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YJI/1 — yacTtoTa IbIXaTeNbHbIX IBUKEHUN

V3U — ynbpTpa3ByKOBOE UCCIIEOBAHUE;

OKI — snexTpokapauorpadus;

OHMI — snekTpoHeipomuorpadus;

3x0-KI" — sxokapauorpadus;

MLPA — multiplex ligation-dependent probe amplification (MynbpTUIUIeKCHAS JHMTraHI-3aBHCUMAs
amIuIuKaIms)

NGS — next generation sequencing (CCKBEHUPOBAaHHE HOBOTO ITOKOJICHHS)

TepMHUHBI U onIpeaeIeHUA

AMOynaTopHbIN NAIUEHT — NALMEHT, CHOCOOHBII K CAaMOCTOSITEILHON X0Ib0€.

KapnuomuonaTtusi — rereporeHHas rpymnmna 3a00JieBaHUN MUOKapia, CBA3aHHBIX C MEXaHHUYECKOM
WIN DJIEKTPUUECKON TUCPYHKIHEH, KOTopas OObIUHO MPOSBISETCS HEaIeKBATHON runepTpodue wim
munaranueit. Kapauomuonatuu MOTYT Kak MU30JIMPOBAHHO MOPAKaTh TOJBKO CEPJIIE, TaK U OBITh YaCThIO
reHepaIM30BaHHOIO CUCTEMHOIO 3a00JIeBaHUs, YacTO MPUBOJAT K CEPJIEYHO-COCYAUCTON CMEPTU WIH K
WHBAJIMIA3AIUH, 00YCIOBICHHOMN MPOTPECCUPYIONICH CepIeYHON HETOCTATOYHOCTBIO.

[TosICHO-KOHEYHOCTHBIE ~ MBIIIEYHbIE  JAUCTPOPUU  —  TPYIIa  MBIIIEYHBIX  JUCTPODUH,
XapaKTEPHU3YIOMIASCS MOPAKECHUEM TPOKCUMATBHBIX OT/IEJIOB BEPXHUX M HUKHUX KOHEUHOCTEH.

[TceBmorumnepTpodusi MBI — BU3yadbHOE YBEIWUYEHUE OTIACIBHBIX TPYII MBIIII BCICACTBUE UX
3aMEeHbI )KUPOBOH WK (pUOPO3HON TKaHbIO.

CyOMakcHUMallbHBII PEXKUM Harpy3kH — 3TO PEXKUM, Ui KOTOPOTO XapaKTepHbl OTCYTCTBHE
OJIBIIIIKH, YyBCTBA YTOMJICHHS U OOJIU B MBIIIIIAX.

Mpenmieunas guctpoduss bekkepa (MJIb) — HacnmeacTBEHHOE pPEIECCHBHOE HEPBHO-MBIIIEYHOE
3a00JIeBaHMe, CIIETUIEHHOE ¢ X-XpPOMOCOMOM, BBI3BaHHOE MyTanusMu B rene DMD, mpuBoasmuMu K
HEJ0CTaTOYHOW (YyHKIMM AUCTPO(PHHA, UMEET MO3/HEE HAayallo M BBI3BIBACT 0OJiee JIETKUE CHUMIITOMBI,
SIBJISIETCSl OOJiee JISTKUM BapuaHTOM 3a00JIeBaHUs, TIPU KOTOPOM CHHTE3 Oelika AUCTpo(dHUHA UIIET HE 10
KOHIIa, ¥ B pe3yJIbTaTe MMOJIY4aeTCs HEMHOTO YKOPOUYEHHBIN, HO BIOJIHE (PYHKIIMOHABHBIN OEOK.

Mermieunas nuctpodus Hromenna (MJIJ]) — HacimeacTBEHHOE PEIIECCMBHOE HEPBHO-MBIIIEYHOE
3a0o0JieBaHME, CIEIUIEHHOE C X-XpPOMOCOMOH, BhI3BaHHOE MyTauusmu B reHe DMD, npuoasmmmu k
OTCYTCTBHIO WJIM HEIOCTAaTOYHOM (YHKUMM TUCTpO(UHA, UMEET paHHEE HAyalo M BBI3BIBACT TSKEIOE
TEUYCHHE.

Onekrpomuorpadpust  (OMI, DOHMI, wmwuorpadus, smekrponeripomuorpadus) — METOJI
UCCIIEIOBAHUSI OMOAIEKTPUYECKUX MOTEHIUANIOB, BO3HHMKAIOIIMX B CKEJIETHBIX MBIIIIAX YelOBEKa U
KUBOTHBIX TpPH BO30YXICHUM MBIIICYHBIX BOJIOKOH; PETUCTpAllUsi CIOHTAaHHOW, MPOU3BOJILHON H
BBI3BAHHOM 3JIEKTPUUYECKON aKTUBHOCTH MBIIIIII.

1. Kparkas nndgopmanus no 3a60/ieBAHNI0 WIN COCTOAHUIO (TPyIIIbI 3200/1€eBaHUii
HUJIM COCTOSTHUI)

1.1. Onpenesienne 3a001eBaHUSA WU COCTOSIHUA (TPyNIbI 3a00/1eBaHU MM
COCTOSIHU M)

IMporpeccupyromasi MbimieuHass guctpodus [romenna (MIJ) (OMIM # 310200) — »t1o
HaCJIEeJICTBEHHOE X-CIEIUICHHOE HEPBHO-MBIIIEYHOE 3a00JieBaHUE, BBbI3BAaHHOE MyTalueidl reHa DMD,
KOJUpYIomero Oenok aucTpoduH, NPUBOJAAINICE K OTCYTCTBHIO WJIM HEJOCTATOYHON (QyHKIUU
muctpoduHa. OOBIYHO TOpa)kaeT MalbYMKOB B JETCKOM Bo3pacte. OHO XapaKTepu3yeTcs CliadOCThIO
MPOKCUMAIIBHBIX M TUNepTpoduell MKPOHOXKHBIX MbIII. B cpeanem k 11 rogam manmueHTHl TEpSIOT
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BO3MOKHOCTh CaMOCTOSTEJILHO TEepPEIBUraThbC M CTAHOBATCA HEaMOYIAaTOPHBIMH O0ibHBIMH. CMEpTh
00bIYHO HacTynaet K 20 rojaM BCIIEICTBHE KapAUOPECTIMPATOPHBIX OCiIoKHeHuH [1-3].

Knuanueckn Bopiensiior 2 ¢opmel: nporpeccupyromas muoguctpopus [lromenna (M) wu
nporpeccupytomas wmuoauctpopuss bekkepa (MJIB). Ilporpeccupyromas wmpimeyHass AucTpous
Hromenna (muoauctpodus [Jromenna) — Hanbostee Tsokenas Gopma ¢ ManudecTarieit B Bo3pacre 25 et
U TPOTPECCUPYIOIINM 3JI0KaYeCTBEHHBIM TeueHHEM: (OPMHUPOBAHMEM BSUIBIX Nape30B, Mapaiuueil u
KOHTPAkKTyp MbIII, o0e3aBmwKeHHOCTH. [Iporpeccupyromas wmblmieyHas auctpodus bekkepa
(Muomuctpodust bekkepa, M/Ib) nobpokauecTBennas ¢popma 3abosieBanus ¢ mMo3aHUM AedroToM B 10-20
JIeT ¥ MEJUICHHBIM MPOTPECCUPOBAHUEM CUMIITOMOB MBIIIEYHOH CI1a00CTH ¢ COXpaHEHUEM CIOCOOHOCTH
K CAaMOCTOSITEIbHOMU X0150¢ B TeueHue 15-20 net ot Havyana 3aboneBanus [29].

1.2. DTHosorus U naroreHe3 3a00JeBaAHNS WIN COCTOSTHUA (rpynnbl 3a00/1eBaHUM
WJIHM COCTOSTHHI)

B ocnoe MJI/l u M/Ib nexut myrauus B rene auctpodpuna (DMD), nmpuBoasiias K pa3BUTHIO
nebunUTa W/WIM HApYIMICHWI0 (YHKIHH OJHOMMEHHOTo Oenka. OOBIYHO MyTanmsi SIBISETCS
HACJIEICTBEHHOM; B TPETH CilyyaeB — MyTalus crioHTaHHas (de novo). ['en nuctpoduHa — oMH U3 caMbIX
OOJIBITUX TEHOB YeNOBeKa, COAepkHUT 79 sk30HOB. Cpemu myranuii B ~65% cioydaeB BCTPEUAIOTCS
KpymnHble aenenuu; ~10% myrauuii npeacTaBieHo AYIUIMKAIUSAMU, a OCTalIbHbIE CIIydal — TOYKOBBIMH U
MaJIbIMU MYyTaIUsAMH, U3 KOTopbix 10-15% mipencTaBieHbl HOHCEHC-MYyTAlUAMU (CTOT-MyTanus) [4].

benox nuctpodurHa yuacTByeT B paboTe CKEJIETHBIX MBIIIIL, ABIXaTEIbHOW U CEPICYHO-COCYAUCTOMN
CUCTEM — CBS3bIBA€T BHYTPEHHHI ILIMTOCKEIET C CapKo- M JUCTPOTJIMKaHAMU B MeMOpaHe H
BHEKJIETOUHOM MAaTpHKCEe, OOEeCleuynBaeT MEXaHMYECKYI0 U CTPYKTYpHYIO CTaOMJIBHOCTH MEMOpaHbl
MBIIIEYHBIX BOJIOKOH TMpPH HX COKpauleHUH. JIucTpopuH Takke SBISETCS aMOPTHU3AaTOPOM,
o0OecreunBarOIMM  BO3BpPAIlEHUE MBIIIIBI B HCXOJHOE COCTOSHUE Tociie cokpameHus. [lpu
MPOrpPECCUPOBAHUM 3a00JI€BaHMs MBIIIEYHbIE BOJOKHA 3aMemlaroTcsi (uOpO3HON U KUPOBOM TKAaHBIO.
N3odopmbr Oenka muctpodmHa C MEHBIIECH MOJEKYJISPHOW Maccoil ydacTBYIOT B paOOTe pa3IWIHBIX
OpraHoOB M CHCTEM, 3a/ICHICTBOBaHBI B paboTe KiIeTOK Mo3ra [5, 102].

1.3. Dnuaemuoiorus 3a60JieBaHUsI MM COCTOSIHUSA (TPyniibI 3a00J1eBaHUI WIN
COCTOSTHUM)

ITo pa3HpiM ucTouHMKaM 3aboneBaeMocTh MJIJ] omenmuBaetcs kak 1:3500-6000 HOBOPOKICHHBIX
ManpurkoB [6]. [lo Hambonee akTyalbHBIM HAyYHBIM JaHHBIM oOIIeMupoBas 3abosieBaecMocTh MJIJI
coctapisieT 1:5000 HOBOPOKACHHBIX MaNbUMKOB [25-27]. 3aboneBaemocth M/Ib onenuBaercs xak 1 Ha
20000 HOBOPOXKJIEHHBIX MaJIbUMKOB [25-27]. JlanHbie 1o 3aboneBaecMocTH B PD Ha MaHHBIT MOMEHT
OTCYTCTBYIOT.

1.4. OcobenHOCTH KOAMPOBaHMSI 3200/1eBAHUA WIN COCTOSIHUS (TPyNIbI 3200/1eBAHN I
WIH COCTOSTHUI) 0 MeKIyHApOAHOH cTaTHYeCcKoH Kiaaccuukanuu 00oJ1e3Hel u
npoodJieM, CBA3aHHBIX €O 310POBbEM

Cornacao MKB 10, 3aboneBanue oTHOcuTCs K Kinaccy VI, Gone3nsim HepBHOU cuctembl, G71.0 —
MEPBUYHOE TOPAKEHUE MBIIII] (MBIIIIeYHas AUCTPOhus).
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1.5. Knaccnpuxanusi 3a001eBaHus WM COCTOSAHMSA (TPyNIbI 32001eBAHNI MK
COCTOSIHUM)

M/l oTHOCHTCS K TpyIlle NOSICHO-KOHEYHOCTHBIX MbledHblx guctpopuit  (IIKM/)
XapaKTEePU3YIOIIMNXCS IPEUMYIIIECTBEHHBIM MMOPAKEHUEM IMPOKCUMAIbHBIX OTJEJIOB BEPXHUX M HUKHHUX
KOHEYHOCTEH. B 3aBUCUMOCTH OT IIPOTrpECCUPOBAHNS CUMIITOMATUKH, BBIACIAIOT 5 craguid M.

1 cragus — 6eccumnTomMHas (HoxinHMYecKast). Ha 3Toil ctaguu nuarno3 MoeT ObITh 3aro103pEH B
cilydae omnpezeneHusl noBbllieHHOW akTuBHOCTH K®PK B KpoBH, HEOOBSICHUMOM NOBBILIEHUH YPOBHS
tpancamunasz (AJIT, ACT) unu Hanuuus ciaydaeB 3a00JieBaHHS B CEMEWHOM aHAMHE3€ M YCTaHOBIJICH
I0CJI€ IPOBEJCHUS MOJIEKYISIPHO-T€HETUYECKOTO UCCIIEI0OBAHUSI.

2 ctagus (paHHssA aMOYJIaTOpHas) — COXpaHeHa CIOCOOHOCTh K CAMOCTOSITEIbHOMY NEPEABHKEHHUIO.
Jlnst 2TOM 9TOM CTaAMM XapakTEpHBI CIEAYIONIME CUMIITOMBI: HapacTarolias MbIIMIeYHas CIaboCTh,
ObICTpast YTOMJIIEMOCTb, YacThI€ Na/ICHNUs, UCIOJIb30BaHUE NpueMa ['oBepca npu noapeMe U3 MoJI0KEHHUs
CUJS U JIe)Ka, U3MEHEHHE MOXOAKH 10 TUMY "YTHHOM", X0)K/IeHUuEe Ha HOCKAaX, MCEBAOTUIEPTPO U MBILIIL
rosienei. CriocoOHOCTh MO IbeMa MO CTYIEHSIM COXpaHeHa.

3 cramua (mo3mHsAS aMOylnaTopHasi) — COXPAHSETCS CIOCOOHOCTh K  CaMOCTOSITEIBHOMY
MepeIBUKEHUI0, HO OTMEYAeTCsl HapacTaHWE BCEX CUMIITOMOB M3 2 CTaJuu (HapacTaroT TPYJHOCTU IpPH
X010€, yTpaunBaeTcs CoCOOHOCTh MOJHUMATHCS 110 CTYIEHSIM U MOJbeMa C TI0J1a).

4 cragua (paHHss HeamOynaTopHas) — yTpPauuWBaeTCs CIOCOOHOCTb  CaMOCTOSITENILHO
NepeIBUraThCsl, Ui MEepeaBIKEHHUs TpeOyroTcsl CHelualbHble CpEeICTBa, pPa3BUBAETCS CKOJIHO3,
COXpaHseTCs JBUTaTeIbHas aKTUBHOCTD PYK.

5 cragus (mo3gHss HeaMOyJaTOpHAas) — OTrpaHUYECHBbl (DYHKIIMM BEPXHUX KOHEYHOCTEU, TPYAHO
yIEpKUBATh MOJIOKEHUE TEJIa, HApacTaeT CepcuHast M JpIXaTeIbHas HeI0CTaTOuHOCTh [1, 2, 37].

1.6. Knuanyeckasi KapTuHa 3a00/ieBaHUs] WJIH COCTOSTHUS (TPynnbl 32a00/1eBaHU
WJIM COCTOSTHUIA)

bonbmmHcTBY ManpuukoB auarHo3 MJIJ ycTtaHaBiaumBaeTcs TOJIBKO IPU TOSIBJICHHHM TMEPBBIX
MIPU3HAKOB OOJIE3HM IMOCJIE IIEPHUOa OTHOCUTEILHOTO MOTOPHOTO Oarononyuns. B aToT nmepuon (1o 2-3x
JIET J)KM3HHU) MMPOUCXOAUT UHTCHCUBHOE €CTECTBEHHOE Pa3BUTUE CKEJIETHBIX MBIIII, Mpeobaaaromiee Hal
TUCTPO(PUIECKUMU MPOIIECCAMU, B CBSI3H C YEM CUMIITOMBI 00JIE3HU OOBIYHO BBHIPAKECHBI HE3HAYUTEIILHO,
WM UX OoOHapykeHue TpeOyeT yriayOJIeHHOTO W TIHIaTeJbHOro moucka. OIHAKO MpU TIIATEILHOM
OCMOTpe M cOOpe aHaMHe3a YacTO Ha OTOW CTaJauM OOJIE3HW BBISBIACTCA 3aJEpP)KKa PEUYEeBOro M
MOTOPHOTO pa3BuUTHS. PeOeHOK Mmo3ke HauMHAeT JepkaTh TOJIOBY, CAMOCTOSITENIbHO CHUIETh U XOJUTh.
[Ipu M1/ netu 3avacTyr0 HaYMHAIOT XOJAWUTH B Bo3pacte 18 MecsneB u crapie. Takxke ciydaiHOR
Haxo0JIKOW MokeT ObITh OeccumnToMHOe noBbiieHHe KOK u tpancamunas. [loeeimenne KOK (B gecsath
U Jake COTHHM pa3) Habmojaercs cpa3y IOcjie POXKICHUS MalbuMKa W Ha aMOYIATOPHBIX CTaAMsIX
3a00J1€BaHUs, M JOJDKHO PAcCMaTpUBATBHCS BpPadyoM KaK OJHO3HAYHBIA MOBOJ 3amono3putb MJIJ] u
MIPOBECTHU JAIBHEHIITNE UCCIICTOBAHMS IS TIOATBEPKACHHS WU UCKITFOUYCHHS JaHHOTO 3a00s1eBaHus (CM.
pazaen 2.3). [Toseimenne AJIT u ACT (tak ke yacto B aecsatku pa3) u JIII' (B HeCkoJIbKO pa3) UMEIOT
nipu M/I/ MbllIeyHOE, @ HE TIEYEHOYHOE ITPOUCXOKICHHUE.

Ha panneit amOynatopHoii ctaauu (00b4HO ¢ 3-5 JeT) HaOMIOAal0TCs CIEAYIONINE KIACCHUYECKUe
npu3Haku MJIJ[: HapacTaromas mpliieyHasi ¢i1abocTh (0obliie B MPOKCUMANBHBIX OTJENAX PYK U HOT),
CHIDKEHHME TOJIEPAaHTHOCTH K Harpy3kam, ObICTpasi YTOMIIIEMOCTb, HEYKIIOXKECTh, YacThble MaJICHUs,
3aTpyAHEHMS MIpU NoabeMe 1o JectHuue. [Ipu nogbeme n3 MonokKeHus: CUA Ha MOy UM Ha KOPTOUYKax
MarueHT uchoab3yer npueM ['oBepca ("moabeM JeceHKol" — ynupaercs pykaMu Ha COOCTBEHHBIE Oefpa,
nmomorasi cebe MOoJHATHCS B BEPTHKAIBHOE TOJIOKEHUE), MIOX0JKA CTAHOBUTCS MepeBaIuBaromieiics (Tak
Ha3biBaeMas "yTuHasg noxojka'"). XapakTepHO X0KJICHHE Ha MbICKaX WJIM MOJyIIeuKax najibleB HoT. [1pu
OCMOTpPE MOTYT OOHAPYKHUBAThCS TCEBAOTUNEPTPO(US MBI TOJeHeH, "KpbUIOBUIHBIE" JTOMATKH,
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THIIEPJIOPAO03 MOSCHUYHOTO OT/AeNa TMO3BOHOYHMKA, CHIDKEHHE CYXOXXKWUJIBHBIX pPe(IeKCOB M TOHYCa
Mmbrm. Ha ato#t cramuu (B 3-5 net) yxe B 5% cioydaeB MOKHO OOHApYKUTh MOPaXKEHUE CEePACUHOU
MBIIIIIBI (KapJHOMHUOIIATHI) B BUJIE CUCTOJIMYECKON MUOKapIHaabHON AUCHYHKINN (CHIKEHUE (QpaKkIuu
BBIOpOCA JICBOTO JKeiyjaouka MeHee 55% B uccimemoBanuu no Tedixrombiy) [12]. Tlpu stoM pasmep
JIEBOTO JKeNyno4Ka Kak npasmwio He yBenudeH. Ha OKI' BwisiBisieTcst Taxukapausi B JHEBHOE U HOYHOE
BpeMsi; yKopoueHue uHTepBaia PQ, Npu3HaKyM MOBBILIEHUS 3JIEKTPUYECKOM aKTUBHOCTH IPaBOTO
xemynouka (3yoenyr R > S B orBemenusx V1-V2), a taxke yBenuyeHHe aMIUIMTyAbl 3yOua Q B
oteenenusx 111, aVF, V5-V6 [28, 83-93].

Ha mno3nneit amOynmatopHOM cTamuu c1abOCTh MBI HEYKIOHHO mMporpeccupyer. Xoan0a
CYILIECTBEHHO 3aTpyIHSETCS, YBEIMUMUBAETCS THIEPIOPA03 O3BOHOYHUKA, (OPMUPYIOTCS KOHTPAKTYpPbI
(OIHIMH W3 TIEPBBIX TMOSBISIOTCS KOHTPAKTYphl TOJIEHOCTOIHBIX CycTaBOB). B Bo3pacte 6-9 et
KapAMOMHUOTIaTHs BbIsBIsSIeTcd Yxke B 18% ciaydaeB B BHAE CHCTOJIMYECKOM MHOKapaUalbHOU
muc@yHkuuu. CoriacHo peKOMEeHJalusM, HeoO0XOoAMMa eXEeroJHas OIeHKAa COCTOSIHMSI Ceplua;
HazHaueHue UHruouTopoB AII®D unm aHTaroHUCTHl PEenTOPOB aHTHOTEH3MHA I] K MOMEHTY TOCTHXKEHU ST
narrienToM Bo3pacra 10 ser [28, 83-93].

Pannsas HeamOynmaTopHas cCTaausi XapaKTepU3yeTcs YTpaToil CIOCOOHOCTH CaMOCTOSITEIBHO
MepeIBUraThCsi, peOCHOK BBIHYKJEH II0JIb30BAaThCS KPECIOM-KAaTalIKOM, KOTOPOH MOKET YIpaBIIsTh
CaMOCTOSITEJIbHO II0Ka COXpaHEHa [JBUTaTelbHas aKTHUBHOCTh pyk. [IporpeccupoBanue Oose3HH
MPUBOJIUT K (OPMHUPOBAHUIO CrUOATEIbHBIX KOHTPAKTYp KOJICHHBIX, Ta300€ApPEHHBIX U JIOKTEBBIX
cyctaBoB. DopMHpYyeTCsl BBIPAXKEHHBINM S-00pa3HbId CKOIMO3. HaumHaioT pa3BUBaTHCS cepicdHas W
JieroyHasi HeIocTaTo4HOCTh. B Bo3pacte 10-13 neT m3-3a cHMKEHUs (U3MYECKOW HArpy3kd (B MEPBYIO
odepeqlb M3-3a YTPAaThl CIOCOOHOCTH K CaMOCTOSITEIBHOM X0Abp0€) CHIDKaeTcs (DU3HOoJIoTHIecKast
Harpyska Ha Muokap. KapaunoMuonaTust B BUJE CUCTOJMYECKOW MHOKApIUaIbHON AUCHYHKIIMN HA STON
craguu OoJie3Hu BeIsBisieTcs B 18% ciyuaes [28, 83-93].

Ha mo3nneit neaMOynaTopHOM cTaguu (QYHKIMS BEPXHUX KOHEUHOCTEH MOCTETICHHO yTPauyMBaCTCS
[3, 6, 7]. Ete GoJbiiie HapacTaeT cepcuHas ¥ JerouyHasi He0CTaTOYHOCTH.

®ubpo3 cepala NPUBOAUT K PAa3BUTHUIO JUIATAMOHHON KapJUOMHUONATHM, HAPYIICHUIO PUTMa U
MIPOBOJIUMOCTH MHUOKapaa. YacTora BbISBICHUS KapAMOMHOIIATUH yBennuuBaercs 10 38% B Bo3pacte 14
aer, 1o 57% B 15 ner, a 'y i crapiie 18 et yxxe 6osbiie, gyeM B 61% ciydaes [8, 9].

CepneuyHasi maToOJIOTUS MOXET JOJTO0 NPOTeKaTh CyOKIMHHYECKH (0e3 SBHBIX CHMIITOMOB
CEpJICYHON HEJOCTAaTOYHOCTH) IMOCKOJBKY NPH3HAKM XPOHHYECKOHW cepledHoi HemocratouHoctu IIA
CTaJIMU 3aMETHBI TOJIKO NMPHU (PU3HUECKON HArpy3Ke, HO Ha HeaMOynaTOpHOM cTaauu OOJILHOM HE MOKET
ceOe MOo3BOJIUTH (PU3NYECKYI0 HArpy3Ky, HEOOXOJMMYIO Ui MPOSIBICHUS CEPACYHON HETOCTaTOUYHOCTH.
[To Mepe mporpeccupoBaHusi 0OJIE3HU Yy MAIMEHTa MOSBISETCS BBIPOKECHHAS TaXUKapIAus, ajiee MOTYT
MPUCOCUHATHCS. OTEKH, JUCIIHOD (BpeMs MOSBICHHS KOTOPOTO 3aBUCUT OT COCTOSIHUS JbIXaTEIbHBIX
Mmbiin). [Ipu kputnueckom cHikeHun ¢pakiuu BeiOpoca (OB << 35%), a takke Ha Qone (udpoza
JIEBOTO KeNyJOYKa pa3BUBAETCS aHacapka, aclUT, BhIpaXeHHas ciabocTh U Taxukapaus [28, 83-93]. B
3THX clydasx Ha JII0O0OM 3Tame MOTYT MPHCOCAUHSTHCS HApYIICHHUS CEPACYHOTO PUTMA Pa3TUYHOTO
xapakrepa [28].

[TopakeHue NErkux MPUBOIUT K XPOHHUYECKUM PECTIUPATOPHBIM UHQEKIUAM y BceX manueHToB. C
notepeit amOymnaroproctu JKEJI HeykinonHo ymenbiaercss Ha §8-12% B roa. Y OoNbIIMHCTBA OOJIBHBIX
oOHapyXHBaeTcss 0OCTPYKTHBHOE arHo? cHa [14].

Y 30% mnanueHToB HaOMIOJAIOTCS WHTEIUIEKTYalbHbIEe HApYyIIEHUs, 0COOEHHOCTH HEMpOpa3BUTHI,
OTIepaTHBHOM MaMsATH U moBeaeHus [15, 17].

Ocreonopo3 BcTpeuaercss y Bcex nereid ¢ MJIJl u BbIsBIsieTcs TOrja, KOrJga MajbUUKU €Ille
CIIOCOOHBI K CaMOCTOATEIbHOMY TepeaBxkeHnto. C BO3pacTOM IUIOTHOCTH KOCTEH MPOJOJDKaeT
yMmeHbmaTecs. [lepenoMbl TpyOuyaThIX KOCTEH, CBS3aHHBIE C OCTEOTIOPO30M U YaCTHIMU TaJCHUSMH,
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BCTPEYAIOTCS 4acTo, MPpUOIM3UTENbHO y 21-44% mnanuenTos [19, 20].

VY 6onbHpIx ¢ MJIJ] 4acTo OBIBAIOT OCIOKHEHUSI CO CTOPOHBI JKEIYJAOYHO-KUIIEYHOTO TpakTa U
npoOseMbl C MUTAaHUEM, KOTOPBIE MPUBOAAT K AUCOATAHCY MUTATEIBHBIX BEUIECTB U KHMIKOCTH, MOTEpE
Wi HaoOopoT, Habopy Maccel Tena. B mo3mHel cramuu 3a00JieBaHHS TOSBISIOTCS AWc(arus o
KOHTPAKTypa HUKHEU YEIIIOCTH.

B cBsi3u c perynspHbIM IPUEMOM KOPTUKOCTEPOUIOB CUCTEMHOTO JEHUCTBUSA Y MHOTHX IallUEHTOB
pa3BUBAIOTCSl TAaKUE HEXEJIaTeNbHbIC SIBJICHUS KaK HapylIEHUs pocTa M IOJOBOTO CO3PEBAHUS,
HAJMOYEYHUKOBAsT HEJAOCTATOYHOCTh, HAPYIIEHHUE TOJEPAHTHOCTU K IIIOKO3€ U caXapHbIi auader 2-ro
TUIA, apTepuajgbHas TUNEPTEH3Us, YCUJIEHHE OCTeonopo3a, ¢GopMUpOBaHHME KaTapakTbl. Bce
[IEPEYUCIICHHbIE HapylleHusi TpeOyroT o00sA3aTeNbHOM KOPpPEKIUU U HAOMIOAEHHMS Yy MNPOQUIbHBIX
CIELIUAIUCTOB.

B GonpmmHCTBE ciiydaeB cMepTh ManueHToB ¢ MJIJ] HacTymaeT OT cepaeyHOll W JbIXaTeabHOM
HEJOCTaTOYHOCTH B KOHIIE BTOPOTO — CEpeAMHE TPEThEro JMAeCATWIETHUS KHU3HU. TeM He MeHee,
CBOEBPEMEHHOE Ha3HAY€HHE KOPTHUKOCTEPOUJIOB CHUCTEMHOIO JEMCTBUS, MPOBEICHHE PETYISIPHBIX
peabUINTAlIMOHHBIX MEPONPUSTUN, CBOEBPEMEHHBIM KOHTPOJb pabOThl CEPAEYHO-COCYIUCTOH U
IbIXaTeIbHOM CHCTEM, TOSIBJI€HHE [aTOT€HETHYECKUX METOJ0B TepalnuH IO3BOJISIOT  CEroHs
3HAYUTENIBHO YBEIMYUTh MPOJOHKUTEILHOCTD U KaUeCTBO KU3HU manueHToB ¢ ML

MJIb sBisiercst Oosiee noOpokadecTBeHHON Qopmoit Oose3nu. J[eOroT HabMomaeTcs 3HAYUTEIBHO
mo3zxke, B Bospacte 10-20 mer. 3abosieBaHWEe MNPOTPECCHPYEeT MEIICHHO H PEIKO MPHUBOJUT K
naBayman3aruu 1o 40 ner. Uarennext npu M/Ib o6bryro coxpanes. [Ipu MJIb xapakTepHO mopakeHue

MHUOKap/ia U pa3BUTHE TUNEpTpoduuecKor WM AuiaTalioHHON Kapauomuomnatuu (1o 50% ciydaes)
[29].

[IpubnuzurensHo B 8% mnposiBaenuss MJIJI moxeT HaOmonaTbCs y SKEHIIMH — HOCHUTENeH
ne(QeKTHOro reHa. JTO MOXKET IMPOUCXOJIUTh B pe3yibTaTe TaKUX HapYIIEHWH Kak JaioHu3anus
(MHAKTHUBAIMS) XPOMOCOMBI X, TOJIHOM WM Mo3amdHou dopmax cunapoma lllepemeBckoro-TepHepa.
Knunuyeckue mnposiBaeHUs OOBIYHO IEOIOTHPYIOT B IEPHOJ] TOPMOHAIBHBIX MEPECTPOEK, TAaKUX Kak
OepeMEeHHOCTh, Hayallo MEHCTpYyalluld, KJIMMakc. 3a0ojieBaHUE Yy JKEHIIMH OOBIYHO MPOTEKaeT B
3HAYUTENBHO Oosiee MATKOHN dopme, yeM y MyK4uH. [IoMuMO MbIIeyHON ¢1aboCTH, JOCTATOYHO YacTo
MOTYT HaOJII0/1aThCs HAPYIIEHUS CO CTOPOHBI CEPACYHO-COCYIUCTON CHUCTEMbI, TaKUE KaK HapyIICHHS
CEepIeYHOr0 PUTMA, Pa3BUTHE TUIATAMOHHON Kapauomuonaruu [30].

Huddepenunansuas auarnoctuka MJIJI/MJIB mpoBoauTcst co BceMH OOJIE3HSAMH, OCHOBHBIM
KIIMHAYECKUM TPOSBJICHUEM KOTOPBIX SABJsETCS MbIiieuHas ciiadbocts [137, 139]. ITlepeueHb OCHOBHBIX
3a0o0seBaHuid, BXo1uui B nuddepennunanpabii auarunos npu MJJI/MJIb, npencrasnen B [Ipuiokenue
A3.2.

2. ImarHocTuka 3a00/ieBAaHUS WIH COCTOSIHUS (TPynnbI 32a00J1eBAHNH WJIN
COCTOSIHMI) MeUIMHCKHE NTOKA3aHU U IPOTHUBONOKA3aHU K IPUMEHEHUIO
METOA0B JUATHOCTHUKHU

OO6parraeM BHMMaHUE, YTO, COTJIACHO TPEOOBAHUSAM K pa3paboTKe KIMHUYECKUX PEKOMEHIAIUH, K
KKJOMY TE3UCY-pPEKOMEHIAINU HEOOXOAMMO YKa3bIBaTh CHITy PEKOMEHAINI U T0Ka3aTelbHylo 0a3y B
COOTBETCTBHUU CO IIKATaMH OIICHKH YpPOBHS JOCTOBepHOCTH mokazarenscTB (Y//I) u  ypoBHA
yoenurensHocTH pekomenaanuii (YYP). [Insg muorux tesucoB YVYP u V]I Oyaer HU3KUM MO MPUYKHE
OTCYTCTBHUS MOCBSIIEHHBIX UM KJIMHUYECKUX HCCIIEIOBAHUN BBICOKOTO nu3ariHa. HeB3upas Ha 3T0, OHU
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SIBJITFOTCSI HEOOXOAMMBIMH dJIEMEHTaMU 00CIIeI0BaHUS MAIMEHTA JUIS YCTAHOBIICHUS TUArHo3a U BeIOOpa
TaKTUKH JICUCHHUS.

Huarno3 MJIJI/M/Ib ycranaBiviBaeTcss Ha OCHOBAaHHHM COBOKYITHOCTH JIaHHBIX:

- aHAMHECTUYECKHX,

- KIIMHUYECKHX,

- pe3yabTaTOB J1A0OPATOPHOTO HCCIEAOBaHMS (OMOXUMHUYECKOTO W MOJICKYIISIPHO -TeHETHYECKOTO
aHaIn3a).

K Bompocam muddepeHnanbHOl TUArHOCTHKU CJICIYeT TMOIXOAWTh 0CO00 BHHMATEIHHO (CM.
[Mpunoxenue A 3.2).

Kputepun ycTaHOBIICHHSI THarHo3a U COCTOSTHUSL.

JlnarHo3  yCTaHaBIMBAeTCS Ha  OCHOBAaHWU  PE3YJAbTATOB  MOJEKYISPHO-TEHETUYECKOTO
o0crenoBaHus, B Cllyyae BbISIBJICHUS NATOT€HHBIX BapuaHTOB B reHe DMD.

2.1. ’/Kano0bl 1 aHAMHE3

IIpu cOope anHamHe3a U ka0l cieayeT 0OpaTuTh BHUMaHHUE Ha:

- OeccumnToMHOe noBhIIeHNe akTUBHOCTH TpaHcamuHas (AJIT, ACT) u KOK, JIII" B ceiBopoTke
KpPOBH;

- 33JIEP)KKY MOTOPHOTO U PEYEBOTO Pa3BUTHS,

- TICEBJIOTHITEPTPOQHIO MBIIII] FOJICHU;

- MOBBIIICHHYIO YTOMJIIEMOCTh (CHUKEHHE BHIHOCIHBOCTH);

- YacThl€ MAJCHUS UIH HEYKITIOKECTh;

- U3MEHEHHE MaTTepHa MOXO0/IKH;

- TPYAHOCTH MIPH NMOABEME IO JIECTHHUIIE;

- CIJIO)KHOCTH BBITIOJIHEHUSI OOBIYHBIX MOTOPHBIX 3aJaHuil (mpucenaHusi, Oer WiIW TpPeojaoJIeHHe
MPENSATCTBHI ), HECTTOCOOHOCTH MIPHITATh;

- HCTI0JIb30BaHKE BCIIOMOTaTeNIbHBIX IpUeMOoB ["'oBepca mpu nojbpeMe ¢ noJa;

- X0/1p0y Ha MaJIblIax;

- CHIDKEHHUE MBIIIEYHOTO TOHYCA;

- CHIDKEHHUE WU OTCYTCTBUE CYXOKUIIBHBIX pe(IeKCOB;

- 00 B MBIIIIIAX;

- 00JIH B CIIHHE;

- SKBUHYCHYIO YCTaHOBKY CTOTI;

- IICEBIOTUIIEPTPOQPHIO MBIIII] TOJICHU;

- YTpaTy HaBbIKa CAMOCTOSATEIbHOMN XOAb0BI;

- MMOBEJICHUYECKHUE HAPYILICHUS;

- 33/IEPKKY PEUEBOT0 PA3BUTHS WM HAPYLICHUS apTUKYIISLINH;

- TPYAHOCTHU C O0Oy4YEHHEM U BHUMAaHUEM;

- OOIIIYIO MBIIICYHYIO CJIa00CTh U OBICTPYIO uzndeckas yromisemocts [1-3, 6, 39, 42].

AHamMHeCTHUYECKHEe COOBITHS, HA KOTOpble HEOOXOAMMO OOpaTUTh BHHMAaHHE y TMAalUEHTOB C
noao3penuem va MJIJI/M/Ib:

- TOJ1 MalMeHTa — MYXCKOi;

- YCTaHOBIIEHHBIN quarno3 "lIporpeccupyromas MuoaucTpodus" y poACTBEHHUKOB MY>KCKOTO T0JIa
M0 MaTePUHCKON TUHUH UM HEYTOYHEHHOE HEPBHO-MBIIIIEYHOE 3a00IeBaHUE;

- YCTaHOBIIEHHBIN (DaKT HATHUKS B CEMbE KCHITMH-HOCUTENBHHUII TATOTEHHOTO BapUAHTa MYTallUU B
reae DMD;

- mo3iHee OpMUPOBAHKE HABBIKA CAMOCTOSTEIHHON XOAbOBI;
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- 32JIEPKKY CTAHOBJICHUS PEUU;
- 3HaunTensHoe noBeiieHne KOK B anamuese;

- 1e0I0T KIMHUYECKUX MPOSIBIICHUH B OOJIBIIMHCTBE CiydaeB B Bo3zpacte 2-5 ner mias M/ u 10-11
ner s MJIb [1, 2, 38, 41].

KanoOwl 1 aHAMHE3 TaK)Ke OMUCAHBI B pa3jeie "KIMHuYIecKas KapTuHa'.

2.2. Du3uKaJbHOE 00C/Ie10BaHNe

dusnkagbHOE 00CIIeIOBAaHNE MAIMEHTOB MpH nogo3penun Ha MIJI/M/Ib Bkitouaer:

- U3MEpEeHne PoCTa;

- U3MEepeHune Beca;

- BU3YQJIbHYIO OIICHKY IMOXOKU: MUOTIATHYECKasl, IO THITY TIepeBATMBAIOIICHCS (YTHHOM);

- BHU3yaJbHBIH OCMOTpP MBIIII: TICEBAOTUNEPTPOPHS HKPOHOKHBIX MBIIII, TTPOKCUMAIBHOE
pacnpezieieHue MbIIIEYHbIX THI0/aTpoduil U mape3os;

- WCCJIEI0BAaHUE MBIIIEYHOTO TOHYCA: CHWIYKEHHUE MBIIIEYHOTO TOHYCA, OOJIBIIE B MPOKCUMAIBHBIX
oTJIeNax;

- HWCCIEAOBAaHWE MBIIMICYHON CHJIBI: CIa0OCTh MPOKCHMAIBHBIX MBI KOHEYHOCTEH, MBIIIIII
Ta30BOTO U TUIEYEBOTO TOSCA;

- UCCJIEIOBAHUE CYXOKHUIBHBIX PEQIICKCOB: CHIKEHUE WIIH YTpaTa CYX0KUIBHBIX Pe(IIEKCOB;

- TOJIOKUTETBHBIN CUMIITOM ['OBepca: MCTOIb30BaHNE BCTIOMOTATENIBHBIX MTPUEMOB MPHU TIOIHEME C
1oJa;

- UCIOJIb30BaHUE BCIIOMOTATENbHBIX MPUEMOB MpHU ¢1a00CTH MBILII] IIEU MPU MMOJHUMAHUHU TOJIOBBI
IIPY BCTaBaHUHM U3 MOJIOKEHUS JISKa HA CIIMHE;

- OCMOTP KOCTHO-CYCTaBHOM CHCTEMbI: MOSICHUYHBIH THIEPIOPA03, TYrOMOJABUKHOCTh WU
KOHTPAKTYpbl KPYIMHBIX CYCTaBOB, CKOJIMO3, "KPBUIOBHUIHBIE" JOMATKH, AchopMaIys TPYyJAHOU KIIETKH,
yIUIOIIeHHE U Aeopmalus cTor,

- HaJIMYHMe MOBEJCHUECKUX PACCTPONCTB: CUHAPOM JAedUlMTa BHUMAHUS U TUIEPAKTUBHOCTU
(CABI), ayructuyeckue mposBICHUs, 00CECCHBHO-KOMITYJILCHBHBIE PACCTPOMCTBA;

- HEIMpPOrPeCcCUpPYIOIINe OTKIOHEHUS B KOTHUTHBHBIX (DYHKUHUSAX: HapylIeHHE KpPaTKOBPEMEHHOMN
CJIOBECHOM MaMsITH, IUCICKCHS, CIeU(PUUECKHEe PACCTPOUCTBA O0OyUEHUS;

- HaJTM4Ke SYMOLIMOHAIBHBIX PACCTPOMCTB: JENpPeccusi, TPEBOKHOCTh, aPPEKTUBHOCTH;

- HCCJeIOBAaHUE CEPACYHO-COCYAUCTON CHCTEMBI: YBEITUUYEHHUE YAaCTOThI CEpICUHBIX COKpAIICHHIA,
MOBBILIIEHUE APTEPUATILHOTO JaBJICHHUS,

- HCCIEeOBaHUE JbIXaTeNbHOW cucTteMbl: yBenaumueHue YJIJI, ocnabneHHoe aApIxaHue MOpu
ayckynprarmu [1, 2, 38].

[ToapoGHO nanHbBIe (PHU3HKATLHOTO 00CIE0BaHUS ONMKMCAHBI B pa3jeiie "KIMHUYeCKas KapTuHa'.

2.3. JIabopaTopHbIe TMATHOCTHYECKHE HCCIeI0BAHUS

Pannsas muarnocruka M/IJ]l u M/Ib — 3an0r npaBWJIBHOIO BEIEHHUS MALMEHTOB, CBOEBPEMEHHOIO
WCIOJIb30BaHUS JOCTYIHBIX CXEM Tepanmuu | peaduIuTaiuu s NpO(PUIAKTUKA OCIONKHEHUH,
COXpaHEHUs KaYeCTBA U MPOJIOJLKUTEIBHOCTHY KU3HU MTALIMEHTOB.

- Pexomenayercs ompenencHue AaKTUBHOCTUM KPEAaTMHKHMHA3bl KPOBH BCEM IAUEHTaM C
KJIMHUYECKUMH CHUMITOMaMHM, xapakTepHbiMu s MIJI/M/IB, ¢ nensio paHHeill AMarHOCTUKU OOJIE3HU

[2].

YposeHs yoeaurenbHocTH pekoMenanuii — C (YpoBeHb T0CTOBEPHOCTH JIOKA3aTEIbCTB — D)
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Kommenrapuii: noBeimieHne ypoBHs KO®OK oOnuraTHblii, paHHUM JOKIMHHYECKHH MpPU3HAK.
Xapaxrepubm s M/ sisiercst oBeimenne KOK B 10-100 pa3. B ob6s3arensHOM MOpsiKe ypOBEHB
K®OK nomkeH ompenenarsesi y MAaUMEHTOB B CIEAYIOMMX CHUTyauusx: 1) pebeHok He xoauT B 16-18
MecsLEB, pUMeHsieT preM ["'oBepca npy BCTaBaHUM WM XOAUT Ha NAJIbLAX; 2) UMEETCS OTSTOLEHHBIN
aHamHe3 no MJIJI wnm Hamuuue y OJNM3KUX POJCTBEHHUKOB HEYTOYHEHOTO HEPBHOMBIILIEYHOIO
3a0oJeBaHus 3) y malMeHTa BhIsiBIIeHO noBbienne Tpancamunas (AJIT, ACT) nesicHoro renesa y nerei

B JIOKJTMHWYECKOM cTamuu (KIMHUYECKAs CUTYAIlHsl Yallle BCTpedaeTcs y IeTei B Bo3pacte a0 3 ner) [1, 2,
41].

- PexoMeHnnmyeTcss mpoBEeAEHHE MOJIEKYJIIPHO-TEHETHYECKOTO HuccieqoBanuss B rene DMD Bcem
MalueHTaM ¢ cuMnroMaMu xapaktepHbiMu it MJJI/MJIb wnm manuwentam 6€3 CHMNITOMOB, HO C
noBellIeHHBIM ypoBHeM K@K (6onee 2000 Ex/m) ¢ nenbio MOATBEp)KJIEHUS OUArHo3a U MPOBEIEHUS
MEIUKO-TEeHETUIECKOT0 KOHCYIbTUpOBaHus cembH [1-4, 42, 43].

YpoBeHb yoeauTenbHOCTH pekoMeHaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 4)

KommenTapuii: mepBblid 3Tam: ONpENENICHHE KPYNHBIX AeNeNWi W Iyluikanuid B reHe DMD
METO/IOM MYJIbTUIUIEKCHONH aMITM(pUKAIUU JIUTrupoBaHHbIX 30HI0B (MLPA). Bropoit srtam: mnpu
OTCYTCTBUH AK30HHBIX JEIeNUiA WK OyIuinkanuii B rene DMD crnenyer npoBecT CEKBEHHPOBAHUE Te€HA
JUis OOHApY)KEHHS MaJbIX M TOYKOBBIX MyTaluil. Bo3MOXHBIMU MeTO/aMU SIBJISIFOTCSI CEKBEHUPOBAaHUE
HoBoro mnokosieHuss (NGS) wmnu meron cexBenupoBanus 1o Cenrepy. [IpensioxeHHbIN alropuTMm
BeIBISIET 98% wmyranuii B rene DMD. B ciiydae BbIsiBIeHUS TOYKOBBIX MyTanuii metogaoM NGS,
HE0O0X0IMMO MPOBOUTH UX MOATBEPKICHHE METOIOM MPSMOTo ceKBeHUpoBaHus 1o CeHrepy.

- PexoMeHyeTcsl manMeHTaM ¢ CUMIToMaMH, XapaktepHbiMu 1 MJIJI/MJIb wnn manuenTam 6e3
CUMIITOMOB, HO ¢ TOBBIIEHHBIM ypoBHeM K®K (6omee 2000 En/m) Ouoricus MBIIIB M TATOJOTO-
AHATOMUYECKOE HCCIIeIOBaHUE OWOTICHHHOTO (OMEpalMoOHHOT0) MaTepHalia MBIIMICYHON TKaHH C
MIPUMEHEHHEM UMMYHOTHCTOXUMHYECKHUX METOJIOB Ha HAIMYUE TUCTPO(HUHA B CIydasX COMHHUTEIHHBIX
pe3ynbTaTOB TEHETHYECKOTO OOCIeIOBAaHUS WM HEBO3MOXXHOCTH €r0 IPOBEACHHUS C  IENbIO
MOITBEP K ICHUS THarHo3a mauenrtam [1, 2].

VYposens yoeaurenbHocTH pekomeranuii — C (YpoBeHb T0CTOBEPHOCTH TOKA3aTEIbCTB — D)

KommenTapuii: B OOJBITMHCTBE CIy4acB I€HETUYECKUX METOJOB HCCIACAOBAHHUS JOCTATOYHO IS
MOATBEPIKICHUS ArarHo3a. TeM He MEeHee, Korjla TeHeTHYecKui aHanu3 He noarsepawt MJII/M/Ib, npu
COOTBETCTBYIOIICH KIMHUYECKOW KapTMHE W C YY€TOM TOTO, YTO JPYrde HEPBHO-MBIIICYHBIC
3a00J1€BaHUs OBLTM MCKIIOYEHBI, BO3MOYKHO TPOBEJACHUE OMOTICMH MBIIIIBI U MaTOJ0r0-aHATOMHUYECKOE
uccaeaoBaHue OWOTICMHHOTO (OTMEPAllMOHHOTO) Marepuaja MBIIIEYHONM TKaHHM C TMPUMEHEHHEM
MMMYHOTUCTOXHUMHUYECKHUX METOJIOB C MOCIEAYIOIINM aHATU30M HaTu4usl Oenka IucTpoduHa.

- Pexomenayercsa BceM mairpieHTaMm ¢ kimHudeckumu npusHakamu MJIJI/M/JIb npoBenenue ananusa
KPOBU OMOXMMHYECKOT0 OOIIeTepaneBTUYECKOro (McciaeioBaHne ypoBHS oOmiero Oenka, KpeaTWHUHA,
MOYEBHHBI B KpOBH, ornpeaencHue aKTUBHOCTH aTaHMHaMUHOTpaHCchepassbl,
acmapraTaMHHOTpaHcdepasbl, ramma-riaoTaMuiITpancdepasbl B KpOBH) C IIENBIO OLIEHKH COCTOSHUS
neuenu U moyek [118-121, 130].

VYpoBenb yoeautenbHocTH pekomenaaruii — C (YpoBeHb J0CTOBEPHOCTH JI0KA3aTEIbCTB — 4)

KoMmMeHTapumii: Tak jke, Npu HEOOXOJUMOCTH, MPOBOAST HCCIEAOBAHHUE YPOBHS TIIFOKO3BI
OunupyOMHa CBS3aHHOTO (KOHBIOTHPOBAHHOIO), OMIMPYOMHA CBOOOTHOTO (HEKOHBIOTHPOBAHHOTO) B
KpOBH, OOIIEro Kalbliis, HOHU3UPOBAHHOTO KalblMs, HEOpraHudeckoro ¢ocdopa B KPOBH C LENbIO
OLIEHKHU KanblineBo-(hochopHOro oOMeHa.

- Pexomennmyercs BceM ManueHTaM C KIHMHWUYeCKUMU npuszHakamu MJJI/MIB  oOmmit
(KJIMHUYECKUI ) aHAJIN3 MOYH C IEJIbIO0 OIICHKH COCTOSIHUSI MOYEBBIBOIAIIMX MyTeH U mouek [75].
YposeHs yoeaurenbHoCcTH pekoMeHnanuii — C (YpoBeHb T0CTOBEPHOCTH JIOKA3aTEeIbCTB — 4)
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2.4. UHcTpyMeHTAIbHBbIE THATHOCTHYECKHE NCCJIeI0OBAHUSA

[lepeunciieHHbIe  KIMHUKO-MHCTPYMEHTAJIbHBIE METOJABI  HCCJICAOBAHHUS  HEOOXOJAUMBI IS
MepBUYHON ¥ T HepeHIMATEHON TUATHOCTHKU O0JIC3HH.

- PexomeHnyroTCSI NpPOBOAUTH UCCIIEJOBAaHUE CIPOBOLMPOBAHHBIX JbIXaTEIbHBIX OOBEMOB,
HECIIPOBOIIMPOBAHHBIX JBIXATEIBHBIX O0OBEMOB M TOTOKOB maruerntam ¢ MJIJI/MJIB, npu nHammuuun
MOKAa3aHUid, C LIEJIbI0 CBOCBPEMEHHO TMarHOCTUKYU HapylieHuit Gpynkuun aeixanus. [10-14, 40, 44, 45].

Yposenb yoeautenbHocTH pekomenanuii — C (YpoBeHb T0CTOBEPHOCTH JT0KA3aTEIbCTB — 4)

KommenTapun: oneHka (yHKIIMM BHEIIHETO JBIXaHHWS TPOBOJIUTCS METOJOM CIIHPOMETPHH
(MccnenoBaHWE CHPOBOLIMPOBAHHBIX JBIXATEIbHBIX OOBEMOB, HECIPOBOLIMPOBAHHBIX JbIXaTEIbHBIX
00BEMOB M TOTOKOB), €XKETOAHO (MU MPU HEOOXOTUMOCTH JBAXIBI B TOM) C 5 JIET MPU BO3MOKHOCTH
MIPOBEJICHUSI.

- PexomeHnayercs mpoBefeHHE MAarHUTHO-PE30HAHCHOM ToMorpaduu MmblimeuHoil cucrembl (MPT
1eneBbIx Mblin) nanuestam ¢ MJIJI/M/IB ¢ 1enpio OLleHKH CTEeTeHH MOPa)KeHUsI MBIILIEYHOW TKaHU IpU
MMOCTAaHOBKE JMAarHO3a U B JWHAMHUKE 10 MmokazaHusMm [ 38, 46].

YposeHb yoeauTenbHOCTH pekoMeHaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTeIbCTB — 4)

KommenTapwmii: mpoBoauTcs MO moka3zaHusM (C 1eiapio auddepeHITnanbHON AHAarHOCTUKH, Kak
JOTIOJTHUTEIBHBIN METOJI TOATBEP)KICHUSI JAMAarHo3a B COMHHUTENBHBIX CIIy4asX W aHajdu3a pPa3BUTHUSA
3a0oneBanus B auHamuke). JlaHHBIA MeToa oOcienoBaHUs SBISETCS AOMOMHUTEIbHBIM. MPT wmblmig
MO3BOJISIET BU3YAJIU3UPOBATh CTEMeHb AucTpoduu U (pudposa MblmieyHol TkaHu. Busyanusupyercs
XapaKTepHbIH MaTTepH MOPaKEHHS — MBI Oeapa (MakCUMalbHOE MOPAKEHHE MPUBOISIIMX MBIIII]
Oenmpa TpW COXPAaHHOCTH TOHKOW W TOPTHSDKHOM MBIIII) W TOJEHU (KUpoBash WHQOUIBTpAIMs B

KaMOaJIOBUJIHBIX U MaJOOEPIIOBBIX MBIIIIAX U OTHOCUTEIbHAS COXPAHHOCTH OOJIBIIEOSPIIOBOM MBIIIIIIHI)
[94].

- Pexomenayercs mpoBeAeHUE PEHTTEHOrpauu IPYJHOTO U MOSICHUYHOTO OT/Iea IMO3BOHOYHUKA
(wm KoMITbIOTEpHAss TOMOTpadus MO3BOHOYHWKA (OJMH OTHAEN)) B OOKOBOM IMPOEKIIMH TAI[UEHTaM C
MIJ/MJIb co ckonmo3om, kamobamMu Ha 00JIb B TOSICHHUIIE, a TAKXKE BCEM IMAIIMEHTaM, MOTEPSBIINM
CIIOCOOHOCTh XOAWTh, C IICJIbI0 OILIGHKH CTEIICHW Pa3BUTHUS CKOJIMO3a, BBISBICHHUS TEPEIOMOB
MMO3BOHOYHHUKA, a TAKXKE C IEJIbIO OTIPEIeIICHUSI HEOOX0IMMOCTH JICUCHHS OCTeoropo3a oudochoHatamu;
omnpenesaeHuss HeoOX0IMMOCTH, BO3MOKHOCTH M 00beMa XUPYPrHUEeCKOro BMemareascTBa [31, 126, 127,
128, 157].

VYpoBeHb yOeAUTEIbHOCTH PeKOMEH IaIHii — B (YypoBeHb 10CTOBEPHOCTH JJOKA3aTEILCTB — 3)

KomMmeHnTapuu: peHtreHorpadus TpyIHOTO M TOSICHUYHOTO OTJeNa MO3BOHOYHMKA B OOKOBOM
MPOEKIIMK MPOBOIUTCS Kaxable 1-2 roja y maiueHTOB, NPUHUMAIOMINX KOPTUKOCTEPOUIbI CHCTEMHOTO
NEUCTBUS, U KaXK]Iple 2-3 TOa y MalUEeHTOB, HE MPUHUMAIOIINX KOPTUKOCTEPOUIbl CUCTEMHOTO ACHCTBUS
[1], a Taxke IPOBOAMTCS ABAXBI B TOJ MAI[MCHTAM, ITOTEPSBIINM CIIOCOOHOCTh XOIHTh, C JKaJ0o0aMu Ha
00JIb B CIIMHE, CO CKOJIMO30M U TUIIEPIOPI030M.

- PekomeHayeTcss PEHTIEHOAEHCUTOMETPUS MOSICHUYHOIO OTJENa MO3BOHOYHMKA IMAlMEHTaM C
MJJI/MJIb B 60KOBO# MPOEKIHMH C IENbI0 BBISBICHUS OCTEONMOPO3a M MEPEIOMOB MO3BOHOUYHHUKA, a
Takke TpH TOJArOTOBKE K Tepanuu OudocPoHaTaMu WU OPTOMEAUUECKOMY XUPYPTHUUECKOMY
BMernatenbety [31, 53, 101, 126, 127, 128, 157].

YpoBeHb yOCIUTEIBHOCTH PeKOMeH 1aIuii — B (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 3)

KoMMeHTapuu: mpoBOIUTCS PErYISIpHO JAETSIM, HAUMHASI CO BTOPOI cTaauu (paHHssE aMOymaTopHasi)
nporpeccupoBanus 3aboneBanus. Jlns mamumentoB ¢ MJJI/MJIB xapaktepHa BBICOKas YacToTa
OCTEOTICHHH U TEPeIOMOB TO3BOHKOB U JUITMHHBIX TpyO4aThix KocTeil. JlaHHBIE PUCKU OOYCIIOBICHBI
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MBIIIEYHON CJIA00CTHIO, TPUEMOM KOPTHKOCTEPOUIOB CUCTEMHOTO JCHCTBUS M HHU3KOW IOJBHYKHOCTHIO
narueHTos [1]

- PexoMenmyercsi perucrpanus SIEKTPOKAPAUOTPAMMBI M IPOBEACHUE AXOKapAuorpaguu BceM
nanueHtam ¢ M/IJI/M/IB ¢ uenbio BeIsiBIICHHS crienuduyeckoro nopaxenus cepaua [9, 28, 31, 39, 127].

Yposens yoeautenbHocTH pekomenanuii — C (YpoBeHb T0CTOBEPHOCTH JIOKA3aTEILCTB — D)

KoMMeHTapuu: naHHblE METOAbl HCCIIEJOBAaHMS IO3BOJISIOT BBIIBUTH HAPYIIEHHUS YacTOThI
CEpJCUHBbIX COKpAIlleHUH, pUTMa U IPOBOJAUMOCTH Ceplla, MPU3HAKH CUCTOIMYECKON AUCPYHKLIMH,
IWIATalallMIOHHBIX ~ HapyIIeHWH, TrUnepTpoduu MHOKapAa, MHUTpaTbHONH peryprutauuu. [lpu
HeoOxoquMocTH Bo3MOokHO mpoBenenne MPT cepama [127] ¢ KOHTpacTHpOBaHWEM ISl OLICHKH
CTPYKTYPHBIX H3MEHEHUH MPaBOTo U JIEBOTO JKEIYJ0YKOB, MaruCTPAJIbHBIX U NEpUPEPUUECKUX COCYIOB.

- Pexomenayercsi mpoBeneHHE MYyIHCOKCUMETPUU BO CHe BceM marueHtam ¢ MJIJI/MJIb npu
camwkennn JKEJT menee 50% c 11e1610 BBISBICHHS CHHIPOMa 0OCTPYKTHBHOTO armHo)d cHa [39].

Yposens yoeautenbHocTH pekomenamuii — C (YpoBeHb T0CTOBEPHOCTH JI0KA3aTEILCTB — D)

KommenTapun: Ha aMOynaTOpHOW CTaAWM MOXET BO3HHUKHYTH HEOOXOAMMOCTh B TPOBEACHUH
WccleoBaHUN CHa ¢ KamHorpaduel, 0COOCHHO TIPU TOBBIIMICHHWH MAacChl Tejla BCIEJACTBUE Tepanmuu
KOPTHUKOCTEPOHUIAMH CHUCTEMHOTO JIEHCTBHS M MPU HAJIMYAHA CHMITOMOB HAPYIICHUS JBIXaHHS BO CHE
(amHO® cHa). MccrmemoBaHus CHa Tak)Ke€ MOTYT HCIOJIB30BAaThCA KaK aJIbTEPHATUBHBIA METOJ IS
MOHUTOPHHTA TOKa3aTeJIe BHEIIHETO JBIXaHHWS y TEX MAaIMEeHTOB, KOTOPHIM HEBO3MOXHO IPOBECTH
uccneaoBaHue (YHKIIMA BHENIHETO [bIXaHWd. EcCIW  BO3MOXKHO, TalWeHTaMm, HE CHOCOOHBIM
CaMOCTOSITEIPHO XOJHUTh, MMEIOIIUM CHMIITOMBI HApYIICHHUS JbIXaHUS BO CHE, HCCIICIOBAHHS CHa
CJIelyeT IPOBOJUTh HE PEKE OJHOTO pasa B rOJ.

- Pexomenmyercs mpoBeneHHWE — KapAHMOPECIUPATOPHOTO  MOHHUTOpPWHTA  (IMCTAaHIIMOHHOE
HaONIOZCHUE 3a TMOKA3aTeNsIMH YacTOThl CEPJICYHBIX COKPAIICHWH W NUCTAHIIMOHHOE HAOJI0JeHuE 3a
(hYHKIIMOHATBFHBIMU TIOKA3aTEIsIMA BHEITHETO JbIXaHMs) B cTaloHape BceM mamueHTam ¢ MJI/MJIb
NP  HAIWYUU HKajgo0, COOTBETCTBYIONIMX THIMOKCEMHHM (JHEBHAsh COHJWBOCThH, TOJIOBHBIE OOJIH,
YTOMJISIEMOCTh, HOYHBIE KOIIMAaphl, HEOOBSICHUMOE CHI)KCHHE MacChl Tejla MPU aJeKBATHOM IHTAHHH )
n/unn gaHHbIX o cHkeHun OXXEJI menee 50% w/wnm BBISABICHHHM CHIDKEHUS CaTypalldy IO JaHHBIM
HOYHOU IyJIbCOKCUMETPHH MeHee 94% C 11eJIbI0 BBISBIIEHUS CHHAPOMa 0OCTPYKTHBHOTO arHod cHa [39].

Yposens yoeaurenbHocTH pekoMeraaiuii — C (YpoBeHb T0CTOBEPHOCTH TOKA3aTEILCTB — D)

KommenTapun: kapauopecnupaTtopHOe MOHUTOPUPOBAHKUE IMPOBOJAUTCS YISl OIIEHKH PUTMa cepiia,
YpOBHS caTypaluy (HAcChIIMICHUs] KPOBU KHUCIOPOJOM), YKCJIa OCTAHOBOK JBIXaHHUS B HOYHOE BpPEMS.
JlaHHOE MCCleI0BaHUE BaXKHO IS (pUKcauu (hakTa XPOHUYECKOM JIbIXaTeIbHON HEJIOCTATOYHOCTH M JIJISt
pelieHus BOIpoca 0 HE0OX0IMMOCTH JOTIOJTHUTEIBHOM PECITUPATOPHOM MO IICPIKKH.

2.5. UHple TMarHoCTHYECKHE MCCJIeI0BAHNSA

- PekoMeHlyl0TCS NepBUYHBIE KOHCYJIbTAllMM Bpade€il M HMHBIX CHEUAIMCTOB W3 MEAUIMHCKOMN
OpPraHM3alMi WJIH €€ CTPYKTYPHOIO  MOJPA3JAEIECHUs, OKA3bIBAIOLIErO  CIELHUAIU3UPOBAHHYIO
NaNTMATUBHYI0O MEIUIIMHCKYI0 moMmolnb netsM ¢ MJJI/MJIb, npu Hanmuyum mMOKa3aHWMd, s
ornpeenacHns 00beMa He0OX0IMMOM MaTHaTHBHOM momorw [39, 142, 146, 147].

VYpoBeHb yoeauTeabHOCTH pekoMeHaaruii — C (YypoBEeHb TOCTOBEPHOCTH JJOKA3aTEIbCTB — 5)

KommenTtapun: KoHcynbTanusi OTHOCHTENBHO NAJJIMATUBHOM MEAMIIMHCKOM TOMOIIM MOXET
OKa3bIBaThCS HA BceX dTamax BefaeHUs mamuenta ¢ MJIJI/MJIb: mpu moctaHoBKe AuarHo3a, BO BpeMs
MPUHATUSA KIIFOUEBBIX TEPAIEBTUUECKUX PELICHUM, ITIPU BOZHUKHOBEHUHN KU3HEYTPOKAOIINX COCTOSHUM,
a TaKke B TepMUHAILHOU (paze 3ab0eBaHMS.

- PeKOMeHl[y}OTCH MOBTOPHBIC KOHCYJIbTAlUU Bpaqeﬁ U HHBIX CIEHHAIHNCTOB W3 MEIUIIMHCKOMN
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OpraHu3aluy WIK €€ CTPYKTYPHOTO TOJpa3/eNieHUs, OKa3bIBAIOIIETO CIEHUAIN3UPOBAHHYIO
MAUTMATUBHYI0O MEIUIIMHCKYIO moMolnb JneTsM ¢ MJIJI/MJIb, npu HaiWyuu MOKa3aHWid, s
ompeneneHus: oobemMa He0OX0IMMOH NAITTMATUBHON IOMOIIH U OTleHKH ee dddektuBHOCTH [ 39, 142, 146,
147].

YposeHb yoeauTenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 5)

- PexomeHayercsi BKIIIOYEHHME IUIAHOBOM OLICHKM OOJIM COIJIACHO IIKalaM, COOTBETCTBYIOLIUM
BO3pacTy U YpPOBHIO HEPBHO-TICUXHYECKOIO Ppa3BUTHUSI peOEHKA, BCEM JETSIM C IPOrpeccCUpyroliei
MBbIIIEYHOW aucTpodueit JliomeHHa u mporpeccupyroliell MbliiedHol auctpoduein bekkepa, mis
no0opa o6e36ommBanus [143].

YpoBeHb yoeauTenbHOCTH pekoMeH aaiuii — C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 4)

KommenTapun: BEIOOP METOIOB OLIEHKH 00JN (B T.4U. IIKAJBI OIEHKH OO ) OCYIIECTBIISET JIeUaniui
Bpay, B 3aBUCUMOCTH OT BO3pacTa U KIMHMYECKOTO cTaTyca peOeHKa.

- PexoMenpayercs mpoBeneHue Tecta 6-TM MUHYTHOM XOJbObI BCEM aMOYJIaTOPHBIM IallME€HTaM ¢
MI/MIB ¢ uenbio OUEHKH MOTOPHBIX (YHKIHM, BBIHOCIMBOCTH, JWHAMUKHA M TPOTHO3UPOBAHUS
TeueHus 3aboneBanus [37, 48-51, 158] (Ipunoxenue ['4).

VpoBeHb YOeIUTEIFHOCTH peKOMEeHIauii — B (ypoBEeHb JOCTOBEPHOCTH JI0Ka3aTEIbCTB — 3)

- Pexomennyercst mpoBeneHHe (QYHKIMOHAIBHBIX TECTOB Ha BpPEMs: MOIBEM U3 TMOJOKEHUS
cujsi/nexxa, BpeMs Mo IbeM/CITyCKa Ha 4 CTymneHu, BpeMst Xoap0b1/0era Ha 10 MeTpoB BceM aMOymaTOpHbIM
naueHTam ¢ MJUJI/MJIb ¢ uenbio OIEHKM MOTOPHBIX (GYHKIMH M TPOrHO3UPOBAHUS TEUYEHUS
3aboneBanus [49] (Ipunoxkenune A 3.5 u A 3.6)

YpoBeHs yoeauTenbHOCTH pekoMeHaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

- Pexomenayercs wu3MepeHHE TMOJBWKHOCTH CycTaBa (YIJIOMETpHUs), OIpeiesieHne oObeMa
MACCUBHOTO JABMKEHHUS OJHOTO CyCTaBa B OJIHOM IJIOCKOCTH, olpezesieHne 00beMa aKTUBHOTO JABHKEHUS
OJIHOTO CyCTaBa B OJHOW IUIOCKOCTH BceM mnamueHTam ¢ MJIJI/MJIb ¢ menpio omnpeneneHus
MaKCUMaJIbHOTO 00beMa JBM)KEHUN B CYCTaBaxX M BBISBJICHMS HAJIMUUS Pa3BUBAIOLIUXCS KOHTPAKTYD [2,
52] (ITpunoxenune A 3.7)

YpoBeHb yoeauTeabHOCTH pekoMeHaaruii — C (YpoBEeHb T0OCTOBEPHOCTH JJOKA3aTEIbCTB — 4)

- Pexomenayercss BceM marueHTaM ¢ KIWHWYeCcKuMH npuszHakamu ¢ MIJI/MJIb npu mocraHoBke
JMarHo3a MPUMEHATh MYJIbTHAWCUMIUIMHAPHBIA IOAXOJ C ILEJIbI0 COBMECTHOTIO BEJCHMS NalUEeHTa
CHelHaTMCTaMi pa3HbIX Npoduieil, Tak Kak 3a00JieBaHHE XapaKTePU3YyeTCs MOPAKEHHEM MHOTHX
OpraHoB M CHCTEM U TpeOyeT KOMILIeKCHOM Tepanu [1, 95].

VYpoBeHb yoeauTeabHOCTH pekoMeHaaruii — C (YypoBEeHb T0OCTOBEPHOCTH JJOKA3aTEIbCTB — 5)

KommenTapuu: mnoka3aHbl NEpBHUYHBIE W IOBTOPHbIE KOHCYJIbTAI[MM Bpaya-r€HETHUKA, Bpayda-
HEBpOJIOra, Bpayva-MyJIbMOHOJIOTa, Bpaya — JETCKOTO KapAuoiora, Bpada-KapAuoJjora, Bpada-
racTpO’HTEPOJIOra, Bpaya — JAETCKOTO AHAOKPHHOJOra, Bpadya-3HIOKPUHOJIOTA, Bpaya — TpaBMaToJiora-
opToleaa, Bpada-JUeToJiora, Bpada-IICUXMaTpa, Bpada-leauaTpa/Bpada oOIIeld MpakTUKU (CeMEeHHOro
Bpaua)/Bpaya-TepanenTa, Bpaya-opTaabMOJora, Bpaya — aHeCTe3M0JIOra-peaHMaTosIora, MEJUIUHCKOTO
IICUX0JIoTa, Bpaya Mo JieueOHOM (u3KynbType, Bpaya-Qu3MOTEepamneBTa, Bpaya (QU3HUECKOW U
peadMINTallMOHHOM MEAMILIMHBIL, Bpada IO MNAJJIMATUBHON MEIWIIMHCKOM MOMOIIM, CHELUANINUCTa IO
MEIMLMHCKON peaOmiuTanuy, a Takxke Bpaded Apyrux crneuuanbHocted mnamuentam ¢ MJJI/MJIB,
MMEIOIINM HapyleHUs GYHKIUI COOTBETCTBYIOLIMX OPraHoB U cucTeM. Takke HeoOXxouma pazpaboTka
WH/IMBUYAJIHOM MPOTpaMMBbl JIOTOTIEMYECKON peabUINTaliu.
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3. JleyeHue, BKJIOYAs MEIMKAMEHTO3HYI0 U HEMEUKAMEHTO3HYI0 Tepanuu,
AUETOTepanuio, 00e300J1MBaHNEe, MEAUIIMHCKHE TOKA3aHUA U IPOTUBOINIOKA3AHUSA K
NPUMEHEHUI0O METOAOB JeYeHHU s

Jlewenue MJIJI/MJIb BikIIOWaeT Kak TATOTCHETHYECKOE JICYCHHWE, TaK U  IIPOBEJICHUC
CUMIITOMAaTH4YeCKON Tepanuu. Benenue mamuentoB ¢ MJIJ] npenmosiaraet MynbTHAMCHMIUIMHAPHBIN
MOAXO0JT C 00s13aTENIbHBIM YY4acTUEM Bpaya-T€HETUKa, Bpaua-HEBPOJOra, Bpada-IyJbMOHOJIOra, Bpadya —
JIETCKOTO KapJuoJIora, Bpaya-KapIuoJiora, Bpaya-racTpodHTEPOJIOra, Bpaya — JETCKOT0 SHAOKPUHOJIOra,
Bpaya-sHJA0KPUHOJIOTa, Bpaya-TpaBMaTOJIOra-oOpTolle[a, Bpada-AMETosora, Bpauya-ICMXUaTpa, Bpaya-
neauaTpa/Bpavya oOiiel MpakTHKU (CeMEeHOro Bpada)/Bpada-TeparieBTa, Bpada-odranbpMosiora, Bpada-
aHeCcTe3HOJIOra-PeaHnMaToJIora, MEIUIMHCKOTO IICHUXO0Jora, Bpaya Mo JiedeOHON (u3KynpType (Miu
Bpaya-pu3noTEepaneBTa, Bpaya (GU3NIeCKo 1 peaduIuTallMOHHON MEUIIMHBI), Bpaya 10 MaJJTHaTUBHON
MEUIIMHCKOM TMOMOIIM, CHeUaJIMCTa MO0 MEIUIUHCKONM peadWwiuTalud W Bpadyed Jpyrux
CHEIHATbHOCTEH, UMEIOIIUX ONBIT B JIYEHUH 3TOTO peakoro 3aboseBaHud. [lpy Hamuyuu cuMnTomoB
MOPAXKEHUS] OPraHOB-MUILIEHEH HEO0X0AMMa KOHCYIbTAIs NPO(UIBHOTO CHEIHaTNCTA.

3.1. MeaqukamenTo3Has Tepanus. [laToreneTrnyeckoe Jjieuenue

- PekomenayeTcst npuMeHEeHHe JIEKapCTBEHHOTO Tpernapara atajaypeH aMOylnaTopHbIM MallMeHTaM ¢
M/l crapme 2-X €T, y KOTOPBIX MOJEKYJISPHO-T€HETUYECKOE MCCIIEIOBAHNE BBISBHIIO HOHCEHC-
MyTalM0 (3aMeHa KOJOHA, KOJMPYIOIIEr0 aMHHOKHCIOTY Ha CTOM-KOJOH), C IIeNIbl0 MPOBEACHUS
maToreHeTHIecKo# tepamnu [2, 36, 53, 54, 55].

YposeHs yoeautenbHOCTH pekoMeraamuii — A (YpoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 2)

KommenTapun: amOynaTOpHBIN MAalMEHT — 3TO MAIMEHT, CIIOCOOHBIA K CaMOCTOSITEIIbHON X0/b0e.
[Ipenyaraercst B peasibHOW KIMHUYECKOW MPAKTUKE TPaKTOBaTh "amOymatopHOCTh" OosbHBIX MJIJ] Kak
CIOCOOHOCTh XOJUTH 0€3 MCHOIb30BaHMsS BCIOMOTATENbHBIX CPEICTB M 0€3 yKazaHWd TUCTAHLUU U
BpeMEHH, a 'moTepell amOymaToOpHOCTH" CUWTATh COCTOSIHHUE, TPH KOTOPOM TAIMEHT BBIHYXKIIEH
MOCTOSIHHO HCII0JIb30BAaTh MHBAJIUIHOE KPECHO YISl MepeIBMKEHUs KaK BHE JOMa, TaK U B JIOMAIlHUX
ycnoBusx. Honcenc-myramus JIHK mposiBisiercs oOpa3oBaHueM MPEKIECBPEMEHHOTO CTOM-KOJOHA B
marpuuHoi PHK (MPHK). B pesynbrare Hapymiaercs CHHTE3 IMOJHOpa3MepHOTO Oenka AucTpoduHa.
Honcenc-myrauus BeisiBasiercs y 18-20% poccuiickux namuentoB ¢ MJI/[. Aranypen aeiictByeT Ha
JTane TpaHchsuuu Oenka B pubocome, mMo3BojsieT cuuThiBaTh MHpopMmanuio ¢ MPHK, Hecmotrps Ha
HaJIM4Yue B HEl MPEeXIEBPEMEHHOIO CTOI-KOJOHA, U CUHTE3UPOBATh MOJHOPA3MEPHBIH OeoK. ATanypeH
MpeHa3HayYeH A7 JIeyeHus: aMOynaTopHbIX nanueHToB ¢ M/I/], BbI3BaHHOM HOHCEHC-MyTalllel B reHe
muctpoduHa, neTsaM oT 2 ner u crapue. [IpuHumaercs mepopanbHO. Pekomenayemas A03MpOBKa
coctaisiet 40 mr/kr B cytku (10 Mr/kr cytku yrpom, 10 mr/kr gHem, 20 Mr/kr Bedepom) [56]. MuTepBat
MEXIy YTpEeHHEH, THEeBHOW M BEUepHEH 0301 TOKEH COCTaBIATh 6 yacoB. MHTepBan Mexy BeuepHei
U yTPEeHHEW 103011 TomKeH cocTaBisITh 12 yacos. [Ipu moTepe aMOynaTopHOCTH KOPPEKIUs JO3UPOBKH
He TpebOyercs. [locnennue omyOIMKOBaHHBIE ITaHHBIE, OTPAXKAIOIIHME OMBIT MPUMEHEHHs aTallypeHa B
peanbHON KIMHUYECKON IMpakTHKe, MPOJEMOHCTPUPOBAIM, YTO NPUMEHEHHE aTalypeHa IMPHUBOJMT, B
CpelHEeM, K YBEIMUEHHUIO MPOJOJDKUTEIBLHOCTH CaMOCTOSTENbHOM X01p0bI Y MallMeHToB Ha 5,4 rojaa mo
CPaBHEHHIO C MAIMEHTaMH, MOJYYAIOIUMU TOJBKO cTaHAapTHyr Tepamuto (p < 0.0001) [37, 136].
Kpome TOro, B rpymme, nosyyaromeil araiaypeH, Toiabko 20% MalMeHTOB YTPaTHIU CIIOCOOHOCTb
CaMOCTOSITEJIHO TEPEIBUTaThCsl IO CPaBHEHUIO ¢ 62% B rpymie, NOJy4aBIIUMHU TOJBKO CTaHJIAPTHYIO
tepanuto. Takxke, Toybko y 3,3% ManueHToB, MoJyyaBIIMX aTanypeH, nokaszarens OXKEJI Obu1 MeHee
60%, B TO BpeMsl Kak B IpyIle, NOJyJalonX Toibko crannaptHyo tepanuto OXKEJL < 60% O6buto y
36,5% mnamuentoB (p < 0.0001), 4yTO TOBOPUT O CIOCOOHOCTH aTallypeHa [UINTEIBHO COXPaHSTh
IpIXaTenbHyo (GyHKuuio y nanuentos ¢ M1/ [36].
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Teparmﬂ KOpTHKOCTEpONIAAMHU CUCTEMHOI'0 JedcTBUA

- PexoMeHyeTcsi Ha3HaueHWE TEpamuu TpenaparoM #HrpemaHuzonoH** B goze 0,75 Mr/kr/cytku
MEepOpPaTbHO TOCIIE 3aBEepIICHUs (OPMHUPOBAHUS JBUTATENBHBIX HABBIKOB, HO J0 Hayajla YracaHws
MOTOpHBIX (YHKIUH (HAa cragumm IUIaTo), Bcem mamueHTam ¢ MJJI/MJIB ¢ 1enbio CHMKCHHS
BOCITAIUTEIBHBIX TIPOIIECCOB, 3aMEUICHUS yTPAaThl MBIIICYHOW CHJIBI U (DYHKIHMA, YMCHBIICHUS PHUCKA
Pa3BUTHS OPTONEIMYECKUX OCIOKHEHHH, CTAOMIM3N3alui (QYHKIIMOHATBHOTO COCTOSHUS JIbIXaTeIbHOMN
U CepAeYHO-COCYyaucTOoH cucteMm [2, 34, 35, 37, 38, 39].

VYpoBeHb yOeAUTEIbHOCTH peKOMEeHAaIuii — A (YpOBEHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 1)

KommenTapun: KOPTUKOCTEPOUIBI CHUCTEMHOTO JCUCTBUS SIBIAIOTCS TEKYIIUM '"30J0ThHIM"
CTaHJIapTOM JieueHus: nauveHToB ¢ MJI/], KoTopble M3MEHWIN €CTECTBEHHOE TeueHHe 3a0oJieBaHUS 3a
CYeT 3aMEJUICHUS MPOTPECCUPOBAHUS yXY/IICHHS JBUTATSIBHBIX W JICTOYHBIX (PYHKIIUN, YMEHBIICHUS
KOJIMYECTBA OPTOINEIMUECKUX OCJIOKHEHUH M olepanuii Ha IMO3BOHOYHUKE, a TaKXKe YBEIWYCHHS
MPOJOJDKUTENFHOCTH JKU3HU. [lomoxkurtensHbie 3(p(eKThl KOPTHKOCTEPOUIOB CHUCTEMHOTO JeHCTBUS
OOBSICHAIOTCS. MX TPOTHBOBOCIIAIHUTEIBHOW aKTUBHOCTHIO, OCOOCHHO B MBINIIAX C HHU3KUM YpPOBHEM
aucTpo(rHa, YTO TIOMOTAeT COXPAHUTH CIOCOOHOCTh K TIEPEIBIKEHHIO 32 CYET 3a/IEP)KKU Pa3BUTHS
paspymenust Mbi [104]. ['IOKOKOPTUKOMIBI YMEHBIIAIOT HEKPO3 MBI U BOCHAJEHHE 3a CYET
MO/TyJIMPOBAHHS KIIETOYHOTO OTBETA HAa BOCIAIICHHUE, YCHIMBACT MPOIH(PEPAIIHIO MHOTEHHBIX CTBOJIOBBIX
KJIETOK-TIPEIIECTBEHHUKOB MJTH MHOOJIACTOB H, TAKMM 00pa30M, YCHIIMBAET PEreHEPAITUIO M POCT MBIIIIII,
CHIDKAIOT CKOPOCTh pacliaja MBIIICYHBIX KJIETOK, MOTUMUIIUPYI0 TPAHCKPHUIIUIO ¥  ITOBBIIIAS
OKCTIPECCHI0  TUCTPO(GHHA B TOPWKEHHBIX MBIMIEYHBIX BOJOKHAX WM YBEIUYMBas CHHTE3
CUHEpPreTHYECKUX MOJIEKYJ, TaKMX KaK MBbIIIEYHbIE TJIMKOMPOTEHHBI, KOTOPbIE JOTOJHSIOT JEHCTBUE
auctpoduHa, 00aal0T HMMYHOJCIPECCHBHONW (yHKIMEH, cHMKas koimdectBo T-ximetox [140].
MacuitabHble UCClIeJOBaHUS MPOJAEMOHCTPUPOBAIHM, YTO MPUMEHEHHE KOPTUKOCTEPOUIOB CHCTEMHOTO
NEHCTBUS TIPOJIJICBACT B CpeAHeM Ha 3-5 jeT amOynartopHoe cocrosiHue naruenToB ¢ MJ1/] [36]. Hagamno
TOPMOHAJILHOM Tepamnuu 3aBUCUT OT (a3bl pa3BUTHUS JBUTATEIbHON QYHKIIMU peOeHKa, IepBOHAYATbHOTIO
¢bu3nueckoro craryca, HaJW4YHUs PaHHUX OCJIOXHEHWH, (opMbl U TeueHUs 3aboneBanus. HaunmnaTh
Tepanuio KOPTUKOCTEPOUJAMHU CHCTEMHOIO ACUCTBUSA HE MOKa3aHO PEeOEHKY, Y KOTOPOro MpOA0JIKa0T
(dbopMupOBaThCsS IBUTATEIbHBIE HABBIKM, OCOOEHHO €CiIM OH Miaiame 2 jer. B TunuuHoMm ciydae y
Maiburka ¢ M/IJ{ aBurarenbHble HABBIKK MPOJIOJDKAIOT Pa3BUBATHCA /10 Bo3pacTa 4-6 jet, XoTa u OoJjee
MEJUIEHHBIMH TEMIIaMHU, YEM Yy €ro pPOBECHUKOB. KOpTHKOCTEpOUABI CHUCTEMHOIO NEHCTBUS CIEIyET
Ha3HayaTh, HE JIOKUJASCh Hayalla YracaHus MOTOPHBIX (YHKIHH, B TOT MOMEHT, KOTJja €CTECTBEHHOE
pPa3BUTHSA MOTOPHBIX (YHKIUK y peOeHka Oosblne He oTMmedaercs (dasa miaato) [34]. Havano mpuema
KOPTHUKOCTEPOUIOB CUCTEMHOIO JICHCTBUSL O CEMHM JIET OKa3bIBaeT HamOoJjee BhIPaKEHHBbIN dPeKT Ha
CHOCOOHOCTh M MPOJOJDKUTENBHOCTh caMocTosATenbHoro rmnepensmwkenus [103]. DddextuBHOCTH
TOPMOHANILHOW TEepamuu 3aBUCHUT OT (U3HMOJOTUYECKHMX OCOOCHHOCTEHM JIETCKOrO OpraHu3Ma,
WHIUBUAYAIbHONW MEPEHOCHUMOCTH, aJeKBaTHOTO MOA00pa CyTOYHOW JO3bI M PEXKHMa, MOHMTOPUHTA U
KOHTpOJIsi mobOouHbIX 3¢ddexToB. [Ipu HemepeHOCHMMOCTH #IpeTHU30JI0HA** BO3MOXXHO HpPHUMEHEHUE
Apyrux GopmM KOPTUKOCTEPOUIOB cUCTeMHOro neiictus [34, 35, 37].

- Pexomenayercs mnaumentam ¢ MJIJI/MJIb npu HenmepeHOCMMOCTH peryiaspHON Tepanuu
#penHU30I0HOM** MIPOBOJUTH TEPANUIO 110 UHTEPMUTTUPYIOLIUM cXeMaM (depe3 JIeHb, 10 BBIXOHbIM,
10 nueit mpuem, 10 nHelt mepepbIB) € LENbIO CHM)KEHUS YacTOTHI PAa3BUTHUSA MOOOYHBIX 3(PPEKTOB U
MOBBIIIEHUS] MPUBEPIKEHHOCTH K JieueHuto [2, 34]. IlokaszaH cieayrouuii pexxuM J03UpOBaHUA: 1032
TJIIOKOKOPTUKOMJIOB YBEIMYMBAETCs /10 Habopa manueHToM Beca B 40 Kr, TO €CThb MaKCHMalbHas J03a
cocraniser 30 mr B ieHb. Eciin HaOmoaroTes HenepeHocuMble MoOouyHbIe 3(h(eKThl, TO3UPOBKY ceayeT
MOCTENEHHO YMEHbIIHUTD Ha 20-25% [1].

VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii — C (YpoBEeHb IOCTOBEPHOCTH JJOKA3aTEIbCTB — 5)

KoMMeHTapuu: Tepanusi KOPTHMKOCTEPOUJAMH CHUCTEMHOIO JEHCTBUS JIOJDKHA IPOBOAMUTCA Ha
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perynspHoii ocHoBe. Hanbouiee rcciae0BaHHBIM U PEKOMEHIYEMbIM SIBIISIETCS PETYJISIPHBINA €KeIHEBHBIN
npueM #rpenHuzonona**. Tem He MeHee, B HEKOTOPBIX CIy4asX, B 3aBUCHMOCTHU OT MEPEHOCHMOCTH
TepanuH, MOTYT OBITh PACCMOTPEHBl MHTEPMHUTTHUPYIOIIME CXEMBbI TEpaluu, TaKHe KaK IpUeM
TOPMOHAJIBHOM TEpaIuu 4epe3 JeHb, 10 BBIXOAHbIM, 10 uepes 10 [2].

- Pexomennyercs Bcem marmmentam ¢ MJIJI/MJIb npu mepexojie manweHTa Ha HeaMOyIaTOPHYIO
CTaguio 3a00JIeBaHHS TPOJOJIKHTH NMPUMEHEHUE TIIOKOKOPTHKOWUIOB, HO B CHIKCHHOW JO3UPOBKE C
LEJIBI0 CHU)KEHHSI BEPOSITHOCTH PAa3BUTHS MOOOYHOTO AeHCTBUs ropMoHOB [ 1, 2, 34, 37].

VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii — C (YpoBEeHb I0CTOBEPHOCTH JJOKA3aTEIbCTB — 5)

KoMMeHTapuu: Hadasao Tepanuu IIFOKOKOPTUKOMIAMU Ha HEaMOyJaTOPHOM 3Tale TakKe SBIISIETCS
000CHOBaHHBIM [2]. B kiTuHMYecKkol MpakTHKe HauOoJee 4acTo J03bI #IIPEeTHNU30I0HA** CHIDKAIOTCS JI0
0,3 MI/KT B CyTKH.

- Pexomennyercs manumentam ¢ MJJI/M/Ib B ciydasx, He NOITAIONIUXCS KOHTPOJIO WIH
HETIEPEHOCUMOCTH TOO0YHBIX 3(()EKTOB TIIFOKOKOPTUKOUIOB CHWKEHUE MO3UPOBKUM Ha 25-30% wim
MepexoJi Ha WHTEPMUTTHPYIOUIYIO TEPAlUI0 C IEbI0 YMEHBIIEHUS MOOOYHBIX 3(PPEKTOB AEUCTBUS
ropmoHoB [1, 2, 56].

YposeHs yoeauTenbHOCTH pekoMeHaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 3)

- Pexomenpayercss marmentam ¢ MJIJI/MJIb Ha HemomHOW 03¢ KOPTHKOCTEPOUIOB CHUCTEMHOTO
HGfICTBI/IfI, B ClIydac yXyIqUICHHUA Q)YHKHI/IOHELHBHOFO COCTOsIHM:, TMOBBIIICHUC J03bI KOPTHUKOCTCPOUIOB
CHUCTEMHOTO JICWCTBHSI JI0 PEKOMCHJOBAaHHOW €XKEIHEBHOW JI03bI HAa Maccy Tela ¢ Ielbio
yIydireHus/cTabunusanuu cocrosuus [2, 34, 35, 37, 56].

YpoBeHs yoeauTenbHOCTH pekoMeHaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KommenTapuu: exxeqHeBHas 103a 11 #upeaauszonona** 0,75 mr/kr. [2, 34, 35, 37, 38, 39]

- He pexomenyercst pe3koe mpepbiBaHUE TEPAUK MIIOKOKOPTUKOMaamMu marueHTam ¢ MJIJI/M/Ib
C LIEJIBIO MPEIOTBPAIICHUS BO3MOKHOTO Pa3BUTHsI OCTPON HAIIOYCUHUKOBON HEOCTATOYHOCTH [ 2, 56].

YpoBeHb yoeauTenbHOCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KommenTapwii: cHUXEHHE JO3UPOBKHU TTFOKOKOPTHKOUIOB JOJKHO MPOCUXOIUTh B COOTBETCTBHH C
CTaHJAPTHBIM TIPOTOKOJIOM OTMEHBI KOPTHKOCTEPOHJIOB CHCTeMHOro neictBus [56]. C pomurensimu
JI0JDKHA OBITH MTPOBEACHA pa3bsICHUTENIbHAs Oecea 0 HEBO3MOXKHOCTH PE3KOH OTMEHBI KOPTHKOCTEPOU/T
cuctremHoro nenctBusa. [locrenenHoe cHmwxkeHue a03bl mpernapara Ha 20-25% kaxable 2 HeOenu 10
MTOJTHOW OTMEHBI KOPTUKOCTEPOUIOB CUCTEMHOTO JICHCTBHUS.

- Pexomennyercst 3KkcTpeHHOE BBEJCHUE THAPOKOPTH30HA™** BHYTPHMBIIIEUHO manuentam ¢ M/1J1/
M/Ib B ciydae pa3BHTHSI CHHAPOMa OCTPOIl HaAIOYSUYHHMKOBOHW HEIOCTATOUYHOCTH B PE3yJbTaTe Pe3Koi
OTMEHBI TTTIOKOKOPTUKOUIOB C II€IbI0 KYIIUPOBAHUs JaHHOTO coctosiHus [ 2, 35, 37].

VpoBeHb yoeautenbHoCTH pekomenaanuii — C (ypoBeHb JOCTOBEPHOCTH JI0Ka3aTeIbCTB — 5)

KomMmeHnTapuu: geTsiM 1o 2X JeT TUAPOKOpTH30H** BBoaMTCA B fo3e 50 mr. JleTsiM mocne 2x jer
rusipokoptu3on™* Beoautcs B go3ze 100 mr. Crpecc-m03bl ruapokoptuzoHa** 50-100 Mr/m2 B cyTku
MOTYT NOTPeOOBATHCS MallMEHTaM, MoTydaBIIMM Oosee 12 Mr/mM2 npeaHu3onoHa™** B cyTKu.

3.2. MeaukameHTO3Hasi Tepanusi. CuMnToMaTH4YecKoe JedeHne

Tepanus cepaevHo-cOCYAMCTHIX HAPYIICHUH

- PexomeHyercs mpuMeHeHue npenaparoB rpynnsl HHruoutTopsl AII® Bcem manmentam ¢ MU ¢
Bo3pacta 6 yer (paHee — NMPU HAIMYMM MOKA3aHMI) HE3aBUCHUMO OT HAJIMYMS CEPJIEYHO-COCYAMCTHIX
HapYIICHUH C IeTbI0 NPO(UITaKTUKY pa3BUTHs Kapauomuonaruu [ 28, 83-93, 137]
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VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii — C (YpoBeHb IOCTOBEPHOCTH JJOKA3aTEeIbCTB — 5)

Kommenrtapuu: mig manventoB ¢ MJIb naHHble mnpenapaTbl Ha3HA4YarOTCA I[PU  BBISBICHUHU
natosiornyeckux u3mMeHeHu Ha OKI' ummm Oxo-KI'. Ha ceroassiuHuii neHb MHEHHA O Havaie
npuMeHeHust ~HruouTopoB AII® u antaronucToB penentopoB anruorensuHa Il y mauuenros ¢ M/1J1 6e3
[IATOJIOTUYECKUX HapyLIEHUN CEepAECYHO-COCYIUCTOM CHCTEMbl pasHATCA. TeM He MeHee, OblIo
POJEMOHCTPHPOBAHO, YTO paHHEE Hadano Tepanuu uHruomropamu AllD naxe mpu OTCYyTCTBUHU
BUJIUMOMW CEPIECYHOM MMATOJIOTMU MPUBOJUT K 3aMEUICHUIO Pa3BUTHS CEPACYHO-COCYIUCTHIX HAPYLIECHUN
y 3TO# rpymnmsl nanueHToB. /s mogbopa Tepanuu TpedyeTcss KOHCYIbTAIMs Bpada-KapIuoJiora/Bpaya —
nerckoro kapauosora [8, 9, 39, 57, 137].

- PexomeHnayercs Ha3HaueHUE IMpemnapaToB TIpynmnbl OeTa-aJApeHOONIO0KaTopsl (MpeanoyYTeHHe
oT/AaeTcs npenaparam 24-4acoBOTO JIEUCTBUS ISl YBEIMYCHHS MPUBEPKEHHOCTH TE€PAIU) MAIMEHTaM ¢
MIJI/MJIB, nmeromux kano0bl Ha MOCTOSIHHO YYaIllEHHOE CepJille0neHrne U/ UMEIOIIUX 0 JTaHHBIM
WCCTIEIOBAaHUSl CHHYCOBYIO TAaXUKApJUI0O B TEUYEHHE CYTOK HW/WUIU CHUCTOJIHMYECKYI0 MHOKapIUaIbHYIO
TUCHYHKIMIO W/WIW JWJIATallMOHHOE PEMOJICIMPOBAaHUE MHOKap/ia W/WIW KIWMHAYECKUE TPU3HAKU
CepAeYHON HEIOCTATOYHOCTH C IIEIbI0 KOPPEKIIMHU JaHHBIX Hapymienunii [2, 28, 30, 83-93, 137].

YpoBeHb yOeAUTEIBHOCTH PeKOMEH IaIiii — B (YpOBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 3)

KommenTapun: maHHas Tepamusi AOHKHA TPOBOJIUTHCSI B COOTBETCTBHHM C pa3pabOTaHHBIMHU
KIIMHUYECKUMU PEeKOMEHIausaMu. Ha ceroaHsamHuil 1eHb He CYIMEeCTBYET CeIHU(PUISCKUX KIMHUICCKUX
PEKOMEHIAMK JUIsl JIEYEHUSI CEepACYHO-COCYIMCTONW NaToJiormu y mnanueHtoB ¢ MJIJI, BBHay uyero
KOPPEKIUS JTaHHBIX HapYIICHUH MPOBOIUTCS B COOTBETCTBHH C OOIUMHU PEKOMEHIAIUSMU TI0 JICYCHHIO
CepJICUHO-COCYIUCThIX HapyueHuid. Tak, Hampumep, IpHU NpU3HAKAX KEITYyJOUYKOBOM ITUCPYHKIHMH
MOKa3aHO Ha3HaueHue OeTa-aJpeHOOIOKaTOPOB, MPH SBHBIX IpPHU3HAKAX CEpJAEYHON HEIO0CTATOYHOCTH
MOXXET OBITh PACCMOTPEHO MPHUMEHEHHE TMpenapaToB W3 TPYIIbl JUYPETUKOB, AHTarOHUCTOB
anpaocrepona [30, 31, 39, 57, 137]. Hns mombopa Tepamuu HEOOXOAUMa KOHCY/IbTAIUs Bpada-
KapAMOoJIora/Bpaya — IETCKOTO KapIuoJIora.

- PexkoMeHnyeTcsi MpOBOAUTH TOAOOP AHTHAPUTMHUUYECKOW TEpamuu COTJACHO JIeHCTBYIOIIUM
KapAMOJOTHYECKUM KIMHUYECKHUM PEKOMEHJIAIUSAM 110 KOHKPETHBIM HapylIEHUSIM pUTMa cepilia BCeM
nanueHtam ¢ MJIJI/MJIb, umeromum HapylieHuss puTMa cepima, C IeJbI0 KOPPEKIUH JaHHBIX
Hapymenwuii [28, 83-93, 137].

YpoBeHb yoeauTeabHOCTH pekoMeHaaruii — C (YpoBEeHb I0OCTOBEPHOCTH JJOKA3aTEIbCTB — 5)

KomMmenTtapuu: g noabopa Tepanuu HeoOXOoJuMma KOHCYJIbTAllMs Bpada-Kapauosiora/Bpaya —
JIETCKOTO KapuoJIora.

- PexoMmenayeTcsi mpoBOAWTH TEparuio MpenapaTtaMy TPYIIbl aHTAarOHUCTHI adbJAOCTEpPOHA BCEM
naruenTam ¢ MIJI/M/Ib, uMeromuM CUCTOINYECKYI0O MHOKAPIUAIBHYIO TUCHYHKIHIO ¢ KIMHUYECKUMU
MPOSBJICHUSIMH CEPACYHOMN HEJOCTATOYHOCTH C LEIBI0 KOPPEKIMK JaHHOTO cocTostaus [ 28, 83-93, 137].

VYpoBeHb yoeauTeabHOCTH pekoMeHaaruii — C (YypoBEeHb I0CTOBEPHOCTH JJOKA3aTEIbCTB — 5)

KomMmenTtapuu: g moabopa Tepanuu HeoOXOuMa KOHCYJIbTAllMs Bpada-Kapauosiora/Bpaya —
JIETCKOTO KapIu0JIoTa.

- PexomeHiyeTcs MpOBOJIUTH TEpalMIO MpenapaTtaMu M3 TPYIIbl JUYPETUKOB BCEM MAIMEHTaM C
MA/M/Ib, uMEIOmMM  CHCTOJMYECKYI0 MHOKApAMAIbHYIO AUCPYHKIUIO €  KIMHUYECKUMU
MPOSIBICHUSMH CEPJCYHON HEJOCTATOUHOCTH C LENBI0 KOPPEKIMH JaHHOTO cocTosHus [ 28, 83-93, 137].

VpoBeHb yoeautenbHoCTH pekoMenaanuii — C (ypoBeHb JOCTOBEPHOCTH JI0Ka3aTeIbCTB — 5)

Kommenrapuu: a1 moadopa Tepanuu HeoOXOoAMMa KOHCYJIbTAllUs Bpada-KapauoJiora/Bpaya —
JIETCKOTO KapJHoJjora.

- Pexomennyercs nmposeneHue ucciaenosanus yposHs 1,25-OH Buramuna /[ B KpoBM M IIpH €ro
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CHIDKEHHH, Ha3HAUEHHE MPErnapaToB TPyl BUTAaMUH D 1 €ro aHajoru rno cxemam, pa3padoTaHHbBIM IS
Koppekiuu neguunura BUTamuHa J| wim nepunmra ButammHa D3 mpum M| Bcem mnamumeHtam c
MIJI/M/IB cpa3y mociie yCTaHOBIICHUSI TUAarHo3a 3a00JeBaHMs C ENbI0 MPOPIIAKTHKN OCTEOTICHHUH [ 2,
58].

VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii — C (YpoBEeHb IOCTOBEPHOCTH JJOKA3aTEeIbCTB — 5)

Kommenrapwii: monaepxanue onTuMainbHoro ypoBHs Butamuaa D (30-50 Hr/mi/75-125 HMOB/N)
Ha TPOTSHKEHUU BCETO >KU3HEHHOTo nukia MJIJ] mojioKUTEeNbHO BIMSIET HAa T€UEHUE 3a00JIeBaHUS U
KauyecTBO JKU3HU 00JIbHBIX. OCHOBHbIE KIMHUYECKUE PE3YyNbTaThl YCTpaHEeHUs Aepuuura BuTamuHa Jl —
MIpEeNYNpPEXIACHUE pa3BUTHA OCTeonopo3a (0COOEHHO IOcie Hauyalda MpueMa TIJIFOKOKOPTHUKOWIOB),
MEePEIOMOB TPYOUaThIX KOCTEH U MO3BOHKOB, MPOJIEHHUE CIIOCOOHOCTH XOIUTh, 00JIbIIas 3((HEKTUBHOCTD
Tepanuu  Oudocdonaramu, BKIIOUAS YMEHBIIEHHWE KOJMYECTBA OCJIOKHEHHM TIpH TEPBUYHOM
MPUMEHEHUH U HEKPO30B HIKHEH YEeNIOCTH, IMOJIOKUTEIbHOE BJIMSHHE Ha BBIPAKEHHOCTH CUMIITOMOB
ayTUCTHYECKOro crekTpa. [ GOJBbHBIX ¢ MHOTOJIETHEH Tepanueil IIIOKOKOPTUKOUAAMU HapyllleHUEeM
MeTaboaM3Ma U BOBJICYCHHEM IE€UEHU B MATOJIOTMUYECKUM IMPOIECC BO3MOXKEH MEPECMOTp Tepamuu JUlst
6ostee apdexTBHOTO BoCHOIHEHUs ero aedunuta [105].

- PexomeHnyeTcss mpoBeleHHE Tepaluy MpenaparaMyd u3 rpynmnsl 0udpoc(oHaTOB ManueHTaMm ¢
MIJI/MJIb npu BO3HUKHOBEHUHM TMPU3HAKOB OCTEONCHUM W KOMIIPECCHOHHBIX TEPEIOMOB IMO3BOHKOB
(3ayacTyro 6ECCHMIITOMHBIX HJIM HECBA3aHBIX C TSKEJION TpaBMOM) WM MEPEOMOB JUIMHHBIX KOCTEH C
IIEJTbI0 KOPPEKIIMH JaHHbBIX cocTosHuit [31, 32].

YpoBeHb yoenuTenbHOCTH pekoMeHaaruii — C (YpOBEHb I0OCTOBEPHOCTH JJOKA3aTeIbCTB — 4)

KoMMeHTapuu: nepenombl MO3BOHKOB, HE BBbI3BaHHbIE TSDKEJOW TPaBMOM U IEpeoMbl JUIMHHBIX
KOCTEH, SIBIIAIOTCS KIMHHYECKUMH POSBICHUSAMH MOBBIIIEHHONH XOPYIMKOCTH KOCTHO#M TKauu [31, 32].
Jlyis paccMOTpeHHsI BOIPOCOB O HEOOXOJMMOCTH Ha3HAUEHHUs TEpalnuud U O IejrecoodpazHoM crocode
npremMa rnpenapaTtoB He0OX0AMMa KOHCYNIbTAllUS Bpada-3HI0KPUHOJIOra/1€TCKOT0 SHI0KPHUHOJIOTa.

- PekomenyeTcst mpoBeZicHHEe BpadyoM-3HIOKPHHOJIOTOM 3aMECTHUTEIBLHON TOPMOHAIBHOW Tepariu
TecTocTepoHOM™* (Tpymnma mpemapaTtoB MPOW3BOAHBIC 3-OKCOAHAPOCT-4-eHa) marueHtam ¢ MJIJ u
MOJITBEPKICHHBIM THIIOTOHAIM3MOM C Bo3pacTa 14 JeT ¢ 1elbi0 HOpMau3alid TOPMOHAILHOTO CTaTyca
[2, 33, 59, 76, 77].

VYpoBeHb yoeauTeabHOCTH pekoMeHaaruii — C (YypoBEeHb T0CTOBEPHOCTH JJOKA3aTEIbCTB — 5)

KomMmeHTapuu: jeueHne T0JKHO ObITh COTJIACOBAHO C BPAuOM-IHIOKPHHOJIOTOM/BPAdoOM — IETCKHM
SHJIOKPUHOJIOTOM. [Ipu BBIpaKCHHOW 3aJepKKE MOJOBOTO CO3PEBAHUS Yy TAIMEHTOB, IOJIy4alOIINX
TEpaIuI0 TIFOKOKOPTUKOUIAMH, Tepamusi TeCTOCTEpOHOM™* MokeT OBITh paccMoTpeHa ¢ 12 Jer.
HenaBHuii cucreMaTHyecKuii aHAJIM3 IMPOICMOHCTPUPOBAJ, YTO TEpalMs TECTOCTEPOHOM** B IeioM
XOpOIIO TMepeHocuTcss mamueHTamu ¢ MJIJ], a mnpeumyiiecTBa JaHHOTO JICYCHHS MPEBOCXOJSAT
BO3MOXHbBIE€ PUCKU Pa3BUTHUS MOOOYHBIX 3PPeKTOB. 3aMecTUTENbHAS Tepanusi TECTOCTEPOHOM ** nomKHa
OBbITh HayaTa ¢ HEOOJBIIHNX 103 C MEJICHHBIM TTOBBIIIIEHUEM JI0 CTAHIAPTHOM J103upoBKH [ 33].

3.3. HeMeauKaMeHTO3HOE JIeYeHne

- Pexomenmyercsi 30HIOBOE KOpMIileHHE (KOpPMIIEHHE TSHKENOOOJNBHOTO —TMalMeHTa 4epes
WHTECTHUHAIBHBIM 30H/), WM COBMEIEHUE MEPOPAILHOTO W 30HIOBOTO MHUTAHUA (TMPU COXpPAHEHHUU
a/ICKBaTHOTO TJIOTAHUS U OTCYTCTBHUH TOTepXuBaHus) nanueHtam ¢ MJI/] nmpu mosiBIeHUN CI0XHOCTEH ¢
TJIOTAHHUEM, C [ENbI0 HOPMAITU3aIMK PeXUMa U mpoliecca nuTanus [ 2].

VYpoBeHb yoeauTeabHOCTH pekoMeHaaruii — C (ypoBEeHb TOCTOBEPHOCTH JJOKA3aTEIbCTB — 5)

- PCKOMCHHyeTCH Ha30YOACHAJIIbHOC 30HA0OBOC KOPMIJICHHC (yCTaHOBKa Ha30racTpaJbHOTO 30H/A,
KOPpMJICHUC TSDKEII000IbHOTO nanueHTa 4epe3 poT W/MIIH Ha3OFaCTpaHBHBIﬁ 3OH)1) nanucHTaM C MI[I[
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IpU COXpaHEHHH pedIIrokca M BBICOKOM PHCKE acIpanuyl C IIENTbI0 HOPMAIM3alUK PeKHMa U Iporecca
nutanus [2).
VpoBeHb yoeautensHoCTH pekoMeHaanuii — C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIbCTB — 5)

- PekoMeHtyeTcst ycTaHOBKa TacTpoOCTOMBI (TacTpocTomusi) nmanueHTam ¢ M/1/] B cimydyae npusHakoB
BBIPQKCHHOW uc(aruu, aclupamnuy, BBIPAKEHHOTO CHMIKCHHS MacChl Tejla WM HCTOLICHHS C IIEJIBhI0
HOpMAaJIM3aIlMK PEKUMa | ITpoliecca muranus [2, 61].

VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii — C (YpoBEeHb IOCTOBEPHOCTH JJOKA3aTeIbCTB — 4)

- Pexomenpgyercs perynaspHas W yMmepeHHas (u3Mueckas aKTUBHOCTb TOJ] KOHTPOJIEM
poauTeNnei/3akoOHHbIX MpeCTaBUTeNeH, Bpaua (pU3NUecKoi U peaOUIUTAIIMOHHO N MEIUIIMHBI WM Bpaya,
BBINIOJIHSAIOUIETO €ro (yHKUHUIO (CHeUalicTa MO0 MEAUIMHCKOW peadmiIuTaluu: Bpada IO JeueOHOMU
¢buskynpType W np.), nauumeHtam ¢ MJIJl anexkBaTHas COCTOSHUIO U CTaAuM 3a00JIEBaHUS C LIENbIO
obecrieueHrs HaJyuIekale (u3nueckoil akTUBHOCTH M MPEAYNpPEekJAEHUE BO3HUKHOBEHUS KOHTPAKTYp
[2].

YposeHb yoeauTenbHOCTH pekoMeHaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KommenTapwuii: HeoOXoaumMa KOHCY/IbTAIMs Bpada (PU3MUECKOW W peaOMIMTAIMOHHONW MEIUITUHBI
WIM Bpaya, BBIMOJHAIOMIETO €ro (QyHKIUIO (CHenuaincTa Mo METUIIMHCKOM peabuiuTaiuu: Bpaya IO
nedeOHou PU3KyIbTYype U Ap.)

- Pexomenmyercsi MCIOJIb30BaHKE CIENHMATBHBIX CPEACTB (MEMIOK ISl JIBIXaTeIhbHOTO KOHTYpA,
MHOTOPA30BOTO HCHOJB30BaHUS — MeHmlok AMOy), YCTpPOWCTB Uil MEXaHMYECKOW HHCYQIISIINU-
skcyuanuu (MHCYpdIsTOp-acnupaTop) NpuU BbIABIEHHBIM cHIDKeHUn PBJ[ <= 60% mnamnuenram c
MJII/MB]] ¢ uenpro HopManu3anuu pecnuparoproi Gpyukuuu [39, 45, 62-64].

YpoBeHb yoeauTenbHOCTH pekoMeHaaiuii — C (ypoBEHb JOCTOBEPHOCTH A0KA3aTEIbCTB — 4)

KomMeHnTapuu: nanHoe jeyeHne 00pIYHO HAUMHAIOT B PAHHIOK HEaMOyJIaTOPHYIO CTaIUIO.

- Pexomenayercs WHCNOJIB30BAaHUE PYYHBIX WIM MEXaHMYECKUX MPUOOPOB, 0O0JIErdaromux
OTKallTuBaHue (MHCY(IATOpa-acnupaTopa) U pydyHbIX KOMIPECCUH TPYIHOM KJIETKU WM JbIXaTeIbHBIX
yIOpaXHEHUH, APEHUPYIONINX B KOMOMHAIIUK C MEIUIIMHCKUM 3JIEKTPUYECKUM aclUpaTopoM (acmuparop
Ha3aJbHBIN, ¢ anekTponuTanueM) nauuentam ¢ MU/ npu ®XKEJI <= 50%, [1OCsbix < 270 JI/mun unu
MaKCUMaJIbHOM J3KcnupatopHoM pgaBieHnn < 60 cm H20 ¢ menpro HOpMmanmu3anmuu pecrnupaTOpHOM
byukiuu [39, 45, 65-67].

VYpoBeHb yoeauTeabHOCTH pekoMeHaaruii — C (YypoBEeHb T0OCTOBEPHOCTH JJOKA3aTEIbCTB — 5)

KoMMeHTapuu: MCHoNb30BaHUE OTKAIUIMBATENE SBISETCS KpailHe BaXKHBIM, TaK Kak Cl1a0OCThb
JBIXaTeIbHOM MYCKYJaTypbl NPUBOIUT K HEBO3MO>KHOCTH HOPMAJIbHO OTKAIUIATHCA W TMOBBIIICHHOMY
PHUCKY pa3BUTHUS aTeNEKTa30B, IHEBMOHUY, HAPYIIEHUIO AUPPY3MOHHO-TIEpPY3MOHHOTO COOTHOIICHUS U
MIPOrPECCUU JIbIXaTeNIbHON HenocTaTouyHOCTU. OTKanuMBaTelb OOBIYHO HAYMHAIOT MPUMEHSITh B KOHIIE
paHHell HeaMOynaTHOM, Havase Mo3aHeil HeaMOyIaTOPHOM cTaauK OOJIe3HH.

- PexomeHnnyercs npoBeleHHE BCIIOMOTATEIbHONM MCKYCCTBEHHON BEHTWISLMM JIETKMX B HOYHOE
Bpems nanueHtam ¢ MJIZI/MJIb B ciydyae BO3HHMKHOBEHHUS CHMIITOMOB HOYHOW T'MIOBEHTWISILIUU WITH
JPYTUX JbIXaTeNnbHbIX HapynieHuil Bo Bpems cHa u mpu @IXKEJI <= 50%, makcumMalbHOM HHCIIMPATOPHOM
nasneHnu < 60 cm H20, carypauuu O2 Ha MOMEHT npoOyxaeHus < 95% uiu napuuaibHOM JIaBIEHUU
CO2 > 45 MM pT. CT. C LETBbI0 HOpMAJIM3aIMU pecnupatopHoit pynkimu [39, 45].

VpoBeHb yoeauTenbHoCTH pekoMeraanuii — C (ypoBeHb JOCTOBEPHOCTH JI0Ka3aTeIbCTB — 5)

KommeHTapuu: naHHbIE MEpONIpUATHS 0OBIYHO HEOOXOAMMBI B IMO3/HEH HeaMOynaTOpHOW cTaauu
3a00JIeBaHMS.

- PeKOMeH,Z[yeTCH HCHUHBA3MBHAA BCHTUIIAIIMA C JABYXYPOBHCBBLIM IIOJIOKUTCIIBHBIM HOABJICHUCM
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(BiPAP) mamuentam ¢ MJJA/MJIb B ciydae, ecnw HECMOTpsT HAa HOYHYI BCIIOMOTATEIbHYIO
HCKYCCTBEHHYIO BEHTWIALIMIO JETKUX coxpaHsercs carypauus O2 < 95% wunu napuualibHOE JaBJIEHHE
CO2 > 45 MM pr. CT. B JHEBHOE BpeMs, C I€TbI0 NPO(MMIAKTUKA TUHNOTPO(UU TPYIHOH KIETKH,
00JIErYeHus OJIBIIIKU U OOPBOBI ¢ TUOBeHTHIsAIMEH [39].
VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii — C (YpoBEeHb IOCTOBEPHOCTH JJOKA3aTEeIbCTB — 5)
KommeHTapuu: naHHbIle MEpONIpUATHS 0OBIYHO HEOOXOAMMBI B MO3AHEH HeamMOyaaTOpHOU cTaguu
3a00JIeBaHMSL

3.4. Xupypruueckoe Jie4yeHue

- PexkoMeHnyeTcsi TpOBEACHHE IUIACTUKU axXWiuioBa cyxoxxkwius mnanueHtram ¢ MJ/I/MIIb na
aMOyIaTOpHOM cTauu 3a00JIeBaHUS C LIEJIbI0 KOPPEKIIMU OPTONEANYeCKUX HapymeHui [ 39].

YposeHb yoeautenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KoMMeHTapuu: onepanuy Ha CTOINE M aXWUJUIOBOM CYXOXXWJIMM JUIsl KOPPEKLIUU SKBUHOBApYyCHOMU
negopManuy CTOMbI HAaIpaBJIEHbl Ha YyBEJIMYEHHE oObeMa JBMKEHUH B TOJIEHOCTOITHOM CYCTaBe H
VIy4YIIEHUs] XOAbOBI MAIMEHTOB. JTH OIEPAIlUH TIOKA3aHbI TPA COXPAHHON CHJIE YETHIPEXTIABON MBIIIIIBI
6enpa. BmemarensTBa Ha Ta300€JpEHHOM U KOJIEHHOM CYCTaBax 0OBIYHO HE PEKOMEHYIOTCS.

- He pexomenmyercs NMpOBEJCHUWE OIMEPATHBHOIO JICUCHUS SKBHHOBAPYCHOW nedopmarmu crTor
(apTpose3 CTOMBI W TOJEHOCTOIHOTO cycTaBa) mnamueHTam ¢ MJIJI/MJIb ¢ nenpro yiaydmieHus
TTO3UIIMOHUPOBAHUS CTOT B WHBAJIMIHOM Kpecie W I HOIIeHWs 0OyBM Ha paHHEW HeamOynaTOpHOMH
CTaJMH B CBSI3M C HEBO3MOKHOCTBIO CAMOCTOSATEIILHOM X0a6051 [ 39].

YpoBeHb yoeauTenbHOCTH pekoMeHaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KoMMeHTapusi: JaHHOE€  BMEIIATENbCTBO  MOXET ObITh  CHENAaHO  HCKIIOYUTENIBHO P
MHIUBUAYAIbHBIX MOTEHIMAIbHBIX BO3MOXKHOCTAX BEPTUKAIU3ALINN NAIIEHTa TIOCTIE OTIepaluu.

- PekoMmeHyeTcst mpoBeACHUE OTIEPATUBHOTO JICUEHHUs (apTPOJie3 MO3BOHOUYHUKA (CIIOHIUIIONE3) C
WCIIOJIb30BAHUEM BHICOIHIOCKOMMYECKUX TexHoJIorui) mammeHntam ¢ MJIJI/MJIb B ciywyae Hamuuus
HCKPUBJICHHS MMO3BOHOYHOTO CTOJIOa Oosiee 20° ¢ 1enbl0 KOPPEKIMHU CKOJINO03a U YIYUYIICHUs KadyecTBa
xwu3au [39, 68, 69].

YpoBeHs yoeauTenbHOCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH A0KA3aTEIbCTB — 4)

- PexoMeHmyercs TpoBeIeHUE OlEpalid  apTpojae3 IMO3BOHOYHMKA  (CIMIOHAWIONE3) C
WCIIOJIb30BAHUEM BHUJICOIHIOCKONTMYECKUX TexHoioruid mamueHtam ¢ MJIJI/MJIb B HeaOynaTopHOU
CTaJlu¥, HMMEIOIIUX HCKPUBJICHHE MO3BOHOYHOTO crosnba 20-30°, He nmocTurmmx mydeprara u He
MOJIYYaBIIUX TEPANHUIO TITFOKOKOPTHKOUIAMH, C IISIIbI0 YIyUllleHHs KadecTBa xu3uu [ 39, 69, 70].

VYpoBeHb yoeauTeabHOCTH pekoMeHaaruii — C (YypoBEeHb T0OCTOBEPHOCTH JJOKA3aTEeIbCTB — 4)

KoMMeHTapuu: y JaHHOU TpyMIbl MAlMEHTOB JaHHAs ONEpalus sIBIsIeTCS 1eIeco00pa3Hoil B CBS3U
C BBICOKMM PHCKOM IpOTpeccupoBaHus ckoiauosa. [lepenHuil crioHauIoIe3 Kak IpaBuiio He TpeOyercs,
TaK KaK CIIOHIWJIONE3 OOBIYHO MPOBOAAT BO BTOPOM JAEKaae, KOIJa OXKUIACTCS HE3HAYUTEIbHBIN
JOTIOTHUTEIBHBIA TPOAOTIBHBINA POCT MO3BOHOYHHUKA.

- Pexomennmyercss u30eratb XHpPYPrHUeCKUX BMEMIATENIbCTB, HAIMpPABICHHBIX Ha KOPPEKIUIO
KOHTPAKTYyp, 32 MCKIIOUEHUEM CIEAYIONMX CIy4aeB: HAJIMYME BBIPAKEHHOTO OOJEBOrO CHHApPOMA,
HapyIIeHHEe [EeTOCTHOCTH KOKHBIX MOKPOBOB, BBIPAKEHHOTO TUCKOM(OpPTa B CBS3M C HEMPABUIHHBIM
MO3UIMOHUpOBaHueMy manueHtam ¢ MJJI/MJIb nHa mno3gHeidt amOynaTOpHOW cTaguu C LENbIo
pOo(UITAKTUKY OCIIOKHEHUHN M yXY/IIIEHHE COCTOSHISI OTIOPHO-/IBUTaTeIbHOTO amnmnapata [39, 70].

YpoBeHb yoeauTenbHOCTH pekoMeHiaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

- PeKOMeH,Z[yeTCH ONpCACIIATh IMOKa3aHHA K IMPpoHeAypEe HMCKYCCTBCHHOIO KpOBOOGpaIJ_ICHI/I}I W/ W
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TpaHCIIaHTamuKu cepAma mnamuentram ¢ MJJI/MJIB ¢ OpicTpo mporpeccupyromeid  cepaedHoi
HezpoctarouHocThio A0 III-1V QyHKIIMOHANBHOTO Kilacca W PE3UCTEHTHOCTHIO K MPOBOJMMON Teparuu ¢
LENBI0 JICUCHUS KOHEUHBIX CTaJui CEepIYCHON HEZOCTaTOYHOCTH, YAYYIIEHHS NPOTHO3a M KauecTBa
xwu3nu [28, 83-93, 135].

VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii — C (YpoBEeHb IOCTOBEPHOCTH JJOKA3aTEeIbCTB — 5)

- PekoMenayeTcsi npuMEeHEHHE TOTAILHON BHYTPUBEHHOU aHecTe3nn manueHtam ¢ M/IJI/M/Ib npu
MIPOBEACHUHU XUPYPTUIECKOTO BMEUIATEIbCTBA C IIEIbI0 MPO(UIAKTUKE BOZHUKHOBEHHUS OCIIOKHEHHUH BO
Bpemst Hapko3a [39].

YpoBeHb yoeauTenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KoMMeHTapuu: npumMeHeHHe KOMOMHHPOBAHHOIO SHAOTPAXEaJbHOTO HAapKO3a IOBBIIIAET PHUCK
pa3BuUTHUs pabpomMuonu3za U runepkanueMuu. llpuMeHeHue cykcameToHus XJopuaa**  aHHBIM
HalyeHTaM CTPOro MPOTHUBOIOKA3aHO (BO3MOXKHO pa3BUTHE pabpomuoiin3a W runepkamuemun) [82].
[IpoBenenne peruoHapHBIX METOJOB aHECTe3UH (SNUAYpajbHas aHecTe3Ms, CIHMHAJIbHas aHeCTe3Ws,
CHMHAJIIBHO-3MIUypalibHAsl ~ aHECTEe3Us1) MOXKET ObITh  3aTPyJHEHO  BCIEJACTBHE  HCKPHUBIICHUS
mo3BoHOuYHUKa. [lepen 00ObIM XHPYpruueckUM BMELIATEIbCTBOM HEOOXOIMMa KOHCYJbTallMsl Bpada-
MyJBMOHOJIOTA U Bpaya-KapuoJiora/Bpaya — AeTcKoro kapauosora. Kpome toro, Heo6xonnumo oOpaTuth
BHUMaHue, 4to y mamueHToB ¢ MJIJI/MJIb moBBIIIEH pUCK pa3BUTHS CEPACYHOW U JBIXATEIHHOU
HEJ0CTaTOYHOCTH BO BPEMSI U MOCIIE OEpalIHH.

3.5. MlanauaTuBHAS MeIUIUHCKASA MMOMOIIb

[TannuaTuBHAsS TOMOIIL — TOJXOJ, IEJIBI0 KOTOPOTO SIBIIAECTCS YIydIIEHWE KadyecTBa >KU3HHU
MalMeHTOB W WICHOB WX CEMEH, OKa3aBIIUXCs IMEpe]] JIUIIOM YIPOXKAIOIIEro XU3HHM 3a00jeBaHus. JTa
1IEeTb JOCTUTACTCS MYyTeM NPEIYNPEKICHUS W OOJerdeHusl CTpadaHuii O6jaromaps paHHEMY BBISBICHHIO,
TIATEIHLHON OIEHKE W KYNMUPOBAHHWIO OONHM W JAPYTUX TATOCTHBIX (U3MYECKHUX CHUMIITOMOB, a TaKKe
OKa3aHUIO TICUXOCOIMAIBHON U AyXOBHOM moanepxku [144]. I'maBHas 3ajava MaJsTMAaTUBHOM TTOMOIIU —
JTOCTHDKCHHE, TOJJICPKKA, COXPAHCHHE W IOBBIMICHHE, HACKOJIBKO 3TO BO3MOXXHO, KayecTBa >KU3HU
nanuenta. OpHAKO OMNpeNeauTb, 4YTO Takoe '"KauecTBO >KM3HU', MOXET TOJBKO CaM TallMEeHT,
HY)XJIAIOIIHUICS B MAJTMATUBHON oMoty [ 145]. BakHO He MPOTHBOTIOCTABIIATH MAJUIMATHBHYIO TIOMOIIH
Y aKTHBHOE (MHTEPBEHIIMOHHOE) JICUCHHE, & B3AUMHO UX JOTIOIHSATH.

- PekoMeH1yeTcst oKkazaHue NOCTYIMHOW NMaJUTHATUBHON MeAUITMHCKOM oMoty aetsm ¢ MJI/M/Ib,
KOMIUIEKCHO OCYIIECTBJISIEMON COTPYJIHMKAMU MEIUIIMHCKAX OpraHu3alvii W HUX MOApa3aeieHUuN,
OKa3bIBAIOIINX CHEIUAIM3UPOBAHHYIO MaJUIMATUBHYI0 MEAMIIMHCKYIO MOMOIIb AETAM, B PEryasipHOM
B3aMMOJICHCTBUU C CeMbEH I 00ecTieueHUs MOTPEOHOCTEH MalMeHTa U €r0 3aKOHHBIX MPeCTaBUTEEH
Ha pa3M4YHbIX dTanax 3abonesanus [142, 146, 147].

VYpoBeHb yoeauTeabHOCTH pekoMenaaiuii C (ypoBeHb T0OCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

- PexomeHyeTcss BceM MaIMEHTaM C MPOTPECCUPYIOMIEH MBIIIEYHOH aucTpodue JlromeHHa u
mporpeccupyromieil Mpledynoil auctpodueii bekkepa, HyKIarOmMMCS B OKa3aHUM MaJNTHATUBHON
MEJUIIMHCKOM TTOMOIIIH, TIPOBOIUTE MAaTPOHAX BBIE3THON MAaTPOHAXKHOM OpuUragoi OTAENIeHHS BBIC3THOM
MAaTPOHAKHONW TAITHATUBHOW MEIWIIMHCKOW TMOMOIIM JETSAM C IeNbl0 OKa3aHWUsd MaJUTHaTUBHOM
CIIEIUATM3UPOBAHHO M MeTUITMHCKOM omornu [ 148-150].

VYpoBeHb yoeauTeabHOCTH pekoMeHaaruii — C (YypoBEeHb T0OCTOBEPHOCTH JJOKA3aTEIbCTB — 4)
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4. MequumMHCcKas peaduiMTaANus, MEAULMHCKHAE TOKA3aHUS U IPOTUBONOKA3AHUSA K
NPUMEHEHHUI0O METOA0B PeadMInTALMHU

B HacTosimee Bpemsi OKa3aHO, YTO pETyispHas yMepeHHas (u3ndeckas Harpyska, (Qu3udecKas
Tepanmusi W peabuiHuTanysl IMalUeHTOB CIIOCOOHBI HM3MEHHTh TPACKTOPHIO ECTECTBEHHOTO TEUYCHHS
MJIJI/MJIB: npoanuTh CHOCOOHOCTh K CaMOCTOSITEIILHOMY IEPEIBIKCHHUIO, MPEAOTBPATHTD Pa3BUTHE
TSKENBIX WHBATUAUSUPYIOIINX KOHTPAKTYP U OCJIOKHEHHH, MOBBICUThH IPOJOJIKUTEIBHOCTh U KaueCTBO
KU3HU TAIMEHTOB, YIYYIIUTh WX (YHKIMOHAJIBHBIA W COLUMANbHBIA craTyc. Peammsanums 5TOM
KOHIICTIIMK BO3MOKHAa TOJBKO B (opMare MEpCOHATM3UPOBAHHON (U3WYECKON Tepanuu U
peadmIUTaIug.

Ilenn HEoOXoAMMO oOmNpeAensaTh Kak IpU IMOBCEAHEBHONW paboTe ¢ pebeHKOM (peaduiauTanus
00pa3oM XH3HH — TOTJa 3TO COBMECTHas paboTa Bpada (U3NYECKON M PeadMIMTAIMOHHOW MEIUIIHBI
(Bpaua Mo MEIUIIMHCKOW peaOWIMTallMM WM Bpada, BBIIIOJIHAIOMIEIO €ro (yHKIHUIO (CHenHaaucTa 1o
MEIUIIMHCKON peadminTaIuu): Bpada Mo JieueOHOM (u3KynbType, Bpada-¢u3HOTEepareBTa, Bpada-
pedrekcoTeparneBTa, Bpada-TpaBMaToJIOTa-OpTOIEa, Bpavya-HEeBpOJIOTa W Jp.), POAWTENICH W WHOT/A
camoro peOeHka) — Oojee JOITOCPOYHBIE II€NIM, TaK U C KaXIbIM IPHUXOJOM pebeHKa Ha Kypc
peabunuTanuy B peabuINTallMOHHBIA HEHTP — KPaTKOCPOUHbIE M OTCPOUYECHHBIE IIEITH.

Peabunuranus mammentoB ¢ MIJI/MJIb — kaxaomHeBHass MHOTOJIETHsISI paboTa ceMbu. Menuku
MOTYT OIICHUTH COCTOSIHHE, 3a7aTh BEKTOP JBIKEHHS, COCTaBUTH CIIHCOK MPOIEAYp U OOy4IUTH, HO
o0si3aTebHa KaX 0 JHEBHAs padoTa ceMbu. HeoOX0IMMO BceMepHO MOACPKUBATH CEMBH C TEM, CTOOBI
OHU TOHUMAJIM HEOOXOJMMOCThH €KETHEBHOW pabOThl C PEOCHKOM W JeNadi Ha3HAYCHHBIC MPOIEAYPHI
0e3 omunooK.

JIsist OKa3aHusl IAHHOTO BHIa TIOMOIIH TpeOyeTcs yuacTre Bpada (pU3HUecKoil U peaObuInTalHOHHO I
MEIUIIMHBI, Bpaya MO MEAWIMHCKON peaGMIMTAlMy WM JPYroro Bpada, BBIIOJIHSIONIErO (GYHKIHIO
CIIEIMATICTA 110 MEIUIIMHCKON peabuiuTaiun (Bpad 1o JiedeOHO#M (QU3KYIbType, Bpad-(QU3HOTEPAIIEBT,
Bpad-pedIIeKCoTEpaneBT, Bpay-TPaBMATOJIOr-OPTOIE]], Bpada-HEBPOJIOT H Jp.). Bpau ¢usuyeckoir u
PeabHITMTAIIMOHHON MEIUIMHBI, Bpad [0 MEIWIMHCKONW peaOWIIMTAIllMd WA Bpady, BBIIOJHSIONIAN €ro
(YHKIIUIO, OCYIIECTBISIET MOHUTOPUHT M MIPUMEHEHUE ITPOTPAMM PeaOUITUTAIINH, aallTallii0/HACTPOMKY
0]l MHAWBHIYaJbHBIC MOTPEOHOCTH TallMEHTa B COOTBETCTBUHM ¢ MeKIyHAPOIHON KiaccH(UKaimeit
(GYHKIMOHMPOBAHUS B  3aBHCHMOCTH OT CTagud  3a00JIeBaHus, YPOBHS MOOHIBHOCTH W
HAJIMYMsI/OTCYTCTBUS  COINYTCTByMOmUX  3abojeBanuii  [https://www.parentprojectmd.org/care/care-
guideimes/by-area/physical-therapy-and-stretching/].

[Ipy HEOOXOAUMOCTH K KOHCYJIBTHPOBAHUIO U PEaOMIUTAIIMOHHOMN MOMOIIU MOIKIIOYAeTCs Bpay
Bpau-HEHPOXUPYPr, Bpad-CypAOJIOr-OTOPUHOJIIAPUHIOJIOT, a TaKkKe Joromea, Aedekroior u Ipyrue
CHEIHAIMCTHI TPU HEOOXOAUMOCTH.

[Maruentam ¢ MJIJI/MJIb Heobxomuma mojiepkka MaKCHMAalbHOTO YPOBHS (DYHKIIMI CKeNleTHO-
MBIIIEYHOTO amnmapara s NpeaynpeXIeHHs] ¥ MUHUMHU3AIMM BTOPUYHBIX OCIIOKHEHUU (pa3BUTHE
KOHTPAKTYp, MBIIIEYHBIX aTpouii, KOMIIEHCATOPHOU AedopMaliy CKelneTa, OCTEONeHUH, OCTE0Nopo3a).
[Tokazanbl perynspHble yMepeHHble (Qu3udeckue Harpy3ku. [Ipu mpoBeseHHH peadHIUTAIMOHHBIX
MEpOTpHUATHIT Hn30eratb 4Ype3MEpHBIX (MaKCUMAaNIbHBIX) HArpy3o0K, SKCHEHTPUUYECKUX YIPaXKHEHHH C
BBICOKMM comnpotuBienreM [106].

Metoner peabunurtaiuu MJIJI/M/Ib nensitcst Ha HeTexHHuYeckue (K HUM OTHOCATCS (hu3HuecKas
Tepanus: jJeueOHass GU3KyabTypa, X0a60a, TUIaBaHKue, BEJIOCUTIE U Jp.) U TeXHUYECKHe (OpTe3npoBaHUe
KOHEYHOCTEH), a TakKe MeXaHW4YeCKhe ¢  pPOOOTHU3UPOBAHHBIE METOJBI  (MEXaHOTEparus,
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BEPTUKATIHM3AIHS, IPUMEHEHHE peaObnINTAlHOHHBIX TpeHaXepoB). [Ipu mpoBeneHNH peadUINTalMOHHBIX
MEpPOIIPUATHII HEOOXOIUMO:

- cTaparbCsi BCTPOUTH (PHU3UYECKYIO TEPalui0 U peryiaspHble (U3MUYECKYl0 aKTUBHOCTH B
MTOBCETHEBHYIO aKTHBHOCTH peOeHKa, chopMUpOBaTh HAa KX OCHOBE 00pa3 ero Ku3HH,

- YUWUTBHIBaTh, YTO JOMUHHUPYIOIIMM CHMITOMOM Yy J€Tel SBJISETCS YCTaJoCTh, a 3HAYUT
pacrpenenats GU3NIECKYI0 Harpy3Ky Ha BECh JICHb — "MIOHEMHOTY, HO 4acTo";

- JICCTBOBATH YIPEKIAOINM 00pa30oM — CTaBUTh IEJIM peadMINTAMK Ha OJIMKAWIIIE HECKOIBKO
MECSLIEB BIEpE] C YYETOM TEKYILEro CKEJIETHO-MBIIIEYHOrO0 CTaTyca MalMeHTa U IMPOTHO3UPYEMbIX

YXYALICHUH.

B 3aBucumoctu OT BeaymuX KIMHUYECKUX CUMNTOMOB marueHTam ¢ MJI/I/MJIb mMoryr ObITh
Ha3HAYEHBI PA3JIMYHbIC PEAOMIINTAIIMOHHBIE TPOTPAMMEI.

1) Metonbl pusnueckoi peadrinTanum:

- aKTUBHOE W MACCUBHOE PACTIATUBAHHUE (CAMOCTOSITEIIBHOE U C TIOCTOPOHHEW MOMOIIbI0) 5-6 pa3 B
Hezento He MeHee 60 ceKyH Ha KaXKIyl0 MBIIIEYHYIO TPYIIy;

- JUTUTEILHOE BBITSHKCHHE C UCTIOIB30BAaHUEM ITO3UITHOHUPOBAHHS, ITUHUPOBAHHUS;

- OPTE3UPOBAHNE U TEHITUPOBAHUE;

- IPUCTIOCOOJICHHUS TSI BEPTUKATIM3AIHHN (BEPTHKAIN3ATOP, KPOBATh-BEPTUKAIM3ATOD, TTAPATIOIHYM-
BEPTUKAIA3ATOP), XOAKOBI U OpTOTIeANYECcKasi OOYBb;

- KHHE3WOTEPAIHs, B TOM YHCIIe THAPOKUHEe30Tepanus (TuTaBaHue mpu TeMiieparype Bojasl 30-33°C
(omrTEMaTbHBIC TEMIIEpaTYPHBIE PaMKH JIJIsl HauTydiero Metabonu3ma moimin).) (JleaeOnas puskynbpTypa
B Oacceitne, ['mapokuHezoTepanusi mpu 3a00JIEBaHUSAX Cepialla W Tepukapaa, | uapokuHe3oTepanus ¢
MCIO0JIb30BAHMEM TOJIBOJAHBIX TPEHAXKEPOB MPH 3a00JI€BaHUAX Cep/lia U MepuKapaa);

- MexaHoTepamus, Oe3Harpy304Hble MOTOMETOABl  (MeXaHoTepamusi, poOOTU3UPOBAHHASL
MEXaHOTepaIys, anmnapaTHble CTATOKUHETUYECKUE HArPy3KH, JieueOHass (GU3KYIbTypa C UCIIOJIb30BAHUEM
TpeHaxepa, jedeOHas MEXaHOoTepanus B BOJE), TPEHUPOBKH C OHMOJOTHYECKON OOpaTHOW CBS3BIO TIO
KOOpJAWHAIIMYU JBIKEHUN (cTtabuioruiargopma) s moaaepkaHusi (yHKIIMOHAIBHBIX BO3MOXKHOCTEH
MBI ¥ yAy4YIIeHuss KoopauHauuu apwkeHuil (TpeHupoBka ¢ OHOJOTHYECKOW OOpAaTHOW CBSI3BIO IO
OTIOPHOM peakiuu, yIpakHEeHUs JiedeOHON (U3KYIBTYpPHl C HCHOJb30BAHUEM IIOJIBECHBIX CHCTEM,
HMHTAIMS XOAb0BI CO CTabMIM3anuel, OamaHcTepanms);

2) ¢usnyeckue Harpy3Ku: AJs MPeJOTBpAIIeHUs aTpO(UU U BTOPUYHBIX OCJIOKHEHUN MaI[MeHTHI ¢
COXPaHHOM CIOCOOHOCTHIO K CAMOCTOATEILHOMY MEPEABIKCHHUIO U MAIlMUEHThI Ha paHHEH CTaJuu MoTepu
CIIOCOOHOCTH K CaMOCTOSITEIbHOMY TMEpEABMKCHHUIO JIOJDKHBI PETyIspHO 3aHUMATHCS YKpEIJICHUEM
MBI B CyOMakCUMalbHOM (JIETKOM) pEXuUME IMoJ HaOII0ACHUEM HWHCTPYKTOPOB, MEAMIIMHCKOIO
nepcoHana Uik 00y4eHHBIX POJIUTENCH;

3) neuebHas ¢usKynbTypa (eyebHas (uU3KyIbTypa MpU 3a00JEBaHMIX CepAlla W IMepuKapia,
WHIUBUAYyaIbHOE 3aHATHE JIeueOHOM (PU3KYIbTYpOi Mpu 3a00JIeBaHMIX cepAalla U NepuKapaa, rpyninoBoe
3aHATHE JIeueOHON (DU3KYIbTYpOol mpH 3a00JIeBaHUSAX cepilla U Nepukapia, jJedeOHas (QU3KyIbTypa C
Ouonornueckor 0OpaTHOM CBsI3bI0 MpU 3a00JIEBaHUSAX Cep/la U Mepukapaa, jJedeOHas GusKyibTypa
WCII0JIb30BAHMEM TPEHAXKEPOB MpPH 3a00JIEBaHUSX Cep/lla U NepuKapia, TPEHUPOBKA ¢ OMOJIOTMYECKOM
oOpaTHON CBSI3pI0 MO CHUpOTrpadUYEecKUM TMOKa3aTelsM Mpu 3a00JIeBaHMSX Ceplla U MepukKap/a,
TPEHUPOBKA C OMOJIOTUYECKOW OOpaTHOM CBS3bI0 MO TE€MOJUHAMHYECKUM TOKa3aTeNsM (apTepHaibHOe
JaBieHHe) Tpu 3a00JIeBaHUAX cepilla M TepuKapnaa, jedeOHas QU3KynbTypa MpH 3a00JeBaHUIX
OpOHXOJIETOYHOWM CHUCTEMbl, MHIUBUIYAIbHOE 3aHATHE Je4eOHOW (U3KYIbTypoil TpH 3a00JIeBaHUAX
OpOHXOJIETOYHOM CHUCTEMBI, TPYIIOBOE 3aHATHE JeueOHOW (UBKYIbTYpOil TpH 3a00JEeBaHUAX
OpOHXOJIETOYHOM  CHCTEMbI, MeXaHOTepamusi TMpH 3a00JIeBaHUSAX OpPOHXOJETOYHOW  CHCTEMBI,
MEXaHOTepanus Ha MPOCTEUIINX MEXaHOTEpalleBTUYECKUX  ammaparax npu  3a00JeBaHHIX
OpOHXOJIETOYHOM CHUCTEMBI, MEXaHOTEpanus Ha OJOKOBBIX MEXaHOTEpPANeBTHUYECKHUX almaparax Mpu
3a00JIeBaHUAX OPOHXOJIETOYHOM CHCTEMBI, JiedueOHast (pU3KYyIbTypa ¢ OHMOJOrHYECKOW 0OpaTHON CBA3BIO
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npu 3a00JeBaHUAX OPOHXOJIETOYHOW CHCTEMBI, TPEHHPOBKA C OMOJIOTHYECKON OOpaTHOH CBA3BIO IO
auHaMorpaduyeckuM TmokaszareiasiM (Mo  cwie) Tpu  3a00JeBaHMAX OpPOHXOJIETOYHOM CHCTEMBI,
TPEHUPOBKA C OHOJOTMYECKOW OOpaTHOM CBSA3pI0 1O ONOPHOM peakuuu T1pH 3a00JIeBaHUSIX
OpPOHXOJIETOYHOH CHCTEMBI, TPEHHUPOBKA C OMOJIOTUYECKOH OOpaTHOM CBS3BIO MO IOAOTPAPUYECKIM
MIOKa3aTessiM MpU 3a00JIeBaHUSAX OPOHXOJIErOYHOM CHCTEMBI, TPEHHPOBKA C OMOJIOTMYECKOM 0OpaTHOMU
CBSI3BIO 10 KWHE3MOJOTHYECKOMY 00pa3y mpH 3a00JIeBaHUSAX OpPOHXOJIETOYHON CHCTEMBI, TPEHUPOBKA C
OMOJIOTUYECKON O00paTHOM CBSA3pIO 1O  CHUpOrpauyecKMM TMOKas3aTelsM IpH  3a00JeBaHUAX
OpPOHXOJIETOYHON CHUCTEMBI, TPEHHPOBKA C OMOJIOTHMYECKOW OOpaTHOM CBS3BIO MO T€MOJMHAMUYECKUM
MoKasaressM (apTepuaibHOE MJaBJICHHWE) TpU 3a00JIeBaHUSAX OPOHXOJIETOYHOW CHCTEMBI, JeucOHas
¢Gu3KyIbTYypa C HCIOJIB30BAaHMEM allllapaToB U TpPEHaXepoB NpHU 3a00JieBaHUAX OpPOHXOJErOYHOMN
cucteMbl JieueOHas (u3KyapTypa mpu adasuu, AW3apTpPUM, HWHIUBUAYAIbHOE 3aHATHE JeyeOHOM
¢bu3kynpTypoil mnpu adazum, IU3apTPUM, TPEHHUPOBKA C OHOJOTMYECKOW OOpaTHON CBSA3BIO IO
anekTpomuorpaduu mpu adaszuu, AU3APTPUH, TPEHUPOBKA C OUOJOTHYECKON OOpaTHOM CBS3BIO IO
anexkTposHiedanorpaduu npu adazuu, AU3APTPUNA, TPEHUPOBKA C OUOJIOTHIECKON OOpPaTHON CBS3BIO 110
cnuporpaduyeckuM MokaszaTtensM npu adasuu, JU3apTpuu, TPEHUPOBKA C OMOIOrMYEcKON oOpaTHOM
CBS3bIO0 10 T'E€MOJMHAMHYECKUM TIOKa3aTelsM (apTepuanbHOE JaBjieHue) npu adazuu, AU3apTpUH,
nedeOHass (Qu3KkynapTypa Tpu aucarum, TPEHUPOBKA C OHOJOTHYECKOW OOpaTHOW CBS3BIO IO
anektpomuorpabun mpu aucharum) [107]; BoccTaHABIMBAMOIIKE YIPAKHEHHS PEKPEAIMOHHON
HaIpPaBJIEHHOCTH;

4) Jloronemuyeckue 3aHATHS IPY HATUYAW HAPYIICHUH PEUH, TIIOTaHWsI, KEBaHUS, CATHBAIINH;

5) Cypaonorudeckoe COpoOBOXKIACHUE TIPU HAPYIIICHUN CITyXa;

6) edexTomornueckue 3aHATHSI PY HAJTUYHH KOTHUTUBHBIX HAPYIICHUH;

7) ®u3noTEpaNeBTHUECKUE METO Il peaOuIUTAIUH:

- JIOKaJbHbIE TEIJIOBBIE MPOILERyphl (ammIMKaluU O3eKepHuTa, napaduna, OagbHEONPOLETYpHI,
TepMaJIbHbIE BAHHOYKH), HaIlpuMep, napaduHO-030KepUTOBAsl allUIMKalMsl, Bo3AelicTBUE NapaduHOM Ha
KHCTH WJIH CTOTIBI (TTapadHOBasi BAHHOYKA), BAHHBI MUHEPAIbHBIC JICUCOHBIC)

- urnopedexkcorepanus

8) Xwupypruueckoe BMEUIATENbCTBO MpPU HAIWYUH CKEJIETHhIX JAedopmaiuii (corjacHo
COOTBETCTBYIOIIUM KIMHUYECKHUM PEKOMEHAALUAM) CM. pasjen 3.4.

9) BecniomorarenbHble TPUCTIOCOOICHUS ISl KOMIIEHCAUU (QYHKIUHM U aJanTaluu:

- Kpeciia-KOJISICKH, yIpaBJsieMble MAIUEHTOM, Kpeclia-KOJISICKH, yIpaBJjsieMble
MAUEHTOM/COIIPOBOK IAIOIINM JIUIIOM (PYy4HBIE Kpeca-KOJISICKH);

- Kpeclla-KOJISICKH, C AJIEKTPOJBHUIraTelieM, YIpaBisieMble MAallMeHTOM/CONPOBOKIAIOIINM JIULIOM
(MOTOpU3HpPOBaHHBIE KPECIa-KOJSICKH);

- KpOBaTH C 3JIEKTPOIPUBOJIOM aJIaliTAIIIOHHBIE, KPOBATH aJalTallMOHHBIEC C PYYHBIM YIIPABIICHUEM,
KpOBaTH OOJILHUYHBIE MEXaHHYECKHEe, KPOBATU OOJIbHUYHBIE C THAPABIMYECKUM HPUBOIOM, KPOBATH
00JIbHUYHBIC CTAHAPTHBIC C AIEKTPONPHUBOIOM (aBTOMAaTHUYECKU peryiaupyembie kpoatu) [108].

[Tpu dopmynupoBanuu peabumTanoHHOTO auarHo3a mo MK® u pa3paboTke WHIUBUIYaTbHOU
peadUINTAIIMOHHOM MPOrpaMMbl BaXKHO PAHKHUPOBATH MAI[UCHTOB IO CTEIICHU MOOMIIBHOCTH

- xoasuue (aMOyIaTopHas cTaaus)

- cunsiure (paHHssl HeaMOymaTopHast CTajus);

- nexauue (Mo3HsAs HeaMOyIaTopHast CTAIMs).

JanHas (yHKIMOHANIbHAs KiIacCU(UKAIMs MO3BOJSET KOHKPETU3MPOBATH 3aJaud peadHIuTaluu
JUIsL OTIPE/ICIEHHOTO MAIMEeHTa ¢ Y4eTOM €r0 BO3MOXXHOCTEH U MOTPEeOHOCTEH.

Perynsipuo mpoBojsTcs: (puU3HOTepaneBTUYECKUE MPOLEeIypbl, MEIUIMHCKUNA Maccax, JedeOHas
¢Gu3KynpTYypa, JIOTONeNus, peclnuparopHas Tepanus (AbIXaTedbHas T'MMHACTHKa), OOyueHHe
caMOOOCITY’)KUBAaHUIO M HCIOJb30BAHUIO BCIIOMOIaTENbHBIX MPUCIOCOOJIEHUH (3aBUCHT OT BO3pacTa
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pebenka). [To mokazaHusIM — 3aHATHUS C JIOTONEIOM, BPAYOM-CYPI0JIOTOM-OTOPHUHOIAPUHTOJIOTOM )

HeunBa3uBHas pecnuparopHas NOAIEpXkKKa (CO3laHUE MOJIOKHUTEIBHOIO JABJICHMS Ha BBIIOXE) —
npu pa3BUTUU rUnokcemun. Cienyer oOyduTh ponauTeneil paboTe C OTKANUIMBATENEM WM MEIIKOM
AmOy.

Bonpmoe 3HayeHne UMeeT MpPaBWIBHBINA 00pa3 JKU3HU C aJCKBATHBIM PACHpPEICICHUEM Harpysok,
3aHATUSAMHU JIe4eOHON (DU3KYIBTYPOU MOJI KOHTPOJEM HHCTPYKTOPA 1O JIeueOHOU (PU3KYIBTYpE.

Hounble muHBI (TOJIEHOCTONHBIE TYTOPBl WIM OPTE3bl) MPEAOTBPAILAIOT Pa3BUTUE KOHTPAKTYp B
rOJIEHOCTOITHOM CYCTaBe.

[Tocnie nmorepu croCOOHOCTU MEPEABUTaTHCS, MOKHO HMCIIOJIb30BATh THEBHBIE IIMHBI, HO TOJIKO HE
JUIS TAlMEHTOB, KOTOPBIE €€ MOTYT XO/UTb.

JUIMHHBIE MHHBI JUIS HOT (KOJIEHO-TOJIEHOCTOIIHBIE OPTE3bl (OpTE3bl Ul HIKHEH KOHEYHOCTH))
HCIOJIb3YIOTCSL B MEPHOJI, KOTJJa OUEHb CIIOKHO WJIM HEBO3MOXKHO XOJUTh. [IpuMeHeHne TakuX opTe30B
MO>KET IPEIOTBPATUTH Ae(opMalliio CyCTaBOB.

VYcTpoiicTBa A CO3/1aHUSL CTOSYETO IOJIOKEHUS (BEpTUKAIM3aTOphl, Kpecia C 3JIEKTPUUECKUM
MIPUBOJIOM, TIPUCIIOCOOJIEHUS JJIsl TIOMOILM NPU BCTaBaHWHM) PEKOMEHIYIOTCA B cllydae, KOrja HalueHT
YK€ HE MOYKET XOAUTb.

[Ipn mosiBneHUH crudaTeNbHBIX YCTAHOBOK W TYTOMOJABIM)KHOCTH B MajibllaX PyK MPUMEHSIOTCS
MO/JIEP>KUBAOIINE IIUHBI JUIsI KUCTH (OpTE3bl 1711 BEpXHEH KOHEUHOCTH).

PerynspHoe HaOmioeHHe 3a OCaHKOW: MpenaynpexjaeHue (OpPMUPOBAHHUS CHUMMETPHUYHBIX
KOHTPAKTyp y MAalleHTOB, KOTOPbIE CIIOCOOHBI MEPEABUraThCs, MpaBWIIbHAsA 1032 CHJAEHUSA B Kpecle-
KOJISICKE, KOTOpas MOJJEpKUBAeT MO3BOHOYHYIO U Ta30BYI0 CHMMETPHUIO, a TaKKe BBITATHBAHUE
MO3BOHOYHHUKA. lcnonp3oBaHMe (QUKCALMU TO3BOHOYHMKA (IIPUMEHEHHE KOPCETOB) HE SBIIAETCS
QIBTEPHATUBOM JUISI TPOBENEHUS W OTKJIAIbIBAHUS XUPYPrU4E€CKOIO BMEUIATEIbCTBA, HO MOXKET
IPUMEHATBCSL B CIydasX, KOIJIa XUPYPrHYECKOE€ BMELIATEIbCTBO HEBO3MOJKHO WM €Il€ HE BBIOpaH
ONTUMAJIbHBI METOJI €r0 MPOBEJCHHUS.

- Pexomenayercs mpuem (OCMOTp, KOHCYJIbTamus) Bpada (Pu3WYecKOod W peadUIuTAIMOHHOM
MEJUIMHBI UM Bpaya, BBIMIOJHAIOMIETO €ro (GyHKIHMIO (CHeUalucTa Mo MEAUIIMHCKONW peabuIuTaluu:
Bpaya 1o JiedeOHOU (PU3KYNIbTYpe W Ap.) NEPBUYHBIA W MOBTOPHBIM BceM mnamueHtam ¢ MJIJI/MJIb ¢
IIEJIbI0 COCTaBJICHNUs T1aHa peabunmuramuu [111].

YpoBeHb yoeauTeabHOCTH pekoMeHaaruii — C (YpoBEeHb I0OCTOBEPHOCTH JJOKA3aTEIbCTB — 5)

KoMMeHTapuu: B 3aBHCHUMOCTH OT IMOKa3aHUW MOTYT HPHUMEHSATHCS METOJIbl, MEPEYUCIICHHbBIE B
Hayale pasjena.

- PeKOMEHIyrOTCSI MEPOTIPHSTHS 10 aJaNTalliy K YCIOBUSAM Makpocpepl BceM namnuentam ¢ MJ1JT/
M/IB, uMeroIuM BUTaTeIbHbIC HAPYIIICHHUS, C IeIbI0 MOBbIICHHS KauecTBa sxu3uu [110, 111, 159].

VYpoBeHb yoeauTeabHOCTH pekoMenaaruii — C (ypoBEeHb T0OCTOBEPHOCTH JJOKA3aTEILCTB — 4)

KommeHTapuu: HE0OXOAMMBI MEpONPUATHS IO afanTallid JOMamiHed (M JIp. OKPYKaIoIIe)
00CTaHOBKM Ig 00ecIeYeHruss MaKCHMAaJbHOM HE3aBMCHMOCTH IAIIMEHTOB 3a CUET OE€30MMAaCHOCTH H
JOCTYITHOCTH BCEX HEOOXOMMBIX UM CPEJICTB.

- Pexomenayercs Bcem nanuentam ¢ MJIJI/MJIb npoBouTh NpopHIAKTUKY pa3BUTHSI KOHTPAKTYP
C LENBIO YITyUIlleH s KayecTBa xu3Hu. [1, 2, 111]

VpoBeHb yoeauTenpHOCTH pekoMeHaaluii — C (YpoBeHb JOCTOBEPHOCTH JI0KA3aTeIbCTB — 5)

KommeHnTapun: HeoO0XO0AMMO TNPOBEAEHHUE PETYISPHBIX MPOGHIATHUECKUX pacTskek 4-6 pa3 B
HEJ/IeNI0 B 00J1aCTH JIOJIbDKEK, KOJIeH U Oenep, 3amsicTuii, pyk u meun. OOyueHue poauTeneil U NaueHToB
MIPABUIILHOMY BBITIOJTHEHUIO PACTSKEK JIOJDKHO MPOBOAUTHCS BpauoM (pU3HUECKON U peadMInTallMOHHON
MEIULMHBl UM BPayoM, BBIOJHSIOMKUM €ro (QYHKIHIO (CIENHaIUCT 10 MEAUIUHCKON peadHiInTaluy,
Bpau 1o JieueOHON (U3KYyIbTYpE), TOCIIE Yero JaHHbIE YIPaXKHEHUs JeNaloTcs Ha PEeryIsipHON OCHOBE.
PerynsipHoe M NpaBUJIBHOE BBIMOJHEHHE PACTSHKEK SBISETCS BaXKHEWUIIMM YCIOBHEM MPOQPHUIAKTHKH
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pa3BUTUSI KOHTPAKTYP.

- Pexomennyercs Bcem manuentam ¢ MJIJI/M/Ib ncnonbs3oBanne opTe30B Ui BEPXHUX U HIKHHUX
KOHEYHOCTEH (OpTe3 uis JIOKTSA/3aISACThS/KUCTH PYyKH M OpTe3 uis Oeapa/KojieHa/TOJIEHOCTOITHOTO
CyCTaBa/CTOTBI) W/WIM MHH (IIMHA C MOJJI0KKOW, MHOTOPA30BOTO MCIIOJIB30BAaHUS) ISl TIOICpKaHUS,
MIPaBUJIBHOTO IIOJIOKEHUS CYCTaBOB U IPaBUJIBHOTO IO3ULIMOHUPOBAHUS C LENbI0 MPEXyNpeKICHUs
dbopmupoBanus KOHTpakTyp [1, 2, 71, 72]

VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii — C (YpoBEeHb IOCTOBEPHOCTH JJOKA3aTeIbCTB — 4)

KommeHTapuu: opTe3sl  NpeACTaBISIOT  co0OM  TEXHWYECKHWE CpeACTBAa  PeaOdHMIIMTaLnH,
UCIOJIb3YeMbIE /Il U3MEHEHMSI CTPYKTYPHBIX U (DYHKIIMOHAIbHBIX XapaKTEPUCTUK HEPBHO-MBIIIEUHON U
CKEJIETHBIX CHCTEM U 00eCleunBalouIie, B 3aBUCUMOCTH OT MEAUIIMHCKHUX MOKa3aHUM, OPTONEANYECKYIO
KOPPEKIHIO, pasrpy3Ky, (UKcalnio, aKTHBU3aLMIO JBUTraTeNnbHbIX O¢yHKuMid. CymMapHOe Bpems
HaxOXJICHUS B OPTE3ax /Il aMOyJIaTOPHBIX MAIMEHTOB — 5 pa3 B HEJEMO 70 8-12 4acoB B JI€Hb.

Opte3bl AOKHBI U3rOTABIMBATHCS UHIMBUIYAJIBHO JUISI KaXKIOI0 MalleHTa MoJ] KOHTPOJIEM Bpada
¢uznueckoil U peadMINTAlMOHHON MEIUIMHBI WJIM Bpaya, BHIMOJHSIONIET0 ero QyHKIHIO (CHeruaincTa
0 MEAMIMHCKON peadmiuTanuy, Bpada 1o JjedeOHoN (u3KkynbType). Y aMOynaTOpHBIX MHalleHTOB
MPUMEHSIIOTCS 711 pacTSKEHHSI B HOUHOE BpeMsl.

[IpumMeHeHre TOJIEHOCTOMHBIX OPTE30B B JHEBHOE BPEMSI MOXET HCHOJIb30BaThCS JIJS PACTKKU
WJTU TIO3UIIMHUPOBAHUS Ha HeaMOyIaTOPHOU CTauK 3a00JIeBaHMSI.

[IpuMeHeHHe KOJIEHHO-TOJICHOCTOIHBIX OPTE30B BO3MOXXHO B MO3JHEH amMOymaTopHOH U
HeaMOynaTtopHoil ctaauu. Bo Bpemsi HeamMOymaTopHOM CTaguu MOTYT OBITh HMCIOJB30BaHBI IIMHBI HA
3alCThE WM PYKY A PacTsHKEHMs JUIMHHBIX M 3alACTHBIX crubareneii/pasrubaresneil MableB.
CepuiiHOE TUTICOBaHUE MOKET MMPUMEHATHCS KaK Ha aMOyJIaTOPHOM, TaK U Ha HeaMOyJIaTOPHOM CTaInH.

- Pexomenayercs mamumentam ¢ MJIJI/M/IB paccmotpers okazaHue YCIyr MO MEIMIIMHCKOM
peadbmmTanuy JeTeil ¢ HEeHpO-OPTONEeIUYECKON IMaTOJOTHeH MeTOoJAaMH JIe4eOHOTO TEUIMMPOBAHUS C
IIEJTbI0 YMEHBIIICHUS HArpy3KU Ha MbIis! [112].

YpoBeHb yoeauTenbHOCTH pekoMeHaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 4)

KommenTapun: naHHas METOJMKA MOXET HCmojib3oBatbes y neredd ¢ MJA/MJIb. Tein (nenta
aAre3uBHAas U1l KMHE3UOTCUITMPOBAHMI) CIIOCOOCH NMPUHUMATh Ha CeOs 4acTh Harpy3KH MBIIIIBI, TEM
CaMBbIM JIaTh MIOYYBCTBOBATH MAIUCHTY PaOOTy CBOCH MBIIIIIIBI.

- Pexomennyercs nmaruentam ¢ MJIJI/M/Ib, B 3aBHCUMOCTH OT CTETICHH MOOUIILHOCTH, IPUMECHEHHE
peadWIMTAIIMOHHBIX W QJalTUPOBAHHBIX JUIS HWHBAJIWJOB MEJMIMHCKUX U3JIeIud  (KpOBaTh-
BEPTUKAIM3ATOP, IMaparnoJuyM-BEepTUKAIN3aTOP) C LENbI0 MaKCUMAJIbHOTO COXPAHEHHUS BO3MOXKHOCTH
BepTukanusammu [1, 2].

VYpoBeHb yoeauTeabHOCTH pekoMeHaaruii — C (YypoBEeHb T0OCTOBEPHOCTH JJOKA3aTEIbCTB — 5)

KoMMeHTapuu: a1 BEepTHKaIM3AlMK MOTYT OBITH KCIIOJB30BAHBI: BEPTUKAIN3ATOp, KPOBATh-
BEPTUKAIM3ATOP, aparouyM-BepTUKAIN3ATOP U T.1I.

- Pexomennyercst Bcem mnanumeHntam ¢ MJIJI/MJIb neuebHas (u3KyabTypa Hpu 3a00JIeBaHUSX
OpPOHXOJIETOYHOM CHCTEMbI/IbIXaTeNIbHbIE YIPaXXHEHUs, ApeHHpYIoIue/IeueOHas (QU3KyIbTypa IpH
3a00JIeBaHMSAX Cep/lla M MepuKaja C LENbl0 YIy4YlIeHUs (QYHKIUHM AbIXaHUS U CEeplIeYHOCOCYIUCTOMN
CHCTEMBI, a Takxke o01ero ¢usnudeckoro cocrostaus [1, 2, 73, 74, 109, 160].

VpoBeHb YOeAUTENbHOCTH peKoMeHaluii — A (YPOBEHb JOCTOBEPHOCTH JOKA3aTENbCTB — 2)

KommeHnTapun: HeoOXoquMo n30eraTh yNpaKHEHHH C BBICOKMM CONPOTUBIICHHEM, 00s3aTEIbHO
CIIEIUTh 32 BBHIMOJHEHUEM YIpaXKHEHUH Juid u30ekaHus nepeHanpspkeHus. KpaiiHe BakHO uMeTh
JOCTaTOYHBIM OTIABIX MEXIYy YIPOKHEHUSAMHU, a TakkKe COOJII0aTh OCTOPOKHOCTh B OTHOLICHUHU
MOTEHIMAIBHO CHU)KEHHOW KapAHOPECHHPATOPHOI CIIOCOOHOCTH M pUCKA MOBPEXKICHMS MBI Jaxe
IIPU XOPOIIEeM KIMHUYECKOM (PYHKIIMOHUPOBAHUH. BO3MOXKHBI Tak1e akKTUBHOCTH, KaK IJIaBaHUE, €3/1a Ha
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Benocwuriene [109, 111, 113]. 3ansaTus 1uiaBaHueM TOJIe3HBI U pusITHEI manuentam ¢ MIJI/M/Ib. Bona
HEUTpanmu3yeT [eHCTBHME CHJIBl T'PABUTAIIMM HAa TeNO peOCHKa, YTO TO3BOJIAET €My IO-IPYyroMy
MMOYYBCTBOBaTh CBo€ Tejo. [lmaBanme — Xopomras a’poOHas TPEHHPOBKA. IJTO BapUAHT AKTHBHOM
nedeOHoM Gu3KynbTyphl s pedbernka ¢ M/IJI/M/IB. KpomMe Toro, TiaBaHHe MOBBIMIAST YMOIMOHATBHBIH
don nereil. MeTon He mMeeT aOCOJIOTHBIX MpoTuBomnokazanuii npu MJIJI/M/IB. TlepBbie HECKOIBKO
3aHSATUN JIOJDKHBI MPOXOJIUTH HE TOJBKO C POAUTENSIMH, HO U C WHCTPYKTOPOM, KOTOPBIA OOy4YUT
poauteneii. [lepen kaxapIM 3aHATHEM HEOOXOAUMO OIEHUTH COMAaTHIECKOE OJIaronorydnue peOeHKa.

- Pexomennyercst mamumentam ¢ MJIJI/MJ/Ib mnpu Hanuuuy pedYEeBBIX HAPYIICHHHA pPETYISIpHBIC
3aHATHUSL C JIOTOMENOM, INpPU HEOOXOAMMOCTH — IpueM (0CMOTp, KOHCYJbTallus) Bpada-cypoJiora-
OTOPHHOJIAPUHIOJIOTa TEPBUYHBIM M MOBTOPHBIA (NP HEOOXOAMMOCTH) C LENbI0 JUarHOCTHKH U
KOPPEKIMH CUMIITOMOB NEPBUYHON U BTOPUYHOM, 3aJIEp’KKU PEUEBOTO Pa3BUTHSL, TAKUX KaK TU3apTpUs,
Ha ¢oHe 3abosieBanus [2, 75].

YpoBeHb yoeauTenbHOCTH pekoMeHaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KommenTtapun: Meauko-ioromneauueckoe ucciaeioBanue npu gucharu, Meamko-i1oronenueckoe
uccienoBanue npu adasuu, MeauKo-JIOroneauYecKoe HcCClIeIOBaHWE MpU AU3ApTPUH, Meauko-
Joromnenuyeckas npoueaypa npu nucharuu, Meauko-yioroneanyeckas npoueaypa npu adasuu, Meauko-
Jjoromenuyeckas Mpoleaypa MOpu Au3apTpuu, Meauko-joroneauyeckas TOHAIBHO-PUTMUYECKast
npoueaypa, Meauko-ioroneanyeckas npoieaypa UCloJib30BaHUEM MHTEPAKTUBHBIX MH(OPMALMOHHBIX
TEXHOJIOTHH.

- Pexomennmyrorcss Bcem mamuentaM ¢ MJJI/MJIb perynspHbie 3aHATHS C MEAUITUHCKUM
MICUXO0JIOTOM, TIPH HEOOXOJMMOCTH, C LETbI0 KOPPEKIMH Icuxotoruueckoro cocrosaus [40, 151, 152].

YpoBeHb yoeauTenbHOCTH pekoMeHaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KommenTapun: TmicMxosjoruyeckas TMOJACP)KKA SIBIASETCS BaXKHBIM  DJIEMEHTOM  YCIENTHOM
commanm3anuu nanueaToB ¢ MJIJI/MJIb. Kpome Toro, oHa MoXeT MOTpeOOBaThCA W POJICTBEHHHKAM
nanueHTa. HeoOxoaumo peryisipHO MPOBOJUTH OIEHKY TCHXOJOTHYECKOTO CTaTyca MalueHTa W €ro
OJIM3KHUX, BOBPEMsI OKa3bIBaTh IICHXOJOTHUYECKYIO ToMoIb. [Ipr HEOOXOIMMOCTH MeIUKaMEHTO3HOMN
KOPPEKIHUH IICUXUYECKUX PACCTPOICTB JOJHKEH MPUBIICKATHCS Bpad-TICUXHATD.

4.1. Peabnauraunsi aMm0yJI1aTOPHBIX NAIIMEHTOB

Jliist aMOyaTOPHBIX MAIMEHTOB COXPAHSETCS PUOPUTETHOCTH MIPUHIIMIIOB PETYIIIPHON YMEpEHHOU
(bu3nvecKoil Harpy3ku W BHEIpPEHUS (PU3MUECKOW Tepamnuy B MOBCETHEBHYIO JKU3Hb PEOCHKA C IEIBIO
YBEIUYCHUS TPOJIOJDKUTEIBHOCTH aMOYJIATOPHOTO MEepHoAa U NMPO(UITAKTUKA BTOPUYHBIX OCIIOXKHEHUH
3aboseBanus. PeaOuuranoHHbIe IeH 11 aMOyIaTOPHBIX MAlUEHTOB:

- MOBBIIICHUS BBIHOCIUBOCTH/TOJICPAHTHOCTH K (PU3HUECKUM Harpy3Kam.

- MOBBIIICHUE MOOMIILHOCTH TMAI[ICHTOB;

- 3aMeIUICHUE TPOTPECCUPOBAHMS MBIIIEYHOW cinaboctu, morepu (GyHKIMM U (HOPMUPOBAHHS
aTpoduii 6e31eCTBUSA;

- yny4ineHue GyHKIIMOHUPOBAHUS PYK U HOT;

- CO3JIaHUE YCIOBHUH AJS Pa3BUTHS U HOPMAIBHOTO (DYHKIIMOHUPOBAHUS BHYTPEHHUX OPTaHOB U
MpenynpexaeHne CKOJIUOTHIECKON AeopMaliii MO3BOHOUYHHUKA;

- pa3paboTka cycTaBOB U PO(UIaKTHKA 00pa30BaHU KOHTPAKTYD;

- popMUpOBaHUE U MOAJIEP>)KAHUE CUMMETPUIHOCTH TI03bI;

- MPOMIAKTUKA U KOPPEKIIHsI KOTHUTUBHBIX U PEUEBBIX HAPYIICHUN

- 00y4yeHre OBITOBBIM HAaBBIKaM U HaBBIKAM CAMOOOCITY>KUBAHHUSI B CpEJIe.

- Pexomennyercs nerkas, yaoOHas, opTomeandeckas oOyBb aMOyrmaTtopHeM nammeHTam ¢ MJIJI/
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M/IB, ¢ nenbio obaeryeHus ABUraTeabHoi aktusHocTr [111, 114].
YpoBeHb yoeauTenbHOCTH pekoMeHaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

- PexomeHnayercs HCNOJIb30BAaHME OPTE30B JJIsl TOJIEHOCTOIHBIX CYCTaBOB (B HOYHOE BpPEMSI)
COBMECTHO C OPTOIEANYECKON yI00HOH 1 Jerkoi oOyBbI0 XoasauuM mamueaTam ¢ MIJI/MJIB ¢ nenbio
oOJieryeHus u coxpaneHus xoap0b1 [111, 115].

YpoBeHb yoeauTenbHOCTH pekoMeHaanuii — C (YpOBEeHb IOCTOBEPHOCTH JJOKA3aTEIbCTB — 5)

- PexomeHyeTcsi MCIOJIb30BAaHUE CPEACTB MEPEABMKEHHS: aJalTHPOBAHHBIX — KPECEN-KOJISICOK
aKTUBHOTO THIa (Kpecia-KOJIICKHM, YIpaBiseMble [allUeHTOM, KpEcla-KOJSCKH, YIpaBisieMble
MAMEHTOM/CONIPOBOKIAIONINM  JIMIIOM  (py4HBIE KpEcla-KOJISICKH); KpEeC/a-KOJSICKH C  PYYHBIM
MPUBOJIOM;  KpPECHa-KOJSCKU s MHBAJIMJOB, C PYYHBIM MPHUBOJOM; KpECla-KOJIACKH, C
AJIEKTPO/IBUTaTENIEM, YIpaBisieMble NAlMEHTOM/CONPOBOXKIAIOIINM JIMIIOM U Jp.) aMOyJaTOpHBIM
nanuentam ¢ MJ/I/MJIb mnpu orpaHuueHHON BBIHOCTMBOCTA peOCHKAa WM HE0OXOJAMMOCTH
MepEeIBIKEHUS Ha OOJIBIITHE PACCTOSIHUS C HENBIO YBETHUECHUS MOOMIbHOCTH marienTa [ 108, 111].

YposeHsb yoeauTenbHOCTH pekoMeHaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

- PexomeHnyercs HWCHOJIb30BaHHE pPEAOMIMTAMOHHBIX W aQJalTHPOBAHHBIX Ui WHBAJIUIOB
MEIUIMHCKUX M3ACTUNA — Omop Ui CHUHBI (OMOpbl (PYHKIIMOHANBHBIE A CHUIAEHUS JUIsl JeTei-
WHBAJIN/IOB), OTBEYAIOIIMX BCEM TPeOOBaHUSAM MPABMIIHHOTO MO3UIIMOHUPOBAHUS C MOJCTABKOM JJIsl CTOII
U MEXaHU3MOM pEeryJupoBaHMs Yrjla HakjioHa) amOynaTtopHbiM mnamueHtam ¢ MJIJI/MIDB c¢ uensio
npoGUIAKTUKY Pa3BUTHsI KOHTPAKTYP TOJIEHOCTOHOTO cycTaBa [108, 111].

YpoBeHb yoeauTenbHOCTH pekoMeHaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

4.2. Peabnauranusi HeaMOyJIATOPHBIX CUAAYMX NMAIUEHTOB

Jlig cuiiuuX MaluveHToB BaKHO, KaK COOJI0ICHNE MPUHLIMIIA JO3UPOBaHUS (PU3HUECKON HArpy3KH,
TaKk M TpUHIUNA BHEApPeHHUs (u3nyecKoil Tepamuu B oOpa3 ku3HM pebeHka. OIHO U3 BEOyIIUX U
JTIOOMMBIX TMOJIOKEHUH TaKMX MalMeHTOB — MOJIoKeHue "cuag", KOTopoe B CHIIy OCHOBHOTO CHMIITOMa
3a0osieBaHus (Ca0OCTU CKENETHBIX MBIIII), HECHOCOOHOCTH K CaMOCTOSTEIIbHOMY H3MEHEHUIO
MOJIOKEHUsSI Tesa/mo3bl  (IepeMernarbess B MOJOXKEHHH "culf") U MOTPEIIHOCTSX HOCTYypalbHOTO
KOHTpOJISL CcrocoOHO GOpMUPOBATH HECUMMETPUYHBIA MATTepH IMOCATKU C HEPaBHOMEPHBIM
pacnpezieieHueM OMOpPhl Ha KOCTH Ta3a (CIpaBa/ciieBa) ¢ MepeKocoM Tas3a (HaATa30BOrO I'eHe3a, 3a CUET
CKOJIMO03a) U OBICTPO MPOBOLIMPOBATH Pa3BUTHE CKOJIMOTUYECKOM Aedopmaliiy NOo3BOHOYHUKA. B cBs3u ¢
3TUM 0c000€ BHUMaHHUE JTOJDKHO MPHUAABATHCS CUMMETPUYHOMY Pa3BUTHIO TEIOCIIOKEHUS MAUEHTOB U
MPaBUJIBHOMY TTO3UIIMOHUPOBAHHUIO.

PeaOumuranmonHble 3a0a4u U1l CUSTYUX MTAIEHTOB!

- MOBBIIICHNE MOOMIIBHOCTH TTALIUCHTOB;

- 3aMeIJICHUE IPOTPECCUPOBAHUS MBIIICYHON c€1aboCcTH, TOTepr (GYHKIUMH U (HOPMHPOBAHHS
atpoduii 6e31eiicTBus;

- ynyuiieHue GyHKIIMOHUPOBAHUS PYK;

- CO3/IaHUE YCIIOBHH JUIS pa3BUTHS U HOPMaIbHOTO (DYHKIIMOHUPOBAHUS BHYTPEHHUX OPIaHOB;

- pa3paboTKa CyCTaBOB U MpoQUIaKTHKa 00pa30BaHUsl KOHTPAKTYP;

- (popMupoBaHue U NOJIEPKAHUE CUMMETPUYHOCTH TO3bI;

- IpeYNPEXKACHNE CKOJTMOTHYECKOM JeopMaliui M0O3BOHOYHUKA U ITepeKoca Tasa;

- MPO(UITAKTHUKA U KOPPEKLKS PEUEBBIX HAPYLICHUH, HAPYIICHUS CATUBAIIMH KEBAHUS U TTIOTAHUS

- 00yueHHe OBITOBBIM HAaBbIKaM M HaBBIKaM CaMOOOCTYKHBAHUS B CpeEJIE.

- PCKOMCH,Z[yIOTCﬂ HCIIOJIB30BAHUC OPTE30B IJIA TOJICHOCTOIIHBIX CYCTAaBOB U OPTE30B AJId KOJICHHBIX
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cycraBoB cuasuuM nanuentam ¢ MIJI/MJIB ¢ nenbto MuHMMU3anuu pa3sutus negopmarmii [111, 115].
VpoBenb yoeautensHOCTH pekoMeHaanuii — C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIbCTB — 5)
Kommenrtapun: MuHnManbHas 4acToTa npeObIBaHUs B OPTE3ax 5 pa3 B HEMEIIO.

- PexkoMeHnyroTCsl CpeicTBa MEpEeABUKEHUS aJalnTUPOBAHHBIC (KpECia-KOJIACKHU, YIpaBisieMbIe
MAIMEHTOM, KpEeCIa-KOJISICKH, YIpaBJIIeMbIe MAIMEHTOM/COTIPOBOXKIAIONINM JIUIIOM (pydHBIE Kpecia-
KOJISICKH ); KPECJIa-KOJISICKU C PYYHBIM IIPUBOJAOM; KPECa-KOJSCKH JJI1 HHBAIUIOB, C PyYHBIM ITPUBOIOM;
Kpeco-komsicka ¢ pydHbIM IPUBOJIOM C JIOTIOJTHUTEIHHOU (PUKCAIMEH (ITOIIEPIKKOM) TOJIOBBI U TENa JIs
WHBAJIUJIOB U JACTEH-UHBAIHUAOB, B TOM uucie ais 6onpHeix I (MHAMBUAYyanu3upoBaHHBIE Kpecia-
KOJISICKM C PYYHBIM MPHUBOJIOM C JIOTIOJHUTEIHHOW (uKcalmen (Mo iepKKoi) roJI0Bbl, PyK, HOT U Tena,
KOMHATHBIE U TPOTYJIOYHBIE W H3TOTOBJICHHBIC WHJMBUAYAIHHO TO OOBEMHOW TPEXMEPHOW MOIENH
3a/IHe TIOBEPXHOCTHU Teja JOXKEMEHTHI, YCTAHOBIICHHBIE HAa KOJIECHYIO 0a3y Kpecia-KOJSCKHU) CHASYAM
narientam ¢ MJIJI/MJIB ¢ nenpio obecnieueHust odecrneueHust oomeit moomnproctTr [111, 116].

YpoBeHb yoeauTenbHOCTH pekoMeHaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 4)

KommenTapun: mnpu  mombope  KOJNSICOK — CIEAyeT  PYKOBOJICTBOBATHCS ~ MAaKCHUMAaJIbHOM
(hYHKIIMOHATFHON HE3aBUCUMOCTHIO U KOM(MOPTHOCTHIO TPEOBIBAHMS B KpEeCie MallueHTa; MPeANouTeHNe
CJIeIyeT OT/IaBaTh KOJISICKAM aKTHBHOTO THIIA M KOJISICKaM C DJIEKTPOIPUBOIOM.

- Pexomenmyercst sprotepamus cuasuuMm mnarueHTam ¢ MIJI/MJIb ans oka3zaHus MOMOTIH
MAIUEHTY B TOBCEIHEBHOM XHM3HU, PA3BUTHS U TOJJICPIKAHUS €KEITHEBHO HCITOJIb3YEeMBIX UM HAaBBIKOB
[2, 111].

YposeHs yoeauTenbHOCTH pekoMeHaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KomMeHTapuu: criemyer mOpuBIIEKaTh CHEIUAIMCTa IO 3prorepanuu (Bpaya QU3MUECKOH U
peabuINTAllMOHHON MENWUUHBI, Bpada MO MEIUIMHCKOM peaOuIuTaluy WIA JPYroro Bpaua,
BBITIOJTHSIIOIIETO €r0 (PYHKIIMIO) KaK MPU MOA00Pe MporpaMmMbl GU3MUECKUX YITPAKHEHUN U PACTsHKCHHUS,
TaK ¥ JJIsl pEeKOMEHIalUi OTHOCUTENIBHO COLIMATIBHBIX B3aMMOJCHCTBUM, TaKUX KaK MOCEIIeHNE YUeOHBIX
3aBesieHUH, BBIOOp MpO(eCcCHH U y4acTHE B COLIMANbHBIX aKTUBHOCTSIX.

4.3. PeaOuauranud Je;Kauyux NAlUEeHTOB

OCHOBHOE MOJIO)KEHUE ATUX MAIMEHTOB B JOMAIIHUX YCIOBHUAX — MOJOXKEHHE 'nexa', KoTopoe
omacHo (OPMHUPOBAHUEM IPHUBBIYHBIX (3aMIOMHHAIOIIMXCS) TMOPOYHBIX YCTAHOBOK KOHEUHOCTEH M HX
CErMEHTOB BBHJIy JICWCTBHS CHJI I'paBUTAllMM HAa KOHEYHOCTH U OTCYTCTBUS CIIOCOOHOCTH IAIlMEHTa K
AQHTUTPABUTAIIMOHHBIM JBM)KCHHUSM, a TAaKKE BO3HHMKHOBEHHMEM OCIOXHEHHMH. Tak, xapakTepHas i
TakuXx Jerei (B Cuily cliaboCTH MBIIII-aJIYKTOPOB Oeniep) mo3a "nexa Ha CIUHE C IOBEPHYTHIMHU HAPYKY
O6enpamMu" CHoOcOOCTBYET HE TOJBKO (DOPMHUPOBAHHIO NAapaJUTHUYECKUX BBIBUXOB Ta300€ApEHHBIX
CyCTaBOB, HO M BO3HHMKHOBEHHUIO TSKENBIX MPOJIeKHEH Ha OoibIIux BepTenax Oeaep. OueHb BaXKHO B
9TOM KOHTEKCTE, YTOOBI IMOJIOKEHHE OOJBHOrO B TOCTEIM W Ha JIO0OW APYroil MoBEpXHOCTH OBLIO
(YHKIIMOHATBHO BBITOAHBIM M IMPEAOTBPALIATIO BO3MOXKHOCTH PeajH3alliy MOPOYHBIX YCTAHOBOK M UX
ocinoxHeHud. C 3TOH ULEIbI0 PEKOMEHIYIOTCS 4YacThle CMEHBI MOJIOKEHHUsSI Tella B MOCTENH;
WCIOJIb30BaHNE MOAPYYHBIX CPEACTB, KOTOPbIE MOTYT JIETKO M3MEHSTh CBOIO (OPMY M NMPUHHUMATH BEC
KOHEYHOCTH Ha ce0sl, TeM CaMbIM UMUTHUPYS AHTUTPABUTAIIMOHHOE JCHCTBHE.

PeabunuranmoHHble 3a1a4y JUIs JeKaunuX MalUeHTOB:

- yBeJIM4eHHEe 00beMa M aMIUTUTY/Ibl aKTHBHBIX/TIACCUBHBIX JBM)KEHHM B JIIOOOM CerMEHTE Tesla U
KOHEYHOCTEM;

- YIIy4llI€HUE IBUKEHUH B TIOJIOJKEHUU "JI€Ka Ha CIIMHE";

- YIIy4lI€HUE IBUKEHUHN PYK;

- CO3/IaHUE YCIOBHH JUI Pa3BUTHS U HOPMAIBbHOTO (DYHKIIMOHUPOBAHUS BHYTPEHHUX OPIaHOB;
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- 3aMeIJIeHUe pa3BUTHsI aTpoduii 6e3aericTBYS,
- pa3paboTka CycTaBOB U MPOPUITAKTHKA 00pa30BaHUs KOHTPAKTYP
- MPOWIAKTHKA B KOPPEKIIHS PEUCBBIX HAPYIICHU, HAPYIIICHUS CATHBAIIH KEBAHUS U TJI0TAHUS

4.3.1. HerexHu4ecKkue MeTObl Pea0MINTALMH JIeKAYUX MANUEHTOB

- PexoMeH1yeTcst BBIMOIHSTh YIPAKHEHHUS JICUeOHON (DU3KYIBTYPHI C UCIIOIb30BAaHUEM TTOABECHBIX
cucTeM JexauuM nagueHtam ¢ MJIJ] ¢ nenpio yBenunuyeHuss o0beMa M aMIUIMTYAbl JABM)KEHUH U
NpO(HUIAKTUKY Pa3BUTHSL KOHTPAKTYP ¥ BTOPUYHBIX HH(EKIIMOHHBIX OCIoKHeHu#t [111].

YpoBeHb yoeauTenbHOCTH pekoMeHaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KoMMeHTapuii: Bo Bpems 3aHATHUI (QU3MYECKOW Tepamued ¢ JekauyuMu MalMeHTaMu YJ00HO
MO/IBEILINBATh CErMEHThl KoHeuHocTed. Takol crnoco® MoaxoAuT Uis NMPUMEHEHMsI KaKk Ha BEPXHHX
(yleun), Tak W Ha HIWKHUX KOHEUHOCTSX (Oexpo-KojeHo-TojieHb). Hampumep, 1i1s coxpaHeHus
(YHKIIMOHATBPHOM AaKTMBHOCTH BEPXHUX KOHEYHOCTEH MOKHO HCHOJIb30BaThb METOJ| YCTPAHEHHUS CHII
IPaBUTALIMU MyTEM IOJBEHIMBAHUS MPOKCHMAJIbHBIX CETMEHTOB BEPXHUX KOHEUHOCTEH Ha JIEHTaX, TeM
cambIM 00€ecIedrB BO3MOKHOCTh IBMKEHHI BCel BEpXHEH KOHEYHOCTH.

4.3.2. Texuuueckue ™metoabl/cpeacrsa peadunurtanuu (TCP) Jjgexaumx
NAUEeHTOB

[TocTypanbHBII MEHEIKMEHT, KOTOPHIA BKIIOUAaEeT B Ce0s MPaBWIHHOE MO3UIIMOHWPOBAHHUE (B
MOJIOKEHUHU "cTos" — BepTUKaIM3aIus (CyMMapHO He MeHee | yaca B JIeHb), MpeObIBAaHNWE B TCUCHUE JTHS
B MPaBWIBHOM  TIOJIOKEHWUW  "cuusa'), OpTe3UpOBaHWE  KOHEYHOCTEHM W HCIIOJIh30BaHUE
CHEIHMATM3UPOBAHHBIX M aJallTUPOBAHHBIX MPHUCIOCOOICHUIN I MO3WLIMOHUPOBAHMS (CUCTEMBI IS
OpPTOCTATUYECKOW MOANEPKKH, BKJIIOYAIONIME B ce0s BajluKu, (OpPMOBaHHBIE MOAYIIKA Pa3IUYHON
JKECTKOCTU U KOH(UTYpAIMH), C IENbl0 MPUAAHUS HE0OXO0AMMOTro (YHKIIMOHAJIBLHOTO TOJIOKEHUS C
HeoOXxoauMo# (huKcarmen TyJOBHINA, MTOJACPKKON TOJIOBBI U BEPXHUX KOHEUHOCTEeH. CymMmMapHOe Bpems
HaxX0XJeHUd B opre3ax 10 8-12 yacoB B JeHb. MuHHMMallbHasg 4YacTOTa MPUMEHEHHS] OpPTE30B I
JICKAYMX MMalMeHTOB — 5 pa3 B HeAemo [117].

- PexoMeHayrOTCS Kpeciia-KOJSICKH C DJIEKTPUYECKHM IPHUBOJIOM C JIOTIOJHUTEIBHON (DUKcaruen
(TI0UTeP>KKO¥) TOJIOBBI, PYK, HOT M TeJa, MPOTrYyIOUYHbIe (11 MHBAJIUIOB U JCTCH-MHBAIHU/IOB) CHUITIHM
narrientam ¢ MJIJI/MJIB ¢ uenbro obecnieueHust ooieir moomnpaoctr [111].

VYpoBeHb yoeauTeabHOCTH pekoMenaaruii — C (YypoBEeHb T0OCTOBEPHOCTH JOKA3aTEILCTB — 5)

KommeHTapuu: it ipeObIBaHMS B TOJIOKCHUH "CUAA" HMCIIOJIB3YIOTCS ONOPBI ISl CHICHHS WIIH
Kpecia-KOJISICKH KOMHATHBIC C JIOTIOJIHUTEIbHOU (uKcanueil (MoUIep:KKOi) TOJIOBBI, HOT, PYK M Tela.
CuzieHne B TEXHMYECKOM CpEICTBE JOJDKHO MPOBOJIUTCS B TYTOpax Ha TOJICHOCTOIIHBIC CYCTaBBI.
[IpeObiBaHuEe B NMpPaBHIBHOM IOJIOKEHUH "CHI" PEKOMEHJIOBAHO CYMMapHO 10 6 4YacoB B JieHb. B
Ka4yecTBE JIOMOJHUTEIBHBIX (DYHKIMI B CPEACTBE JJIS CHJICHHS JIOJKHBI BBICTYNATh: (YHKIIMOHAIBHBIN
MOJITOJIOBHUK, OOecreuuBaromuii OOKOBYHO UM TEPEIHE3aJHIOK CTAOWJIM3AIMI0 TOJIOBBI M HE
OTPAHUYMBAIONINN BO3MOKHOCTH JIBUKEHHS TOJIOBOW; CUACHBE C PETYIUPYEMBIMH TTyOUHOH, IIMPUHON
U yriom HakJioHa. KOHCTPYKTUBHO cuieHHE pa3/ielieHO Ha Ta30BYIO M O€IpEeHHbIE YaCTH, YTO MO3BOJISET
MaKCUMalbHO TOJHO pellaTh HUMEIOUIMecs Yy TMalueHTa mnpobiaemMbl ¢ OalaHCcOM U CUMMETpHUEH,
BBI3BAHHBIEC BTOPUYHBIMU OPTOTIEINYECKUMU OCIIOKHEHUAMU. Perynupyemasi mo BbICOTE U YIi1y HaKJIOHA
CIUHKA; (QUKCATOp TyloBUINA (KHIET), NPEJOXPAaHUTEIbHBIA Ta30BBIA TMOSAC, PETYIUPYEMbIE
MOJJIOKOTHUKH; pa3ieNbHbIE, PEryIHpyeMble TOJHOXKKU C (UKCATOpaMH CTON; MPUCTABHOW CTOJHK;
MIPOTUBOMIPOJICIKHEBAS TIOTYIIKA.

- Pexomennyercsi mpeObiBaHue B ToJokeHUH "cuaga" nmexaunMm maruedta ¢ MJI/M/Ib ¢ uenbio
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NpOo(UIAKTUKHA OPTOTEIUYECKUX OCIOKHEHUH OCHOBHOTO 3a00JIEBaHMS M CO3/aHUS (DPU3MOJIOTHYECKUX
YCJIOBHIA C LIEJIbI0 HOPMAJILHOTO Pa3BUTHS ¥ (PyHKIIMOHUPOBAHUS BHYTpEeHHUX opraHos [111].
VpoBeHb yoeautensHoCTH pekoMeHaanuii — C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIbCTB — 5)

- PexoMeHnpayercst exelHEBHOE HCIOJIb30BAHHWE OPTE30B HA HIKHUE KOHEYHOCTU (OpTE3bl AJis
0e/pa/K0JIeHa/TOIEHOCTOITHOTO CyCTaBa/CTOIBI), M3TOTOBJICHHBIX HHANBUIYAIbHO (HalIpUMeEp, TYTOPHI Ha
TOJICHOCTOTIHBIE CYCTaBbl — IS CHJEHUS) aMOymatopHsiM mnarmuentaMm ¢ MJJ/MJBb  ans
PEIOTBPAILCHHS U 3aMeIJICHUS Tpoliecca 00pa30BaHusl KOHTPAKTYp CYCTaBOB KoHeuHocTel [111].

YpoBeHb yoeauTenbHOCTH pekoMeHaanuii — C (YpoBEeHb IOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

5. IllpopunakTka U AUCIAaHCEPHOE HADJII0IeHNe, MeIUIIUHCKHE MIOKA3aHUS U
NMPOTHBONOKA3aHNUA K IPUMEHEHUI0 METOA0B NPOPUIAKTUKH

5.1. lIpopunakruka

- Pexomennyetcs npuem (0CMOTp, KOHCY/IbTAIIMsI) Bpauya-reHeTHKa MepBUYHbIN U TMOBTOPHBIN (IIpu
HeoOxoaumocTH) BceM marmentam ¢ MJIJI/MJIb, npu Hanu4uu moka3aHWid — 4jeHaM MX CeMEW W WX
oQUIIUATEHBIM  TIPEJCTABUTEISAM, C I1ETbI0 PAa3bsICHEHUH TEHETHYECKOTO pHUCKA, OOCYKICHHS
BO3MOJKHOCTEH MPEeHATATHHOW M MPEUMIUIAHTAIIMOHHOM TMarHOCTUKHU MPH TIJIAHUPOBAHUH O€PEMEHHOCTH
[2].

YposeHs yoeauTenbHOCTH pekoMeHaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KommenTapwmii: cembsm ¢ OombHbiMH MJIJI/MJIB neTbMM TOKa3aHO MEIUKO-TEHETHUECKOE
KOHCYJIbTUPOBAHHUE C LEIBI0 ONpEAeNIeHHus] TeHeThdeckoro pucka. Kak m npu apyrux X-CLEIIEHHBIX
3aboneBanusx, nmpu MJUJI/MIb mis kaxaol OepeMEeHHOCTH PHCK POXKICHUS OOJbHOTO peOeHKa
coctaBisieT 25%, MpH yCIOBHUH, YTO MaTh NEPBOr0 OOJILHOTO SIBISIETCS T€TEPO3UTOTHON HOCUTENbHULEH
oone3nu. B cempbsx, rne ecth 6ompHOM MJIJI/MJIb peGeHOK, BO3MOYKHO MPOBEJACHUE MPEHATAIBLHON U
MPEUMILIAHTAlMOHHOM JuarHocTuku. [IpoBenenne 1opoaoBOi JUAarHOCTUKM MOKAa3aHO U B CIIy4ae, €CIU
MaTh OOJILHOTO HE SIBIISIETCS HOCUTEIbHUIICH 3a00s1eBaHMsl, 4YTO 00YCIOBICHO BOZMOYKHOCTBIO HAJIUYUHUS Y
Hee repMuHaNbHOTO Mo3auimsma (15% puck, eciiu B ceMbe ecth pedbenok ¢ MIJ1). [lnst atoro poautensm
HEO0OX0IMMO OOpaTUThCS B CHEUUAIM3UPOBAHHBIE AMATHOCTUYECKHE JIa0OpaTOpUU M MEIULIMHCKUE
LIEHTPHI.

[IpenaranpHas AMAarHOCTUKA MPOBOAUTCA MOJICKYJISIPHO-TEHETUYECKUMH WM OHOXUMHUYECKHUMHU
Meronamu, myrem ucciaenoBanus JIHK, BeigeneHHoi w3 Ouomnrata BOpcHH XOopuoHa Ha 9-11 Hepene
OepeMEHHOCTH W/UIM KJIETOK AaMHHOTHYECKOW KHUAKOCTH, NYNOBMHHOW KpoBM Ha 20-22 Henene
O6epemeHHocTd. ONTUMaNbHBIM SIBIISIETCS HCCIEAOBaHHE OWONTAaTa XOpHUOHA: MPH HEOIArompuUsTHOM
MporHo3e OepeMEeHHOCTh MOXKET OBbIThb IMpepBaHa B CPOKH OOBIYHOTO MEIHUIIMHCKOrO abopTa.
[IpeummnanTanuoHHas reHeTUYeCKas JUAarHOCTHKA sMOpuoOHa (c HCIIOJIb30BaHUEM
AKCTPAKOPIOPAIBHOTO OIUIOAOTBOPEHUS) MPOBOAMTCS Marepu mnamueHta ¢ MJIJI/MJIb, a Taxxke
KEHUIMHAM C MOATBEPKJIECHHBIM T'€TEPO3UTrOTHBIM HOCHUTENeM MyTaluu B reHe DMD, c¢ wensto
MpeJOTBpaIlleHHs TOBTOPHOTO poxaeHus pedenka c MI/I/M/Ib B cembe.

HeobxomumMo mpoBefeHHE MOJEKYISAPHO-TEHETHUECKONH TUArHOCTUKKA MaTrepsiM MAaIlUeHTOB H
cubcaM, B TOM YHCIIE KEHCKOTO T0JIa.

- Pexomennyercs Bcem mauuentam ¢ MJJI/MJIb mpoBoauTh BaKIMHAIMIO MPOTHB TpUMNA H
MTHEBMOKOKKA C [ENbI0 MPO(UIAKTHKH COOTBETCTBYIOIMMX nHbeknuit [39, 40, 129, 153].

YpoBeHb yoeauTenbHOCTH pekoMeHiaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KomMeHnrapuii: BakmuHanus npoBoautcs aetsm ¢ MJJ/MJIb cormacHo HanmonansHOMY
MIPUBUBOYHOMY KaJIeHIapro. BakuHamuio )KUBBIMH BaKIIMHAMH I€JI€CO00pa3HO 3aBEpIINTh O Haudaia
npreMa KOPTHKOCTEPOHIOB CUCTEMHOTO JelicTBus [1-3].
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- Pexomennmyercs Bcem mamuentam ¢ MJIJI/MJIB, He3aBUCHMO OT CTENEHU OO0E3IBUKCHHOCTH,
MPOBOJIUTH O0Y4YEHHE BCEM MepaM IMPEIOCTOPOKHOCTU C IENbI0 MPOPHIAKTHKY NaJCHUS U MEePEIOMOB
[39].

VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii — C (YpOBEHb IOCTOBEPHOCTH JIOKA3aTEIbLCTB — 5)

KommenTapuii: CHMKEHHME MHUHEPAIBHOW IIOTHOCTU KOCTEH SBIISIETCS YACTBIM IPOSIBICHUEM Y
nanuentoB ¢ M/IJ1. HeycroitunBocTs nipu X0460€, CIOKHOCTD TOJIEP)KAaHUSI PAaBHOBECHUS B PE3yJIbTaTe
MBIIIEYHOW C€Ja00CTH, B COUYETAHMH C OCTEOIOPO30M YIPOKAET Pa3BUTHUEM IIEPEIOMOB KOCTEM U
MO03BOHOYHUKA. [IpoBOIMTE 00yueHHEe MOKET KaK JIeHalHii Bpad-HEBPOJIOT, TaK U Bpad (PU3HYECKOU U
peabUINTAIIMOHHOW MEIUIIMHBI WITA Bpad, BBITTOJIHSIONIETO €r0 PYHKINIO (CIeIHUATICT 110 MEIUITMHCKOM
peadmIMTaK: Bpad 1o jJedeOHoi GU3KYIbTYpe U JIp).

5.2. lucnancepHoe HAOJII01eHUE

PerynsipHoe HaOmoneHue M 00cCiIeAOBAHME CIEUUANUCTAMU MYJIbTUAUCHMILIMHAPHON KOMaHJbI
SIBJISIETCSl BaYKHBIM acriekToM BBeneHus marueHToB ¢ MJIJI/M/IB. I'paduk obcnenoBanuii U mocemeHui
MPOQUIBHBIX CHEMATUCTOB MpeacTaBieH B [Ipunoxenuu A 3.4.

- Pexomenayercs Bcem mamumeHtam ¢ MJIJI/MJIB oOmumit  (KIMHUYECKHWI) aHAIU3 KPOBH
pa3BepHYTHIN (MCCIeTOBaHUE YPOBHS OOIIETO reMOTJIOONHA, SIPUTPOIIUTOB, JIEHKOIIMTOB, TPOMOOIIMTOB B
KpoBH, nudGepeHInpoBaHHBIN TOICYET JICUKOIUTOB (JIEWKoMTapHas (popmysa), OMpeeIeHIe CPEeTHETO
COJIEpXaHUS M CpeTHEH KOHIICHTPAIIUA TeMOTJIOONHA B SPUTPOIIMTAX, UCCIIEIOBAHNE CKOPOCTH OCETAHMS
SPUTPOLIMTOB) C LENbIO OIEHKHM OCHOBHBIX MMAapaMEeTPOB KPOBETBOPEHUS U HAJIUYMS BOCTIAJIUTEIBHBIX
mporeccos [119, 130].

YpoBeHs yoeauTenbHOCTH pekoMeHaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 4)

KommMmenrapuii: Hactora He pexe 1 paza B 6 mecsI1eB.

- PexoMmenmyercs mamueHTaM, ¢ YCTaHOBJIEHHBIM nuarHo3zom MJIJI/M/Ib, npu momo3peHnn Ha
HaJM4Yue JbIXaTeJIbHBIX HApYIIEHUH HCCIeOBAaHUE KHUCIOTHO-OCHOBHOTO COCTOSIHHS M Ta30B KPOBH C
LUEeNbI0 OICHKM CTENeHH KOMIICHCALIUM JIbIXaTeNbHbIX HAapYIIEHWH U ONpeAeieHHUs] TaKTHUKU
pecruparopHoii moauaepskku [154, 155].

VYpoBeHb yoeauTeabHOCTH pekoMeHaauii — C (YypoBEeHb T0OCTOBEPHOCTH JJOKA3aTEIbCTB — 4)

KomMMeHTapuu: u3MeHeHHs B KUCJIOTHO-IIEJIOYHOM PAaBHOBECUHU BO3HUKAIOT Ha JAJIEKO 3alIEAIINX
CTaJIUSAX JbIXaTeNbHOM HEeAOCTATOYHOCTH. JKenarenbHo JUIsi CBOEBPEMEHHON TUAarHOCTUKU HCIIOJIb30BATh
O6onee uMHGOPMATHUBHBIE HHCTPYMEHTAJIbHbIE METOJbl HCCIEAOBaHUS (KAIHOMETPUIO U JIp.).
JlekomnieHcalust JbIXaTeIbHbIX HAPYIIEHUH KOHCTATUPYETCS IPU HAJTHMYWY THIIEPKAITHUY U alli03a.

- Pexomennyercs Bcem marmientam ¢ M/IJI/M/Ib npuem (ocMOTp, KOHCY/IbTaIMsl) MEPBUYHBIA U
MOBTOPHBIA Bpada (U3MYECKON M peadMIMTAllMOHHONW MEIWIMHBI WM Bpaya, BBIMOIHSIIOIIETO €ro
byHKIMIO (CrienuanicTa Io MEIUIIMHCKOW peadmiuTanuu: Bpada 1o JiedeOHON (QU3KyIbType U 1Ip.) C
[EJIbI0 MOHUTOPHHTA COCTOSIHUS M TIPOBEICHHUS PEaOUIMTAIIMOHHBIX MEPPOIpHUsTHIA [2].

VYpoBeHb yoeauTeabHOCTH pekoMeHaaruii — C (YypoBEeHb TOCTOBEPHOCTH JJOKA3aTEIbCTB — 5)

Kommenrapumii: cMm. pazgen 4. "MenuuuHckas peaOumUTalMsl, METUIIMHCKUE TIOKa3aHUS U
MPOTUBOTIOKAa3aHUs K MPUMEHEHUIO METOJIOB peadmiuTanuun'.

- Pexomenpayercsa Bcem nmanuentam ¢ MJIJI/M/Ib no MomeHTa 3aBepiiieHne MOJIOBOTO CO3PEBAHUS U
3aBepIICHUS POCTa OI[EHKA pOCTa MalMeHTa (aHTPOMOMETPHUYECKHUE UCCIIEIOBAHUS) KaXKIble 6 MECSIIEB C
LEIBI0 MPO(QUIAKTHKHA Pa3BUTHS JAHHOTO COCTOSIHUSA [2, 77, 78]

YpoBeHb yOoeauTenbHOCTH pekoMeHaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 4)

KommenTapuii: OLIeHKY pocTa MOKET MPOBOJAMTH Bpau-HEBOJOT WJIM Bpay-NeAUATP, PETYISIPHO
HaOmoJaImue manueHTa. B kauecTBe 3aJepKKU pOCTa CleNyeT pacleHUBATh JIIOOON M3 CIEAYIOIINX
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MIPU3HAKOB: CKOPOCTh pocTa MeHee 4 CM/TOJ, MoKa3aTelb pocTta < 3-TO MPOUEHTHJIS, W3MEHEHHE B
HaNpaBJICHUU CBEPXY BHHU3 MPOLEHTHISA pocTa [79]. B ciaydae BBISBICHHS 33JC€pPKKH POCTa, MaIEHTa
CJIEyeT HAalIPaBUTh HAa KOHCYJIbTALIMIO Bpada-3H0KPHUHOJIOTa.

- Pexomennyercs Bcem naruentam ¢ MJIJI/M/JIB, HaunHas ¢ 9 neT, OmeHKa MOJIOBOTO CO3PEBaHUS
MaryeHTa Kaxaple 6 MECSIEB C IEIbI0 CBOCBPEMEHHOTO JIMATHOCTHPOBAHHSI OTCTABAHUS ITOJIOBOTO
paszButus [2, 76, 77] ¥ ¢ 1IeTbEO KOHTPOJIS JIAOOPATOPHBIX MOKa3arenei [ 75].

YposeHb yoeauTenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KoMMeHTapwmii: OIICHKY IIOJIOBOTO CO3PEBAHUS MOXKET IPOBOJIUTH BpPAvY-HEBPOJIOT WM Bpad-
neauaTp, peryisipHo HaOmogamue nanuenta. Oovem suuek < 4 cm3 B Bo3pacte 14 et u crapiie
ClIeyeT paclleHWBaTh KaK YETKUH MPU3HAK 3aJICPKKH MOJIOBOTO co3peBanus [79]. B ciydae BhIsSBICHHS
3a/IepKKU MOJIOBOTO CO3PEBaHUs, HEOOXOIUM MpreM (OCMOTpP, KOHCYIbTAIM) Bpaya-dHI0KPHUHOJIOTA.

- Pexomenpayercst mpuem (OCMOTp, KOHCY/IbTAIlMs) Bpauda-d>HAOKPUHOJOra/Bpaya — JETCKOTO
SHJOKPUHOJIOTA TEPBUYHBIA W TOBTOPHBIN (Mpu HEoOXoAMMOCTH) BceM manueHtam ¢ MIJI/MJIB ¢
[EJTbI0 CBOBPEMEHHOM JIMArHOCTHKU SHIOKPUHOJIOTUIECKUX HapyIeHui [ 2, 76-78].

YposeHs yoeauTenbHOCTH pekoMeHaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KomMenTapuu: yactota He MeHee | pa3a B 6 MecsIIeB.

- Pexomenayercs Bcem mammentam ¢ MJIJI/MJIb mpoBeneHue aHanmm3a KpOBH OMOXUMHYECKOTO
oOmIeTepaneBTUIECKOro (HMCCIeIOBaHUEe YpPOBHS 0O0Mmero Oelika, KpeaTWHWHA, MOYEBHHBI B KpPOBH,
OTpeJielicHue  aKTUBHOCTH  aJlaHWHAMUHOTpaHcdepasbl,  acmapTaTaMHHOTpaHc(depasbl, Tramma-
rIII0TaMUITpaHchepasbl B KPOBH) C LENBIO OIICHKH COCTOSIHUS TieueHH 1 movek [118-121, 130].

YpoBeHs yoeauTenbHOCTH pekoMeHaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KomMeHTapuii: Tak e, Npu HEOOXOTUMOCTH, MPOBOAAT HCCIEAOBAHUE YPOBHS TJIFOKO3BI
OmpyOrMHA CBS3aHHOTO (KOHBIOTHPOBAHHOTO), OMIMPYOMHA CBOOOTHOTO (HEKOHBIOTMPOBAHHOTO) B
KpOBH, OOIIEro KajbllUs, MOHU3UPOBAHHOTO KaJbIMs, HEOpraHumdeckoro (ocdopa B KpoBH C IIEIbIO
OIIEHKH KaJblineBo-(ochopHoro oomena. Yacrora — 1 paz B 12 mecsieB a1 XOAIYNX MAlMeHTOB, 1 pa3
B 6 Mecs1IeB JIs1 HEXOAAYMX NalueHToB. Yarie — no HeoOX0JMMOCTH.

- Pexomennyercs Bcem manmentam ¢ MJIJI/M/Ib uccnenoBanue ypoBHs 1,25-OH Butamuna /[ B
KPOBH C I[€JIbI0O MOHUTOPHUHIA U CBOEBPEMEHHOM KOPPEKIMHK IIpH HeoOxoumocTH [ 2, 58].

YpoBeHs yoeauTenbHOCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KommenTapwmii: exeromHo, yame — 1o HeoOxoaumocTH. I[Ipu BBISBICHUM HM3MEHEHHUS JIaHHBIX
MoKasareseil HeoOX0IMMO HAMpaBUThH MAIlMeHTa Ha KOHCYJIbTAIMIO Bpadya-3HIOKPUHOJIOTa U MIPOBOJIHUTH
COOTBECTBYIOILYIO MeIuKaMeHTO3HYylo Koppekuuto. [lanuentsr ¢ MAJI/M/Ib, ocoGeHHO mosyyaronue
Tepanu KOPTUKOCTEPOUIAMU CUCTEMHOTO JCWUCTBHUS, TOJDKHBI PETYISIPHO 00CIEI0BAThCA HA HAIMYHE
runokanpiuueMuu u nedunura BuramuHa Jl. Ha3nadenuwe mnpemapaToB rpynmnbl BUTaMuH D U ero
AQHAJIOTOB TaK)K€ MOJXKET NMPUMEHATHCS B MPOPUIAKTUYECKUX IENIX, B OCOOCHHOCTH B OCCHHE-3UMHHMA
MEPUOI.

- PexoMeHyeTcd BceM NalMeHTaM ¢ KIIMHUYECKUMU MPOSBICHUAMH CEpACYHOU HELOCTATOYHOCTH
(OTeKn/macTo3HOCTh MOJKOKHON JKHUPOBOM KIETUaTKH, OJBIINIKA, TaXUKapaus (HOCIETHsSSI — TOJBKO B
COYETAaHUH C JPYTUMU NEPEUUCICHHBIMU CUMIITOMAaMU), YBEIUYEHNE TEYEHN) UCCIIE0OBAHUS YPOBHS N-
TEPMUHAIBHOIO (parMeHTa HaTpuilyperuueckoro mnponentuaa mosrooro (NT-proBNP) B kposu c
LIEJIbIO CBOEBPEMEHHON JUArHOCTHKH CepACYHON HEI0CTaTOYHOCTH, MU depeHIINaTbHON JUArHOCTUKH C
OJIBIIIIKOM, BBI3BAHHOM PECHUPATOPHBIMHU HApYIICHUSMH, JUIS PELISHUs BOIPOCOB O CTAPTE/KOPPEKIHH
KapauoTporHoii Tepanuu [84, 131, 132].

VYpoBeHb yoeauTenbHoCTH pekoMmenaanuii — C (YpoBeHb JOCTOBEPHOCTH J10KAa3aTeNbCTB — 4)
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- Pexomenpayercst narmentam ¢ MJIZI/M/Ib ¢ mono3penreM Ha HapymeHHe GyHKIIUN MTOYEK OOLIHii
(KIIMHMYECKUI ) aHAJIM3 MOYH C LIEJIbI0 KOHTPOJIs (PyHKIUU 1moyeK [ 75].

Yposens yoeautenbHocTH pekomenaiuii — C (YpoBeHb T0CTOBEPHOCTH JI0KA3aTeIbCTB — 4)

KommenTtapun: 00beM UCCIIeTOBaHHA U TaTbHEHINAS TAKTUKA JHATHOCTHUKH ONPEACIISIOTCS BpauoM-
HEPPOIOTOM.

I/IHCprMeHTaJILHbIe HCCJICA0BAHUA

- Pexomenpayercs Bcem manuentam ¢ MJIJI/M/Ib perymnsipHas peructpamnus 3JIeKTpOKapIHOTpaMMbI
U TIPOBEJICHHUE SXOKaparorpad e ¢ IeIbI0 BRISBICHHUS HapyIIeHu paboTsl cepaia [6, 8, 39].

YpoBeHb yoeauTenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 4)

KommenTapun: He pexe 1 pa3a B roj, mpu BO3MOKHOCTH U HeoOxonumoctu Dxo-KI' Mmoxer ObITh
3aMEHEHO Ha MarHWTHO-PE30HAHCHYIO TOMOIrpaduio cepAlia U MarucTpajibHbIX cocyoB. [1o Ha3HaueHuto
Bpava-KapAMOJIOora J0JKHO TaKKe IPUMEHSATHCS XOTEPOBCKOE MOHUTOPHUPOBAHUE CEPJICYHOTO PUTMA.

- Pexomennmyercs Bcem mamumentam ¢ MJJI/MJIb, wuMenmMM TNpU3HAKKA ~ CEPACYHOM
HEJIOCTAaTOYHOCTH, KOTOPBIM BCIEJCTBHE Y3KOTO YIBTPAa3BYKOBOTO OKHA HEBO3MOXKHO TIPOBEJICHUE
TPAHCTOPAKAIBHOW HXOKapauorpaduu, TPOBEIEHWE MarHUTHO-PE30HAHCHOW ToMorpadum cepana u
MarucTpaJbHBIX COCYIOB C II€JhI0 MOHHTOPHMHTA U CBOEBPEMEHHOW KOPPEKIIMU MPOrPECCUPOBAHUS
cepaeuHoi HemocTatouHocTH [28, 83-93].

YposeHs yoeauTenbHOCTH pekoMeHaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 4)

- Pexomenpayercs Bcem marmumentam ¢ MIJI/MJIB, y kotopeix mo maHHbIM pyTuHHON OKI
BBISIBJICHBl HApyLIEHUS PUTMA W/WIM MPOBOJUMOCTH Ceplla, WIM UMEIOTCA KaloObl HA HEPUTMHUYHOE
cepaueOuenre, MpecHHKONaIbHbIC/CHHKOTIATBHBIE COCTOSIHHS, a Takke BceM mnanueHtam ¢ MJJI/M/Ib
crapmie 17 ner (mociemHUM — BHE 3aBUCHMOCTH OT Hamuyus »kanod wim usMeHenmit Ha OKI)
MIPOBEJICHHUE XOJITEPOBCKOTO MOHUTOPHPOBAHUS CEPACYHOTO pUTMA B TeueHue 24 4YacoB C IEJbIO
CBOEBPEMEHHOM JMAarHOCTHKH JaHHBIX cocTosHUi. [28, 83-93].

VYpoBeHb yoeauTeabHOCTH pekoMeHaaruii — C (YypoBEeHb I0CTOBEPHOCTH JJOKA3aTEIbCTB — 5)

- Pexomenmyercs Bcem mamueHtam ¢ MJJI/MJIb, wumeromuyM TNpU3HAKKH  BBIPAKEHHOTO
MUOKapauanbHOoro  gulpos3a, MpoBelAeHHWE MAarHUTHO-PE30HAHCHOM  ToMorpaduu  cepama C
KOHTPACTUPOBAHUEM C LEIbI0 CBOEBPEMEHHOW JMAarHOCTUKM W MOHHUTOPUHIA IPOTrPECCUPOBAHMUS
naHHOTO cocrostams [28, 83-93].

YpoBeHb yoeauTeabHOCTH pekoMeHaaruii — C (ypoBEeHb T0OCTOBEPHOCTH JJOKA3aTEIbCTB — 5)

- Pexomenpayercs mamuentam ¢ MJIJI/MJIb ¢ KIMHUYECKUMU CHUMIITOMaMH HapyIIEHUS OCAaHKU
MPOBEJICHUE pPEHTreHorpaduu IPyAHOTO U TMOSCHUYHOTO OTAeNa MO3BOHOYHUKA (MM KOMIbIOTEpHAs
ToMorpadusi MO3BOHOYHMKA (OJMH OTJEN)) C LEIbI0O MOHMTOPHHTA MPOTPEecCHpoBaHus nedopmaruii
[M03BOHOYHUKA U OLEHKH €€ CTENEHH, a TAKKE ONPEACSICHUS] BO3MOXHOCTH M CTEIIEHU XUPYPTHUECKOTO
BMeIaTeabCcTBa mpu Heodxoaumoctu [31, 126, 127, 128].

VYpoBeHb yoeauTeabHOCTH pekoMeHaaruii — C (YypoBEeHb T0OCTOBEPHOCTH JJOKA3aTEIbCTB — 3)

KoMMeHTapuu: Kak MpaBHIIO, CKOTMOTHYECKas Aedopmaiivs MO3BOHOYHUKA Yy TMAIlMEHTOB C
MIAZ/M/Ib mposBASIOTCS MOCIE€ TOro, KaK MallMeHT CTaHOBUTCS HeaMmOymaTtopHbeIM. MccienoBanue
MPOBOJUTCS MAlMEHTaM C HapylIeHWeM OCaHKU | pa3 B roj Mocie TOro, Kak MalWeHT CTAaHOBUTCS
HeaMOynaTOpHBIM U aajiee 1 pa3 B 6 Mec P MPOrpecCupOBaHUM CKOIHO3a.

- Pexomenayercs Bcem mamueHtam ¢ MJJI/M/Ib npoBeneHHe peHTT€HOJEHCUTOMETPUHU
MIOSICHUYHOTO OT/EJA IT0O3BOHOYHHUKA C LEIbI0 UCKIIIOUEHHS OCTEOIIOp03a U OIIPENEIICHUs €ro CTEIECHH, a

TaKKe TMPH MOJrOTOBKE K OPTOTEIHYECKOMY XHPYPruieckoMy BmemarenbeTBy [53, 19, 20, 39, 80, 81].
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YpoBeHb yoeauTenbHOCTH pekoMeH aaiuii — C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 4)
KoMMeHTapuu: mpoBoaUTCs IETSAM cTapiie 6 JIeT ¢ yacToTou 1 pas B rof.

- Pexomenmyercs  Bcem  mamumentam ¢ MJIJI/MJIB  mpoBemeHue — WCCIEIOBAaHUS
HECTIPOBOIIMPOBAHHBIX JIBIXaTEIbHBIX OOBEMOB M IOTOKOB, MPH HEOOXOJUMOCTH — HCCIECIOBAaHUE
IBIXaTeNbHBIX 00bEMOB C MPUMEHEHUEM JICKAPCTBEHHBIX MPENapaToB, MyITbCOKCUMETPHH, OTPEIeIeHUE
MapIuabHOTO  JABJICHUS KUCJIOPOJa B MSTKHX TKaHAX (OKCUMETpHUs), Ha4YWHAs C paHHEH
HeaMOyIaTOPHOM CTaH C LIETbI0 CBOEBPEMEHHOMN JAUAarHOCTHKH HapyIIeHUH GyHKiun apixanus [ 10-13,
39].

VYpoBeHb yoenuTenbHOCTH pekomeHaalui — C (YpOBEHb IOCTOBEPHOCTH JJOKA3aTEIbCTB — 3)

KommenTtapuu: omnpeneneHie GyHKIUNA BHEITHETO JBIXaHUS MPOBOIUTCS METOJIOM CITHPOMETPHH C
n3mMepeHreM Bcex ocHoBHBIX Tokasarenend (QKEJI, ®XEJI, O®B1, COC25-75, MOC25-75, I1OCssbin) 1
pa3 B rof, npu camxenuu nokasareneir @KEJI menee 60% — 1 pa3 B 6 mec.

- Pexomennyercs mpoBeneHHE ~ KapAHMOPECUPATOPHOTO  MOHHUTOpPUHTA  (JIMCTAaHIIMOHHOE
HaONIOZCHUE 3a MOKA3aTeNsIMH YacTOTHI CEPJCYHBIX COKpAIIEHWHW W TUCTAHIIMOHHOE HAOIIOZCHHE 3a
(GYHKIIMOHATBHBIMU TIOKA3aTENISIMM BHEIIHETO JbIXaHWs) B cTalMoHape BceMm mnarnueHtam ¢ MJI/MJIb
MpH  HAJIMYUM KaJl00, COOTBETCTBYIOIIMX THIIOKCEMHH (JIHEBHAs COHJIMBOCTH, TOJIOBHBIC OOJIH,
YTOMJIIEMOCTh, HOYHBIC KOIIMAaphbl, HEOOBICHUMOE CHI)KCHHE MACChl Tella TIPH aJeKBATHOM ITUTAHWH )
w/unu gaHHbeix o cHUkeHnu OXXEJI menee 50% w/wnu BBISBICHHHM CHIDKEHUS CaTypalldyd IO JTaHHBIM
HOYHOW MyJbCOKCHUMETpUH MeHee 94% C 1enbi0 BBISBICHUS CHUHIPOMa OOCTPYKTHBHOTO aIlHOD CHA,
BBISBJICHUS paHHEH JIbIXaTeIbHOM HEJOCTaTOYHOCTH U pEIICHHS BONpoca O MPUMCHCHHHH
BCIIOMOTATEJIbHBIX METOJIOB pecrnuparopHoit moaaepkku [19, 20, 39].

VYposens yoeaurenbHocTH pekomeraamnuii — C (YpoBeHb T0CTOBEPHOCTH T0KA3aTEILCTB — D)

KommenTtapun: 1 pa3 B 6 mec. [Ipu BO3MOXHOCTH TOKa3aHO MPUMEHEHHE KamHOTpaduu, Kak
Han0oJiee YyBCTBUTEIHHOTO METOJIa JMArHOCTHUKU PaHHEH IpIxaTeinbHOM HemoctaTtouHnocTtu [10-13, 39,
80, 81].

Hnnie MeToabl

- Pexomennayrotcs npu HaOJIFOIEHUU alFCHTOB C M//M]/1b MPUMEHSATH
MYJIbTUANCIUIUTAHAPHBIH MTOIXO0/T C IEJIbI0 KOPPEKIIMU TePAITUH U TUHAMUYECKOro MoHUTOpUHTa [95].

VYpoBeHb yoeauTeabHOCTH pekoMeHaaruii — C (YypoBEeHb T0CTOBEPHOCTH JJOKA3aTEIbCTB — 5)

KoMMeHTapuu: mokas3aHbl IEpBUYHBIE M TIOBTOPHbIE KOHCYJIbTAllMUW Bpada-reHETHKa, Bpaua-
HEBpOJIOra,  Bpaya-MyJIbMOHOJIOTA,  Bpaya-JAeTCKOTO  KapJauoJiora,  Bpaya-KapauoJyiora,  Bpaya-
racTpOd’HTEPOJIOra, Bpaya-IAeTCKOro JHIOKPHHOJIOTA, Bpaya-3HIOKPHHOJOra, Bpaya-TpaBMaToOJIOra-
opromena, Bpauya-AMeToJIora, Bpauda-IicMXuaTpa, Bpauya-lieauarpa/Bpaya oOIIell NpakTUKU (CeMeHHOro
Bpaua), Bpada-TepaneBTa, Bpauya-o(TanibMOJIOra, Bpada-aHaCTE3UOJI0ra-peaHuMaroiora, MEeIUIUHCKOTO
MCUX0JIora, Bpaya (u3nueckod M peaOMIUTAIMOHHOW MEIWIIMHBI WM Bpaya, BBIMOJHSIONIETO €ro
GyHKIMIO (CrenuanucTa 1Mo METUIIMHCKOW peadmiuTanuu: Bpadya Mo JiedyeOHol (usKyiabType U ap.),
Bpaya Mo NaJuIMaTUBHON MEIUIIMHCKOW MOMOIIH, a TAK)KE Bpadyell APYyrux CreuualbHOCTEN MallMeHTaM C
MJAZ/M/IB, uMeronum HapymeHus: pyHKIMI COOTBETCTBYIOIMX OpraHoB U cucteM. Taxoke HeoOXouma
pa3paboTka HHANBHAYAIHHOM MPOTrpaMMBbl JOTOMEANYECKON peaduIuTaIIH.

- Pexomenyercs mprem (OCMOTp, KOHCYJIbTAIIMsI) Bpada-HEBPOJIOTa MEPBUYHBII 1 MOBTOPHBIH (TIpu
HeoOxoauMocTH) BceM mamueHTam ¢ MJIJI/MJIb ¢ 1enpro OIeHKHM M HaONIOJCHHWS B JIMHAMHKE
HEBPOJIOTHYECKOTO CTaTyca, MOTOPHBIX (DYHKIINH, 00beMa IBMKCHUN M KOPPEKIUK Tepanuu [2].

YpoBeHb yoeauTenbHOCTH pekoMeHiaiuii — C (ypoBEHb JJOCTOBEPHOCTH JJOKA3aTEIbCTB — 5)

KomMMeHTapuii: yactora HaOmoAeHUs Uil aMOyJIaTOpHBIX MamueHToB 1 pa3 B 12 mecsnes, A
HeaMOyIaTOpHBIX MmanueHToB 1 pa3 B 6 mecsneB. OneHka MOTOPHBIX (DyHKIUN U oObeMa IBHIKEHUH
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MOXKET TaKKe IPOBOAUTHCA BpauoM (U3NYECKON M PeadMIUTALMOHHONW MEAMLMHBI MM BPadoM,
BBITMIOJIHAIONIMM €r0 (PyHKIMIO (CHeNMaIMCT MO MEIUIIMHCKOW peadwiInTalMu: Bpad IO JieueOHOM
¢buskynsType u ap.) (Ipunoxenus A3.3, A3.5, A3.6, I'1-I'7).

- Pexomengyercsi mpuem (OCMOTp, KOHCYJIbTalMs) Bpada (U3HUECKOH W peabHIMTAIIMOHHOU
MEIWIMHBI WM Bpaya, BBIMOJHSIOUIETO €ro (YHKIHUIO (CHEHaIUCT MO0 MEAWIUHCKONW PeaOHINTAIIUN:
Bpad 1o Jie4eOHON (U3KYIbTYpe W JIp.) NEPBUYHBIN M MOBTOPHBIA BceM mamuentam ¢ MJJI/M/Ib ¢
[EJIbI0 MAKCUMAIIBHOTO COXPAaHEHHS JBUTATENBbHBIX (DYHKIMA W NpOQMIAKTUKA KOHTPAKTYpP KPYITHBIX
cycraBos [2].

YposeHb yoeauTenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KommenTapwii: yactoTta He pexke 1 paza B 6 MecsIieB.

- Pexomenmyercs mpueM (OCMOTp, KOHCYJIbTAIlMs) Bpada-s>HAOKPHHOJOTa/Bpaya-IeTCKOTO
SHJOKPHUHOJIOTa TIEPBUYHBIA W TMOBTOPHBIA BceM manueHtam ¢ MJIJI/MJIb ¢ menbio cBOBpeMeHHOM
JMAarHOCTHKH SHAOKPHUHOJIOTHYECKUX HapyIIeHui [2, 76-78].

YposeHb yoeauTenbHOCTH pekoMeHaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 5)

KommenTtapun: wacrora 1 pasa B 12 Mecdues, dame B ClIy4ae BBISABICHHS 33JE€PKKU IOJOBOTO
Pa3BUTHSA, 3aJEPKKH POCTa, HAPYIIEHUS TOJIEPAHTHOCTH K TJIOKO3€, CaxapHOTo auadeTa, OKUpPEHUS,
cunapoma KymnHra, a Takke Jpyrux BO3MOKHBIX TTOOOYHBIX d(H(PEKTOB Tepamuu KOPTHKOCTEPOUIAMHU
CHUCTEMHOTO JNEHCTBUA C LEABIO IOMOJHUTEILHONH IUArHOCTHKH M HEOOXOOUMON MEIMKaMEHTO3HON
KOPPEKIUH.

- Pexomenpayercs mpueM (OCMOTp, KOHCYJIbTallMs) Bpada-TpaBMaTOJIOTa-OpToleqa MEPBUYHBIA U
MOBTOPHBIA (Mpu  HeoOXxoaumocTH) Bcem mamueHtaM ¢ MJJI/MJIb ¢ uensio  ompexneneHus
HEOOXOJMMOCTH U TAKTUKHU OTICPATUBHOIN KOPPEKIIMH OPTOIEIUICCKIX HapyeHu# [2].

YpoBeHs yoeauTenbHOCTH pekoMeHaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KomMeHTapuu: yactoTa — o nokasaHusm, HO He pexe 1 pa3za B 12 Mecsues.

- Pexomenpayercs mnpueM (OCMOTp, KOHCYNbTalusl) Bpada-racTpOIHTEpOJOra MEpBUYHBIA U
MOBTOPHBIN (Mpu HeoOxoaumocTr) BceM mareHtam ¢ MJIJI/M/Ib ¢ mnenbro KOHTpOJIs Beca IMalHueHTa,
BBISIBJICHHUSI CHMIITOMOB JAuc(aruu, Haau4Ms HapylIeHUs CTyjda (3amopoB), racTpol3odareanbHOro
pedurokca, mobo4HbIX 3(PpPEeKTOB mpremMa KOPTUKOCTEPOHUIOB cUCTEMHOrO aeicTBUs co ctoponbl KKT u
UX TOCIIEAYIONIeH METUKAMEHTO3HOU KoppeKIiuu [2].

VYpoBeHb yoeauTeabHOCTH pekoMeHaaruii — C (YypoBEeHb T0OCTOBEPHOCTH JJOKA3aTEIbCTB — 5)

KoMMeHTapuu: yacToTa — 1o nmoKa3aHHsIM.

- Pexomennyercs BCEM nanueHTam c MJ/M/1b MPOBEJICHHUE HCCIIEJOBAaHUA
HECIIPOBOIIMPOBAHHBIX JIBIXaTECIbHBIX OOBEMOB M IIOTOKOB, MpPU HEOOXOJMMOCTH — HCCIICIOBAaHHE
JIBIXaTeJIbHBIX 00BEMOB C MPUMEHEHHEM JIEKAPCTBEHHBIX MPENapaToB, MyJIbCOKCUMETPUH, ONPEICICHHE
MapIyajibHOTO JIaBJICHHUS KHCIOpPOJa B MATKHMX TKaHAX (OKCUMETpHs), HauyuWHas C paHHEH
HeaMOyIaTOPHOM CTaJuM C LIEIbI0 CBOEBPEMEHHOMN AUAarHOCTUKM HapylleHuH QpyHkiuu apixanus [ 10-13,
39].

VYpoBeHb yoeauTeabHOCTH pekoMeHaaruii — C (YpoBEeHb T0OCTOBEPHOCTH JJOKA3aTEIbCTB — 4)

KoMMeHTapuu: mpoBeneHUE CHUPOMETPUU s OIEHKH (YHKIMM BHEIIHEro JAbIXaHUA C
n3MepeHueM Bcex ocHOBHBIX mokasareneit (OKEJI, ®XKEJI, O®B1, COC25-75, MOC25-75, ITIOCssbin)
gactoTa — He pexxe 1 pasa B 6 MecsaueB. B amOynatopHoil ctamuu 3a0onieBaHusl CIEAyeT MPOBOIHTH
oOyueHue MAlMEeHTOB MPOBEACHHUIO crupoMeTpuu. [lamueHTtaMm crienyeT peKOMEHIIOBaTh MMETh JI0Ma
MYJIbCOKCUMETP JJIsl PETYIISIPHOTO U3MEPEHUS CaTypaluu.

- Pexomennyercs Bcem naruentam ¢ MJIZI/M/1b npoBenenue kanHorpaduu Bo Bpemsi CHa, HaUMHAs
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C paHHEH aMOynaTOpHOW CTaquM, C LEJIBI0 BBISBICHUS OOCTPYKTMBHOIO arHO® CHA WIH JPYrHX
NPU3HAKOB HAapyIIEeHUs JbIXaHus Bo cHe [14, 39].
YpoBeHb yoeauTenbHOCTH pekoMeHaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 4)
KomMeHTapuu: NaHHBIA METOJ OCOOCHHO PEKOMEHIYETCSl MPOBOJMUTH MAIMEHTaM C M30BITOYHBIM
BECOM, MOJIYYaIOIIUM KOPTUKOCTEPOUIBI CHCTEMHOTO JICHCTBHSL.

- Pexomenayercs mpuem (0CMOTp, KOHCY/IbTAIMs) Bpadya-MyJIbMOHOJIOTa IEPBUYHBIN U MIOBTOPHBIHN
(mpu HeoOxoquMocTH) BeceM nanuentaM ¢ MJIJI/MJIb ¢ menpio TuarHoCTHKN, MOHUTOPUHTA COCTOSTHUS U
KOPPEKIIUH CUMIITOMOB JIbIXaTe/IbHOM He0CTaTouHOCTH [156].

YpoBeHb yoeauTenbHOCTH pekoMeHaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KommenTapun: Ha MOMEHT TOCTAaHOBKM JWarHo3a W Jajieeé HauyuHas B TO37HEH amOymatopHOI
ctaauu — 1 pa3 B roj, HauMHas C paHHEH HeamOymatopHO# cramuu — 1 pa3 B 6 MecsieB, yamie — 1o
MMOKa3aHHUSM.

- Pexomenmyercst mpuem (0OCMOTp, KOHCYJIBTAIMs) Bpada-KapAnoJiora/Bpada-IeTcKoro Kapauosora
TIEPBUYHBIN U MMOBTOPHBIN (HE pexe | pa3a B roa) BceM narpeHTam ¢ MJIJI/M/Ib ¢ nienpio TuarHoCTukw,
MOHHUTOPHHTA COCTOSHHS M KOPPEKIIMU MATOJIOTHH CEPACUHO-COCYANCTOM cuctemsr [8, 31, 39].

YpoBeHb yOoeauTenbHOCTH pekoMeHaaIui — C (YpOBEHb IOCTOBEPHOCTH JJOKA3aTeIbCTB — 4)

KommeHTapun: dacTtoTa — Ha MOMEHT IIOCTaBKM JWarHo3a W jaiee He pexe | paza B TOJ.
Habmonenue Moxxker ObITh 0o0Jiee YacThIM MO Mepe MPOrpeccupoBaHUs OOJIE3HU U Pa3BUTHUS CEPACUHO-
cocymucToil martosorun. Takke Bcem mnarueHtam ¢ MJI/I/MJIb mepen miiaHOBBIM ONEpaTHBHBIM
BMEIIIATEICTBOM HEOOXOIMMa KOHCYIbTAIHsI Bpada-KapAnoJIora/Bpada-IeTCKOTO KapAnoJora, a TakKe
PETUCTpAIHS 3IEKTPOKAPANOTPAMMBI U TIpoBeIeHHe dXoKapanorpaduu [ 31, 39].

- Pexomenpayercst Bcem marmmentam ¢ MJIJI/MJIb perynsipHast peructparius 3JIeKTpOKapAHOTPAMMBI
U TIPOBEICHHUE SXOKapauorpad e [T BBISIBICHUS HapyIIeHUi paboTh cepana [6, 8, 39].

YpoBeHb yoeauTenbHOCTH pekoMeHaaiuii — C (ypoBEHb JOCTOBEPHOCTH JI0KA3aTEIbCTB — 4)

KommenTapun: He pexe 1 pasza B rof, mpu BO3MOKHOCTH 1 HeoOxoaumoctu DXO-KI' moxeT ObITh
3aMEHEHO Ha MarHUTHO-PE30HAHCHYIO TOMOIrpaduio cepAlia U MarucTpaabHbIX cocynoB. [1o Ha3HaueHuIO
Bpava-KapAHOJIora J0JDKHO TaKKe MIPUMEHSATHCS XOJITEPOBCKOE MOHUTOPHPOBAHUE CEPACYHOTO PUTMA.

- PexomenioBaHo mnpueM (TeCTUPOBAHUE, KOHCYAbTAIUS) MEIUIIMHCKOTO MICUXO0JI0Tra MEePBUYHBIN U
MOBTOPHBIA BceM manueHTam ¢ MJIJI/MJIb ¢ 1ienpio peryyisipHOro CKpHUHHHTA MCHXO03MOIIMOHAIBLHOTO
COCTOSIHUSI MAI[MEHTa U JIUI], OCYHIECTBIISIOIIUX YXOJ, OCYIIECTBICHUS WHAWBHUIYaIbHOM, TPYMIOBOM,
ceMeliHoi rcuxooruueckoi momornu [40, 151, 152].

VYpoBeHb yoeauTeabHOCTH pekoMeHaaruii — C (ypOBEeHb IOCTOBEPHOCTH JJOKA3aTEIbCTB — 5)

KoMMeHTapuu: yacToTa — 1o MmoKa3aHHsIM.

- PexoMmennoBano mpuem (OCMOTpP, KOHCYNIbTallMs) Bpaya-TICUXUATPa MEPBUYHBIM U MOBTOPHBIN
BceM mnamuentaMm ¢ MJJI/MJIb B ciydae pa3BUTHS/MONO3PEHHUS HA TMOSBJICHHE TOBEICHYECKHX
AMOIHOHATBHBIX PACCTPOWCTR C IEIbI0 THATHOCTUKH U HasHaueHus Teparuu [40, 151, 152].

VYpoBeHb yOoeauTeabHOCTH pekoMeHaalui — C (YpOBEHb TIOCTOBEPHOCTH JJOKA3aTEIbCTB — 5)

KommenTapun: yactoTa — 1o nNoKazaHHsIM.

- PexomennoBano BceM manuentam ¢ MJIJI/MJIb 006si3aTeNnbHO €XKEroAHO MPOBEICHUE PEHTICHO-
JIEHCUTOMETPUU C LIEJIBI0 CBOEBPEMEHHON KOPPEKLMH IOJIYy4aeMOTO JICUEHHS IO MTOBOJY OCTEONECHUU U
ocreornopo3sa [20, 39].

YpoBeHb yoeautenbHOCTH pekoMeHaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 4)

KommenTapuu: CHM)XKEHHE MUHEPAJIbHOW IJIOTHOCTH KOCTEHM SBISIETCS YacTbiM CHMITOMOM Y
narueHToB ¢ MJIJI/MJIb. HeycToiunBOCTH Tpu XOJb0€, CIOXKHOCTH MOJJCpKAaHUS PABHOBECHS B
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pe3yJbTaTe MBIIIEYHON €1a00CTH, B COYETAHUU C OCTEOIOPO30M YIPOXKAET PA3BUTHEM IEPEIOMOB
KocTell u TOo3BOHKOB. Bce mammentsr ¢ MJIJI/MJIB, He3aBHUCHMO OT CTENEHU OO0E3ABHXKCHHOCTH
(HampuMep, HyKIAIOIIUECs B Kpeciie-KaTaike) MOHKHBI ObITh 00y4eHBI BCEM MepaM MPEeA0CTOPOKHOCTH
Ui TMPOQHMIAKTAKA TMAJeHUS ¥ TIEePEJIOMOB B OBITY TAIMEHTHI W YICHBI CEMBbH JIOJDKHBI OBITh
WH()OPMHUPOBAHBI O BCEX MOCICACTBUSX HEAJICKBATHOTO OTHOIIICHHUS K MTPOOJIEMEe 0CTEOTIOPO3a.

- PexomeH0BaHO mpueM (OCMOTp, KOHCIY/IbTALlMsI) Bpada-AWETOJIora NEPBUYHBIN U TOBTOPHBIM
BceM narmentam ¢ M/IJI/M/IB ¢ ternbio KOppeKIuy MUTaHus 1 Ha3HA4YeHHs JUeThl [2].
VpoBeHb yoeautensHoCTH pekoMeHaanuii — C (ypoBeHb JOCTOBEPHOCTH JI0Ka3aTEIbCTB — 5)

- Pexomennyercst Bcem naruentam ¢ MJIJI/M/Ib nepen rniaHOBBIM OmepaTHBHBIM BMEIIATEILCTBOM
npueM (OCMOTp, KOHCYJIbTalusl) NEpPBUYHBI M TMOBTOPHBIM (MpH HEOOXOAMMOCTH) Bpadya-
KapAMOoJora/Bpada-JAeTCKOro Kap/auoJiora, a TaKKe PerucTpanus JEeKTpPOKapAUOTpaMMbl U MPOBEICHUE
sxoKapauorpaguu C LEeNbI0  ONPENENIEHUS BO3MOJXKHBIX IPOTHBOINOKA3aHUNW K ONEPaTUBHOMY
BMeIiarenbeTBy [39].

YposeHb yoeauTenbHOCTH pekoMeHaaiuii — C (ypoBEHb JOCTOBEPHOCTH JOKA3aTEIbCTB — 5)

KomMmeHnTapuu: yactora — He pexe 1 pa3 B 12 mecsiieB A1 HeaMOyJIaTOPHbBIX MAIMEHTOB, Yallle Ipu
HEO0OXO0IUMOCTH.

- PexomenoBano mpuem (0OCMOTp, KOHCYJIbTAIINS ) Bpayda 10 MaUTHATHBHON MEAUITMHCKON TTOMOIIN
MEPBUYHBIA U TIOBTOPHBIN (IIpH HEOOXOAMMOCTH), a TaKKe HHBIX CIEHUATMCTOB M3 MEIUIMHCKOU
OpraHW3aliil WM €€ CTPYKTYPHOTO TIOJpPA3JICICHHs, OKAa3bIBAIONIUX  CHCIHATU3UPOBAHHYIO
MAJUTHATUBHYI0 MEIUITMHCKYI0O TIOMOINb (MPY HAIMYMM TOKa3aHuii), BceM marueHtam ¢ MIJI/MJIb ¢
IIEJIBIO OTIpeieieHrsT 00beMa HeOOX0IMMOM mayutnaTuBHOM momoru [133, 134].

YposeHs yoeauTenbHOCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH JI0KA3aTEIbCTB — 4)

6. Opranuszanus oka3aHus MeIMIUHCKOH MOMOLIU

IToxa3zanusn AJIA MJIAHOBOM rocrmrajm3allmia B MECJIMIUHCKYIO OpraHu3aluio
[76]:

- IPOBCIACHUC I[PI(b(bCpCHI.[H&J'II:HOﬁ JUAarioCTUKM MW YCTAHOBJICHHUA OKOHYATCJIBHOI'O AJHAarHo3sa,
JICUCHHA, Tpe6y}omne KpYrjIoCyTOYHOT'O MCAUIIMHCKOTI'O Ha6J'IIOI[eHI/I5I.

- HOI[60p ONTUMAJIBHOT'O PEXKKMMA U 103bl KOPTHUKOCTEPOUAOB CUCTEMHOI'O HeﬁCTBHH

- HO,Z[60p CHCI.[H(I)H‘ICCKOIZ TEepalru B 3aBUCUMOCTHU OT BHa MyTalluU

- HNPOBCACHUC XUPYPIUUYCCKUX BMCHIATCIIBLCTB II0 KOPPCKOHUU CKOJNO3a4, ,I[e(bOpMaI_[I/II/I CTOIIBbI,
OoIepalu Ha aXUJIJIOBOM CYXOKHJINH,

- JICUCHHUC OCTCOIIOPO3a

- YCTAaHOBKA raCTpOCTOMBI

- COCTOsHHC, Tpe6yfomee AKTUBHOI'O JICYCHHUA W KPYIJIOCYTOYHOI'0O MCEAUIUHCKOI'O Ha6J'II-O,I[eHI/I$I
(HapaCTanma;I AbIXaTCJIbHAA HEAOCTATOYHOCTDb, HAPYHICHUS PUTMA cepzlua);

- COCTOAHHC, Tpe6y10mee MPOBCACHUA BICOKOTCXHOJIOT'MYHBIX METOJOB JICUCHUA U pea6I/IJ'II/ITaI_II/II/I;

- HeO6XO,[[I/IMOCTB MPOBCACHUA PA3JIMYHBIX BUAOB 3KCIICPTU3 WA O6CJ'ICI[OB8.HI/I$I B MEIUIIMHCKOMN
opranu3any I1Ipu HEBO3MOXHOCTU TIIPOBCACHUA UX B aM6y.]'IaTOpHBIX yCJIO0BUAX, Tpe6y10H_lI/IX
JAUHaAMHUYCCKOI'O Ha6JHOI[eHI/IH
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IToka3zanusa JJIA 3KCTpeHHOﬁ roCrmura/ju3aiimu B MEIMIMUHCKYI0O OpPraHU3alnio
[75]:

- ocTpbie 3a00s1eBaHusl, 000CTPEHUsSI XPOHHUUYCCKUX OOJIC3HEH, OTPABICHUS U TPaBMbI, COCTOSHHS,
TpeOylolue WHTCHCHBHOW TEpanmuu M MEepeBOfia B PEaHMMAIOHHBIC OT/CJICHHS WM OTICICHUS
MHTCHCHBHOW TEpaluM, a TaKkKe KPYIJIOCYTOYHOTO MEIUIMHCKOTO HAOMIOCHUA | IPOBEICHHS
CIICIUATIbHBIX BHJIOB 0OCICIOBAHUS U JICUCHHSI.

- CEpbE3HBIC OCIIOKHEHHUS CO CTOPOHBI CEPACYHO-COCYIMCTOM CHCTEMbI — KapauT, ceplacyHas
HEJIOCTATOYHOCTh, APUTMUS

- Cepbe3HBIC OCIIOKHEHUS CO CTOPOHBI PECIUPATOPHON CHUCTPEMbl — TsDKETas ITHEBMOHHUS,
acruparys, AbIXaTebHasi HeJIOCTAaTOYHOCTh 2-3 CTeNeHH

- TIEpPEJIOMBI KOCTEN

- HAQJINOYCYHHMKOBAs HEJOCTATOYHOCTh Yy TMAI[MEHTOB, MPUHUMAIOIIUX KOPTHKOCTEPOHIBI
CHCTEMHOTO JISHCTBUS, Ha (POHE JTMXOPAIKH, PBOTHI, MCUXOJOTMYECKOTO CTPECCa MM XUPYPTHUYECKOTO
BMeIaTeabcTa [2]

IMoka3zanus K BLINUCKE MANIMEHTAa W3 MEeIUIMHCKOH opranu3amnum [76]:

- OTCYTCTBHE YIpO3bl )KU3HU ITallUEHTA;

- OTCYTCTBHUE yIPO3bI Pa3BUTHS OCIOKHEHHUM, TPEOYIOITUX HEOTIOKHOTO JICUCHUS;

- cTabuiIn3anusi COCTOSIHUS M OCHOBHBIX KIMHHMKO-JIA0OPaTOPHBIX IMOKazaTeie MaToJOrH4ecKoro
poliecca o OCHOBHOMY 3a00JI€BAHUIO;

- OTCYTCTBHE HEOOXOIUMOCTH B IOCTOSTHHOM BpauyeOHOM M KPYIJIOCYTOYHOM MEAUIUHCKOM
HaOJIIOCHUH TI0 OCHOBHOMY 3a00JIEBaHHIO;

- HeoOXOAMMOCTHU MEpeBOjJa MAaIHEeHTa B JPYryl0 MEIUIMHCKYIO OPraHM3alUI0 WU YUpexJAeHue
conuanbHoro obecrneucHus [2].

7. JononHuTeabHast uH(popManus (B TOM 4yuciae GakTopbl, BIAUAIOIINE HA UCXO/
3a00J1eBAHUS UJIM COCTOSIHHA)

Pannsas JUAardHoCTHKa MI[I[ N Ha3HAUYCHUC TEpallMy IIO3BOJIACT YIYUYIIWUTH IMPOTrHO3 U 3aMCIAJIUTH

nporpeccupoBanue 3a0oyeBanus. B HEKOTOPBIX CTpaHax paccMaTpuBaeTcs Bompoc o BkmoueHun M/1JI B
MIPOrpaMMbl MAaCCOBOTO CKPUHUHTA HOBOPOXKICHHBIX.

Kpurepuu oueHku KayecTBa MeIMUUHCKOU MOMOLIHU

N Kpurepun kauecta Ouenka
BBITIOJTHEHUS
KpUTepus
1 [IpoBeneHo onpeaeneHne aKTUBHOCTH KPEaTUHKUHA3BI KPOBH. Ha/ner
[IpoBeneHO MOJNEKYISIPHO-TEHETUYECKOE HCCIEJOBAHUE B T'€HE
2 Ja/uer
DMD.
3 IIpoBenen mpuem  (OCMOTpP, KOHCYJIbTAlMs)  Bpada-HEBpPOJIOTA Ta/ser
[IEPBUYHBIN.
4 [IpoBenenst mpueM  (OCMOTpP, KOHCYJAbTallMs)  Bpaya-T€HETUKA Ta/uer
IIEPBUYHBIM.
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[TpoBeneHo Ha3HAa4YeHHE TEPANMHU IperapaToM HIPEIHU30IOH** B m03e
0,75 wMr/Kr/CyTKM TEpOpalbHO TOCHEe 3aBepUIeHUs (HOPMHUPOBAHUS
JIBUTATEIbHBIX HABBIKOB, HO JI0 HayaJla yracaHus MOTOPHBIX (DYHKIIHA
(Ha craguu 1aTo).

Ja/uer

[IpoBeneHo  Ha3HAYeHHWE JIEKAPCTBEHHOIO  Ipenapara  aTaiaypeH
amMOymaropHbiM narerTaM ¢ MJIJl crapmie 2-x JieT, y KOTOPBIX
MOJIEKYJIIPHO-TEHETUYECKOE  HMCCIIEIOBAHME  BBISBWIO  HOHCEHC-
MYTaLHIO.

Ja/uer

[IpoBenen npuem (OCMOTp, KOHCY/IbTAIUsl) Bpauda-Kapauojora/Bpaya-

N o a/Her
JIETCKOTO KapIMoJiora MEpBUYHBIA U TOBTOPHBIN (HE pexe 1 pa3a B ron). A

[IpoBenen mpuem (ocMOTp, KOHCYJIbTallMs) Bpaya-MyJIbMOHOJIOTA

. Ha/uer
TICPBHUYHBIN.

[Ipumeuanue.
Hymepanus nyHKTOB JaHa B COOTBETCTBUHU C O(PUIIMATBHBIM TEKCTOM JIOKYMEHTA.

[IpoBenensl mpuem (OCMOTp, KOHCYJIbTallMs) Bpaya (QHU3NYECKOH U
peabuIUTallMOHHOM MEIMIMHBI WM Bpaya, BBIMOJIHSIONIETO €ro
¢byHKIMIO (CHenuanucTa MO0 MEIUIMHCKOM peadmiuTanuu: Bpada Io
ne4eOHOM PU3KYIBTYpE U JIp.) NEPBUYHBIH.

10 Ja/uer

[TpoBenenst pueM (ocMoTD, KOHCYJTbTaITNS ) Bpaya-

11 .
SHI0KPUHOJIOTa/Bpavya-IeTCKOT0 3HIOKPHUHOJIOTa IEPBUYHBIH.

Jla/aet

[IpoBeneHn maTpoHa)k BBIC3THON MATPOHAKHOW OpHTamoON OTIEICHUS
12 BBIC3THOM TATPOHAKHOM MAJITHATUBHON MEAMIIMHCKOMN MTOMOIIHN JIETSIM- Jla/aet
MalUeHTaM, HY)KIAIOIIUMCS B MAJUTHATHBHOW MEAUIIMHCKOM TTOMOIITH
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[Tpunoxxenue Al
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accoranuu 1o wusydeHuto merona Mmmzapoa ASAMI Poccus, wieH BCEpOCCHIICKOTO 0O0IIecTBa
TPaBMAaTOJIOTrOB-OPTONEIOB.

25. CakbaeBa ['ynpxan EpskaHoBHa — 3aBemylomias oTaeleHHUEM JeTckor HeBposorun DPI'BY
HenTtpanbuoit Knuanveckout boabauner Y AIT PO.

26. Canero Enena IOppeBHa — Bpay-HEBpOJIOT, HAYAJIBHUK OT/ENIa MAJUIMATUBHOW MEIUIIMHCKOMN
oMoty aetsm 'AY3 CO "OAKB", r. ExatepunOypr.

27. CenumzsinoBa Jlunmusa PobepToBHa — K.M.H., Benymuid HaydHblid coTpyaauk HUU nenuatpuu u
oxpanbl 31m0poBbsi gereil LIKb PAH MunoOpHayku, noueHT Kadenpbl MeauaTpud U JAETCKOM
pesmatosiorun ®I'AOY "llepsriit MIMY um. U.M. CeuenoBa" MunsnpaBa Poccun (CeueHoBckuit
VYuusepcurer), wien Corosa [lenuatpos Poccun.

28. CrenmanoB AHIpell AsekceeBUY — J.M.H., Ipodeccop, IJIaBHBIA JETCKUH BHEIITATHBIH
cnenuanuct YII P®, 3am. rnas. Bpaya no neguarpun @I'BY llentpansHoit Knuaudeckoin boabHULIBI
YIII PO

29. Cy606otun mutpuit Muxaitnosuu — Bpad-renetuk ®I'BHY "Menanko-reHeTnueckuii Hay4aHbIi
ueHTp um. akagemuka H.I1. boukoBa", wien Acconmanuyu METUIUHCKUX T€HETUKOB.

30. CycnoB Bacwnuii MuxaiimoBuu — K.M.H., JouUeHT Kadenpsl peabumuronorun OII n AIIO
®I'bOY BO Cankr-llerepOyprckuii rocyaapcTBEHHBIM MEAUATPUYECKUNA MEIUIUHCKUNA YHUBEPCUTET
Munsapasa Poccuun

31. To3musn Enena BacunbeBHa — K.M.H., Bpau-gerckuili »HpokpusHonor, OCII Hayuno-
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UCCIIEI0BATENIbCKUM KIMHU4Yeckui nHCTUTYT nequarpuu uM. FO.E. Benptumesa ®I'AOY BO "PHUMY
M. H.1. [INPOTI'OBA" M3 P®

32. ®exnncroB Jmutpuii AnexcanapoBud — Bpad-TpaBmarosor-oprones, "HUKUW neauatpuun um.
akagemuka O.E. Benprumena" ®I'60Y BO "PHUMY um. H.U. Iluporosa" M3 PD

33. IlaxoBckas Hanexxna VBaHOBHa — K.M.H., 3aMECTUTEJIb IJIAaBHOTO Bpaya MO MEAMIIMHCKOMN
yactd, locymapcTBeHHOe OIO/DKETHOE YupekJIeHue 3ApaBooxpaHeHus MockoBckoil —oOmactu
[IcuxoneBposiornyeckass OonpHHIA A0 Jered ¢ nopaxenueM [HC ¢ HapylieHueM MCUXUKH,
3aciyXeHHbIH paboTHUK 3apaBoxpaHeHuss MO.

34. Wpenep Exarepuna BmamumupoBHa — Bpad-nmerckuit sHpokpuHosior GI'BY llenrpansHoit
knuHu4eckon 6ompHUIB Y/ [Ipesunenra PO.

ABTOpPBI NOJATBEP)KIAIOT OTCYTCTBHE (PMHAHCOBOM MOIJIEPKKU/KOH(INKTA HMHTEPECOB, KOTOPBII
HE00X0IMMO 0OHApPOI0BATh.

[Tpunoxxenne A2
MeTtonoJiorusi pa3padoTku KIMHUYECKHX PeKOMEH AU

HaCTOSIHH/Ie peKOMeHJIaHI/II/I HpeI[HaSHa‘—IeHI)I JJIA HpI/IMeHeHI/ISI MCOAUIITNHCKUMHA OpFaHI/ISaHI/ISIMI/I nu
YUpPEXKJIEHUSAMU  (pelepaabHbIX, TEPPUTOPUAIBHBIX U  MYHHUIMIAIbHBIX OPraHOB  YIPaBJICHUS
3IpaBOOXpPAaHEHUEM, CHCTEM OO0S3aTEIBHOTO W JOOPOBOJIBHOTO MEAMIIMHCKOTO CTPaxOBaHUS, APYTUMU
MEIUIIMHCKUMH  OpPraHU3allUsIMH  Pa3IMYHBIX  OPraHU3allMOHHO-TIPABOBBIX (OPM  JEATEITHHOCTH,
HaMpaBJIEHHOW HAa OKa3aHUE MEIUIIMHCKOW MOMOIIIH.

LeneBasi aynuTopusi JAHHBIX KIMHUYECKUX PEKOMeEHIaLMIi:

. Bpaun-nenuarper;

. Bpauu-neBponoru;

. Bpauu-reneruku;

. Bpauu o0mieli BpaueOHOM NMPAKTUKU (CEMEHHBIC BpayH);
. Bpaun-tepaneBTsl;

. Bpaun — naGopaTopHble TeHEeTUKH;

. Bpaun-kapauonoru;

. Bpaun — nerckue kapanonory;

. Bpaun no naninatuBHON MEAUIIMHCKON TTOMOIIIN;
. Bpaun-sugokpunosory;

. Bpaun-pentrenomnoru;

. Bpaun QpyHKIIMOHATBHOM TUAarHOCTUKY;

. Bpaun-nyneMoHomoru;

. Bpaun-ractposnreposory;

. Bpaun — TpaBMaToioru-opTomne s,

. Bpaun-odransmornoru;

. Bpaun-otTopuHonapuHronoru;

. MeaMIIMHCKHE TICUXOJIOTH;

. Ctynentsl MmeaumHCKux BY308B;

. OGyyaromuecs: B OpJIUHATYpE.

OO0 I DNk~ WN —

DO M = = = e e e e e
SOOI DN HANWN—=O
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Tabamuna 1. llkaJja oeHKH ypOBHeH 10CTOBEPHOCTH Aoka3areabeTB (Y ) nost
METOA0B IMATHOCTUKH (IMAarHOCTHYECKUX BMEIIATEIbCTB)

Y PacumdpoBka

1 Cucrematudeckue 0030pbI HUCCIICIOBAHHIA C KOHTPOJEM pPePEepeHCHBIM METOJIOM WA
CHCTEMaTHYECKHI 0030p paHAOMU3NPOBAHHBIX KIMHHYECKUX HUCCIIEOBAaHUI C MPUMEHEHUEM
MeTaaHaIu3a

2 OTnenbHBIE UCCIENOBAaHMS C KOHTPOJEM pedepeHCHBIM METOJOM WM  OT/ACIbHBIC

paHIOMHU3UPOBAHHbIE  KJIWHUYECKHE  MCCIEAOBAaHUS M CHUCTEMaTHYecKue  0030pbl
HCCIIEIOBAaHUN JI000ro Ju3aiiHa, 3a MCKIIIOUEHUEM PaHJOMU3MPOBAHHBIX KIMHUYECKUX
HCCIIEI0OBAaHUH, C IPUMEHEHUEM METAaaHAIN3a

3 UccnenoBanuss 0e3  MOCIENOBATEIBHOIO  KOHTPOJIS  PEPEPEeHCHBIM  METOJIOM  WJIHU
HCCIIEIOBaHUS C pe()epeHCHBIM METOJIOM, HE SIBIISIOIIMMCS HE3aBUCUMBIM OT HCCIIEIYeMOTO
METO/1a WM HEPaHAOMHU3UPOBAHHbBIE CPABHUTEIbHbBIE UCCIEJOBAHMS, B TOM YHCIIE KOTOPTHBIE
HCCIIeI0OBaHUs

4 HeCpaBHI/ITeJ'IBHble HCCIICO0BaHMs, OITMCAHNUE KIIMHUYCCKOTO CiIydasd

HmeeTcs muins 000CHOBaHHE MEXaHH3Ma )Iel\/’ICTBI/ISI HJIM MHCHHUEC SKCIICPTOB

Taoauna 2. llIkana oueHKN YPOBHEH 10CTOBEPHOCTH AoKa3zareabeTB (Y1) mias
METOA0B MNPOPWIAKTUKH, JedeHHuss M peadunurauud (MpoPpuaIakTHUYECKHX,
Jie4eOHbIX, peaduINTAMOHHBIX BMEIIATEIbCTB)

Y1 Pacmudposka
1 Cucrematnueckuii 0030p PKU ¢ npumeHeHnemM MeTaaHanmsa
2 Otnenpabie PKUM m cucremarnueckne 0030pbl  HCCIEOBaHWUN JI0OOTO Ju3aiiHa, 3a

uckimouennem PKU, ¢ npumenennem meraanannsa

HepaHI[OMI/I?)I/IpOBaHHI)IC CpaBHUTECJIbHBIC UCCIIEA0BAHN, B T.4. KOTOPTHBIC UCCIICAOBaHNA

4 HecpaBHutenbHble HCCIEAOBaHUS, ONMUCAHUE KIMHUYECKOTO Ciydas WM CEPUU CITydaes,
nccaeaoBaHus "'ciydai-KOHTPOIb"

5 Hmeercs mnumpb o00OOCHOBaHHE MeEXaHH3Ma ,Z[eﬁCTBI/IH BMCIIATCIbCTBA (I[OKJ'II/IHI/I‘IGCKI/IG
I/ICCJ'IeI[OBaHI/IH) HJIX MHCHHEC OKCIICPTOB

Tadauna 3. lIkana oueHKH ypoBHeil yOeaureJbHOCTH pekomeHaaumii (YYP)
NS METOAO0B MNPOPWIAKTHKH, [IMATHOCTHKH, JIeYeHUS] W PpeaduIuTanun

(mpodunakTHYECKHX, AHATHOCTHYECKHUX, JIe4eOHBbIX, peaduINTAIMOHHBIX
BMELIATEIbCTB)

NN Pacimmudposka
A CunpHas pexkoMmeHaanus (Bce paccMmarpuBaemble KpuUTepuu 3(dekTMBHOCTH (MCXOIBI)

ABJISIFOTCA  BaXHBIMHU, BCC MCCICHOBAHUSA HMMCIKOT BBICOKOC MWK YIOBJICTBOPUTCIBHOC
MCTOIAOJIOTHYCCKOC KA4YCCTBO, HX BbIBOJbI IO HHTCPCCYIOIIMM HCXOJaM  ABJISIFOTCA
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COTJIaCOBAHHBIMH)

B VYcnoBHas pekoMmeHJanus (He Bce paccMaTpuBaeMble Kputepuu 3(pQeKTuBHOCTH (MCXOIbI)
SBIISIIOTCSL B@XHBIMH, HE BCE HCCIEIOBAHMUSA HMMEIOT BBICOKOE WIIM YAOBJIETBOPHUTEIBHOE
METOJIOJIOTHYECKOE KayeCTBO W/WIIM WX BBIBOJBI 10 MHTEPECYIOIIUM HMCXOAaM HE SBISIOTCS
COTJIaCOBAHHBIMH)

C Cnabass pexkomeHaanusi (OTCYTCTBHE JIOKAa3aTEIbCTB  HaJJIeXkKallero KadectBa (Bce
paccMarpuBaeMmble KpUTepUuH dSPPEKTUBHOCTH (MCXOMABI) SBISIOTCS HEBAXKHBIMU, BCE
HCCTIE0BaHUS UMEIOT HU3KO€ METO0JIOTUYECKOE KaYeCTBO U UX BBIBOJIBI TI0 MHTEPECYIOIIUM
HCXO0JIaM HE SIBJISIIOTCS COTJIACOBAHHBIMMU)

Iopsiiok 00HOBJICEHUS KIMHUYECKUX PEKOMEH AUl

MexaHn3M OOHOBJICHMSI KIMHUYECKMX PEKOMEHAALMNA MpelycMaTpUBAaeT WX CHUCTEMaTHYECKYHO
aKTyaJ'II/I3aIII/IIO — HE pe>1<e qeM OIUH pa3 B TpI/I roJa, a TaKXXe HpI/I ITIOABJICHHUM HOBBIX JAHHBIX C ITO3UIINU
)IOKaSaTeJ'IBHOI\/'I MCOUIIUHBI I10 BOHpOC&M JAUarioCTUKH, JICYCHUA, HpO(i)I/I.HaKTI/IKI/I 158 pea6I/IJ'II/ITaI_[I/II/I
KOHKPETHBIX 3a00JeBaHMM, HaIM4uu OOOCHOBAaHHBIX JIOMOJIHEHUIl/3aMeUaHUIl K paHee YTBEpP>KICHHBIM
KP, HO He wanie 1 pa3a B 6 Mecsues.

[Tpunoxxenue A3

CrnpaBouyHble MaTepHaJbl, BKJIIOYAsl COOTBETCTBUE MOKA3aHUI K NPUMEHEHHUIO U
NPOTHBONOKA3aHUIi, CIOCO00B MPUMEHEHH S U /103 JIeKAPCTBEHHBIX MIPENapaTos,
HHCTPYKUMU MO NPUMEHEHHUIO JIEKAPCTBEHHOT 0 Npenapara

1. ®enepanpHbiii 3ak0H "OO OCHOBaX OXpaHbI 370pOBbs TpaxkaaH B Poccuiickoit @eneparuu” (N
323-®3 or 21.11.2011).

2. Ilpuka3 MwunzapaBa Poccun ot 21.04.2022 N 274n "O6 yrBepxkaenuu Ilopsnka oxazaHus
MEUIIMHCKOM MOMOIIY MAallMeHTaM C BPOKIEHHBIMU U (WJIM) HACJIeICTBEHHBIMH 3a00JI€BaHUSIMU "

3. TlocranoBnenue IlpaButensctBa N 403 ot 26.04.2012 r "O nopsinke Benenus denepanbHOTO
perucrpa Jul, CTPaJaloluX YrPOKAIUUMU U XPOHUYECKH MPOrPECCUPYIOLIUMU PEIKUMU OphaHHBIMU
3a00JIeBaHUSIMU, TPUBOAALIUMHU K COKPAIICHUIO MPOJOJDKUTEIBHOCTH JKM3HM TpakJaH WM UX
WHBAJUJHOCTH U €r0 PETUOHAIBHOTO CerMeHTa’.

4. Kputepuu oneHku kadectBa menuiuHckoil nomomu (Ilpukaz M3 PO ot 10.05.2017 r. N 203u
"O6 yTBep>KICHUHN KPUTEPHEB OLICHKH KaueCTBa MEIUIIMHCKON MOMOIIHN)" .

5. Ilpukaz MunzgpaBa Poccuum N 345H, Muntpyma Poccum ot 31.05.2019 N 372 "OO
YTBEPKACHUU TOJOXKEHUS 00 OpraHu3aluy OKa3aHWs MaJUIMATUBHON MEIUIIMHCKOW MOMOIIM, BKIIOYAs
MOPSIIOK B3aMMOJICUCTBUS MEAULMHCKUX OpraHu3alliii, OpraHu3aluil COIMANBbHOTO OOCIY)KUBAaHUS U
OOIIECTBEHHBIX OOBEAMHEHU, HMHBIX HEKOMMEPUYECKUX OpraHu3alui, OCYHIECTBISIIOIMIUX CBOIO
JEeSITENILHOCTH B chepe OXpaHbI 37J0POBHS".

6. Ilpuka3 MunzgpaBa Poccun N 5058 ot 10 urons 2019 roma "OG yrepxaenuun Ilopsnka
nepenayd OT MEIUIIMHCKOW OpraHM3allMM TMAIMeHTy (ero 3aKOHHOMY MPEICTaBUTENI0) MEIUIIMHCKUX
W3JIeHH, peHAa3HAUCHHBIX I MOJAJepKaHusl (PyHKIUI OpPraHoB U CHUCTEM OpraHU3Ma YeloBeKa, IS
WCIIOJIb30BAHUS HA IOMY IIPU OKa3aHUM NAJTTMATUBHON MEIUIMHCKON oMoIu".

Wudopmanus o nekapcTBEHHbIX cpeacTBax: https://grls.rosminzdrav.ru/
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IIpoune HOpMAaTHBHO-NIPABOBbIE JOKYMEHTBI, ¢ Y4€TOM KOTOPBIX pa3padoTaHbI
KJIMHUYECKHE PEKOMEHIAUM:

1. MexnynaponHas kiaaccuukanus OoJie3HEH, TpaBM U COCTOSIHUM, BIMSIOIIMX Ha 3JI0pPOBbE
(MKB-10);

2. [Ipukaz M3 P® ot 20 gexadbpst 2012 r. N 1183n "OO0 yTBepKA€HHH HOMEHKIIATYpPhI JOJKHOCTEH
MEIUIUHCKUX PAOOTHUKOB U (hapMaleBTHUECKIX paOOTHUKOB'" .

3. ®enepanpHplii 3akoH oT 25.12.2018 N 489-®3 "O BHeceHuMM u3MeHeHUM B cTarbio 40
®enepanbHoro 3akoHa "OO o0s3aTeNIbHOM MEIUIIMHCKOM cTpaxoBaHuM B Poccuiickoit @enepauun" u
®enepanbHblil 3ak0H "O0 0CHOBaX OXpaHbl 37J0pOBbs IpaxaaH B Poccuiickoit denepanuun” no Bompocam
KIIMHUYECKUX PEKOMEHIaruit".

4. Tlpuxaz MunzapaBa Poccun N 1031 ot 28.02.2019 1. "O06 yTBEep>X)ICHUU TMOPSAKA U CPOKOB
pa3pabOTKM KJIMHMYECKUX pPEKOMEHJAIUi, HX [epecMoTpa, THUIOBOM (OopMBl  KIMHUYECKHX
pEeKOMEHIalMi U TpeOOBaHUM K UX CTPYKTYype, COCTaBy M HAaydHOW OOOCHOBAHHOCTH, BKJIIOYAEMOUW B
KIIMHUYECKHE peKOMeHAalny nHpopMauu'.

5. Ilpukaz3 Munzapasa Poccum ot 13.10.2017 N 804n "OO yTBepK/IE€HUUM HOMEHKJIATYPHI
MEIHUIMHCKUX yCIyT".

[Tpunoxenne A3.1

OcHoBHBbIe cuMnToMbl ML

[IpusHak Yacrorta

[Iporpeccupyromass  MplledHasi Ci1abOCTh € MpeuMylnecTBeHHbIM  mnopakenuem | 100%
MPOKCUMAITBHBIX OTJICJIOB, CHW)KEHUE MOTOPHOM aKTUBHOCTH, CIIa00CTh B HOTaX OOJIbIIE,
4eM B pyKax, TUNEpTPO(GUS WKPOHOKHBIX MBIIII, CHUKCHUE CYXOXKWIBHBIX PedIIeKcoB,
MOJIOKUTEIbHBIE TIpHeMbI [ 0Bepca, MHonaTudecKast oXo IKa

[ToBbIIIeHUE YPOBHS KPEAaTUHKHUHA3HI 100%
HopmanbHoe nicuxopedeBoe pa3BUTHE, COXPAHHBI WHTEIUICKT 96%
Hapymienuss ~ npixaHusi,  4acThle  pecnupaTopHble  WHGEKIuW,  JbixarenbHas | 25-40%

HCAOCTATOYHOCTb, JUCIIHOD IIPpH Q)HSHHGCKOI;’I Harpyske, O6Cpr1(TI/IBHOC allHO3 BO BpPCMA
CHa, OPTOITHOD

Jlopno3, kudo3 W/MiaM CKOJIHO3 9-25%
YMepeHHas rernatoMeraius 10 16%
CoHnMBOCTD, YTOMJIIEMOCTD 1o 8%

ITpunoxxenne A3.2

OcHoBHbIe 32001eBanus 11 1udpdepenuuanbHoro nuarnoza ML

Tun HapyHoICHHUA I[I/Ial"HOS OCHOBHBIE CX0KHE CUMIITOMEI

BocnanurenpHas IToaumuos3ur IToctenenno pasBUBaromasAcsa ¢1a00CTh
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MHONATHUS Muo3ur MBI, noBeieHne KK
Bpoxnenusie HemanuuoBas muonarus Mpimieynast  cnaboOCTh, TUIIOTOHHS TIPU
CTPYKTYpPHBIE boisie3Hp LEHTPaJIBHOIO CTEPKHA U | HOPMAJIbHOM WJIM YMEPEHHO NOBBIIICHHOM
MUOTIATHH MYJBTUCTEPKHEBAS MUOTIATUH ypoBHe KK, Hamuuum  CKeleTHBIX
lenTpoHyKII€CapHasi MHOIIATHS HapylIeHu
Muonartust ¢ THaJTMHOBBIMH TEJIbLIAMU
[Ipoune Bpoxa€HHbIE MUOTIATHH
Bpoxnennsie Mepo3un-nepunutHas bone3nn Mpimieynast  cnabocTh,  BBIp@KEHHAA
MBIIIIEYHbIE VYappuxa TUIIOTOHMS NMOBBIIEHHBIA ypoBeHb KK —
TucTpopuu bonesnp bernema MHOTJA BBICOKMH, HAIWYHUHM CKEJIETHBIX
BropruHble TUCTPOrIMKaHONIATUN HapylmeHUun
KoneunoctHo- @opMBI C ayTOCOMHO-IOMUHAHTHBIM | [IpenmymiecTBeHHO IIPOKCUMAabHAs
ITOSICHBIE tunoM HacnenoBanust (LGMDI1A-H) |cmabocTe MBI KOHEYHOCTEH, BBICOKHE
MBIIIIEYHbIE @opMBI ¢ ayTOCOMHO-PELIECCUBHBIM | U PBHI KK, 4acTo pas3BuTHE
TUCTpOpUN tunom HacnenoBanus (LGMD2A-Y) | nceBnoruneptpodui, oTePst
BO3MOKHOCTH CaMOCTOSITEIIBHOTO
NEPEIBUKEHUST HAa BTOPOM JECSATHIETHH
YKU3HU, Pa3BUTHE KapJHOMUOTIATHU
MeTtabonnueckas I'muxorenos Il Tuna, mo3musst popma |Yacto me0r0T B JOMIKOJIHLHOM BO3pacTe,
MHOTIATHUS (nebrot mocne 1 roxa) MIPEUMYIIECTBEHHO MIPOKCUMaTbHas
CJ1a00CTh MBIIIL KOHEYHOCTEH, pa3BUTHE
JBIXaTEeIbHBIX  HApyLICHUH,  BBICOKHE
nudper KK
MeTaboaudueckue I'mukorenossl Illa, IV V u VII TunoB | ['unotonus, remaroMmeraiuss y J€TEH,

MHOTIaTUH (Apyrue)

MI/ITOXOHI[pI/IaJ'II)HI)Ie MHUOIIaTUHN
}KI/I];)OBBIG MUOIIAaTHHN

c1ab0CTh MBI, YTOMJISIEMOCTb, CJIa00CTh
MBI, CHW)KCHHE YCTOMYMBOCTH K
Harpy3kam, nosbienne KK

bonesnu
MOTOHEWpOHA

CrivHanabHbIE MBIILICYHBIE aTPODUH,
tun II u 111

byns6ocnmHanbpHas aMuOTpOduUs
(60one3np Kennen)

BoxoBoit amroTpoduIecKuii CKIIepo3

CnaboCTh MBI, HAPYIICHHWE JbIXaHUS,
aTpodusl MBIIII, BO3MOYXHO HEOOJIBIIIOE
noBeimenne KK

bones3nu HepBHO-

Muactenus I'paBHuC

HapymeHI/Iﬂ JbIXaHHW, c1a0ocCTh MBIIIIIT,

MBIIIEYHO U BpoxneHnHbpie MUacTeHUYECKUE YTOMJISIEMOCTD
nepeaadu CUHJPOMBI

Cungpom JlamGepra-HUTona
AcUMITOMHOE Bropuunas MuonaTtus, BKIrOYas [ToBeimenune KK

noBsienne KK

JICKAPCTBCHHYIO
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BbinosiHeHue ABUraTeJbHbIX TecTOB Npu M /11

ITpunoxxenne A3.3

[IpenpsBnsemoe 3aganue

Brimosnasger 0e3

Tpyaa

Brinonaser ¢
TPYAOM

BBITTOJIHUTH

He moxer

[TonHATE pyKH HaJ TOJIOBOM

[IpuHATH BEpTHKAIbHOE IOJOXKEHUE U3 IOJIOKEHUS

HAKJIOHMBUIUCH BIICPEC

BcraThk ¢ HU3KOTO cTYyNna

Bcerate 6€3 moMoIu pyk 13 MojIoXKeHHs Jiexa Ha

CIIMHC

[ToanpsIrHyTh Ha MecTe

Xoap0a BBEpX/BHU3 M0 JIECTHUIIE

HO)IHSITI) HOTH B ITOJIOXKCHHMH JICKA

[TogHsATECS € KOpTOUEK

MoHuTOPHMHT coCcTOsTHUA mauueHTa ¢ MJIJL

[Tpunoxenue A3.4

Ha momenT
[IOCTAHOBK
W IAar"Hosa

Kaxnrie
6 mMec

Kaxnrie
12 mec

Kaxxnrie
24 mec

MOTPeOHOCT

ITo

u

Koncynbranus Bpayva-HEBPOJIOTa C
OIICHKOW  HEBPOJOrMYECKOro  cTaryca,
MOTOPHBIX U KOTHUTUBHBIX (QYHKIUI

X

Koncynbramus
peadbmmToI0Ta/PU3HIECKOT0 TepareBTa C
OIICHKOW MOTOPHBIX (yHKIUH U oObeMa
IBUKECHUH

N3mepenue nuHelHOTO pocTa, Beca

OneHka NOJIOBOrO CO3pEBaHMS IO IIKaJIE
Tennepa y nanyeHToB crapue 9 jier

KOHCYJ’ILT&HI/IH Bpavda-sHAOKpPHUHOJIOTa B
cJIydac BBIABJICHUA IMPHU3HAKOB
BHﬂOKpHHHOﬁ naToJIOrnuun

HccnenoBanue ypoBHS  CBIBOPOTOYHOTO
Kampiusi, (Gocdopa, MarHus, —Kajuwus,
KalbLMsl, 25-Tuipokucu-ButamMuaa D3
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Pentrenorpaduss MmosICHUYHOTO — OTHENA
MO3BOHOYHHUKA B OOKOBOM MPOEKLINHU U

X <*>

X <**>

OueHka MIIKT METOJIOM
PEHTI€HOICHCUTOMETPUH

KoHcynpTanus Bpada-racTpodHTEpOIOra u
JHETIIOTa/HyTPULINOJIOTa B Ccllydae
BBIABJICHHS IpU3HAKOB natosioruu JKKT

Hauunas ¢ panneit HeaMOynaTOpHOM
cTaguu, OIlCHKA OB/ METOJIOM
CIIUPOMETPHH, OTpEJCIICHUEe caTypaluu
02, onpenenenne NapHaIbHOTO JaBICHUS
CO2

Hauunas ¢ panneit amOynaTopHoil ctaauu,
n3mepenne OXEJL, [TIOCebin

Koncynbranus Bpaua-IyJbMOHOJIOTA,
Ha4yMHAs C MO3AHENH aMOynaTopHON cTaauu

KoHucynbTamms Bpaya-myJIbMOHOJIOTA,
HayWHas C paHHed HeaMOyJaTOpPHOU
CTaiH

KoncynbTanus Bpaua-kapauosora

OKTI’

Ox0KI" miim MPT cepaua

KOHCYJ’IBT&HI/IH MCIHUIMHCKOI'O IICUXO0JIOTa

X | X | X | X

X | X | X | X

Koncynprarmus noronena

Koncynpramus opromnena

x

Koncynpranuss Bpada-odTanbmonora U
OIICHKA OCTPOTHI 3pEHUS

KOHCYJ’IBT&HI/IH Bpayda-IiCuxuarpa

KOHCYJ’IBT&HI/IH Bpayda-
OTOPHUHOJIApUHIOJIOTa C IMPOBCACHUCM
AyJAUOMETpUHN

KOHCYJ’IBT&HI/IH Bpa‘{a-I/IH(l)CKLII/IOHI/ICTa

buoxummnueckoe  uccieoBaHHE  KPOBU
(K@K, JIAT, AJIT, ACT, ITT, KOK-MB,
oOuruii 0eNnok, onpeaeneHNe COOTHOIICHUS
OEeKOBBIX bpakuunit METOJIOM
anekTpoopesa, aHaau3 KPOBU MO OLIEHKE
HapyIICHUH JIUIHTHOTO oOMeHa
OMOXMMHYECKUI )

OOmmwmii aHau3 KpoBU
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OO01MK aHaJIU3 MOYHU X X

MPT TapreTHbpIX MbIIILL X X

<*> mpu nprieMe NarMeHTOM KOPTHKOCTEPOHIOB CUCTEMHOTO JICHCTBUS
<**> pu OTCYTCTBHH TEPANTUU KOPTUKOCTEPOHIAMH CUCTEMHOTO ACHCTBUS

I[JI?I MOHHUTOpPHHI'a COCTOSAHUA ITAlIMCHTOB, HAaXOJJAIIMUXCA Ha IMaTOT€HETHYSCKOM TCparunu,
PEKOMCHIAOBAHO HX Ha6J'II-OI[€HI/I€ HE PEKEC OJHOTO pasza B I'oJ B CHCHUAIM3UPOBAHHBIX LCHTpAx, B
KOTOPBIX MOXKCT OBITH OKa3aH 00beM MGI[I/IIII/IHCKOﬁ IIOMOIIM B COOTBETCTBUU C JaHHBIMU KIIMHUYCECKHUM
PEKOMCHAAINSIMMU.

[Tpunoxenue A3.5

TecT Ha BpeMs: moagbeM Ha 4 CTylIeHHU

[IpoBenenne Tecta He TPeOYeT CIIOKHOTO OOOPYIOBAaHUSA, W €ro MOXKHO IPOBOJUTH KaK B
CTallMOHAPHBIX, TaK 1 B aM6y.TIaTOpHBIX YCJIIOBUAX.

Heob6xomumoe o0opymoBaHue: 9achl ¢ CEKYHIHOM CTPEIIKOH, JIECTHUIIA

[Tpu npoBeeHUN TecTa OOJEHOMY CTaBHUTCS 3aadya MOJHATHCS HA 4 CTYMEHH IO JICCTHUIIE, TIOCIe
9ero BpeMsl, 3aTpadeHHOE Ha IMOJABEM T10 CTYIEHSIM, PETUCTPUPYETCSI.

[Tpunoxenue A3.6

TecT Ha BpeM#i: cyCK HA 4 CTyNeHH

[IpoBenenue Tecta He TpeOyeT CIOXKHOTO OOOpPYIOBaHUS, M €ro MOXHO IMPOBOJUTH KaK B
CTAllMOHAPHBIX, TaK U B aMOYJIaTOPHBIX YCIOBUSX.

Heob6xonumoe 060pyaoBaHue: yachl ¢ CEKYHIHOW CTPEIKOH, IECTHHUIIA

[Ipu npoBeneHun tecta OOJLHOMY CTaBUTCS CIYCTUTHCSA Ha 4 CTYNEHH IO JIECTHUIIE, MOCJE Yero
BpeMsi, 3aTpauyeHHOE Ha CITYCK MO CTYMEHSIM, PErHCTPUPYETCS.

[Tpunoxenue A3.7

HN3mepeHne mMOABUKHOCTH CyCcTaBa (YIJIOMeTpusi)

HauvanbHas 1enb: BBISIBICHHE yMEHbIIEHUS oObeMa JBHXKEHHH B cycTaBax W/WIM HaJludue
CYCTaBHBIX KOHTPAKTYp, KOTOpbIE MOTYT CIIOCOOCTBOBATH/IPUBOJAUTE K (PYHKIIMOHAIBHOMY YXY/IIEHUIO
WIM HapyUIeHUSM OIOPHO-JBUIATEJILHOTO ammapara WIM KOXXHBIM npoOiemaM. BrisBieHue
HE00X0IMMOCTH JIOTIOJTHUTEIHHOT0/aJIbTEpPHATUBHOTO Me/IMKaMEeHTO3HOT0/XUPYypPrUYECKOTO
BMelIaTeNnbcTBa (MPUMEHEHNE OPTE30B, IIMHUPOBAaHKE, UCIIOIb30BaHNE YCTPONCTB AJIs BEPTUKAIM3ALINY,
orepanui Mo yIJITMHEHUIO MBIIIIIT)
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AJITOPUTMBI 1eHCTBUI Bpa4ya

Mpraqakun MOy
NaLMeHTa

v

NabopatopHan
AWarHoCTUKE

Dubdh auarHocTika © Her 0

OpyriaM i 3a00nEBaHNANMK or—

v

MmesoTcs

NoK33aHkA K MGHHTq:MHI' COCTOAHWA
—»

Tepanqi naljueHTa
aranypeHo m? ry

Ja

Tepanua

Nesetie aTanmypeHoM - * acbbexTHEHA?

Her
Paccmorpenwe  gpyrix
METOI0S NeYeH A

HNudopmanus 15 naumeHTa

[porpeccupyromas muoaucTpopus /lromeHna

IIpunoxenue b

[Ipunoxenne B

Melmeynast nguctpodust J[foleHHa OTHOCHUTCS K KIIAacCy MBIIIEYHBIX 3a00J1€BaHM 1Moja OOMKM
Ha3zBaHueM "muctpoduHonatun". JuctpoduHomatum pas3BUBAlOTCI Ha (OHE OTCYTCTBHS CHHTE3a
MBIIIIEYHOTO OenKa AucTpoduHa. bojesHb MMeeT TspKenable CHUMITOMBI M 3JI0KQYECTBEHHOE TEUYEHHE.
Yacrota MJJ[ cocraBnsger npumepHo 1 caydaii Ha 3500-5000 3>XMBOPOXIEHHBIX MAaJIbUMKOB.
3aboneBaHue BCTpeyaeTcs MPAKTUUYECKH BO BCEX ATHUYECKHX Ipymnmnax. Melmeynas auctpodus bekkepa
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UMEeT MEHee BBbIpaKCHHbIE, Oojee NO0OpOKAaYeCTBEHHBIC MPOSBICHUS, TaK KaK COXPAaHAETCS CUHTE3
YKOPOUYEHHOH BepcHH AUCTPOduUHA.

MJIJI penxoe HacieacTBeHHOe 3abosieBanue. B pesynbrare myranuu B rene DMD, pasBuBaetcs
neuuuT u/unu Hapymenue QyHkun oenka quctpoduH. OOBIYHO MyTanus SBJSIETCS HACIEICTBEHHOM; B
TPETH CIyd4aeB MPOUCXOAUT croHTaHHas Mmyramus (de novo). ['en muctpodmHa — OIUH W3 CaMbIX

GOJIBLIMX TEHOB UeIOBeKa, coxepkut 79 sk3onos. B ~ 65% cnyuacs serpeuarorcs kpymusie nememmn;

~10% MyTallid TMPEJICTaBICHO IYIUIMKAIUSAMHU, a OCTaJbHbIE CIy4al — TOYKOBBIMH M MAaJIbIMH
MyTalusIMHu, U3 KoTopeix 10-15% npencraBieHbl HOHCEHC-MYTALUSIMH.

benok mucrpoduHa ydacTByeT B pabOTE CKENETHBIX MBI, MBI JIBIXaTeIbHON W CepledHO-
cocyauctoil cucreM. OH CBSI3bIBACT BHYTPEHHUI LIMTOCKENET C CapKO- U JUCTPOIJIMKaHaMU B MeMOpaHe
¥ BHEKJIETOYHOM MAaTpPHUKCE, OOECIIEYMBAECT MEXaHUYECKYI0 M CTPYKTYPHYIO CTaOMIBHOCTH MEMOpPaHBI
MBIIIIEYHBIX BOJIOKOH TIPH COKparieHuu. JJuctpodun Taxxke SBIsETCS aMOPTU3aTOPOM, 00ECTIEUHBAIOIITUM
BO3BpAIllEHHE MBIIIIBI B UCXOJHOE COCTOSHUE TOCie HampspkeHus. [Ipu mporpeccupoBaHumM 00JIe3HU
MBIIIIEYHBIC BOJIOKHA PA3PYyIIAIOTCS U 3aMematoTcst pruOpo3HON U KUPOBasi TKAHBIO.

3a0oseBaHue MposBIsieTCsT B Bo3pacTte 1-5 jer, ObICTpO mporpeccupyer U OOBIYHO MPUBOAUT K
JETATPHOMY HCXOHy Jn0 25-meTHero Bo3pacta. Hambonee uacto cmepTh OONBHBIX HACTYMaeT OT
JBIXATENBHOM, CEPJICYHON HETOCTATOUYHOCTH WJIM OT HHTEPKYPPEHTHBIX HHPEKITHIA.

Jnst GONBITMHCTBA OOJIBHBIX XapaKTepHa 3aJepkKKa TEMIIOB paHHET0 MOTOPHOTO pa3BuTHs. [lpu
Havaje CaMOCTOSITEIbHOW XOJbOBI OTMEUAIOTCS YacThle MaJCHUs, CIIOTHIKAHHUS, MOTOPHAsT HEJIOBKOCTD,
ObIcTpast  yTOMIISIeMOCTh. [lOCTENIEHHO TIOXOJKAa CTAaHOBHTCS TMEPEBAIHMBAIONICHCS, BO3HUKAIOT
3aTpyAHEHUs TIPU TOIbeMe MO JISCTHUIE M M3 TIOJIOKEHUSI Ha KOPTOYKaX, KOraa OOJIbHBIE BBIHYKICHBI
HCIIOJIb30BaTh BCIIoMoTarenbHbIe mpueMbl ['oBepca ("'B30upanue mo camomy cebe'). Ha panHux craausx
3a00J€BaHNusl OOHAPYKUBACTCS TICEBAOTUNEPTPOdUS MBIIII, BO3HUKAIONIAS 3a CUET pa3pacTaHus
COEIMHUTENIbHOM M >KMpPOBOW TKaHM HAa MeECTe THMOHYIIMX MBIIIEYHBIX BOJIOKOH. Haunbonee uactas
JIOKaNMU3aIus — B UKPOHOXKHBIX, JEIbTOBUAHBIX, YETHIPEXTJIABbIX U TPEXIJIaBBIX MBIIIIAX, YTO CO3JAeT
JIO)KHOE BIIEYATJICHHE aTJIETUYECKOro TeJocioxkeHus OonbHOro. Ilo Mepe mnporpeccupoBanus
3a00J1€BaHUsI TICEBAOTUTIEPTPODUS MBITII] TPAHC(HOPMHUPYIOTCS B UX THUIIO- U atpoduio. PacipocTpanenue
MATOJIOTUYECKOTO TpoIlecca UMEET BOCXOIAIMiA xapakrep. [lepBbIMH MOpa)kaioTCs MBIIIIBI TA30BOTO
rosica U MPOKCHUMAJBHBIX OTIEJIOB HIDKHUX KOHEYHOCTEW, 3aTE€M MBIIIIbI TUIEYEBOTO IO0sCa, CIIUHBI U
MPOKCUMAIIBHBIX ~ OTIENIOB  BEpPXHUX KOHE4YHOCcTeil. [lanmueHThl COXpaHsAIOT  CHOCOOHOCTH K
camocTosiTeNIbHOM X0ap0e 1o 10-12-Tm neTtHero Bo3pacTta, MOCIE€ Yero NEpeIBUTArOTCs TOJBKO B
MHBAJIUJIHOMN KOJISICKE. Y3Ke Ha PAHHUX CTaausX O00JEe3HU CHIDKAIOTCS UITU yracaroT KOJIEHHbIE pedIIeKChl.
AxunnoB peduiekc, a TakkKe CyXOXKHIbHble peduieKChl C PyK, MOTYT UIMTEIbHOE BpEMs OCTaBaThCs
coxpanHbiMu. [lo Mepe pa3BUTHS MATOJOTMYECKOTO TMPOIECCa B MBIMILAX BO3HUKAIOT BTOPHYHBIC
negopManuu MO3BOHOYHHKA (yCHJIEHHE JIopao3a U Kudo3a, CKOJIHNO03), TPYAHOU KIETKH (MO0 THIY
CENJIOBUJHON M KHIIEBUJHOW) M CTON, a TaKXKe PETPAKIMU CYXOXXKWUJIHMH C pa3BUTHEM KOHTPAKTyp B
cycTaBax. XapaKTepHBIM IMPHU3HAKOM 3a00JIeBaHUs SIBISETCA KapAWOMHOIATHUS, KOTOpas MPOSBISIETCA
CUMIOTOMaMHU THIEPTpOodUU JIeBOTO XKemyaouka W aputMmuen. Y 25-30% OO0NBbHBIX JUArHOCTHPYETCS
MHTEJJIEKTyaldbHasi HEJO0CTaTOYHOCTh, PACCTPOICTBA HEHPOICHXMYECKOTO Pa3BUTUSA M OCOOEHHOCTH
MOBEJICHMS.

Beipensaror panaue u no3aaue cumnroMsl M1/

PanHne cumnToMel [To3qHME CUMIITOMBI
- 3aTpyJHEHHE TpU TMOJABEME M| - BCTAET C KOPTOUEK (WJIM U3 MOJIOKEHHS JIe)Ka Ha CIIUHE) C
IIOBOPOTAX T'OJIOBBI npuemamu ['oBepca (HeoOXo1uMa TOMOIIb MPU TObEME C
noJsa)
- Kk 16-18 wMmecauam  pebeHOK - XOJIUT, IINPOKO PACCTaBIASA HOTHM (IIOXOJKA HA IMIMPOKOU
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CaMOCTOSITEJILHO HE XOJUT 0aze)

-  TPYAHOCTH IIpHU XOI[B6€, Oere umu| - XOJUT Ha LbIIIOYKaX UJIN BPa3BaJIKy
MoABEMCE 10 CTYIICHBKaM

- 3aJIep)KKa  pPEUeBOTO  PA3BHUTHS,| - HM3MEHEHHE OCaHKH (Ku(]o3, CKOIMO03, TUHIIEPIOPI03)
KOTHUTHBHBIX HABBIKOB

- TICeBIOTHUNEPTPOHS
MKPOHOKHBIX MBIIII]

HacaenoBanue

X-CHEIJICHHBIN PEleCCUBHBIN, T.€. UM CTPAJAIOT MOYTH HUCKIIOYUTEIHHO MaTbUYHKH, )KCHIIIUHBI K€
C MOBPEXIEHHBIM F'€HOM B OJHOW M3 X-XpoMocoM sBIsArOTCA HocuTenpHuniamu MJIJI. Ho B peaxux
ciydasx muoguctpodueirt [lromenHa moryr Oonerb M JeBOYKU. llpuumHamu 3TOro MoOryr ObITh
MPEUMYIIECTBCHHAs! HMHAKTUBAIUSl X-XPOMOCOMBI C HOPMAJIBHBIM aJJIeJIeM Y TeTepO3UTOTHBIX
HOCHUTEJIbHUI] MyTaHTHOTO T€Ha TUCTpoduHa, X-ayTOCOMHAsl TpaHCIOKAIlMs, 3aTparuBaroniasl 3TOT I'eH,
FeMU3UTOTHOCTh 10 MYTAHTHOMY aJUleNiio M Hanuuue (eHokomnuil (3a0osieBaHUM, CBSI3aHHBIX C
HapylieHueM  Jpyrux  OenkoB, BXOMAIIUX B JUCTPO(DUH-TIUKONPOTEHHOBBIA  KOMIUIEKC).
[Tpubnu3uTenbHO B 2/3 cilydaeB ChIH MOJy4aeT XpOMOCOMY C IMOBPEXIEHUEM OT MaT€PU-HOCUTEIbHHUIIBI,
B OCTaJbHBIX Cllydasix 3a00JieBaHHE BO3HHMKAEeT B pe3ysbTaTe MyTranuu de novo B MOJIOBBIX KIIETKax
MaTtepd WM oTma (TaKk TOSIBJISIIOTCA JIEBOSIKH, HOCHTENBHUIBI JepEeKTHOro reHa), Jubo B
mpeanecTBeHHUKax ATux kietok. [Ipubmusurensno 30% Bcex ciydyaeB 3aboseBaHHsl CBSI3aHBI C
BO3HMKHOBEHHEM HOBBIX MyTallUi B reHe Auctpoduna, a ocranbubie 70% 00ycnoBIeHbBl HOCUTEILCTBOM
MaTepbio pebeHKa C MaTOJOTHYecKol MyTanue B oAaHoM u3 X-xpomocoMm. Cuuraercs, uyto 6-7% Bcex
CHOpAJNUYECKUX CIIy4aeB 3a00JI€BaHUS SBJISIOTCS CIEICTBUEM FOHAIHOTO MO3aWIM3Ma — CYIIECTBOBAHMUS
B SIMYHUKAX KEHIMHBI HECKOJIBKUX T€HEPALUi OOLIMTOB C HOPMAJIbHBIMA M MYTaHTHBIMHU AJIJIEJISIMU T'€HA
muctpoduHa.

JImarnocTuka

Bpauu Ha OCHOBaHUU KIMHUYECKMX CHMIITOMOB MOTYT 3allOJ03pUTh 0OJIE3Hb. 3aTeM MpPOBOJSATCS
nabopaTopHble TeCThl U MHCTpYMEHTalIbHOE HcclenoBanue. [Ipu nogo3penun Ha auctpoduro [romenna
yale BCEero MEepBBbIM HCCIEJAO0BAHUEM SIBIISETCS aHAINW3 KPOBHU C 1eibi0 BblsicHeHHs ypoBHS KOK. V
6ompHBIXx MJIJl ypoBenp K®K B 10-100 pa3 mpessimaer Hopmy. [lpu mosbimieHHOM ypoBHEe KOK
pPEKOMEHyeTCsI TPOBECTH TEHETUYECKHE TECThl, HampaBieHHble Ha mnouck wusmeHenwit B JIHK
(renetmyeckux Myrtanuii), xapaktepueix s MJIJl. C reHetmkamu Takke MOXKHO OyIaeT 00CyauTh
pe3yNnbTaThl FTEHETUYECKOTO TECTUPOBAHUSA, KaK OHM MOTYT MOBJIMATH Ha Baliero pebeHka u, BO3MOXKHO,
Ha JAPYTUX YWICHOB CEMBHU.

JleueHnue

JleyeHnue MI[Z[ 6a3preTc;1 Ha MYIbTUAUCHUIUVIMHAPDHOM IIOAXOAC€ C Y4YaCTUCM CIICHUAIMCTOB
Pa3HbIX CHCI_[I/IaJ'IBHOCTeI\/’I, ¢ 00s13aTCIbHBIM Y49aCTHEM YJICHOB CEMbU U Bpada-KOOPAUHATOPA.

Tepanml KOPTUKOCTECpONAaMU CUCTEMHOT'O JIEUCTBUS 3aMEIIIET MporpeCcCUpoOBaHuC caabocTu
MbIIIL, CHHWXACT PUCK OPTOINCANYCCKUX OCHO)KHeHI/II‘;I, CTa6I/IJ'II/I3I/IpyeT (by'HKI_II/IIO JbIXaTeIbHOM U
CCPACYHO-COCYAUCTBIX CUCTCM.

I[J'II/ITCJ'ILHOC MPUMCHCHUC KOPTUKOCTCPOUAOB CUCTEMHOTO JIeNCTBUS MMPpUBOJUT K:

- YBCIIMYCHUIO BPEMCHHU COXPAaHHOCTU CIIOCOOHOCTH CaMOCTOSITEILHO nepeaABUraTbCa 1 (I)YHKLII/Iﬁ
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BEPXHUX KOHEYHOCTEH.
- OoJiee JUTMTENTbHOMY COXPAaHEHHIO JIBIXaTeIbHON (PYHKIHH
- CHIDKEHUIO YHCIIa XUPYPTrUYECKUX BMEIIATENIbCTB JUIsl KOPPEKIIMHU CKOJIMO03a

D¢ ekt Tepanmuu BO MHOTOM 3aBHCHT OT TOTO, KOT/ia ObUIO HAdaTo JiedeHue. PekomeHmyercs
HAYMHATh KOPTHKOCTEPOHIAMH CHCTEMHOTO JICWCTBUS TEPAIMIo Ha CTAIHMHU IJIaTO, B BO3PACTE HE CTaplie
7 nmer, Torma HaOIMIO#aeTCs MaKCHUMalbHBIH 3(dexT coxpaHeHHs CIOCOOHOCTH CaMOCTOSITEIbHOTO
NepeBIKEHUSI.

[Ipekpamars Tepanmui0 KOPTUKOCTEPOUIAMU CHCTEMHOTO JCWCTBUS HEIb3sS PE3KO, CIEeAyeT
MIOCTETIEHHO CHIIKATh J03Y.

MeHHKO-FeHeTquCKaﬂ KOHCYJ/IbTAalluA

CeMbsIM O4YEHb BaXKHO MIOCETUTH Bpaua FeHETHKA. Y Bpaua reéHeTHKa MOYKHO Y3HaTh PUCK POXKIECHUS
6ompHoro MJIJ] pebenka B JaHHOW ceMbe, MPOUTH OOCIEIOBaHUE POJICTBEHHUKAM €CIIM 3TO
HeoOxouMo. OOCYAUTD NMPEHATATbHYIO U MPEUMIUIAHTAlMOHHYIO IUarHOCTUKY.

[IpenaranbpHas quarHocTuka npoBoauTcs Ha 9-11 Henensix 6epemenHocTU. B Marepuaie, KOTOpbIit
Ha3bIBAETCS BOPCHHBI XOpHOHA (TO, W3 4YEro B MocieayromeM (opMUPYETCsl IUIAlleHTa), ONPEeAesioT
aKTUBHOCTH (hepMEHTa U MPOBOJIIT TECTUPOBAHME VIS BBIABJICHHS MyTanuii B reHe DMD. Ha ocHoBanunu
MIPOBEJIEHHOTO aHaJlh3a JENaloT BBIBOJ O TOM, OoJieH MioA Wi 310poB. COBpeMEHHbIE TEXHOJIOTHH
MO3BOJISIFOT MPOBOJAUTh M MPEUMIUIAHTAIIMOHHYI0 JTUArHocTUKy. OIUIOJOTBOpEHHE MPOBOAMUTCS B
MpoOMpKe, 3aTeM Ha CTAIUU HECKOJIBKUX 0JaCTOMEPOB OTOMPAIOT TOJBKO T€ SMOPHOHBI, B KOTOPHIX HET
CEMEMHON MyTallul U UX UMIUIAHTUPYIOT B oprann3mM matepu. [Ipu nanHoi mporeaype ecTb CBOU PUCKH,
KOTOpbIE MOKET Pa3bsiICHUTh Bpau-TeHETHK.

MJI/I BxoauT B iepedeHb ophaHHbIX 3a00I€BaHUN.

ITomomb ceMbH

OT ceMbM 3aBUCHUT yCHEX JICUECHUS] HE B MEHbIIIECH cTerneHu, yeM oT Bpada. MJIJ[ — xpoHuueckoe
3a00J1€BaHNe, TIPU KOTOPOM KaXKJIOJIHEBHBIC YCHJIUS CEMbH HMMEIOT IEpBOCTENeHHOE 3HadeHue. HyxHo
o0ecreunTh yxoJ 3a PeOCHKOM, ObITh OTBETCTBEHHBIMH M TPHBEPKCHHBIMU POAMTEIISIMH, COOIIOAATH
PEKOMEH/IAllMK, HH TP KaKUX YCIOBHIX HE TEPATh HANCKTy. B HacTosIIee BpeMs y)Ke eCTh JOKa3aHHbIS
METOJbI TOMOIINM M yxona 3a OoimbHbIMH ¢ MJIJ[, KOTOpble TPUHOCAT OUIyTUMBIC PE3YJIbTaThI.
[TosBiisieTcst maroreHeTuveckas Tepanus. M naxke eciau BeI He oOeauTe 00JI€3Hb MOJTHOCTHIO, H3MEHUTH
KU3HD K Jy4IlIeMYy, CIeNIaTh POJHOTO BaM YelIOBEKa CYACTIMBBIM — B BallIMX CHJIAX.

Baxunbie pecypchl. CyllleCTBYIOT MEXAYHAPOJHBIE U POCCUWCKUE OpraHU3alMH, IMPOEKThl M
coo0I1IeCTBa, TPU3BAHHBIC TTIOMOYb OOJICTYUTh KU3HB NaneHToB ¢ MJIJ] 1 ux cemei.
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[Tpunoxxenue I'1-I'N

HIkanbl OICHKHU, BOIIPOCHUKHU U JIPYIH€ OHCHOYHbIC HHCTPYMEHTDLI COCTOAHUSA
ManueHTa, NIPpUBECJACHHBIC B KIMHUYCCKUX PEKOMECHAAIIUAX

[Tpunoxxenue I'1

IIIkaj1a OEeHKH CTENEeHN COXPAHHOCTH MbIIIEYHON (PYyHKIIMU HOT

Hazpanue Ha pycckom si3bike: [1Ikana oleHKH CTeneHn COXpAaHHOCTU MBIIIEUHOM (PYHKIIUU HOT.
OpurunanbHoe Ha3zBaHue: Vignos Scale

Hctounuk: [96]

Turm: mkana oueHkn

HaznaueHnue: knMHUYECKas OLIEHKa MBIIIEYHON (PyHKIIUU HOT

Conepxanue:
Onenka Onucanne coxpaHeHHbIX (PYHKINN

1 XOJIUT ¥ MOJHUMAETCS TI0 JIECTHHUIIE O€3 TOCTOPOHHEH TTOMOIITH

2 XOJIUT Y TTOJHUMAETCS TIO JIECTHUIIEC C TTIOMOIIBIO TIEPHIT

3 XOJUT U MOJHUMAETCS 10 JIECTHUIIE MEAJIEHHO C IOMOIIIbIO Mepuit (25 CeKyH[I 32 BOCEMb
CTaHJAPTHBIX I1aroB)

4 X0UT 0€3 MOCTOPOHHEW MOMOIIH U MOJTHUMAETCS CO CTYNA, HO HE MOXKET MOTHUMAThCS
IO JIECTHUIIE

5 X0UT 0e3 MOCTOPOHHEN MOMOIIH, HO HE MOKET MOJHATHCS CO CTYJIa WM IO JHUMAThCS
IO JIECTHUIIE

5 XOJUT TOJIBKO ¢ TOCTOPOHHEH MOMOIIBIO UM XOJIUT CAMOCTOSITENIFHO C JJTMHHBIMU
opTe3aMu i HOT

7 XOJUT B AJTMHHBIX BEPTUKAIBHBIX OpTe3ax /Uid (PUKcaluy HOTH, HO HYK/IaeTCs B TOMOLIU
It Oaanca

8 CTOWT B JJIMHHBIX BEPTUKAIBHBIX OPTE3aX IS HOTU, HO HE MOKET HTH JIaXe C
MMOCTOPOHHEH MTOMOIIIBIO

9 B MHBAJUJIHOM Kpecie

10 MMPUKOBAH K MOCTEJIH.

Kntou (uarepnperanus): Hopma 1; 10 — Het pyHKIMN

ITpunoxxenne 12

IIIkajia OLleHKH CTENEeH! COXPAHHOCTH MbIIICYHOI GyHKIUHU PYK

HasBanue Ha pycckoM sizbike: 11Ikana Ol[eHKH CTEleHN COXPAaHHOCTU MBIIIEYHON (QYHKIUH PYK.
OpurnnanbsHoe HazBaHue: Brooke Scale.
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Uctounuk: [97]
Tumn: mkana oeHKn
Hasnauenue: k1MHHYECKAsT OTICHKA MBIIICYHON QYHKIIUU PYK

Coneprxanue:
Onenka Omnwucanue coxpaHeHHBIX (HYHKIIHNA

0 MOJKET IO/IHATH BBITSHYTHIE TI0 O0OKaM PyKHA U COMKHYTH B TIOJTHBIN KPYT HaJl TOJIOBOU

1 MOJKET IMOJHATH PyKH HaJI TOJIOBOU TOJBKO MPH CTUOAHUU B JIOKTSX (YKOpOUEHHAS
OKPY)KHOCTb TIPH JIBIIKCHHH)

2 HE MOXET TOJHITh PYKH BBIIIE TOJIOBBI, @ MOKET MOAHATH 200-rpaMMOBBIH CTaKaH BOJBI
B POT
MOJKET MOJHATH PYKH KO PTY, HO HE MOKET MOAHATH 200-TpaMMOBBIH CTaKaH BOJBI B POT

4 HE MOJKET MOJHATH PYKH KO PTY, HO MOKETE UCIIOJIb30BaTh PYKH, YTOOBI JEPKATh PYIKY
WM 3a0paTh MOHETHI U3 KOPOOKHU

5 HE MOXET TOJHITh PYKH KO PTY U HE MOYKET BBITIOJHITh MU HUKAKOH TTOJIE3HOM

(GyHKIMH.

Kirou (naTepnperarus): HopMma 1; 5 — HeT hyHKIIUM

[Tpunoxenue '3

AanITHPOBAHHAS IIKAJIA OLEHKH MOTOPHBIX GyHKIIMA XaMMepCMUT

Ha3BaHue Ha pycCKOM SI3BIKE: alaliTUPOBAHHA IIKajla OIIEHKA MOTOPHBIX (PyHKIMI XaMMepCMUT.

OpurunanasHoe Ha3Banue: Hammersmith Motor Ability Scale (HMAS)

Hcrounuk: [98]

Tumn: mkana oleHK!

Ha3navenue: olleHKa CTENEHM OTpaHUYCHHUS aKTHBHOCTH Yy OosbHBIX MJIJI/MJIB, crenenu
MpOrpeccupoBaHusl 3a00JI€BaHus, OIICHKA JMHAMUKN Ha (JOHE IMPOBOJIUMOTIO JICUCHUS

Conepxanue:
I/ Tect 3agaHue 2 Oamia 1 Gamn 0 GamroB
Cunern Ha | MoxeTe mu | MoxeT cuaeTthb
MIOCTaMeHTe/CTyIe. CUIETH Ha|0e3 omopsl Ha
Bo3MOXHOCTh CHAETH Ha|MIOCTAMEHTE/CTY |pYyKH Heo0Oxoanma Heo0Oxoanma
1 Kparo MOCTaMeHTa UK Ha |Jie 6e3 omophl Ha omopa Ha OJHY|omopa Ha o00e
MOCTaMEHTE/TI0ITy PYKH. PYKY JUTSL | pYKH TS
(crimHA/CTOTIBI yAepKaHUS yAepKaHUS
6e3 omopsbl)? OamaHca OamaHca
[IponomxurensHOE Moxete 1 | Moxer cuners | HeoOxonuma Moxet JOJITO
CHUJICHUE. CUIETD Ha|cC oropa Ha OJIHY |CHIETHh C ONOpPOH
Horn BBITIPSIMJIEHBL, | TTONY/TIOCTAMEHT | BBIMIPSMIICHHBI | pYKY Ui |Ha 00e pyKH WIH
2 BO3MOKHO e ¢ |Mu Horamu 6e3 | yiep KaHus He MOXET CUIETh
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HE3HAUYUTEJIbHOE BBITIPSIMIICHHBIM | OTIOPBI Ha | basianca clc MPSIMBIMU
crubaHue B  KOJIGHSX,|M HOramu 0e3|pyKu BBITIPSIMIICHHBIM | HOTAMU
KOJICHHBIE YallIeyKH | OTIOPbI HA PYKH? Y HOTaMHU
HaIpaBJICHbI BBEPX.
Paccrosnne MEXKITY
noasKkamu < 10 cm
[To3a "cupa". Ilonoxuth Moxer He MOXKET
PYKY Ha T'OJIOBY JOTPOHYTbHCS JI0CTaTh JI0
IToxaxure, Kak |10 TOJIOBBI TOJIOBBl  PYKOH
3 MOXETE pyKoH, pu | MokeT 10CTaTh | HE3aBUCUMO — OT
JOTPOHYTHCS 3TOM T0JIOBa H |10 TOJIOBHI | IBMKCHU I
OJHOM PYKOH N0 | TYJIOBHILE pyko#, Harubas | TOJOBBI 151
TOJIOBBI  BBIIIIE | OCTAIOTCS rOJIOBY U | TYJIOBHILA
yxa CTaOWJIBHBIMH | TYJIOBHUIIIE
Iloza "cums". Ilonoxwurts |[lokaxnre, Kak|Moxker He MOKET
00e pyKu Ha roJIoBy MOXKETe JOTPOHYTHCS JI0CTaTh 110
JTOTPOHYTHCS hi (6] TOJIOBBI TOJIOBBI PYKaMH,
4 00erMHU pyKaMU | pyKOH, npu | MoxeT J0cTaTh | HE3aBUCUMO — OT
b1 (o) TOJIOBBI | 3TOM TOJIOBA U | 10 TOJIOBHI | IBYKCHU I
BBIIIE yXa TYJIOBHIIIE pyKamu, TOJIOBBI u
OCTaroTCA Harubasi TOJIOBY | TYJIOBHILA
CTaOWJIBLHBIMU |H TYJOBUIIIE
Moxet
Moxer
Moxete I MOBEPHYTHCST CO
TTOBEPHYTHCS He MOKET
[loBepHYTBCSI €O CIIMHBI | IOBEPHYTHCS CO CIIUHBI  TOJIBKO
5 CO CIIHMHBI Ha IIOBEPHYTHCSI HHU
Ha 00K CIIMHEI Ha OOK, B Ha oOmuH OOK
00K, B 00e n Ha oIuH OOK
00€e cTOpOoHbI? (mpaBbIit WIIH
CTOPOHBI .
JICBBIN)
[TepeBepHyThes ¢ )xuBOTA | MOXKeTe u | Moxer IlepeBopaunBae |He MOKET
Ha CIMHY 4Yepe3 NIpPAaBblil [ IEPEBEPHYThCA |IMIEPEBEPHYTHC |TCA HA CIUHY, |[[IOBEPHYTbCA  C
6 060K C JKHMBOTAa Ha|s C JKMBOTA Ha|HMCHOJIb3YS PYKY, | ’KUBOTA HA CIIUHY
CIUHY yepes | CIUHY 0€3 | 4TOObI
[lepeBepHyThCH C )KMBOTA .
., | 110001 60K? MOMOIIA PYK | OTTOJIKHYThCS
Ha CIUHY Yepe3 JEBbI
7 060K
[IepeBepHyThCs co | Mosxere v | Moxer [TepeBopaunBae |He MOKET
CIMHBI HAa JKMBOT 4epe3|MEepEeBEPHYTHCS |NEPEBEPHYTHC |TCA HA KHUBOT, | IEPEBEPHYTHCS
8 MpaBbIid GOK CO CHHMHBl Ha|s CO CIMHBI Ha |BBITSATUBAS PYKYy |CO CHOUHBI Ha
KUBOT yepes | KUBOT 6e3 JKUBOT
IlepeBepHyThCS co .
11000i1 6ok? HOMOIIU PYK
CIIMHBI Ha JKMBOT 4epes
9 TIEBBIN OOK
Moxere m sieub | Moxer  neus | Moxer neys, | HeBpinmosiHuMO,
U3 TO03bl CHUI, | U3 MO3bI | Ma/lasi BOEPE] U | WU
10  |Jleus u3 no3sl "cuns" KOHTPOJIUPYS "cupa" depes|mepeKaTbiBasCh | BBIIOJHAETCS  C
CBOM JIBIDKeHUs? | I3y "Nexa Ha | uepe3 60K HEKOHTPOJIUPYEM

Ooky"

bIM IIAJCHUEM Ha
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CIIUHY
Moxkere i | Moxkert
Moxker
NOJHATHCA ~ HA | IPUTIOTHATHCS
yaepxKaTh
. JIOKTSIX Ha
11 | Croiika Ha npeamIeYbsIX IIOJIOKEHUE, Hesspimonnumo
(mpenmuieybsix) | MpeaIIeUbsiX C
" o eciu IIOMOYb
A3 O3Bl Ha | IO HATOMI
N . MPUHSATH €ro
sxuBore'"? TOJIOBOH
[TonusaTe rosioBy, Jexa|Moxere | Moxer MoxeTr noAHATh
Ha )KABOTE MOJHSTH TOJIOBY, | TOJHSTH TOJIOBY,
JIEKa Ha JKUBOTE | TOJIOB JIEXKA | BEITSIH n
12 Y, yB  PYyK Hesrimoanmo
(pyxu BJIOJIb | HA YKUBOTE | BIIEpe]]
TYJIOBHINA)? (pyku  BHOJBb
TYJIOBHIIIA)
Moxere i | Moxkert Moxer
HOMHATHCI  HAa |IIOOHSITH COXpaHATH
o BBIIIPAMIIEHHBIX | TOJIOB CTOMK Ha
Crolika Ha p Y, y
13 pyKax U | BBITIOJTHSIA BRITIpSIMJIEHHBIX | HeBBIOTHUMO
BBITIPSIMIIEHHBIX PYKaxX N
yAepKaTh 1Mo3y? | CTONKY Ha | pyKax, eclti
BBITIPSIMJICHHBI | TOMOYb MPUHSTH
X pyKax 3TO MOJIOKEHHUE
Camurcs C
MoxeT cecTb, A
Moxete I TPYZIOM,
" " B TOM YHCIIE
14 CecTb 13 1TO3HI "JIeka CeCTh W3 TIO3BI nepeBopaunBasic | HeBpImosHMMO
" " yepes MOBOPOT
nexa'"? b Ha JXUBOT WJIH
Ha OOK
yepe3 00K
Moxet Bctath | Moker
Moxerte b1
. |B 4-OHOpHYIO | yiepxkuBarh 4-
. CTOATH C OTIOPOU "
15 4-omopHas cToiika a u u CTOMKY c|omnopHyro 103y, | HeBbimonumo
PYK MMOIHATON €CIh TIOMOYb ee
KoJIeHHu? N
TOJIOBOH MIPUHSTH
MoskeT moa3TH
Moxete JIY | BIIEpE, Moxert
0JI3aTh Mo- | AejaTh 2 W |COBEPIIATHh
16 [Ton3ate no-mimacTyHcku Hesrmmonanmo
IJIACTYHCKH 0ojiee  IMKJIA |JIMIIb MOIBITKA
Brepen’? JBUKEHHUM PYK | K OJ3aHbIO
1 HOT
Ilogaumaet
ITogaumaet
Moxerte JIM | TOJIOBY 1o
o roJioBy, HO 3a
MNOJHATH TOJIOBY | CpeHEN N
[logusaTe rONOBY, nEXa " 4 cueT  OOKOBOH
17 U3 1036l "Nexa" | IMHUH, Hesrmmonanmo
Ha CIIMHE bnexcun 1503051
U TOCMOTPETH | 1OCTAET
0Oe3 crubanus B
Ha MBICKH? 0100pOIKOM ce
JI0 TpyIn
o Moxkete 11 | Moxkert Mosxket cTosTh ¢ | MOXKET CTOATH ¢
18 | CrosTh C moaAEPKKOU . .
CTOSITD, CTOSITD, MUHHMMaJIBHONH | OMOPOM Ha PYKY,
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UCTIOJNIB3YS OJHY | UCIIOJIB3YS MO IICPIKKOM HO HYX/JaeTcs B
PYKY JUIS | OTHY PYKY ISt | TYJOBHUINA  (HE | JOTIOJIHUTEIBHON
MOJJICPKKU? MOJJICPKKU Oenpa) MOJIEPKKE
6onee 3 ¢ KOJIeHEeH WJIH
oenep
Moxere B0
CTOATh TaK | MOXeT CTOSATH Crour 0e3
Mosker CTosITh
19 | CrosTs 6e3 moIep KKK | IOJITO, KaK | HE3aBUCHMO MO IICPIKKH
HE3aBUCHUMO 3 C
HE00X0 MO, 6onee 3 ¢ KOPOTKOE BpeMs
0e3 moIepKKu?
Bo3moxHOCTB nenathb | Moxerte I
Iaru XOIUTh oe3

HUCIIOJIb30BaHuA | MoxkeT

Mosxker caenarthb
NOJJICPKKU WM [cnenath 4 U

20 2-4 mara 0e3|HeBo3MoxxHO
JIOTIOJTHUTEIILHEI | 00JIee mara
IIoMoIIn
X 0e3 oMo
MIPUCTIOCOOIEHU
n?

Kitou (unTeprnperanus): coctouT u3 20 MyHKTOB, Ka)XAbId M3 KOTOPHIX OLIEHMBAETCS COTJIACHO
CTENECHHU BEINTOJHEHN Ha 2, 1 uau 0 6aios.

[Tpunoxenue I'4

6MWT — TecT 6-MUHYTHOI X01bObI

Ha3Banue Ha pycCKOM s3bIKE: TeCT 6-MUHYTHOM XObOBI.

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

Hcrounuk: [99]

Tun: npyroe

Ha3nauenue: omnpezaenseHue BBIHOCIMBOCTH aMOYJIAQTOPHBIX MAIMEHTOB C IEJIbI0 OLEHKH
3 PEKTUBHOCTH TEPANUU U IPOrPECCUPOBAHUS 3a00I€BaHUS

Conepxxanue: B tecte onieHMBaeTcsi AUCTaHIMS B METpax, NpOoiieHHas NallieHToM 3a 6 MUHYT 6€3
BBIHY)KJICHHBIX OCTaHOBOK.

Kntou (uHTEpnpeTanys): NpoBOAUTCS CpPaBHEHUE C pe3ylbTaTaMU TeCTa, MPOBEICHHOrO paHee (J10
Hayaja Tepanuu, Ha GoHe Teparuu U TA)

Crnenyer HOMHUTB, YTO ISl JAHHOTO TECTAa UMEIOTCA Cieyolue aOCOI0THbIE IPOTUBONOKA3aHUS:
HeCTaOMJIbHAsl CTEHOKapAusl HampsbkeHUss W MH(apKT MHOKapjaa, JaBHOCThIO JOo 1 Mecsua.
OTtHOcuTeNbHBIMU NTpOTUBONOKa3aHUAMM siBisitoTcs: YCC Boie 120/MuH B nokoe, cuctoianueckoe AJl >
180 mm.pr.ct. u aumactommueckoe AJ[ > 100 mm.pr.ct. CrabuibHas CTEHOKapIus HE SBISETCS
aOCOJIIOTHBIM NPOTUBOINOKA3aHUEM JJsl TPOBEICHUS TeCTa, OJHAKO €ro CleAyeT MpPOBOAUTH C
OCTOPO’KHOCTBIO, Ha ()OHE IPUEMa aHTHAHTMHAIBHBIX IPENapaToB MO NOKA3aHUSM.

Ecnu nanueHT HaXoAWUTCS HA NOCTOSTHHOW KUCJIOPOJHON MOJJEPIKKE, CKOPOCTh NMOAAYU KHCIOPOAa
IIPU NIPOBEJICHUU TECTA JI0JKHA COXPAHATHCS B COOTBETCTBHUHU C NPEANNCAHUEM Bpaya, Ha3HAYUBLIETO U
KOHTPOJIMPYIOIIErO TEPAIHIO.

IIpoBenenue Tecta HEOOXOAUMO HEMEAJICHHO NMPEKPATUTD B CIIydyae MOSBICHUS:

1. bomu B rpyau;
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2. HenepeHocuMOM OJBIIIKH;

3. Kpamnu B HOTaX;

4. Pe3koi HEYCTOMYMBOCTH U MOIIATHIBAHUS ITPH XOb0E;

5. Upe3amepHOro noToOTACIICHUS;

6. Pe3koro u3mMeHeHHsI IBETa KOKHBIX MMOKPOBOB (OJICTHOCTH).

6MWT mpoBoAUTCS B IOMEIIEHUH, XOPOIIIO 3HAKOMOM MAaIMEHTY, UMEIOIIEM JO0CTaTOYHO JITUHHBIN
KOPHUJIOp C TBEPABIM MOKpHITHEM. J[JIMHA MPOXOIUMOTO MYyTH JIOJDKHA COCTABIIATH HE MeHee 30 MeTpoB ¢
pa3METKOM Kaxple 3 MeTpa, a TaK)Ke TOUYKaMH ITOBOPOTOB/Pa3BOPOTOB.

[TanieHT MoTy4YaeT MHCTPYKITUIO O HEOOXOAMMOCTH HUATH ¢ MAaKCUMaJIbHO BO3MOXKHOM CKOPOCTHIO
(HO He OexaTh) B TCUEHHUE 6 MUHYT.

B tecte onieHnBaeTCs AUCTAHIUS B METpax, MPOMICHHAS MAITUEHTOM 3a 6 MHUHYT 0€3 BBIHYKIECHHBIX
OCTaHOBOK.

ITpunoxenune I'S

MeTtoabl OLIEHKH COCTOSIHUS HEHPOMBIIIEYHOM CUCTEMBbI IIPU MBILIEYHON AUCcTPOGUHU
JAromenna

Ha3Banne Ha pycckoM s3bike: MeToAbl OLIEHKM COCTOSIHUS HEHPOMBINIEYHOM CHCTEMBI IIPH
MBITIIEYHOU JucTpodun J{romenHHa.

OpurunanpHoe HasBanue. Neuromuscular assessments for patients with Duchenne muscular
dystrophy.

Hcrounuk: [1]

Tum: mkana oueHkn

Haznauenwue: perymspHas OllEHKa MPOTPECCUPOBaHMs 3a00JIeBaHUs (MCCIIEIOBAHNUE CHIIBI, 00beMa

JIBWKCHUM, OCAHKH, TIIOXOJKH, TECThl Ha BpeMsi), MOHUTOPHHT CIHOCOOHOCTH CIPaBISATHCA C
MMOBCETHEBHOM JIEATEIBLHOCTHIO, TIPUHITHE PEIICHUH O TepareBTUHYCCKUX BMEIIATEIbCTBAX.
Conepxanue:
TTokaszarenu Meton Llens nuccnegoBanus bombnEIe, bomnenble, HE
CIIOCOOHEIE K CIIOCOOHEIE K
CaMOCTOSITEIBHOM | CAMOCTOSATEIHLHOM
y MEePEIBIKEHUIO | Y EePEABIKEHUIO
UccnenoBan | ManyanbHOe BoisiButh  oTKiOHEHUs 0T |Omnpenensats cuiy | PaHHUX cTagusx:
M€ CHJIBI HCCIEI0BaHNE 0KAIAaEMOr0 KIMHHUYECKOIO | HHXKHUX OTPENENATh CHITY
MOBIIIIIT TeYeHus, OTCJIEAUTE | KOHEYHOCTEH C | BepXHHUX U
MIPOTrPECCUPOBAHKUE OOJIC3HH | TOMOIIBIO HIDKHHUX
U TPOTHO3UPOBATH YTPATy | MaHyaJbHOTO KOHEYHOCTEH
byHKIMIA, OILICHHTE | UCCIIEAOBaHUS KayKJIpIe 6
3¢ (GEeKTUBHOCTh  TEpaIuH, | KasKIble 6 | MecsIIEB.
BBLISIBUTD ACUMMETPHUIO | MECSILIEB Ha MO3IHUX
MBIIITEYHOM CHITBI CTaausX:
LIEHHOCTh
JTAaHHOTO
HCCIICIOBAHUST HE
sICHa
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Ob6bem I'onnomerpus Havanpnas nenb: BuiABUTH | HuxHue Hwuxnue
JBKEHUM YMEHbILIEHNE 00beMa | KOHEUHOCTH: KOHEYHOCTHU:
JBUKEHUM B cycTaBax | OepeHHBbIE, OenpeHHEbIe,
W/WIIM HaJM4YUe CYCTaBHBIX | KOJICHHEIE, KOJICHHBIE,
KOHTPAKTYD, KOTOPBIE | TOJIEHOCTONHBIE | FOJIEHOCTOIIHBIE
MOTYT CyCTaBblI, CyCTaBbl,
CIOCOOCTBOBATH/IPUBOIUTH | MITMOTUOUANBHBIA | MITMOTHONATLHBIN
K (GyHKIIMOHATHLHOMY | TPAKT, TPaxT,
YXYAUICHUIO WJIH | IOJIKOJIEHHBIE MIO/IKOJICHHbBIE
HapyIIEHUAM OTIOPHO- | CYXOXKHIINA, CYXOKUJIIHS,
JIBUTATEJILHOTO  amrapara| MKpOHOXHas MKPOHOXHAs
WIM KOXXHBIM IpoOeMaM. | MbIIIa MBIIIIIA.
BrisiBUTE  HEOOXOTUMOCTH Bepxuaue
JIOTIOTHUTEILHOTO/alIbTepHA KOHEYHOCTH:
TUBHOTO JIOKTEBOM CYCTaB,
MEeIMKaMEHTO3HOTO/XUpypr JTy4e3ansiCTHBIN
MYECKOTO BMEIIaTeNbCTBa CycTaB, UIMHHBIE
(mpuMeHeHue OpTE30B, crubaTenu
UIMHUPOBAHUE, najnblieB
HCIIOJb30BAHUE  YCTPOWCTB
JUISE BEPTUKAINU3AIIHH,
ornepanuii 1Mo  YAJIUHEHUIO
MBIIIIIT)
TecTbl Ha | Beimonnenue c|Jlerkue B mnpakTuyeckoM | Jlucranims, Bpewms, Ha
BpeMst y4€TOM  BpPEMEHU | TPUMEHECHUU u | xonp0a/6er 3a 10 |omeBaHue
CTaHIapPTU3UPOBaH | UH(GOPMATUBHBIE MUH, BpeMms | pyOalIku, MOXET
HBIX 3aJaHMI s | TOKA3aTeNN MOBCEIHEBHOTO | BBIIIOJIHEHUS OBITh
MIPOBEPKHU (byHKIIMOHAIBHOTO npuema ['oBepca, | MH(OOPMATUBHBIM
Ppa3InYHBIX COCTOSIHMS; YyBCTBUTEJBHBI |[BpEMsl  NOAbEMa |[IOKa3aTeaeM Ha
byHKIMI K U3MEHEHHUIO COCTOSHUSA Ha 4 CTYNEHbKH, |paHHUX  3Tamax
TeCT 6-MUHYTHOM | CTaauu
XOILOBI. HECIIOCOOHOCTH
Bpewms, Ha | CAaMOCTOSITEIbHOT
OJIcBaHUE 0 MEepPEIBKECHMUS.
pyOamiku, wmoxeT|TecTsl Ha Bpems
OBITH HE IPUMEHUMBI Ha
WH(GOPMATUBHBIM |MO3JHUX  3Tarax
MOKa3aTeJIeM  Ha|CTaJuu
MO3JHUX  dTamnax | HeCOCOOHOCTH
cTaaun CaMOCTOSITEIBHOT
CaMOCTOSITENIBHOT | O MEPEABHKCHHUSI.
0 MEpEABIKECHHUS.
IToBcenneBH |OueHka HNndopmatusHO 1t | Yactora nanenuii, | HaBbiku
ast OTpaHUYEHUH B | BBISIBJICHHS TOYEK | MOHUTOPHHT caMo00CITy)KUBaH
JESITEILHOCT | TOBCEIHEBHOM IIPUIIOKEHHUS MOMOIIH, | KOJTMYECTBa usd, TMHCbMA U
b NEeSATENBHOCTH ajanTalid M JOCTyNa K |IIaroB,  HAaBBIKH | yIPAaBJICHUS
JI0OMa, B IIKOJIE W |KOHTPOJIUPYEMOM CaMOOOCITYy)KUBaH |PyYHBIM W
00I11eCTBEHHBIX OKpYKaIoILel cpeie us, THUCbMAa M |JJIEKTPUYECKUM
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MecTax paboThI 3a| KpecioM-
KOMIIBIOTEPOM. KAaTaAJIKOM.
HeecnocobHocTh | JleecriocoOHOCTh
B HIKOJIe u|B IIKOJIE u
OOIIECTBEHHBIX | OOIIECTBEHHBIX
MecTax MecTax
[xansr Onenka [To3Bosser  ocymectButs |lllkama  ouneHkw |IlIkana  oneHkun
JIBUTATEJIbHBI | IBUraTEIbHBIX MOHHUTOPHHT (GyHKUME HUOKHUX | QYHKITMOHAJIBHOT
X pyHkuni | QyHKIMI IpOrpeccupoBaHus 00JIE3HU | KOHEUHOCTEMN 0 perTuHra
OT/EIBHBIX " a¢¢dexTuBHOCTS | Vignos, IIKAJIa | BEpXHUX
obnacreit C | IpOBOMMOTO JIEUEHUS OLICHKM (YHKLMHU | KOHEYHOCTEH 10
MOJy4EHHEM K Broke, mIKajia
00BeAMHEHHO CaMOCTOSITEIbHOM | U3MEPEHUs
OILICHKHU y TEpeABHKEHHUIO | IBUTATEIILHON
North Star byHKINH.

Kitou (uHTEpnpeTanus): NpoBOAUTCS CpaBHEHUE C pe3yJibTaTaMU TeCTa, MPOBEJECHHOrO paHee (10
Hayajia Tepanuu, Ha (poHe Tepanuu U TA)

[Tpunoxenue I'6

Tect onenkn GyHKUMOHANBHON akTUBHOCTH CeBepHasi 3Be31a

Ha3zBanue Ha pycckoMm s3bike: CucremMa aMOylnaTopHOW OIEHKH (DYHKIIMOHATBLHOW aKTHBHOCTH
CeBepHas 3Be3na
OpurunansHoe HasBanue: North Star Ambulatory Assessment, NSAA
Hcrounuk: [100]
Tumn: mkana oleHK!
Haznauenue: onenka yHKIIMOHAIbHBIX BO3MOXKHOCTEH MaIlleHTa
Conepxanue:

Cucrema ambynatopnoii ouenku The North Star
Onucanue TecTa ¥ yKa3aHus Ui MalUeHTa

OnenuBaemoe | YkazaHue Ucxognoe KomMmenTapuu
TUIS M0JIO’KEHUE/OTIICaHne
nanueHTa yIpaXHEHUS
1. ITonoxxenue | Bctanb Horu Ha pacctosinumn He | OnieHke 2 6ajia COOTBETCTBYET yJepKUBaHUE
CTOA npsmMo,  He|Oonee 10 cM, HATKM Ha|MOJIOXKEHHS B TeUeHHE 3 CeKyH[ (MUHUMYM).

IBUTAMica U
ocTaBaiicsa B
3TOM
MOJIOXKESHUU
Kak MOKHO
JIOJIBIIIE

noJ1y (10 BO3MOXHOCTH).
Pyku Brons kopnyca. HE
Ha/IeBaTh OOYBb.
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2. Xoanba

IIposiqu ot
TOYKM A 10
TOYKHU b
(ykazatp
HavyaJIbHYIO
U KOHEYHYIO
TOUKY)

He naneBats 00yBb WM
HockH. Habmiomaiite 3a
X0Ab00# B CarMTTaIbHOM
u KOPOHAPHOM
IUTOCKOCTH B TEYCHHE KaK
MuHUMYM 10 maros.

Ecnu manyeHT oOBIYHO XOJHMT Ha IBIIIOYKAX,
HO MHOTJIa CTAHOBUTCSA HA CTOIY WJIM MOXET
BCTaTh Ha Hee, KOrja Bbl 00 3TOM IPOCHTE,
omnenka — 1 Gamn. PaccrosHue HOMKHO OBITH
JOCTaTOYHBIM, 4TOOBI HAOIIOAATh "OOBIYHYIO
MOXOJKY" TAaHHOTO TAIUEHTA.

3. IlogweMm co | Moxerib Hcxonnoe monoxenwue: | Mcmonp3yliTe CcTyl 1O pocTy pedenka (Oe3
cTyna BCTaTh co | Oesipa U KOJIEHU COTHYTHI | IOJJIOKOTHUKOB) WM  PETYIUPYEMYIO IO
CTyIna, oA OPSIMBIM  YIJIOM, | BBICOTE OTOpPY. MOKHO Takke MOCTaBUTh O]
CKpECTHUB CTOMbl Ha TOJy WJIU |HOTHU CTYIIEHbKY TUTSt JTOCTHKCHUS
pyku? OTIHpAIOTCs Ha | IPaBUJIBHOTO MCXOJHOTO mojoxeHus. Eciu
CTYIEHBKY. PYKH CKpELleHbl Ha TMPOTSHKEHWH BCEro
yInpaxHeHMs, OlleHKa — 2 OaJuia.
4, 5. | Moxemb Onenke 2 6asa | Jlydiie BHINOJHATE Ha MOJTy, @ HE Ha KOBPUKE
[lonoxeHue |MOCTOSTH Ha|COOTBETCTBYET
CTOSI Ha OJIHOM | IpaBOIl/NEBO | yIAep>KUBaHUE
Hore (mpaBasi|ii HOre Kak |IOJIOKEHUS B TeueHHe 3
+ neBas) MO>KHO cekyHn (munumym). HE
JoJpuie? HajieBaTh O0YBb.
6, 7. Ilognem | Moskern Bcratn JIAIIOM K| MOXXHO HCIOJB30BaTh B MOMOIIb MAIUEHTY
Ha CTYNEHBKY |[IOJAHATHCS | CTYIIEHbKE BBICOTOM 15 |perymupyemyto mo BbicoTe omopy. Ilpu ee
c MpaBoy | Ha CM. OTCYTCTBHM Bpad MOXET I[OMOYb IALUEHTY
(JIEBOI) HOTH | CTYIIEHBKY C OJHOU PYKOM.
MpaBoit
(;1eBoif)
HOTH?
8, 9. Cyck co | Moxelb Bcrate Ha cryneHbKy, | MOXKHO HCHOJIB30BaTh B MOMOIL MAIIUEHTY
CTYIIEHbKU C |CIYCTUTHCS |IIOBEPHYTHCS BIIEPE. peryiaupyeMyr 1o BblcoTe omnopy. Ilpu ee
MIpaBoii/NeBoil |co BricoTa crynenbku — 15| 0TCYyTCTBUU Bpad MOKET MOMOYbL MAlUEHTY
HOTH CTYIIEHbKH C |CM. OJTHOM PYKOIA.
MPaBOM/JIEBO
1 HOTH?
10. Ilepexon B | Moxerib HcxonHoe mnonoxenue —|Eciyu nmanuveHT nepeBOpavyMBaeTCs Ha JKUBOT
MOJIO)KEHUE | CeCcTh u3|neka Ha cnuHe (HA|WIM MOBOPAYMBAeTCs K TOJy, YTOOBI CECTb,
cus MOJIOKEHUS | KOBPHKE). He|nocrasbre 1 Gann.
nexa? NOJKIa/1bIBATh noxa|Llens — yaepxkuBaTh NOJOXKEHHE CHUAS B
TOJIOBY MOJIYIIKY. TE€YEHHE MTPOJOJDKUTEIBHOTO BPEMEHU.

11. IogpeMm c|Moxelin Ucxonnoe monoxenwue: | [loctaBere 1 6amn, ecnu peOeHOK CTOUT Oe3
nojua BCTaTh C|lexa Ha CIOHHE, PYyKH |OMOpbl Ha Mebenb, HO HaOIrOAaeTcs Kakas-
nojua Kak|BJOJb KOpIlyca, HOrH |Inbo yacTh MaHeBpa ['oBepca.

MOYXHO BBITIPSIMJIEHBI. [TonpocuTe BBIMOTHUTH YIpa)KHEHUE CHadasla
obicTpee (u3 | He ncnonbp3oBath 6e3 onopsl Ha MeOeb.

MIOJIOKEHMSI | TOAYILIKY.

nexa Ha

criuHe)?
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12.  Iloxwvem | Moxemb N3 nonoxenus nexa Ha|llompocure mnmamueHTa CKpeCTUTh PYKH Ha
TOJIOBBI MOTHSATh CIIMHE, PYKU CKpEIIEHBI|TPYau MPU BHIIIOJHEHUH YIPAXKHEHUS: TaK OH
TOJIOBY U | Ha TPY/IH. HE CMOXET MmomoraTh cebe pykamu. Taxxke
nocMmoTpetsh | HE ucnosnb3oBath MOTNIPOCUTE TAIMEHTA MOCMOTPETh Ha MAaJIbIIbI
Ha  MaJblbI | TOYIIKH. HOT, 4TOOBI YOEAWTHCS B TOM, YTO Ies
HOT, crubaercs.
CKPECTHUB [Ipu 3TOM MOAOOPONOK JTOJKEH IBUTATHCS K
pyKHu Ha TpyIu.
rpyau?
13. Moxenib Cros Ha noiy. bes UtoObl  mONy4uTh  OLEHKY 2  Oaina,
[Tonoxxenne |mocTosith Ha|OOYBH. HEOOXOJAMMO OJHOBPEMEHHO BCTaTh Ha 00€
cTOsA Ha | msATKax? natku. OOpaTuTe BHUMaHHWE Ha HaJTW4He
MATKAX uHBepcuu. Ecnmm oTMeuaeTcsi CyliecTBEeHHas
WHBEPCHUSI, HO TUTFOCHBI TIPUTIOIHSTHI, OLIEHKA
— 1 6amn.
Ecnm otmeuaercs wHBEpcHs, a JiaTepaiabHas
TpaHMIa CTOTIHI HAXOUTCS Ha TOJTY, OIICHKA —
0 Gamos.
14. IIpeokok | Kak Bwicoko|CTosi Ha momy, crtombl | TpeOyeTcss ABuKeHHWE BBEPX, a HE BIEpesl.
Tl MOEIIh | HEMHOTO paccTaBieHbl. | JIomycTHMO HEOOJIBIIIOE IBIKEHHE BIIEPE]I.
MPBITHYTH?
15, 16. | Moxems Hcxonnoe monoxenue: | Jls onenku 2 O6aa Hy)KEH 3aMETHBIN OTPHIB
[IppkoKk  Ha|MOAMNPBITHYT |CTOSI HA TMOJY Ha MpaBoM | OT MoJja.
OJIHOW  HOTre|bh Ha TpaBoH | (J1eBoit) Hore. bes 00yBH.
(paBoit u | (JIeBOIA)
JIeBOM) Hore?

17. ber (10 m)

Jlobern kak
MO>KHO
obIcTpee

70...
(ykaxxure
MECTO)

[Ipsimas 10-meTpoBas
JIOPO’KKa B TUXOM MeECTe
C pa3METKOH, MOHSITHOM

IS MalyeHTa.
Hcnonb3yiiTe
CEKYHJIOMED.
ObecneubTe
0€30I1aCHOCTh MAallheHTAa.
ITanmenTta MPOCST
Oexxath  "Kak = MOYHO

ObIicTpee", HO CKOPOCTB
OH BBIOMpAET caM.

"l[loxongka JlromeHHa" — HEe HWCTHHHBIN Oer
(BeposATHO, ¢ NBOWHOM (Da30il MOMIEPIKKH), HO
[oH] wHTeHCHMBHee, uyeM xonap0Oa. OOBIYHO
XapaKTepHu3yercs Ype3MEepPHbIM
UCIIOJIb30BaHUEM PYK, IOBOPOTOM TYJIOBHIIIA,
3HAYUTENbHBIM PACKAYUBaHUEM.

Her peanbnoro "otrankuBanus".

Kitou (uHTEpIiperarus):

[ToscHenus:

- BBINOJHATH TECTHI B IOJIOXKEHMM CTOS IPU HAJIMYMM TPaBM HIDKHMX KOHe4yHocTell. OnHako
MAIMEHTa MOXHO MOMPOCHUTDH BBINIOJHUTH MOJBEMBI TOJIOBBI U NEPEXO] B CUASUEE MOJIOKEHUE, €CIIU OH
cniocoOeH 310 caenark. Cieayer yka3plBaTh "KOMMEHTapuu'" B paboueit Tabnulle;

NSAA npezcraBisieT co00i HmIKaly, COCTOSIIYIO U3 17 MyHKTOB, KOTOpast
CIIY’KUT JUId OLIEHKM (DyHKIMOHAJIBHBIX BO3MOXKHOcTell manumenra: 0 (HecrmocoOeH), 1 (BbIMOJHSET
CaMOCTOSTENIbHO, HO C MOAU(DUKAIUAMHU), 2 (BBIIOIHAET 6€3 KOMIIEHCAIUH).
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- PEKOMEHJyeTCSl BBINOJNHATh TecTbl NSAA B MPEAIOKEHHOM HOpsAake (IpUM.: HACTOSIIMM
NOPAZOK 3aJaHuid ObUT M3MEHEH sl mpoBefeHus Oonee >(pPeKTUBHON OIEHKM M OTIUYACTCS OT
IIOCJIE0BATEIBLHOCTH UCCIIEJOBAHUN, UCTIOIb3YEMOMN B IPEIBIIYILIUX BEPCUSX);

- HE mncmonp30BaTh MaTkI,

- oOpamaeM Balie BHHMAaHHE, YTO BpEeMsl B CEKYHJax OKPYTJSeTcs J0 OirKaiiero 3Ha4eHUs
JIECATHIX CEKYH/IBI BO BCEX 3a/IaHUSIX HA BpeMs (K MPUMEpY, MOIbeM ¢ noJia win Oer Ha 10 m);

- BBITIOJTHEHUE YIIPAKHEHUH OI[CHUBACTCS CIIEIYIOIUM 00pa3oM:

2 ="HopmainbHO" — 6€3 OTKIIOHEHU

1 = C nebompmmMu MOAM(UKAUSAMHU, HO TMAIMEHT BBIIOJHIET 3aJaHue O3 JIOTOIHUTEIBHOU
MTOMOIIHU

0 = He Mo’xeT BBINOJIHUTD 3a/JaHUE CAMOCTOSITENBHO;

- €CJIY, 10 BallleMy MHEHMIO, MAIMEHT MOKET IMOJIyYUTh OoJiee BBICOKYIO OLIEHKY, KOTopas Oblia
HUKE M3-3a HEBBIMOJIHEHUS KaKUX-IMOO YCIOBHUM WIJIM HEJAOCTATOYHOTIO MOHUMAHUS 33JaHUs, IOIPOCUTE
€ro NOBTOPUTH YIIPa)KHEHNE U IOBTOPHO OLIEHUTE €T0 BBIIIOJIHEHUE.

- Ecniu BbI HE yBEepeHbI, MOKHO JIM OLIEHUTH BBIIIOJIHEHUE 33JaHUS BBIILIE, CTABBTE 32 HETO HUKHIOIO
OIICHKY.

[Toaroroska.

- otMepbTe 10 METPOB B JUIMHHOM TUXOM KOPUAOPE WM MOMELIEHUH. YKaKUTe JIMHUIO (puHUIIA Ha
oTMeTKe 11 MeTpoB, 4YTOOBI MAIMEHT TOYHO MpoOexkan uepe3 oTMeTKy 10 MeTpoB, a He 3aMeTHIICS TIepe]]
¢buHuIIeM;

- o0ecreubTe YUCTOE MPOCTPAHCTBO HA MOy TUIOMmaaso 3 * 3,5 M, J0CTaTOYHOE AJI BHITIOJTHEHHS
OPYTUX 3aJaHUH (K TPUMEDPY, MOIBEM C TI0JIa).

[Tpunoxenune 17

MonyJib OleHKH padoToCIOCOOHOCTH BePXHUX KOHewHocTei a1 M JI/I

Hazpanue Ha pycckoM s3bike: MoJyib OLIEHKH pabOTOCIOCOOHOCTH BEPXHUX KOHEUHOCTEH st
MIA

OpurunanabpHoe Ha3Banue (eciu ecth): Performance of the Upper Limb Module for DMD 2.0 (PUL
or DMD) Worksheet

Hcrounuk (opHIHaNbHBIN CAliT pa3pabOTUYUKOB, MyOIUKalus ¢ Baauaaueii): [138]

Tun (moaYepKHyTh): 1MIKalla OLIEHKH, UHAEKC, BOIIPOCHUK, JPYroe (YTOYHHUTD)

Hasnauenue: ¢yHKIMOHaNbHAS OIEHKA JIBWKEHMN B pykax y mamueHtoB ¢ MJI/MJIB, moxer
WCIO0JIb30BAThCA IS OLICHKHU 3(PPEKTUBHOCTH TEPATIHH.

Coneprxanue (11a0JIo0H):

Monynb TecTpoBaHuUsl pabO0TOCIOCOOHOCTH BepxHe koHeuHocTH ainst M/IJ1 2.0 Ankera

[Ipennoun
Taemas
pyKa
(ucmonn3y
€TCs BO
BCEX
TeCcTax):

IIpaBas Jlesas

Pasrubanu
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€ JIOKTS [IpaBas JleBas
ROM:
€.g. TIOJHOE = |, 1o | KOHTPAKTYPA = - e.g. nomHoe = | 10 | xoHTpakTypa = -
0° 10° 0° ° 10°
Cynunanu
AROM  \oamas: 34 172 1/4 Mesas: 3/ U U
TTOJTH MOJTH 4 2 4

BBoanslit TecT A. — HauHUTE C A, YTOOBI OMIPENICTUTH OTIPABHYIO TOUKY JIJISI TOCJIEIYIOIIUX TECTOB.

O6BenuTe oneHKy Kaxnoro Tecta. HE BKIIIOYAWTE B OBIIYIO OIIEHKY

Ho | Onncan 0 1 2 3 4 5 6
Me ne
P
A. |Bsomursr |Her Moxet Moxer |MoxeT Moxer MoxeTt Moxet
W TeCT |MOJE3HOW |JepkaTh |MOAHATH |MOJHSATH  |OJHOBPEMEH |TOJHSITH OTBECTH
byakuun | pydky wid | 1 unm 2 | TUTACTHKOB |HO MOJHATH  |00e pyku | 00e pyKu
pyK MOJHATh |PYKHM KO |yIO YamiKy |o0e pyku (10 | OJJHOBpEME |OJHOBpPEM
MOHETY pTy, HO |BecoM 200 |ypOBHS II€d |HHO HaJ €HHO
WIn HE MOXET |T KO pTy 1 |C TOJIOBOM JIOKTH
YIPaBJIATh | IOJHECTH | MU 2 KOMIIEHCAIUE | TOJIbKO pa3orHyT
KpECJIOM C |YallKy  |pyKamu i unm 6e3), | COTHYB bl,
aBTOIPHUBO | BECOM JIOKTH JIOKTH O4epTHUB
JIOM 200 r ko COTHYTHI WK | (YKOPOTHB | TOJIHBIN
pTY pactupsMiIeH | OKPY)KHOCT | KpYT IOKa
Bl b OHH HE
JBUXKEHUS/ | COMKHYTC
c g HaJ
MOMOIIBIO | TOJIOBOM
JOTL.
MBIIIIIT)
I | banner 3, 4, 5, 6 — HauauTe ¢ 11. 1 HA 3TOM CTp
s | bamner 1, 2 — nepedita k 1. 1 Ha cTp. 2
I
A:
3amepsl BEpXHETr0 YPOBHS — IJIEYO
Howmep Onucanue 0 1 2 baner
1 OtBeneHue He moxer Moxer Moxer oTBECTH
bamnel mo | 1uieya o6e pyku HOJHATH 00e | 00e pyku
MYHKTY A | HaJ roJIOBOM PYKH OJHOBPEMEHHO,
"IlogHuMu pyKu OJHOBPEMEHHO |JIOKTH
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B CTOpOHBI " HaAJ
TOJIOBOU —

HaJ roJIOBOU
TOJBKO COTHYB

BBIHpSIMJIGHLI,
cieaB MOJIHBIN

crapaucs JIOKTH C KpYT, I0Ka OHH

JIEPKaTh JIOKTH KOMIICHCAIUe |He

npsMbIMU" COINPUKOCHYTCS
HaJ| TOJI0BOU

2 IToxustue o0eux | He moxer Moxer Mosxer moaHITh
PYK Ha BBICOTY HOJHATH 00€ 00a JIOKTs Ha
mieya (JIOKTH Ha PYKH Ha BBICOTY ITJIeUa
BBICOTE TIeUa) BBICOTY IJleu | 0e3
"[logauMHu pyku 10 OYepen KOMIIEHCAIlU1
Ha Bricoty med” WU C OJTHOBPEMEHHO C

COTHYTBIMH MPSIMBIMU
JIOKTSMH C JIOKTSIMU
KOMIIEHCAIuen

3 Crubanue pyku |He moxer Moxer ¢ Moxer 6e3
Ha BBICOTE Iieya KOMIICHCAIUEH | KOMITEHCAINH
(6e3 rpy3a)

"[IpoTsiHn pyKy
1 KOCHUCh MO
pykn"

4 Crubanue pyku |He moxer Mosxet MosKeT moTHATD
Ha BBICOTE IJIeYa MOJHATH Tpy3 | Tpy3 Becom 500 r
c rpy3om 500 T BecoM 500 T.c |6e3
"IIpotsiHu pyKy KOMIICHCAI[MEH | KOMIIEHCAIlUU
1 KOCHHUCh MOEH
pykn"

3amepbl BEPXHETo YpPOBHS — I1e4O (MPOA0KEHNUE)

Homep Ornucanue 0 1 2 baner

5 Crubanue pyku |He moxer Mosxet MosKeT MoTHATH
BBIIIIE YPOBHS HOJHATH Tpy3 | rpy3 Becom 500 T
jeya ¢ rpy3om Becom 500rc | 0Ge3
500 r KOMIIEHCAIIUEN | KOMIIEHCAIlUU
Pyka na kosiene
— "naii MHe rpy3"

6 Crubanue pyku |He moxer Moxer MoxeTt noaHsITh
BBILIE TIeYa C HNOJHATH TPy3  |Tpy3 BecoM 1 Kr
rpy3oM 1 kr BecoM | Kr ¢ 6e3
Pyka Ha koisiene KOMIIEHCAIIUEeN | KOMIIEHCALH
— "nait mHe rpy3"

3amepbl CPEAHETO YPOBHS — JIOKOTh

Howmep Onucanue 0 1 2 baer
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Pyxka (pyku) ko  |He moxer Moxer Moxer
pTY noxsectu 200 r |noxnectu 200 r
"[lognecu yaiky YalIKy KO pTy C | YallKy KO pTy
KO PTY OJIHOM 060 OJIHOH pyKOM He
pykoi" KOMIICHCAIUeH | oAIep KuBast

(MoXxeT JIOKOTH (6€3

M0JIb30BAThCA | KOMIIEHCALIUN)

TIBYMSI

pyKaMu/vin

MIO/IHECTH JIOBY

K pyKam)
Pyku ¢ kosien Ha | He moxer Moxker OxHOBpEMEHHO
CTOJ IIOIHATE 00€e [MOJHMUMAaeT 00e
"[TogauMu 06e pyku PYKH Ha CTOJI
PYKH C KOJIEH Ha MOJIHOCTHIO (110
croa" CKIIQJIKH

3arsiCThs) Ha

croi, Ho HE

O/IHOBPEMEHHO

WJIH OJTHAM

JBIDKCHUEM
[TonBuHyTH Ha He moxer MoxeTt MosxeT noaMITE
CTOJIE TPY3 MOJIBUHYTH rpy3 Becom 100 r
Becom 100 T rpy3 Becom 100 | u3 HapyKHOTO
"I[lonBuHb rpy3 T U3 Kpyra B LICHTp
13 HApY)KHOTO HapYyXHOTO 0e3
Kpyra BO Kpyra B IIEHTp | KOMIIEHCAIlUU
BHYTpEHHMI1" c

KOMIIEHCAIUEN

(cxoaB3UT

pearieybeM

WM JIOKTEM,

KOHTaKT CO

CTOJIOM)
[TonBuHyTH Ha He moxer Moxert MoxeT noIHATE
CTOJIE T'PY3 NOJBUHYTH rpy3 Becom 500

BecoMm 500 T
"[lonBunb rpy3
W3 HapyKHOTO
Kpyra B LeHTp"

rpy3 Becom 500
I. U3
HapyXHOTO
Kpyra B LICHTP
c
KOMIIEHCAIUEen
(CKOIB3UT
NpearieybeM
WJIH JIOKTEM,
KOHTaKT CO
CTOJIOM)

T. U3 HAPY)KHOTO
Kpyra B LIEHTP
0e3
KOMITEHCAI[UU
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5 [TonBuHyTH Ha He moxer Moxker Mosxker mogHATE
CTOJIE I'PY3 IIOJBUHYTH rpy3 Becom 1 xr
BecoM | kr rpy3 BecoMm |  |U3 HapyKHOTO
"[logBuHb rpy3 KT 13 Kpyra B LICHTP
U3 HapyXHOTO Hapy>KHOT'O 0e3
Kpyra B 1eHTp" Kpyra B ICHTP | KOMIICHCALINH
c
KOMIICHCAIMen
(cKOMB3UT
npearieybeM
WJIU JIOKTEM,
KOHTAaKT CO
CTOJIOM)
6 ITomaaTe He moxer Moxet MoxeT o THITh
TSKEITYyI0 OaHKY MOJHSATH TSKEIYI0 OaHKY
M0 AMAroHaIN TSOKEITYIO n3 OmmxKanmero
"Iloganmu OaHKy U3 Kpyra 4yepe3 Bce
0aHKy U3 Onmxaiimero | Teno 6e3
OJIM>KaNIIero K Kpyra 4yepe3 KOMIICHCAITU!
TBOEH pYyKeE B BCE TEJIO C
9TOT HaJIbHUH KOMIICHCAIneH
KpYT uepe3 Bce (cxomB3UT
Teno" MpeaIeyYbeM
WJIU JIOKTEM,
KOHTAaKT CO
CTOJIOM)
3amephl CpeAHETO YPOBHSA — JIOKOTh (ITPOJOKEHHUE)
Homep Ornucanue 0 1 2 baner
7 bamns u3 3 He moxer Moxer Moxer
0aHOK MOCTAaBUTH 3-10 |IMIOCTABUTH 3-10 |MOCTaBUTH 3-10
"l[loctaBp 3T 2 | OaHKy Haxe ¢ |0aHKY ¢ OaHky 0e3
OaHKH MO OJIHOM |KOMIIEHCAalMel |KOMIEeHCAaluel |KOMIEH AU
Ha CPEJIHIONO C
HOMOIIBIO OQHOMI
pykn"
8 bamus u3 5 He moxert Mosxer Mosxer
06aHOK IOCTABUTH 5-10 |IIOCTABUTH 5-10 |IIOCTAaBUTH S-10
"ITocTaBs emie 0aHKy Jaxke ¢ |OaHKY C OaHKy 0e3
9TH JIB€ 0aHKH, |KOMIIEHCAIel |KOMIEHcalueld |KOMIEHCAINH
10 OJTHOM CBEPXY
9TOM OaHKHU C
IMOMOILBIO OJHOM
pykn"
9 Custue kpoiiku | He moxer [TonHOCTBIO
C KOHTelHepa OTKpBIBAET
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"OTKpoii 3TOT
KOHTEHHEP

pykamu"

3aMepI)I JUCTAJIBHOT'O OTACIA — 3aIIACThA 1

HpOBGI[I/ITe OTHU TECThI CO BCECMHU UCIBITYCMBIMU

KUCTh
Howmep Ornucanue 0 1 2 basns
1 [TopBats Oymary |He moxer Pser PBer nmuct
"[lopBu nuct CJI0KEHHBIN Oymaru
OyMmaru HauuHas IOTIOJIAM JIUCT | CJIOKEHHBIN
oTcroma" Oymaru, BUETBEPO,
Ha4MHAas C HA4MHAas C
3arHYTOTO Kpas | 3arHyTOTrO Kpas
2 [ToBTOpUTH MyTH | He MOXKeT Bemomnnser ¢ | Moxer
"C mOMOIIBIO KOMIIEHCAIINEN | BBIIIOJIHUTE O€3
KapaHjaria BBIHYK/ICH OCTaHOBKH U HE
MTOBTOPH 3TOT OTOpBAaThH MO JHUMAs
MyTh OJTHUM KapaHJall OT | KapaHJall OT
IJIABHBIM Oymaru uim Oymaru
JIBHOKEHUEM" MOBEPHYTh
PYKY
3 Bxmrounts cBeTr | He Mmoxker MoxeT Ha MoxeT
"BKJIFOYH CBET MT'HOBEHHE ITOCTOSIHHO
TTanpriamu onHOI BKJIIOYUTEH CBET | IaBUTH Ha
pyku" najabliaMu BBIKJTIOYATEIb
OJTHOM PYKH HaJIbIJaMH OHOH
pyKun
4 CynunHanust He moxer IMoguumaer I[Moguumaer
"Ilonaumu JaMIy, HO WK |JIaMIly U
JlaMny 1 HE TIOJIHOCTBIO | IIOJIHOCTBIO
pa3BepHH pyKy" pa3BOpPAYMBACT |pa3BOPAUYMUBACT
pyKy niu pyKy 6e3
JIeNIaeT 3TO C KOMIICHCAIMOHH
KOMITIEHCAIIUEN |BIX IBUKECHUMN
5 Ilomuste MoHeThI | He MoXxeT Moxert MoxeT noIHATE
"OnHol pykoi MOJHATh OJIHY |MOJHATH OAHY |6 MOHET OJJHOI
MOJHUMU 6 MOHETY MOHETY/>KETOH | pyKOH
MOHET 110 ogHOu"
6 ITocTaBuTh He moxer Moxet Moxet
mmanell Ha MOJHATH Najiell |IOCTaBUTh MMOCTaBUTh IANCI]
YHUCIIOBYIO WJTU CKOJIB3HUTH | masiel] (CKOJIb3sl | TOCeA0BaTelIbH
IUarpaMmmy MM TIO WM TIOAHUMAs) | 0 Ha [U(PBI
(TOYHOCTH HE JTarpaMme MUHHMMYM Ha Trarpammsl (¢
oOs13aTesnpHa!) JIBa KBaJpara |KoMIeHcaluei
"OIHUM MAaJIbIlEM i 6e3)
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KOCHHCH KaKJION

nudpsl HA
nuarpamme”

7 [Tonusatue rpysa |He moxer Moxer

10 r ¢ nomouIbI0 YXBaTUTh U
najiblia HOJIHATD BEC C
"ITogHuMHu 3TO MTOBEPXHOCTHU
MaJICHBKUH TPY3
BOT TaK"

Kirou (uHTEpIpeTalius): oleHnBaeTCs B ayjlax HAa MOMEHT OCMOTpa U Jjajiee, B TIMHAMUKE.

Hogeie, nuznannsie B 2020-2023 rr. 1 odunmanbHo yrBepkaEHHbIe MuH3apaBoM PO,
KIIMHUYECKHe peKOMEeHAalNnU (pyKOBOJICTBA, MPOTOKOJIbI JICYEHHS) — HA HAILlEM caiTe.
WNHTepHeT-ceplIKa:
http://disuria.ru/load/zakonodatelstvo/klinicheskie_rekomendacii_protokoly_lechenija/54.

Ecau rae-to kem-1o ,Z[aHHBIﬁ JOKYMCHT ObLI paHec paciicuaTal, J1aHHOC H306pa>1<eHHe QR'KOI[EI
IIOMOXKCT BaM 6bICTpO nepeﬁTH 10 CCBIJIKE C 6YM3X(HOﬁ KOIMU — B HEM HAXOJIMTCS ATa CChLIKA.
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