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Cnmcok cokpameHui

KEJI — xu3HEHHAs €MKOCTbh JICTKHX;

OXXEJI — dopcupoBaHHas )KU3HEHHAst EMKOCTD JIETKUX;
K®K — kpearundochokunasa;

Mt/ IHK — mutoxonapuansnas JJHK;

HUBJI — HennBa3uBHAas BSHTUIISIIMS JICTKHX

[MTOCBoig — ITukoBast 00beMHasE CKOPOCTh BBIIOXA;

TK2 — tuMunuHKAHA3a 2;

TCP — TexHuueckue cpeacTBa peaduInTaluu;

OMI' — snexTpomuorpadus;

PaCO2 — ITapumanbpHOE JaBJIEHUE YTICKUCIIOTO ra3a B apTepHaIbHON KPOBH;
Pa02 — INapuuanpHOE JaBJIICHUE apTEPHUATBHOTO KUCIOPO/Ia;

PtcCO2 — IlapruanbHoe 1aBIeHHE YPECKOKHOTO YTTIEKHUCIIOro rasa.



TepMI/IHbI H onpeacjJcHUs.
MI/ITOXOHL[pI/IaJIBHLIe MHUONIATUU — MUTOXOHAPHAJILHBIC 3a00JIeBaHUs C MpEeUMYIICCTBCHHBIM

MMOpaKCHHUEM MBIIICYHON CUCTEMBEI.



1. KpaTkas nagopmManus no 3a00JeBAHNI0 WJIH COCTOSTHUIO (TpyIme
3200J1eBaHUI MJIH COCTOSIHUH)

1.1 Onpenesienue 3a001eBaHUS WIH COCTOSIHUSA (TPyNNbI 32001eBaHUI UM COCTOSIHUI)

Cunapom  wucromenus wmutoxonapuanbHon JIHK, TK2-accomuupoBanubiii  (TK2-
accoruupoBadHas wmuonatusi, OMIM #609560) — KIWHWYECKM TeTEpPOreHHas TpyIa
ayTOCOMHO-PEIECCUBHBIX 3a00JIEBAaHUH, XapaKTEPU3YIOMIAsCSd MHUOMATUYECKUM (DEHOTHIIOM C

BapuabeapHBIM Bo3pacToM jaedrora [1, 2, 10].

1.2 DTHoJIOTHSA ¥ IATOTeHe3 3200/1eBaHNS UJIU COCTOSIHUA (TPYyNIbI 3200/1€BaAHU MK
COCTOSIHMA)

3abosneBaHue HACIEIyeTCsl ayTOCOMHO-pelecCUBHO. BbisiBieHo Oonee 40 maToreHHbIX
BapuaHToB reHa TK2 (16g21) [2, 10], 60JbIIMHCTBO M3 KOTOPHIX SBJISFOTCS MUCCEHC-BapUaHTaMU
(70%) m npUBOAAT K HapyIIeHUIO PYHKIMK OeiKkoBoro mpoaykra TK2 [3].

BeposiTHO, rana3oH onucaHHBIX PEHOTHUITIOB (OT MH(PAHTUIBHOM /10 B3pOCIOi (HOPMBI) MOKHO
OOBSICHUTB Pa3HbIM YPOBHEM OCTaTOYHOM aKTMUBHOCTH TUMUJAMHKHUHA3KI [4].

VYuuThiBasg KpailHE pPEIKyI0 BCTPEYaeMOCTb 3a00JI€BaHUsS, HEJb3sl YTBEPXKIATh O YETKOU
KOPPEISIUA TE€HOTUT-EHOTHII, OJHAKO, OIMCAHBI CIEAYIOUINEe HAONIONEHUS: MaTOTCHHBIN
BapuaHT p.Argl30Trp BeposiTHO cBsizaH ¢ Oosee TsxKeNbIM peHotunom ¢ nopaxenuem [HHC B
nepBble Mecsibl ku3HU [5]; BapuanT p.Lys202del 6b11 accorumpoBan co B3pocioit popmoit TK2-
Muonatuu [2].

depMeHT TUMUIMHKUHA3A 2 (KOAUPYEMBIii siiepHbIM TeHoM TK2) — mepBblit hepMeHT B myTH
YTUIM3AIHNA JTe30KCUTTUPUMHIMHOB B MUTOXOHAPHAX. DEepMEHT KaTalu3upyeT NpeBpalieHHe
HYKJICO3UJIOB JI€30KCULIUTHANHA W TUMUAMHA B HYKJIEO3UA-MOHO(pOC(hATH, KOTOpBIE 3aTeM
dochopunupyrorcs ¢ o0pa3oBaHuEM 1€30KCUHYKIIe03U]] TpUdocdaToB. [TocnaenHue He0OX0IUMBI
JUIS TIOAJIEpXKaHUS ITyJia HYKJI€OTHJIOB, MCIIOJIB3YEMbIX IJIsl PEIUTUKAIIMM MHUTOXOHPUATIBHOM
JHK (MmTtIHK). McTomenne u MHOKeCTBEHHbIE Aeneruu MutoxoHapuansHoit JJHK npuBogst x
HApYIICHUIO pPAa0OThl KOMIUIEKCOB JBIXaTENIbHOW IIETMM MHTOXOHAPHUH, YYacTBYIOIIUX B

OKHCIUTEIBHOM (ochopriinpoBanuu [6, 7].

1.3 Dnuaemuosaorus 3a6o/1eBaHusi WM COCTOSIHUSA (TPYNNbI 3200/1eBaHUIH U COCTOSTHUI)
PacnpoctpanenHocTh, mo maHHbIM Jutepatypsl, MeHee 1 Ha 10 000 000 gemoBek. Onucano
menee 200 maunmentoB [3, 11, 12]. OaHako CTOUT OTMETUTH, YTO KJIMHUYECKAas KapTUHA

CpPaBHHUTCIILHO HeCHeI_II/I(l)I/I‘-IHa 1 NallUCHTBI MOT'YT HaGHIOIIaTBCH C ApYIruMHU IUarHo3aMu.



1.4 OcoOeHHOCTH KOAMPOBAHUSA 3200/I€BAHNUS HJIH COCTOSIHUA (TPynnbl 3200J1eBaHUI WIN
CcOCTOSTHMI) 0 MeXTyHAPOAHON CTATUCTHYECKON KIaccupurkanum 00Jie3Hel U mpoodJiem,
CBSI3aHHBIX CO 310POBbEM

CornacHo MKB-10, 3aboneBanue otHocuTcsl K Kiaccy VI — bose3nu HepBHOM

cucteMbl MKB-10: G71.3 MuroxonapuanbHass MHUOINATHSA, HE KIacCH(PUIIMPOBAHHAS B

IpYrux pyopukax

1.5 Kanaccudgukanus 3a001eBaHUs WIH COCTOSIHUSA (TPyNNbl 3200/1€BaHUI UJIM COCTOSIHU)

Onucanbl 3 ocHOBHBIX (hopmbl TK2-acconuupoBanHoi muonatuu [1]:

- muaneH4veckas (nHdaHTHIBHAS) hopma
- nerckas (roBeHuIbHas )hopma

- ¢ ITO3IHUM HavayoM (B3pocnas) ¢popma

1.6 Knunnyeckasi KapTuHa 3a00J1eBaHUA WM COCTOSTHMS (TPyNIbI 3200 1eBAHNIA 1N
COCTOSIHM)

1. UndanTuibHas popmMa XxapaKTepu3yeTcsi paHHIUM OCTPBIM/ TTOJIOCTPBIM JIe0F0TOM (110 2-X
JeT) ¢ OBICTPBIM IPOTPECCUPOBAHUEM KIMHUUYECKONW KapTUHBI M PAHHUM JIETAIbHBIM HCXO/I0M.

Yacto BCTpCHAOIHUECA CUMIITOMBI:

- auddy3Has MblIeYyHas TUIOTOHHUSA, OBICTPO MPOrpecCUpYIOLIasi MbIIIEYHAs
cimaboctb (96%);

- nosbimenne KOK kposu 1o 5-30 mopm (95%);

- JaeIxarenpHas —HemoctaTouyHocTh  (91%), mo 89% maumeHTOB  TpeOyrOT
pECTIPATOPHON MOAIEPIKKH;

- perpecc paHee NPHOOPETEHHBIX JABUraTeIbHBIX HaBBIKOB (88%);
- runopeduekcus (79%);
- maktar-anuno3 (67%);

- smnesas aumierus, nto3 (10%).
Y 25% mnanueHTOB OTMEUEHO TNIOpaKEHHWE ILIEHTPAJIbHOM HEpPBHOM cuctemsl: 32%

JACMOHCTPUPYIOT KIIMHUYCCKUE OHNUIICOITUYCCKUE TPUCTYIBI (3HI/IJ’IGHCI/I${), KOT'HUTHUBHAsA
nuchyukmus (7%), muccannedanus (3%), eTMHUYHBIE CTydad HEUPOCEHCOPHON TYTOYXOCTH.

B coBokymHocTH 33% ManueHToB IEMOHCTPUPYIOT KPOME CKEIIETHO-MBIIIEYHBIX CHMIITOMOB
MPOSIBIICHUSI CO CTOPOHBI APYTUX CHUCTEM OPTaHOB, B TOM YHWCJE OMUCAHBI IUHUYHBIC CIydau
HedponaTuu, OUBEHTPUKYISAPHOW TrunepTpoduu, KapJUOMHUONATHH, aHEMUHU, IABYCTOPOHHETO
XWIOTOpPaKCa, MHOKECTBCHHBIE TICPEIIOMBI.

2. IOBenuabHas/ nerckast popma (ot 2-18 ner):

- MpOKCHUMaJIbHAs MBIIIEYHas c1abocTh, mpueMsl ['oBepca 1o 100%
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- perpecc paHee npuoOpeTeHHbIX HaBBIKOB (60%)

- JbIXaTeJIbHAas1 HEAOCTATOYHOCTL C HeO6XO,I[I/IMOCTBIO pecnI/IpaTopHoﬁ HO,I[,HCp)KKI/I
(HUBJI/ UBJT) B 60%

- nwunesas aurierus, nto3 (30%)

- noBblieHue ypoBHs K®K kposu 10 5-10 HopMm
MeHbliee KOIUYECTBO MAIMEHTOB (0K0JIO 18%) AEMOHCTPUPYIOT BHE CKEJIETHO-MBIIICYHBIE

NpPOSIBIICHUS, TaKWe Kak IOTEpPHU CIyXa, CHHAPOM Yy uIMHeHHoro uHTepBasa QT, apurmum,
MHOXECTBEHHBIX ~ ITIEPENIOMOB, IOYEYHOH TyOylnomatuu, TUHEKOMacTHH. BoBieuenue
LIEHTPaJIbHOW HEPBHON CUCTEMBI MPECTABIEHO TONbKO B 10% ciyuaes.

3. B3pocaas ¢popma (¢ mo3THUM HavajaoM, CpeaHui Bo3pacT aedrota — 30 ser) [8]:

qacCTo IICPBbBIM CHUMIITOMOM SABJIICTCA MCOJIICHHO Iporpeccupyromnias
IMpOKCUMaJIbHAA MbBIIICYHAA c1a00CTh B KOHCYHOCTAX, MbIIINAX IMICH,

- B Oonee yem 40% ciydyaeB BOBJIEUEHHME JIMLEBOM MYCKYJIaTypbl (JuLeBas
JTUTLJICTHS ),

- IoTeps CIOCOOHOCTHU K CAMOCTOSITENIbHOM X0/160€e 110 22%;
- 1TO3, OTagpMonapes;

- TPYIHOCTHU IIPH INIOTaHUM (Aucdarun), noTeps Beca;

- CEHCOpHAas aKCOHAJIbHASI MIOJIMHEHPOIATHS;

- HEHWPOCEHCOpHAas TYrOyXOCTb;

- AbIXaTClIbHas HCJOCTATOYHOCTD, HOTpC6HOCTBI-O B pecnI/IpaTopHoﬁ MMOAACPIKKE.

2. InarnocTuka 3a00J1eBaHUS WJIH COCTOSIHUA (TPyNNbI 3200/1eBaHUI UK
COCTOSIHUII), MEIMIIMHCKHE MOKA3AHUSA U POTUBONOKA3aHUS K IPUMEHEHU IO
METO10B IMATHOCTHUKH

Obpawaem 6HUMaHue, YmMo, CO2IACHO MpedOBaAHUAM K pa3zpabomke KIUHUYECKUX
PpeKoMeHOayull, K KaxcooMy me3ucy-peKomMeHoayuu Heobxo0umo yKazvléams CULy peKoMeHOayull
u OokazamenvHylo 06asy 6 CcOoOmemcmeuu co WKALIAMU OYEHKU YPOBHS OO0CMOBEPHOCMU
odoxazamenvems (V/]) u yposns yoeoumenvnocmu pexomenoayuti (YVP). [na mroeux mesucos
YVP u V]I 6ydem Huzkum no npuduHe OmMCYmMcmeusi HNOCEAUJEHHbIX UM KIUHUYECKUX
uccnedoeanuii  gvlicokoeo ousaunna. Heezupas na 2mo, oHu AenAOMCA  HEOOXOOUMbIMU
anemeHmamu 06¢1e008anus nayueHma O0Jisl YCmMano8ieHus OUa2Ho3a U 8b100pa MAKMUKU JIeYeHUsL.

Kpumepuu ycmanosnenus ouazno3a/cocmoanus.

Huaenoz TK2-accoyuuposannoii muonamuu yCmanasiu8aemcs Ha OCHOBAHUU COBOKYNHOCMU
OAHHBIX:

1)  anammnecmuueckux Oanmvix

2)  usuxarbro2o 0b6c1ed08an UL



3)  uHcmpymenmanbHbX UCCAIeO08AHULL

4)  nabopamopubix uccied08aHuil

5)  monexynapHo-eenemuuecKux uccied08anull

OxoHuamenvHoe noOmMEepIcOeHUue OUACHO3A  BO3MOJNCHO MOAbKO N0  Pe3Vibmamam
MONIEKYNAPHO-2eHemu4eckol  ouacnocmuxku. Heobxooumo  ewisenenue  oOuaiienvuvix (8
MPAHCHOLONCEHUU) NAMOSEHHBIX/ 8ePOAMHO-NAMO2EHHbIX 8apuanmos 6 ecene TK2, nanuyue
KOMOPbLIX NOOmMeepHcoeHo peghepencuvim memooom. Hanpumep, 0na 00HOHYKIEOMUOHBIX
BAPUAHMOB, BbIABIEHHBIX MEMOOaMU MACCOB020 NAPALIEIbHO2O CEKBEHUPOBAHUS, MAKUM
MEMOOOM S8NILeMCs NPAMoe asmomamuyeckoe cekgenuposarue no Ceneepy.

TK2-muonamuro credyem ouggpepenyuposams co cuedyiowumu nozono2usimu [3]:

- cuHopomuvl ucmouwjenusi mumoxonopuanrvhou /[HK, accoyuuposanuvie ¢ muonamueu 6
demckom 6o3pacme, accoyuuposanuvle ¢ cenamu DGUOK, AGK, DNA2, MGME]I,
POLG2, SLC25A4;

- 0OonesHv [lomne;
- cunopom Ilpadepa-Bunnu,

- NPOKCUMANbHASL CRUHAbHAS MbluledHas ampogus 5q u opyeue hopmvl CRUHANBHOU
MblueuHot ampoguu;

- 6p09de€HHble muonamuu.

2.1 ’Kay100b1 U aHaAMHe3
Ilpu cobope ocanob u amammesa B8ad’x*cHO obpawamv GHUMAHUE HA Cledyrouue Hcauioovl

(orcanobvl OMAUYAIOMCS 8 3A8UCUMOCU OM MUNA U 803pacma d0ebroma 3a001e8aHuUs).

- ocmpas/ no0ocmpas npo2peccupyrowas MbluledHas ciabocms,
- NOBbIUEHHAs YIMOMIAEMOCTb,

- pezpecc HABbIKOG KPYNHOU MOMOPUKU,

- namono2uyeckue usMeHeHuss NOXOOKU;

- NOACHUYHBIL 2UNepropoo3;

- CHUdICeHuUe UIU OMCYMCmeUe CYXOHCUIbHBIX PeqieKCO8;

- «obeOHeHue» MUMUKU TUYEBOU MYCKYIAmypbl, NMOo3,

- mMpYOHOCMU NPU 2IOMAHUYU HCUOKOCIU U/UTU MBEEPOOU NUWU, OUWyUjeHUue 3aCmPesaHus
nuwy 6 2opie 80 8pems 2I0MAHUs, KAwelb U/Uld NONepXUBaHus 80 8pems UlU Nocie
npuema nuwu;

- nosviuenue yposus KOK 6onee 5 Hopm;

- hoebluileHue ypoeHs jljakmama Kpoeu,



- cumnmomul eunosenmunsiyuu. nosviwerue ypoeus pCO2 no oannvim KIC >45 mmHg
(cnuoicenue camypayuu <94% 6o cue, nosviuenue CO2 no OaHHbIM MPAHCKYMAHHOU
Kannozpaguu),

- yacmoule NHEGMOHUU.

2.2 ®u3ukanabHOe 00cjIeJ0BaHue
QusuxanvHoe 0bcredosanue nayueHmos npu nooospenuu na TK2-wuonamuto exnouaem:

1. Uccnedosanue anmponomempuueckux nokazamenei: uMepeHue pocma,  eecd,

OKpYJIcHOCIeEl 207108bl, epyou, pacuem SD, coomnowenue éec/ pocm, UMT 6 ounamuxe ¢
Yenvblo OYeHKU HYMPUMuUEHO20 Cmamycad.
YV nayuenmos c¢ TK2-muonamueii yacmo ommeuaromcs usMeHeHus 6 HYMpPUmueHoOM
cmamyce. 'V nexcauux nayueHmos u NayueHmos ¢ oucgacuei noGblUAemcs PUcK
Hedocmamoynocmu numanus. Ilocie ycmanosnenusi ouacHoza 6cem  NAYUEHMAM
He0bX00UMO KOHMPOIUPOBAmMs pocm u maccy mena He menee I paza 6 3-6 mecayes y oemell
MAAOWe20 803pacma u exnce200Ho y 0emell Cmapuie2o 603pacma;

2. Heobxo0umo npogooumsv oyenky @QYHKyuu ce8anuss u 210Mmauus Oasf UCKIIOYEeHUs]
oucgazuu.,

3. Heobxooumo npoeooums OYeHKy HOXOOKU (MUORAMUYecKdas/ no muny «YmuHOU» Uuiu
cmennasic),;

4. Hccnedosanue mvluteunou crabocmu: ocoboe HUMAHUe CIOUmM yoeisims pazeubamenim
MblUY weu;

5. Uccneoosanue cyxorcunbHuix peghiekcos: CHuMdCeHue Ui NoIHdas ympama,

6. Ionooxcumenvuvie cumnmomsl lo06epca: ucnonv3osanue MUONAMUYECKUX NPUEMOE NpPU
nooveme ¢ noud,; UCNOIb308AHUE BCNOMOSAMENbHBIX MUONAMUYECKUX NPUEMO8 U CAOO0Cb
MblUY Weu NPu NOOHUMAHUU 207108bL NPU NOObEME U3 NOJONHCEHUSL NeNHCA HA CRUHE,

7. Ocmomp KOCMHO-CYCMABHOU CUCHEMbL: NOSACHUYHBIL SUNEPLOpO03, 2UNEPMOOUTLHOCb
cycmagos (pekypeayus KOJEeHHbIX/ JIOKMEBbIX CYCMAB08), CKOIUO3, «KPbIIOBUOHBLEY
Jonamku, oeopmayus 2pyoOHOU K1emKu,

8. Uccnedosanue Ovixamenvhoti cucmemvl: yeeauuvenue /] (603M0HCHO maxunHos)
ocnabnenHoe Ovixanue npu aycKyIbmayuu, CHUJICeHUue Kaullego2o moaixka/ nepeHecenubvie

NHEEMOHUU 6 AHAMHESE.

2.3 JlabopaTopHble TUATHOCTHYECKHE HCCIeT0OBAHUS

10



Pannss ouacnocmuxa nayuenmos ¢ TK2-muonamueti — 3an0e npasuivHo20 6e0eHuUs.
NAYUEHMO8, C80eBPEMEHHO20 UCNOIb30BANUS NAMOLEHeMUYEeCKoll mepanuu u peabuiumayuu i

npoqbwzakmuku OCﬂOOfCHeHMIZ, COXpAaHerusl Kauecmea u npO@OJZZ)fCI/lme]leOCWlM HCU3HU.

o PexomeHnayercsi omnpezeneHue aKTUBHOCTH KpPEaTHMHKHHA3bl B KPOBH BCEM MAIMEHTaM C
KIMHUYECKUMH ~ CUMIOTOMAaMH,  XapakTepHbIMH  ansi  TK2-muomaTuM, C  LEJblo
g depeHanbHON tuarnoctuky [1, 7, 14].

YpoBeHb yoenuTeILHOCTH peKoMeH1anuii B (ypoBeHb 10CTOBEPHOCTH 10KA3ATEIbCTB — 3)

KommenTapuu: nosviwenue yposus KOK ne obrueamubiii, 00HAKO 4ACMO 8CMPEdarOWUIics
cumnmom (0o 95% cnyuaes) y nayueHmos ¢ UHDAHMUILHOU U HOBEHUTLHOU Gopmamu
3abonesanus. Xapaxmepno nogvluterue yposhs K@K 6 kposu 0o 5-10 nopm.

e PexoMeHayeTcsl MCCIEIOBaHUE KHUCIOTHO-OCHOBHOI'O COCTOSIHMS U Ta30B KPOBH BCEM
NalUeHTaM C KIMHUYECKUMH CHUMITOMAaMH, XapaKTepHbIMU A TK2-MHONATUH, C LEIbI0
OLICHKH MMOPaKEHUs AbIXaTeIbHOU CUCTEMBI [7].

YpoBeHb yoeauTeIbHOCTH peKoMeH1anuii B (ypoBeHb 10CTOBEPHOCTH I0KA3aTeIbCTB — 3)

KomMmeHTapumu: Heo6Xo0uM0 KOHMPOAUPOBAmMb (HYHKYUo ObIXAHUS, V YACMU NAYUEHMOS
paszsusaemcs  ovixamenvbHas —Hedocmamounocms.  Ilokazano — ucciedosanue  ypoGHs
6000poOHbIX UOHO8 (PH) Kposu, upecKodCHblll MOHUMOPUHZ NAPYUATLHO20 Oa6leHUs.
KUCTIOPOOa, UCCTe008aHUe YPOBHS Y2NIeKUCI020 2a43a 8 KPOBU, UCCTIe008aHUe YPOBHs 0y pepHbLX
gewecms 8 Kposu 80 8pems 600pCmeo8aHUs U 60 CHe.

e PexoMeHayeTCs1 MCCIIEIOBAaHUE YPOBHS MOJIOUYHOM KHCIOTHI B KPOBH BCEM IALIMEHTaM C
KJIIMHUYECKUMHU CHUMIITOMaMHU, XapakKTepHbIMU i1 TK2-mMuonaTuu, € LEJIbI0 MPOBEACHUS
muddepeHManbHON quarHocTuki [ 1, 8, 14].

YpoBeHnb yoenureabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 4)

Kommentapum: rakmam-ayuoo3 ecmpeuaemcs y 67% nayuenmos ¢ uHpanmunoHou ¢opmou
3abonesanus [1].

o PexomeHnayercsi TIPOBEICHHE MOJICKYJISIPHO-TEHETUUYECKOTO UcciaeaoBanuss reHa [1K?2
(uccnenoBanue reHa TK2 B pamMkax CEKBEHUPOBAHHS IMAHENM T'€HOB WM CEKBEHHPOBAHUS
IIOJIHOTO 3K30Ma, B HOMEHKJIATYpEe MEAMIMHCKHX YCIYT: ONpPEAEICHUE BapUAHTOB I'€HOB B
o0pa3iie OMOIOTHYECKOro MaTepuala IpyroM i HEYTOUHEHHOM, HEeKJIacCU(DUITUPOBaHHbIE B
IpYrux pyOpHKax, METOAOM TapreTHOrO BBICOKONPOU3BOAUTEIBHOIO CEKBEHUPOBAHMS WU
orpejiefieHue BapUAHTOB T'€HOB, NMPHUBOJSAIIMX K Pa3BUTHIO MOHOTEHHBIX 3a00JieBaHUM, B
o0pa3iie OMOJOTHYECKOTO MaTeprasa APyroM Wid HEYTOUHEHHOM, HEKJIaCCH(UITUPOBAHHOE B
JIpyrux pyoprKax, METOJIOM IOJIHO3K30MHOTO BBICOKOIPOH3BOIUTEIHLHOIO CEKBEHHPOBAHUS

WINA OIpeJesieHue BapuaHTOB T'€HOB B 00paslie OMOJOTHYECKOro MaTepHuaia JpyroM WId
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HEYTOYHEHHOM, HeKJIaccuPUIpPOBaHHbBIC B IpyTHUX pyOpHKax, METOJ0M
BBICOKOIIPOM3BOAUTEIIBHOIO ~ CEKBEHHUPOBAHUsI) BCEM IMAalMEHTaM C  KIMHUYECKUMHU
CUMITOMAaMH, XapaKTepHBIMU isi TK2-MUOMaTuy, ¢ ebio mpoBeacHus auddepeHmanbHon

nuaroctuku [1, 3].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — 4)

KommenTapuu: ona onpedenenus maxmuxu J[HK-Ouacnocmuku, a maxoce KOppeKmHoOU

unmepnpemayuy NOIY4eHHbIX OAHHbIX 00sA3amener npuem (0CMOmp, KOHCYIbmayus) epada-
2eHeMUKA NepeUYHbLLL U NOBMOPHBILL. [[uacHo3 noOmeepicoaencs moIbKo 6 Cyyde GblAGIeHUs
OUANIENILHBIX NAMOSEHHBIX (8ePOSIMHO-NAMO2eHHbIX) 6apuanmos 6 cene TK2. Monexynapho-
ceHemuyeckas — OUACHOCMUKA — BO3MOJCHA — MemoOamMu  MAcco8020  NAPAJLIeNIbHO20
CEKBEHUPOBAHUS (CEK8EHUPOBAHUE NAHENU 2eHO8, KIUHUYECKO20 WU NOJIHO20 CEK8EHUPOBAHUS
9K30Ma, NONHO20 2eHoma). Hoenmugukayusi OUALIEIbHbIX 6APUAHMOE HEONPEOeieHHO2O0
KAUHUYLECKO20 3HAYEHUS, UU MOJbKO 00HO20 6APUAHMA 8 2eHe He NOOMBEPICOaem OUACHO3.
Bce sapuanmoi, oOHapysceHHble MemoOaMu MACC08020 NAPATIENIbHO20 CEK8EHUPOBAHUS,
Heobx00uMo noomeepocoams — pegpepencrvimu Memooamu (Hanpumep, ons
OOHOHYKIICOMUOHBIX BAPUAHMOBE HEe0OXO00UMO OnpedeieHue BaApUAHMO8 2eH08 6 00pasye
OUOI0CULECKO20 Mamepuana OpyeoM Ul HEYMOUYHEHHOM, HEKIACCUPUYUPOBAHHbLE 8 OPYeUX
Ppyopukax, memooom cexsenuposanus no Ceneepy). Yuumuléas aymocommo-peyeccuguviii mun

HAc1e008anusl, 015 8APUAHMOE OONHCHO DbIMb NOOMBEPHCOEHO MPAHC-NOLONHCEHUE.

24 I/IHCprMeHTaﬂbele AHATHOCTUHYECCKHUEC UCCIICAOBAHUSA

Ilepeuucnennvie uHCmMpyMeHMANbHbIE MEMOObl  UCCLE008AHUS  HE0OX00UMbl  OJls

nepeuuHoU U OughghepeHyuanbHou OUaACHOCMuUKY 3a001e8aHUSL.

PexoMeHnayercss 1npoBeeHHME AIeKTpoMHOrpaduu  WUroipyaTod  (OAHAa  MbIIA) U
MOBEPXHOCTHOW (OJJHA MBIIIIIA) BCeM MAIMEHTaM C KIMHUYECKUMH CHUMITOMaMH,
XapakTepHbiMU Uil TK2-muomnatuu, ¢ Uenbio  AuddepeHnnanbHOd  TUAarHOCTUKUA U

ornpezeneHus: ypoBHs nopaxenus [1].

YpoBensb yoenuteabHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEJILCTB — 4)

Kommenrtapuu: OMI sagrnsemcs 0ononHumensHoimM Memooom 00C1e008anusi npu no003peHUU Ha

TK2-accoyuuposanuyro muonamuio. [anuwiii memoo noszsonsem oupgepenyuposamo TK2-
MUORAMUIO Om OPYeUX HePEHO-MbIULEYHbIX 3a001e8aHULL U ONPedeisimb YPOBeHb NOPANCEHUS
(nepsuUYHO-MbIUEYHDIL, HEUPO2eHHbIL, HEPEHO-MbIUEeYHbIL CUHANC). Bajicno nomuums, umo
O0aHHOe  Uuccredoeanue  A6NAemMcs  OONOIHUMENbHLIM — (QYHKYUOHANbHBIM — MemoOOM

ucwze()oeanu}z, a pesyiobmam UCCNIE006AHUSL 6 6bICOKOU CMeneHu 3a6ucum om npasujibHo
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6bl6paHH01/7 Onsl OUACHOCMUKU Mmbuluidysvl, a makxKoKce onslma compy()HuKa, 6bINOJIHAIOWECO

uccieoosarue.

e PexomeHnayercsi TpoBeIeHHE MarHUTHO-PE30OHAHCHOW TOMOrpaduu MeIml (MarHuTHO-
pe3oHaHcHas ToMorpadusi BepxHE KOHEYHOCTH, MAarHUTHO-pE30HaHCHas ToMorpadus
HIDKHEH KOHEYHOCTH NAlMEHTaM C KIMHUYECKUMU CUMIITOMAaMH, XapakTepHbIMHU st TK2-
MHOIATHH, C LENbI0 Tu(depeHInaaIbHON TnarnocTuky 8, 9, 15].

YpoBeHb yoenuTeILHOCTH peKoMeH1anuii B (ypoBeHb 10CTOBEPHOCTH 10KA3ATEIbCTB — 3)

KomMeHTapuu: Heobxooumvl axcuanvbHbvle cpe3vl Mblidl GEPXHUX U HUNCHUX KOHeUHOCmel 6
peoscumax T1 u T2 STIR. B omoenvHvix cnyuasx ucciedosanue nomoz2aem Npo8oOUmMb
ougpepenyuanvryio OUACHOCMUKY VPOBHA NOPANCEHUs, A MAaKdxice ¢ Opyeumu NepsutHo-
MbluledHbiMU  3a001e6aHusmMu, umerowumu cneyuguueckuti MPT-nammepn nopadsicenus.
Ommeyaemcs, 4mo 6 Haubovuiel CmeneHu 8 NAMONOSUYECKUll NPOYecc B081eKAlOMCsl
bonvbuue A200udHble, NOPMHANCHbLE, NOTYCYXOJNUCUTbHbIE, NOTYNEPEeNnOHYamble, UKPOHONCHbLE

Mblidybl.

e PexomeHnayercsi TNpOBEJICHWE MOHHUTOPHHIA IOKa3aTeleld OICHKH (YHKIUH BHEIIHETO
JbIXaHUs (AMCTAaHLMOHHOE HaOMI0JeHHe 3a (DYHKIMOHAIBHBIMU MOKa3aTeIsIMH BHELIHETO
JIbIXaHUs) TAlMeHTaM ¢ moaTBepxkaeHHOU TK2-accounupoBaHHONW MHOMNATHEH C IIENbI0
CBOEBPEMCHHOM JIMarHOCTHKH U KOPPEKIIMHU JIbIXaTeNIbHBIX HapylieHwuii [1, 7, 8, 13, 14].

YpoBenb yoeauTeJbHOCTH pekoMeHAaluii B (ypoBeHb 10CTOBEPHOCTH 10Ka3aTeNBCTB — 3)

KommenTapum: oyenka nokasanus GyHKyuu 6HeutHe20 ObIXaHus N(POGOOUMCSL 6CeM NAYUEHMAM,
CNOCOOHBIM NOHAMb U KOPPEKMHO BbINOIHUMb YKA3aHUA epava (Kak npaeuno, cmapuie 5-6
nem); makdce Moodcem Oblmb NOKA3AHO NPOGEOeHUe UCCIe008AHUS CRPOBOYUPOBAHHBIX

ObIXAMENbHBIX 00bEMO8).

e PexomeHnayercsi NMpOBEJCHHE MCCIEIOBAHUS CIPOBOLMPOBAHHBIX JbIXaTEIbHBIX O0BEMOB
HalMeHTaM ¢ MOATBEpKIAeHHON TK2-accolmrpoBaHHOM MUOMATHEH C 11€TbI0 CBOEBPEMEHHON
JIMarHOCTUKHU M KOPPEKIMH JbIXaTeIbHbIX Hapymienuii [1, 7, 8, 13, 14].

YpoBeHb yoeauTeIbHOCTH peKoMeHaauuii B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 3)

e Pexomenayercsi mpoBelEHHE MMYIBCOKCHUMETPHH  (IPTOCIIUPOMETPUH) MalUeHTaM ¢
noaTBepxkeHHON TK2-accorumpoBanHoil Muonarueit mpu cHwkenun JKEJI menee 50% s
BBISIBIICHHSI CHHAPOMa OOCTPYKTHBHOTO arHo? Bo cHe [1, 7, 8, 13, 14].

YpoBeHb yoeauTeIbHOCTH peKoMeH1aluii B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEIbLCTB — 3)
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e PexomeHayeTcsi TPOBEACHUE KapAMOPECIIUPATOPHOTO MOHUTOPHUHIA (3PrOCITUPOMETPHH)
MarUeHTaM ¢ MOATBepkAeHHON TK2-acconnupoBaHHONH MHOMATHEH, UMEIOIINM CATyPAIHIO
meHee 94% Jutst BBISIBJIICHUS JJIS BBISABJICHUS THMITIOBSHTHWISILIMK M rUmonHos [1, 7, 8, 13, 14].

YpoBeHb yoeauTeIbHOCTH peKoMeH1aluii B (YpoBeHb 10CTOBEPHOCTH 10KA3ATEIbLCTB — 3)

KommenTapuu: ons nescauux nayuenmos ne pegice 1 paza 6 3 mecsy.

e PexomeHnayercst IpoBeieHUE MPHUILIETBHON pEHTTEHOTpaprK OPraHOB TPYJHON KIETKU W/ WU
peHTreHorpadus Jerkux W/ WIM KOMIIBIOTEPHOH TOMorpaduu OpraHoB TpyAHOH MOJIOCTH
nalMeHTaM ¢ HoATBepxkIeHHONH TKZ2-accoumupoBaHHOM Muomatueil M KIMHUYECKUMHU
npU3HakaMu jAedopManuy TIpyIHOW KIETKM W/ WIM TUIOBEHTWISALMU JJs BBIABICHUS
BO3MOJKHBIX aT€JICKTa30B JISTKUX U ONPECIICHNUS CTeNeHH AeopMaliuK ITpyAHOM KieTkH [1, 7,
8, 13, 14].

YpoBeHb yoeIUTeJILHOCTH peKoMeH1auuii B (ypoBeHb 10CTOBEPHOCTH I0KA3ATEJIbCTB — 3)

KommenTapuu: o nescauux nayuenmos e pegice 1 paza 6 3 mecsy.

e PexomeHayeTcst perucTpaius JIeKTPOKAPANOTPAMMBI M TPOBEACHUE IXOKapauorpaduu Bcem
MaIrUeHTaM ¢ MOATBepKAeHHON TK2-acconnupoBaHHON MUOMATHEH € IIEThI0 CBOCBPEMEHHOMN
JTUATHOCTHKYU M KOPPEKIIMH MAaTOJIOTUU CEPJICTYHO-COCYAUCTOM cucTeMsl [16].

YpoBeHb yoenuTeabHocTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH JI0KA3aTEIbCTB — 4)

KommenTapuu: ouesuono, nocre pesucmpayuu anekmpokapouoepammel  (A05.10.006)
HeobX00uMbvl pacuwuposka, onucanue u UHMepnpemayus NeKMmpoKapouocpaduyecKux
oannvix (A05.10.004). Hccneoosanus nposooam ue pexce 1 paza 6 200, a makdice nepeo

onepamueHbiMU emMeulamelbCneamu.

Vuumuieass 603moocnoe paszsumue Oegpopmayuii  NO360HOYHUKA, NAYUEHMAM NOKA3AHA
KOMNblomepHas momozpaghusi Nno360HOUHUKA (00uH omoen) O OyeHku Oedopmayuii
NO380HOYHUKA (8 OMOENbHBIX CAYYAAX BO3MOJCHO PACCMOMPEmsb ONPOC O NPOBEOeHUU
xupypeuueckoeo — emewamenvcmea).  Ilayuewmam — cmapwe 5  1em  nokazama
penmeenodencumomempusi ¢ wacmomou 1 paz 6 200, a makace neped OpmoneoudecKumu

eMeuamenbCmeamu OJisl UCKIIOYEHUS ocmeonoposa.

2.5 Uuple AMarHOCTHYECKHE UCCJIeT0BAHUSA

(ILIxanwt - [punoowcenus I'1-I5).
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e PexomeHnayercss mnpoBeieHHEe O-TH MHUHYTHOTO TecTa € XO0AbOOH BCeM NalMeHTaM C
noaTBepxkIeHHoM TK2-accolmnpoBaHHON MHUOTIATHEH C 1IETbIO OLIEHKH MOTOPHBIX HABBIKOB U
BBIHOCTIUBOCTH [7, 8].

YpoBeHb yoeauTeIbHOCTH peKoMeH1aluii B (YpoBeHb 10CTOBEPHOCTH 10KA3ATEIbLCTB — 3)

KomMmenTapuu: ne npumenumo Ha Heamby1amopHot cmaouu 3a601e6aHUsl.

e PexomMeHnayercs npoBeCHIE OLEHKH 110 BAJTHJIMPOBAHHBIM IIKATAM JIJISl HEPBHO-MBIIIICYHBIX
3a00JIeBaHUl BCEM MAaLMEHTaM C TOATBEpKIeHHON TK2-accoummpoBaHHON Muomatuei c
[EJIbIO OLIEHKU MOTOPHBIX HAaBBIKOB U BBIHOCIUBOCTH [7].

YpoBeHb yoeIUTeILHOCTH peKoMeHaiuii B (ypoBeHb 10CTOBEPHOCTH I0KA3ATEJIbCTB — 3)

KoMmmenTapuu: 0151 oyenku MOmMoOpHbIX HABLIKOE 8 OUHAMUKE HEOOX0OUMO NPOBedeHUe OYEeHKU
no credyrowum wkanam. wxara CHOP INTEND (ona nayuenmos miaowe 2x nem unu He
CHOCOOHBIX CAMOCMOAMENbHO cudems), Moouguyuposannasn wixanre Xawmepcmum (HFMSE) ¢

UCNONb308AHUEM PACUIUPEHHO020 M0oOYA, wikana North Star Ambulatory Assessment.

e Pexomenayercsi mpueM (OCMOTp, KOHCYJIbTalMsl) Bpada-TEeHETHKA TIEPBUYHBIA BCEM
NalyeHTaM C TIOJ03pEHHEM WM TOATBEPXKICHHOH TK2-acconmmpoBaHHON MHUOIATHEW ¢
1elnbko onpenaenenus TakTuku JJHK-anarnocTuky, nHTepnpeTanyuy NojJy4eHHbIX Pe3yIbTaToB
JIHK-nuarnoctuku, NpoBeeHNs MEIMKO-TeHETUYECKOT0 KOHCYIbTUPOBaHUS ceMbH [3].

YpoBeHnb yoenurenabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

Kommenrapum: na nepeuunom  npueme  (KOHCYTbmayuu) 6pay-2eHemMux  nposooum
oughghepenyuanvryro ouacHocmuky cocmosinus u onpeoensem maxmuxy JHK-ouaenocmuxu.
Ilpuem (ocmomp, Koucynbmayus) epaua-ceHemurka nOGMOPHLIL HeoOX00UM NpU NOTYYeHUU
oannvix JJHK-ouacnocmuku ¢ yenvio unmepnpemayuu noiy4eHHvlx pe3yiomamos. J[uacnos
noomeepaicoaemcs 8 pe3yivmame 0OHAPYIHCEHUSL OUANNENbHBIX NAMO2EHHbIX (UIU BEPOSMHO-
namoeennwix) eapuanmos 6 cene TK2. Bascrno nomnums, ymo JJHK-ouaecnocmuxa ne modcem

UCKTIIOYUMb HACTIe0CMEEHHbIL xapakmep 3abonesanusl.

e Pexomenayercs npuem (0OCMOTp, KOHCYJIbTAIMs1) Bpaya-HEBPOJIOTa IEPBUYHBIN U TOBTOPHBII
BCEM TIAIIMCHTaM C TMOATBEPXKACHHON TK2-acCOMUPOBAHHOW MHUOTATHEW C IEIBIO0 OICHKH
COCTOSIHHSI M Ha3HA4YEHUs JiedeHus [3].

YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (YypoBeHb J10CTOBEPHOCTH 10KA3aTEJILCTB — 5)

KommenTapum: npu nepguunom obpawenuu u oanee 6 OuHaAmMuKe, He pedxice 00H020 pasa 6 200. Y

HEKOMOPbIX NAYUEHM OB MOoIHcem OblMmb noswvllleH PUCK pazeumust SNUIENCUU.
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e Pexomenayercsa mnpuem (OCMOTpP, KOHCYJbTAllMs) Bpada-NMyJbMOHOJOTa TEPBUYHBIA U
MOBTOPHBIN BCEM MALIMEHTaM C IOATBEPKACHHOH TK2-acconnnpoBaHHON MUOTIATHEH C LENBIO
OIICHKU (PYHKIIMH JIbIXaHUSI U HA3HAYCHUS CUMIITOMATUYECKOU Teparuu, P HEOOXOAUMOCTH
[3,7,13].

YpoBeHb yoeauTeIbHOCTH peKoMeH1aluii B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEIbLCTB — 3)

Kommenrapum: e pedxce 1 paza 6 200. Baosxxcna npoghunaxmuka uH@eKyull HUNCHUX
ObIXamenbHblX ~ Nymeu U  C80EGPEMEHHOe  GblaGleHUue U  JledeHue  OblXamenabHou
Hedocmamounocmu. Heobxooumo npoeooums oyeHky QyHKyuii OblxameabHOU CUCHeMbl,
MOHUMOpPUHE noKazamenel OYeHKU QYHKYUY GHeuHe20 ObIXaHUsl, 00513amMeNbHO 8 NOI0HCEHUU
Jiedxca u cuosl, ucciedo8anue KUCI0mHO-0CHOBHO20 COCMOAHUS U 2A308 KPOSU, CRUPOMEMPUIO
(uccredosanue  CRPOBOYUPOBAHHBIX  ObIXAMENbHLIX  00bEMO08),  KapOUOpecnupamopHbslil
MOHUMOPUHE  (IP2OCNUPOMEMPUS) C YENbI0 OYEHKU HANUYUS HOYHOU 2UNOBEHMUNAYUL,
peluieHue 80npoca 0 HeoOX0OUMOCMU CUMNIMOMAMUYECKOU mepanuu, 8 HeKOMopuIX Clyuaes

nokasana BiPAP-mepanus (uckyccmeennas 6eHmMunayus 1e2Kux HeUuH8a3ueHas).

o Pexomenayercs npueM (OCMOTp, KOHCYJbTAllMs) Bpaya-racTPO’HTEPOJIOra MEPBUYHBIN U
MOBTOPHBIN BCEM MaIMEHTaM C MOATBepkAeHHOI TK2-acconnnpoBaHHON MUOTIATHEH C 1IETbIO
OIICHKH MMUTAHMUS, )KEBaHUS U raoTanus [3, 7].

YpoBeHb yoenuTeILHOCTH peKoMeH1anuii B (ypoBeHb 10CTOBEPHOCTH 10KA3ATEIbCTB — 3)

KoMmMmeHTapum: y nayuenmos 603MOX4CHbL paccmpoiicmea numaHus, pasgumue oucgacuu. B psoe
cyyaes modxcem Oblmb NOKA3AHA CUMIMOMAMUYECKAs mepanus, Npu 6blCOKOM pUcKe
acnupayuu HeodXo00UMo paccmompems 80NPOC 06 YCMAHOBKe HA302ACMPATbHO20 30HOA UU
2acmpocmombi.

Ilpuem (ocmomp, KoOHCcynbmayus) epaua-ouemonoea nepeudHvlll U NOBMOPHLLL Kadicovle 3-6
MecAyes nayueHmam panHe2o 0emcKo20 803pacma U ence200H0 — OCMANbHbIM NAYUEHMAM C
yenvio Koppexyuu u noobopa ouemsi, HeobX00uMo uzbecamsv Kaxk Oeduyuma, max u

U3OLIMOYHOU MAcCChl meda.

e PexomMeHnayercsi mpuem (OCMOTpP, KOHCYJbTAIlUs) Bpada-Cyp0JIora-OTOPUHOJAPHHTOIOTA
MEPBUYHBI W TIOBTOPHBIA BCeM MallMe€HTaM ¢ MOATBepxkIeHHOoW TK2-acconmuupoBaHHON
MHUONATUEN C 1IeJIbI0 CBOEBPEMEHHOTO BBISIBJICHUS M KOPPEKIIMH HEUPOCEHCOPHOM TYrOyXOCTH
[3].

YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 0KA3aTEJILCTB — D)

KomMmeHnTapuu: netipocencopras my20yxocms Modicem 8bisANAMbCs Y HEKOMOPbLIX NAYUEHMO8.

KOHchlbmal{uﬂ Heobxoouma pas e 200 unu uawe, npu nosAeieHuu 2HCAN0O HA CHUMNCEHUE caryxa.
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Moeym 6vimb noxazanvl credyrowue UCcie008aHuUs: MOHUMOPUHE NOKA3amenel CIyXo8ot
YY8CMBUMENbHOCIY, MOHANbHAA AYOUOMEempPUs 8 CB0D0OHOM 38YKOBOM NOJe, peuesdsl
ayouomempus npu OunameparbHol CMUMYIAYUU 8 CB0DOOHOM 38YKOBOM NOJle, peuesas
ayouomempusi  npu  OUMOOAILHOU — CIUMYAAYUU 8  CBODOOHOM — 38VKOBOM  NOIJe,

9NeKMpPoayouoOMempust (NPOMOHMOPUATILHBLL MeCh).

e PexomeHnayercsi IPUMEHATh MYJIbTHAUCIUILUTMHAPHBINA MOIXOA K HAOIIOJCHUIO U JICUCHHIO
BCEM MAIMEHTaM C MOATBEPkKACHHON TK2-accoMupoBaHHON MHUOMATHEN C IIeNbI0 Hanboee
MOJIHOTO OKa3aHHUs MEIULMHCKON MOMOIIM BBUAY TOTO, YTO 3a00JI€BaHUE XapaKTEPU3YIOTCS
MYyJIbTUCUCTEMHBIM  TOpaXEHHEM, TpeOyeT KOMIUIEKCHOM TepamuH, UTO JAUKTYEeT
HEO0OXOAMMOCTh COBMECTHOTO BEACHUS MAIMEHTa CIEIIMATINCTaMu Pa3HbIX poduiiei [3].

YpoBeHb yoenutenabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

KomMenTapuu: noxazansl npuem (ocmomp, KOHCYIbmayus) epaia-eeHemuKd, paia-Hesponoa,
8PAUA-NYIbMOHOJI02A, 8PAYA-2ACMPOIHMEPOIIO2d, 8PAUA-OUemOoN02d, 8paia-mpasmamonoca-
opmoneoa, 8pava-neouampa, 6pava-mepanesma, 8paia 0duell NPAKmMuKy (cemeino2o 8paia),
8PAYA-CYPO0I02aA-0MOPUHOIAPUH20NI02A, 8pada-husuomepanesma, 8paiva no NALIUAMUBHOU
MEOUYUHCKOU NOMOWU NePEUUHbILL U NOGMOPHDBIU, npuem (mecmuposauue, KOHCYIbMAayus)

Meaul/ﬂlHCKOZO ncuxojioza nepeuqulﬁ u noemoprld.

3. JleueHue, BKJIIOYAs MeJIUKAMEHTO3HYI0 U HeMeIMKAMEHTO3HYI0 Tepanuu,
AMETOTEPaNuIo, 00e300,1uBaHNe, MEAMIUHCKUE OKA3AHUS H
NMPOTUBONOKA3AHUA K NIPUMEHEHUIO METOI0B JIeUeHMsI

Jlewenue TK2-muonamuu exiouaem Kax namo2eHemu4eckoe JleyerHue, maxk u npoeedeﬁue

CUMNMOMAMUYECKOU mepanuu.

3.1 KoncepBaTtuBHoe JieyeHue. [laTorenernueckas repanus.

B nacmosuyee epems npooonxcaemcs NpPOCHEKMusHoe MHO2OYEHMPOBOe OMKPLIMOe
uccnedosanue ¢azvl 3b, nocsawennoe uzyuenuro 3ggexmusnocmu u 6ezonachocmu MT1621
(KOMOUHAYUS NUPUMUOUHOBBIX HYKIe03Ud08: mumuouna u oesoxcuyumuouna (dC u dT) e
nepopanvtou ¢popme uz pacuema 400 me/xe/cym kaxcoozo y demetl u noopocmkos ¢ TK2-

accoyuuposarnrou muonamueti (ClinicalTrials.gov ID NCT04581733).

e PexomeHayercsi Ha3HayeHHE KOMOMHHMPOBAHHOW  Tepamuu  CIEHUAIN3UPOBAHHBIMHU

MUIICBBIMU  TPOAYKTAMHU JHETHYCCKOI'O 71e4e0HOTO NUTaHuA, COACPKALIUX TI/IMI/IILI/IH/
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JIC30KCUIIUTUIMH BCEM MalMEHTaM C MOJATBEPKICHHON TK2-acCOUMMPOBAHHONW MHUOIIATHEH C
eIIbIO MATOreHeTH4ecKoro JieueHus [7, 13].

YpoBeHb yoeIuTeIbHOCTH peKoMeH1auuii B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEIbLCTB — 3)

KomMmeHnTapum: mapeemnas namoceHemuueckdas NepopaibHas mepanusi HyK1eo3uoamu
(mumuoun/ 0e30KCuyumuouH) B0CCMAHABIUBAEM (DYHKYUIO MUMOXOHOPUU 3d Ccyem
YUMO30IbHO20 NYMU «CNACEHUA» HYKNe03uoos. IIpu oononnumenvHou domayuu cyocmpama
(mumuoun/ Oezokcuyumuoun) gocoopuruposanue npoucxooum 3a cuem GepmeHmos
yumonaazmol  (MUMUOUHKUHA3bI-] U 0e30KCUYUMUOUHKUHA3bL), 4MmO  obecnedusaem
docmamounoe Konuwecmeo konuu mmAHK [9]. Huuyuayus mepanuu mumuoun/
0€30KCUYUMUOUH C NOCMENeHHbIM NoBblueHUeM 003bl no cxeme [7]:
50 me/xe/cym 1 paz 6 Oenw per os — 3 OHsl
100 me/xe/cym 2 paza 6 Oenv per os — 3 OHs
150 me/xe/cym 6 2 npuema per os — 3 Ous
200 me/xe/cym 6 2 npuema per os — 5 Onell

Hanee nosviuenue 003vl Kaxcoozo Hykaieosuoa Ha 50 me/ke kasicovie 5 OHell 00 00CMUICeHUs.

paboueti 003v1 400 me/xe/cym.
Ilobounvie a¢hghexmuvr namoeenemuueckoti mepanuu Hykieozuoamu [7]:
- 0o303asucumas ouapes 00 50% nayuenmos

- npexoodsawue 60U 8 Hcusome

3.2. KoncepBaTtuBHoe jJedeHne. CHMNTOMATHYECKAS Tepamusi.

Beoenue nayuenmoe ¢ TK2-muonamueti npeononazaem mynsmuoUCYunIUHAPHbIU HOOX00
¢ 00s3amMenbHbIM yuacmuem 8padeli-Hegpoa0208 (0COOEHHO, HEPEHO-MbILUEYHBIX CReYUATIUCTOS),
8paueti-2eHemuKos, spaueli-kapouono2os/  epauel-0emckux — Kapouojo2os, epaueti-
NYIbMOHONI0208, 8PAUeli-2aCMPOIHMEPONO208, 8payeli-huuomepaneemos u epaveu Opyaux
cneyuanbHocmel, UMeWUx Onblm 6 JeYeHUU MOo20 pPeoKo2o 3a001e8aHusi — Npu HATUYUU
CUMNIMOMO8 NOPANCEHUS OP2AHOG-MUUEHe KAK MUHUMYM HeoOX00umMda KOHCYIbMayus

npoqbwszoeo epada-cneyuaiucma.

e Pexomenayercsi HazHaueHue mnpenapata A16AAO01 JleBokapuutuH B po3upoBke 50-70
MI/kr/cyT B 2-3 mpuema per os (IpuU OTCYTCTBHHM CONYTCTBYIOIIEH rumneprpoduueckoit
KapAMOMHUONATHH) BCEM MallMEHTaM C OATBEp:KIeHHOW 7TK2-accOMMPOBaHHON MUONIATHEN €
1IEeJTbI0 CHMIITOMATHYECKOTO JieueHus [17].

YpoBeHnb yoenutenasHocTu pekoMenaanuii C (YypoBeHb T0CTOBEPHOCTH J0KA3aTEIbCTB — 5)
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3.3 UHoe Jeuenne.

Juemomepanus.

Juemomepanusi Heobxoouma ¢ yenvlo Koppekyuu oeuyuma nNumanus, 603HUKAIOUIe20
ecreocmaue ouchazuu.

IlocmypanvHblit MeHeOHCMEHM RPU KOPMIIEHUU.

Hayuenmam ¢ TK2-muonamueti Heo6xo00umMo ocyuecmeisms no0oop oouje2o noioicenus, d
maxaice 207106l U PYK 051 OOCIUICCHUSL B03MONCHOCIU CAMOCMOSIMENbHO20 NUMAHUSL, 8 MOM
yucine ¢ UCHOIb308AHUEM CHEeYUALIbHbIX NPUCNOCOONeHUl, OJisi VAVYUleHUs 6e30nacHocmu U
aghgpexmusnocmu enomarus.

Koncucmenyusa nuwju.

Lenecoobpazno usmenenue KOHCUCMEHYUU RUWU 8 NOIb3Y NOLYymeepool nayuenmam ¢ TK2-
aACCoyUUPOBAHHOU MUONAMUEL, CMPAOArOWumM oucpazuell, ¢ yeivio KOMNEHCUPOBAHUSL C1AOOCU
AHCEBAMENILHBIX MbIUY U YMEHbUEHUS NPOOOINCUMeNbHOCMU npuema nuwu. 1ycmoie scuokocmu
bonee Oezonachvl 8 omuoweHuu acnupayuu, vem oonee mexyuue. Heobxooumo ucnonvzosanue
boee NIOMHBIX NUMAMENbHBIX CMecell, Jiceleobpasuvix Gopm nuwu, Heuoxkux niope. Mooicno
UCNONB308AMb  CNEYUAIbHBIE  3A2YCIUMENU  HCUOKOCMU HA  OCHO8E  MAlbMOOeKCMpPUHa
NPOMBIULILEHHO20 NPOU3B0OCTEA.

Bosmooicho ucnonvzosanue cmeceti 0151 IHMEPATbHO20 NUMAHUSL Y NAYUEHMOB, NOLYUAIOUWUX
KOPMIIEHUe Yepe3 30HO U 2ACMPOCMOMY 05l 0becneyeruss coOaIancupo8aHHOCmuy NUManus no
ocHoGHbIM nuujesvim  eeujecmeam. CospemenHvle cmecu Ol IHMEPATLHO20 NUMAHUS
COANAHCUPOBAHBL NO COCMABY OCHOBHLIX NUWEBHIX BeUecms — 0OenK08, HCUPOB, Y2leB0008,
cooepaicam BUMAMUNBL, MAKPO- U MUKDOHYmMpUueHmbl. Paznuunvl no Kanopuyeckou niomuocmu —
2Uno-, HOpMOo- U euneprailopuyeckue u cooepaicanuio beaxa. Cmecu 0nisi SHMEPATLHOLO NUMAHUS

no0OUparomcs UHOUBUOYATLHO 8 3A8UCUMOCHU OM NOMpeOHOCmel.

e PexoMeHayercsi Ha3HaueHWE JUETOTEpAlMK BCEM TNAI[MEHTaM C IOATBEPXIACHHON TK2-
aCCOITMUPOBAHHOM MHOTIATHEH C TETbI0 KOPPEKInU Aedunura nutanus |3, 7].

YpoBeHb yoenuTeIbHOCTH peKoMeH1auuii B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 3)

KomMmeHTapum: neobxooum pacuem KanoputiHocmu ouemul (KOppeKyus KaioputiHocmu nuyu,
nompebaeHUs HCUOKOCMU, MAKPO- U MUKpodiemenmos). Ilpu cocmaenenuu payuona numaus
nayuenmam ¢ TK2 muonamueti oyenusaemcs nompeoHoCms 8 KAJIOpUusx (C noMoubio paciema
pacxoda dHepeuu 6 NOKoe C Koppekyueu No YPOGHIO AKMUBHOCMU), MAKpPO- U
MUKDOHYMPUEHmMOo8,  dHcuokocmu.  J{ia — pacuema  NUmMAanus  UCHOIL3VIOM  obwue

CMAaHOapmu3upo8antvie Gopmyol.
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e PexoMeHnayercsi yCTaHOBKa HA30TacTPaJibHOTO 30HJA/ TacTPOCTOMBI  (TaCTPOCTOMHUS
OTKPBITHIM/ JIATAPOCKOMTUYECKUM/ SHAOCKOMMYECKIM/ YPECKOKHBIM JOCTYIIOM) MAI[IEHTaM C
TK2-muonaTueil, UMEIONMM Iuc(haruio C BBICOKUM PHUCKOM acTHpaliu, C IeTblo ee
PO UIAKTUKHA ¥ HOPMATH3ALMK PeXUMa TUTaHus [3].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH J0KA3aTEJILCTB — D)

KomMmenTapuu: 6ui00p 6uda emeuwiamenbcmea oCywjecCmensiemcs 1e4aujum 8pavom;, makxoice
Mo2ym nompebo8amsbcsi yXo0 3a HA302ACMPALbHbIM 30HOOM/ 2CMPOCMOMOU, 00yUeHUe YX0OY
3a 2acmpocmomoul, 3amMeHa 2acmpoCmoMUYecKol mpyoKu, a makice MaHUnYIayus KOpmienue
MANCEN000IbHO20 NAYUeHma yepe3 Ha302acmpaibHblll 30H0/ 2aCMPOCmMOoMY, OCYUeCmensemas

MeaZ/lI/;MHCKuM nepCcoHayOM.

e Pexomenayercs npuem (0CMOTp, KOHCYJIbTAIMs) Bpaua-HEBPOJIOra IEPBUYHBINA U IIOBTOPHBII
BCEM MallEeHTaM C MOATBEPKIACHHOM TK2-accouumpoBaHHOM MronIaTHEH C LENIbI0 Ha3HAYEHUs
JIeYeHMsI U KOHTPOJIst ero 3(dexTuBHOCTH U Oe3omacHoCTH [3].

YpoBens yoenureabHocTH pekomenaanuii C (YpoBeHb 10CTOBEPHOCTH /I0KA3aTeNbCTB — 5)

KoMMeHTapum: namocenemuyeckas mepanus makdice MOdicem OblmMb HAZHAYEHA 6PAYOM-

CEHEMUKOM.

e Pexomenayercsi mpueM (OCMOTp, KOHCYJIbTAIUs) Bpadya-TeHETUKA NEPBUYHBIA U TTOBTOPHBII
BCEM IMAIlMEHTaM C TOATBEpKIeHHOU TK2-accorMmupoBaHHOW MUOIIATUEH C IIEThI0 HAa3HAYCHHUS
MaTOT€HETUYECKOTO JICYEHHUSI U KOHTPOJIs ero 3 pekTuBHOCTH U Oe30macHOCTH [3].

YpoBeHb yoenuTeabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

KomMmeHnTapuu: namocenemuyeckas mepanusi makxgce Modxcem Oblmb HA3HAYEHA 6PAYOM-

HEBPOJI0COM.

o Pexomenayercsa mpueMm (OCMOTp, KOHCYJbTAIMs) Bpaya-racTPO’HTEPOJIOTa MEPBUYHBIN U
MOBTOPHBIN BCEM MAIlMEHTaM C MOATBepkAeHHOHN TK2-acconnnpoBaHHON MUOTIATHEH C 1IETHIO
noxbopa AUeTOTepanuu, CHMITOMATUYECKOTO JIeueHus |3, 7].

YpoBeHb yoeauTeIbHOCTH peKoMeH1auuii B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 3)

KomMmeHnTapuu: y nayuenmos 603mo24CcHbl paccmpoticmea numaHus, pazeumue oucgazuu. B psoe
cryyaes modxcem Oblmb NOKA3AHA CUMNMOMAMUYECKAs mepanus, Npu 6blCOKOM pUCKe
acnupayuu Heobxo0UMo paccmompems 60Npoc 006 YCMAHO8Ke HA302ACMPANlbHO20 30HOA UNU
eacmpocmombl. [lpuem (ocmomp, Koncyiomayus) 6pava-ouemono2a nepeutHblil U NOSMOPHbIL

Kaowcovie 3-6 mecAayes nayuenmam paHHezo 0emcKo2o eospacma u €2Hce200HO0 — OCMANIbHbIM
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nayueHmam ¢ yeavbto Koppekyuu u noobopa ouemsl, He0OX00uMo uszbezamev Kaxk oeguyuma,

max u u30bLIMOYHOU MACCybl meida.

Pexomenayercst ocMOTp (KOHCYJbTaIusl) Bpada-(husuoTepaneBTa u/ Wid mnpuemM (0CMOTp,
KOHCYJIbTAIlMsI) Bpaya Mo JiedeOHON (U3KYIbType MEpBUYHBIA M MOBTOPHBIN MallMEHTaM C

noATBepkAeHHON TK2-accolMupoBaHHOW MHOMATHEH C IENBbI0 MPOBEICHUS PeaOMIUTAIINH

[3].

YpoBeHnb yoenuteasHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

KommenTapuu: nayuenmam ¢ TK2-muonamueii Heobxoouma adexsamuas coOCMosaHuio u cmaouu

3abonesanusi  Quzuueckas  AKMUBHOCMb NOO  KOHmMpoaem  pooumenet/  3aKOHHbIX
npedcmasumenei U COOMEEMCMEYIOUWE20 MeOUYUHCKO20 HNEePCOHana OJisi obecneyeHus

Haonexcawel huzuiecKol akmueHOCmu U NpedynpercoeHue 603HUKHOBEHUSL KOHMPAKMYP.

Pexomenayercst mpueM (OCMOTp, KOHCYJbTalMsl) Bpada-MyJIbMOHOJOTa TEPBUYHBIA U
MMOBTOPHBIN BCEM MAI[UEHTaM C TTOATBEPKAeHHON TK2-accolmrupoBaHHON MHOTIATHEH C IICITBIO

HA3HAYCHHS] CHMIITOMATHYECKOM Teparuu, pu HeodbxoaumoctH [3, 7].

YpoBeHb yoeauTeIbHOCTH peKOMeH1auuii B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEILCTB — 3)

Kommenrapum: ne pexce 1 paza 6 200. Baoxcna npoghunaxmuka uH@exyuil HUMCHUX

ObIXAMENbHBIX —~ nymell U  CBOEBPEMEHHOEe  GblsIGIeHUe U JleYeHue  OblXAMelbHOU
Hedocmamoynocmu. Heobxooumo npoeooumv oyenky @yHKyuti ObiXAmenvbHOU CUCMEMB,
MOHUMOPUHZ NOKA3amenell OYeHKU QYHKYUU BHeUHe20 ObIXaHUs, 0053amenlbHO 8 NOIOHCEHUU
Jledca u Cuost, UCCIe008aHUe KUCTOMHO-0CHOBHO20 COCMOSHUS U 2A308 KPOBU, CHUPOMEMPUIO
(uccnedosanue  CnpoOBOYUPOBAHHBIX — ObIXAMEIbHBIX — 00bEMO8),  KAPOUOPEeCRUPAMOPHbIIL
MOHUMOPUHE  (IP2OCNUPOMEMPUIO) C YENbl0 OYEeHKU HAIUYUS HOYHOU SUNOBEHMUNAYUU,
peuwieHue 6onpoca 0 HeobXO0OUMOCMU CUMRMOMAMUYECKOU Mepanuu, 8 HeKOMopbiX Cyuaes
nokaszana BiPAP-mepanus (uckyccmeennas 6eHMuiAYus 1e2Kux HeuH8a3ueHas).
Pecnupamopnan noooepoicka.

B cea3u ¢ Hanuuuem 6 KIuHUYeCKOU KapmuHe Muonamudeckoco curopoma, TK2-

aACCOUYUUPOBARHYIO MUONAMUIO MOINCHO OMHECMU K ecpynne Mblile4Hblx ducmpoqbuﬁ B cea3u c uem

PAUYUOHANIBHO UCNOJIb306AMb nooxoobvl K pecnupamopHoﬁ mepanuu, aHajlocuinvle HEPBHO-

MbLUEYHBIM 3A0071e8AHUSIM.

Oyenka u nooodepicka pecnupamopHou GYHKyuu OO0HCHbI UMeMb 8bICOKUL Npuopumem 8

sedenuu nayuenma c¢ TK2-accoyuuposannou muonamueti u npedycmMampusams HAYAL0

Meponpuﬂmuﬁ no oyucmkKe ObIXamenbHbiX nymeﬁ U ux eeHmuidyuu mojibKo npu Hajaiuduu
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docmosepHvlx  nokasanuti. Ha  6Oonee  panmux smanax  3a6o0ne8anusi  He0OX0OUM
npoghunaxmuieckuii N00X00 ¢ NOWAL08bIM BHEOPEHUEeM IMUX Memo008 mepanuu, Ha4uHdas

VRpaenenus cekpeyuel MOKpOmul 8 1e2KUX.

Ilnan neuebnvix Meponpusmuii 8 3apy0OedCHbIX CMPAHAX ONpeoeniemcs CReyualucmom no
PpecnupamopHol mepanuu, mo20d Kax 8 ome4ecmeeHHoU NPaKmuke 3mo 00801bHO WUPOKULL KpY2
DA3HBIX CREYUATUCTNO8 — BPAUU-AHECTNE3UOTI02U-PDEAHUMAMONO02U, 8PAYU-NYTbMOHOLO2U, 8PAYU-

HeespoJiocu U epauu-neduampbz, OPUEHMUPOBAHRHbLE 6 6ONPOCAX MbIUUEUHbLX 3abonesanuil.

Knrouesvimu I’lp06.7l€]l/la.7l/lu, CEA3AHHBIMU C ObIXAMENbHOU cucmeMoﬁ, AGJIAIONICA Cﬂedyiou;ue.'
Hapywernue omxaulliueanusl, npueodﬂwee K HeOOCmAamouyHoOU OYUCMKE HUINCHUX ObIXAMENbHbIX
nymezi om cexkpema, cUnoO6eHmMuUAIYusL 60 6pemMs CHA, Hedopa%umue Zpy()HOUV KiemkKu u JjlecKkux,
noemopHbsle qu)eKuuu, Komopble Yycuiuearont MblUledHYrO crabocms. OcHOBHBIMU nymsmu
PEWERUAL SmMUX 3a0ay AGIAIOMCA OYUCINKA ObIXAMEIbHbLX nymeﬁ U HeuHeAa3ueHasl 6eHMUIAYUA

neexux (HUBJI).

e PexoMeHayeTCsl WMCKYCCTBEHHAs BCHTHJISALMS JICTKUX HEWHBA3WBHAs TamWeHTaMm c K2-
ACCOIMUPOBAHHON MHUOITATHEH, UMEIONTUM CHMITTOMBI TUTTOBESHTHIISAIINH, C IICITBI0 KOPPEKITUU
cocrosHus [18, 19].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

Kommentapuu: HUBJI nauunarom npu Hamuyuu CUMRMOMO8 SUNOBCHMUNAYUU U XOms Obl
00HO020 U3 CTIeOVIOWUX Pe3VTbMaAmos.

- cymounwill ypogenv PaCO2 >45 mm pm.cm.

- HouHou yposeHvb PaCO2 >45 mm pm.cm.

- nounou yposerv PtcCO2 250 mm pm. cm. 8 meyenue oonee 30 muH.

- CYMOYHAsl HOPMOKANHUSA ¢ HOUHBIM nogviuenuem PtcCO2. >10 mm pm.cm.

- bvicmpoe crudxcenue OIKEJL >10% om ucxo0Hoeo 3nauenus: 6 meuerue 3 mecayes.

Hounas cunoeenmunsayus maxoice ceudemenscmseyem o nHouHou oecamypayuu. Kax cneocmaue,
onumenvHas HouHas oecamypayus (cpeoneusmepenuwvii SpO2 <90% unu SpO2 <90% &
meuenue kax munumym 10% uzmepsaemozo nepuooa epemen) maxice Moxicem yKaswvleams Ha
KAUHUYECKU 3HaAuumyro eunogenmunayuro. OOnako Houmas Oecamypayus cama no cebe He
Moxcem Cuyxcume nokasamuem o Hayana HUBJI, nockonvky Heobxooumo yuumvieamv u
opyeue npuuumsl Odecamypayuu (06CMpPYKMUGHoOe anHod CHA, UHQEKYUOHHOe NopaxpceHue
JIe2KUX, HaKonienue cekpema 8 npoceeme OpoHx08).

Ipu ©IKEJI <70% u chuscenuu OIKEJI 60nee uem na 10% 3a 3 mec. MOHCHO HAYUHATNB HOUHYIO
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HUBJI Hezasucumo om pe3yiomamos OdIbHeUuux aHaiu3o8 u3-3a Oblcmpoco medeHus

sabonesanus [18, 19].

e Pexomenayercsi IJIaCTUKA TPAXEOCTOMBI OTKPBITHIM JIOCTYIIOM IMAlIMEHTaM, HYXAal0UUMCS B
Nepexoe Ha MHBA3UBHYIO BEHTUISALIMIO C LIEJIbI0 KOPPEKIIMU TMITOBEeHTH IsIIuH [ 18, 19].

YpoBenb yoeaureabHocTH pekomMenaanuii C (ypoBeHb A0CTOBEPHOCTH JI0KA3aTEIbLCTB — D)
KomMmeHTapum: gasicen uHOUBUOYANbHBII NOOX00 K KAXCOOMY NAYUEHMY 8 Cydae NPUHAMUs
pewieHuss 0 Heobxo0uMocmu OaHHoU Mmanunyasayuu. Tpaxeomomus nokasama 6 ciedyiouux
CUMyayusx, mobKo no co2nacuio pooumenetl nayueHma uiu 3aKkOHHO20 ONeKYHA:

- Henepenocumocmov HUBJI

- neagppexmusnocmo HUBJT

- msdicenvle OYILOAPHLIE CUMIIMOMBL C PEYUOUBUPYIOWEl acnupayueri

- HeahpexkmusHOCmMb HeUHBA3UBHO20 YNPABIeHUsl CeKpeyuell

- Hego3ModCcHoCmb nepexooa Ha HUBJI nocie unmybayuu u uH8a3U8HOU BeHMUNIAYUU.

- eOuHuuHble cuyyau 24-yacosou HUBJI.

HauueHm U e20 cembsi O0NHCHbL ObLMb NOIHOCHBIO MH(pOpMMpOGClel 0 meyeHuu 3a601e6anus 00
NpUHAMUA peuteHusl, coeiacue podumeﬂeﬁ nayuesma ujiu 3AdKOHHO2O ONEKYHA A6JIAenici
0053amenbHbIM. HpuHﬂmue peuterHu 00JIIHCHO ObIMb BbINOAHEHO KOHCUTUYMOM cneyuailucmos
(epaqu-aHecmeauwzoeu-peanwwamwloeu, 6pavu-nyjlbMOHOJO0cU, 6padu-Hespoiocu u epadu-

neouampwl, OpUEeHMUPOBAHHbBLE 8 BONPOCAX HEPEBHO-MbILUEUHBIX 3A001e8aHULL).

Kucnopoo y nayuenmos c¢ TK2-accoyuuposanHnoil muonamueii OO0NHCeH NPUMEHAMbCA C
ocmopodcHocmoio. Bmopuunas cunokcemust, 00ycnosienHas 2unoseHmunsyuell, moxcem oOvims
cnymana ¢ cunokcemueti, 00yCl061eHHOU Opy2UMU NPULUHAMU, MAKUMU KAK 3AKYNOPKA CIU3bIO
unu amenexmas. Kannomempus, moHumopumne nokazameneu OYeHKU QVHKYUU 6HEuIHe20
ObIXAHUA UNU UCCNIe008AHUE KUCTIOMHO-OCHOBHO20 COCMOSHUA U 2A308 KPOBU HeobX0O0UMbl,

umoo6wbl 8b10paAMb NPAGUNILHBIL PEIHCUM NPUMEHEHUs KUCIOPOOd.

e PexoMeHayeTcsi TNPUMEHEHHE TEXHUK OUMIICHUS JbIXaTeIbHBIX IyTeH (JAbIXaTeJabHbIE
yIpa)xxHEeHHs] CTaTUYECKNe UHIMBUyaIbHOE/ TPYIIIOBOE 3aHATHE, IbIXaTeJIbHbIE YIPaXKHEHUS
JUHAMUYECKHE WHAWBUIyallbHOE/ TPYNIIOBOE 3aHATHE, AacCHHUpallMOHHAs CaHallMs BEPXHUX
JBIXaTeNbHBIX MyTel) manueHTaM ¢ TK2-accounupoBaHHON MHMONAaTHER ¢ pecnupaTopHbIMU
HapYIICHUSIMH JUIsl TPOPUIAKTUKY JIETOYHBIX OCJIOKHEHUN U TunoBeHTwsAnuu [18, 19].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — D)
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KommenTapuu: srekmpuueckas acnupayusi (AcnupayuoHHas CaHayus 8epXHUX OblXameibHbIX
nymeti) u UCNOIBL30BAHUE UHCYDIAMOPA-ACNUPAMOPA OO0NHCHBL NPOBOOUMBCS ) KAHNCOO20
nayuenma ¢ OOKA3AHHOU HedI(P@exmueHot (QyHKyuel Kaulis, 4acmviMu peyuousupyrouumu
UHGDEKYUAMU HUNCHUX ObIXAMENbHBIX Nymell, XPOHUYeCKUM aCHUPAyUOHHbIM CUHOPOMOM.
Lokazano npu OIKEJI < 50 %, [10Csbi0 <270 JI/Mun unu mMaxcumaibHOM 9KCNUPAmMOpPHOM
oasnenuu <60 cm H20. Hcnonvzosanue uncy@iamopos-acnupamopos seisiemcs KpauHe
BAICHBIM, MAK KAK HEBO3MONCHOCTb HOPMATILHO OMKAULIAMBCA U3-30 CIAOOCU ObIXAMENbHOU
MYCKYIamypvl Npusooum K NOBLIUEHHOMY PUCKY DpA3GUMUsS ameleKmasos, NHe8MOHUU,
HapyuwieHuro  Oupdy3uoHHo-nephy3uoOHHO20 COOMHOUIeHUS U Npo2peccul  OblXameibHOl
Hedocmamoyrnocmu. OcHoGHble Memoobl OPeHUPOSAHUS MOKPOMbL Ol NeHCAYUX U CUOAYUX
nayueHmos — 3Mo CoYemaHue UCNONBL3OBAHUS HECKOIbKUX Memooos. uHcygaamopa-
acnupamopa U py4HbIX KOMApeccull 2pyOHOU KIemKU Ul NOCMYPAIbHO20 OpeHaxdca 8
couemanuu ¢ 21eKMpUYeCcKUM acnupamopom. Y ManenbKux u/uiu HeKOHMAaKmuwvlX Oemell
YenecoobpasHo UCNONb308AHUE UHCYPIAMOPOG-ACNUPAMOPO8 C (pyHKyuel mpueeepa 800xad,
ymobvl He MpasMuposamv JiecKue, eciu makue Ooemu 3a0epiucusarom Ovixamue U
conpomugnsaiomcs omxawnusanuro. OmHocUmenbHblM NPOMUEONOKA3AHUEM K UCTOIb30BAHUIO
uHcygramopa-acnupamopa  A6IANMCA  XPOHUYeCKue 3a007e6aHus JlecKux (Hanpumep,
ampuzema). Hcnonvsosanue uncy@aamopa-acnupamopa 6 makou cCumyayuu O00JHCHO Obimb
836€ULEHO NPOMUB BOZMONCHBIX PUCKOB NHEBMOMOPAKCA.

e PexoMenayercsi oOecriedeHre CeIsAIIel anmnaparypoi 1 aHeCTE3N0IOTHYECKUMU CHCTEMaMHU
(ammapaTaMu  UCKYCCTBEHHOW BEHTWISIUU JIETKMX C JABYX(a3HBIM TOJOKHUTEIbHBIM
nasienueM (BPAP) nns momarmHero WcCIosib30BaHMsS) MAlMEHTOB ¢ T K2-acconMupoBaHHON
MHUOTMATHEH C CUMITOMaMHU AUCQOYHKIMH JBIXaTSIbHON MYCKYJIATYphl JJISi OCYIIECTBICHUS
HEMHBAa3WBHOW BEHTWIALIMM JIETKUX Ha oMy [18, 19, 20].

YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

Kommenmapuu: pooumenu nayueHmog OOJJCHbI  Oblmb  0DecneyeHvl  MeOUYUHCKUM
0b60pyoosanuem — MeuoK 0/ ObIXamelbHO20 KOHMYpPA, MHO20PA308020 UCNONb308AHUL —
Mewok Amby, npu HeobxoOoumocmu, — INEKMPOOMCOCOM C AKKYMYIAMOPHOU bamapeel
(anexmpoomcocom — MeOUYUHCKUM — YHUBEPCATIbHBIM, acnupamop  Ha3a1bHbIl, c
NeKMPONUMAHUEM), U annapamom UCKYCCMBEHHOU GeHMUIAYUU Ne2KUX ¢ 08YXpazHbim
nonoxcumenvuoiM oasienuem (BPAP) ons Odomawne2o ucnonv3oeanus, annapamypou 0.
ooMawiHe20  MOHUMOPUPOBAHUA — PECNUPAMOPHbIX  (DYHKYUll  (nyavcokcumemp, — npu

B03MOJCHOCIMU — annapam Osi MPAHCKYMAHHOU KanHozpaguu (MOHUMOP COOEPHCAHUSL
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ouokcuoa yenepooa (kannoepag)). Pooumenu 0oadxcHvl Ovimb 00yueHbl NPABULAM  UX
npuUMeHeHUs.

e Pexomenayercs obecrieueHue MEXaHUYECKUM uHcypdusaropoM-sxcyPdsitopom
(uncydasTop-acnupaTop) U, Mpu HEOOXOAUMOCTH, BAKYYMHBIM aclIUPaTOpOM MAllMEHTOB C
TK2-accounnpoBaHHON MHOTNIATHEH ¢ CHMIITOMAMU JUCPYHKIMH IbIXaTeIbHON MYCKYJIaTypbl
JUTSL OCYIIECTBJICHUS! OUMIIIEHUS JbIXaTeIbHbIX MyTel Ha nomy [18, 19].

YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (YypoBeHb J10CTOBEPHOCTH 10KA3aTeJILCTB — 5)

KommenTapuu: pooumenu 00axcHbl Obimb 00yueHbl NPAGUIAM NPUMEHEHUS MeOUYUHCKUX

uzoenuil.

e PexoMeHayeTCsl HEMHBA3WBHAS BEHTWJISAIHS JICTKUX B COYCTAHWHM C TEXHHUKOW OYHIICHUS
JIBIXATEIIbHBIX MyTeH XOJTYMM U CUTIUM narueHTam ¢ TK2-acconmupoBaHHON MUOTIATHEH B
OCTPBIX CHUTyalusx (MH(EKIUs IbIXaTeNbHBIX MyTeH) C IeNbl0 MPOPUIAKTHKU DPA3BUTHUS
ocioxxHeHut [18, 19].

YpoBeHb yoenuteabHocTH pekoMenanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 5)
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4. MeaMuMHCKAasl peadMIMTANMSA U CAHATOPHO-KYPOPTHOeE JIeYeHue,

MEINIMNHCKHUE ITIOKA3aHUA U IIPOTUBONIOKA3ZAHUA K IPUMECHCHHUIO METO/10B
MeIUIMHCKOH peaﬁn.ﬂnTaunn, B TOM 4YHUCJI€ OCHOBAHHBIX HA HCITI0Jb30BaHUHN

NPUPOAHBIX Je4yeOHbIX (PAKTOPOB

4.1. Iean peaduauranum:

COXpaHEHNE BO3MOKHOCTH ITACCUBHOM BEPTUKAIN3ALMH, YCTOMYMBOIO U CUMMETPUYHOIO
MOJOKEHHS, QYHKIMN PYK

MaKCHMaJIbHasi HE3aBUCUMOCTb, COLIMATA3ALIHS

KOPPEKLHS MM03bl, TPOPHUIAKTHKA KOHTPAKTYP

MHUHHAMH3AIIMs ONepaTHBHOTO BMEIIATEIHCTBA

Pa3BUTHC PCUN, MHTCIUICKTYAJIbHOC PA3BUTHUC

ycTpaHeHue 0osield, oGerdyeHue yxomaa

4.2. TakTHKa peaOdUIUTALMU:

PETYISIPHOCTD peaduIUTAIIH

PEryJsipHOCTh M NPEEMCTBEHHOCTh HaOIIOAECHUS peOeHKa CHelUaaucTaMu: Bpada Io
aeyeOHOM  (QU3KyIbType,  Bpada-(u3MOTEepaneBTa,  Bpaya-HEBpOJIOra,  Bpaua-
TPaBMaTOJIOra-OpTOIEAd, MEIUILIUHCKOIO JIOTOIe a.

a/IeKBaTHOE OPTE3UPOBAHUE AJIs MPOPUIAKTUKY Pa3BUTHS KOHTPAKTYpP

ONTUMAJIbHBIN 110100p TeXHUYECKUX cpenctB peadunutauuu (TCP)
MICUXO0JIOTO-TIelaroru4eckasi peadumuTanus

NICUXO0JIOrHuYeckas paboTa co BCEMH YIEHAMU CEMbU

4.3. Meroanb! ¢pusnveckoi peaduaIuTANMN:

nedyeOHast PU3KyIbTypa

Maccax

THJIPOKUHE3NOTEPATTUS (TUAPOKUHE3NOTEpAIHs WH/INBHyaIbHOE 3aHATHE,
THJIPOKWHE3NOTEPAITUS TPYITIOBOE 3aHATHUE)

¢dusnorepanus (coueTaHHbIC METO/IbI (PU3HOTEPAITHU, HEKJIACCH(PHUIIUPOBAHHBIC B APYTHX
pyOpuKax)

pPOOOTU3MPOBAHHAS MEXaHOTEPAIUs

pUMEHEeHHe TCP (byHKUIMOHABEHOE OpTE3UpPOBAHUE, BEPTUKAIM3ALIHS,
MO3UIIMOHUPOBAHUE B MTOJIOKEHHH JI€KA U CUJIS)

[Iporpamma peabunuranuu 10KHA OBITH KOMIUIEKCHOM C MPUBIICYEHUEM TaKUX CIIEIIAATHUCTOB

KaK: Bpay-HEBPOJIOT, Bpay 1o JiedeOHoi pus3KynpType, Bpad pusndyeckoi 1 peabuanTaliMoHHON
MEAMIMHBI, Bpay-(PU3NOTEpaNeBT, BpPay-IMyJIbMOHOJIOT, Bpad-eAuaTp, Bpady TpPaBMaTOJIOT-
opTorie]l, MEIULIUHCKUN JIOTOIEe ], METUIIMHCKUHN IICUXOJIOT.

4.4. IlocTypajibHbIH MEHEIXKMEHT
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[TpaBuiIbHOE MO3MLIMOHUPOBAHUE CHUXKAET MOTPEOHOCTh B AOPOTrOCTOSIIUX M CIOKHBIX
XUPYPTUYECKUX BMEIIATeIbCTBAX. UTOOBI CHU3UTH HETaTUBHBIC IMOCIEACTBUS HENPaBHILHOU
1o3bl JUIA OpraHu3Ma HeoO0XOAWMO NOJAOMpaTh pa3iMyHbIe BAPHAHTHI KOPPEKLUHMU U 00ydaTh
CHELMAINCTOB, POIUTENECH MeToJaM MO3UIMOHUPOBaHUA U 0€30MacHOro IepeMEeUICHUSI.
HeobOxonnMa onieHka 1o3pl peOeHKa B IOJOKEHUU JIEXKa, CUJs, CTOS MPU MOMOLIY BHEIPEHUS
noctypanpHOW KapThl. IlocTypanbHas KapTa periaeT BONPOC PEXUMa IO3ULHUOHUPOBAHMS,
IIOMOTaeT MPaBHJIBHO MO3UIMOHUPOBATh peOCHKa BCEM, KTO C HUM B3aUMOJICHCTBYET, a TaKkkKe
IIOMOTaeT MO3ULMOHUPOBATh peOCHKA B JOMAIIHUX ycI0BUAX. OCHOBHBIE pa3/ieibl HOCTypalbHON
KapThl BKJIIOYAIOT CBeAECHHUA 00 HCIONb3yeMbIX npucnocoOnenusx, TCP u opromeauueckux
U3JIeIMHA, OCHOBHbBIE PEKOMEHJAINU 10 MMO3ULMOHUPOBAHUIO B TEUEHHUE JTHS, UHAMBHUyaJIbHbIE
PEKOMEHIallu, OPTaHn3alys IPOTyJIKU, THTHEHUYECKUX IPOLIEAYP U BCE BO3MOKHbIE BAPUAHTHI
MO3UIMOHUPOBAHUS peOEHKA.

Otanbl IpOrpaMMbl MOCTYPAJIBHOTO KOHTPOJIS B KU3HU CEMbU: KOHCYJIbTAIlUs, OLICHKA
no3bl pebeHKa Jexa, CUisl, CTos, OO0ydeHHe, NMpaKTHUECKUE 3aHsATHsA, IOMOLIb B BbIOOpE U
Hactpoiike TCP, amantamms TCP u nanpHelimee compoBokaeHHe cemMbu. HeoOxomaumo
BHE/IPEHUE KOMIUIEKCHOW MOMOIIM B >kKHM3Hb ceMbU. OOyueHue 6e30macHOMY, 3prOHOMUYHOMY
HepeMeleHUI0 MaJIOMOOMIIbHBIX TALIMEHTOB JIOJDKHO OBITh HEOTHEMIIEMOM 4aCThI0 MEAULIMHCKON
TIOMOIII OCOOBIM JIETSIM B UX CEMBSIM.

[IpaBuibHOE TMO3UIIMOHUPOBAHUE TIO3BOJIIET O00ECHEUYnTh HEOOXOAMMBIA KOMQOPT,
CHHM3HUTh PUCK BTOPUYHBIX OCJIOXHEHHH, pa3BUTHE AedopMaIfii 1 KOHTPAKTyp, 0OecrednBaeT
Oe3omacHOCTh manueHTa. llpuMeHeHne (QYHKIIMOHAIBHBIX CHCTEM W HaOOPOB (OPMOBOUYHBIX
BaJIMKOB, MOJYIIEK, crelualbHbIX [[-00pa3HbIX MaTpacoB — MaTpachl, HAOJHEHHbBIE TIPOCOM,
OPUHUMAIOT GOopMy Tena pedeHKa, paBHOMEPHO paclpeiessiioT BEC, TOMOIalT MOAJIEPKUBATh
IIPABUJIBHOE MOJIO’KEHNUE Teja. PerynspHas cMeHa MOJI0KEHUI U MacCaX MO3BOJISIFOT CHU3UTD UITU
n30eKaTh MOSBJICHUS NMPOJIeKHEH (Ha criuHe, Ha 00Ky, Ha )KMBOTE — 10 BO3MOKHOCTH).
[TepemenieHre ManeHbKOro pebeHKa — oOecreuyeHNe AaHTUTPaBUTALMOHHONW IMO3UIMU, YTOOBI
CHU3UTh PHUCK acnupauuu. [l mepeMelieHuss MOAPOCTKa M B3pOCIOro HEOOXOAUMO
HCIIOJIb30BAaTh CHElHaIbHbIE PUCIIOCOOIEHUS (TOIBEMHUK).

4.5. Ynpa:xxHeHust

Baxxupl ympakHeHHsI, Pa3BUBAIONINE BBIHOCIUBOCTh MBI, JIJis TPEHUPOBKU CHIIBI
HEOOXOJUMO HCIIOJIb30BaTh MaJICHBKOE COMPOTHBIICHHE, MHOTOKpPAaTHOE TIOBTOPEHHUE U
ONTUMANbHYI0 OWOMexaHuKy. VckitoueHne 4Ype3MEepHBIX HArpy30K, OSKCIEHTPHUYECKHX
VIpaXHEHUH C BBICOKUM COMPOTUBIEHUEM. [IpeamoyTeHune cienyer OTAaBaTh AKTHBHBIM
VIIPaXHEHUM, ITO0YX/1asi cCaMOro peOCeHKa BBIMTOJIHATH JOCTYITHBIN 00hEM JIBUKCHHIA.

4.6. IlIpumenenue TCP

Jns obneryeHust yxona 1eJI€cOOOpa3HO HCIIOJIb30BaTh TEXHUYECKHE CpEICTBa
peabunutanuu. [logbop TEXHMUYECKUX CPENCTB pPEadMIUTAIMU OCYIIECTBISETCS C Y4EeTOM
JBUTATENbHBIX HapylleHud. Tpakuus MBI U CBA30K dPPEeKTUBHA, €clu MPOAOIHKUTEIHLHOCTh
BO3/ICHICTBHUS Ha MPOTSHKEHUU CYTOK COCTaBisieT He MeHee 6 dacoB. Koppekuuro nedopmaruun
JIOCTUTAIOT B pe3yJbTaTe MPUMEHEHUS aJIEKBaTHOrO opTe3rupoBanus u npumenenus: TCP.
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TCP nomxHBI OBITH TO00PaHbI IO pa3Mepy, YIYUTHIBATh AKTHBHOCTD, (PYHKIIMOHAIBHBIC U
AHATOMUYECKHUE OCOOEHHOCTH KOHKpETHOTro pebOcHka. KoMHaTHOE (YHKIIMOHAIBLHOE KPECIO
1eJIeCO00Pa3HO AJI UCIIOJIb30BaHUs ¢ 6 MecsIeB, onopa /st ctosiHug ¢ 12-14 mecsine. OpTesbl
H3TOTaBJIMBAOTCA UHAUBUAYAJIIbHO, 3aMCHA IPOUCXOAUT 11O MEPC pOoCTa pe6eHKa HNIJIN N3MCHCHUSA
€ro cocTosiHus. BepTukanusanus MOXeT JaTh peOCHKY OUY€Hb MHOTOE: JJTUTEIBHOE, TACCHBHOE
pacTsHKCHHE MBI, YBEIMYCHHE O0beMa JIBIDKCHHW B CyCTaBax, MPONPUOILCTITHBHYIO
KOPPEKIHI0 (OPMHPOBAHUSI TIOCTYPATbHOrO KOHTpOJs. OceBas Harpy3ka OuY€Hb BakKHA IS
YKPEIUICHHUS M pOCTa KOCTEH, TACCUBHOE CTOSTHUE CIIOCOOCTBYET (POPMUPOBAHUIO Ta300€pEHHBIX
CYyCTaBOB M CHWXAeT PHCK TOJBBIBUXA M BBIBUXA, CHIDKACTCS PUCK PA3BUTHS CKOJIHO3a U
KOHTPAaKTyp HWXHHMX KOHEYHOCTEH, MH(EKUNH MOYEBBIICIUTEIBHON CHUCTEMBI, YIy4IIeHUE
(YHKUIMU MHIIEBAPUTEIBHON CUCTEMbI (CHIKEHHE 3aIllOpOB), yAydilaeT (DYHKIMIO JbIXaHUS,
YBEIMYUBACT KOHTPOJIb 3a IOJOYKEHHEM TOJIOBBI, CIIOCOOCTBYET pa3BUTHIO (YHKIIHH PYK;
CTUMYJIMPYCT BKIKOUCHHOCTL W BO3MOXHOCTbH HMCCICIOBAHUA OKPYKCHHA 1104 HWHBIM YIJIOM
3pCHHS, YEM U3 TOJIOKEHUS JICKA; COIMAIbHOE B3aUMOJICHCTBHE, MOBBIIICHUE YBEPEHHOCTH B
cebOe. Beprukanuzaius 10JbKHA ObITh O€30MIACHOM, PETYJISIPHON U MPaBUIILHO OPraHU30BAHHOM.
Jis  AOCTHKEHHsI MaKCUMaJbHOTrO 3(p(dekra OT OpPraHW30BAaHHOW IO3bI CTOs, HEOOXOIUMO
BUPTyaJIM3UpOBaThbcs HE MeHee 1 waca B JeHb (MOXKHO JICUTh HAa CECCUU JIHOOOH
POJIOJDKUTEIBHOCTH, HO He Oosiee 60 MUHYT MOJAPST U B COOTBETCTBHHM C BO3MOXHOCTSIMH
pebenka). JUTeNbHOCTh BEPTUKAIM3AIMH ONPEICIISICTCS] aKTUBHOCTBIO PeOCHKa B OTope.

4.7. I'mppoxuHesnoTepanus

I'unpokunesorepanust — 3TO (u3Myeckas Tepanus B BOJE, BKJIIOYaromias JiedeOHoe
IUIaBaHUe, JeyeOHOe IUIaBaHWE C MPOTHUBOTOKOM, JiedeOHOe IUIaBaHHE C MpeAMeTaMH U
OpUCHOCOOICHUSAMH, MOJABOJHBIA NyII-MacCaX JIe4eOHbIN, BUOPAIMOHHBIA MOABOIHBIN MyIII-
Maccax u T.71. Pekomenayemas temneparypa BoJsl B 0acceiine 30 rpanycos. [InaBanue nomoraer
peOeHKY CHM3UTh BIMSHUE IPABUTALIMU U TIO3BOJISIET COBEPUIATh T€ JABMXKEHMS, HA BBIOJHEHHE
KOTOPBIX Ha CyIlle y HETO He XBaTaeT (pu3mueckux cuil. Ha moBepXHOCTH Tena, MOTrpyKEHHOTO B
BOJY, JEHCTBYET TMIpocTaTH4ecKoe nasieHue. Bona, pa3apaxas BeCh KOMIUIEKC PELENITOPOB
TeJa, BO3/ICHCTBYET Ha HEPBHBIE IICHTPHI M TOHMU3UPYET HEPBHYIO CHCTEMY, YTO JaeT OUIYIICHUE
00JIPOCTH U MOBHITIAET PAOOTOCITIOCOOHOCTD.
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OnHO U3 CIENCTBUM T'MAPOCTATUUECKOrO JIaBJIEHUs — OoJiblIas Harpy3Ka Ha IPyIHYIO
KJIETKY NPH BJOXE M Ha JbIXaTeJIbHBIC MBIIIBI MPH (OPCUPOBAHHOM BBIJOXE B BOIY. JTO
CTUMYJIMPYET Pa3BUTHE JbIXATEIbHBIX MBIIIIL, IOJABWKHOCTb I'PYJIHON KIIETKH, YBEIMYCHHE €€
pa3MepoB U ku3HeHHOM emkocTu Jerkux (JKEJI), BelpabaThIBacT MpaBUIBHBIM PUTM JBIXAHHUS,
ydamaercs IbIXaHHWEe, YBEIMYMBACTCS 4YacTOTA CEPACUYHBIX COKpAIICHUH, U3MEHSAETCS TOHYC
nepugepuyeckrx KPOBEHOCHBIX cocy10B. Bo BpeMs niaBaHus peOEHOK HaXOAUTCSA B COCTOSIHUM
TUAPOCTaTUYECKOW HEBECOMOCTH, YTO PA3TPy’KaeT OINOPHO-IBUIATEIbHBIM ammapar, CHHXKas
JaBJICHHE HAa HEr0 Beca Tejla; CO3JAacT YCIOBHUS Ul KOPPEKLMH HApYUICHWM OCAaHKH, AJIA
BOCCTaHOBJICHUs JBUraTelIbHBIX (GyHKUMHA. OTCyTCTBHE TBEPAOH OIOpPHl  YBEIUYHUBAET
JIBUTaTEJIbHbIE BO3MOYKHOCTH M COACHCTBYeT HuX pa3BuTuio. OnHON M3 0COOEHHOCTEM,
OIPEIEIAOIIEH BIUSHUE IUIABAHUSA HA OPraHU3M, SIBISIETCS TOPU30HTAIbHOE ITOJIOKEHUE Tella
IIPY BBIITOJIHEHUH JIBU)KCHUM pyKamMu ¥ Horamu. [Ipu riiaBaHuy 3a1€CTBOBAHBI IIPAKTUYECKU BCE
MBIl T€a, YTO CHOCOOCTBYET TapMOHUYHOMY Pa3BUTHIO MYCKYJIaTypbl U IHOJBUXHOCTU B
OCHOBHBIX CycTaBax. Takoe MOJIOKEHHE Tela, HUKIMYECKUE JABMKEHMS, CBA3aHHbIE ¢ paboTOM
MBIIILL, JaBJIEHUE BOJIbI HA MOJIKO)KHOE BEHO3HOE PYCIIO0, II1y0oKoe auadparMalbHOE JbIXaHUE U
COCTOSIHUE THUAPOCTATHUECKOW HEBECOMOCTH CIIOCOOCTBYIOT MNPHUTOKY KpPOBH K CepAaLy U
CYLIECTBEHHO 00JIeryaroT ero padory.

Crnenuduueckie 0COOCHHOCTH TUTABAaHHS CBS3AHBI C JIBUTATEIHHON aKTUBHOCTBHIO B BOJTHOM
cpene, a Takke OOyCIOBICHBI M (PM3MYECKHMMU CBOMCTBAMH BOJBI: IUIOTHOCTBIO, BSI3KOCTBIO,
JIaBJICHUEM, TEMIIEPATYpPOH U TEIUIOEMKOCTBIO. B BOJIE IPUMEHSAIOTCS YIIPaKHEHUS HA PACTSIKKY,
paBHOBECHE, KOOPAMHALIMIO. 3aHSTHUS B BOJIE MO3BOJSIOT CHUMATh HAarpy3Ky ¢ IO3BOHOYHHKA,
CyCTaBOB, CepJIlla, TPEHUPYIOT BECTUOYIISPHBIN anmnapar U JIbIXaHue, MOBBIIIAT TOHYC. Bee aTo
noMoraer peOeHKy Jydlle 4YyBCTBOBaTb CBOe Teno. BogHas cpena, obecrieunBas yepes
TaKTWIbHBIEC, TEMIIEPATYPHBIC, MBILMIECYHBIE M JIPYIHE€ PELENTOPbl MOIIHOE CTUMYJIHPYIOLIEe
BO3/ICUCTBHE, OKAa3bIBAE€T IOJIOKUTEIbHOE BIMSHHE HE TOJBKO Ha Tmpolecc (Uu3ndecKoin
peadmInTalMy, HO M Ha ICUXUUYECcKy1o cdepy aereil. [lpu BeinoaHeHnn GU3NYECKUX ypakHEeHHH
B BOJIHOM CpeJie OpraHn3M, KaK €/IMHas [IeJIOCTHAs: CUCTEMA, OTBEYAET COBOKYITHOCTBIO CIIOKHBIX
pEaKUHUil KOXKH, CEepJIEYHO-COCYAMCTOM, HEPBHOW, DJHIAOKPUHHOM, MBIIIEYHON CHCTEM,
TEIUIOOOMEHa Y OKUCIMTENIbHO-BOCCTAHOBUTEIBHBIX IpoueccoB. JleueOHoe nelicTBHe
¢u3nyecKuX YIpa)kHEHUH B BOJI€ OCYIIECTBISETCS HAa OCHOBE TOHHU3UPYIOLIETO BIUSHUS,
TpopUUecKoro aeicTBUs, POPMHUPOBAHUS KOMIIEHCALIUH.

4.8. Jloromemuueckasi IoMoIlb

[TpoBeneHNe JOrOMEANYECKOTO Maccaka M apTUKYISIIIHOHHON THUMHACTUKU C IIENBIO
TpeHI/IPOBOK JKEBATCIIbHBIX U I'NTIOTATCJIbHBIX MBIIIII] (Macca JIn1a MCIH/II_[I/IHCKI/II\/'I, O6HII/II\/'I MaccCax u
TUMHAacTHKa Yy JIeTeil paHHEro BO3pacTa, MEIUKO-JIoromnennyeckas mpoleaypa mnpu aucharu,
MEMKO-JIOToIeIudeckas mporenaypa npu auzaptpun). CoxpaHeHHWe W yiydileHue (yHKITUH
KEBaHUs W TJIOTaHWSA, TMpeAoTBpalleHue/ MNpoduiakTUKa KOHTPAKTyp B  BHCOYHO-
HUKHEUCTIOCTHOM cycTaBe. VCmonp3yroTcsi KiaccHYecKkue W crenuaibHble (aciuanbHbie
TEXHUKH  BOCCTAHOBJICHHS  PEUEBHIX  (DYHKIMIA, KHUHE3UOJIOTUYECKOE TEeUIMHMpOBaHUE,
muddepeHIIMPOBaHHBIA JIOTONEANYECKUNA MaccaXX (pydHOU, 30HIOBBIN, alMapaTHBI Maccax,
HEKJIaCCU(UIMPOBAHHBIA B JpYrux pyOpHKax), Macca)X TOYEYHBIH, TaKkKe MPOBOIUTCA
KOppEKIIMOHHas padoTa MO Pa3BHTHIO TOJIBUKHOCTH OPTaHOB apTUKYISALINU, (HOPMHPOBAHHIO
3BYKOIPOU3HOIICHHS, (DOHEMATHYECKOTO BOCIIPUATHS, IIPOCOINKH.
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5. HpO(l)l/IJIaKTI/IKa U JUCITAHCEPHOE HaﬁJIIOI[eHI/Ie, MECAUIUHCKHUC ITOKA3aHUA U
NMPOTUBONOKA3AHUA K NIPUMEHEHUI0 METOA0B NMPOPUIAKTUKH
Baxyunayusa nayuenmos c¢ TK2-muonamueil nposooumcs ¢ yeivio npoQuiaKmuxu
UHGEKYUOHHBIX 3a001e8aHull Ha 00wux ocHoganusx. IIpomueonoxazanus K 6aAKYUHAYUU Y
nayuenmos ¢ TK2-muonamueii He omauyaromcest om maxkogulx y Opyeux Kame2oputi eparicoan u
npogooumcs co2nacho HayuonanvHomy KanreHOapio npoQuiakmuieckux npuusox, 3a

UCKJlroueruem 0paﬂbH01j 6AKyuHayuu om nojauomuejaumada.

e Pexomenayercs npuem (0CMOTp, KOHCYJIbTALMsI) Bpauya-T€HETUKA EPBUYHBIM U TOBTOPHBIM
(mpu  HEOOXOIWMOCTH) BCEM IMAlMEHTaM C ToATBepxkaeHHOH TK2-accormupoBaHHOM
MUOMATHEH C  LETbl0  TPOBEACHHS  MEIUKO-TEHETUYECKOTrO0  KOHCYJIbTUPOBAHUSA,
UH(POPMHUPOBAHUS O METOAAX MPO(UIAKTHKH TOBTOPHOTO 3a00JIeBaHUS B ceMbe [3].

YpoBeHb yoenuTebHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — 5)

KommenTapuu: npogunaxmuxa u o6cysicoenue 603MoHICHOCHEN NPEKOHYENYUOHHO20 CKPUHUHA
0C0bEeHHO akmyanbHul 01 pooumenei nayuenma c¢ TK2-muonamuetl, 015 nap, 8 Komopulx
KaXfcowlli U3 NAPMHEPO8 AGAAeMCs NOOMEEPIHCOCHHBIM —2eMePO3USOMHBIM  HOCUMenem
namozeHHo20/ 8eposiIMHO-namo2eHHo2o eapuanma 6 2ene TK2, a maxowce nayuenmam c
noomeepocoennou TK2-muonamueii, ¢ yeivio npedomepaujeHus NOSMOPHO20 DONCOEHUS
pedenka ¢ TK2-muonamueu 6 cemve. Yyumvleéas aymoCOMHO-peYeccusHulll mun
HACNe008anusl, pPUcCK NOBMOPHO20 podxcoeHusi pebenka c¢ TK2-muonamueu y pooumeneti
npobaunoa 6 mom dce bpaxe cocmasnsiem 25% (Kame2opus 8bICOK020 2eHEeMUYeCK020 PUCKA)
OJ151 Kaxcoou bepeMeHHOCmU, 6He 3a8UCUMOCIU om noaa Oyodyujeco pebenka. B cemuvsx, coe
ecmb OONbHOU pPebeHOK, BO3MOJNCHO NpOBedeHUe NPEeHAMANbHOU U NPeuMnIaHMAaAYUOHHOU
ouacnocmuxu. [na smoco pooumenim HeoOXo0UMO 00pamumscsi 8 CNeyudiu3uposanHvle
ouazHocmuyeckue 1adbopamopuu U MeOUyuHckue yeHmpwsl. Bo3moodcHo npoeedenue
MOeKYIAPHO-2eHemu4ecko2o0 ucciredosanus eena TK2 (nouck parnee oonapysceHHbIX 8 cembe
namo2enHuIxX/ 6ePOAMHO-NAMOSEHHBIX BAPUAHMOS Y N100A), A MAKIHCE NPEUMNIAHMAYUOHHOE
eenemuyecKoe mecmuposanue SMOPUOHA HA U3BECMHbLE NAMO2EHHble/ 6ePOSIMHO-NAMO2EHHbLE
sapuanmul 6 2ene TK2. Hccnedosanue 803MONCHO HA PA3HBIX cpoKax bepemennocmu.: §—12
Hedenb (6opcunbl Xopuoua), 15—18 nedenv (amuuomuueckas scuokocmos), 20-24 neodenu
(nynosunnas Kpogv). OnmumanvHbiM A6IAemMcs OUONCUA XOPUOHA, NAAYEeHmbl. Npu
HeONazonpusmHOM NpocHo3e OepeMenHOCb Modcem Oblmb Npepeana (UCKYCCMEeHHOoe

npepuvieanue bepemeHHocmu (abopm)) 6 Cpoxu 00bIYHO20 MEOUYUHCKO20 abopma.
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e PexomeHnayercsi mpoBeleHHE MOHHUTOPHHIra IIOKaszarejedl OLEeHKH (QYHKIMH BHEUIHETOo
IBIXaHUST B paMKax JUCIAHCEPHOTO HAONMIOIEHUS BCEM TNAalMeHTaM crapme 4 JeT ¢
noaTBepkIeHHoM TK2-acconmupoBaHHON MUOMATHEH C TIENIBI0 CBOCBPEMEHHOM TUArHOCTHKHU
U KOPPEKIINH JbIXaTeIbHbIX Hapymenwuii [1, 7, 8, 13, 14].

YpoBeHb yoeauTeIbHOCTH peKoMeH1anuii B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEIbLCTB — 3)

KommenTapun: maxkowce nokasano npogedenue Cnupomempuu UCCie008anue cnpo8oYUpOSaAHHbIX
ovixamenvhvix 0bvemos. Ilpu cuuocenuu KEJI menee 50% Onsa evisggnenus cuHopoma
00CMpPYKMUBHO20 ANHOI 80 CHe MNOKA3aHAd NyIbCoOKcumempus. Baoicno npoooums
Kapouopecnupamopuwiii MOHUMOPUHZ (3p20CRupomempust) OJis 8bIAGICHUS. 2UNOBCHMUNAYUU U
2UNONHOI 8CeM NAyUeHmam, umerouum camypayuio menee 94% (014 nexcaqux nayueHmos He

peace 1 paza 6 3 mecaya).

e Pexomenayercss ocmoTp (KOHCynbTalus) Bpada-pusmorepamneBTa/ mpueMm (OCMOTP,
KOHCYJIbTAIlMsI) Bpaya IO Je4eOHOW (U3KYJIbType MEpPBHYHBIA M TOBTOPHBIA B paMKax
JMICTIAaHCEPHOTO HAOJIOJICHHUs TMAalieHTaM C TOATBepkIeHHOH TK2-accoumupoBaHHOM
MUOTIATHEH C IIEIIBIO IPOBEICHUS peadrmTanuu [3].

YposeHb yoenuteabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

Kommenrapum: nayuenmam ¢ TK2-muonamueii Heobxoouma adexeamuas COCIMOAHUIO U CIMaouu
3abonesanusi  Quzuueckas  aAKMUGHOCMb NOO  KOHmMpoiem  pooumeneti/  3AKOHHbIX
npeocmasumeneil U COOMBEMCMBYIOUE20 MeOUYUHCKO20 NepcoHanda Ois obecnedeHus

Haonexcawel GuuvecKol aKkmusHocmu, npoYUIAKMUKU 603HUKHOBEHUS KOHMPAKMYP.

e PexomeHnayercsi mucnaHcepHBI TpueM (OCMOTp, KOHCYIbTAIlMs) Bpada-HEBPOJOra BCEM
MAIUeHTaM C TOATBEpKACHHON TK2-acconmupoBaHHON MUOMATHEH C IIETbI0 TIEPHOIMISCKON
OLICHKH COCTOSIHUS U KOPPEKLIUU Tepanuu, pu Heo0XoaAUMOCTH [3].

YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (YypoBeHb J10CTOBEPHOCTH 10KA3aTEJIbLCTB — 5)

KoMmMeHTapum: HeoOXo0umo pecynapHo OyeHu8amv He8pONOSUYECKUll CMamyc, MOMOPHbIe
@dynryuu, ob6vem 08udCeHUl, He pexce 00H020 pa3a 6 6 mecayes. /[ 00beKMUBHOU OYeHKU

00.J19CHbL ObIMb UCNOIL30BAHBL BATUOUPOBAHHBLE MEMOObL U WIKATIBL.

e PexomeHnayercs qucIIaHCEPHBIN PHEM (OCMOTp, KOHCYJIbTAIM) Bpaya-TeHETHKA TallieHTaM
¢ monTBepxaeHHOW TK2-accolMMpoBaHHOW MHMONATHEH € LENbI0 MEPUOIUYECKON OLIEHKU
COCTOSIHUSL M KOPPEKLIMH MTaTOTeHETHUYECKOI Teparuu, npu Heooxoaumoctu [3].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — D)
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o PexoMenayercss IpUMEHATh  MYJIbTUAMCLUIUIMHAPHBIA  MOAXOA K  JIUCIHAHCEPHOMY
HaOJIIOIGHUIO BCEM NAalMeHTaM C MOATBepKAeHHOW TK2-acconmmupoBaHHON Muomarueil c
IeJIbI0 Hanbosiee MOHOr0 OKa3aHMs MEAUIMHCKONW IOMOIIY BBHUAY TOTO, YTO 3a00JieBaHUE
XapaKTepU3yOTCsd MYJbTUCUCTEMHBIM IOpPaXXeHHEM, TpeOyeT KOMIUIEKCHOM Tepanuu, 4YTo
JUKTYeT HE00XO0AUMOCTb COBMECTHOI'O BEJICHUS MALIMEHTA CIELUAIUCTaMH Pa3HbIX Npoduieit
[3].

YpoBeHnb yoenutenabsHocTu pekoMenanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

KomMmeHTapum: nokasanvl oucnamcepnvlii npuem (0cmMomp, KOHCYIbmayus) epavd-2eHemuxd,
8pava-Hesponozd, paua-nyIbMOHON02A,  8pPAYA-2ACMPOIHMEPONO2d, — 8paA4a-ouemonozd,
epava-mpaemamono2a-opmoneoaq, 6pada-neouampa, epada-mepanesma, epaia oowel
npakmuku  (cemeuHo20  8paya),  6paya-cypoon02a-omopuHoOIApuUH20102d,  6paia  no
RANTUAMUBHOU MEOUYUHCKOU NOMOWU NEPEUUHDBLL U NOBMOPHDIL, OCMOMP (KOHCYIbmayus)
spava-guzuomepanesma, npuem (Mmecmuposarue, KOHCYIbmMayus) MeoOuyuHcKo20 ncuxonoea

NEePBUUHBLUL U NOBMOPHBLIL (NPU HEOOX0OUMOCMUL).

Ilayuenmam ¢ KIuHUYeCKUMU npusHakamu Oegopmayuu 2pyOHOU KiemKu U/ unu
CUNOBEHMUNAYUU NOKA3AHO NPOGEOeHUEe NPUYETbHOU DEeHMeHOZpAduUU OpeaHo8 2pyoHoll
KIemKU u/ unu penmeenocpauu n1eekux (no nokasamusm), KOMNbIOMEPHOU momozpaguu
0p2an08 2pYyOHOI NOOCMU O/ 8bIABNIEHUS B03MONMCHBIX AMENEKMA308 JecKUX U onpeoeseHus
cmeneHu Oegpopmayuu epyoHOU Klemku. Yuumwleéas 603ModcHOe pazeumue oOepopmayuti
NO360HOYHUKA, — NAYUEHMaM  NOKA3AHO  NpogedeHue  KOMNbIOMEPHOU  momozpaguu
NO0360HOYHUKA (00UH omoen) 011 OyeHKU Oedhopmayuil NO360HOYHUKA (8 OMOETbHLIX CAYYAAX
B03MOJNCHO ~pACCMOMpPemb BONPOC O NPOBEOEHUU XUPYPSUHLECKO20 SMeuamensCcmed,).
Ilayuenmam cmapuie 5 nem nokasana penmeeHooeHcumomempus ¢ yacmomou 1 pas 6 200, a

makKorce nepe@ opmoneduqecmmu emeuamenbCcmeamu 01 UCKIIOUEeHUs ocmeonoposa.

6. Opranusanus oka3aHusi MeIUIUHCKOH MOMOIIH
IMoxa3anust NJ1s1 NJIAHOBOM rOCIUTAIM3ANMH (VI MJIaJleHYeCKOM U 1eTCKO# (popMbI):

1) npu nepBUYHOI MOCTAaHOBKE IMArHo3a;

2) Bce manueHTsl ¢ TK2-accormupoBaHHOM MuonaTHel 1 pa3 B 6 MecsIeB Juis geTed 10 3-X
net, 1 pa3 B roj Juist JeTei ctapiie 3-X Jet i (yHKIMOHATBHON ABUraTeIbHON OLEHKH,
oOclieZloBaHMsI HAa HaJlM4yhe OCJIOXHEHUH 3a0oieBaHHsI —  PECHUPATOPHBIX,
KApAMOJIOTHYECKUX, KOCTHO-CYCTaBHBIX M TAaCTPOIHTEPOJIOTMYECKHX, a TaKKe M

MIPOBEICHUS peaOdMIINTAIIH;
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2) Bce manueHThl ¢ TK2-acconuupoBanHoi MuonaTuei, TpeOyromme 00ciieIoBaHus mepe/t
XUPYPrUYECKUM OPTOTIEAMYECKAM BMEIIATEITECTBOM.

[Tpu B3pocCHOi popme:

1) mnpu nepBUYHON MOCTAHOBKE JIUATHO3a;

2) B JIMHAMHKE — B 3aBUCHMOCTH OT TSDKECTH TeueHus 3abosieBanus (1 pa3 B 2 roga win
qarie, mpyu He0OXOJMMOCTH )
IMoka3anusi K BHIMHCKE MAIHEHTA MOCJIe MIAHOBOH rOCMUTAIN3ANMH:

1) BbIMOJSHEHHE IUTaHA OOCIICOBAHUS MAIMEHTa, B TOM YHCIIE OIICHKA PECIUPATOPHBIX
HApYLICHUH;

2) MpOBECHHUE PeaOMIUTAIIMOHHBIX MEPOIIPHUSITHH;

3) maHbl pEKOMEH/IAIMH T10 JalIbHEHIIIEMY HAOIIOICHUIO U JICUCHHIO.
Iloxka3anus 11 NJIAHOBOM rOCUTAIU3AIUM B XHPYPrudecKkoe oTaeaeHune:

1) marmumentsl ¢ TK2-acconnnpoBaHHON MHOMATHEN, TPEOYIOIIUE TOCTAHOBKH
racTpOCTOMBI;

2) mauueHtsl ¢ TK2-accolMnpoBaHHOW MUONIATHEH, TPEOYIOIINE YCTAHOBKU TPaXEOCTOMBI;
MHOT'/Ia TPaXe0CTOMa YCTaHABIMBACTCS 110 SKCTPEHHBIM MIOKA3aHUsAM, U TTAIUEHT TPeOyeT
AKCTPEHHOM rOCHUTAIU3AUN

IMoka3zanusi AJ8 IUIAHOBOH TOCHMTAJM3AIMH B OTJeJeHHe NAJVIMATHBHOI

MEAMUIMHCKOH MOMOIM HWJIH KOHCYJbTAIMM Bpada NaJJIMATUBHOH MeINLMHCKOI
MOMOIIIM:

1) moTpeOHOCTD B IOMAIITHEH PECITUPATOPHOM TOIEPIKKE;

2) BBIpaKEHHBII 00JICBOI CHHAPOM, HE TTO/IIAIOLIHIACS JICYCHUIO B aMOYJIaTOPHBIX YCIOBHSIX,
B TOM YHCJIE Ha JIOMY;

3) TspKenble TPOSBICHHS, TPEOYIOIINE CHMIITOMATHYECKOTO JICUCHHUS MMOJ HaOIIOICHUEM
Bpaya B CTAl[MOHAPHBIX YCIOBUSX;

4) mom0op CXEMbI TEPAIHH JIJISI TPOIOJDKEHHSI JICUCHUS Ha IOMY;

5) 11 npoBeeHUST MEUIIMHCKIX BMEIIATEILCTB, OCYIIECTBICHNUE KOTOPHIX HEBO3MOXKHO B

aMOyJaTOPHBIX YCIOBUAX, B TOM YHCIIE HA IOMY.

Ecnu y nayuenma evisigneno conymcemeyowee 3abonesanue, mpeodyowee Xupypeuueckozo
emMewamenbcmea, mo yenecoobpasno 3mo coeiams 8 NIAHO80M NOPSOKe ¢ Nped8apumenbHol
n0020mMo6KoU U obcredosanuem. Pucku onepamusnozo emeuwamenbcmea 6 niaHo80M NopsaoKe
20pa300 HUdHce PUCKO8 NPU IKCMPEHHBIX BMEeUlamelbCmeax.

IMoka3aHust AJ1s1 IKCTPEHHOM IOCIIUTAIU3ALUM:
1) PasButne y manumeHta ¢ TK2-accONMHPOBAHHONW MHOMATHEH HHTEPKYPPEHBIX
uHEKIMi (0cTpas pecnupaTopHas BUPyCHast HHPEKIHsI, OPOHXHUT CPEIHETKETOro U

TSOKEJIOTO TEYCHHUs (COMPOBOXKIAIOIIMECS JecaTypale u/ WId HapylIeHHEeM
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2)

3)

KOPMJICHHS); OCTPBIC KHIIEYHbIe MH(EKIINH, CONPOBOXKIAIONINECS 00€3BOKUBAHNEM),
OTpaBIICHHS, TPABMBI, IPyTHe COCTOSIHUS UK 3a00JIeBaHus (HAa yCMOTPEHHUE JICUAIIETO
Bpauya), TpeOymomue aKTUBHOTO JIEYCHHUS M KPYIJIIOCYTOYHOTO METUIIMHCKOTO
HaOJIIOIEHUS.

Lenvio yxo0a 3a nayuenmamu 6 OCMpPOU CUMYAYUU AGIAEMCA HOPMATUZAYUS
2a3000MeHa  nymem — NpPeOynpedcOeHus — amenekmasupoeamus U - OYULeHUs
ovixamenvbHblX nymeti. B 6onvuwuncmee ciyuaes, no 603MONCHOCHMU, MU 3a0adu
OOJIHCHBL PEUUAMBCSL ¢ NOMOUBIO HEUHBASUBHOU BEHMUNAYUU IESKUX.

PazBuTHe  TSDKENBIX  JKM3HEYTPOXKAIOIIMX  JBIXaTENbHBIX  HApPYIIEHHH  C
THIOBEHTWISIIMEH W amHod, 0€3 COMyTCTBYIOIUX 3a00JIEBaHUM, IMPH 3ITOM
JBIXaTeNbHbIE HapyIIEHUS TPeOyIOT peaHMMAIlMOHHBIX MEPONpPHUATHH, IOKa3zaHa
TOCIIUTAIN3AIMS B MEIUIMHCKUE OpraHM3alliH, HWMEIOIIUMEe B CBOCH CTPYKType
OT/ICJICHUE aHECTE3MOJIOTHH pEaHHMAallMd WM OJOK (manary) peaHHMaluu |
WHTCHCUBHOW Tepamuu ¥ O00ECNEeUMBaIONIME KPYIJIOCYTOYHOE MEIHIIMHCKOE
HaOII0/ICHNE U JICYEHHE AETeH.

IIpu evinonneHuu NPomMoKoOI08 HEOMIAONCHOU NOMOWU HEODXOOUMO CBA3bIBAMBCA C
MYTbMUOUCYUNTUHADHOU bpuzadoii (Hegponocuyeckoll u
NYIbMOHONI02UYECKOU/PeaHUMAYUOHHOU), 8KII0YAA, KAK NpABUIO, 8paia-Heepoozd,
KOmMOopblll  0c6e0oMaeH O meyenuu OONe3HU U NOMEHYUAIbHbIX NpodaemMax
KOHKpemHo2o nayuenma. Kucnopoo y nauyuenmoe c¢ TK2-accoyuupoeannoii
Muonamueil 00axceH RPUMEHAMBCA C OCHOPONHCHOCMbIO. Bmopuunas cunokcemus,
00yCl06NIeHHas  2UNOGeHMUNAYUel, MOdcem Oblmb Cnymana ¢ 2unokcemuel,
00YCI067IeHHOT OpY2UMU NPUYUHAMU, MAKUMU KAK 3AKYNOPKA CIU3bIO UTU AMeNeKmas.
Kannoepagus unu uccreoosanue KUciomuo-oCHOBHO20 COCMOAHUSL U 24308 KPOBU
nomooicem 6b10pamMb NPAGUILHBLIL PEICUM NPUMEHEHUS KUCTIOPOOd.

PazBuTne TSDKENBIX KU3HEYTPOXKAMOIINX KApAHOJIOTHYECKHX HapylmieHud, 0e3
COITyTCTBYIOIUX 3a00JieBaHUN (CeplevHass HEeJIOCTaTOYHOCTh, HApYIICHHWE pUTMa
cepaua).

Iloxaszana eochumanusayusi 6 MeOUYUHCKUE Op2aHUu3ayuu, umerwue 6 ceoell
cmpyKmype omoeneHue aHecme3uoio2uu peanumayuu unu 010K (naramy) peaHumayuu
U UMMEHCUBHOU mepanuu u obecneyusaiowue KpyeroCymouyHoe MeOUYUHCKoe
Habno0eHue u nevenue oemeti. 1Ipu ulnoIHeHUU NPOMOKON08 HEOMIONHCHOU NOMOUU

HeobX00UMO C853bI18AMbCSL ¢ MYTbMUOUCYUNIUHAPHOU OpU2adoll (Hespoiocuieckoll u
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Kapouoi02uyecKoll), 8K04as, Kaxk npasuilo, 8paia-Hespooca, KOmopbiii 0C8e00MIeH
0 meyeHuu OONE3HU U NOMEHYUATILHBIX NPOOIeMAX KOHKPEMHO20 NayueHma.

IMoka3aHusi K BHINIUCKE NALMEHTA MOCJIe IKCTPEHHOH IrOCIUTAINU3AIUM:

1) oTCyTCTBHE yrpo3bl )KU3HH MAIUCHTA,;

2) OTCYTCTBHE yrpO3bl Pa3BUTHsI OCIOKHEHHIN, TPEOYIOIIUX HEOTIOKHOTO JICUCHUS;

3) crabuim3anusi COCTOSHHS M OCHOBHBIX KJIMHHKO-JIAOOPATOPHBIX IIOKa3aTesen
NaTOJIOTMYECKOT0 TPOIIecca 0 OCHOBHOMY 3a00JIeBaHHIO;

4) oTcyTcTBHE HEOOXOIUMOCTH B TOCTOSHHOM BpaueOHOM U  KPYIJIOCYTOYHOM
MEAUIIMHCKOM HAO0II0/IEHUHU TI0 OCHOBHOMY 3a00JI€BaHUIO;

5) HE00X0AMMOCTb MEPeBO/Ia MAMEHTA B PYTYI0 MEIUIIMHCKYIO OPraHU3aIHIo.

7. JonosHuTeNbHAA HHPOpManud (B TOM 4Yucjie (aKTOpbl, BJAUSONIAE HA
HCXO0/1 3200/1eBAHUS WJIH COCTOSTHNS)

[Tarorenernyeckass Tepanusi OKa3bIBa€T 3HAYMMOE IIOJOKUTEIBLHOE BIIMSHUE Ha
BBDKMBAEMOCTbD TAIIMEHTOB C paHHUM Ae0roToM TK2-MuonaTuu.

Pannee Hayao Tepanuy HyKJICO3UIaMU MOXET OOpPATHTh BCISATh CHMIITOMBI MBIIICYHON
ci1abocCTH.

Ha ¢one tepanuu nokazaHsl 3HaUUTETIbHBIE (PYHKIIMOHAIBHBIE YIYUIICHHS y TAIlHEHTOB
C Ne0I0TOM B JIETCKOM BO3pacTe: MOJOKUTENbHbIE (D(EeKThl Tepanuu ObLTH MOATBEPKICHBI
(GyHKIIMOHAJIBHBIMU TECTaMHU (TECT ¢ 6-MUHYTHOM X0ab001, cuctema amOynaTopHoit orieHku The
North Star, mkana Xammepemut (HFMSE)).

Tepamnust mo3BONIAET CHU3UTH 3aBUCUMOCTh OT PECIHUPATOPHONM MOAIEP>KKH, BIUIOTH JO
MOJTHOM €€ OTMEHBI. Y MAIlMeHTOB C MO3JHIUM HavyalioM 3G (eKT Teparu MeHee BHIPaKeH, OJTHAKO
BO BCEX CIIyYasX YAaBallOCh JOCTUYb CTAOWIM3AI[MU COCTOSHUS, B TOM YHCIE JbIXaTelbHON
(YHKITHH, 8 TAK)KE CHIDKEHUE YaCTOTHI M TSHKECTH PECITUPATOPHBIX WHPEKIIHH.

BbIBOIBI  OCHOBaHBI Ha pe3yjbTaTaX, OIYOJUKOBAHHBIX MEXAYHAPOAHBIX [7] W

POCCHIICKUX UCCIIEI0BAHUM.
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KpnTeplm OLICHKHU KaYecTBa MeIlI/IIIHHCKOﬁ NINOMOIIH.

KpuTtepun onieHKu KavyecTBa NEPBUYHON MeTMKO-CAHUTAPHOM MOMOIIH

OneHKa BLINOJTHEHHUSA

Ne
Kpurepun kavyecTBa
(na/uer)
1. |BbImosHEeHO MOJIEKYJIIPHO-TEHETUYECKOE Uccie1oBanus rena TK2 na/Her
2. |IIpoBenen nmpuem (OCMOTp, KOHCYJITALMS) Bpaua-TeHETHKA na/Het
TIePBUYHBII
3. |IIpoBenen mpuem (OCMOTp, KOHCYIbTAIINS) Bpaya-HEBPOJIOTA na/Het
TIePBUYHBII
4. |Ha3znauena KOMOMHUpOBaHHAs Tepanus CHEHATU3UPOBAHHBIMU na/HeT
MUIICBBIMU IPOAYKTAMHU JUCTHYECKOTO JICYCOHOTO MUTAHUS,
CoJIep>KalIiX TUMUANH/ €30KCUITUTHANH
S. |BrInonHeHo uccnenoBaHne ypOBHS MOJIOYHON KUCIOTHI B KPOBU na/HeT
6. |BrmonHeHa perucTpaius 3JIeKTPOKapIHOrpaMMBI U IPOBEICHA na/Het
aXoKapauorpadus
/. |BbImonHeHo uccnea0BaHus CIIPOBOIUPOBAHHBIX JbIXaTEIbHBIX na/HeT

00BEMOB
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IIpunoxenne Al. CocraB paboueii rpynnsl o paspadoTke u nNepecMoTpy
KJIMHUYECKUX PeKOMEeH Al

1. AnuucumoBa Hura BaaumoBHa — K.M.H., Bpauy-T€HETHK, 3aBEIYyIOLIAs OTAEIOM
opranusanuu MmeauuHckon nomomu GPI'BHY «Mennko-reHeTu4ecKuil Hay4Hbli LIEHTP
uM. akagemuka H.I1. boukoBay, uieH Accounanuy MEIUIIMHCKUX TeHETHKOB (AMI).

2. Apramonona Upuna Hukuruuna — muaammuii Haydssiid corpynauk HUJI ¢pusnonorun
¥ TATOJIOTMM HOBOPOXKICHHBIX, Bpau-neauatp ®OI'BY “HauuonanbHblil MeIUUIMHCKUN
UCCIIe0BaTENbCKUN eHTp M. B.A. AnmazoBa” Munsapasa Poccuu.

3. bopoaun Aunekcanap BsueciaBoBuu — wmagmwmii HayuHblii coTpyanuk HUO
HEU3BECTHBIX, PEAKUX U TeHeTHYecKu oOycnoBieHHbIX 3aboneBanuit HIIMY «lentp
nepcoHanuzupoBanHo wmeaunuuaey HMMULL um. B. A. AnmasoBa, Bpay-AeTCKUiA
KapuOJIOrT.

4. bpbi3:kuH Asiekcanap BiaaauMupoBuy — 3aBenyromuid OTAeICHUEM aHECTE3UOIOTHH -
peanumanuu g aereil ®I'bY “HanuoHanbHbIE MEAUIMHCKAM HMCCIEA0BATEIbLCKUN
neHtp um. B.A. AnmazoBa” MunzapaBa Poccum, uneH accoumanuM  JETCKUX
AaHECTE3UO0JIOTOB-PEAHMMATOI0roB MuH3apasa Poccun.

5. Bacuukmnna Enena CepreeBHa — 1.M.H., pykoBoauTens HUL] Hen3BeCTHBIX, pelkKUX U
reHeTudecku oOycnoBineHHbIX 3aboneBanniit HIIMY «lleHTp mnepcoHaIn3upoOBaHHOM
Menuiuuaey HMULL um. B.A. Anma3oBa, Hay4HbI PYKOBOJMUTENb OTIEIEHUS IETCKOMN
KapJuoJIOTUN U MeauruHcKon peadmmuranmn HMUILL um. B.A. Anmasosa, mpodeccop
kadenpsl gerckux Oomne3Hed seueOHOro (akynpTera WMHCTUTYyTa MEAUIIMHCKOTO
oOpa3oBanus LlenTpa Anma3oBa, I1aBHBINA BHEIITATHBIN CHIEIIUAINCT-AETCKUI KapaHOoIoT
Cesepo-3anannoro ¢enepanpHoro okpyra MunszapaBa Poccum, uneH mnpouibHOM
KOMHCCHHM TIPH TJIABHOM CIIELHAJIMCTE-Bpade JAETCKOM Kapauoisiore Munsnapasa Poccnn,
4yjaeH Accoluanui JETCKUX KapauoiaoroB Poccun, POCCHECKOTrO KapauoJornyecKoro
oOmectBa, Bcepoccuiickoro HaydyHOro oOIIeCTBa apUTMOJIOTOB, Bpay-JIeTCKHl
KapJIM0JIOT, apUTMOJIOT.

6. I'ypkuna Enena OpbeBHa — K.M.H., 3aMECTUTEIb TIIABHOTO Bpaya 1o JiedeOHo paboTe
(AJIPK) HMUII um. B.A. AnmazoBa, Bpau-A€TCKHUI SHJOKPUHOJIOT, IEAUATD.

7. 3axapoBa Exkarepuna FpbeBHa — 1.M.H., 3aBenymoomas Jaboparopueit
Haclie/ICTBEHHBIX Oose3Hel oomeHa BemecTB PI'BHY «Menuko-reHeTH4eckuii HayqHbIH
neHtp uM. akagemuka H.I1. BoukoBa», unen Poccuiickoro oOmrectBa MEAMITMHCKHUX
TEeHETUKOB, 4WIEH €BPOINEHCKOro oOIIecTBa MO W3YYEHHIO HACJIEICTBEHHBIX OoJe3Hel

obmeHa BemiectB (SSIEM).
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8.

10.

11.

12.

13.

14.

15.

Koa6una Hatanbsa FOpbeBHA — 3aBeyIONINN OTJEICHUEM MEAUATPUU U MEAUIIUHCKON
peabmwmranmun Nel HMUI] um. B. A. AnmaszoBa, Bpau-mieuaTp, HEOHATOJIOT, Bpad
yIABTPa3BYKOBOW JMAarHOCTUKH, WieH PernonanbHOi OOIIECTBEHHOH OpraHu3aliu
«Cankr-IlerepOyprckoe pagnosoruyeckoe 001IecTBOY.

KocrapeBa AHHa AJieKCaHAPOBHA — J.M.H., AUpeKTOp MHCTUTYyTa MOJEKYISIPHON
6uonorum u reiernkn HMUL um. B.A. AnmazoBa, npodeccop kadenpsl paxyabTeTCKOMI
Tepanuu C KIMHUKOM WMHcTuTyra MenuuuHCKoro ooOpaszoBanus lLlentpa Anmasosa,
CIIEIIUATIUCT OTAena conpoBoxacHUs pa3padotku BUMUC CC3, wieH eBpomneickoro
obmiectBa kapauonoros (European Society of Cardiology).

Kypo6aToB Cepreii AjiekcaHApOBHY — K.M.H., CTapIIUi HayuyHbIM coTpyaHuK HaydHo-
HCCJIEI0BATEIBCKOI0 MHCTUTYTA IKCIIEPUMEHTAIbHON Ononoruu u Mmeauuussl BIMY um.
H.H. bypnenko; nomnent kadenpst neBponoruu um. K.H. Tperbsxoa ®I'BOY BO
CaparoBckoro I'MYVY um. B.1. PazymoBckoro M3 P®; Bpau-reHeTHK, HEBPOJIOT, Bpau
¢ynkunonansHoi auaraoctTuku OO0 “3nopoBsiit PeOeHOK”; YiieH BCeMHpPHOTO 001I1ecTBa
nocsmeHHoro uccnenopannto Meil (The World Muscle Society).

KyueB Cepreii UBanoBuu — axagemux PAH, npodeccop, n.m.H., nupexktop PI'BHY
«MenuKo-reHeTUYeCKnii HaydHbI LeHTp uM. akanemuka H.II. bouxoBay, IlpesnnpeHt
Acconmanuy MEIUIMHCKUX reHeTUKoB (AMI).

Jleeko Tarbsina AJnekcaHApoBHa — Bpau-eAUaTp OTICJICHUA MEAUaTpuu U
MeAWIMHCKOW  peabumutammu  Nel ®OI'bY  “HanmoHanbHBIE ~ MEIUIIMHCKUN
UCCIIE0BATENbCKUN EHTp UM. B.A.AnmazoBa” Munzapasa Poccun

MamaeBa ExatepunHa AJsiekcaHApPOBHA — Bpay-HeBposior, snuientoior HMULL um.
B.A. AnMa3oBa, 4jeH €BPOIEUCKOTO MEANATPUUECKOTO HEBPOJIOTHYECKOTO OOIIecTBa
(European Pediatric Neurology Society), OputaHckoit neauaTpuyeckoil HeBpOJIOrHUECKON

acconuanuu (British Paediatric Neurology Association).

MuxaiisioBa CBeriiana BurajbeBHa — J1.M.H., 3aBe1yIOIasl OTICIEHUEM MEAUIUHCKON

reietuku PJIKb ®I'AOY BO PHUMY um. H.U. IIuporosa Munsapasa Poccun.

IlerpoBa Hatanbs AjlekcaHAPOBHA — K.M.H.., IOIEHT, 3aBeaytoumii HUJI ¢puznonorun
Y MATOJOTUM HOBOPOXKJIEHHBIX MHCTUTYTa MEpUHATOIOTMH U NEAUATPHUH, 3aBEIYIOLIUN
HUO Hew3BeCcTHBIX, PEAKUX W TEHETHYECKH OOYCIOBICHHBIX 3aboneBanuii HIIMY
«leHTp mepcoHaTM3UPOBAHHON MEIUIMHB), JAOLUEHT Kadeapsl NeTCKUX Oose3Hel c
KIMHUKON MHcTHTyTa MemunuHckoro oopasoanus HMMUILL um. B.A. Anmasosa, uieH

Poccuiickoro o0miecTBa HEOHATOJIOTOB, POCCHICKONM acCOlMalliy CIIEIHAINCTOB
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16.

17.

18.

19.

20.

NEpUHATAIBHOM MEeAUIUHBI, MeXnyHapoJHON accouualnud MO0 M3YYEHHI0 CHa B
nenuatpuu (International pediatric sleep association)

Ilepsynuna Tarbsina MuxaiiioBHa — J.M.H., 1upeKkTop VHCTUTYTaA IEPUHATOJIOTMU U
neauaTpun, Beaymuil HaydHblii coTpyaHuk HMO Heu3BeCTHBIX, pEKUX U T€HETUYECKHU
obOycnoBieHHblx 3aboneBanuii HIIMY «lleHTp mnepcoHaAIM3UPOBAHHOW MEIUITUHBD)
HMMUII um. B.A. Anmasosa, npodeccop kadeapsl nequaTpui MEIUIIUHCKOTO (hakynbTeTa
CIIoI'Y, I'maBuelii BHemTaTHBIA cnenuanuct neauwatp r. Cankt-llerepOypra, uieH
Poccuiickoro  Coro3a  menuatpoB,  Poccuiickoi — accolManud  CHEUHAIMCTOB
NEepUHATAIbHOM MEIULMHBI, WIEH Hpe3uauyma ACCOUMALMM JETCKUX KapAHOJIOTOB
Poccun.

MuukoBa Oabra Huko/iaeBHA — 3aBEYIOIMI OTACICHUEM BOCCTAHOBHUTEIBHOTO
nedeHus U MmeauiuHckon peadbunuranun Ne3 HMUILL um. B. A. Anmasosa.

CBupugosa Basepusi BanepbeBHa — Bpau-reHETUK OT/€1a OpraHU3ALMKY MEAUIUHCKON
novmomn PI'BHY  «Menuko-reHeTM4ecKuid Hay4dHbld LEeHTp HMM. akajgemuka H.IL
boukoBay.

Cy00oTun Imutpuii MuxaitsoBud — Bpau-renetTuk ®I'BHY «Menuko-renernyeckuii
HayuHbli LeHTp uM. akajgemuka H.II. BoukoBay», unen Accoumanuum MeEAUIIUHCKHX
reHeTukoB (AMI).

Hpirankosa Ilosmna I'eoprmeBHa — K.M.H., B.H.C. JIJaDOpaTOPUHU HACJIEACTBEHHBIX
6one3neir oomena BeuiectB PI'BHY "Menuko-reHeTHYecKHii Hay4HBIM LIEHTP HM.

axagemuka H.I1. boukoBa", uieH Poccuiickoro oouecTsa MEIUIIMHCKUX T€HETHKOB.

IIpencraBuresn 001eCTBEHHBIX OPraHU3ALNIA
Yepuona IlomuHa AHATOJIBLEBHA — KOOPAWHATOP HANPABJICHMS 10 MUTOXOHAPHUAIbHON
muonarun TK2 (cunapom wuctomeHuss muroxonapuansHor JIHK) Bceepoccuiickoro

obmrecTBa opdaHHBIX 3a00JIEBAHUMN.
Kongauxkrt unrepecos:

ABTOpBI TIOATBEPXKIAIOT OTCYTCTBUE (DMHAHCOBOM  MOJIEPKKHU/KOH(IUKTA

WHTEPECOB, KOTOPBIN HEOOXO0IMMO 00OHAPOI0BAT.
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Ipuioxkenue A2. Meronos10rusi pa3spadoTku KIMHUYECKUX PEKOMEHAauM i

IleaeBas ayvIUTOPHUA JAHHBIX KIMHHYECKHX PEKOMEHIAIIMIA:

1. Bpaumn-reHeTuKu, Bpauu-HEBPOJOTH, BPAUU-TPABMATOJIOTU-OPTONENbI, BpayM-
HEUPOXUPYPIH, BpavyU-aHECTE3UOJIOTH-PEAHUMATONIOTH, Bpauynu-TaCTPOIHTEPOJIOrH, Bpadu-
JTMETOJIOTH, BpAauU-ITyJIbMOHOJIOTH, Bpauu-KapANOJIOTH, Bpauu 110 JIeueOHOH PU3KYIbTYpE, Bpauu
¢u3nueckoil M peadMIUTALIMOHHON MEIUIUHBI, BPayH-dHAOKPHUHOJIOTH, BpauyU-TEPareBTHI,
BpauM-TIeANATPHI, Bpauu o0IIei ceMeiHON MPaKTUKHU (CeMEHbIe Bpayun).

2. Crynentsl MenuimHckux BY30B, opauHaTopsl, acCUpaHThbI

Metoabl, HCIIOIb3YyeMble IS cOOpa/cesIeKIHH J0KA3ATEJIbCTB: II0MCK B DJIEKTPOHHBIX
0a3ax JTaHHBIX.

Onucanue MeTOA0B, HCHOJB30BAHHBIX JUIS OLEHKH KayecTBa M  CHJIbI
JA0Ka3aTeIbCTB: JI0Ka3aTeIbHON 0a301 11 pEeKOMEHIallui SIBJISIFOTCS TyOJIMKalMH, BOLIEILINE B
KoxkpeitnoBckyro 0ubnuotexy, 6a3sl nanasix MEDLINE u PubMed.

I'nyouna moncka — 15 ser.

MeTOI[bI, HCIIOJIb30BAHHBIC IJIfl ONCHKH KAa4Ye€CTBAa U CUJIBI 10KAa3aTECJbCTB:

- KOHCEHCYC JKCIIEPTOB;

- OICHKAa 3HAYMMOCTH B COOTBCTCTBUU C pefITHHFOBOP’I CXeMOoH (CXeMa npnnaraeTCﬂ).
METOI{I)I, HCIOJIb30BAaHHBIC JIf1 AaHAJIHU3Aa J0Ka3aTECJIbCTB:

- O630pBI OHy6JII/IKOBaHHBIX MCTa-aHaJIUu30B,

- CHUCTeMaTHUYecKue 0030pblI C TaOIUIIaMU JTOKA3aTEIIbCTB.
Onucanue MeTOA0B, MCMOJb30BAHHBIX /ISl aHAJM3a 10KA3aTeJbLCTB: IIPH OTOOpE

nyOnuKanuil Kak MOTEHIMAIbHBIX HCTOYHUKOB JO0Ka3aTeNbCTB HCIOJIB30BaHHAS B KaXIOM
MCCJIETOBAaHUH METOJIOJIOTUS U3Y4aeTCsl AJIsl TOTO, UTOOBI YOeTUTHCS B €€ BATMIHOCTU. Pe3ynbraT
I/13y‘~I€HI/I$I BIIMSCT HA ypOBeHI) JOKa3aTcJIbCTB, HpI/ICBaI/IBaCMBII\/'I Hy6J'H/IKaHI/II/I, YTO B CBOKO oqepenb,
BIINACT HaA CI/IJ'Iy peKOMeHHaHHﬁ. JIJ'ISI MHUHHUMHU3AaOUNU ITOTCHIIUMAJIBbHBIX OI]_II/I6OK KaxXa0¢€
WCCJICIOBAaHNE OIEHUBATIOCh He3aBHUCHMO. JIfoOble pa3nuyus B OICHKaX OOCYXKIaauch BCeil
TPYIION aBTOPOB B TOJHOM cocTaBe. [lpu HEBO3MOXKHOCTH JOCTHXKEHHMS KOHCEHCycCa
HpI/IBJ'IeKaJ'ICSI HeSaBI/ICPIMBIﬁ BKCHepT.

B JAaHHBIX KIMHUYCCKUX peKOMeH)IaIII/ISIX BCC CBCIACHUA paH}KI/IpOBaHI)I 110 ypOBHIO
JIOCTOBEPHOCTH ([0Ka3zaTenbHOCTH) uiau YJIJl B 3aBUCHMOCTH OT KOJIMYECTBA M KauyecTBa
MCCJICTOBAHM 110 TaHHOW MPOOJIeMe B COOTBETCTBUU C TAOIHUIIAMU:

Tabauua 1. [llkana oeHky ypoBHEH 10ocTOBEepHOCTH qokazarenbet (Y 1) meTomnoB

JUarHOCTHKHU (,I[I/IaFHOCTI/I‘ICCKI/IX BMCIHaTeJ'IBCTB)

‘ YA ‘ Pacumn¢pposka
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1 CucremaTndeckre 0030pbl MCCIEAOBAHUN C KOHTPOJEM pedepeHCHBIM METOJIOM HIIN
CHUCTEMaTHYeCKHi 0030p paHAOMHU3UPOBAHHBIX KIMHUYECKUX HCCICAOBAHUHA C
NPUMEHEHUEM MeTa-aHaan3a

2 OT,I[CJ'IBHBIC HCCICA0BaHHA C KOHTPOJIEM pe(i)epeHCHBIM MCTOAOM HWJIN OTACIBHBIC
pPaHAOMU3UPOBAHHBLIC KIHMHHUYCCKUE HCCICAOBAHUA W CHCTEMAaTH4YCCKUC 0630}’)1)1
I/ICCJ'IC,I[OBaHI/Iﬁ JIF000Tr0 I[I/ISaI‘/'IHa, 34 UCKIIFOYCHUEM PaHAOMU3HNPOBAHHBIX KIIMHUYCCKUX
HCCJIe,I[OBaHPlﬁ, C IPUMCHCHHUEM METa-aHaJIn3a

3 HccnenoBanus 0e3 MOCIEAOBATENBHOTO KOHTPOIS PpedEepeHCHBIM METOJIOM WU
UCCIICIOBAaHUS C pEePEepeHCHBIM METOJIOM, HE€ SBJSIOMIMMCS HE3aBHUCHMBIM  OT
UCCIIEyEMOI0 METOJa WM HEPaHJAOMHU3UPOBAHHBIE CPABHUTEIIbHBIE MCCIEIOBAHUS, B
TOM YHCJI€ KOTOPTHBIE UCCIIEA0BAHUS

4 HeCpaBHI/ITeHBHHC HCCJIICAO0BAaHUs, OIIMCAHNUEC KIIMHUYCCKOTO CJIyvast

5 Hmeercst aumb 000CHOBaHHE MEXaHU3Ma I[eﬁCTBHﬂ HJIX MHCHHEC SKCIICPTOB

Tadauua 2. [llkana ouneHku ypoBHEH 1ocToBepHOCTH qokazarenbet (Y A1) meTonos
NpOQWIAKTUKH, JICYCHUS, MEIMIIMHCKOW peaOMIMTallMd, B TOM 4YHCIE OCHOBAHHBIX Ha
WCIIOJIb30BAaHUM  TPUPOJHBIX  JIe4eOHbIX  (akTOpoB  (MPOPHIIAKTHYECKUX,  JICUCOHBIX,

peadbuIUTAIlMOHHBIX BMEIIATEIbCTB)

Y Pacmmgposka

1 | Cucremarnueckuii 0630p PKU ¢ npumeHeHneM meTta-aHanmn3a

2 | Ornensupie PKM u cucrematnueckue 0030pbl HCCleAOBaHMM 1000ro au3aiiHa, 3a
nckiouenrnem PKH, ¢ npumeneHnem Mera-aHanusa

w

HepaHIIOMI/I3I/IpOBaHHI>I€ CPaBHUTCIILHBIC UCCIICAOBAHMS, B T.4. KOTOPTHBIC UCCIICAOBAHUA

4 HeCpaBHI/ITeJ'IBHBIC HCCJICAOBAaHUs, ONMMMCAHUC KIIMHUYCCKOr'oO Ciiy4dass UJIM CCPUU CIIydacB,
HUCCICIOBaHUs «CJ'Iy‘IElﬁ-KOHTpOJ'H:»

5 HNmeercs nmumb 00OCHOBaHHME MEXaHU3Ma JIECTBUSL BMEIIATEIbCTBA (,[[OKJII/IHI/I‘IGCKI/IC
I/ICCJ'IGJIOBaHI/ISI) HJIM MHCHHE SKCIICPTOB

Ta6auna 3. Illkama omeHku ypoBHeH yoOenutenbHOocTH pekomeHmanmii (YVYP) mns
METOJIOB MPOQPUIAKTHKHU, TUATHOCTHKH, JIEYCHHSI, MEIUIIMHCKON peaduIuTaluy, B TOM YHCIe
OCHOBaHHBIX Ha WCIIOJIb30BAHUU TPUPOAHBIX JIeYEOHBIX (PaKTOpoB (MPOPUITAKTHUECKHUX,

JTUAarHOCTHYECKUX, JICUEOHBIX, pEaOMINTAIIMOHHBIX BMEIIATEIbCTB)

YYP Pacuiugposka

A CunbHas pekoMeHIanus (Bce paccMaTpuBaeMble Kputepuud 3(PQPeKTUBHOCTH
(ucxonpl) ABISAIOTCS BAXKHBIMHM, BCE UCCIIEJOBaHUS MMEIOT BBICOKOE HIIU
YIOBJIETBOPUTEIBHOE  METOJIOJIOTMUECKOE  KaueCcTBO, WX  BBIBOABI IO
MHTEPECYIOIIUM UCX0JIaM SIBJISIFOTCS] COTJIACOBAHHBIMHU )

B VYcinoBHast pekoMeHaanus (He Bce paccMaTpuBaeMble KpUTEPHH 3P (HEKTUBHOCTH
(Mcxonpl) SIBISIFOTCSL Ba)XHBIMHU, HE BCE MCCIEIOBAHUS HMEIOT BBICOKOE WU
YJIOBJIETBOPUTEIHHOE METOJIOJIOTHYECKOE KAayecTBO M/MIM HX BBIBOJBI IO
MHTEPECYIOIINM HCX0JIaM He SIBJISIIOTCS COINIACOBAHHBIMU)

C Cnabast pekoMeHaanus (OTCYTCTBUE MOKA3aTEIbCTB HAMJICKAIIETO KayecTBa (BCe
paccmaTpuBaeMble Kputepuu dOPEKTUBHOCTH (MCXOMABI) SBISIOTCS HEBAKHBIMU,
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BCE UCCIEAOBAHUA UMEIOT HU3KOE METOM0JIOrNYECKOE Ka4YeCTBO U UX BBIBOBI 110
MHTEPECYIOIIUM UCX01aM HE SBJIIOTCS COTJIACOBAHHBIMMU )

IMopsinok 00HOBJIEHUS KIMHUYECKUX PeKOMEHIan.

Mexanu3m  OOHOBIIGHHS ~ KJIMHUYECKUX  PEKOMEHJAIMKA  MpeaycMaTpUBaeT WX
CHUCTEMAaTUYECKYIO0 aKTyaJIU3allli0 — HE PEKE YeM OJIMH Pa3 B TPH r'0J1a,a TAKXKE MPHU MOSBICHUN
HOBBIX JAHHBIX C IIO3UIINU I[OKa?;aTeJIbHOﬁ MCAUILIUHBI I10 BOHpOC&M JUAarHOoCTUKH, JICUCHUA,
NpoPUIAKTHKK W peadWINTallMd KOHKPETHBIX 3a00JIeBaHHM, HAIMYMU OOOCHOBAHHBIX

JOTIOTHeHU/3aMeuaHuil K panee yrBepkaeHHbIM KP, HO He yaie 1 pa3a B 6 Mecs1ies.
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IMpunoxenne A3. CnipaBo4yHble MaTePHAJIbI, BKJIKYAsi COOTBETCTBUE
NMOKA3aHUH K NPUMEHEHHUIO U MPOTHBONOKA3aHU, CI0CO00B NPUMEHEHUSs U
103 JIEKAPCTBEHHBIX MPeNnapaToB, HHCTPYKIUH 10 NPUMEHEHUI0
JIEKAPCTBEHHOT'0 Npenapara

Wudopmanusi o0 COSMHATM3MPOBAHHBIX MPOAYKTAX  Je4eOHOro  MUTAHUS
https://nsi.eaeunion.org/portal/1995 — Enunblii peecTp CBHACTEIBCTB O TOCYIApCTBEHHOMN
PEruCTpaIvy, eJMHON HOPMAaTHBHO-CIIPaBOYHONW MH(pOpPMAIMU EBpasuiickoro 5K0HOMHYECKOTO
COM03a.

CrnenuajJu3upoOBAHHBIA NHWIIEBOH MPOAYKT [IHETHYECKOr0 Jie4eOHOro MNHUTaHUs,
co/iepKalui 1e30KCHIUTHIUH.

MUIIEBASA U DHEPTETUYECKAS HEHHOCTD (cpennue 3HaueHus):

HauMmeHoBaHHne Conep:xxanue B 100 r | Conep:kanue B 1
NPOAYKTA nopuuu (800 mr)

Benku, r 0 0

Kupsr, T, 0 0

VrneBonsl, T, 18,7 0,16

DHepreTuvecKas eHHOCTh, KJ[/Kkan 311,2/ 74,8 2,66/ 0,64

J1e30KCUIIUTUINH, MT, He OoJiee 50,0 400,0

OBJIACTHb IPUMEHEHMS: npoayKT npeAHa3HavY€eH 715 JUETHYECKOT0 MPOPHIaKTUYECKOTO
nuTaHus Jereil ¢ 1 Mecsma B cOCTaBe CHELMAIM3UPOBAHHBIX JMET TNAalMeHTaM C
MUTOXOHJIPUAJIBHOM MMOINIATHEN M CHHAPOMaMH, CONPOBOXKIAIOIIUMUCSI HEIOCTATOYHOCTHIO
J€30KCULIUTUANHA.
[TpuHUMAaTh B COOTBETCTBMM C PEKOMEHAALMAMH U MOJ HaOJII0ACHUEM Bpaya UM CHElHMaIncTa
JUETOJIOTUH.
Jletsim npuHUMaTh 10 HaOJIIOIEHUEM Bpaua Ieiuarpa.
CITOCOB ITPUMEHEHMS: nponyKT peKOMeHyeTcsl K HOTPeOIeHUI0 10 TPUBEIEHHOM HUXKe
MHCTPYKLHUU.

WHcTpyKys Mo NpUMEHEHHIO MPOAYKTa!

1) Tab6nerka «JIe30KCHIIUTHANHY, C COAEepPIKaHUEM Ie30KCUIMTHANHA 400 MI HJIH [TOJIOBHHA
TabNeTKH «/[€30KCUIIMTUANRY, C coJlepKaHUeM e30KcuTUaAMHA 200 MT, MU MTOPOIIOK,
conepxkauii nezokcuuutuaul 400 mr, pazsoautcs B 50-200 M BOJBI.

2) TlomyueHHBIH pacTBOpP MPUMEHSIETCS MEPOPATBLHO B COOTBETCTBUU C PEKOMEHIAIMSIMH B
Tabmue.

Pexxnm npuema KparHocTs nmpuema, B CyTku Conepxanue
JI€30KCUIIUTHIVHA B

PEKOMEH/I0BaHHOM PacTBOpe

400 mr/kr/cytku, B | 3-5 pa3, 10 TOCTHKEHUS

He menee
HECKOJIbKO HE00XOIMMOTO KOJTMYECTBA HA KT
200 mr B 50 M
MIPUEMOB Macchl Tela
3) Jus B3pocimelx W jgerell crapiie 1 Mecsima ¢ 3a00JIeBaHUSMH MHTOXOHIPHATBHOM
MUOnaTuen u CUHIPOMAMH, CONPOBOXKAAIOIIUMUCS HEJIOCTATOYHOCTBIO
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JE30KCUIIUTHINHA, CXeMa NOTPeOIeHUSI MOXKET ObITh OTJIMYHA OT PEKOMEHJAOBAHHOM 1O

HA3HAYCHUIO JICYAIIIETO Bpada B 3aBUCUMOCTH OT CTAJIUU U TSHKECTH 3a00ICBaHMS.
MHNPOTUBOINIOKA3AHUA: unauBuyaibHast HEIEPEHOCUMOCTh UHTPEIMEHTOB MIPOJIYKTA.
He siBasieTcs JiekapcTBeHHBIM cpeacTBoM. He ncnmosib30BaTh napeHTePaibHO.
YCJIOBUSA XPAHEHUS: XxpaHuTh B OpUIMHAIBHOM 3aKpBITOM YIAKOBKE B CYXOM,
3alUIICHHOM OT NIPSMbBIX COJHEYHBIX JIyueld MecTe M HEJOCTYIIHOM MJii JeTel MecTe mpu
temneparype ot +5 ‘C 10 +25 ‘C u oTHOCHTENbHOHN BIAKHOCTU BO3dyxa He Gonee 60%, He
MOJIBEPIaTh 3aMOPAKUBAHUIO.

CPOK I'OJHOCTM:24 mecsama OT JaThl H3rOTOBIICHUS

2. Cnequaau3MpoBaHHbIi NMUIEBOI MPOAYKT IHMeTHYECKOr0 J1e4eOHOro MUTAHMS,
coaepKaIMil THMUIMH.

MUINEBASA U DHEPTETUYECKAS HEHHOCTD (cpennue 3HaueHus):

HauMmeHoBaHue Conep:xxkanue B 100 r | Conep:kanue B 1
NPOAYKTA nopuuu (800 mr)

Benku, r 0 0

Kupsr, 1, 0 0

VrieBonsl, T, 18,7 0,16

DHepreTuvecKas eHHOCTh, KJ[/Kkan 311,2/ 74,8 2,66/ 0,64

Tumuang, Mr, He Oojiee 50,0 400,0

OBJIACTH NNPUMEHEHUA: IIponyxr IIpeIHa3HAYECH T JIUETUYECKOIO

HpO(i)I/IJ'IaKTI/I‘-ICCKOFO IMUTaHUA z[eTeﬁ c 1 MECialla B COCTAaBC CICHUAIM3UPOBAHHBIX OUCT

nmalmueHTaMm ¢C MI/ITOXOHI[pI/IaJ'II)HOI\/JI MHOIIATHEH H CHUHApOMaMH, COIIPOBOXKIAAOIIUMHACA
HEOAOCTATOYHOCTHIO TUMHWANHA.

HpI/IHI/IMaTB B COOTBETCTBUU C PCKOMCHIAAIIUAMHU U TIOJ Ha6J'IIOI[eHI/IeM Bpada W CIICUaIncTa
JAUCTOJIOTHH.

]_ICTSIM MMPUHHUMATD 11O Ha6J'II-O,Z[eHI/IeM Bpayda neauarpa.

IMpuiaoxenne A3.1. OcHoOBHBIE 3200J1eBaHus 1as T (depeHIMaILHOr0 TMArH032

Tun Hapyumenus JAuaruos OcCHOBHBIE CX0:KHE CHMIITOMBI

[losicHO-KOHEYHOCTHAs
MBIILIEYHAs TUCTPOdus

HuctpoduHonaTuu
(Muoguctpodus romeHna,
bekkepa)

MuodubpuiispHas MHOTIATHS

MmuoTtoHndeckas auctpodpus 2
THTIA

IIneuenonarouno-nuieBas
MHUOIUCTPODHS

Bbonesns /lanona

X-cUenjaeHHas MAOIIaTHs

[Tporpeccupytoias cnadbocTb
MBIIIIIT TTOSICOB HUKHUX
KOHEUHOCTEH, KPhUTOBUIHBIE
JONaTKM, KpaMmiu, noseimeHne KK

MpbleuHbIe
aucTpohuu
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JInnenonaTo4HOKOHEYHOCTHAS
MBbIIIeYHast TUCTpodus

TTonmumuosut

ITocTtenenno Pa3BHUBAIOIIAACA

Bocnanurenpnas
MHuO3UT ¢ BKIIIOYCHHUSIMU c1abocTh MbIIL, noBeieHne KK
MHUOTIATHS
HemanunoBast muonatust MpliieyHas ¢1a00CTh, THIIOTOHUS
Bosie3Hpb IEHTPAILHOTO CTEPAKHSA | IPU HOPMAJIBLHOM WUJIM YMEPEHHO
BposkieHHbIe U MYJIbTUCTEPXKHEBAsI MHOIIATUH noBbiieHHOM ypoBHe KK, Hannuun
p LlenTponykieapHas MrUoNaTus CKEJICTHBIX HapyIICHUI
MHUOIIATHH
MuonaTus ¢ THaJTUHOBBIMU
TeNblIAMHU
[Ipoune BpoxkI€HHBIE MUOTIATUU
I'mukoreno3sl Illa, IV V u VII I'unoronus, renaromeranus y
TUIIOB nerei, ci1adoCTh MBIIIII]
Meraboanueckue ’ ’
MHOIATHH Jpyrue MUTOXOHIpHUAIIbHbBIE YTOMJISIEMOCTD, CIA00CTh MBIIIIII,
MHOIIATHH CHUKEHUE YCTOMYUBOCTH K
’KupoBbie MuonaTuu Harpyskam, nossiieHne KK
CrnuHaJIbHBIE MBIIICYHBIE CnabocTh MBI, HAPYIIEHUE
arpoduu, Tan [ u 111 JBIXaHMSI, aTPOQUST MBIIIIII,
bone3nun Byns6ocnunanbHast amuotpodust | Bo3MoxkHO moBeimenne KK
MOTOHEHpOHa (6one3up Kennean)

BoxoBoit amuoTpoduueckuii
CKJIEpO3

bosne3nu HepBHO-

Muacrenus rpaBuc
Bpoxnennsle MUaCTEHUYECKUE

Hapymienust npixanusi, cnadocTb
MBIIII], YTOMJISIEMOCTb

MBIIIEYHON
Hepenaun CHUHJPOMBI
P Cunapowm Jlambepta-HToHA
AcuMnToMHOE Bropuunas muonaTus, BKIto4as IToBemenne KK

nosbimenne KK

JICKAPCTBCHHYIO
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AuddepeHumansHas AUarHocTuka
c apyrumu 3a6onesaHuaAMK

Ipuioxkenue b. AJropuT™Msbl AeMCTBUI Bpaya

KnuHuyeckue npusHaku
MUTOXOHAPUANbHOW MUONATUM

[AHK-auarHocruka

AunarHo3 TK2-accouunposaHas
MUONATUA NOATBEPXA EH?

Moka3aHa naroreHeruyeckas
Tepanua?

MOHUTOPUHI COCTOAHMA NaUMeHTa

OueHKa 3¢ heKTUBHOCTH TEpanuu
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Hpuiaoxenue B. Undopmauus A4 manueHra

Cungpom wucrtomenuss mutoxouapuanbHord JIHK (Mitochondrial DNA  depletion
syndrome, MDDS), cBsi3aHHBII ¢ TAaTOTCHHBIMU BapuaHTaMu B TeHe TK2.

Cunapom ucromieHus (aemienun) Mutoxonapuanbaon JIHK — 3to rpynma ayrocomHo-
peleCCUBHBIX 3a00JI€BaHMM, KOTOpPbIE BBI3BIBAIOT CHUKEHHE COAEPNKAHHUS MHUTOXOHApUATIHLHOU
JHK, 4To mpHBOAMT K HapyHIEHUIO OOpa3OBaHMs SHEPTUU B KIETKaX M, KaK CIEICTBHUE, K
nopakeHuIo TKaHeil u opranoB. Bee hopmer MDDS kpaiine penku. [Ipu cuaapome uctomeHus
mutoxonapuansHor JIHK, cBa3anHoM ¢ BapuantamMu B reHe 7K2, CHMXKAeTCs YpPOBEHb
HYKJICOTHIOB (J1€30KCUTUMUIUHMOHOGOCHAT U Ae30KCUIUTHANHMOHO(DOCHAT), HEOOXOTUMBIX
it cuHTe3a mutoxoHapuansHoi JJHK. Muonarnueckas opma, cszannas ¢ TK2, otHocures k
OBICTPO TIPOTPECCHPYIONINM HEPBHO-MBIIICYHBIM 33a00JICBAHUSAM W TPUBOAWT K MBIIICIHON
cnabocTh W AbIXaTeabHOM HejocrtaToyHOocTH. C  TEYeHHEM BPEMEHM CHUMIITOMBI OOJE3HU
HApacTaloT, MPHUCOSAUHSECTCA TMOPAXXEHUE HOBBIX TPYIIN MBI, MAIHEHThl MepecTaroT
CaMOCTOSITENIbHO XOAUTh U CTAHOBSITCS 3aBUCHUMBIMU OT alapaTra UCKYCCTBEHHOW BEHTHUIISIIUU
JIETKUX.

HacnenoBanue.

TK2-muonatus HacjelyeTcs o ayTOCOMHO-PELIECCUBHOMY THITY, T.€. peO€HOK HacleayeT
10 OJJHOMY M3MEHEHHOMY T'€HY OT Ka)XJ0ro U3 poauteneil. B cembsx, rae poauTenu sBISIOTCS
HOCHUTEJISIMU U3MEHEHHBIX T€HOB, PUCK POXKACHUSI O0IBHOI0 pedbeHKa cocTaBisieT 25% Ha KakIyio
o6epemenHocTh. [losToMy ecnu B cembe poawics 00iapHON cuHApoMoM wuctomenus mMTIHK
peOeHOK, 3TO He O3HayaeT, YTo Bce JeTH OyayT OonbHbl. EcTh 25% mmaHc poauTh 3710pOBOTO
pebenka, u 50% mpumercs Ha JeTeil, ABISIOMUXCSI HOCUTENIIMUA U3MEHEHHBIX T€HOB.

CymectByeT Tpu ¢hopmbl TK2 accoruupoBaHHOM MUOTIATHHN — WH(MAHTUIbHAS (eTH 110 |
ronaa), roBeHwIbHas (metu 1-12 ner), B3pocnas dopma (metu crapmie 12 JeT ¥ B3pOCIHbIE).
CKOpOCTb TeUEHUS U JIETaTbHOCTh 3a00JIEBaHUS 3aBUCUT OT CPOKOB MaHHU(ECTAUU: OT OBICTPOTO
MIPOTPECCUPOBAHUS U paHHEH CMEepTH B MH(MAHTIIHHON opMe, 10 MEHee arpeCCUBHOTO TEUSHUS
C TMoTepel NBUTATEeNbHBIX (DYHKIMA U JABIXATEIHHOW HEAOCTATOYHOCTHIO B FOBEHUJIBHOM, U JI0
COXPaHEHHUsI CIIOCOOHOCTU K CAMOCTOSITEIbHOMY XOXKACHHUIO BO B3POCIIOH.

Kak nposiBnsiercs 3aboneBanue.

VYV kaxzaoro nanueHta ¢ 7TK2-MuonaTtuend HMMEIOTCS WHIAMBUIYabHbIE HApYIICHUS, a
CUMIOTOMBI MOTYT pa3inyarhbCs B 3aBHCHMOCTH OT BO3pacTa Hauaja U TSHKECTH 3a00JieBaHUS.
YHUBEPCATBHBIMU TTPOSIBICHUSMU SIBIISTFOTCSI:

- IPOTPECCUPYIONIAs CIA00CTh B MBIIIIIAX W UX HCTOIIECHUE, B TIEPBYIO OYEPEIh CTPATAOT

MBIIIIIBI, PACMOJOKEHHBIX OJIMkKe K LEeHTpy Tena (Iwieud, Oeapa W Ta3), 4TO NPUBOIUT K
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U3MEHEHHIO IOXOJKH, Pa3BUTHUIO JIOPZ03a, HapacTaroled obmeil ciabocTu ¢ MocTeneHHOH
noTepel MOTOPHBIX HAaBBIKOB, CIIOCOOHOCTH CHJIETh, CIOCOOHOCTH K CAMOCTOSITENILHON X0/1b0¢€;

- cnabocts Mpimn men (dropped head), yTo mpUBOIUT K HApacTAIOUIMM CO BPEMEHEM
TPYAHOCTAM C MOAHSTHEM TOJIOBBI, BIUIOTH 1O IOJHOM HECIIOCOOHOCTH NOJHUMATH T'OJIOBY
CaMOCTOSITEIILHO;

- TIOPaXEHUE MBI, YYacCTBYIOIIUX B JbIXaHUH, YTO MOKET IPUBECTH K JIbIXaTEIbHON
HEI0OCTaTOYHOCTH, HAPYIICHUIO (DYHKIIMH KalUlsl ¥ BBIBOJA MOKPOTHI U3 JIbIXaTENbHBIX MYTEH,
TUIIOKCHH;

- BO BpeMsI peCUpaTOPHBIX 3a00J€BaHUN MPOMCXOJUT CUIIBHBIM perpecc IbIXaTelbHOM
¢GyHKIMY, YacThie HHPEKITMOHHBIE 3a00JIeBaHUS YBEINYHBAIOT MBILICUYHYIO CIT1a00CTh;

- IOpaKEHHE MBIIIL], YYaCTBYIOIIUX B )KEBAaHUU U TJIOTAHUU, YTO IPUBOJUT K CIOKHOCTAM
¢ IpuéMOM NUILM (3aTPyJHEHHOE JKEBAaHUE M IVIOTaHHE), a TAKXKe MOBBILIIAET PUCK aCIUpPALUU
IIUIIY U CIIIOHBI, U, KaK CJIEICTBUE, BBICOKMI PUCK NEPEKPHITUS AbIXATEIbHBIX IIyTE€H, THIIOKCUU
WIH YAYLIbS;

- TpU HapacTamomleil MBIIIEYHON caabocTh HAOMI0aeTCs pa3BUTHE KOHTPAKTYD,
negopmarus rpyAHoi KIeTKH.

IlocranoBKa quarsosa.

KirroueBpM MeTOI0M IMOCTaHOBKM auarHosa siBisierca JIHK-nuarnoctrka m BbISIBICHHE
OunaIeNbHbIX TATOTEHHBIX BapuaHTOB reHa 7K2.

Yacto 1mo npuYMHE CXO0XKECTH CHUMITOMOB IALIUEHTAM MOTYT MPEANOJIOKUTh TaKHE
JIMarHo3bl, KaK BPOXKJEHHbIE MHONATHHU W AMCTPOPUH pa3IM4yHBIX BHUJOB, Oose3Hb Ilomme,
CIMHAJIbHAS MBIIIEYHAs aTpodusl.

Tepanus.

[Taunentam ¢ mnoaTBepkAeHHOM TK2-MuomaTued TOKa3aH IMOXU3HEHHBIH MpHEM
CHELHMATU3UPOBAHHBIX IMUIIEBBIX MPOJIYKTOB JTUETHYECKOTO JIEUEOHOrO MUTAHMs, COAEpIKallue
TUMUJUH/  J1€30KCULUTUANH, KOTOpbIE SBISIOTCA  NPEIIIECTBEHHUKAMH  HYKJICOTHIOB
Ne30KCUTUMUANHMOHOochaTta U ae3okcuuuTuAMHMOHOdochara. Tepanust mpoBoguTcs ¢
pacyeToM Ha TO, YTO KJIETKH C MCIOJIb30BAaHUEM ATUX JI€30KCUHYKJICOTHI0B OYy1yT NMPOU3BOIAUTH
JIOTIOTHUTENBHYI0 MUTOXOHApUanbHy0 JIHK, 1 3T0, B cBOIO O4Yepep, yMEHBIIAET KIMHUYECKUE
CUMITOMBI.

Ha Texymmit MOMeHT Ha TeppuTopun P® 3aperucTpupoBaHsl 1Ba CIIEIHAIN3UPOBAHHBIX
IPOAYKTa JIeyeOHOro MUTAaHUS Il AUETOTEPaNuy MAlMeHTOB C JUarHO30M MUTOXOHApPUAIIbHAS
MHUONATHSA M  CHHIPOMAaMH, COIPOBOXAAIOIIMMHUCA HEJOCTaTOYHOCTbIO THUMHAMHA U

JNE30KCUILIUTUIMHA.
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D¢ (heKTUBHOCTH TEpaIlMU 3aBUCUT OT BPEMEHU Hayaja Tepanuy CHelHaTIu3upOBAHHBIMU
OUINEBBIMA MPOAYKTAMH JUETHYECKOTO JIEYeOHOTO0 TMHUTAHMSA, COJACPKAIUMH THUMUIUH/
JIe30KCULIMTH/IMH. YeM paHblie peOEHOK HauMHAET MOJy4aTh TEPAIuio, TeM OOJIbIlE IIAHCOB
OCTAaHOBUTbH arpeCcCHUBHOE TEUYEHHUE M BOCCTAHOBHUTH yTpayeHHble paHee (yHKIMHU. B marobom
cillyyae Tepamusi CUYMTAeTCsl YCIEUIHOH, eciu HaOmoJaeTcs 3HAYMUTENIbBHOE 3aMeJIeHHe
nporpeccupoBaHust 3aboiieBaHUs M crTa0miam3anus cocTosHus. llomoxkurenbHblii 3¢ dexrt
IIPOSIBJISIETCS. B IOBBIIICHUU MBIIIEYHOW CHUJIbI, YMEHBIICHUHU 3aBUCHMOCTH OT PECIMPATOPHOU
HOJ/IEP)KKH, B HEKOTOPBIX CIIydasiX B BOCCTAHOBJIEHUHU CIIOCOOHOCTH XOJUTh; IIPU 3TOM HE ObLIO
3apETUCTPUPOBAHO HU OJTHOTO CEPLE3HOT0 HEXKEIIATEIBHOTO SIBJIICHHUS, CBA3aHHOIO C TEPAIUEH.

Mepsb! noaep:KKU U peadnIuTAL M.

Bce mamuentsr ¢ 7K2-Muonatueil, HE3aBUCUMO OT TOJYYECHHUs)/ HEMOMYyYSHHS TEparuy,
TpeOYIOT KOMIUIEKCHOT'O MOAX0/1a IPU OKa3aHUM MEAMIIMHCKOM MOMOIIH, B KOTOPOM Y4acCTBYIOT
CHELMAIUCTBl CAMOr0 pa3HoOro npoduist (Bpau-reHeTUK, Bpad-HEBPOJIOT, Bpau-IyJIbMOHOJIOT,
Bpay-aHECTE3MOJIOr-PeaHuMaToIIoT, Bpad-(pU3N0TEPaIeBT, Bpad-KapAH0JIor, Bpay-0(TaIbMOIIoT,
Bpayu-racTPOIHTEPOIIOT, BPad-d3HJOKPUHOJIOT). YUUTHIBAs, YTO KaX/blil MAllMEHT UMEET pa3Hble
CUMITOMBI M TPOSIBICHMS, YICHBl TEPAllEBTUYECKOM KOMAHIbl M CTENEHb UX BOBJICYCHHOCTH
MOTYT MEHATBHCS B 3aBUCUMOCTH OT NOTPEOHOCTEH U 0OCTOSATENBCTB.

MOXHO BBIJEIUTH CIEIYIOIIME MEpPbl, Wrparoliie OCOOEHHO BaXHYIO pOJb IS
COXpaHEHHUsI CTAaOMIIBHOTO COCTOSHUA U (PYHKIIMOHAJIBbHOCTU Ha Pa3HbIX CTaNAX 3a00I€BaHUS.

Abixanue.

Kucaopoa: Henp3s NpUMEHATh JIONOJHUTENBHO KUCIOpOA 0e3 OJHOBPEMEHHOI'O
MCIIOJIb30BaHUsl HEMHBA3UBHOM BEHTUIIALMU !

Mp1 Bce apimmM, Bibixas kucinopop (O2) u Beineixas yraekucisiid ra3 (CO2). Ilogaua
KHACJIOPO/la B YCJIOBUSAX TOHM)KEHHOW JIETOUYHOW (YHKIIMM MOXKET CKOMIIPOMETHPOBATh
CTPEMIICHHE OpraHU3Ma JbIIIaTh CAMOCTOATENBHO U, KaK CJIECTBUE, IPUBECTU K ITOBBILICHHOMY
YPOBHIO YTJIEKHUCIIOTO Ta3a (ABIXaTENbHBIA alli103). ITO MOXKET OBITh OMACHO M MOTECHIIMAIBHO
MPEJCTaBIATh yrpo3y s >ku3HU. [logada kuciopojga JoMKHA OCYHIECTBIATHCA C OOJBIION
OCTOPOKHOCTBIO, IIPU BHUMATEIBLHOM KOHTPOJIE YPOBHS YIVIEKHCIIOrO rasa B KpoBu. Eciu
YPOBEHb HACBHIIIEHUS KPOBU KHUCIOpOJAOM yman Huxke 95 % (cornacHo moOKa3aHUSIM
MyJLCOKCUMETPA), TO IPOBEPSIIOT YPOBEHB YIIIEKHUCIIOTO ra3a B KpoBH. [Ipy MOBBIIIEHHOM ypOBHE
YTJIEKHUCIIOTO I'a3a B KPOBU HYKHO IPUMEHUTH PYYHbIE, MEXaHUYECKUE U HENHBA3UBHBIE CPEJICTBA
pecniupaTopHoii momou. KoMIeHCMpoBaTh HEXBAaTKy KHUCJIOpPOAAa MOXKHO C  ITOMOIIBIO
HenHBa3uBHOM BeHTUsAMM jJerkux (HWBJI) mpu aToM BHUMaTENbHO KOHTPOJIMPOBATH YPOBEHD

CO2.
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MykoauTHYeCKHe TPenapaThl. MallUCHTaM CO CHHXKEHHOU JbIXaTebHONW (DYHKIMEH 1
npu c1aboM KallJIeBOM TOJIYKE HENb3s MpPUHUMATh MyKolnuThueckue mnpenaparbl! OHu
YBEIUYMBAIOT O0BEM JKUAKOCTH, OTKAILIATH KOTOPYIO PeOEHOK HE B COCTOSIHMM, YTO MOXKET
npUBeCTH K MHEBMOHMM. O0s3aTesIbHO cOOOLIMTE 3TOT (aKT BalleMy JieyalleMy Bpauy (Bpauy-
HeuaTpy y4acTKoBomy)!

[Tomomp 111 MONACPKKH JbIXaTEIbHON (YHKIMM 3aHUMAeT LEHTPAJIbHOE MECTO B
BeJCHWU manueHTtoB ¢ 7TK2-muomnatueir. M3-3a cmabocT MBI TPYAHOH KIETKH MOXET
CHMIKAThCsl CIOCOOHOCTh 3(PPEKTUBHOTO IbIXaHUS M OTKAIUIMBAHUSA, OTUETO MOBBILIAETCS PUCK
UH]EKIUH.

[Ipu TK2-muonaTuu BaXKHO PETYJSIPHO MOJIy4yaTb KOHCYJIbTALMU IO PECIUPATOPHOU
nojyepxke. Heo6xonmmMo moceTuTh Bpada-myIbMOHOJIOTa Cpa3y MOCie MOCTAaHOBKH TMAarHo3a, u
KaK MOXKHO CKOpee NMpoBeCTH (yHKLIMOHaIbHbIE MpoObl. [Ipoda nomkHa BKIOYATh M3MEpEeHUe
@OXXEJI (mMakcuMmanbHbIE 00BEM BO3/yXa, KOTOPBIM 4YEIOBEK MOXKET BBIJOXHYTh IOCIE
MaKCHUMaJIbHO TIIyOOKOTO B/10Xa), MAKCUMAJILHOTO AaBlIeHHS (Da3bl BIOXa (HACKOJIBKO CUIIBHO BBI
MOYETE BIOXHYTh BO3IyX), MAaKCUMAaJIbHOTO AaBlieHHUs (pa3pl BhIAOXA (HACKOIBKO CHIIBHO BBI
MOJKET€ BBIJOXHYTh) U MaKCHUMaJbHON CKOPOCTHM BbLIOXa npH Kauuie. Ilpu 3tom mpoBectu
UCCIIeIoBaHNE HEOOXOAMMO KaK MOKHO paHblile, YTOObl peOCHOK MPUBBIK K 000OpYIOBAaHHUIO, a
Bpad CMOTI' YCTAaHOBUTbH UCXOIHBIN YPOBEHb JIbIXaTEIbHON CIOCOOHOCTH, YTOOBI B JalbHEWUIIEM
OTCIEKMBAaTh IUHAMMKY. [l JHMarHOCTUKW JbIXaTelIbHBIX HApYIIEHWH Ba)XXHO PpETYJISPHO
IOPOBOJUTH OLIEHKY (DYHKIMHU AbIXaHUS, a TakKe WHble HOYHbIC (IUIMTENbHbIE) MCCIEOBAHUS
JbIxaHus (ToApoOHee pacCKaKeT Bpau).

I[lo Mmepe ocnabneHus JbIXaTENbHBIX MBILIL] BO3pAacTaeT pPHUCK HHQPEKIUOHHBIX
3a00JIeBaHUN JIETKUX O NpuunHe «HedpdexkTuBHOro» Kauwis, noaromy OPBU neoOxomumo
JIEYUTH 1OJI KOHTPOJIEM Bpaua, U IpU CHWKEHHM caTypaluu U He3(PPEeKTUBHOCTH MPUMEHEHHUs
TEXHUK OTKALUIMBAaHUS Bpau NPUHUMAET pelIeHHe O Ha3HAYeHWU AaHTUOMOTHKOB WU O
TFOCIIUTAIM3ALMHU B CTALlMOHAP.

B nanpHeleM MOryT MOSIBUTHCS IPOOJIEMBI C IBIXaHUEM BO BpeMs cHa. Heobxoammo coo0muTh
JevalemMy Bpauy (Bpau-IyJIbMOHOJIOTY / Bpady-aHEeCTE3UO0JIOTy-PEaHMMATOJIOTY), €CIIH YTPOM
HaOJII01at0TCSl TOJOBHBIE OO MM €CTh YYyBCTBO YCTAJIOCTU — 3TO MOTYT OBITH CUMITOMBI
CJIMIIKOM TIOBEPXHOCTHOTO JIIXaHHUS BO BPEMSI CHA, YTO TpeOyeT AadbHEHIINX UCCIIeJOBAaHUM.
HccenenoBanue cHa OINpENENMT KadyecTBO JbIXaHMS HOUYbK. Eciam BO Bpemsi CHa ypOBEHb
KHCJIOPO/J1a B KPOBHM CHJIBHO CHUYKAETCSI, TO Ha3HAYalOT UCKYCCTBEHHYIO BEHTHIIALIUIO JIETKUX

HenHBa3uBHYIO (BI-PAP), uro0bl ynyumnTh kadecTBO nbixanus. Llensmu Tepanuu sBisiercs
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yBEJIMYCHUE 00beMa JIETKUX M MOJJepKaHuEe THOKOCTH MBIIII TPYAHON CTEHKH (PaCKpBITHE
00beMa JIETKUX).

Korma ocmabeBaer oTkanuiMBaHWe, KpaiiHE Ba)XHO HCIOJb30BAaTh BCIOMOTATEIbHBIE
yCTpOHCTBa, 4TOOBI caenarh Kamenb Oojee 3(h(EeKTUBHBIM, OCOOCHHO BO BpeMs O0JIe3HU
(mpoctynpl). JMsi OYMCTKA BEPXHUX IBIXATEIbHBIX MyTEH y JIeKaYMX W CUASYUX IAIUCHTOB
MOYET MPUMEHSTHCS AIEKTPOACIUPaATOp (MHCYPIISATOP-aCIUPATOP), Y NAIIMEHTOB, COXPAHSFOIIHX
¢GyHKIMIO XO0ApObI TPUMEHEHHE JMJAaHHOTO TIIpernapara MOXKET TOTpeOOBaThCsl B IEPUOL
UHQPEKIIMOHHBIX 3a00JIeBaHUil W HHBIX MEPUOAOB ociabieHus. J[Isi OYMCTKH HIDKHUX
JIBIXaTEIbHBIX MyTeH M OTKAIUIMBAHUS B TE€X )K€ CHTYAIUsIX — OTKAIUIABATENlb (MEXaHHYECKUN
uHcysiTop-acnupaTop (OTKAILIMBATENb)). DTH MPUOOPBI MOTYT MPHUMEHSTHCS B JIOMAIIHUX
YCIIOBHSIX.

Jloma Ba)XHO MMETh IYJbCOKCUMETP JJISi KOHTPOJISI HACBIIICHUS KPOBU KHCJIOPOIOM, a
TaKXe MEIIOK AMOY Il OCYIIECTBICHHUS BCIIOMOTATEIbHOW BEHTUJISIIIMU JIETKKX B CUTYaIUsX,
KOT/Ia 3TO He00X0oANUMO (PEOEHOK HE MOXKET CAMOCTOSTEILHO OTKAIUIATHCS ) U HET BO3MOXKHOCTH
UCTIOJIF30BaTh OTKAIUIMBATENb. TaKxke Ieecoo0pa3Ho OpaTh BCIIOMOTATENBHBIE CPEICTBA IS
NOJUICP)KKH (DYHKIIMH JBIXaHUS B ITOC3/IKH, IPY TIOCEIICHUH OacceiHa U T.1I.

I[Ipu »sTomM s pelieHHs BO3HUKAWOIIMX MPOOJEM BaXXHO  HCIOJIb30BaHUE
NpOPMIAKTHIECKOTO MOIX0/1a, T.€. HAYMHATH YK€ NMPU HE3HAUYUTENHHBIX, PAHHUX CHMITOMAX.
[Tpu HapyIeHUSX IBIXaHWS BaXKHO paHHEE HAYAIO BEHTHISALWU M TPECHUPOBKA JBIXATEIHHBIX
MBIIII. DTO MO>KHO OCYLIECTBIATH C TOMOIIBIO CIIEAYIOIINX METOIOB: IbIXaTeIbHasi THMHACTHKA,
TIaBaHKe, HaJyBaHUeE IAPUKOB, UTPa Ha TYOHOU TapMOIIIKe U Ap.

JABukeHue.

B 3aBuCHMOCTH OT WHAMBUIYAITBHOTO ()YHKIIMOHAJIEHOTO COCTOSTHHSI TTAIIMEHTA BOSHUKAET
NOTpeOHOCTh B TNPUMEHEHHM MeETO0B (u3ndeckod Tepanuu M peabuwiurtanuu. OCHOBHBIE
HaTpaBleHUs: OyAyT BKIIOUYATh:

- TOJIZIepyKaHuE U YIy4IIeHHE MOTOPHBIX HABBIKOB,

- ToJI7iep )KaHue KauecTBa MOBCETHEBHOM JKU3HU M HE3aBUCHUMOCTH,

- MIOCTYpaJIbHBIN MEHEKMEHT (MPaBUIHLHOE MOJIOKEHUE Tela), HalpuMep, KOHTPOJIb 3a
MO30#, KOHTPOJb BO3HHUKAIOIIEH AaCHMMETPUU BBHJY CKOJHO3a M Apyrux aedopMaiui,
BEPTUKAJIH3AIIHS;

- yBenMueHne o0beMa JBIKCHHH,

- HUCIOJIb30BAaHUE OPTOINEAMYECKHX TPHUCIOCOONECHUM UM TEXHHYECKUX CPEJCTB

peaduINTAIINN.
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Ckomnmno3 (MCKpUBIIEHUE TO3BOHOYHHKA) — paclpocTpaHEHHas MpobdiieMa y MalrueHTOB ¢
TK2-muonatueit, 00yCIIOBICHHAs] MBIIICUYHOW claboCThi0. OpTOnea MOXKET MOPEKOMEHI0BAThH
MPUMEHEHHUE CPEJCTB TOICPKAHMS MO3bI (OPTE3MPOBAHKE) WM XHUPYPTHUYECKYIO KOPPEKIIHIO
ckonno3a. Heo6xoaumo nocTossHHOE HaOMI0ICHHE 32 COCTOSIHUEM IT03BOHOYHHKA B TE€UCHHE BCEi
YKU3HU.

[TomMuMO 3TOTO, BO3HUKAET PHUCK PA3BUTHS KOHTPAKTYp (CHM)KCHHE IMOABM)XKHOCTH B
CYCTaBaX), KOTOPBIC B I[aJIBHCfIL[IeM MOTYT CTaTb HNOCTOAHHBIMU M OI'PaHUYMBATL JABUIKCHUA,
TaK>Ke BO3MOYKHbBI BEIBUXH, MOABBIBUXU. OpTONE] MOKET MOPEKOMEH10BaTh IPUMEHEHHE OPTE30B
pa3HbIX BUJOB U TEXHUYECKUX CPEICTB PeaOUIUTALIMU JUIS PEIICHUS JaHHBIX MPOOIIEM.

[TporpamMma Gpu3HYECKOM TepaInu, MPEXKIE BCETo, IOJDKHA YACIATH BHUMAHHUE PACTKKAM
U COXpaHEeHUI0 00bEMa IBMKEHUN. MOKET OBbITh T0KAa3aHO HOILIEHUE TYTOPOB (4acTO Ha3bIBaEMbIE
«OpTE3bl») HA TIOJHYIO HOTY / Ha TOJICHOCTOI / HA 3aMsCThE AJIS PACTSKKU U MPEAYIPEKICHUS
COKpaIeHus] 00bEMa MOABHKHOCTH.

Perynspuble a3poOHbIe TPEHUPOBKHU (ILJIaBaHUE, BEJIOCUIIE) C ONBITHBIM UHCTPYKTOPOM.
Baxxno uzberath HanpsyKEHHbIX TPEHUPOBOK U HE JOMYCKATh EPErpy3KH, TaK KaK BO3MOKHOCTHU
CEpJICYHO-COCYAUCTON U ABIXaTENbHOM CHCTEM MOTYT OBITh CHUIKEHBI, a PUCK MOBPEXKICHUS
MBIIII] MTOBBIIIEH. Ba)XHO OpraHn3oBaTh Harpy3Ky, MpH KOTOPoi OyIeT J0CTaTOYHO BPEMEHH Ha
OTAbIX 1 BOCCTAHOBJICHUC MBIIII C COXPAaHCHUEM DHCPIUH.

[Ipy >TOM HYXHO NMOHUMAaTh, YTO pEryyspHas Qu3anyeckas Tepanus U peaduIUTaLus
JOJKHBI OBITH MOCTOSIHHBIMHM y BceX ManueHToB ¢ TK2-muonatueil. Haumyummii cmoco® —
BKIIIOUUTH (PU3UYECKYIO0 aKTUBHOCTb U CTIeLIMATIbHBIC YIPAXKHEHUS B CBOIO MIOBCEHEBHYIO KU3Hb.

IIuranue.

N3-3a MbleyHoi ciabocTu ManueHThl MOTYT HCHBITBIBATH 3aTPYIHEHUs MPU HpuUéMe
MUIIH, TpeOyromre Moau(GUKAIIMA KOHCUCTEHIIMH MTUIIH U 0COOCHHOCTEH e€ mpuéma.

W3-3a orpaHuueHuil MOABMKHOCTH MOXET (OPMHUPOBATHCS M30BITOK WM HETOCTATOK
Beca, TpeOYIOmunii U3MEHEHUS

[Ipn TsDKEOM MPOTPECCHPOBAHUM MOXKET OBITh HapylleHa CIIOCOOHOCTh >KEBaTh W
r0TaTh. BO3HMKAET pUCK BABIXaHUS MUIIM U JKUJKOCTH B JIETKME BO BPEeMs €Ibl M PAa3BUTHUS
pecnupaTOpHBIX UH(DEKIH. ITO MOXKET TpeOOBaTh UCIIOIB30BAHUS 30H/Ia HIIM TaCTPOCTOMBI Ha
BpEMs HJTH TIOCTOSTHHO W TIepeX0/ia Ha KOPMIICHHE Yepe3 HUX YaCTHYHO HJIU ITOJTHOCTBIO.

BaxxHo peryisipHO 00CIIeIOBaThCS M MOTyYaTh KOHCYJIBTAIMU Bpava-IueTosiora/ Bpada-
racTpOdHTEpOJora i KOPPEKIMU BO3HUKAIOIIUX HAPYIICHUNH TMHUTAaHUS U SKETyJO4YHO-
KHIIIEYHOTO TPAKTA.

Menuko-reHeTu4ecKas KOHCYJbTallusA
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CeMbsIM OYEHb Ba)XKHO ITOCETUTh Bpada-reHeTUKa. Bpay-reHeTHK mpOBOIUT NEPBUUYHYIO
JUArHOCTHKY, ONpPENENSIET TAKTUKY JAMArHOCTUKH, AHAJIU3UPYET IIOJIyYEHHBIE pE3yJIbTaThl
FEHETUYECKON JMarHOCTUKU. Ba)kHO MOMHHUTH, YTO NPAaBWJIBHO MHTEPIPETUPOBATH PE3YJIbTAT
TEHEeTHYECKOTO aHaiu3a (TO eCTh ONpEAENUTh, CBS3aHO JIM BBISIBICHHOE M3MEHEHUE B T€HE C
3a00JIeBaHNEM ) MOXKET TOJIBKO Bpau-reHeTuk. [locie noaTBepskaeHus Auaruos3a y Bpaya-reHeTuKa
MOJKHO y3HATh PUCK MOBTOPHOTO pOKIeHMs pebenka TK2-muonarueil B JAHHON ceMbe, MPOUTH
oOciieZloBaHNE POJACTBEHHHKAM, €CIH 3TO HE00XOAWMO, OOCYIUTh BOMPOCH NPOQPHIAKTUKU
MOBTOPHOTO POXKACHUS peOeHKa ¢ 3a00JIeBaHUEM.

He 3a0biBaiiTe: OT ceMbU 3aBUCHUT yCIEX JICYCHHsI HE B MEHBIIICH CTEIEHHU, YeM OT Bpaua.
HyxHo cobmronaTh peKkoMEH1aliy, HA TIPY KaKUX YCIIOBUSAX HE TEPATh Hallexay. bonesHs Moxer
IpOTEKAaTh BOJHOOOPA3HO, AK€ NPU TEpardyd MOTYT HAOIIONAThCS TMEPUOIBI OCIAOICHUS U
CHI)KCHMSI HEKOTOPBIX (YHKIMOHAJIBHBIX IOKazareiae (0COOEHHO BO BpeMsi H IOCIe
nepeHeceHHbIX 3a0oneBanuil). [leproapl ocnabieHuss MOTYT CMEHATHCS MEPUOJIaMU YKPETUICHUS
U yIydIlieHus coCTosIHUs peoénka. Y maxke eciu BeI HEe moOeauTe 60I€3Hb MOJTHOCTHIO, U3MEHUTh

JKMU3Hb K JIydieMy, CACJIaTb pOAHOI0 BaM YCJIOBCKA CHACTIIMBBIM B BalllMX CUJIAX.
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Hpuioxkenue I'1-I'N. HIkajibl oneHKH, BONPOCHUKHU U IPyrue OLEeHOYHbIE
HHCTPYMEHTbI COCTOSIHUSA NALMEHTA, IPUBEICHHbIC B KJIMHUYECKHUX
PeKOMEeHIaALUX.

[HIad/soH BKJIKWYEHUS KIMHHUYECKMX IIKAJ OLEHKH, BOINPOCHUKOB H JPYrux
OLIEHOYHBIX HHCTPYMEHTOB COCTOSTHUS MALIMEHTA

Ha3BaHue Ha pycCKOM SI3BIKE:

OpurnHaibHOE Ha3BaHUE (€CIIU €CTh):

Hcrounnk (oduiuanbHbIA CAlT pa3pabOTUNKOB, MyOJIMKAIIUS C
BaJIMTaIueH ):

Tun (MoTYEePKHYTH):

- IIKaJIa OIICHKU

- HMHJIEKC

- BOIIPOCHHK

- JApyroe
(YTOUHUTB):

Ha3znauenwe:
Conepsxanune (11abJyioH):
Kirou (uaTepnperarus):
[ToscHenus

Hpuiaoxenue I'l. Nlkana Aap0epTa MOTOPHOIO PA3BUTHA MJIATCHIIEB

HasBanue Ha pycckoM si3bIke: MiKajia ATp0epTa MOTOPHOTO Pa3BUTHUS MJIAICHIIEB.

Opurunanbaoe Haszsanue: Alberta Infant Motor Scale (AIMS).

Uctounuk (oduIIHaibHbIA CAalT pa3paboTUYNKOB, MyOauKanus ¢ Baauaanueit): Piper MC,
Pinnell LE, Darrah J, Maguire T, Byrne PJ. Construction and validation of the Alberta Infant
Motor Scale (AIMS). Can J Public Health. 1992;83:546-50.

Tun (HOTYEePKHYTH):

e IIIKaJa OLICHKH
e HHJEKC

e BOIPOCHUK

e Jpyroe

Haznauenue: moTopHas mkana s miajaeHueB Ansoepra (AIMS), mikxana
HaOJII01aTeIbHOM OLIEHKH, Obli1a pa3paboTaHa I U3MEPEHUs OOILEro IBUraTeIbHOTo
CO3pEBaHUS Y ICTEH OT POXKIEHUS IO CAMOCTOSTEIHLHON XOAhOBI.

Coneprxanue (11a6JI0H): OCHOBBIBAsICh Ha JIUTEpaType, 58 HaBBIKOB OBLIH
CTEHEPUPOBAHBI M PACIIPEICIICHBI IO YEThIPEM MO3UIUAM: JIeKa Ha CITUHE, JIe)Ka Ha JKUBOTE,
cuns U crost. KaxioMy 13 HaBBIKOB NPUCBAUBAETCS ONPEACICHHbIN Gasnt.

Kittou (uHTEpnperaius): 0amisl CyMMHUPYIOTCS, IPOBOAUTCS 00I1ast OlleHKa MOTOPHOT'O
Pa3BUTHS U OTKJIOHEHHE/COOTBETCTBUE HOPMAJIBLHOMY PAa3BUTHIO B MEPLEHTUIISX

56



Ixana Anp0epTa MOTOPHOTO PAa3BUTHSI MJIaJICHIIEB

damMunus, UM

Unenrudukannonn

bl HOMEP

Hccnenosareinn

MecTto npoBeeHus

HCCIICIOBAHUA

YHUCIIO/MECSII/TO
pis
JaTa /
UCCIICIOBAHUS: /
_
Harta poxaeHus: /
XPOHOJIOTHIECKH /
i Bo3pacr: /
CKOppeKTHPOBaH /
HBI BO3pacT: /

[IpenmectByromue
3aCUUTAHHbIE ITYHKTHI

HYHKTI)I, 3aCUUTAaHHBIC B
«OKHE»

bamn no
[IKaje

ITonoxxenue Ha
KUBOTE

ITonoxxenue Ha
CIINHE

ITocanka

Bcrasanue

OO0wmwuit 6a:

MNEPUCHTHUIIb:

[Ipumeuanus/peKoMeH 1alluu:

HKAJIA OHEHKH MOTOPHOTI'O PA3ZBUTUSA Y MUTIAJIEHIIEB

Ne
HCcCaeJ0BaHNSA

ITo1o:xkeHue HA
JKNBOTE

IHono:xenue jexa Ha :xuBore (1)

®uznonornyeckas ¢iexcus. [losopaunBaer

TOJIOBY U1 OTBEACHU, HOCA OT

MTOBEPXHOCTH.

IHono:xxeHue jexa Ha :KUBOTE (2)

CHUMMETPUYHO MTOTHUMAET TOJIOBY TIOJ] YTIIOM
45°. He cniocoOeH yep:KUBaTh TOJIOBY Ha

OJTHOW JIMHUU C TYJIOBHIIIEM.
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IHosi05keHne HA JKUBOTE € ONOPOIi

JlokTn HaxonaTcd no3aau ried. bes
MO/I/ICPKKU TTOAHUMAET TOJIOBY IO YTJIOM
45°,

Omnopa Ha npeamieuns (1)

[TogauMaet u yaep>kuBaeT rojoBy MoJ
yriiom 6osee 45°. JIOKTH Ha OJTHOM JIMHHUH C
wieyaMu. ['pyiHas KiIeTKa pa3MeIaeTcs mno

HEHTPY.

IToaBMKHOCTDH B I0JI0:KEHUH HA KUBOTE

[TogaumaeT ronoBy nox yriiom g0 90°.
HexonTponupyembie MONBITKY IepeHoca
Beca.

Omnopa Ha npeanieuns (2)

JIoxT HaxoIATCA Nepen IIeYamu.
AKTHBHOE TIOJITSTHBAHHE MTOI00POJIKA C
BBITATMBAHUEM LLIEH.

ITos10:xeHue Ha
cruHe

Iono:xenne exa Ha cnune (1)

dusnonornyeckas (GaeKcus.
[ToBOpOT roJI0BBI; MOJHOCHUT POT K PYKE.
Bbecniopsiiounble ABMKEHUS pyKaMU U
HOTaMHU.

IHono:xenne jexa Ha cnuHe (2)

I1oBOPOT rOJIOBBI K CPETHEN JTMHUU.
Heo6s3aTenbHblil aCHMMETPUYHBIN HIEHHBIH
ToHnueckuii peduiekc (ALLTP).

IMosoxkenue jexa Ha cnuHe (3)

["osioBa Ha OJTHOW JTMHHUM C TYJOBHUILEM.
JIBuraer pykamu, HO HE CIIOCOOEH MOTHECTH
PYKH K CpEHEN JTUHUM.

IMosoxkenue jie:xxa Ha cninHe (4)

AKTHBHOCTH cruOaTenei meu ¢
MOATATUBaHUEM moaoopoaka. [logHocut
PYKH K CpEHEN JTMHUM.

IlogHecenune pyk K KOJIEHAM

[TonTsiruBanue noxdopozxa. locraer
pyKamu J10 KoJieH. AKTUBHOCTb OPIOIIHBIX
MBIIIIII.
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IMocanka

MMocanka ¢ mogaepxKoi

ITogHuMaeT U KpaTKOBPEMEHHO
YIEP>)KUBAET IOJIOBY Ha OJHOU JIMHHUH C
TYJIOBHILIEM.

IMocaaka ¢ onopoii Ha pyKHU

VY ep:kuBaeT rojaoBy Ha OJHOW JIMHUU C
TynoBuuieM. KparkoBpeMeHHO onupaercs Ha

PYKH.

IMoaTArnBanue B cuasgYee MOJ0KEHHE

[ToarsruBaeT moa00POIOK; rOJIOBA HA
OJTHO¥ JIMHUH C TYJOBHUIIEM HJIH BIICPEIH.

BceraBanue

Omnopa Ha HOTH ¢ moaaepxkKoii (1)

Bo3moxno IIOIICPEMECHHOC crubaHue B
Ta306eIIpeHHOM 1 KOJICHHOM CYyCTaBax.

Omnopa Ha HOTH € MOAAEPKKOM (2)

I'onoBa Ha OJTHOM JIMHUM C TYJIOBHILEM.
benpa HaxoasaTcs mo3aau mied.
Pa3Ho0Opa3HbIc TBUKEHHUS HOTAMH.

Omnopa Ha BBITAHYTHIE PYKH

IMepexarpiBanue u3
M0JIOKeHHs HA JKHBOTE B
NoJI0KeHNe Ha ciuHe 6e3
MOBOPOTA

IliaBanue

Pyku BBITAHYTEI.
[ToaTsiruBanue moxoopoaka ¢
MOABEMOM I'PYAHOU KJIETKHU.
boxoBoii nepenoc Beca.

JIBrKeHrEe MHULIUUPYETCS
rosioBoii. TynoBuie
JIBIJKETCS KaK OJHO LIEJIOe.

[TaTTepH aKTUBHOCTH
pasrubareneil.

IMonbITKA TOTAHYTHCHA 10
npeaMeTa M3 ynopa Ha
npeamnjiedbs

IlepeBopoT

IlepexaTbiBaHue U3
M0JIOKEHUS HA JKUBOTE B
M0JI0’KeHHEe HA CIIHHE C
MOBOPOTOM

AKTHBHBIN IIEPEHOC BECa C
OJHOM CTOPOHBI.
KonTponupyemas nonsITka
JOTSHYTBCS 10 MIPeIMeTa
CBOOOTHON PYKOH.

[TepeBopoThl. JIBUKEHUS
pyk 1 HOT. bokoBas
(braexcus TyJIOBHIIA.

IToBopoT TynoBuIa
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Iloso:keHue Ha
yeTBepeHbkax (1)

IloaHecenne pyk K
CTYIHAM

IlepexaTbiBaHue U3
MOJIOKEHHUS HA CIIMHE B
MOJIOKEHHE HA ;KUBOTe 0€e3
NMOBOPOTA

Horwu cornyTsl, OTBeIeHBI U
MOBEPHYTHI KHAPYKHU.
[ToscHUYHBII J1OP03.

YV 1epKuUBaeT NOJOKEHUE.

Crnioco0eH yaep’uBaTh
HOTU B CPEHEM
nosioxkxenuu. llpucyrcreyer
MOJBUKHOCTB B Ta30BOM
oTxene.

BokoBoe BrITIpsiMIIEHHE
roJyioBbl. TyJnoBHILE TBUKETCS
KaK OJHO ILIEJIOE.

IMepexaTbiBanue u3
MOJI0KEHHS HA CIIUHE B
NOJI0KEHHE HA )KMBOTE C
MOBOPOTOM

AKTHBHOE BBLITATHBAaHHE

IMocaaka 6e3 MoIePKKH

IToBopoT TysoBHIIA.

BriTsaruBaetcs,
OTTAJIKHUBAsCh HOTaMH.

[IpuBeneHue JIOMATOK U
pasrubanue wied. He cnoco0en
yIepKaTh MOJIOKEHHE.

IMocanka ¢ onopoii Ha pyKH

IHocaaka 6e3 mogaepxKKu
0e3 onopbl HA PYKH

IIepeHoc Beca B MOJI05KEHU U
cusi 0e3 MoIepPKKU

BriTsrnBanue rpyaHoro
OT/ieJ1a TO3BOHOYHUKA.
JIBM>KEHUS TOJIOBBI,
HE3aBHCUMBIE OT TYJIOBHUILA;
ONMPAETCS Ha BBITSHYThIE

PYKH.

He MmoxeT ocTaBathcs
OJJVH B CHUAYEM
TTOJIOKCHHNH
HCOTPaHNYCHHOC BPEMI.

[Iepenoc Beca Bnepen, Ha3ax
uiu B cTopoHbl. He Mmoxer
0CTaBaTbCs OMH B CUISTYEM
MOJIO’KEHHUU.

Iocaaka 6e3 onmopbl HA PYKH

1)

IHonbITKa A0TAHYTHCS
J0 npeaMera ¢ HIOBOPOTOM
B I10JIOKEHUH CUAS

BcraBanue ¢ noaaep:kkoii (3)

Pyku He npmxkaTsl K Teiy.

CriocobeH Urpathb ¢ UrpyIIKOi.

MoskeT ocTaBaThCd OWH B
CUIYEM MOJIOKEHHUH.

Cuaut caMOCTOATEIBLHO.
TsHETCS K UTPYLIKE C
IMOBOPOTOM TYJIOBHIIIA.

benpa HaxonATcs HA TMHUU
1ied. AKTUBHBIA KOHTPOJIb
TynoBuia. PazHooOpa3Heie
JIBUOKCHUSI HOTAMH.

IHosio:keHne Jieska HA OOKY €
OIopou

Penunpoxnoe nmosizanue

Ilepemerenue u3
MO0JIOKEHHUSI HA YeTBepeHbKax
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B MOJIOKEHUEe CH/ISI WIH
MOy CH/S

Pa3o0miesHoCTs HOT.
HenoasuxHocTh mJied.
[ToBOpOT B npeaenax ocu Tena.

PeuumnpokHbpie ABUKEHUS
PYK ¥ HOT C TOBOPOTOM
TYJIOBHIIIA.

IIepememaercs B JaHHOE
IIOJIOXKEHHE U U3 Hero. Mosxer
MIPpUHHUMATh CUISAYICC
HIOJIOXKEHHE.

PeunnpokHoe moJizanue Ha
yeTrBepeHbkax (1)

IonbITKAa JOTAHYTHCSA
10 NpeAMeTa U3 ynopa Ha
BBITAHYTYIO PYKY

IHoso:xeHnune Ha
YyeTBepeHbKax (2)

Horu oTBenieHb! 1 NOBEPHYTHI
KHapyxu. [1osscCHUYHBIN
JIOp103; TIEPEHOC BECa C OTHOM
CTOPOHBI Ha JIPYTYIO ¢ OOKOBOM
(drexcueil TyJIOBHUIIIA.

TsHercs kK npeaMeTy
BBITSIHYTOU PYKOM.
[ToBopoT TynoBHIIA.

benpa BEIPOBHEHBI 11O Ta30M.
ViuionieHe nosICHUYHOTO
orzaena.

MogudunupoBannoe
M0JI0KEeHHE HA YeTBepeHbKax

Ilepemermenne u3
MOJI0KEeHUS CHIASA B
M0JI0:KeHHe Ha KUBOTE

Ilepememienne n3
MOJIOKEeHHUS CHIS HA
YeTBePEeHbKHU

[lepemenaercst B JTaHHOE
noJioxkeuue. Bo3aMoxHO
MPOJIBU>KEHHE BIEPE/I.

[Tepememiaercs u3
TIOJIOKEHUS CUISl, YTOOBI
JICYb Ha KHUBOT.
[loaTsaruBaercs pykamu,
HOI't HCAKTUBHBI.

AKTHBHO IIOAHUMACT Tas,
AroaAvlibl U HCHArpy>XCHHYIO
HOTY, 4yTOOBI BCTaTh Ha
YCTBCPCHBKU.

CamocTosTeIbHOE CTOSIHHE

IlepBble maru

BceraBanue u3
Mo (PUIIMPOBAHHOIO
M0JIO’KEHUS] HA KOPTOYKAaX

B Teuenue kopoTkoro
BPEMEHU CTOUT
CaMOCTOATEIIBHO.
YpaBHOBEIIMBAET PEaKLMK B
CTYIIHSX.

XOIUT CAaMOCTOSITENBHO;
MepeBUTaeTCst ObICTPO
MEJIKUMU IIaraMu.

[Iepememaercsa u3
MOJIOXKEHHUS Ha KOPTOUKaX B
MOJIOKEHUE CTOSI C
KOHTpoJIupyeMon (priekcueit u
BEIIIpSIMIIEHUEM Oefiep U
KOJICHEH.

BcraBanue u3 onopsl Ha
YETBIPE€ KOHECYHOCTH

CamocrosiTeIbHOE
X0KIAeHUe

Cupenue Ha KOPTOYKaAX
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beicTpo oTTanKMBaeTCA
JaJIOHSIMU, YTOOBI BCTATh.

XOI[I/IT CaMOCTOATCIIBHO.

CoxpaHseT noj0XeHue,
YPaBHOBELINBAsl PEAaKLIMU B
CTYIHSX U MOJIOKEHHE
TYJIOBHILA.

IMocanka 0e3 onmopbl HA PYKH

(2)

IMoararnBaercs s
BCTaBaHMS C ONOPOit

IMoarsaruBaercs s
BCTABAHUA / CTOUT

[TonoxxeHue HOT BapbUpYET.
MiazgeHer Jerko
nepeMeniaeTcs U3 OJHOTO
MOJIOKEHUS B JIPYTOE.

OTTankuBaeTcst pykamu u
BBITIPSIMIISICT KOJICHHU.

IloarsaruBaercs, YTOOBI
BCTaTh; IEPEHOCUT BEC, C
OZHOM CTOPOHBI, HA IPYTYIO

BcraBanue ¢ onopoii ¢
MOBOPOTOM

XokaeHue ¢ onopoii 6e3
MOBOPOTA

ITo10:keHMEe HA OJAHOM KOJIEHE

[ToBopoT TyJIOBHIIA U Ta3a.

XOoJHUT € Onopou B
OOKOBOM HarnpaBjeHUH 0e3
MIOBOPOTA.

MoxeT BcTaBaTh UK
MEPEMEIIATHCS B TAHHOE
IOJIOKEHUE.

KonTtposmpyemoe
OIlyCKaHUe U3 MOJI0KEeHHU S
cTOs

PenunpoxHoe mojsizanue
HA YeTBepeHbKax (2)

Xo:KaeHue ¢ onopou ¢
MOBOPOTOM

Kontpompyemoe onyckanue
13 MOJIOKEHHUS CTOS.

[Inocknit mosICHUYHEBIN
otaen. [Ipmxercs ¢
IIOBOPOTOM TYJIOBUIIIA.

XOJIUT ¢ OMOpoit ¢
MTOBOPOTOM.

Beu4uHbl nepueHTHICH

Hpuaoxenue I'2. Cuiia MbIIII IO IKAJE KOMUTETA MEIMUMHCKHX MCCJICI0BAHUN

HasBanue Ha pycckoM sa3bike: bIT

Opurunanpaoe HazBanue (ecnu ecth): RESEARCH COUNCIL SCALE
Hcrounuk (0QUIMANBHBIN CAUT pa3paboTYMKOB, ITYOJIUKAIIKS ¢ BATIMAALen): van der

Ploeg, R.J.O., Oosterhuis, H.J.G.H. & Reuvekamp, J. Measuring muscle strengthJ Neurol (1984)
231: 200. https://doi.org/10.1007/BF00313939

Twun (TOAYEePKHVYTH):

e IIIKaJa OIEHKH
e WHIEKC

® BOIIPOCHHUK

e JIpyTroe

Haznauenwue: /lagHas mikaia mo3BOISET OLICHHUTD:
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e  CHJIY UCCIIEyeMbIX MBIIIIl HA MOMEHT OCMOTpa 1o Oayiam;
e JIMHAMMKY BOBJICUCHMS ONPEACIICHHBIX MBILIIL] U LEJIBIX MBIIIEYHBIX [PYIIIL;

e CKOpOCTb IIPOrpPEeCCUPOBAHMS MUOIIATHUECKOTO IIpoIiecca.

Coneprxanue (11aboH): MIKajga MPEACTABISET MBIIICUHYIO CHITY B Oaliax.
Kirou (nHTEpHperalys): yeM BbIlIe 0ail, TeM BBIIIE CHJIa MBILIIIL.

Cujia Ml 110 MIKAJIe OPUTAHCKOT0 KOMUTETA MeAMIMHCKUX MCCJIeI0BAHUI

bania| OnpenesneHue CHIbI

5 | HopmanbHas cuna

CriocoOHOCTE IOAHUMATh KOHCYHOCTD IIPOTHUB HEOOJIBIIIOTO
COITPOTUBJICHUA

3 CriocoOHOCTE IMOAHUMATb KOHCYHOCTDb, HO HE ITPOTUB COIIPOTUBJICHUA

2 | JIBuykeHus TOJIbKO B TOPU30HTAIBHOM INIOCKOCTH

Cnaboe cokpalieHne MBbIIIIII

0 | /IBWKeHUS OTCYTCTBYIOT

Hpuiaoxenue I'3. 6MWT — TecT 6-MUHYTHOH X0ALObI

HasBaHue Ha pycCcKOM sI3bIKE: TECT 6-MUHYTHOM XO/IbOBI.

OpuruHanpHOe Ha3zBaHue (ecau ecTh): The six minute walking test (6MWT)

Ucrounuk (opuIManbHBIA CAUT Pa3padOTUMKOB, MyOJIUKAIIMS ¢ BAIUIAIUCH):
Laboratories, A. T. S. C. 0. P. S. f. C. P. F. (2002). "ATS statement: guidelines for the six-minute
walk test." Am J Respir Crit Care Med 166(1): 111-117.

T (TOAYEPKHVYTH):

e IIIKaja OIEHKH
e WHIEKC

® BOIIPOCHHUK

e JIpyroc

Haznauenue: onpeeneHre BHIHOCIUBOCTH MAUEHTOB € LENbI0 OLEHKH 3P (HEKTUBHOCTH
Tepanum.

Coneprkanue (11abJIoH): B TECTE OIICHUBASTCS JUCTAHIIAS B METPax, MPOHIeHHAS
HalMEeHTOM 32 6 MUHYT 0€3 BBIHY>KICHHBIX OCTAHOBOK.

Kitou (MHTEpnpeTanus): NpoBOIUTCS CPaBHEHUE C pe3yJIbTaTaMU TeCTa, IPOBEACHHOTO
paHee (10 Hayaua Tepanuu, Ha (poHe Tepanuu U T.1.).

6MWT — Tect 6-MuHyTHOIT X01b0b1 (6 Minutes walking test, 6MWT)
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Crnemyer MOMHUTb, YTO JUIS JAHHOTO TECTa UMEIOTCS CIICAYIOUINE aOCOIIOTHBIC
MIPOTUBONOKA3aHMs: HECTa0MIbHAS CTEHOKApIUs HAMPsHKEHUS U HH(ApKT MUOKap/a,
JaBHOCTHIO 110 1 Mecsna. OTHOCUTENbHBIMU TPOTUBONOKa3aHUAMMU siBisitoTcs: UHCC Bblie
120/mMuH B mokoe, cuctonndeckoe AJI>180 MM.pT.cT. u nuacronmueckoe AJ[>100 Mm.pT.cT.
CrabunbHas CTEHOKapIus HE SBISIETCS. a0COTIOTHBIM MPOTUBOIIOKA3aHUEM ISl IPOBEICHUS
TECTa, OJIHAKO €ro CJIeyeT MPOBOAUTH C OCTOPOKHOCTHIO, HA JOHE IpHeMa aHTHAHTUHAIBHBIX
IIPENapaToB 10 MOKA3aHUSIM.

Ecnu nanueHT HaxoQuTcs Ha MMOCTOSIHHOM KUCIIOPOAHOM MOIEPKKE, CKOPOCTh MOIauu
KHCJI0pO/1a IPU ITPOBEJEHUH TECTA JI0JIKHA COXPAHATHCSA B COOTBETCTBUU C NPEANNCAHUEM
Bpaua, HA3HAYMBILIETO U KOHTPOJIUPYIOLIETO TePaIIO.

[TpoBenenue TecTa HEOOXOAUMO HEMEIJICHHO MPEKPATUTh B CIIy4ae MOSBICHUS:
bonu B rpyau;

Henepenocumon oapIIKy;

Cynopor B Horax;

Pe3koil HeyCcTONYMBOCTH U MOLIATHIBAHUS IIPU XOB0€E;

UYpesMepHOro MOTOOT/IEICHHUS,

Pe3koro n3mMeHeHus 1BeTa KOKHBIX IIOKPOBOB (OJIEAHOCTH).

6MWT npoBoauTCs B IOMEIIEHUH, XOPOIIO 3HAKOMOM MallMEHTY, UMEIOIIeM
JIOCTaTOYHO JUTMHHBINA KOPUJOP C TBEPABIM NOKPHITHEM. [[JIMHA TPOXOAUMOr0 MYyTH JOJKHA
cocTaBisATh He MeHee 30 METPOB C pa3METKON KaXKable 3 MeTpa, a TaKKe TOUKaMH
MTOBOPOTOB/Pa3BOPOTOB.

[TarueHT moy4aer HHCTPYKUHUIO O HEOOXOAUMMOCTH UJITH C MAKCUMAJIbHO BO3MOXKHOU
CKOPOCTHIO (HO HE OekaTh) B TEUCHHUE 6 MUHYT.

B TecTe onieHMBaeTCs TMCTaHIUS B METpax, MPOUICHHAs MAllUEHTOM 3a 6 MUHYT 0e3
BBIHY/ICHHBIX OCTaHOBOK.

ok wdE

Hpuiaoxenue I'4. Onpocuuk xkadecrsa xu3au SF-36

Haspanwme Ha pycckom si3bike: OnpocHUK KadecTBa )u3Hu SF-36
OpuruHanpHoe Ha3zBanue (ecau ecth): "SF-36 Health Status Survey™
HcTouHuK (oQUIIHAILHBIA CalT pa3pabOTUYMKOB, Myoaukalys ¢ Banugamnuei): Ware J.E.,
Snow K.K., Kosinski M., Gandek B. SF-36 Health Survey. Manual and interpretation guide
//The Health Institute, New England Medical Center. Boston, Mass.-1993.
Tun (MoAYepKHYTH):

e [IIKaJIa OIEHKU

e HHJEKC

® BOIPOCHUK
e J1pyroe (yTOUYHUTH)

Hasnauenue: SF-36 oTHOCHUTCA K HecnelU(UIECKIM OMTPOCHUKAM JJIs OIICHKU KayeCcTBa
xu3Hu. [lepeBon Ha pycckuil S3bIK U anpoOarys MEeTouKH Obliia nposeneHa «HCTUTYTOM
KITMHUKO-(apMaKOJIOTHUECKUX UCCIEAOBAHUI.

Coneprkanue (1m1a6sioH): 36 MyHKTOB ONMPOCHUKA CTPYIITUPOBAHBI B BOCEMb IITKAT:
¢uznueckoe GPyHKIIMOHUPOBAHUE, POJIEBast IEATENBLHOCTD, TelecHas 00JIb, 001Iee 310pOBbE,
KHU3HECIIOCOOHOCTh, COI[MAIbHOE (PYHKIIMOHUPOBAHUE, SMOIIMOHATILHOE COCTOSTHUE U
ncuxuyeckoe 370poBbe. [lokazaTenu kaxaoi mkansl BapbupytoT Mexay 0 u 100, rae 100
MPEJICTaBIISIET MTOJIHOE 370POBbE, BCE KBl POPMUPYIOT /IBa MOKa3aTess: AyIIEBHOE U
¢u3nueckoe Giaronoaydue.
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Kittou (uHTepnperaims): Pe3ynbTaTsl IpeaCcTaBISIFOTCS B BUIE OIICHOK B Oayuiax mo 8
HIKaJIaM, COCTABJICHHBIX TaKMM 00pa3oM, uTo 0oJiee BhICOKas OIICHKA YKa3bIBaeT Ha Ooliee
BBICOKUH ypoBeHb KOK.

Onpocnuk kauecmea yxcusnu SF-36

Hannwiii onpocnuk paccmampueaem Bawe omnowenue k Bawemy 300po6bio Ha OaHHbIl
Momenm u 8 meuerue 4 nocieonux Heoeiv. Mol xomenu Ovl noIYUUMb OOlee NOTHOe
npeocmasienue o mom, Kax Bl uyecmeyeme cebs, Hackobko xopouio Bei cnpasisiemecs ¢
BbINOIHEHUEM NOBCEOHEBHBIX Oelicmsuil u ymo Bvl Oymaeme no nosody Bawezo cobcmeentnoz2o
300p08bSI.

B 0annom onpocHuke noo cnoeom «300posver» noopazymesaemcs Bauie cocmosiHue
300p06bs 6 yenom. Takum oopazom, OAHHbIU MEPMUH KACAEMCSL He MOJIbKO ACHeKmo8,
HenocpeodcmeenHo ceazannvix ¢ TK2-accoyuuposanuoii muonamuetl, Ho u Bawezo obwezo
Camo4y8cmausl.

Omeemvme, nodcanyicma, Ha 8ce ONPOCHI, BbIOUPAsL MOILKO NO 0OHOMY OMEEem) Ha
Kadicowlll gonpoc. Iloscanyiicma, evibupaiime omeemul, HAULYYUUM 0OPA30M
coomseemcmaytowue Bawum coocmeennvim owywenusm. Eciu Bol ne ygepenvl, kaxoti omeem
Bam cnedyem svibpams, noscanyiicma, évibepume Haubonee NOOX0OAWUL U3 BO3MOHCHBIX
omeemos. Hanpumep: ona omeema na éonpoc 3 Bvl mooiceme v1oupams medncoy «0a, CUuibHO
ocpaHudusaemy, «0d, YaCMu4Ho 02PanUYUBaem» U «Hem, coscem He oepanudusaemy. OOHaxo,
Bul, so3mooicho, coscem (bonvute) e modiceme 8bINOIHAMb HEKOMOPbLe Oeticmsusi. B no0ooHvix
cnyuasnx Bam ciedyem sviopame yugpy 6 Kononke «0a, CUIbHO 02PAHUYEH).

Bobt moznu 61 ouenumn ceoe oouee cocmosinue 300p06ba KakK:
[71 = npesocxoonoe
[72 = ouens xopoutee
[73 = xopowee
[74 = yoosremsopumenvroe
[75 = nnoxoe

Ilo CpAaéHenum ¢ Bawum oﬁuum CoCmosiHuem 300p08b}l 200 Ha3a¢), Kak Bot oueHueaeme e2co
HA_ OAHHLIL MOMEHmM?

[J 1 = na 0annwvlli MOMEHmM 3HAYUMENbHO yYuLe, Yem 200 HA3A0

[72 = na 0anHwlll MOMEHmM 8 HEKOMOPOU cCmenenu ayduie (HeMHO20 yduie), Yem 200
Ha3a0

[73 = npakmuuecku makoe xce, Kak 200 Ha3ao
[74 = na 0annwvlii MOMEHM HEMHO20 Xydice, Yem 200 HA3A0
[75 = na 0anHwvill MOMEHmM 3HAYUMENbHO XYHce, YeM 200 HA3Aa0

Bonpocel nusce kacaromcesn evinonnenus Bamu npuswviunvix noeceonesnplx oeiicmeuil.
Ozpanuuueaem au Bac na dannwiit momenm Bauwie 300posve 6 6binonHeHUU YKAZAHHBIX
oeiicmeun? Eciu 0a, mo Hackonvko cuibno?

Jla, cunvro Ja, vacmuuno Hem, coscem ne
ocpanuyusaem | 0cpaHuuuaem oepanudusaem

eticmeus, mpebdyowue blcOKUX
3ampam >Hepeul, maxkue Kax oee, 7 [J 7
NnO0beM MAACENbIX NPEOMENO8,
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3auAmMuUsL CNOPMUBHBIMU
Hazpy3Kamu

eticmeusi, mpebyowue ymepeHHbIX
3ampam >1uepeuu, maxkue Kax
nepeogudicerue cmod, moaKaHue
nuvliecoca, uzpa 8 6oyiuHe umu
201b¢h

Q
Q
Q

Iloovem unu nepenoc nakemos c
npOOYKmMamu

Iloovem 66epx na HeCKOIbKO
amaoicel

Iloovem 66epx na o0un 3madic

HaZM6aHM}l, ONnyCKAaHue Ha KoJaeHu
Ui HaAKJIOHbl 6HU3

Ilpozynka newikom Ha paccmositue
oonvwe 1,5 km

IIpocynka newikom na paccmosinue
500 - 800 mempos

Ilpozynka newikom Ha paccmosnue
CmMo Mempos

Boouvie cueuenuueckue npoyedypoi
uiu ooesarnue

Q|0 |0 |Q|Q|Q0|Q
Q|0 |0 |Q|Q|Q0|Q
Q| Q|0 |Q|Q|QQ|Q

B meuenue nocnednux 4 nedenv cmanxkueanuce au Bol ¢ kakumu-nuéoo uz cnedyrougux
npoobnem 6 pabome unu no6ceOHeeHoll deamenbHocmu 6 ceazu ¢ Bawum uzuueckum

300posbem?

Bul nposenu menvuie pemenu 3a pabomoii unu opyaumu oenamu

Ha | Hem
Buvi coenanu menvue, uem xomenu Ovl

Ha | Hem
Bovi ne cmoenu evinonnams pabomy unu opyaue 0elucmeus Onpedeniennozo pooa

Jla | Hem

Bvl cmonknynuce ¢ mpyonocmamu npu 8binonHeHuy pabomol Ui Opy2ux
deticmeuti (nanpumep, Bam npuwinoce sampauusame oonoanumensuoie ycunus) | Jla | Hem

B meuenue nocnednux 4 nedenv cmankueanucs au Bol ¢ kakumu-1uoo u3z cneoyroujux
npoodaem 6 padome uiu NOGCEOHEGHOI OeamenabHoCmu 8 cea3u ¢ Bawum Imouuonanbivim
cocmosanuem (nanpumep, 8 céa3u ¢ oenpeccueil uiu mpeeo2oit)?

Bvi nposenu menvuwe epemenu 3a pabomotii unu Opyeumu oeaamu

/la Hem
Bui coenanu menvuie, uem xomenu 6wl

Jla Hem
Bvl ne cmoenu svinonnums pabomy unu opyeue 0eticmeus max Jice
muiamenbHo, Kaxk 0OblYHO Ja Hem
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B meuenue nocnednux 4 nedenw 6 kakoii cmenenu Bawe ghuzuueckoe 300poeve unu

IMOUUOHAILHOE COCMOAHUE 3amPYOHAN0 nposedenue Bamu oocyza c cemoeit, opy3vamu,

coceoamu unu opyzumu zpynnamu?
[71 = coscem nem
[]2 = nesnauumenvHo
[73 = ymepenno
[74 = 3nauumenvro
L[5 = 6 evicueti cmenenu

Hackonbvko unmencusnyio gpuzuueckyio 60oav Bol ucnvimuieanu 3a nocieonue 4 nedeau?

(nokanuzauusn 601U He UMeem 3HAUECHU)
L7 1 = soobue ne ucnvimoléan
[72 = ouens neckyio
L[] 3 = neexyro
[74 = ymepenmnyio
L[5 = cunvnyio
[76 = ouenv cunvhyio

B meuenue nocnednux 4 nedenv 6 Kakoii cmenenu 60,16 3ampyonsia evinoanenue Banu

npuevlunoil padbomul (6 mom uucie padbomosl 6He NOMEUW|EHUA U 0OMAUWHUX 0en)?

(nokanuzauus 601U He umeem 3HAYCHU)

[71 = coscem nem

[J2 = nesnauumenvro
[73 = ymepenno

[74 = snauumenvro

[75 = 6 evicwueti cmenenu

Bonpocwvi nusice kacaromea Bawezo camouyecmeus u oouge2o cocmoanus 3a nocineonue 4
nedeau. Ilo kasrxicoomy eonpocy oaiime 00OuUH omeem, HAUAYUWUM 00pPaA3OM OMPANHCAIOUWLUTL

Bawe camouyecmeue. Kakyw uacmo epemenu 3a nocieonue 4 nedenu:

Bcecoa | Iloumu  |Hacmo | Hnoeoa |Peoxo | Huxoeoa
scez20a
Buvl uyecmeosanu cebs noanvim scuznu? 7 7 7 I 7 /v
b. Bul nepenuuanu? 0 I 0 ) 7 [
C. Bbl Haxoounucsy 6 makom YHbIHUU, YMO 7 [ 7 0 7 /v
HUYmMo He MO210 NOOHAMb Bam
HacmpoeHue?
Buvi uyecmeosanu mup u nokou? I I I ) 7 7
Buvt 6viu nonnwl snepeuu? 7 [7 [7 I [7 [J
f.  Bol uyecmeosanu cebs ynasuum 0yxom 7 7 7 I 7 /)
U N00ABIeHHbIM?
0. Bsl uyscmeosanu cebs u3MomarHHvIM? 7 [ 7 I 7 /)
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h. Bet uyscmeosanu cebs cuacmiusvim I I D 7 [T i

yenoeexom?

Bul yyecmeosanu cebs ycmaswium? I I D ) 7 [7

B meuenue nocnednux 4 nedenv kaxkyio uacms epemenu Bawe puszuueckoe 300posve unu
IMOUUOHATILHOE COCHLOAHUE 3amPYOHANO0 nposedenue Bamu oocyza (nanpumep, nocewienue
opy3eii, poOCm8eHHUKO8 U m.0.)?

L7 1 = seceeoa
[72 = yacmo
[ 3 = unoeoa
[74 = peoxo
[75 = nuxoeoa

Hackonvko BEPHBIM unu HEBEPHBIM sagnsaemca oaa Bac kaxcooe uz ymeepicoenuii
Huoce?

Abconiomno | Cropee He Ckopee | Abconromno
8EPHO 8EPHO 3HAI0 | HEGepHO | He@epHO
Kaowcemes, umo s 6onee 7 7 7
CKIIOHEH K 3a001e6aHUAM, YeM
opyeue noou
A max sice 300pos, kak opyeue 7 I I
3HAKOMble MHe 100U
A oodicudaro yxyoweHnus ceoe2o 7 [7 [7
300p08bS
Moe 300posve 6 7 [7 [7
NPeBoCX0OHOM COCMOAHUU

Hannwiii onpocnux paspeuier 01 ucnonvzoganus epynnoi IQOLA (Meowcoynapoonuiii
NPOeKm OYeHKU Kauecmea HCU3HUL).

I[punoxenne I'5. The North Star, mkana Xammepemut (HFMSE)).

1. HasBanue Ha PYCCKOM A3BIKC: KJ’II-OLIGBBIG OTallbl HBHFaTeHBHOﬁ AKTHUBHOCTHU (pa3z[eJ1 2)* *
mkaia B PO He BAJIIMAUPOBAHA, JUUISL €€ NCITOJIb30BAHUS H€06XOJII/IMO CIICIIMAJIBHOC O6V‘-ICHI/I€
Opurnnansaoe HazBauue (eciu ecth): Hammersmith Infant Neurological Exam - Mctounuk
(ouimanpHBIi caliT pa3padOTYMKOB, nvoauKas ¢ Bammmanueii): Bishop KM, Montes J.
Finkel RS.Motor milestone assessment of infants with spinal muscular atrophy using the
hammersmith infant neurological Exam-Part 2: Experience from a nusinersen clinical study.
Muscle Nerve. 2018 Jan;57(1):142-146. doi: 10.1002/mus.25705. Epub 2017 Jun 14.

Tun (IOAYEpKHYTH): MIKaJIa OLIEHKHU

Haznauenwue: 06].].[8.51 OlLICHKA JIBUTaTeIbHOW aKTUBHOCTH Y pe6eHKa CO HCPBHO-MBIIICYHBIMHA
336OJ'IeBaHI/I$IMI/I, MOXKET UCTIOJIB30BaThCA AJIA OLICHKHU 3d)d)eKTI/IBHOCTI/I TCpaInu.

PacmmpenHnas mkansa oleHKH MOTOPHBIX GyHKIuH 6oapaMIEI Xammepemut (HFMSE)
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IIpo6a 1: cnocoOHOCTE CHIETH Ha CKaMbe / CTyJIe

Cups Ha Kparo CKaMbH WK cTyna (6e3 omopsl HOTaMu) HWIIK Ha CKaMbe/TIOTy

Hcxonnoe (c omropoti HoraMmu)
MOJIOKEHUE He B uaBanmuaHoM kpecie. be3 onopsl noj cniuHy.
Tsl MOXKEIIb CHIIETh HA CKaMbe/cTylie 0e3 ONOPHI Ha PYKH, TIOKa 51 CYUTAIO JI0
Wnctpyxius 3?
AKTUBHOCTb 2 1 0

CrocoOHOCTE CUIETH
Ha CKaMbe/ CTyJIe

MoskeT cuaeTs 0e3
OIOPHI HAa PYKH, TTOKA
Bpau CUMTaeT JI0 3

Heo0xonmma omnopa Ha oHY
PYKY JJIS TOTO, 4YTOOBI
yAepKaTh OajlaHC, oKa Bpay
CUUTAET 110 3

Heo0xoauma omnopa
Ha 00e pyKH JiIs
yAep)kaHus OanaHca.
He cniocoben cunets

[Ipoba 2: cocoGHOCTH

CHUICTH C BBINIPAMIICHHBIMHA HOT'aMHU

HUcxonHoe nmonoxkeHue:

CI/I,Z[H Ha HOJ'IY/ CKaMb€ ¢ MaKCMaJIbHO BBITIPAMJICHHBIMU HOTaMHU U
HarpaBJICHHBIMU BBEPX KOJICHHBIMU YallICYKaAMU. bes OIIOPLI OJ CIIUHY.

WucTpykius TBl MOKEIIb CHJIETh HA MOJTy/CKaMbe C BBIIIPSIMIICHHBIMU HOTaMH 0€3 OTIOpEI
Ha PyKH, B 1OKa 51 cuuTaro 10 3? Jlep>ku KoJeH! BMecTe
AKTUBHOCTB 2 1 0

MoxeT cuaeTh Ha
OITy/ CKaMbe C
BBINPSAMIICHHBIMH
HOTaMu 0e3 OTIOpHI Ha
PYKH, TTOKa Bpa4y
CUHTAET J0 3

MoxeT cuaeTs Ha moiy/
CKaMbe C BBIIPSIMIICHHBIMH
HOT'aMH C OIIOpPOU Ha OJIHY

PYKY, IIOKa Bpay CYUTAET [0
3

Mosxker cuners ¢
BEITIPSIMIICHHBIMHU
HOTaMH C OMOpPOW Ha
00e pyku, TIoKa Bpad
cyuraet 10 3. JIubo
— He crmocoben
CHJIETH C
BEINIPSIMIICHHBIMU
HOTraMu

IIpo6a 3: CrtocoOHOCTH KOCHYTHCS TONOBBI OTHOM PYKOH B TIOJOXEHHH CUS

HcxonHoe nmososkeHue:

rojoBy?

ThI MOXeEIIb KOCHYTBCSI OTHOM PyKOH T'OJIOBBI BBIIIE yXa, HE HAKIJIOHSIS

MNuctpykuus ThI MOXKeEIIb KOCHYTHCSI OTHOM PYKOH T'OJIOBBI BBIIIE yXa, HE HAKIJIOHSIS
roJoBy?
AKTHBHOCTB 2 1 0
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MokeT TOTpOHYThCS
JI0 TOJIOBBI OJJHOU
pyxoil. I'osoBa u
TYJIOBHILE OCTAIOTCS B
CTaOMIHLHOM
TI0JIOKEHUU

MoskeT IOTpOHYTHCS 10
TOJIOBBI PYKOM TOJBKO
HaKJIOHUB T'OJIOBY

MoskeT TOTpOHYThCS
10 TOJIOBBI pyKOH
TOJIBKO HAKJIIOHUB
TOJIOBY

IIpo6a 4: CIIOCOBHO

CTb KOCHYTBCA I'OJIOBBI IBYMA PYKAMMU B ITIOJIOKEHUUN CUA

HcxonHoe nosnoskeHue:

Cuzs Ha mony/ cKaMbe WIIM Ha Kparo CTyja/ ckambi. He B MHBaIMIHOM Kpeciie.
be3 onopel nox cniuHy

NHCcTpyKIus ThI MOXKeEIIIb KOCHYTHCS TOJIOBBI 00EUMHU PYKaMH OJJTHOBPEMEHHO, HE HAKIOHSISI
roJIOBY?
*PyK# JODKHBI KOCHYTBCS TOJIOBBI BBIIIE YPOBHS yiiieil. PYKU TOKHBI OBITH
MOTHECEHBI K TOJIOBE OJHOBPEMEHHO.

AKTHUBHOCTB 2 1 0

He MoxeTt nmogHectu
KHCTH 00eMX PYK K
rojoBe

MokeT NoJI0XUTh
KHCTH 00eNX PyK Ha
TOJIOBY uepe3
cropoHsl. ['osioBa u
TYJIOBHIIE OCTAIOTCS B
CTaOMIIBHOM
TOJIOKCHU U

MOo3KeT MONOKUTh KUCTU PYK
Ha roJIOBY, HO TOJBKO
HaKJIOHUB TOJIOBY,
HaKJIOHWBUINCH B CTOPOHY,
nepedupas pyKamMH WU 110
OTHOM

[Ipo6a 5: CIITOCOBHO

CTb [IOBEPHYTBHCA CO CITMHBI HA BOK

I/ICXO,I[HOQ ITOJIOKCHHUEC

Jlexxa Ha criMHE, PYKH BIIOJIb TYJOBHIIA UK B CPETHEM TTOJIOKEHUH (CM.
3JIEMEHT 6)

IIneun IManueHTa AO0JIKHbI 6I)ITB NEPNCHAUKYIISAPHEI 1Oy, TYJIOBUILEC U 66]1[)3
JIOJOKHBI OBITH MapajuIeibHbI mieyaM. 1 0ayur: OTMeThTe B CTOJIONE C
OIMCAHUEM OICHKH | 0asl, eClM MalueHT MOXET TOBEPHYTHCS B MPABYIO WUITH
JIEBYIO CTOPOHY

Wnctpykuus TBI MOXKEIIb TOBEPHYTHCS CO CIIMHBI HA OOK B 000MX HAIPaBJICHUAX
AKTHBHOCTB 2 1 0
MoXeT OBEpHYTHCS CO
Cnoco6HOCTB MoXeT OBEpHYTHCS | CIIMHBI TOJIBKO Ha OMH OOK He moxer
HOBEPHYTHCS Ha OOK CO CIMHBI Ha OOK B (ITp/JD) MOBEPHYTHCA HU HA
00€ CTOPOHBI 0JI1H 00K

Ipo6a 6: CTIOCOBHOCTh IIEPEBEPHYThCSI C )KUBOTA HA CITMHY YEPE3 IIPABBIIM FOK
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Jlexxa Ha J)KUBOTE, PYKH B CpPEIHEM ITOJIOKEHUH (CM. CXeMY) WU BIIOJIb

Hcxonnoe TyJIOBULIA
MIOJIOKEHUE
WHCcTpyKINs TrI MOKEIIb IEPEBEPHYTHCS C JKUBOTA HA CIIMHY B 000MX HAIPaBICHHSX ?
[TocTapaiics He UCNIONB30BATh PYKH
AXTUBHOCTb 2 1 0
[lepeBopaunBaercs Ha | IlepeBopauuBaeTcs Ha ciuHy, | He moxer

CIIMHY Yepe3 IpaBbIi
00K 6e3 MOMOIIH PYK

UCTIOJIBb3YS PYKY, YTOOBI
OTTOJIKHYThCS/TIOATAHYTh
ceos

MEePEeBEPHYTHCS Ha
CITHHY

ITIPOBA 7: CIIOCOBHOCTb ITEPEBEPHYTHCS C )KUBOTA HA CITIMHY YEPE3 JIEBBII BOK

I/ICXOHHOC Jlexxa Ha JKHUBOTC, PYKU B CPCAHEM IMOJIOKCHHUU WUJIK BAOJIb TYJIOBUIIA
MOJIOXKEHUE
WNHceTpykius TBl MOKEIIb IEPEBEPHYTHCS € )KUBOTA HA CIIMHY B 00OMX HAIPaBIICHUSX ?
ITocTapaiics He UCMIONB30BATh PYKU
AKTHBHOCTh 2 1 0
CriocobHOCTh IlepeBopaunBaercs Ha | IlepeBopauuBaeTcs Ha ciuHy, | He Moxer

MEPEBEPHYTHCS C
JKUBOTA Ha CIIMHY 4Yepe3
JIEBBII OOK

CIIUHY Yepe3 JIEBbIil
00K 6e3 OMOIIH PYK

UCIIOJIB3YS PYKY, YTOOBI
OTTOJIKHYTHCSI/ TIOITSIHYTh
ceost

NEePEeBEPHYTHCS HA
CITUHY

ITIPOBA 8: CLIOCOBHOCTbD ITEPEBEPHYTHCS CO CIIMHBI HA JKUBOT YEPE3 [TPABbII BOK

Ucxonuoe Jlexka Ha criHe, pyKU B CPEIHEM MOJIOKEHUH WM BAOJb TYJIOBUILA
MOJIOKEHHUE
HucTpyKIns ThI MOXEITH TEPEBEPHYTHCS CO CITUHBI HA )KUBOT B 00OWX HAIIPABICHUSIX ?
ITocTapaiics He HCIIONB30BaTh PYKH
AKTHUBHOCTD 2 1 0
ITepeBopauuBaetrcsa Ha | IlepeBopauuBaercs Ha He moxer

’KHMBOT Yepe3 MpaBbIi
00K 0e3 MOMOIIH PYK

JKUBOT, UCTIONB3YS PYKY,
9TOOBI OTTOJIKHYTHCSI/
MOATAHYTH ceOs

MIEpPEBEPHYTHCS Ha
JKUBOT

[IPOBA 9: CIIOCOBHOCTH IIEPEBEPHYTHCSI CO CITMHBI HA )KMUBOT YEPE3 JIEBBII1 BOK
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Hcxonnoe

Jlexxa Ha CIIMHE, PYKHU B CPEAHEM ITOJIOKCHUHN WIN BAOJIb TYJIOBUILA

MTOJIO’KEHUE
WHCcTpyKINs TBI MOKEIIb TIEPEBEPHYTHCS CO CITUHBI Ha )KUBOT B 000X HANPABICHUAX ?
[TocTapaiics He UCNIONB30BATh PYKH
AKTHBHOCTh 2 1 0
ITepeBopauuBaetrcsa Ha | IlepeBopaunBaercs Ha He moxer

’KHMBOT Yepe3 MpaBbIi
00K 6e3 MOMOIIH PYK

JKUBOT, UCTIOJIB3YS PYKY,
YTOOBI OTTOJKHYTHCS/
MOATSAHYTH CeOs

MepeBEepHYTHCA Ha
KHUBOT

ITPOBA 10: CIIOCOBHOCTS JIEYD U3 TTOJIOXKEHUA CUA

Hcxonnoe Cups Ha oy / CKaMbe

MOJIOXKEHHE
WNHceTpykius TBl MOKEIIb JIeYb U3 TIOJIOKEHUS CUISI, KOHTPOJIUPYS CBOH JABIKCHHS?
AKTHBHOCTh 2 1 0

CriocoOHOCTB JIeub U3
TOJIOKEHUS CUJIs

MoerT ieub,
KOHTPOJIUPYs CBOU
JIBIDKEHHS — Uepe3
TOJIOXKEHUE JIeKa Ha
OOKy HJIH JIepKach 3a
OJIEKTY

MoxeT iedb, HO
3aBaJIMBAETCS BIEPE WU
TepeKaThIBaeTCs HADOK

He Mmoxet neub min
MajaeT Ha CIIHHY

[TPOBA 11: CIIOCOBHOCTB BCTATH B YIIOP HA ITPEAIVIEYUBAX

HCXOI{HOG nojioxkenue: Jlexa Ha JKUBOTC, PYKH BAOJIb TyJIOBHUIIA (TaS MIpHXKaT K HOJ'Iy)

HHcTpyKIus TBI MOJKEIIH MTOJHITHCS HA JIOKTSX M yAEPKUBATH 3TO TOJI0KEHHUE, TIOKA 5
CUHTAaro 110 3?
AKTHUBHOCTD 2 1 0
CriocoOHOCTE BCTaTh B | MOXKeT MpUOIHAThCS | MOXKET yaep»KuBaTh HesbinosHUMO

YIOp Ha NPEIUIeYbsIX

HAa JIOKTSX C TIOJTHATON
rOJIOBOM U
YIAEpKUBATh JAHHOE
ITOJIO’KEHUE, TTOKa
Bpady CUMTaCT J0 3

IMMOJIOKCHUE, ITOKA Bpa4d

CYHTAET /10 3, €I MPUAATh

€My JaHHOC ITOJIOKCHUEC
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[TPOBA 12: CIIOCOBHOCTD [IOAHATH I'OJIOBY U3 ITOJIOKEHM A JIEXKA HA )KUBOTE

HUcxomgHoe nonoxenwne: Jlexxa Ha )KUBOTE, pyKH BIOJb TyJoBHINA. JI0O omupaercs Ha MOBEPXHOCTh

Huctpykius ThI MOXeEIIb MOAHATE TOJOBY U YAEPKUBAThH €€, JepKa PYKH BIOJIb TEJa,
OKa s CYUTaro 10 37
AXKTHUBHOCTB 2 1 0
CriocoOHOCTD MoxeT ogHATE MoseT NoJHATH rOJIOBY, Hesrimomuumo
MOAHSTH FOJIOBY U3 TOJIOBY U3 MOJIOKEHHUS | BBITSHYB PYKH BOEpEN, U
MOJIOKEHUS JIeKa Ha JICKa Ha KMBOTE, YIAEPKUBATH €€, 0Ka Bpay
SKUBOTE JIepXka PyKHu BIIOJIb CUHTAET 110 3

TYJIOBHIIA, U
yIIepKUBaTh €€, ToKa
Bpau CUMTaeT JI0 3

[MTPOBA 13: CIIOCOBHOCTDH BCTATH B YIIOP HA MTPAMBIE PYKHU

HcxonHoe nonoxkeHue: Jeka Ha KUBOTE, PYKH BIOJb TYJIOBHINA (Ta3 MPMKAT K MOIY)

MHCcTpyKIus: Thl MOXKEIIb ITOAHATHCS HA BBIIPSAMIICHHBIX PyKax U yJIEp>KUBaTh 103y, IIOKA 51 CYUTAIO J10

3?
AKTHBHOCTE 2 1 0
CriocobHocTh BcTath B | CrtocOOEH MPHHATH Crioco0eH yiep:kuBath
YIIOp Ha MNPsIMBIC PyKH | YIIOP Ha IpsIMBIE PYKH | YIIOp Ha IIPSIMBIE PYKU B Hessimonaumo
C IOJIHATOM I'OJIOBOM U | TeUEHME cUeTa JI0 3, eClIn
YAEPKUBATH €My OpUaaTh JAHHOE
MOJIOXKEHHE, ITOKa IIOJIOXKECHUE
Bpad CYHUTAET /0 3

[NTPOBA 14: CIIOCOBHOCTbD CECTbB U3 I[TOJIOKEHW A JIEXA

HcxonHoe monoxenue

Jlexxa Ha CIIMHE, PYKH BAOJIb TYJIOBHIIIA

WncTpykius

TBI MOXKEIIIb CECTh U3 IOJIOKCHUS JICXKa, HC NEPEBOpaYnBasCh Ha JKHBOT?

AKTUBHOCTH
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CriocoOHOCTE CECTH U3
IIOJIOXKEHUA JIeKa

Crioco0eH cecTb
4yepes MOJIOKEHNE
nexa Ha OOKy

IlepeBopaunBaeTcs Ha
KUBOT WJIX JIUIIOM K TIOJTY

Hesrpmomaumo

ITPOBA 15: CIIOCOBHOCTb BCTATb HA YETBEPEHBKU

Hcxonnoe Jlexxa Ha )KUBOTE, pyKH B CPEHEM IMOJI0KEHUH UIIH BJIOJIb TYJIOBHIIA
MIOJIOKEHUE
WHcTpykuust ThI MOKelIb BCTaTh Ha YETBEPEHBKU C MOJHATON TOJOBOM U yAEPKUBATh 3TO
IOJIOXKEHUE, TI0KA 5 CUMTaIo a0 37
AKTHBHOCTb 2 1 0
IHompo6Hoe ommcannu | CriocoOeH BcTaTh Ha Ecau npugate nanueHTy Hespinmonuumo

YETBEPEHBKU. Y IEPK
MBaeT TOJIOBY
MOAHATON, TOKa Bpay
CUMTaET 110 3

MOJIO’KEHUE Ha YeTBEPEHbKAX,
yAEP>KUBAET €ro, IOKa Bpay
CYHUTAET 10 3

[Tpo6a 16: CIIOCOBHOCTH ITOJI3ATh

HUcxonHoe nmonoxxkeHnue

Ha yeTBepenbkax

WNuctpykius Tsl MOXenIb mpornon3Ty Brepen? [1o3a Ha YeTBepeHbKax O3HAYAET OTMOPY Ha
PYKH U KojieHU. LUK IB>KEHUSI O3HAYAET MEPEIBUHYTh OJIHY PYKY, OJIHY
HOTY, OJIHY PYKY W OJTHY HOTY.

AKTHUBHOCTB 2 1 0

[MonpoGHoe onucanue | CriocoOeH MON3TH JlemaeT TOIBKO OTUH UK Hesrimomanmo

OLIEHKH

Briepen. Jlenaer aBa u
Oornee 1UKIa
JBHUKEHUN PYK U HOT

JBW)KEHUH PYK M HOT

[Ipo6a 17: CIIOCOBHOCTD IIOAHATE 'OJIOBY, JIEXXA HA CITMHE

HcxonHoe monoxenue

Jlexxa Ha crivHE ¢ pyKaMH, CKpEILEHHBIMH Ha TPYIH

Wuctpykuus ThI MOKEIIb MTOIHATH TOJIOBY. YTOOBI IOCMOTPETH Ha MAaJbIlbl HOT, U
YAEPKUBATD €€, OCTABIIAS PYKH CKPEIICHHBIMU, TIOKA 51 CUUTal0 110 37
AKTHBHOCTH 2 1 0
Croco6HOCTE TTONHATH | B mosoxennn jexa lNonoBa moHUMaeTcs uepes Hesbimonnumo

T'OJIOBY, JIC)Ka Ha CIIMHE

Ha CIIMHC I'0JIOBa
JOJIDKHa OBITh moaHsATa

HaKJIOH BOOK uiau 0e3
crubaHus meu. Y IepKuBact
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1O CpeHeN JTUHUU
TYJIOBHIIA.

Y nepxuBaet
MOJIOXKEHUE, TOKA
Bpady CUMTACT 10 3

[IOJIOJKEHHUE, ITOKa Bpay
CUMTAET 110 3

Ipo6a 18: CTIOCOBHOCTbH CTOATH C ITOJUIEPXKKOM

HUcxonHoe nmonoxkenue

Ctos ¢ moaIepKKOH, TTPH HEOOXOAMMOCTH Ha TBEPIOH IOBEPXHOCTH

HNuctpykuus

TBI MOKELIb CTOSATH, UCIIOJIB3YSI ONHY PYKY AJISl OLIOPBI, ITOKA S CUUTAI0 10 3

AKTHUBHOCTH

2

1

0

CrocoOHOCTb CTOATH
C MOAAECPIKKOMN

Mo3KeT CTOSTB,
HCIIOIB3YS OOHY PYKY
IUTS OTIOPBI, TIOKa Bpad
CUMTaET J0 3

MokeT cTosITh C
MHHUMAaJIbHOU MOAACPKKOMN
TyJOBHINA (HE HA YPOBHE
Oenep), MOKa Bpad CUATAET
1o 3

Mo3keT CTOSTh,
HCIIOJIb3Ys OHY
PYKY JUISL OTIOPHI,
MOKa Bpay CYUTACT
110 3, OgHAKO
TpedyeTcs
JIOTIOJTHUTENHHAS
MOJIePIKKA Ha
YPOBHE KOJIeH /
oenep. Mnu e
CIT0COOEH CTOSTh

Tpo6a 19: CTOCOBHOCTD CTOSITh BE3 ITOIEPKKU

I/ICXO,I[HOC ITOJIOKCHHUEC

Cros1, Ipy HEOOXOTUMOCTH - C MOJIEP’KKON Ha TBEPIOH MOBEPXHOCTH

HNuctpykuus

TwI MOKEIIb CTOSTH O€3 TOAIEPIKKH, TIOKA S CYUTaro 10 37

AKTHUBHOCTH

0

CriocoOHOCTh CTOATh
0e3 Mo IePIKKH

MOoOXeT CTOATh
CaMOCTOSITEIILHO
JIOJIBIIIE, YEeM TIOKa
Bpad CYHUTAET /0 3

MoxeT cToaTh
CaMOCTOSITEJIbHO TOKa Bpay
CUHMTAET JI0 3

MoxeT cTosTh
TOJIBKO
KpaTKOBPEMEHHO
(Menee, 4eM TIOKa
Bpay cyuTaeT 1o 3).
Wnu He cnocoben
CTOSITh

[Ipo6a 20: CIIOCOBHOCTb XOANUTb

HUcxonHoe nonoxeHnue

Ctos Ha TBEpI0i MOBEPXHOCTH

WncTpykius

TBl MOXKEIIb XOANUTH 0€3 ITOCTOPOHHEH MOMOIIH U 0€3 TOMOIIH
BCIIOMOTaTEJIbHbBIX YCTPOUCTB?
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AKTHBHOCTB

CrocoOHOCTE XOIHUTh

CrocobeH crenarhb
Ooitee 4 maros 0e3
IMOCTOPOHHEN TOMOIIM

CriocobeH crenath oT 2 10
4 mraroB 6€3 TOCTOPOHHEH
TTOMOIIIH

Hesrpmomaumo

IIpo6a 21: CIIOCOBHOCTB COT'HYTb ITPABYIO HOI'Y B BEJIPE U3 ITOJIOJKEHMA JIEXKA HA

CIIMHE

HUcxonHoe nmonoxkenue

Jlexka Ha cimHE ¢ MAaKCUMAJIBHO BO3MOIKHO BBITAHYTBIMH HOTaMHU

WHcTpykuus Thl MOXEIIb MOAHATH OPaBOE KOJNEHO K rpyAu? IlaneHT He JOJKEH NOMOraTh
cebe pykamu
AKTHBHOCTH 2 1 0

CriocoOHOCTh COTHYTh
MpaBylo HOTY B Oespe
U3 MOJIOKEHUS JIeXka Ha
CIIMHEC

Yactuunoe crubaHue JIEBOU Hesrimomuumo
HorH B 6enpe (6onee 10% B
Juara3oHe JBKESHUM B

CyCTaBe)

JocturayTo noyHoe
crubanue 6enpa

[Ipo6a 22: CIIOCOBHOCTBb COTHYTbh JIEBYIO HOT'Y B BEJIPE 13 ITOJIOXXEHU A JIEXKA HA

CIIMHE
Hcxonnoe Jlexxa Ha cIIMHE ¢ MAKCHMAJIBHO BO3MOXHO BBITSHYTBIMH HOTaMHU
HIOJIOKEHUE
WNHceTpyKkius ThI MOKEIIb MOIHATH MPaBOE KOJIEHO K rpyau? [lanuenT He TomKeH momMoraTh
cebe pykamu
AKTUBHOCTD 2 1 0

CriocoOHOCTh COTHYTh
JICBYIO HOT'Y B Oejipe u3
TMIOJIOKEHHMS JIe)Ka Ha
CIIUHE

YactuyHoe crubaHue JIEBOU Hesrimosiaumo
Horu B Oepe (Oosee 10% B
JIuara3oHe OBIDKEHUH B

cycraBe)

HocturHyTo noyiHoe
crubanue Oejpa

IIpo6a 23: CLIOCOBHOCTbD ITEPEUTU 13 ITOJIOXEHMS CTOS HA KOJIEHSX B
[NOJIO’KEHUE CTOA HA IIPABOM KOJIEHE

Hcxonnoe CT0s Ha KOJIEHAX
MHOJIOKEHUE
Huctpykuus TsI MOXKENIb MOTHATH JIEBYIO HOTY TaK, YTOOBI JIeBast CTOIIA CTOsIa HA TIOY,

0e3 TOMOIIM PYK M CTOSITH B TAKOM ITOJIOKEHUH, TTOKA s cuuTaro 10 107
JlaHHBIN 37IEMEHT MOKET MOTPEeOOBATh HECKOIBKO «IPOOHBIX MOTBITOKY,
YTOOBI ONPENENNTh, NOTPEOYEeTCA TN MAUEHTY KYIIETKA JUISl OJICPKKH.
ITonoxeHnue cTost Ha OHOM KOJICHE IIOIpa3yMeBaeT, YTO BEC TeJla IPUXOUTCA
Ha OIHO KOJIEHO, a IPOTHUBOIIOJIOKHAS! CTOIIA U SATOIULIBI HE COIIPUKACAIOTCS C
rojeHsto. B mo3e cTos Ha MpaBoM KOJIEHE BEC pacpeAeIsIeTCs MEX Y MPaBbIM
KOJICHOM U J1€BOI1 cTomoi. OTKIOHEHHUS Tejla OT BEPTUKAIN HE UMEIOT
3HA4YEHUs
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AKTHUBHOCTH

Crioco6HOCTB
MEePEUTH U3 TTOJIOKESHUS
CTOSI Ha KOJICHSIX B
MOJIOKEHUE CTOS Ha
MIPaBOM KOJIEHE

Pyku
HCHOJb30BAIUCH NIPH
CMEHE T0JIOKEHUS, He
HCIIONIB3YET PYKH
[10CJI€ MIPUHSTHS O3B
CTOs1 Ha OJJHOM KOJIEHE

VY iepKuBaeT MoJI0KEHHE Ha
OJTHOM KOJICHE C TIOMOIIIHI0

pyK

Hesrpmomaumo

Ipo6a 24: CLIOCOBHOCTH ITEPEWTU 13 ITOJIOXKEHUS CTOS HA KOJIEHSX B
[TOJIOKEHUE CTOA HA JIEBOM KOJIEHE

Hcxonnoe CT0s Ha KOJNEHsIX
MOJIOXKEHUE
WHcTpyKuust Tsl cMO’KeIIb TOAHATH MPABYIO HOTY TakK, YTOOBI ITpaBasi CTONA CTOSUIA Ha
oiry 6€3 TOMOIIX PYK U CTOSITh B TAKOM TOJOKESHHH, TTI0Ka 5 cunTaro g0 10?
AKTHBHOCTH 2 1 0
CriocoGHOCTB Pyku VY nepxxupaet nonoxeHue Ha |  HeBbimoiHUMO

MEPEUTH U3 TTOJIOKEHUS
CTOS Ha KOJICHSIX B
MIOJIOKEHUE CTOS Ha
JIEBOM KOJIEHE

HCIIOJIb30BAIMCH MTPH
CMEHe TOJIOKEHUS, He
HCHONB3YET PYKU

[OCJIe MPUHSTHS O3B
CTOs1 Ha OJJHOM KOJIEHE

OJIHOM KOJICHE C TIOMOIIBIO
PyK

IIpo6a 25: CIIOCOBHOCTb BCTATbD U3 TIOJIOXKEHNS CTOS HA KOJIEHAX, HAYMHAS C
JIEBOM HOI'1 (HEPE3 ITOJIOXKEHHME CTOS HA TTPABOM KOJIEHE)

Ucxonnoe CTos Ha KOJIEHAX, PYKH CBOOOIHBI
MIOJIO’KEHUE

WucTpyxmms TrI MOKEIIb BCTATh M3 3TOTO MMOJIOKEHUS, HAUWHAS C JIEBOW HOTH, Oe3
oMoty pyk? MoxeT notpeboBaThcs JEMOHCTpAIKsI HEOOXOIMMO TTOCTAaBUTh
PAAOM KYIIETKY Ha CIIy4aid, eClii MalueHTy noTpeOyeTcs MoIaepKKa s
yIlepKaHNsl PAaBHOBECHS WM OIIOPHI

AKTHBHOCTb 2 1 0

CriocoGHOCTH BCTATh Crioco0eH BcTath CriocobeH nepeHecTH Bec ¢ Hespmomaanmo

13 MOJIOKEHUS CTOS Ha
KOJIEHSIX Yepe3
[IOJIOXKEHHUE CTOSI Ha
[IPaBOM KOJICHE

0e3 oMo PYK

000uX KOJIEHEH C MOMOMIBIO
nnu 6e3 MOMOIIH PYK

IpoGa 26: CIIOCOBHOCTb BCTATD U3 TIOJIOXKEHNMS CTOS HA KOJIEHAX, HAYUHAS C
IMPABOM HOI'U (HEPE3 ITIOJIOXKEHUE CTOA HA JIEBOM KOJIEHE)
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Hcxomgnoe CTos Ha KOJEHSX, PYKH CBOOOIHBI
MTOJIO’KEHUE
HNuctpykuus ThI MOXeEIITh BCTaTh M3 3TOTO MOJIOKEHUS, HAUWHAS C TIPaBOW HOTH, 0e3
moMoInIu pyk? MoseTr moTpedoBaThCs JEMOHCTPAITHS
AKTHBHOCTh 2 1 0
CrocoOHOCTB BCTATh Cnocob6eH BCTaTh Crioco0OeH ImepeHecTH BeC C Hesrimmomanmo

13 IIOJIOKCHUA CTOA Ha
KOJICHAX YCpPE3
TIOJIOKCHHE CTOSA HA
JICBOM KOJICHC

0e3 oMoy pyK

000MX KOJIEHEH C ITOMOIIBIO
nim 6e3 TOMOIIU PYK

[Tpo6a 27: CiocoGHOCTh CECTh Ha IMOJT U3 MOJIOKEHUS CTOS

Hcxonnoe Ctos Ha POBHOM TOJTY HJIA HA MaTe. J[J1s1 BBIMOTHEHUS 3TOTO AJIEMEHTA
HOJIOKEHUE MAIUEHT JOJDKEH OBITh CIIOCOOEH CTOSITH CAMOCTOSITETIHHO O€3 OMOPHI HA PYKH.
WNHceTpykius TrI MOKeIIb CeCTh Ha MOJI, KOHTPOIHUPYs cBou ABMxeHus? Ilocraparecs He

WCTIONB30BaTh pyKu CHAETH MOXKHO B JTFOOOM YIOOHOM MOJIOXKESHHH,

HaIrpuMep, ¢ BRITSIHYTHIMUA HOTaMH, C COTHYTBIMU HOTaMU, HO-TYPEIKH
AKTHUBHOCTB 2 1 0
CrocoOHOCTE CECTh CriocobeH cecTb 0€e3 Cagurcs Ha TIOJI ¢ Hesrpimomaumo

N3 IOJOKCHUA CTOA

MIOMOILH PYK WX
naJeHun

MMOMOMLIBIO PYK WJIX MTAaAaCT

ITpo6a 28: CIIOCOBHOCTD [TPUCECTD

Ucxonnoe Ctos1 Ha POBHOM II0JTy WITH Mate
MOJIOXKEHUE
WHCcTpyKIus Tw1 Mosxerib nipucects? [IpeacTaBp, 4TO ThI CAIAUIILCS HA OY€Hb HU3KUN CTYI
AKTHBHOCTH 2 1 0
CriocoOeH npucectb [Ipucenaer 6e3 [Ipucenaer Gonee uem Ha He moxer
TIOMOIIIHA PYK 10% ¢ momoIe0 pyk MIPUCECTH

Ipo6a 29: CLIOCOBHOCTb ITPHITHYTh BIIEPE/]T HA 12 JIOMMOB (30 CM)
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Ucxonnoe Crost Ha pOBHOM 10JTy. PacmonoxuTh nanueHTa cTosi B yZ100HOM IO0JI0KEHUH
MOJIOXKEHUE nepes AByMs apajuleIbHbIMU JIMHUAMY (HAHECCHHBIMU Ha MOJI HA PACCTOSIHUU
30 cm [12 mroiiMOB] ApYT OT pyra).
Wnctpykuns TBI MOXKEIIb NPBITHYTh KaK MOKHO Aajblile, OTTAIKUBAsICh 00€MMH HOT'aMH,
OT 3TOH JINHUU B CTOPOHY APYTOW JTHHHAN?
AKTUBHOCTb 2 1 0
Cnoco6HOCTH [Ipwraer e IIpeiraer Ha paccrosHUE 2— He crmocoben

NpBITHYTH Briepea Ha 30
cM

MECHBIIIEC, YeM Ha 12
morMoB (30 cM),
OTTAJIKUBASICh IBYMS
HOTaMU
OJTHOBPEMEHHO

11 mroiimoB (5— 28 cm),

OTTAJIKUBAaAChH ABYMs HOT'aMH

OJHOBPEMEHHO

MPBITHYTH,
OTTAJIKUBAsICh IBYMS
HOTaMH
OJITHOBPEMEHHO

ITpo6a 30: : CIIOCOBHOCTB ITOJHATHCA 11O JIECTHULE C [IEPUJIAMU HA 4 CTYIIEHBKU

Ucxonnoe CT04 y OCHOBaHUS JECTHULIBI
MIOJIO’KEHUE
WHcTpykuus Th1 MOXeIb NOAHATECS 1O JecTHULE? Thl MOXKEIIb ONEPEThCS HA MEPUIIA C
OJHOU CTOPOHBI
AKTHBHOCTH 2 1 0
Cr1ocoOHOCTD Ilognumaercsa Ha 4 [Togaumaercs Ha 2—4 He moxer

MTOTHATHCS TIO
JIECTHHUIIE C NIEPUIaAMU
Ha 4 cTyneHbKHI

CTYIIEHBKU C
MIEPUIIAMH,
[I0OYEPEAHO
IIEpECTABIISAS HOTU

CTYIEHbKH JIFOOBIM
CIocoOoM, JIepiKach 3a
TepuIIa C OJTHOU CTOPOHBI

MOIHATHCS Ha 2
CTYTIEHBKH, JAePiKACh
3a Mepuiia ¢ OJTHOM
CTOPOHBI

ITpo6a 31: CIIOCOBHOCTD CITYCTUTHCA 110 JIECTHULE C ITEPUJIAMU HA 4 CTYIIEHBKHA

Hcxonnoe TBI MOKEIIb CITyCTUTHCS 110 JiecTHUIIE? ThI MOXKEIIb ONEPETHCS HA TIEpUIIA C
IOJIO’KEHUE OJTHOM CTOPOHBI
WHcTpykuus ThI MOKEIIb CITyCTUTHCS 1O JIeCTHUIIE? ThI MOXKEIIb OMEPETHCS HA TIEPUIIA C
OJTHOM CTOPOHBI
AKTHBHOCTb 2 1 0
CriocobHOCTh Cnycxkaetcs Ha 4 Cnyckaercst Ha 2—4 He criocoben

CIIyCTUTBCS 110
JIECTHHUIIE C NIEPUIaMU
Ha 4 CTYNIEHbKH

CTYIICHBKH, JCPKaACh
3a TepuIa,
MO0YEPETHO
MEPECTaBIIAST HOTH

CTYTICHBKH JTIO0BIM
crocoOoM, epkach 3a
Mepuiia ¢ OTHON CTOPOHBI

CITyCTHTHCS Ha 2
CTYTIEHBKH, JePKach
3a mepuia ¢ OAHOU
CTOPOHBI
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[Ipo6a 32: CIIOCOBHOCTD [IOJHATHCA HA 4 CTYIIEHU BE3 [IOMOIIU PYK

HcxomgHoe CT0s1 y OCHOBaHHH JIECTHUIIBI
MTOJIO’KEHUE
HNuctpykuus ThI MOXeITs MOTHATECS 110 JecTHUIE? IlocTapaiics He onmMpaThCs Ha Iepuia
AKTHBHOCTb 2 1 0
CniocoOHOCTH [TogammaeTtcs Ha 4 ITogaumaeTcs Ha 2—4 He mMoxeTt

IIOAHSATHCA I10
JIECTHUIIE O€3 ITOMOILLH

pyK

CTYICHbKH 0€3
MIOMOIIIHX PYK,
MOOYEPeTHO
MEePECTaBIIsS HOTU

CTYIEHBKH JIIOOBIM CTIOCOO0M

0e3 MoMOIIH PYK

MOIHATHCS Ha 2
CTYNEeHbKH 0e3
MTOMOIIIH PYK

[Mpo6a 33: CIIOCOBHOCTD CITYCTUTHCA HA 4 CTYIIEHU BE3 ITOMOILUN PYK

HcxonHoe Cros HaBepXy JIECTHUIIBI
TOJIO’KEHUE
NHceTpyKkius Tr1 Moemb crrycTuThes 1o JiectHune? [locrapaiics He onmupaThCs Ha epuia
AKTUBHOCTb 2 1 0
CriocobHOCTh Cnyckaercs Ha 4 Cmyckaercst Ha 2—4 He moxert

CIIyCTUTHCS Ha 4
CTYIIEHbKU 0€3 IOMOIIH

PyK

CTyIIEeHbKHU 0€e3
MTOMOIIA PYK,
OOYEpeTHO
nepecTaBIsisi HOTH

CTYTIEHBKH JTFOOBIM CITIOCOOOM

0e3 MoMoIIH PyK

CIIyCTUTHCS HA 2
CTYNeHbKH 0e3
MOMOIIA PYK

TECT OIIEHKH ®YHKIIMOHAJIbHOM AKTUBHOCTH CEBEPHAS 3BE3JIA
Ha3zBanue Ha pycckoM si3bpike: Cructema aMOyJIaTOPHOM OLIEHKH (QYHKIIMOHAIBHON aKTHBHOCTH

Ceeprast 3Be31a

OpwurunansHoe Ha3zBanue: North Star Ambulatory Assessment, NSAA

OuenuBaemoe

Yka3zanue ajs HUcxoaHoe
nmanuenTa M0JIOKEeHH /oMU caHne
yhpasKkHeHu st

KommenTapuu

1. ITomoxxeHue
cTOsA

Bcrans npsamo,
HE JBUTaKcs U
OCTaBaiics B 3TOM
MOJIOKEHUHU KaK
MOJKHO JIOJIBIIIC

Horwu Ha paccrosiHum He Oonee

10 cM, maTku Ha oy (1o
BO3MOKHOCTH).

Pyxu Bons koprnyca. HE
HaJIeBaTh 00YBb.

Ouenke 2 6anna
COOTBETCTBYET YACPKUBAHHE
IOJIOKEHHS B TEUEHHUE 3
CEeKYH[ (MUHUMYM).
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2. Xonsba

IIpotiau ot
TOYKH A [0
touku b (ykazaTth
HAayYalbHYIO U

He naneBaTs 00yBb MIIH HOCKH.

Habmronaiite 3a xonp00ii B
CaruTTAILHON U KOPOHApHOMU
IJIOCKOCTH B TEYEHUE KaK

Ecnu nanueHT 00bIYHO
XOIUT Ha IBIITOYKAX, HO
WHOT/a CTAHOBUTCS Ha CTOITY
MM MOXET BCTAaTh Ha Hee,

KOHEYHYIO MuHUMYM 10 1I1aroB. KOT/1a BBl 00 3TOM IPOCHTE,
TOUKY) omeHka - 1 6amn. PacctosHue
JOJDKHO OBITH JOCTaTOYHBIM,
4TOOBI HAOMIOAATH " OOBIYHYIO
MOXOJKY" TaHHOTO MalKeHTa.
3. [lomwsem co Moxemb Hcxomnoe nonoxenne: oempa Hcnons3yiiTe cTyn no pocty

CTyna

BCTaTh CO CTyJa,
CKpECTUB pyKu?

M KOJICHU COTHYTBI O MIPSMBIM
YIJIOM, CTOIIBI Ha MOJIY WUJIU
ONUPAIOTCS HA CTYNEHBKY.

pebenka (6e3 moIIOKOTHHKOB)
WM PEryJIMPyeMYIO 110 BBICOTE
onopy. MoXHO Takxke
MOCTaBUTh IO HOTH
CTYICHBKY I JOCTUKCHUA
MPaBUIBHOTO UCXOTHOTO
nonoxeHus. Ecnu pyku
CKpELIeHbI Ha MPOTSHKEHUH
BCETO YIpPaKHEHHS, OL[CHKA - 2
Oaia.

4,5. Mosxenib Onenke 2 Gamna Jlydiie BHIMONHATH Ha MOy,
ITonoxxeHue cTos | ITOCTOATH HA COOTBETCTBYET yJIEP>KUBAaHUE a HE Ha KOBPHKE
Ha OJTHOM HOTe MIpaBoi/JIeBON MIOJIOXKEHUS B TEUCHHE 3 CEKYH]I
(npaBas + neBasi) | Hore Kak MokHO | (MuHuMyMm). HE HaneBats
nonpe? 00yBb.
6, 7. llogpbeMm HA | Moskelb BceTaTh 1u110M K CTyIIEHbKE MoO3KHO UCIIONB30BaTEL B

CTYIICHBKY C
TIpaBoH (JIEBO)
HOTH

MOJHSTHCS Ha
CTYIIEHBKY C
TIpaBoH (JIEBOI)
Horu?

BBEICOTOH 15 cM.

TTOMOIIb MTAITUEHTY
PETYIHUPYEMYIO 110 BBICOTE
onopy. IIpu ee oTcyTcTBUM
Bpad MOKET IIOMOYb TAIIUEHTY
OJHOU PYKOM.

8, 9. Cyck co
CTYIICHBKH C
TIpaBoi/IeBON
HOTH

Moxenb
CITYCTHTBCSI CO
CTYIEHBKH C
NpaBoOii/JIeBON
HOTH?

Bcratb Ha cTyneHbKY,
MIOBEPHYTHCA BIEPE].

Bricota ctynenbku - 15 cm.

MO’KHO HCITONIE30BaTh B
IIOMOILIb ITAIIUEHTY
PETYIHPYEMYIO 110 BBICOTE
onopy. [Ipu ee orcyTcTBUM
Bpad MOXKET IOMOYb MAITUCHTY
OJIHOM PYKOM.
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10. Ilepexon B
MOJIOKEHUE CHUJIS

Mokems cecTb
U3 MOJIOKEHUS
jexa?

HcxomHOe TTOJTOKEHHE - IekKa
Ha crninHe (Ha koBpHKe). He
MOAKJIAABIBATE MO/ TOJIOBY
MTOAYIIIKY.

Ecnmm nmamueHnTt
MePEBOPAYNBACTCS HA )KUBOT
WJIM TIOBOPAYMBACTCS K TIOTY,
4TOOBI CECTh, ITOCTABLTE |
OaJI.

ens - yaepxupatb
IIOJIO)KCHHUE CHJIS B TCUCHUC
MIPOIOJDKATEIHFHOTO BPEMEHH.

11. ITompeMm ¢
rmoJia

Mosxetib
BCTaTh C TOJIa
KaK MOKHO
owicTpee (U3
TIOJIO’KEHUS JIeKa

HUcxogHoe nmonokeHue: nexa
Ha CTMHE, PyKH BAOJIb KOPITyCa,
HOI' BI)IHpﬂMJ'IeHLI.

He ucnonb3oBath noaymiky.

IToctaBeTe 1 Gamna, ecau
pebEeHOK CTOUT Oe3 OTophI Ha
MeOeIb, HO HaOII01aeTCs
Kakas-1100 yacTh MaHEBpa
T'osepca.

Ha CrIMHE)? [Tonpocure BEIMOIHATE
yhnpakHeHHe cHavyamna 6e3
OTIOpHI HA MEOETIb.
12. IlonpeM Moxenb W3 nonoxeHus nexa Ha crimHe, | [Tonpocute nanueHTa
T'OJIOBBI MOJHATH F'OJIOBY | pYKH CKpPELIEHBI Ha TPYIHU. CKPECTUTHL PYKH Ha IpyAH IIpU

U IIOCMOTPETH Ha
HaJIbIbl HOT,
CKPECTHB PYKU
Ha Tpyau?

HE ucnonb30BaTh NOIYIIKH.

BBITIOJIHEHUH YIIPAXKHEHHS:
TaK OH HE CMOXKET TOMOTaTh
cebe pykamu. Taxoke
MONPOCHUTE MAI[HEeHTa
MOCMOTPETH Ha MAJIbI[BI HOT,
9T0OBI yOSUTHCS B TOM, UTO
nrest crudaeTcst.

[Tpu 3TOM 110I60POIOK
JIOJDKEH JIBUTATHCS K TPY/IH.

13. ITomoxxenue
CTOMA Ha ITATKaxX

Moxemn
IIOCTOATH Ha
mATKax?

Cros Ha nony. be3 00yBu.

UTOoOBI NOJTYYHUTh OLICHKY 2
Oamta, HE0OX0 MO
OJTHOBPEMEHHO BCTaTh Ha 00¢
Tk, OOpaTuTe BHUMaHKe
Ha Hayiuuue uaBepcuu. Eciu
OTMEYaeTCs CyIIECTBCHHAS
WHBEPCHS, HO TUTFOCHBI
MIPUTIOTHATEI, OIleHKa - 1 GaJw.

Ecnu otMeuaeTcs uHBepcus,
a JlaTepajbHasi FPaHHUIla CTOIIBI
HaXOJWTCS Ha MOy, OI[CHKA -
0 6ammoB.

14. TIpeiKox

Kaxk BBICOKO TEI
MOJKEIIIb
MPBITHYTH?

Cros Ha moJjry, CTOIIbl HEMHOT'O
PpacCTaBJICHBI.

Tpebyetcs nBUXKEHUE BBEPX,
a He Brepen. Jlomyctumo
HeOOJIbIIOE ABMKEHHE BIEPE].
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15, 16. Mooxens HcxomHoe MMOJI0KEHNE: Jns orienku 2 Gannia HyXeH
[Tpenkok Ha MOJIPBITHYTh HA CTOSI Ha TI0JTy Ha MPaBOiA 3aMETHBIN OTPBIB OT IOJIA.

OJIHOH HOTE npaBoii (J1€BOi) | (neBoii) Hore. bes 00yBH.
(TrpaBoii u J1eBoit) | HOTE?

17. Ber (10 m) Hoberu kak IIpsmas 10-meTpoBas nopoxka | "Iloxonka JlromenHa" - He
MOJKHO ObICTpee | B THXOM MECTE C Pa3METKOH, WUCTHHHBIN Oer (BeposITHO, C
I0... (YKaxxuTe TTOHATHOM VIS TIAITUeHTA. JIBOMHOM (ha30¥ MOIIEPIKKH),
MECTO) Hcnonb3yitTe cekyHoMep. HO [OH] UHTEHCUBHEE, YEM
Ob6ecneubTe 6€30MaCHOCTH xoab6a. OObIYHO
narnuenTa. [laruenTta npocst XapaKTepU3yeTcsl Ype3MEPHBIM
OexaTh "Kak MOXKHO ObIcTpee", | HCIIONIb30BaHUEM PYK,
HO CKOpPOCTB OH BBHIOMpPAET caM. | IOBOPOTOM TYJIOBHILA,
3HAYUTEITHHBIM
pacKkayrBaHUEM.

Her peanbHoro
"oTTajgkuBanusa".

Kitou (uatepnperanus): NSAA npeacraBiseT co0oi MIKaLy, COCTOALTYO u3 17
MYHKTOB, KOTOPAast CIY>KUT JIJIs1 OLICHKU (DYHKIIMOHAJIBHBIX BO3MOXKHOCTEH naruenTa: 0
(HeciocoOeH), 1 (BBIMOIHSACT CAMOCTOSITEIIBHO, HO ¢ MOAU(HUKAIUAMHU), 2 (BBITTOIHIET 0€3
KOMIICHCAIIHH ).

[Tosicuenus:

- BBITIOJIHATH TECTHI B MOJIOKEHUH CTOS MTPU HAJIMYUU TPABM HUKHUX KOHEUHOCTEH.
OaHako ManKueHTa MOKHO MOMPOCUTD BBIITOJIHUTH IOIBEMBI T'OJIOBBI U IIEPEXO B CHISIUEE
MOJIOKEHHUE, €CJI OH CITOCO0eH 3To caenarh. ClenyeT yka3biBaTh "KOMMeHTapun'" B paboueit
Ta0IHIE;

- PEKOMEH1yeTCsI BHITOJIHATH TeCThl NSAA B IpeyI0KEHHOM HOopsaKe (TpUM.:
HACTOALIUHN MOPSI0K 3a/laHui ObUT U3MEHEH i IpoBeeHus Oosee 3 HEeKTUBHOMN OLIEHKH U
OTJINYAETCS OT MOCIEA0BATEIIbHOCTH UCCIIE0OBAHU, HCTIOIB3YEMOM B TIPEABIIYIINX BEPCHUSIX);

- HE ucnonp30BatTh MaThl;

- oOpartiaeM Bailie BHUMaHUE, YTO BpEMs B CEKYHJIaX OKPYIJISIETCS 10 OJIMKaMIIero
3HAUEHUS JAECATHIX CEKYHbI BO BCEX 3aJaHMIX Ha BpeMs (K MpUMepY, MOABEM C Moja Ui oer
Ha 10 m);

- BBITIOJIHEHUE YIIPAKHEHUH OLIEHUBAETCS CIIEIYIOIUM 00pa3oMm:

2 = "HopmanbH0" - 63 OTKIOHEHHHA

1 = C HeGonpuuMu MOAUGPUKAIIMIMU, HO TTAIIMEHT BHITIOTHSET 3aaHue 0e3
JIOTTOJTHUTEIIbHOW MOMOILN

0 = He MoeT BBINIOJIHUTD 33JaHUE CAMOCTOSTEIbHO;

- €CIIM, TI0 BAaIlIEeMy MHEHHIO, TAIUEHT MOXKET MOTYIUTh 00JIee BEICOKYIO OIICHKY,
KOTOpasi ObLTa HUKE U3-32 HEBBITIOIHEHUS KaKUX-JIM0O0 YCIOBUI HIIM HETOCTATOYHOTO
MMOHUMAaHUS 3a/IaHHSI, TIOMPOCUTE €T0 TIOBTOPUTH YIIPAXXHEHNE U TTOBTOPHO OIICHUTE €TO
BBITIOJIHEHHE.

- Ecniu BBI HE yBEepEHBI, MOKHO JIM OIIEHUTD BBHITIOJTHEHHUE 3aJJaHUS BHIIIE, CTAaBHTE 3a HETO
HUKHIOIO OLICHKY.

ITonroroBka.

- otMepbTe 10 METPOB B JJIMHHOM TUXOM KOPUJOPE MU TOMEIIEHUU. Y KQXKUTE TUHUIO
¢uHuma Ha otMeTke 11 MeTpoB, 4TOOBI MAIMEHT TOYHO TTpodexan yepe3 oTMeTKy 10 MeTposB, a
HE 3aMeTnIICs nepea pUHUIIEM;

- obecneubTe YUCTOE MPOCTPAHCTBO HA TOJTY IUIoMmaapio 3 * 3,5 M, moctaTodyHoe aJist
BBITNIOJIHEHMS IPYTUX 33aJaHui (HalpuMep, OABEM C 10JIa).
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