
M

OpurunanabHoe Ha3Banue (eciim ectb): Performance of the Upper Limb Module for DMD 2.0
(PUL or DMD) Worksheet

Hcrounuk (opuumanbHblii caiiT pa3spadoTYNKOB, NyOJMKANMA ¢ Bajnuaanuei): [138]

Tun (mog4epKHyTH): 1IKajga OUEHKU

Haznauenue: QpyHKIIMOHANbHAS OLEHKA IBHKEHUHN B pykax y nanuentos ¢ M/IJI/MIb moxer
MCTIOJIb30BATHCS IS OLICHKH 3(P(PEKTUBHOCTH TEPAITUH.

Conep:xanue:

Mopgynb TecTupoBaHua pabotocnocobHocTn BepxHe koHevHocTn ana MO 2.0 AxkeTa
Mpeanountae- Mpasan | Nesan
Mas pyka
(vcnonbayerca
BO BCex recrax):
Pazrubanue
noxra ROM: MNpasan | Nesan
e.g. nonsoe = 07 I vy I xouTpakTypa = -10° I e.g. nonHoe = 0° | 10° I xowTpakTypa = -10°
Cynurauma ROM | oo nonn % % % | Nesas:nonn % ¥z %
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BeopaHblii TecT A. — HayHUTe ¢ A, 4yToObl ONpeaenuTb OTNPABHYIO TOUKY AN NocneayloLmuX TeCcToB.
O6eeauTe oueHKy Kaxpgoro Tecta. HE BKJ/TKOYAWTE B OBLLYIO OLIEHKY
Ho- Onucauune 0 1 2 3 - 5 6
mep
A. BeopgHuIit TecT HeT nonesxoR Moxer gepxats Moxet nogHaTs 1 MoxeTr nogHaTe MoxeT ogHospe- MoxeT nogHaTe obe | Moxet otBectu
yHKUMKM PYK PYUKY W NOAHRTE wn# 2 pyku Ko pry., NN3CTHKOSYIO UaWKY | MeHH0 NogHATs obe pyxu ogHoepemerHo | ofie pyku ogHo-
MOHETY WK yripas- HO HE MOXET nog- secom 200 rkopry 1 | pyxw (Qo ypoess H3[ ronosoA TONEKO | BpeMEeHHO NoKTH
NsiTe Kpecnom HECTH YallKy Eecom wnn 2 pyxamu nney C KoMnexca- COrHYB NOKTH (yKOo- PasOorHyTe oUepTMEe
C 3aBTONPUEOROM 200r ko pTY ynen unu 6e3|, nNoK™ POTHE OKPYXHOCTE NONHBA KpyT noka
COrHYyTsl N pac- [ENXEeHUR/C NOMO- OHWM HE COMKHYTCSH
NpAMNEHE! Whi0 AON. MBILWL) Hag ronoson
ana Bannui 3,4, 5, 6 — HayHuTe c n. 1 Ha 3ToA CTp
nA: Bannui 1,2 —nepeRTM K n. 1Ha c1p. 2
3amepb| BepXxHero ypoeHa — nne4yo
Homep Onucauune 0 1 2 Banne!
1 OreepgeHune nneya obe He moxet Moxet noguaTs o6e pyxku | Moxet oteectu o6e pyku
Bannel no nyHkTy A | pyku Hag ronoeoi OHOBPEMEHHO Hafl rono- | OQHOBPEMEHHO, NOKTH
<[MoaHUMKM PYKH B CTOPOHI BOM TONLKO COrHYB NOKTH | BLINPAMNEHLI, CAenas
W Haf ronoBoR — cTapancs C KOMNeHcayuen NONHLIA KpyT, NOKa
[epXaTk NOKTH NPAMLIMK» OHMW He CONPHUKOCHYTCS
Haf ronoson
2 MopuaTHe obenx pyk He moxet Moxet nogHaTs o6e pyku | Moxer noaHsTs 06a NoKTR
Ha BLICOTY NNeYa (NOKTH Ha BLICOTY NNeY No o4e- Ha BLICOTY Nneya 6ez Kom-
Ha BLICOTE NNeYa) peau Wk C COrHyTEIMA NEeHCAUNH 0HOBPEMEHHO
<lMogHuMK pyku Ha Beicoty NOKTAMM C KOMNEHCAUMER | C NPAMSLIMK NOKTAMM
nneys
3 CruGanue pyku Ha BeicoTe | He moxer MoxeT ¢ KoMneHcauuen Moxet 6e3 KoMneHcauuu
nneya (6e3 rpyza)
<[pOTAHM PYKY M KOCHHCL
MOEH pyKn»
4 CruGaHue pyku Ha BeicoTe | He moxer MoxeT nogHaTs rpy2 MoxeT NoAHSTs rpy3
nneyac rpysom 500 r. pecom 500 . gecom 500 r 6e3 komnex-
<[pOTAHKM PYKY M KOCHHCL C KOMNeHcauued caumm
MOER pyKu»
3amepbl BepXHEro ypoBHs — Mieyo (NpoaosmkeHue)
Homep Onucauune 0 1 2 Banne!
5 CrubaHue pyku Bollwe He moxer Moxert nogHATeL rpy2 MoxeT NogHaTE rpy2
YPOBHS NNeya c rpysom Becom 500 Becom 500 r
500r C KOMnexHcaumen 6e3 KOMNeHcauun
Pyxa Ha konexe — «fai
MHe rpyz»
6 CruGaHue pyku Bblle He moxer MoxeT NnogHATkL rpya MoxeT NogHsTL rpy2

nneya c rpyzom 1 kr
Pyxa Ha konexe — «aai
MHE rpy=»

BecoMm 1kr
C KOMnexHcaumen

Becom 1kr
6e3 KoMNeHcauuu
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3amepu cpefHero ypoBHa — JIOKOTb

Homep Onucauue 0 1 2 Banne!

1 Pyka (pyxu) ko pty He moxer Moxet nogsectn 200 r Moxet nogrectu 200r
«[MoaHecy Yalwky Ko pTy YaLWKy KO pTy C nioGoR YaLLKY KO pTy OgHOR
OAHOR pyKOR> KOMMeHCcauneR (Moxer PYKOR HE NOAAEPXUBAR

NONL20BaTLCA ABYMA NOKOTE (682 KOMNexca-
PYKaMu/ WK NOQHECTH- Lun)
NOBY K PyKaMm)

2 PyKu C KOneH Ha cton He moxer Moxer nogHats 06e pyku | OgHoBpemeHHO nog-
«MoaxmmMu obe pyku C NONKOCTLIO (B0 CKNAAKH HMMaeT 06e pyku Ha cTon
KOMEeH Ha cTons 3aNKCTLA) HA CTON, HO

HE 0iHOBPEMEHHO MnK
OfJHUM ABHXEHKEM

3 MoaeuHYTE Ha cTone rpy2 | He Moxer MoxeTt noasuHyTL rpy2 MoxeT NogHSTL rpy2
secom 100 secom 1001 U2 Hapyx- Becom 100 r. u2 Hapyx-
«[MoABHHE rPY2 U2 HAPYX- HOMO Kpyra B eHTp C HOTO Kpyra B ueHTp 6e2
HOMO KpYra BO BHYTPEH- KOMMNEHCAUWER (CKONL3NT | KOMNEHCaLMK
HUR> NpeanneYLeM UK NOKTEM,

KOHTaKT CO CTONOM)

4 MopeuHyTe Ha cTone rpyz | He moxer Moxer noasuHyTh rpy2 MoxeT NnogHaTL rpyzee-
Becom 500r epecom 500 r. u2 Hapyx- com 500 r. U2 Hapyx-
«[MoABHHE rPy= U2 HapyX- HOMO Kpyra B UeHTp C HOTO Kpyra B UeHTp 6e2
HOMO Kpyra B LeHTp» KOMMEHCAUWER (CKONL3NT | KOMNEHCaLMK

NpeanneyLeM UK NOKTEM,
KOHTAKT CO CTONOM)

1 MopeuHyTL Ha cTone rpy2 | He moxer Moxer noaAsuHyTL rpy2 MoxeT NoOAHSTL rpy2
Becom 1kr Becom 1 Kr U2 Hapyx BeCOM 1K U2 Hapyx-
«[MOABHHE rPY2 U2 HAPYX- HOMO Kpyra B UeHTp C HOTO Kpyra B ueHTp 6e2
HOMO Kpyra B LeHTp» KOMMNEHCAUWER (CKONL3NT | KOMNEHCaLMK

NpeannesLeM UK NOKTEM,
KOHTaKT CO CTONOM)

6 MopuaTte TAxXenylo 6aHky | He moxer Moxer nogHats Texenylo | MoXeT NoAHSTE TAXenyo
No AUaroHanu GaHKy M2 Gnnxafwero GaHky U2 Gnuxanwero
<MoaxmmMu GaHky 2 Gnu- Kpyra 4epes ece Teno c Kpyra 4yepez ece Teno 6e2
XaMwWwero K TRoeR pyke B KOMMeHCAUWeR (CKONL3NT | KOMNEHCaLuK
3TOT AankHUA Kpyr Yepez NpeanneyLeM UK NOKTEM,

BCe Tenos KOHTaKT CO CTONOM)
3aw|epb| cpegHero ypoeHsa — J1OKOTb (nponomxeuue)
Homep Onucaumne 0 1 2 Banne!
7 Bawwa uz 3 6aHoK He moxert noctaeute 30 | Moxer noctaents 3-0 MoxeT nocrasurs 3-10
«[MocTass 3TM 2 GaHku GaHKy flaxe C KoMnek- GaHKy C KOMNeHcaunen GaHky 623 KOMNeHCaU1n
No OHOR Ha CPefHInio C caumen
NOMOLLLID OAHOR PYKi»
8 Bawwsa uz 5 6aHok He moxert noctaeuts 50 | Moxer noctaeuts 5-10 Moxet nocrasurs 5-10
«Mocrass ewe 3t1 ase GaHKy Aaxe C KoMNek- GaHKy C KOMNeHcaumen Gauky 623 KOMNeHCaUMH
GaHKK, N0 0AHOR CBEepXy caumen
3TOR GaKKK C NOMOLLLO
OAHOR pyKun»
9 CHATHE KPBILWKK C KOH- He moxer MONHOCTLI0 OTKPLIBAET

Te#tHepa
<OTKDOR 3T0T KOHTERAHEP
Pyxamn»
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3aMepb| AUCTaNbHOro oTgena — 2andacTbq U KUCTb

MpoBeauTe 3TH TECThI CO BCEMU UCTbITYEMbIMU

Homep Onucauue 0 1 2 Banne!

1 Mopeare Gymary He moxer Paer cnoxeHHLIR nono- Peet nucT GyMary CnoxeH-
«Mopawu nuct Gymaru NaM NACT GyMary, HAYMHaA | HLIA BYSTBEPO, HAYUHAR C
Ha4YMHaA OTCI0Aa C 2arHyToro Kpas 3arHyToro Kpas

2 MoBTOPHTE MYTL He moxer BLINONHRET C KOMNEHCa- MoxeT BLinonHuTL 623
«C nomMoLyLI0 KapaHaala UMeR BLIHYXAEH OTOPBaTe | OCTAHOBKM M He NOAHWMAR
NOBTOPM 3TOT NYTh OfHUM KapaHaaw ot 6ymarm unM | Kapaxaaw ot Gymarn
NNABHLIM ABHXEHHEM> NOBEPHYTL PYKY

3 Bxnounts cBeT He moxer Moxet Ha MrHogeHue MoxeT NOCTOAHHO A3BUTL
«Bxnioun ceet Mankuamm BK/TIOYHTE CBET NankUaMK | Ha BLIKMIOYATENkL Nank-
OfHOR pyKun» OfJHOM PyKH LiaMu OJHOR pyKu

4 CynuHaums He moxer MoguumMaet namny, Ho wnu | MoaxuMaeT namny ¥ non-
<[MoaxumMK namny 1 paz- HE NONHOCTLIO Pa3Bopa- HOCTLIO Pa2BOpayMBaeT
BEPHH PYKYy> YMBAGT PYKY WK Aenaer pyKy 623 KOMNeHCaLMOH-

3TO C KOMNEHcaumen HBIX ABMXEHHA

1 MogHATE MOHeTLI He MOXeT NogHATL 0aHY Moxer NogHATL 0aHY MoxeTt nogHsTE 6 MoHeT
«OnHOR pyKoA NOAHKMMK 6 | MoHeTy MOHETY/ XETOH OfHOR pyKoA
MOHET MO OgHOR>

6 MocTraeuTe Naney Ha YMc- | He Moxer NoaHaTe naney | Moxer nocTaeuTs naney MoxeT nocTaeuTs naney
NOBYIO AMarpamMmy WK CKONL2UTE UM NO AUa- | (CKONL2A MK NOAHUMAR) NOCNEAOBaTeNLHO Ha
(TO4HOCTL He 06aza- rpamme MUMHUMYM Ha B3 KBaApaTa | uudpel AMarpaMms!
TenkHal) «OQHUM Nankuem (c xoMnexcaumen unu 6e3)
KOCHUCE KaXaoR undpsl
Ha AuarpaMmes

7 MopguaTHe rpysa 10r He moxer Moxer yxeatuTe ¥ Nog-

€ NOMOLLLIO Nansua
«[MoaHMMK 3TO ManeHLKWA
rpy=2 BOT TaK»

HATE BEC C NOBEpXHOCTH
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OononHuTenbHbIX MaTepuan
MyHKT 1: NTOBTOPUTL NYTb

[MyHKT 2: NocTaBUTb Naney Ha YUCNOBYK AuarpamMmmy

MHCcTpyKkumA: HaumHasa ¢ xentoro Homepa 1 ykaxu Ha Homepa oT 1 go 10 no oyepenu cneaya
3a CTpenkon
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Hpuaoxenue 1'13. OcHoBHBIE 3a00/1eBaHud st AU depeHunaIbHOTO

auarnoza M1

Tun HapyeHus Jwnarunos OCHOBHBIE CXOXHUE CUMIITOMBI

[Tonumuo3uT [TocrenenHo pazBuBaroLasCs
BocnanurensHas

Mwuo3sur CJ1a00CTh MBIIIIII, TIOBHIIICHUE

MHUOMATHUSA
KK

HemanunoBas Mmuonarus MeliieyHas ¢jiabocTh,

bosie3Hb LIEHTPaNBHOTO CTEPIKHS U TUIIOTOHUS IIPU HOPMAIIBHOM
Bpoxnennsie MYJIbTUCTEP/KHEBASE MUOTIATUH WJIM YMEPEHHO MOBBIIIEHHOM

CTPYKTYPHBIC MUOTIIaTUN

IlenTpoHyKII€apHAast MUOIIATHS
Muonatus ¢ THaJIMHOBBIMU TEIbLEAMHU
IIpoune BpOkKIECHHBIE MUOIIATUU

ypoBue KK, Hanuuun
CKEJICTHBIX HAapyILIECHUU

Bpoxnenneie
MBILICYHBIE TUCTPOPUH

Mepo3un-aepunurHas

bonesns Yibpuxa

bonesns bernema

BropuuHble quCTpOrIMKaHONaTHH

MeliieyHas ¢jiabocTh,
BbIpa)KEHHAs! TUTIOTOHUS
noBblIeHHBINH ypoBHb KK —
MHOT'/Ia BBICOKHH, HATMYUN
CKEJICTHBIX HAapyILIECHUU

KoueuyHocTHO-IOSICHBIE
MBIIIEYHbIE AUCTPOPHH

®opMBI C ayTOCOMHO-TOMUHAHTHBIM
tunoM HacienoBanus (LGMD1A-H)
DopMBI C ayTOCOMHO-PELIECCUBHBIM
turnoM HacienoBanus (LGMD2A-Y)

[Ipeumy1iecTBEHHO
poKcUMalibHas c1abocThb
MBI KOHEYHOCTEH, BEICOKHE
uudpst KK, yacto pa3zsurtue
nceBiorunepTpoduii, moreps
BO3MOKHOCTH
CaMOCTOSITEJILHOTO
NepeABIKEHHS HA BTOPOM
JECATUIICTUH KU3HU, Pa3BUTHE
Kap/IMOMHUONIATUHU

Merabonuueckas
MUOIIATUS

['muxorenos Il Tuma, no3auss popma
(meb6rot mocne 1 roxa)

YacTo 1e0I0T B TOIKOJIEHOM
BO3pPAacTe, MPEUMYIIECTBEHHO
poKcUMalibHas c1abocThb
MBILII] KOHEUYHOCTEH, pa3BUTHE
JBIXaTENbHBIX HAPYLICHUH,
Bbicokue mudpsr KK

Mertabonunueckue
MUONaTuu (Apyrue)

I'nmukorenossl Illa, IV V u VII tunos
MutoxoHipuanbHble MUOIATUN
Kuposbie MmuonaTuu

['unoToHus, renaToMeraius y
neTeii, c1ad0CTh MBIIIIII,
YTOMJISIEMOCTb, C1a00CTh
MBIIII], CHI)KEHUE
YCTOMUYMBOCTHU K Harpy3Kam,
nossleHne KK

bone3nu moroHelipona

CrinHanpHbIe MBIIIEYHBIE aTPOpUH,
tun 1 u 111

Bynb6ocnunaneHast aMmuotTpodus
(6one3np Kennenn)

BokoBoii amroTpoduuecKuii ckiIepo3

CnabocCTh MBI, HAPYIICHHE
JIBIXaHUs1, aTPOQUS MBIIIILI,
BO3MOXKHO HEOOJIBIIIOE
nosbeimenne KK
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bone3nu HepBHO-
MBILIEYHOH NIepeaayu

Muacrtenus rpaBuc
BpoxenHple MUaCTEHUYECKHE
CUHJPOMBI

Cunapowm JlambepTa-UToHa

Hapymenus npixanus,
cJ1a00CTh MBIIII], YTOMIIIEMOCTh

ACHUMIITOMHOE
noseimenne KK

Bropuunas muonaTus, BKIO4as
JIEKaPCTBEHHYIO

[HoBemirene KK
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