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Cnmcok cokpameHui
AJIT — anannHaMuHOTpaHChepasa;
ACT — acriapraTamMmuHOTpaHcdepasa;
BIIITH — 6oxe3us [ToMie ¢ o3aHAM HAYaIOM;
BII — 6one3un [Tomre;
JIBH - nu3ocoMHBIE 00JIE3HH HAKOILJICHHS,
KATI — xucnas anbga-TiIroKo3u1asa;
KT — xommnbrotrepHas Tomorpagus,
K®K - kpearnrdochoknnasa;
MBII - mnanendeckas popma 6onesnu [Tomme;
MPT — mMarHuTHO-pe30HaHCHas: TOMOrpadus;
V31 — ynbTpa3ByKOBOE HCCIICIOBAHNUE;
O3T — pepmenTHas 3aMeCTUTENbHAS TEPAITUS;
OKT — snexrpokapauorpadus;
OHMI — snektponeripomuorpadus;

9x0-KI" — sxokapauorpadus;



TepMuHbI U onpeaeIeHUs
(DepMCHTHaH 3aMCCTHUTCIIbHAA TEpalusd — JICYHCHUE, 3aKIHYarIecCsa BO BBCACHHUU
npenapara (peKOMOMHAHTHOrO (epMeHTa) mMmalueHTaM ¢ HaCJICICTBEHHBIM HapyIIeHUEM
MeTaboIu3Ma.
JInzocomuble 0O0ME3HM HAKOIUIEHHUS — rpynia HACJICACTBECHHBIX MOHOI'CHHBIX

3a00JIeBaHUM, CBSI3aHHBIX C HApyIIeHUEM (YHKIIH JTU30COM



1. KpaTkas nagopManus no 3a00J1eBAHNI0 UM COCTOSTHMIO (rpynime

3a00J1eBaHUIl UM COCTOSIHUIA)

1.1 Onpenejaenue 3a00JeBaHUSA MM COCTOAHNSA (rpynnbl 3200JeBAHUI WM

COCTOSIHMA)

I'muxorenos II Tuna, nmu 6one3ns [Tomne (BIT), oTHOCHTCS K peaKuM HACIEeICTBEHHBIM

oonesnsm HakormieHus (OMIM # 232300), cBszaHHBIM ¢ AepUIIUTOM (QepMEeHTa KHUCIOU
ManbTa3el (kucnmoil amb(da-rmoko3uaasel, KAL) B mm3ocomax. [IpemmyrecTBeHHOE
HAKOIUIEHHE TJMKOI€HAa OTMEYEHO B CKEJIETHBIX MbILIIAX, HO B Pa3HOM CTENEHU MOXKET
oOHapyXHBaTbCsl W B JAPYTUX OpraHax M TKaHAX, BKIIOYas CEPACYHYIO MBIIIIY, [E€UYEHb,
HEPBHYIO CUCTEMY, INIaJIKyI0 MYCKYJIaTypy W T.I. B murepaType MCHONB3YIOTCS CIEAYIOLIUE
obmenpunsaTeie cMHOHUMBI BI1: 6one3np Hakomnenus riukorena Il tuna (GSD-II); nedummr

kucion ManbTaszsl (AMD); rmukorenos Il tuma [1].

1.2 ITHOJOIrUS ¥ NaToreHes 3a00JeBaHus WJIH COCTOSTHMSA (rpynnbl 3a001eBaHAi

MJIM COCTOSTHMIA)

BI1 o0ycrnoBieHa HEAOCTATOYHOCTHIO (hepMeHTa Kucioil anbda-riokozunassl (KAT),
KOTOpBIM OTHOCHUTCSI K TpyIIe JIU30COMHBbIX ruaponas. I'en GAA, xoaupyromuit KAT,
JIOKAJIM30BaH Ha JUIMHHOM Tuiede 17 xpomocomsl (17q25.2-q25.3), cocrout u3 20 3K30HOB U
umeet pazmep okoio 20 000 map HykiaeoTunoB. Mnentuduuuporano 6oiee 580 myrauuii rena
U WX 9YHUCIO TOCTOSHHO pacteT [2]. Xors Hekoropble Myramuu reHa GAA BcrpedaroTcs
MIPEUMYIIECTBEHHO B ONPEJECICHHON 3THUYECKOW Trpymme, aias OOJBIIMHCTBA TMOMYJISIUN
OTCYTCTBYIOT TaK Ha3bIBa€Mble «MaXOPHBIE», COCTABIIAIONINE CKOJIBKO-HHOYIb 3HAUYUMYIO
JI0JTI0 BCEX MYTaLlMi MOMYJISLKU U TIOTOMY 1iefieco00pa3Hble I TPULIETBHOTO BBISBICHHUS.

Myranuun GAA, mpuBosST K pa3HOW crenenn aedunura depMeHTa. MiameHueckas
¢opma BII (MBII) pa3zBuBaeTcs mpu 3HAYUTEIHHOM CHH)KCHUH WM TOJHOM OTCYTCTBUH
aktuBHOCTH KAI', BIl ¢ mo3guum nauyanom (BIIIIH) — mpu meHee BbIpaskeHHOM nedunute
akTuBHOCTH KAT', 00yCIIOBICHHOM «MSTKUMU» MyTaiusivu TeHa GAA [1,3,4].

OTnokeHue WM YTWIM3AalMs TJIUKOT€Ha 3aBUCAT OT MOTPEOHOCTH OpraHu3Ma B
rioKo3e. buoxuMuyeckue mpeBpalieHus TIUKOreHa B TIEUEeHU CIIOCOOCTBYIOT MOJACPKAHHUIO
HOPMAaJILHOTO YPOBHSI TJIIOKO3bI B KPOBU. B CKeJeTHBIX MBIIIIAX MPU METaboJIM3Me IIIMKOTeHa
oOpa3yercs TI0K030-6-(hocdaT ydacTBYIOIIHIA B MPOIEcCe OKUCICHUS U MPOAYKIIUN SHEPTHH,
HEOOXOIUMOM I HOpPMallbHOM paboThl MBI (€€ COKpalleHUuss U pacciaabiaeHus).
OtcyrcTBue unu 3HauuMbIil qedpunut KA npuBoAUT K MaCCUBHOMY HaKOIUJICHHIO TIMKOTEHA
B Ju30ocoMe M HapymeHuto ¢yHkuuu kietok. [Ipu BII, He3aBucuMO oT (OpMBI, IIMKOTEeH

MOKCT HAKAIUIMBATBCA  MNPAKTHYECKU B  JIIO OBIX TKaHAX, HO IpPpU I3TOM HMECTCA



MIPEUMYILECTBEHHOE CKOIUIEHUE TJINKOTE€HA B Pa3HbIX OPraHax U TKAHIX, KOTOPOE YXKE 3aBUCUT
ot (opmbr Gonesnu. Tak, npu MBIl rnuMkoreH HakarIMBaeTCsi B CKEJIETHOM MyCKylaType,
CEpJCYHON MBIIIIE, TIEUEHHU, MBIIIIAX sI3bIKa. Peke aHOMaJIbHbIE OTJI0KEHUS TJIMKOI'€HAa MOTYT
BCTPEYAThCS B MBIIIEYHOM CJIO€ COCYAMCTOW CTEHKH, ONpPENENsis pa3BUTUE AaHEBPU3M U
ManbpopMaluii, a Takke — B KJIETKaX LEHTPaJbHOU U nepudepruyeckoil HEpBHOM CHCTEMBI
[1,3,12]. ITpu BIIIIH, B otiuune ot MBI, GoJbiiie Bcero crpajaeT CKeleTHAs MYCKyIaTypa, B
TO BpEMsl, KaK IOPaKEHUE OCTAIbHBIX OPIaHOB U TKAaHEW BCTPEYAETCS 3HAUUTEIBHO PEXE U 110
TSDKECTH mopaxkeHuss He comoctaBuMo ¢ MBII [5,6]. BII xapakrepusyercs HEYKIOHHO
MIPOTrPECCUPYIOIIUM T€YEHUEM C pPa3HbIMHM BapuUaHTaMHM INporpeccupoBanus. Juarnoctuka bII,
HE3aBUCHUMO OT (OpMBI, OCHOBaHa Ha OICHKE KIMHUYECKUX CHUMIITOMOB, JaHHBIX

MHCTPYMEHTAJIbHBIX U JIAOOPATOPHBIX 00CIIEJOBAHUM.

1.3 DnuaeMuoJIorusi 3a00/1eBaHUS WM COCTOSIHMS (Trpynnbl 3a00J1€eBAHUNA WU

COCTOSTHM )

Tounas wacrora BIl HeusBectHa. [lo maHHBIM pa3HBIX aBTOPOB yacToTa OOJE€3HU, B

3aBHCUMOCTH OT CTPaHbl M OSTHUYECKOW IPHHAIICKHOCTH, BapbUPYIOT B JWAa30HE OT
1:40.000 mo 1:300.000 [7-11]. Hanpumep, B rokHoM Kutae u Ha TaiiBane yacroTa
KJIaccuueckord MiaaeHdeckor (mHpanTmibHONW) dopmbl BIT cocraBaser 1:40.000-50.000,
SBJISISICH CAMBIM YacThIM TJIMKOTeHO30M. Ilpu paccmoTpenuu naHHbIX 1o TaiiBaHIO OTAEIBHHO,
yacToTa 3aboseBaeMocT cocraBwia 1:33134 [10,11]. Ilo pe3ynabrataM CKpUHHHIA
HOBOPOXKJIEHHBIX N0 cyxoMy msATHY KpoBu (CIIK) B ABctpun wacrora BII cocraBuna 1:8.684
[9]. B Tonnanauu yacrora riaukoreHosa Il tuma y mianenies cocrasister 1:138.000, a popmbr

BI1 ¢ mo3aaum Havanom - 1:57.000 [8].

1.4 Oco0eHHOCTH KOIUPOBAHHSA 3200JI€BAHMS WJIM COCTOSHUSA (TPYIIbI

3200J1eBAHUM MJIM COCTOSHUN) 1m0 MeXIvVHAPOAHOH CTATHCTHYECKON KJjaaccHPUKAINHT

00J1e3Hel M MPo0JeM, CBA3AHHLIX CO 3I0POBLEM

Cornacho MKbB10, 3a6oneBanue otHocutcst K kiaccy [V, OonesHsIM 3HIOKpUHHON
CHCTEMBI, PAacCTPONCTBY NHUTaHWS W HapymieHHI0o oOMeHa BemectB, E74.0 - Oone3nu

HaKOIUIeHU Tinkorena (6ome3ns [lomre).

1.5 Kaaccupukanus 3a00eBaAHUS MJIH _COCTOSIHMA (TPynnbl 3200/ €eBAHUN WU

COCTOSIHM )

BIl oTHocuTCs K TIOMKOT€HO3aM - TPYIIE peIKUX HacleACTBEHHbIX Oose3Hel

HapyIICHUA MeTaboIu3Ma TJIMKOI€Ha, CBA3aHHBIX C HU3MCHCHHUCM HCCKOJBbKHX (pCpMeHTOB,

BOBJICUEHHBIX B CHHTE3 MU pacnana riIMKOrcHa. Knunnueckue mosBIIeHUS OOJIE3HH CBS3aHBEI C



MaTOJIOTUYECKUM HAKOIICHUEM TJIMKOTeHa U MPOIYyKTOB ero Meraboin3Ma B kieTkax. Ceronns
BBIJICIISIFOT BOCEMb OCHOBHBIX THIIOB INIMKOTreHO30B. BII oTHOcHTCS K rimkoreno3sy Il tuma -
IJINKOT€HO3Y, CBA3aHHOMY C HEJAOCTAaTOYHOCTHIO JIM30COMHOM 0a-1,4 TIIHOKO3MJa3bl,
MPUBOJALICH K M30BITOYHOMY HAKOILJICHUIO TJIMKOT'€HAa HOPMaJbHOM XUMUYECKON CTPYKTYpHI B
Cep/iLie, CKEJIETHBIX MBILIIAX, [IEYEHU, MO3TE.

Bcex nanuenTtoB ¢ bBII, He3aBHCMMO OT BpEMEHM Hayajaa, OTJIMYAET HEYKIOHHO
MPOTPECCUPYIONINKA XapakTep TedeHus: Ooje3Hu. [Ipogomkaronieecss OTI0KEHHE TIIMKOI€HA B
TKaHSIX-MUIICHIX HapyliaeT uX (YHKIHIO U, B KOHEYHOM HUTOTre, MPUBOJUT K HEOOPATUMBIM
CTPYKTYPHBIM H3MEHEHUsM TKaHed wu rtmbenu OompHoro bII. BII xapakrepusyercs
MOJTIMOPTaHHOM MATOJIOTHEH, HO B 3aBUCHUMOCTH OT BPEMEHHU MaHH(ecTa 4yacTOTa BOBJICUCHUS
TE€X WIM HUHBIX OPraHoB M cHCTeM Takxke Oyner pasHoil. IlombiTku kiaccu¢pukauuu BII mo
JAHHBIM JIMTEPATYPbl B 3aBUCUMOCTH OT BO3pacTa Hayajla, C BBIIECJICHHUEM MIIAJICHYECKOU
¢dbopMbl ¢ ne0I0TOM Ha MEPBOM TOAY KH3HU (C TOIpa3felieHuEeM Ha PAHHION, MO3JIHIOI
MJIaIeHIecKyro Gopmy, hopmy c/06e3 KapAMOMHUONATAU U T.IL.), NETCKYI0, FOBEHWIBHYIO W
B3pOCiyto (hOpMBbI OOJIE3HH HE HAIUTH €IUHOAYIIHOMN MOMICPKKH CIICIHATICTOB.

C yuerom eauHoro mnartoreHe3a bIl, BbIIENsAIOT TOABKO [1Ba BapuaHTa B 3aBUCHUMOCTHU OT
BpeMmenu manudecra cummromos [1,3,12]:
Muanenueckast (nHpanTmipHas) bIT (MBII) manudectupyromas B mepuo; HOBOPOKIESHHOCTH

i MiaaeHyeckom Bo3dpacte u Bl ¢ moznqaum nHauanom (BITITH).

1.6 Kiimanyeckass KapTHHA 3200J1eBAHUA WJIHA COCTOSHUSA (rpynnbl 3a00J1eBaHUI

MJIH COCTOSTHHI

Kaxxnass u3 BblaeneHHbIX (OpM HMEET CBOM OCOOEHHOCTH KIMHUKH, aJTOPUTMOB
JUAarHOCTHKYU Y TAKTUKH BEACHUS NALUEHTOB.

MBII xapakTtepusyercsi TsDKENbIM IPOTPECCHPYIOIUM TEYEHHEM U OBICTPBIM
pa3BUTHEM IOJUOPTaHHON NAaTOJIOTUM - MBIIIEYHOM THUIOTOHMU M cIabOCTH, CepAeYHOMN
HEJO0CTaTOYHOCTBIO B pe3ylbTaTe TIUNEPTPOPUUYECKON KapIAMOMHOIATHH, AbIXaTEIbHOU
HEJ0CTaTOYHOCThIO Ha (oHe cinaboctu nuadparMbl U MEXpEOEpPHBIX MBI, HApyIIEHUSIMU
nuTaHus (TPYZAHOCTH TPH BCKAapMJIMBAaHMM) U3-32 CJHA0OCTH JIMIIEBOM MYCKYNaTypel H
YBEJIMUEHUS $3bIKa, yBenudeHueM nedeHu. Cmepts npu MBIl game Bcero HacTymaer Ha
IIEPBOM TOZy )KU3HHU OT CEPACUHO-ABIXAaTEIbHON HETOCTATOYHOCTH.

BIIITH ornmuuaercs or MBIl Gonee MATKMMU KIMHUYECKUMHU TMPOSIBICHUSIMH U
TE€YEHWEM, OTCYTCTBHEM IOJMOPIaHHOM MAaTONOIMM (IIOpaX€HUE cepAlla KpalHE PENKo) U
OoJiee MO3JHUMHU OCJIOKHEHUSIMH CO CTOPOHBI JbIXaTeIbHONW CHCTEMBI B pe3ysbTare caabocTu

MBI auadparMbl U MexpeOepHOH Myckynarypbl. OOBIYHO NAaIMEHTHl MOrHOaT OT



IBIXATEIbHOM HEIOCTaTOYHOCTH U MHQEKIMOHHBIX JIETOYHBIX OCIOKHEHUM. Bpems rubenu
nauueHtoB npu BIIIIH 3aBucHT OT MOMEHTa Hadana ¥ IOCIENYIOLIErO XapakTepa TEYEHUs
00JIE3HH U MOXET HACTYIUTh B JIETCTBE, IOHOLIECKOM, B3POCIOM MJIM MPEKIOHHOM BO3pAaCTE.
bosee noapoOHO KIMHUYECKAs KAPTUHA BBIJCIEHHBIX (POPM pacCMOTpeHa HUXKE.

Knuanueckue nposiBieHus miaaeHdeckoi popmsl 6onesnu [lomme

Bo Bcex cnyuasx mpu nomo3peHuu Ha MBIl 00s3aTenbHBIM SBIASETCS YTOUHEHHE
CeMeHHOro anaMHe3a (BBISIBJICHHUE PAHHUX CMEPTEH B ceMbe, THOENH JAeTel B paHHEM JIETCKOM
BO3pAaCTe, HEOOBIYHBIX MBIIICYHbIX IPOSBIECHUH, MHONATUH), C Y4YETOM pPa3BUTHS
MIOJIMOPTaHHOM IATOJIOTMM IOKAa3aHO PpaCIIMPEHHOE JIa0OpaTOpPHOE M MHCTPYMEHTAJIbHOE
o0cieioBaHuE.

[TepBbie mpusHaku u cumnToMbl MBI nosiBisitoTest yxe Ha 2-3 mecsnax xu3Hu. [Ipu
OCMOTpE Ha MEeAMaTPUYECKOM IpHeMe oOpaljaeT BHUMAHUE MBbIIIEYHAs TUIOTOHUSA H
Iporpeccupyromias MlieyHas ciadbocTs. JInno pedeHka npuoOperaeT XxapakTepHbId BUL: pPOT
MPUOTKPBIT, MOJIOCTh PTa 3allOJHEHA YBEIWYCHHBIM s3bIKOM (y 1/3 MulazeHueB), MUMHUKa
ociabneHa. MaTh 4acTo XalyeTcss Ha TO, YTO PeOSHOK CTall IUIOXO OpaTh IPyAb U OTCTAaeT B
Bece, OBICTPO YCTAET IPU COCAHHM, IUIOXO II0TaeT. JanbHelmuit ocMOTp BBIABISET IUIOTHOCTD
MBIIIL, 0OHAPYKUBAIOTCS MIPU3HAKH JIbIXaTEIBbHON U CEpJIeUHON HEAOCTATOUHOCTH: OJIETHOCTD
KOXHM, LEHTPAJIBHBIA M AaKpPOLMAHO3, THIEPrUuapo3, CTOHYIIEE JbIXaHHWE, Y4acTHE
BCIIOMOTATENbHON MYCKYyJaTypbl B aKTe AbIXaHWs, JAepopMainus TpyJHOW KIETKH MO THUILY
«CepIIeYHOro rop6a», pacIiIupeHue TpaHull OTHOCUTENIBHOM ceplieuHOol TymnocTH, ocnabieHue
nepudepuyeckor Mysbcalliy, TrernaToMeranus, nepudepudyeckue OTeKd. AYCKYJIbTaTMBHO B
JIETKUX ECTKOE JIbIXaHUE, YacTO - IPOBOJIHBIE XPUIIbI, OCIA0JIEHHUE JbIXaHUs CJIeBa, TAXUITHOD;
TOHBI cep/la IIyXHue, CUCTOJIMYECKUH IIyM HaJl Bceil 00JIacThIO cepua, HapylleHHe pUTMa
cepauna (Taxukapnaus, Opaaukapaus, xemynoukoBass aputmus). s kimaccuyeckod MBI
XapakTEepHO pa3BUTHE aTCIIEKTA30B JIETKUX y MIIAJICHLIEB, B OCHOBHOM, - B HIJKHEW J0I€
neBoro Jjerkoro. IledyeHp yBennueHa. PEHTreHOJIOrMYECcKOe HCCIEAOBaHUE TPYIHOM KIETKH
BBIABISIET Kapauomeranuto. Ilpu OGomee moznnem nebtore MBIl - B anHamHe3e uacThie
pecrupaTopHble HHPEKIHH.

Hesponorndyeckuii ocMOTp OOHapYyKMBAET BBIPAKECHHYIO 3a/I€PKKY (PHU3HUECKOTO
pa3BUTHS B BHJE HapylIeHHUs] (OPMHUPOBAHUS MOTOPHBIX HABBIKOB: CHHKEHA CIIOHTaHHAsl U
MIPOM3BOJIbHAS JIBUraTelIbHAs aKTHBHOCTh, PEOCHOK HE JEPKUT TOJIOBY, HE IEPEBOPAUYNBAETCS
CaMOCTOSITENIbHO, He CUAUT. C1aboCTh MPOKCUMANIBHBIX MBIIII] B MOJOKEHUU JIeKa MPHUIAET
peOeHKy XapakTepHyl0 '"MO3y JATYMIKH', MPH TOMNBITKE IOAHATH €ro 3a pPyKH ToJIoBa
oTkuabIBaeTcs Hazaa. [Ipu ynepxkanuu pebeHKa HAa pyKe - TUIIMYHBIN BUA "Bsjoro pedeHka'.

Bo3smoxHa wu3bupartenbHas runepTpodus M ManbNaTOpHAas IUIOTHOCTh MBI  HHKHUX



koHeuHocTel. CyxoXuiibHbIE pedeKchl B AeOI0TE MOTYT OBITh COXPaHEHBI, HO IO Mepe
nporpeccupoBanus 3aboneBanus yracator. B Ilpunokenuu I' 1 mpenctaBieHBl OCHOBHBIE
cumnrombl  MITb [1,3,12,14]. JlocTarouHo dYacTO K ONUCAHHBIM BBIIIC HW3MCHCHHUSIM
MPUCOCAUHSIOTCS  Hecnenuduyeckue HapylleHHs B BHJIE  OOIIEro  HEJOMOTaHMS,
Pa3apaKUTEIbHOCTH peOEHKAa, MOBBIIICHHON MOTIMBOCTH, PBOTHI M 3amopoB. Penkum, HO
HacTOpa)XKMBAIOIIMM IPU3HAKOM IIOJIMOPraHHOW IMATOJIOTMM SIBISETCS CHUXKEHHE ciyxa. B
pe3yiabTaTe HapyUIeHus pe30pOIul CIMHHOMO3TOBOH JKHUIKOCTH pa3BUBAETCS TUApoLedaus.

Knuanueckue nposisnenus 6ose3nu [lomne ¢ mo3aaum Havamom (BITITH)

Munanenueckast ¢popma BII oTnnuyaeTcst OTHOCUTEIBHOM TOMOT€HHOCTHIO KITMHUYECKHUX
MPOSIBJICHUH, 4ero Helb3s cka3arh 0 BIIIIH, 4yTo cymecTBeHHO 3aTpyAHSET AUArHOCTUKY 3TOU
¢dopMmel Tiukorenosa Il tTuma. [Ipu oguHAKOBOM MaTOTeHE3e MIIAJICHUYCCKOW W MO3IHEH (opm
BIl knIMHWYECKUH CHEKTP M TSHKECTh MOPAXKEHUS PA3HBIX OPraHOB M CHCTEM 3aBUCAT OT
Bo3pacTa manueHrta. Ilocme OTHOCHTENBHO OJIaroNMoONy4HOTO pa3BUTUS peOeHKa B
miranendectse, npu Hammuuu BIIITH, 3a0oneBanme Moxer MaHHU(ECTHpPOBATH B JTHOOOM
Bo3pacte. HezaBucumo ot Bpemenu Hauana BIIIIH, y nereil mnm B3pocibix, 3a0osieBaHue
HOCUT HEYKJIOHHO MPOTPECCUPYIOIIMI XapakTep, a BbIPAKEHHOCTb MBIIIEYHbIX W HMHBIX
MIPOSIBIIEHUI MOTYT HE KOPPEIUPOBATH C TEMIIOM IIPOrPECCUPOBaHUS OOIE3HU.

[Tpu manudecre BIIITH B neTrckoM Bo3pacte, HO MOCie MIEPBOTO rojia )KU3HU (MHOTIA B
nuteparype 3Ty dhopmy BIIIIH Ha3pIBatOT FOBEHUIBHOH, UIsI TOTO, YTOOBI MOAYEPKHYTH, YTO
Oone3Hb MaHHM]ecTUpoBaja B JIETCTBE, HO IOCJIE MEpPBOro roja *XHU3HH), OOHAPYKHUBAETCS
MHUOIIATHYECKUN  CHHApPOM, yMEpeHHas  opraHoMeranus. HaOmiomaercs — 3aaepikka
(hopMUpOBaHUS IBUTAaTEIbHBIX HABHIKOB. BOBIEUEHNE B MATOJIOTUYECKUN TTPOIIECC CEPACUHOM
MBIIIIBI BapuaOeabHO, Yalle pa3BUBAETCS JIbIXaTelbHas HEAOCTATOYHOCTh B pe3ylibTaTe
crnabocTu auadparMel U MEKpeOEpHBIX MBIIILI.

[Ipu ocmotpe mammenta ¢ BIIIIH ¢ nebroToM B JOeTCKOM BO3pacTe OTMEUYEHBI
kiuHudyeckue cumnToMbl  (Ilpunoxenme ['2), mnNpencTaBlIeHHOCTb KOTOPBIX — MOXET
YMEHBIIATLCS C BO3PACTOM peOEHKa, 32 UCKIIIOUEHUEM MOPAKEHUSI CKEJIETHOW U JAbIXaTeIbHON
myckynarypsi [1, 15,16].

Cnenyer ormeruts, uto npu BII ¢ neGrorom B nerckoMm Bo3pacte B 95% ciydaeB
OTMEYaeTCsi YMEPEHHOE TOBHIIIEHNE YPOBHS ChIBOpoTouHOM KpearmHkuHa3bl (KK) (B 2-10
pa3), a 3HauntensHoe nosbimenue (2000 Ex/JI u Beime) xapaktepuo ansg MBIL. Tlo nanHpiM
JUTEPaTyphl aKTHBHOCTH chiBopoTouHOi KK 00paTHO mpomopmonansaa Bospacty (p = -0,71,
p <0,001), murensroctu 6onesnu (p = -0,45, p <0,001) u wamuumto arpoduu mprmi (p = -

0,53, p <0,001)[15].
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PoauTenu yacto HepaBWILHO OIEHUBAIOT COCTOSIHUE PeOCHKA, CUMTAst €ro "JeHUBhIM"
U He oOpamjaroTcs K CHenudanucty. B mocnemyromiem y peOeHKa pa3BHBAeTCs HapylleHHUE
OCaHKH, IOSBISETCS THUIIEPJIOPIO03, CKOJIMO3, IOXOJKAa CTAHOBHUTCS BIEPEBAIKY (yTHHAs
10X0/1Ka). MBIIII] HOT ¥ Ta30BOI'0 OsACa MOPAXKaroTCs 0O0JIbIIIE, YEM MBILIIBI IIEYEBOTO MOsCa.
VY nereil yacTo pa3BHUBAeTCsl pPErMOHApHAas MCEBAOTUNEPTPO(GUS MBILIL CIHUHBI, a TaKXkKe
CHUMIITOMBI PUTHIHOTO TI03BOHOYHHKA. [IporpeccupoBanue 00€3HN MPUBOAUT K HAPYLIICHUAM
JBIXAaHUs, Yalle BCero B (popMe HOUHBIX TMIOBEHTHIISAILNM, YaCTBIX MPOCTYIHBIX 3a00JIeBaHHIA
U aclMpallMOHHON MHEBMOHUHU. PeOEHOK MOXKET MpeqbsBIIAThH )Kajl00bl Ha FOJOBHYIO OO0JIb, B
MOBEJICHUM OTMEYAeTcsi ObICTpas YTOMJISIEMOCTh U CHIM)KEHHE YCTOHYMBOCTU K IPHUBBIYHBIM
Harpy3kam, B OCHOBHOM, - K O€Ty U APYruM akTHBHBIM UrpaM. Ci1abocTh MUMHUYECKUX MBIIIII,
YMEPEHHBIM NTO3 (YacTO aCUMMETPUYHBINA) YBEIUYEHUE S3bIKA, CHI)KEHUE CYXOXHJIbHBIX
pedIIekcoB U OCTEONEHUs TAKXKE JOJKHBI HACTOPOKUTh B IJIaHe Hanuuus y pedenka BITITH.
VY nereit, B otiinune oT miajeHies, npu BIIITH kapauoMmuonaTtusi BcTpedaeTcs 3HAYUTEIBHO
peXe U IPaKTUUECKHU HUKOI'1a 3a00J1€BaHUE HE MIPOSBIIAETCS AaTOJIOIHEN CO CTOPOHBI cepLa.

BIIITH xapakTepu3yeTcsi IeTEpPOr€HHOCThIO KIMHUYECKUX IIPOSIBICHHM, Pa3HBIM
BO3pacTOM IIOSIBJICHMSI IIEPBBIX OYEBUIHBIX IPU3HAKOB U CHMIITOMOB, Pa3HOM CKOPOCTBIO
IIPOrpeccupoBaHusl OOJIE3HU U BBIPAKEHHOCTBIO C1a00CTH MbIIL. [Ipy oMHaKOBOM reHoTuUIe
BpeMsl Hauyajga OOJE3HM MOXKET OTJIMYAaThCsl Ha JECATWIETHS M pas3jinyaTrbCcsl 1O BCEM
MIEPEYUCIICHHBIM BBILIE MPOSIBICHUSIM.

PerpocniekTuBHBI aHanu3 kanod mnamueHtoB ¢ BIIIIH mnokaszan, dyro mnepBele
MIPOSIBJICHUS MM NIPU3HAKU 00JIe3HU, KOTOPbIE CYOBEKTHBHO HE PACCMATPUBAINCH MALIUEHTOM
KaK OTKJIOHEHHE OT HOpMBI, B 77% ciyyaeB KacajaucCh TPYAHOCTEH MHpU 3aHIATHUSIX CHOPTOM
(mauMeHThl TI0X0 Oeranau, He MOIJIM MOATSHYThCS Ha TypHUKE), 28% OBICTpO ycTaBalu MpHU
xop0e 1o snectHule, 20% HUCHBITHIBAIM 3aTPYAHEHUS MPU BCTaBaHUU ¢ HU3KOTo cryina, 17%
ycTaBalu Mpu 0ObI4HOM X01160€ 1 11% He Moriu BCTaTh U3 MOJIOKEHUS Jiexka Ha criuHe 0e3
oMo pyk [6,17-23].

Takum oOpazom, mpu mnojo3peHuu Ha Oone3Hp I[lomme y B3pociaoro mnarueHTra
HEOO0XOAUMO JIeTalbHO BBIICHUTH OCOOEHHOCTH JBHUTATENLHOIO pAa3BUTUS B JIETCKOM H
IOHOILIECKOM BO3pacTe.

CnabocTe MBI SIBISIETCS OCHOBHOM ’kanoboi y B3pocnbix manuentoB BITITH.
CnaboCTh MBIIIL KOHEYHOCTEHW SBIISIETCS OCHOBHOH kamoOoi manuenTtoB c¢  BIIITH,
oOHapyxuBaemMoil B 93% ciydaes [22-23]. o naTTepHy pacupeeneHust MbIIIEYHOM cabocTu
OTMEYaeTCsl HECKOJIbKO MEHbIIas BapuabeIbHOCTh MEXAy MauuMeHTamMu. B OonbIIMHCTBE
CllydaeB MaKCHMallbHas c1a0OCTh KacaeTcs MapaclUHAIbHBIX MBI U MBI HepeaHei

CTCHKHU XWBOTA, MBI IMPOKCHUMAJIBHBIX OTACJIOB HOI' U MBIIII IIJICYEBOT'O IOsACA. CnabocTh
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MPOKCUMAJIBHBIX OTJIENOB Mpeo0iIafacT Hal CHUKEHHEM CHUJIbl B IUCTAIbHBIX MBIIIIAX (eciu
TakoBasi HaOmroaercs). bonee Toro, B cinydae oOHApYKEHUS CIa0OCTH MBI KOHEYHOCTEH U
€€ OLEHKM dYepe3 IoJ I0CJIE IEepPBOro OCMOTpa IALMEHTa, MPOTrPECCUPYIOIIEE CHIXKEHUE
MBIILIEYHON CHJIBI OTMEYEHO OOJbIIe IJs HOT, 4eM s pyk. B cpeanem, cuia MBI HOT
nagaet Ha 7,1%, a pyk - Ha 4% [22-23]. [1o xapakTepy pacipeneacHusi MbIIIEYHOU cirabocTu
pa3HbIe aBTOPHI OTMEYAIOTCS CIEIYIONINE 3aKOHOMEPHOCTH. ONHCaHo 0OJIbIIee CUMMETPUYHOE
BOBJICYCHUE OTBOSIIMX MBI Oeaep M ATOJUI IPU OTHOCHTEIBHON COXPAaHHOCTH MBIIIIL
crubateneil 6epa, OTHOCUTEIbHAS COXPAHHOCTH MBIIII] Oellep MO CPaBHEHHUIO C MBIIIIIAMU
Ta30BOTO Mosica M ClaboCThI0 MBI pasrubareneil O6enpa. Ha panHux cragusx Oose3Hu
M3MEHEHUS B MBILIIAX MOTYT MPOSBISATHCA TOJBKO MOXOAKON BHEPEBAIKY MO TUINY "YTUHON
MOXOAKHU" C TUIIEPIIOPI030M HOSICHUYHOro otaena. CiabocTh MbIIIL IUIEYEBOrO MOsica Yalie
Bcero oOHapyXUBaeTCs MPU TECTUPOBAHUU U HOCUT Auddy3HbIi XapakTtep. [lanuentsr moryr
HE TPEIbABIATH Kalo0 Ha M3MEHEHHE CHJIbl MBI MPEIIUIeYHil U KUCTH Jake Ha JalleKo
3alIeIIuX CTaAusX OOJEe3HU, KOrja MPU3HAKU MEPBUYHO-MBIIICYHOTO MOPAKEHUS MO THITY
"MHUOIIATUU TIOSICOB" CTAHOBSTCS OYEBUAHBIMH. JlocTaTOuHO 4YacTo CinabOCTh W WM3MEHEHUE
o0bema (aTpoduu) MBI IUIEYEBOTO IMOsica MOTYT OBITh ACHMMETPUYHBIMHU, YTO MOKET
MPOSBIIATHCA B OTCTABAHUU JIOMATKU OT TPYIHOM KIETKU (KPBUIOBUIHOW JIOTATKH) TOJBKO C
OJIHOM CTOPOHBI WIIM 3HAYUTEIBHON aCUMMETPUH JAaHHOTO CUMIITOMA.

Kak yxe roBopuioch BbIlIe, MapaCIUHAIBHBIE MBIIIIBI U MBIIIIBI TIEPEIHEH CTEHKH
KHMBOTa MOTYT MOpa)kaTbCsl Ha cambIX paHHHMX cTtanusax BIIIIH, uto mpuBogut k ObICTpOii
YTOMJIIEMOCTH, CHM>KEHHUIO MEPEHOCHMOCTH CTAHJIAPTHBIX HArpy30K Kak Ha paHHUX, TaK U
pa3BepHYTHIX cTagusAx Oojie3HU. BakHbIM siBIsieTCS OOHapy)KEHUE HapYLICHHS JbIXaTelIbHOU
(GyHKIIMH BCeACcTBHE cabOCTH MBI JuadparMbel U MexpeoepHbix mMbii. Jlo 1/3 B3pociabix
nauueHToB ¢ bIIITH uMeroT HapyleHus: co CTOPOHBI AbIXaTENbHON CUCTEMBIL.

[Ipu ocMOTpe peKOMEHAYEeTCS TECTUPOBAHUE MBILII PA3HBIX TPYII C BHITOJIHEHHEM
npocteix 3ananuii ([Ipunoxkenue I' 3), mo pesynabTaTaM KOTOPBIX MOKHO CO 3HAUYUTEIHbHON

BEPOSITHOCTHIO 000CHOBATH HEOOXOIUMOCTH 00Cie10Banus naruenTa Ha Hanuue BITTTH.

2. InarHoCcTUKa 3a00/1eBaHNS WIN COCTOSIHUSA (TPyNnbI 3200/1eBAHNH WJIH
COCTOSIHUI), MEIMLMHCKHE IOKA3AHUA M NPOTHBOINOKA3AHUA K IPUMEHEHHIO

METO/10B IMATHOCTHKH

ﬂuaZHOS‘ BHycmaHaeﬂueaemCﬂ Ha OCHOBAHUU COBOKYNHOCIIU .
AHAMHecmu4YecKux aaHHbl)C, KIUHU4YeCKUx 0aHHblx, pesyibmamos Jza60pam0pH020

uccne0osanus (6140)6”]!41/[1{86'7(‘020 U MOJEKYIIAPDHO-2EHEMUUECKO2O CZHCZ]ZMS’CZ).
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2.1 ’Kago0LI M1 aHAMHeE3

Ilpu cbope anammnesa u #anod peKoOMeHO0BAHO 0OpAMUMb BHUMAHUE HA Cledyroujue
AHCanobwvl U AaHAMHeCmuyecKue cooblmus:
B ntob6om 6o3pacme

—  OMACOWEHHDBIU CeMeUHblll aHaAMHe3 (CXOOHble Cyuau 3a00ae8anus y poOHbIX Opamves u
cecmep),;
—  OIUBKOPOOCMEeHHbIIL OPAK.

Mnaoenyvt nepsvix mecsyes HCuzHu

—  3a0epiicKa NCUXOMOMOPHO20 PA3EUNMUST;

—  es10€e cocanue, nioxas npubaska 6 eece;

—  OpIOWHOU Mun ObIXaHUsL,

—  00blUKA,

—  ygeruueHue pazmepos A3vlka (MAKpo2ioccus);
—  npocpeccupyrouull Xapakxmep medenus..

nsa oemeii cmapuie2o 6o3pacma

—  maxuxapoust;

—  OHeBHAsl COHIUBOCMY),

—  ymomasemocme;

— yacmwle npocmyoHvle 3a00/1e6aHUS,;

—  MblueyHas ciabocme;

—  mpyoHOCmU npu nNOOveMe NOo JeCmHuye;
—  HenepeHoCUMOCmb uU3ULeCKUX Haspy30kK;
—  usMeHenue NOX0OKU,

— ampogus mbluiy KOHeYHOCmel.

s noopocmkog u 63pocivix

—  YMpeHHss 20J108HAsL 60b;

—  maxuxapousi;

—  YMOoMAAeMOCMb,

—  MblieyHas caabocmy;

—  mpozpeccupyrowull xapakxmep medenus,

— ampodghus Moy

—  mMpyoHoCmuU Npu ROOveme No JecCmuuye;
—  HenepeHoCcuUMOCmyb UUYECKUX HA2PY30K;

—  uU3MeHeHue NOX0OKU.
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JKanobwr u anamues maxorce onucanvl 6pa3()eﬂe (KIUHUYeCKas kapmuHay.

2.2 PuzukajabHoe 00CIeI0BAHNE

Ilpu ocmompe HeobX0OUMO o0Opamume GHUMAHUE HA OCHOBHblE (DUIUKATbHBIE
nposenenus bIl:
Mnaoenyvt nepsvix mecsyes HCuzHu

—  CUMNMOMOKOMMNIIEKC (851020 PeOEHKA»,
—  3a0epiicKa NCUXOMOMOPHO20 PA3GUMUSL;
—  cunoMuMusL;

— Makpoznoccusi;

—  Hapyuwienue pumma OblXaHusl.

Lemu, noopocmxku, 63pocnvie

— npocpeccupyrowas MbllUeuHds C1abocmb ¢ NpeuMyWecmeeHHbIM — NOPAdNCeHUeM
NPOKCUMATLHBIX OMOEN08;

—  CHUJICEeHUe MOMOPHOU AKMUBHOCMIU,

—  CHUICEHUE CYXONCUTbHBIX PePIeKcos;

— nonodcumenvhvle npuemsl [ osepca;

—  Muonamuyeckdas noxooKda;

—  cnabocmob Moy nepedHell CMeHKU HCUBOMA,

—  cn1abocmov napacnuHAIbHLIX MblUY (10PO03, KUGO3, CKOIUO3);

—  cnabocmp 5200UHHBIX MbLULY U MPYOHOCMb YOEPICAHUS PABHOBECUS. NPU 6CMABAHUU

—  COXPAHHOCMb CUTbL HEMBbIPEX2IABbIX MblUlY NPU CIAOOCIU MbLULY OPYeUX OMOeN08

— carabocme ccubameneu weu;

— cnabocms ouagpazmul, 00bLIUKA;

— carabocmov Mbludy A3bIKA,

—  cnabocmv MUMUYECKUX MbLUUY, OCODEHHO ACUMMEMPUUHASL,

11o0pobHO danHvle PuzuKkarbHO20 00C1e008AHUS ONUCAHDBL 8 pa3deie «KIUHUYeCKas KApMuHay.

2.3 JIaGopaToOpHbIE THATHOCTHYCCKHE MCCIe10BAHUS
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e Pexomenayercssi C [eNbI0 TOATBEP)KACHWS JWArHo3a BCEM MAIMEHTaM C
KJIIMHUYECKUMHU cuMOToMaM xapaktepHbiMH ais BII onpenenenne akruBHoctu KAI
[15,24].

YpoBeHb 10CTOBEPHOCTH /0Ka3aTeJdbCTB — S5 (ypoBeHb YOeaMTEeILHOCTH

pexomenaanuii C).

Kommenrapuii: Akmusnocmo KAI' modcHo onpedename 6 pa3iuunbix buomamepuanax
(Kyriomusupyemvix ¢uobpodracmax, mvluieunom oduonmame, nepugheputecKux um@poyumax u
op.), HO 8 Hacmosujee 8pemMsi ONMUMALbHLIM A6Isemcs onpedenenue akmuenocmu KAI'
NAMHAX bICYUWEHHOU KPOBU C NOMOWbI) MAHOEMHOU Macc-cnekmpomempuu. Imom mecm
couemaem 6 cebe 8bICOKYI0 UYECMBUMENLHOCb C NPOCTNOMOLL 8bINOJHEHUSL U BO3MONCHOCMBIO
npumMeHAmy 051 CKpuHuHea 6onvuiozo uucna nayuenmos. Onpedenenue axmuenocmu KAl 6
CIIK sensemcsi ONmMuMAanbHblM — CKPUHUHSOBLIM — MECMOM,  «30J0MbIM  CIAHOAPIOMY,
NO360NAIOUUM  MATOUHBAZUBHO, OBICMPO U MOYHO Onpedelums Oepuyum aKmueHOCmU
Gepmenma.

YV nayuenmoe c¢ BII evisgnaom 3HauumenvHoe CHUNCEHUE AKMUBHOCMU pepmenma
(menee 10% om wnopmol). OOHAKO, HEOOXOOUMO C OCMOPOICHOCMbIO) OMHOCUMCA K
unmepnpemayuu pe3yrbmamos OUOXUMUYECKO20 MeCMUpOB8anUsl, NOCKOIbKY ONUCAHbL AJLIeNU
nCceBOOHe00CMamoYHOCU, KOMopble MO2Yn GIUsmMb HA AKMUeHOCmsb epmenma in Vitro. Ilo
DPEKOMEHOAYUAM MeHCOYHAPOOHOU 2SPYNNbL IKCNEPMOos, 0Jis1 noomeepicoeHus ouacnoza bI1
nocie BblAGNIeHUs. CHUJCEHUs. AKMUBHOCMU (hepMmeHma 6 obpaszye Kposu, HeoOXo0umo
npogeecmu  NOGMOPHOE  ONpeoeleHue  aKmuGHOCMU  (epmenma 6 O0pyeom  obpasye
ouomamepuana (npeonoumumenbHO MbllUeUHAs MKAHb, KYIbMYpa KONCHbIX Gubpobracmos)

UnU nOOmMeepOums buoxumudeckuti ouaznos memooamu J{HK-ouaenocmuxu.

o PexoMenayercsi BceM MalMEHTaM €O CHW)KEHHOM akTuBHOCTBIO KAI' mposenenue
MOJIEKYJISIPHO-TeHETHYECKOro aHanu3a reHa GAA, ¢ 11enpi0 MOJITBEPkKAECHUS JAUarHo3a
BII Ha MONEKYJIAPHO-TEHETUYECKOM YPOBHE, BO3MOKHOCTH IIPOBEACHUY ITPEHATAIIBHON
U MPEUMILIAHTAI[MOHHOW IMArHOCTHKH B ceMbe [15,24].
YpoBeHb /10CTOBEPHOCTH [J0Ka3aTeJbCTB — S (YpoBeHb Y0eIUTEeJIbHOCTH
pexomenaanmuii C).
KommenTapuii: borvuwuncmeo nayuenmos AsiAw0mcs KOMNAYHO-2emepo3ucomamu
(m.e. Hecym 0ge pasnvie namoeeHuvle mymayuu cena GAA). Tlockonvky 6 eene GAA onucano
OOIbUIOE YUCTO YHUKATIHBIX MYMAYUL, NOTUMOPPUIMOE U 3aMEH HEACHOU 3HAYUMOCIU, MO2YM
B03HUKHYMb MPYOHOCMU NPU GbIAGIEHUU pAaHee He ONUCAHHBIX USMEHEHUL HYKI1eOMmUOHOU

nocnedosamenvrnocmu [2].  Mymayuu cena GAA, npusoodswue x pazeumuio BI1, mocym Ovimo
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BbIAABIIEHBI NPU UCCTEO0BAHUAX MEMOOAMU CEKBEHUPOBAHUSL HOB020 NOKOJIeHUs. (AHATU3 IK30MA,
2eHOMA, MAP2eMHO20 CEKBEHUPOBAHLSL).

Memoovl monexyiapHo-eenemu4ecko2o aHamu3a mMoeym Ovblmb NONe3Hbl 8 Kauecmee
O0ONONHUMENbHO20 mecma npu noomeepacoaroueni. ouasnocmuxe bII, eciu nedocmynen
buonrocuneckull mamepuan npooanodd, a maxdice O NPEeHAMAaIbHOU U NPeUMNIAHMAYUOHHOLL

OUACHOCTMUKU.

e Pexomenayercs BcemM mamuentamMm ¢ BIl  mpoBeneHme = OMOXMMHYECKOTO
o0uieTepaneBTUUYECKOr0 aHaiu3a KPOBH C OMNPEICICHHEM YpPOBHS CBHIBOPOTOUHOM
KpeaTuHPOCHOKNHA3HI (K®K), JIAKTaTIACTUAPOTeHA3bI JIar),
amannHamuHoTpancdepassl (AJIT), acmapraramuuorpancdepassr (ACT), ¢ uenbio
BBISIBJICHUS MIOPAKECHHSI MBIIICYHOW TKaHU (Ha MOMEHT ITOCTAHOBKH JTMarHO3a M €CJI He
POBOAMJIOCH B IpeniecTByromue 6 mecsies) [15].

YpoBeHb /10CTOBEPHOCTH I0KA3aTEJILCTB — 5 (YypoBeHb Y0eIMTEJLHOCTH

pexomenaanuii C).

Kommenrapmii: [lpu bII ¢ oOebiomom 6 Oemckom eospacme 6 95% cayuaes
ommeyaemcs ymepeHHoe nosviuieHue yYposHs cvigopomounou K®OK (¢ 2-10 pa3), a
sHauumenvHoe nosgviuenue (2000 EO/JI u evuue) xapaxkmeprno oaa MBI Ilo Oannbim
umepamypuvl akmueHocms cvisopomounoi K@K obpamno nponopyuonanvha eospacmy (p = -
0,71, p <0,001), orumenvrnocmu 6onesnu (p = -0,45, p <0,001) u Haruuuro ampopuu mvluy
(p= -0,53, p <0,001). AJIT u ACT — pepmenmol, Komopvie AKMuUEHbL 80 BCEX KILEMKAX
opeaHuzma, Ho OobuLe 6ce20 UX 6 cepoye, newenu, noukax u mvuuyax. Xapakmeproe ona bI1
HapyuieHue pabomsl NeYeHOUHOU U MbIUEYHOU MKAHU NPUBOOUM K NOBLIUEHUIO AKMUSHOCMU
«neweHouHwvlx pepmenmosy 6 cvigopomre kposu. ACT — 6bonee ungopmamusnwiii mapxep,
nexcenu AJIT. V nayuenmos ¢ unghanmunvrou gopmoii 6onesnu akmusnocmv ACT 6 3-10 paz
npesviwiaem Hopmy, AJIT eapvupyem om nopmwvl 00 npesviuwienus 6 2-1 paz. Ilpu BIIIT/]

axmuenocmov AJIT nosviuena 6 94% u ACT - 6 95% cayuaes

o Pexomenayercsi Bcem narnmentaM ¢ bII mpoBenenue o01ero (KIMHMYECKOTO) aHAIN3a
KPOBH JUIsl OLIEHKH OCHOBHBIX IAapaMeTPOB KPOBETBOPEHMS M BBIABICHHUS BO3MOXKHBIX
MHQPEKIMOHHBIX MPOIECCOB (€CTU HE MPOBOAMIOCH B HPEIIISCTBYIOUIME 2 Mecsla)
[6,15].

YpoBeHb [0CTOBEPHOCTH [0KA3aTelbCTB — S (ypoBeHb YOeIMTEIbHOCTH

pexomenpanuii C).
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KomMeHTapuu: 6 ces3u ¢ 6biCOKUM PUCKOM pPA3BUMUS UHMEPKYPEHMHBIX UHGeKyull,

acnupayuouHou nHeemonuu y nayuenmos c bBIl pexomendyemcs nposedeHue OaHHO2O0

ucciredosanusi e pexce 6 paz 8 200.

Pexomenayerca Bcem marueHtam ¢ BII uccnenoBanue ypoBHST N-T€pMHUHAIBHOTO
(dbparmeHTa HaTpuilypeTndeckoro mponentuaa Mo3roBoro (NT-proBNP) B kpoBu ¢
LIEJIbIO BBISIBICHHS UC(HYHKIIMKM MHOKAp/a, CEPICYHON HEA0CTaTOUHOCTH (HE MO3aHEee
3 Mecs1eB OT MOMEHTA MOCTAaHOBKHU JHarHo3a (mamueHrtam a0 1 roja) uiu He Mmo3aHee
6 MecsIIIeB OCIe EPBOTo roja ku3Hu) [25, 26].

YpoBeHb 10CTOBEPHOCTH /J0Ka3aTeJdbCcTB — 4 (ypoBeHb YOeaMTEeILHOCTH
pexomenaanuii C).

KommenTapumn: yposenv Hampuiiypemuueckoeo nenmuda O0ObIYHO 3HAYUMENbHO

nosviuieH y nayuenmos ¢ MBI, nockonvky amo easxicHetiuuii buomaprkep nopasxceHus cepoyda, 8

YacmHocmu 3HavumelbHo I’lOGbllxMCliOlMMlZCﬂ npu pa36u6mez§c;z cepdeqnoﬁ Heo0oCmamoyHOCmu U

OUCHYHKYUU NPABO2O HCENYOOUKA.

2.4 UHCTpYMEHTAJbHBIE JIUATHOCTHYECKHE HCCIETOBAHUS

HepeuuczzeHHble KIUHUKO-UHCMPYMEHRMAIbHbLE Memoobl UCCIeO08AHUSA He0OX00UMbL OJiA

ouacHocmuxu u oughghepeHyuanvHol OUASHOCMUKY MUONAMUYECKUX CUHOPOMOB, BKIIOUASL

Ooemeli 8 so3pacme 0o 1 2ooa.

PexomMenayercsl mpoBeieHNE CTUMYIISIITUOHHON 1 urosibuatoit OHMI™ Bcem manuenTam
c mnono3penueM Ha bBII ¢ wnenpto auddepeHIManbHON TUArHOCTUKU € JPYTMMHU
3a00J€BaHUSAMU M BBISBJIEHUS CTENEHM NEPBUYHO-MBIIMIEYHOTO nopaxeHus npu BII
[15,27].

YpoBeHb /10CTOBEPHOCTH /I0KA3aTeJbCTB — 5 (ypoBeHb Yy0eaIMTeJbLHOCTH

pexomenpanuii C).

KommenTapuu: Oawunvie memoost nossonsiom oupgpepenyuposams Bl om

3a601e6aHUll, CEA3AHHBIX HApYyUeHUuem QYHKYuu 08ucamenbHblX 60JI0KOH NepugepuyecKux u

HEpBHO-MbIUEYHOLL nepedayll.

PexomenoBano mnposenenue snekrpokapaunorpadpun (OKI) u sxokapauorpapuu
(9x0-KT') cepaua Bcem nanuentam ¢ BII ¢ menbio BeISBIEHUS MTOpaXeHUs cepAna (eciu
HE TIPOBOJIMJIOCH NIPEIIICCTBYIONINE 6 MecsIeB) U Kaxbie 7-14 nHell B mepsbie 12-24

Henenu npu HazHauenun O3T [6,15,27].
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YpoBeHb 10CTOBEPHOCTH /JA0Ka3aTeJdbCTB — S5 (ypoBeHb YO0eaMTEeILHOCTH

pexomenaanuii C).

KOMMeHTapI/II/I: ﬂaHHble Memoobl uccnedosanus noseojisirom 6blAA6UNTb

Kapouome2anuro, cunepmpohuro MUoKapoa u HapyuweHus pumma cepoyda.

PexomengoBano BceM mnamnueHtam c¢ BII mpoBeneHue peHTreHorpaguu OpraHoB
TPYIHON KIIETKH, KapJHOPECIUPATOPHOIO MOHUTOPHHTA, OLUEHKH (DYHKIIMU BHEIIHETrO
JbIXaHUS Ul BBISIBICHUS CTENEHU MOPaK€HUs OPOHXO-JIETOYHON CUCTEMBI (€ciu He
IIPOBOJIMIIACH NOCeIHUE 12 MecsleB) U IyJIbC-OKCUMETpUH, KanHorpaguu (eciu He
IPOBOIMIIACK TIOCIIeAHME 6 MecsneB) [6,15,27].

YpoBeHb /10CTOBEPHOCTH /I0KA3aTeJbCTB — 5 (ypoBeHb YyO0eaIMTeJbHOCTH

pexomenaanuii C).

KOMMEHTapI/II/I: OUeHKa gbyHKuuu GHEWHe20 ObIXaHUus 00s3ameNbHaA 6 NONONCEHUU

CnoA U jeaskca — C OnpedeﬂeHueM PA3HUYbL 6 NOKA3AMEJIAX.

Pexomennyercss Y3U opranoB OpromHoil mosnoctu Bcem mamnuentam ¢ bBIl ¢ menbro
BBISIBJICHMSI M3MEHEHUN pa3MepoB M CTPYKTYpbl IE€YEHHM €CIM HE MPOBOJAUIIOCH
nocaennue 6 mecsies) [6,15,27].

YpoBeHb 10CTOBEPHOCTH peKOMeHJAUMH — 5 (ypoBeHb YO0eIUTeILHOCTH
noka3zareabcTB C).

KommenTapumu: ¢ omauuuu om opyeux enuxoeeno3oe npu bII nabrniooaemcs ymepennoe

yeeaudeHue pasmepoe nedeHu.

PexomenayroTcsi 00s13aTeNbHBIE €XKETOHBIE 00CIIE0BaHUS MUHEPAIBHON MIIOTHOCTH
KocTel y manueHToB ¢ BII miis cBoeBpeMEeHHON KOPPEKLHH MOIYy4aeMOro JIEYEHHUS 110
MOBOJIy OCTEOIICHUH U 0cTeonopo3sa. [6,15,27].

YpoBeHb [10CTOBEPHOCTH [I0KA3aTeJBCTB — S (ypoBeHb YyO0eaIMTEJbLHOCTH
pexomenpanuii C).

KommenTapuu: Ilayuenmol u unensvt cemvu OO0MHCHBI OblmMb UHDOPMUPOBAHBI O BCeX

NoOCAeOCmBUSX HeA0EeK8AMHO20 OMHOWEHUS K l’lp06Jl€M€ ocmeonoposa.

Pexomennyercss mnamuentam ¢ bBIl ayauonorudeckoe oOcienoBaHue (TOHalIbHas
ayIMOMETpHs) NIpU MEPBUYHOM OCMOTPE U Jajee He pexe | pasa B 3 roja ¢ LENbIO
paHHETo BBISABJIICHUS HapyIIeHu# ciayxa [6,15,27].

YpoBeHb [10CTOBEPHOCTH [0KA3aTelbCTB — S (ypoBeHb YO0eIMTEIbHOCTH

pexomenaanuii C).
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o Pexomenayercsi Bcem maruentam ¢ no3gHeit BIIITH mpoBenenne 6-tm MHHYTHOTO
TecTa ¢ XOAbOOH ISl OLEHKH BBIHOCIMBOCTH (KOHTPOJb dddexTuBHOCcTH DP3T) (ecnu
He npoBoauics nocieanue 6 mec.) (Ipunoxenne I'8) [17].
YpoBeHb yO0e@UTEJbHOCTH J0KA3aTeJbCTB A  (YPOBeHb JOCTOBEPHOCTH

pexoMeHaamuu — 1)

e Pexomenayercs BceM mnanueHtam ¢ bII mpoBeneHue aHamM3 KadecTBa KU3HU
MalueHToB corjacHo oreHke Ompocuuk SF-36 (eciu He mpoBoAwWIIcS TocienHue 6
mec.) (Ilpunoxenue I'9) [27,35].

YpoBeHb yO0e@UTEJBbHOCTH J0KA3aTeJbCTB A  (YPOBeHb JOCTOBEPHOCTH

pexoMengamum — 1)

2.5 UHple JTHATHOCTHYECKHE MCCAe10BAHUS

Cnoocnocms  ouaenocmuxu BIIITH onpedensiemca omcymcmeuem cneyugpuueckux
KAUHUYECKUX CUMNIMOMO8, XAPAKMEPHBIX O/ DONbUUHCINEA HEeP8HO-MbluledHbIX Oone3Hel, a
makoice pasHoobpazueM Ux COUYemaHus, 6peMeHeM NOsAGIeHUs U MANCeCmU 8 npoyecce

paseumus bonesnu.

Juggepenyuanvnaa ouacnocmuxa MBIl nposooumcs co 6cemu 3a0071€6aHUAMU,
OCHOBHBIM ~ KIUHUYECKUM NPOSAGIEeHUEeM KOMOPbLIX ABIAEMCs CUHOPOM 651020 pebeHKa.
Ilepeuenv ocnosmvix 3a6o0neeanuti exodawuii 6 oughgepenyuanvhvii ouaenos npu BITHIT
npeocmasner 6 [Ipunoscenue I 4.

3. JledueHue, BKJIIOYAs MeIUKAMEHTO3HYI0O U HeMeIMKAMEHTO3HYI0 Tepanuu,
AMETOTEPANNI0, 00€300,1UBaHNE, MEAUIIUHCKHE IOKA3AHUS U

NMPOTHBOIIOKA3aHUA K IPUMCHCHUIO METOA0B JICUCHUSA

Jleuenue BII exnouaem kax namozenemuueckoe neyeHue HazHaudeHue D3T, max u
npogedeHue cumnmomamuyeckou mepanuu. Bedenue nayuenmoe c¢ bII  npednonazaem
MYTbMUOUCYUNTUHAPHBIN NOOX00 C 003AMENbHbIM YUacmuem Hedpoilo208 (0COOeHHO, HePEHO-
MbILUEYHBIX CREYUATUCIOB), 2eHEeMUKO8, KAPOUOL0208, NYIbMOHOI0208, 2ACMPOIHMEPONO208,
Qusuomepanesmos u epaveil Opy2ux CneyudarbHoOCmel, UMEWUX ONblM 8 Je4eHUU 3M0o20
peokoeo 3abonesanusi — NPU HATUYUU CUMNIMOMOS HOPANCEHUs Op2aHO8-MUuleHel Kak
MUHUMYM He00X00UMa KOHCYTbMAayus NPOQpUIbHO20 8paia-cneyuarucma

3.1 IlaToreHeTu4ecKoe JeyeHue
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e PexoMeHgoBaHo TmpoBeAcHUE (QepMeHTHOW 3amecTtuTenbHOM Tepamuu  (D3T)
MalMeHTaM C ycTaHOBJIEHHbIM juarHo3om BIIIIH ¢ nensto  3amemiieHus
MIPOTPECCUPOBAHUS OOJIE3HH, YIYUIICHUS COCTOSIHME KOCTHO-MBIIIEYHOW CHUCTEMBI U
CTaOWJIM3alUU COCTOSIHUSA JbIXaT€JIbHOM CHCTEMBbI, IMOBBIIICHUS BBIKHUBAEMOCTU H
YAJUHEHUS Tepro/ia UX KU3HU IO HACTYIJICHUS] HEOOXOAMMOCTH B BEHTHISILIUU JIETKUX
u kpecie-kosicke [15,17,28,29].

YpoBeHb /10CTOBEPHOCTH /10KA3aTeJbCTB — 2 (ypoBeHb Yy0eIMTeJbHOCTH

pexomeHaanmii B).

e PexomMeHmpoBaHo nmpoBercHUE (QepMeHTHOW 3amecTtuTenbHOM Tepamuu  (D3T)
MalMEeHTaM C  YCTAHOBJEHHbIM auarHozoM MBIl ¢ wmensro  3ameneHus
MIPOrPECCUPOBAHUS OOJIC3HU, YIYUIICHHUS] COCTOSHUE KOCTHO-MBIIICYHOW CHCTEMBI U
CTaOWIN3allUU COCTOSIHUS JbIXaTeIbHOM CHCTEMBbI, MMOBBIIICHUS BBIKHUBAEMOCTH H
yIUTMHEeHUs nepuoa ux xus3uu  [15,17, 29, 30].

YpoBeHb /10CTOBEPHOCTH /10KAa3aTeJbCTB — 3  (ypoBeHb YyO0eaIMTeJbLHOCTH

pexoMenanmii B).

KommenTapuu: Eouncmeennvim npenapamom 0 namozeHemudeckou @P3T bonesHu
llomne sengemcs aenokosuoasza anvgha, npenapam 3apecucmpuposarn 6 Poccuiickoti
@Dedepayuu. Ilpenapam aeniokozuoasza amvgpa (Koo ATX:A16AB07), pexombunanmuwlil
Gepmenm, cunmesupyemulil KIeMOYHOU JUHUeU, NOJNYYEeHHOU U3 AUYHUKOE KUMAUCKUX
Xomaukos. Aemoxo3udaza anvgha B0CNONHAem aKmusHocms auzocomanvrot KAI, umo
npuUBOOUm K cmaduiu3ayuu Ui 80CCMAHOBIEHUIO DYHKYUU CepOeyHOl U CKelemHbIX Mbluly
(6xntouas OvixamenvHule mbluiysl). Ilpenapam xopouio nepenocumcs, He umeen 8blpaiCeHHbIX
nobounvix agpgpekmos. Ilokazan ons doneospemennoi P31 y nayuenmos ¢ NOOMEEPHCOEHHbIM
ouaznozom bonesnu [lomne ecex 603pacmos.

Ha oannviti momenm sghghexmusnocms u 6e3onacHocme anenokosudassvl aivbgha oyeHeHa 8
KAUHUYECKUX UCCIe008AHUAX KAK ) Oemell, maK U y 63pPOCIblX NAYUueHmos. 3aKOHYeHHble U
onybauxoganHvle ucciedoganus no aederuro BII Oviiu nposedenvt ¢ yuacmuem 6Oonee 500
nayuenmos. bezonacnocmv u xopowias nepeHOCUMOCMb Mepanuu aneiioKo3uoazol anvga
noomeepcoena dbonee uem 10 codamu kiunuyeckozo onvima y oonee wem 1 800 nayuenmos

IIpenapam evinyckaemcs 60 ¢hrakounax, KoIu4ecmeo 1uoGuiuzama 6 KOMopvlx IKGUEANEHMHO
50 me axmuenozo sewecmea. Beooumces 6/6 kanenvno 6 0osuposke 20 me/ke eeca nayuenma.
Pannee mauano mepanuu ouenv 8astcHo, mak Kak no3eonsem 006umvca Haubonee AY4Ulux

KAUHUYECKUX UCcx0008. /lokaszano, umo npumenenue P33T npu maadenueckou ghopme boneznu
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ymeHbuaem puck cmepmu Ha 99%, a puck cmepmu uiu HeoOXO0OUMOCMU 8 UHBAZUBHOLL
senmunsyuu aeekux — na 92% [30].

Csoespemennoe HasHaueHue mepanuu aniroKo3u0a3ol anvbgha evizvieaem oOpamuoe
pazsumue Kapouomuonamuu y nayuermos ¢ maadeHyeckou Gopmou bBII,  yryuwaem
noKazamenu MbIUEYHOU CUTbl, 08USAMENbHOU AKMUBHOCMU U CMAOUIUUPYem COCMOSIHUE
ovixamenvHou cucmemvl y Oemell U 3pocivlx nayuenmos. Tepanusi aznoxo3udazou anvgpa
nayueHmosg ¢ no3onei Gopmou 0Oone3HU 3amednsem Npocpeccuposanue OO0Ne3HU, VIyYUdsl
cOCmosiHue KOCMHO-MbIWEYHOU CUcmemvl U CMAOUIU3UPYs COCMOSIHUE ObIXAMEeNbHOU
cucmemvl, NOBLIUUACH BbIJCUBACMOCTL NAYUEHMO8 U VOJIUHAEm Nepuood UX JHCUSHU OO
HacmynjieHus HeoOXo00UMOCU 8 BeHMUNAYUU JIecKUx U Kpecie-koasacke . [lpenapam e6ooumcs
6/6 Kanenvho 8 Ooszuposke 20 me/xe eeca. paz 6 0ee Hedenu. B aumepamype umeromcs
eOUHUYHble ONUCAHUSL OpPY2020 pedicuma 003Upo8aHUs (68edeHus Oonee BblCOKOU 003bl
Gepmenma u 6onee uwacmo 0Nl NAYUEHMO8 C panHumu ¢hopmamu 3abonesanus). Oouaro,
NOCKONLKY — UCCIe008AHUSL He NPOBOOUNIUCH YPOBEHb O0KA3AMENbHOCMU 66€0€HUS BbICOKOU

003bl MOdICEem Oblmb PACYEHEHR KAK OKCNEPMHOE MHEeHUE.

e PexomenpoBano npu nHauane P3T y nmanuentoB ¢ BII mpoBenenue nepBbix 3x
nH(py3ui B CTallIOHApe, MOCKOJIEKY BO3MOXKHO BO3HMKHOBEHHE PEaKIUil Ha BBEACHUE
npenapata. HeoOxonumo mpoBeneHne MOHUTOpUHTra BUTaIbHBIX pyHkuuit (UCC, A/l,
carypaiusi) BO BpeMs nposeaenus nadysuu [15,29,30].

YpoBeHb [10CTOBEPHOCTH [I0KA3aTeJBCTB — S (ypoBeHb yO0eaIMTEJbLHOCTH

pexomenpanuii C).

KommenTapuu: Bsedenue @3T npoeooumcsi pecyisipHO Npu HAIUYUU HOKA3AHUU 8
ciyyae OCNONCHEHHO20 medeHusi 00n1e3HU - 8 YCI08UAX KpPY2lOCYMOUYHO20 CMAyuoHapd, 8
CMAOUILHOM COCMOAHUU — 8 CMAYUOHApe OHe8HO20 npebvieanus uiu amoyiamopho 1 paz 6 2
nedenu. Heobxooumo yuumvieams cnedyrowue ocobennocmu npogeoenus @31 npu MBII: He
Kopmums pebenka 3a 3-4 uaca 00 nposedeHus uH@ysuu (npedynpedrcoeHue acnupayui,
803MOJMCHOE NpOBeOeHUue pPeaHuMAayuoHHulx Meponpuamuil); Pazeedenue npenapama 6
MUHUMATbHOM 00veme; Beedenue npenapama npu nepevix UH@Y3UAX O0IHCHO NPOBOOUMCS 8
YEeHmMPAanbHblll 6EHO3HBII Kamemep Uil - npu 6e0enul 8 nepugepuieckuti 6eHO3HbIU Kamemep
HEe0OX00UMO umems 08a 0OCMYNA, 8 OdNbHelulemM PeKOMEeHOYemcs YCMaHO8KaA UHDY3UOHHOU
nopm-cucmemvol, Unghysuu ¢ oepanuuennoii ckopocmoio (nosviutenue na 0,5-1mn/u kasxcovie
30-60 mun), yuumsieas 8vlCOKULL pUCK OEKOMNEHCAYUU CepOedHOll HedOCMamoyHOCmU Ha (hoHe

cunepeojiemMuu,

3.2 CuMnoToMaruyeckoe JeyeHue
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Ilo cumnmomamuyeckou mepanuu BbIl nem panOOMU3UPOBAHHBIX KOHMPOIUPYEMbLX
uccnedosanuii. Bce npusedenmvie Hudice peKOMEHOAUUU OMPAdXCAom 3IKCNePMHOe MHEHUe
cneyuanucmos u3z pasuvlx cmpaun. Ilpenapamuvl, yayuwarowue memaboausm Muokapod,
npenapamul 014 jledeHus cepoedHol HeOOoCMamoyHOCmu, AHMUaApUmMMudecKue npenapamol
HA3HAYAlOm 6 COOMBEEemcmeuu ¢ KIUHUYECKUMU PeKOMEeHOAUUIMU, paspadomaHHbiMu OJis

coomeecmsyoweti namonoeuu. [3,15,29,30].

o Pexomenayercs i Bcex nauueHToB C¢ bII BakuMHamus 1no MHIMBULYAIBHOMY
rpaduKy, KOTOpas BKJIIOYAeT B ce0sl IOMUMO BaKLUH, BKJIIOUCHHBIX B HallMOHAJIbHBIN
KaJICHIaph PUBHBOK, CE30HHYIO BAKLUHY OT FPUIINA, THEBMOKOKKOBYIO BakIiHy [15].
YpoBeHb /10CTOBEPHOCTH /I0KA3aTeJbCTB — 5 (ypoBeHb YyO0eIMTeJbLHOCTH
pexomenaanuii C).

KommenTapuu: /[uacnos BII ne sensemcsi npomusonokazanuem 07 NpoGeoeHUs.

npueueoK.

o Pexomenayercss s Bcex mnamueHToB ¢ bBII ¢ menbr0 MHHUMH3AUUM —pUCKA
pECIMPATOPHBIX OCIOXKHEHUM M JbIXaTEbHOM HEJAOCTATOYHOCTH JIEYEHHE JIIOOBIX
MH(MEKIMd AbIXaTelbHBIX MyTEH HAg0 HAuMHATH B MAaKCHUMAallbHO PaHHHUE CPOKU U
MakcuMalbHO arpeccusno [15,31].

YpoBeHb /10CTOBEPHOCTH [10KA3aTeJbCTB — S5 (ypoBeHb YO0eaUTeJbHOCTH

pexomenaanuii C).

e Pexomenayercsi HazHaueHue manueHtam ¢ bII mpemaparoB Butamuna D, kanbims,
oudochonaToB Mo TeM cxemaMm, PEKOMEHAOBAHHBIM MJsi OOIIEH MOMymsauud Ams
MPe0TBpaICHHs Pa3BUTHs ocTeonopo3sa [15,17,27,31].

YpoBeHb /10CTOBEPHOCTH [10KA3aTeJbCTB — S5 (ypoBeHb YO0eIUTeJbHOCTH

pexomenpanuii C).

Kommenrtapun: Cruoicenue MunepanvHolti NIOMHOCMU KOCMEU A6AAemcs HYacmou
Haxookou y nayuenmos ¢ BI1 u no danuvim nocieonux ucciedosanuti docmueaem yposus 67%
cayuaes [32]. Ocmeonenus u ocmeonopos oonapysicusaromesi kax npu MBII, max u y demeti u
espocavix ¢ BIIIIH. Heycmotiyugocms npu xo0vbbe, Clo#CHOCMb NOOOEPUCAHUS PABHOBECUSL 8
pesyivmame MblUeUHoU C1aboCmu, 68 COYemaHuu ¢ OCMEeOonopo30M yepodcdem pazeumuem
nepeiomos Kocmet u no36oHoyHuxa. Bce nayuenmwvi c¢ BIIIIH, neszasucumo om cmenenu
00€308UNCEHHOCIU (HANpUMep, HYyHCOaruuecs 6 Kpecie-Kamaike) 00NXHCHbL Obimb 00)YeHbl

8cem mepam npedoCmopoICHOCMU OJisk NPOPDUIAKMUKYU NAOEHUS U NePeloMOos 8 Obimy.
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e Pexomenayercs nanuentam ¢ bII koHCyabTalMKU CAEAYIOMNUX COEHUAIUCTOB: BPAauOM-
HEBpOJIOroM (eciii He MPOBOAMIIOCH MociaeAHue 3 Mecsna st Aeteil 1o 1 roma u He
pexe 1 pa3za B roa JJis NAMEHTOB cTapiie 1 roga) wiM yaiie Ipy HAJIUYUK MTOKa3aHU
[15,17,27].

YpoBeHb y0eauTeJbHOCTH JoKa3aTeJbcTB C  (YpoBeHb  10CTOBEPHOCTH

peKoMeHaanuu — 5)

e Pexomenayercsa nauvestaM ¢ bl koHCynpTanMu ClIeAYIOIMMX CHEUUAIMCTOB HE PEXKE
1 pa3za B 3 MecsiIia WM Yalie Mpyu HATHYUHU TTOKA3aHUI: BpauyoOM-TIeIHaTPOM/TePareBTOM
(ecnu He mpoBoAMIACk mocieaHue 3 mecsia) [15,17,27].

YpoBeHb  y0eauTeqbHOCTH jJoKa3aTedbcTB C  (YpoBeHb /10CTOBEPHOCTH

peKoMeHaanuu — 5)

3.3 UHoe Jgeyenne

e Pexomenayercsi namuentam c¢ bBII BkiroueHue B palMoH CHENUATU3UPOBAHHBIX
BBICOKOKQJIOPUMHBIX U BRICOKOOCIKOBBIX CMeCei IS MOIIePKaHUs MBIIIEYHONH MacCCHI,
aHTUPE(IIIOKCHBIX CMECEH B LEsIX MPOPHUIaKTHKH acruparuu [15].

YpoBeHb /10CTOBEPHOCTH [0KAa3aTeJbCTB — S (ypoBeHb YO0eIMTeIbHOCTH

pexomenaanuii C).

o Pexomenayercs nanuenTtam ¢ bII npu nosiBJIEHUH CIOKHOCTEN C TJIOTAHUEM 30HI0BOE
KOpPMJIEHHE, WM COBMEIIEHUE MEPOPATBHOIO M 30HJOBOTO NMUTAHUS IIPU COXPAHEHUU
aJIeKBaTHOTO TJIOTaHHS ¥ OTCYTCTBHU mornepxuBanus [ 15].

YpoBeHb [10CTOBEPHOCTH [I0KA3aTeJBCTB — S (ypoBeHb yO0eaIMTEJbLHOCTH

pexomenaanuii C).

o Pexomenayercsa namuentam ¢ bBII HazonyoneHanbHOE 30HIOBOE KOPMIIEHHE IIpU
COXpaHEeHUH peIIFOKCca H BBICOKOM pHCKe acrnuparuu [ 15].
YpoBeHb /10CTOBEPHOCTH 10KA3aTeJbCTB — S (ypoBeHb yO0eaIMTEJbLHOCTH

pexomenaanuii C).

4. MeauuuHCKasi peaduaMTANUsI, MeIUIIMHCKHE MOKA3aHUsI U

NMPOTHUBONIOKAa3aHUA K IPUMECHCHUIO METO0B peaﬁunHTaan

B 3asucumocmu om ee()yu;ux KIUHUYECKUX CUMnmomoe nayueHmam c BII mooicem
ObIMb HAZHAYEHbI pasiudrnovle peaéuﬂumauuouﬂble npozpammaol.

- OPCIJZbHa}l cmumynAayust, cocanue COCKu, cuMHacmuxka O0JIJICHDL npoeodumbc;z ecem
nayueHmam onst nod()epofcauuﬂ HOPMAJIbHO2O pa36UNMUsL HABLIKOE 2/I0OMAHUA U nd’lHOIZ pedu.
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- Ilpu nposedenuu peabUIUMAYUOHHBIX MePONPUAMuUU  U3be2amsv  Upe3mMepHbIX
(Maxcumanvhvix) Haepy3ok. Pezynapro. guzuomepanesmuueckue npoyedypul, maccaxic, JIPK,
Jl020neous,  pecnupamopHas — mepanus  (OblXamenbHAs — SUMHACMUKA),  0OyueHue
CAMOOOCIYHCUBAHUIO U UCNONB30BAHUIO B8CHNOMOLAMENbHBIX NPUCNOCOONEeHUU (3asucum om
gozpacma pebenka). Ilo nokazanuam - 3aHAMUSL C 1020NE0OM, CYPOOTICOM.

- Heuneasusnas kuciopoouas noooepiicka (cozoanue NoLONCUMENbHO20 O0ABNeHUs) -
npu pazeumuu 2uNOKcemuu, 00CmpyKmusHoM CuHOpome.

- ObyyeHue pooumeinell UCNOIL308AHUIO HeDY1ali3epd, OMCocd.

bonvwoe 3nauenue umeem npagunvbHbili 00pa3 HCU3HU ¢ A0EK8AMHBIM pacnpedeneHuem
HAa2py30K, 3aHAMuUll  J1eYyeOHOU  U3KYIbmypol No0  KOHMpoaem UHGOPMUPOBAHHOLO0
uHcmpykmopa.

Cnedyem Hacmouuuso pexomMeHO08amv HAYUEHm) C HapyuleHuem MNoXO0OKU U
PAasHoBecusi NOIb308AMbCSA BCNOMO2AMENbHbIMU NPeOMemamu - mpocmuio, X00VHKAMU, d NPU
HeoOX00UMOCMU UCNONIL308AMb MeXAHUYeCKUe cpedCcmsea nepedsUNceHUs (Kpecio-Kamaiky u

np.).

o PexomeHnn0BaHO 1poBeieHUE CIEAYIOIIMX peaOUIMTALMOHHBIX  MEPOIPUATUI
naruenTam ¢ BIl: ¢usuorepaneBTuyeckue mporeaypsl, maccax, JIOK, noromemus,
pecniupaTopHas Tepanus (JpIxaTejabHas TMMHACTHKA), 00ydeHHuEe caMOOOCTyKUBAaHUIO U
UCIOJIb30BAHUIO BCIIOMOTaTeNbHBIX MPUCIIOCOOIEHHUM (3aBUCUT OT BO3pacTa peOeHKa).
[15,17,27,31].

YpoBeHb /10CTOBEPHOCTH /I0KA3aTeJbCTB — 5 (ypoBeHb YyO0eIMTeJbLHOCTH

pexomenaanuii C).

Kommenrapum: [layuenmam ¢ BIl neobxoouma noooepicka MaKCuManbHo20 YpOSHs
GyHKYull CKeN1emHo-MblUedH020 annapama ois npeodomepaujeHus U MUHUMU3AYUY 6MOPUYHBIX
OCNOJCHEHUIl (Pa36umue KOHMPAKMyp, MblUEYHbIX ampouil, KOMREHCAmOpPHOU dedopmayuu
ckenema, ocmeonexuu, ocmeonoposa). llpu npoeedenuu peadbuIumMayuoOHHbIX MEPONPUAMULL
uzbezamuv upe3mepHvlx (MaKCUMaibHoix) Hacpy3ok. Ilo nokasanuam yenecooopasvl 3aHAMUL C

J1020Ne00M, 8PAYOM-OMOPUHOIAPUHSONOM (CYPOOTIO20M).

5. lpodguiaakTuka U JMCNIaHCEPHOe HADJII0leHHe, MeIUIIMHCKHE TOKa3aHus

U NIPOTHBONOKA3AHUSA K IPUMEHECHUI0 METOA0B NPOPHIAKTUKHA

e PexomeHayercss KOHCYNbTallMs Bpada-T€HETHKA IOCIE YyCTaHOBIECHHMS auarHo3a bII
MalUMeHTy WM ero O(QHIMaTbHBIM MPEACTABUTENSM, C [ENbI0 Pa3bsICHEHUN
TEHETUYECKOT O pHUCKa, o0Cy)KIeHUS BO3MO>KHOCTEH MpeHaTaIbHOU u
MPEeUMILTaHTAIIMOHHOM quarHoctuku. [15,33,34].

YpoBeHb [0CTOBEPHOCTH [0KA3aTeJbCTB — S5 (ypoBeHb YO0eIMTEIbHOCTH

pexomenaanuii C).
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KommenTapuii: Cemvau ¢ 6onvuvimu Bl  demvmu pexomenoyemcs Mmeouxo-
2eHemuueckoe KOHCYIbMUPOBAHUE C Yelblo OnpedeieHuss ceHemuieckoco pucka. Kax u npu
Opyeux aymocoMHO-peyeccusnvlx 3abonesanusx, npu BII 0ns kascool bepemenHocmu puck
podicoenust pebenka cocmasisiem 25%. B cemvsx, 20e ecmb 60nvnou Bl pebenok, 603MOANCHO
npoeedenue NPeHamaibHOU U NPeUMnIAHMAYUOHHOU OuaeHOCmMuKY. /s 3moeo pooumenim
HeoOX00UMO 0bpamumscs 6 CHeyuaru3uposanHvle OUdSHOCMuYecKue Jadbopamopuu u
MeOUYUHCKUEe YEeHMPBbL.

Ilpenamanvnas  OouazHocmuka  NPOBOOUMCS — MOJEKVAAPHO-2EHEMUYECKUMY — UTU
ouoxumuyeckumu memooamu, nymem ucciedosanus /JJHK, vioenennoil uz buonmama 60pcuu
xopuona na 9-11 nedene bepemenHoCmuU U/UNU KIEMOK AMHUOMUYECKOU HCUOKOCMU, NI0OHOU
Kkpoeu na 20-22 nedene bepemeHHOCMU.

6. OpraHn3aunﬁ OKa3aHud MeI[HIII/IHCKOﬁ IMoOMOIIIH
[Tokazanust ISl IJIAHOBOM TOCTIMTAIN3AIHN:

— IlpoBenenne NMArHOCTUKH M JICUSHHsI, TPEOYIOIINE KPYIIOCYTOUHOTO MEIUITTHCKOTO
HaOJIIOICHUS.

— COCTOsiHHE, TpeOyroliee AaKTHBHOTO JICYCHUST W KPYIJIOCYTOYHOTO MEIUITUHCKOTO
HaOmoeHnst (HapacTaromias JbIXaTelbHas HEJNOCTaTOYHOCTb, HApPYIICHUS pPUTMA
cepaua);

— COCTOsIHHE, TpeOyIoIIee MPOBEICHHS BEICOKOTEXHOJIOTHYHBIX METOJIOB JICYCHUS

— OTCyICTBHE€  BO3MOXXHOCTH  obOecneueHuss DP3T B aMOynaTopHbIX U
CTaLlMOHAPO3aMEIIAIOLINX YCIOBUSX;

— HeoOXOJUMOCTb NPOBEIEHHsS pPA3JIUYHbIX BHJOB HKCHEPTH3 WM OOCIIEAOBAaHUS B
MEIULMHCKOW OpraHu3allMy NMpU HEBO3MOXHOCTU MPOBEJIEHHUS UX B aMOYJIaTOPHBIX
YCIIOBUSIX, TpeOYIOIUX AMHAMUYECKOTro HaOmoaeHus (B TOM uuciae oQopMIIeHHE

3aKyIoueHus (penepatbHOro KOHCHINYMA).
[TokazaHus Ui SKCTPEHHON TOCIUTATU3AINN:

OcTtpeie 3a00sIeBaHUS, O0OCTPEHUS XPOHUYECKUX OOJIC3HEH, OTPaBICHHS W TPaBMBI,
COCTOSIHUSI, TPeOYyIOIie UHTEHCUBHOW Tepamnuy U MEpeBoja B pEaHUMAIIMOHHBIE OTACTICHHS
WIM OTHEJICHUS WHTEHCUBHOW Tepamuu, a Takke KpPYTrJIOoCYyTOYHOTO MEIUIIUMHCKOTO

Ha6HI-O)IeHI/II/I 1 IPOBCACHUA CIICHUAIBHBIX BUI0B O6CH€JIOBaHI/I$[ " JICUCHUA.

Iloka3zaHus K BEIIIMCKE MAllMEHTa U3 CTallMoHapa.

— OTCYTCTBHE YI'pO3blI )KU3HH MALVECHTA,
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IMaTOJIOrM4E€CKOTIO Impouecca o OCHOBHOMY 3&60J’IeBaHI/II-O;

MCEIHUIMHCKOM Ha6J'IIOI[eHI/II/I I10 OCHOBHOMY 3360J’IeBaHI/IIO;

YUPCIKACHUEC COOUAJIbHOT'O obecrneueHus

CTa0MIIM3alusl COCTOSHUS M OCHOBHBIX KJIMHHUKO-JIA0OPAaTOPHBIX

OTCYTCTBHE YTPO3bI Pa3BUTHS OCIIOKHEHUH, TPEOYIOIINX HEOTIOKHOTO JICYCHHUS,

— OTCYTCTBHE€ HEOOXOJAMMOCTH B TOCTOSHHOM BpauyeOHOM U  KPYrJIOCYyTOYHOM

HEOOXOAMMOCTH TIepeBOJa MalUEHTa B JAPYIyI0 MEAWLIMHCKYIO OpPraHM3aLUI0 WU

7. lonojHuTeIbHASA HHpOpMaNus (B TOM yucjie (aKTOPbl, BJAUSIONIAE HA

3aMeonUmb npoepeccuposanue s3abosenanusn. B HEKoOmopblx cCcmpaHax pacemampueaenics

HCX0/1 3200J1eBAHNS UJIM COCTOSIHUSA)

Pannas ouaenocmuxa bBIl u nasnauenue D3T noszsonsem yayuuiums HPOSHO3 U

gonpoc o exmovenuu BT 6 npoepammuvl maccoo2o ckpununea nosopodicoennvix [13,30].

Kpurepuu oneHkn kauyecTsa MeJUIIMHCKON MOMOIIA

Kpurepun kavyecTBa

Onenka
BBINIOJIHEHU A

Bemonneno  ompenenenne  aktuBHoctd  KAIT ¢ pensro
noATBepkaeHus auarHo3a bII B melikomurax mnepudepuyeckoin
KpPOBU WM TIATHAX BBICYHICHHOM KpPOBU W/WJIM MOJEKYJISIPHO-
TeHETUYECKOe HCCiIeoBaHue (BbIsBICHHE MyTaiuii B reHe GAA)
(mpu mocTaHOBKE AMArHO3a)

Jla/uer

BeinonHen 6MOXMMHUYECKUI aHAINU3 KPOBHU C ONPE/IEICHUEM YPOBHS
CBIBOPOTOYHOM KpeaTHH(POCHOKMHA3ZBI (KDK),
naktaraeruaporenassl (JIAI'), amanunamuHoTtpancdepassl (AJIT),
acnapraramuHoTtpanchepassl (ACT) (Ha MOMEHT MOCTaHOBKH
JIMarHO3a U €CJIHM He MPOBOAMIIOCH B MPEAIIECTBYIOIINE 6 MECSIIEB)

JNla/uer

Boimonnen oOmuii  (KIMHUYECKH) aHamu3 KpoBH (ecnu  He
MIPOBOMIIOCH B MPEAIIESCTBYIOMINE 2 MeCsI11a)

JNla/uer

IPOBOJMIICA JIM KOHTPOJb HaTpuilyperuueckoro mnentuna (NT-
proBNP) He no3znHee 3 MecslieB OT MOMEHTA MOCTAHOBKHU JIMAarHO3a
(manuentam a0 1 roga) umm He mMo3gHee 6 MecsIeB MOCie MEePBOro
roJia JKU3HH

JNa/uer

Brimonnena snextpokapauorpadus u sxokapauorpagpus (ecau He
MIPOBOIMIIOCH TIPEANICCTBYIOMNE 6 MECSIEB) U Kaxable 7-14 nHel B
nepsble 12-24 venenu npu HazHaueHUn O3T

JNla/uer

BrimonHeHo ompeneneHue pa3MepoB W CTPYKTYPHI TI€YCHH 10
JaHHBIM YJIBTPa3BYKOBOTO MCCIIEAOBAaHUs OPIOIIHON MOJIOCTH (€Cin
HE TPOBOJIUIIOCH MTOCIIEAHNE 6 MECSIIEB)

Jla/aet

BrimonaeHo o0cienoBaHusT MHHEPAIbHOW IUIOTHOCTH KOCTEH ¢
MPUMEHCHHEM JICHCUTOMETPUH (€CITH HE MPOBOIUIIOCH B MOCTIETHHIE
12 mecsieB)

JNla/uer

Brinmomnseno AyIUOJIOTHICCKOC 06CHCI[OB8.HI/I€ (TOHaJ'IBHa}I

Ja/uer
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aynuoMeTpusi) (eciau He TPOBOJIUIIOCH B MIOCIEAHUE 3 T0/1a)

9. | BeimonHeHa peHrreHorpadusi OpraHoB T'PYAHOM KJIETKH (eciu He Ha/uet
MIPOBOMIIACKH TTocTeAHNne 12 mecsIeB)

10.| BemmonnHeHa oneHka (QYHKIUM BHEIIHETO [JbIXaHus  (ecau He Ha/ner
MIPOBOIMIIOCH B TIOCJIEIHKE 12 MECSIICB)

11.| BoinosiHeHa  KapAMOPECIUPATOPHOIO MOHMTOpUHIa (€ciau He Ha/ner
MIPOBOIIIACKH TToceAHne 12 mecsIeB)

12.| BeimonHeHa  MyJdbC-OKCHUMETpHUs, KamHorpadwus, (ecnm  He Ha/uer
IIPOBOAMJIACH IOCIIEAHNUE 6 MECSLIEB)

13.| BeimosiHeHO ompeiesieHne CTUMYIISIIMOHHONW M urojibuyatoit DHMI Jla/Het
Ha MOMEHT IOCTAaHOBKH JMarHo3a

14.| BoinosniHeHa KOHCYNbTALUS BPAYOM-T€HETUKOM IPU YCTaHOBJICHHUH Ha/uer
JIMarHo3a

15.| BolnosiHeHa KOHCYJIbTAIlMsl BPauOM-KapJIMOJIOTOM MpH HaJTIWYUH Ha/uer
MATOJIOTHU CEPACYHO-COCYMCTON CUCTEMBI

16.| BeimostHeHa ~ KOHCYNBTalUsl  BPAauyoOM-OTOJIAPHHTOJIOTOM  (TIpH Ha/ner
HAJIMYUU TaTooruu co cTtopoHsl JIOP-opraHoB wu/unm BepxXHHX
JIBIXATENIbHBIX ITyTEH)

17.| BoimonHeHa  KOHCYJbTAIMsl  BPauOM-HEBPOJIOrOM  (€cid  He Ja/uer
IIPOBOAMIIOCH IOCHeqHUe 3 Mecsua Juis aeTeil 1o 1 roga u He pexe
1 paza B roj Juist malMeHToB crapiie 1 rona)

18.| BeimosnHeHa KOHCYJIbTALUSI BPAYOM-TTYJIbBMOHOJIOTOM (TIPH HaJTHMYUH Ha/ner
MIATOJIOTUU CO CTOPOHBI JIbIXaTEIbHON CUCTEMBI)

19.| BeimonHeHa KOHCYJBTALMS BpPAvdOM-TIEAMATPOM/TEPAIIEBTOM (€CIH Ha/ner
HE POBOJIUIIACH MOCIETHUE 3 MecsIa)

20.| Haznauena  ¢QepmentHas  3amectutenbHas  Tepamus  (D3T) Ha/uer
MalMEHTaM C YCTaHOBJIEHHBIM quardHo3oM bITITH

21.|Haznauena ¢epmeHTHas 3amectutenbHas  Tepanus  (DP3T) Ha/ner
MAIMEHTAM C YCTAaHOBJIEHHBIM JuarHo3oM MBIT

22.| Ha3znauens! npenapatsl  BUTaMuHa D, kanbius, OugocdoHaTtoB y Ha/ner
MAIMEHTOB CO CHMYKEHUEM IIJIOTHOCTH KOCTHON TKaHU

23.| BoimonHeH 6-TUMHUHYTHBIH TECT ¢ XO0JbOOW (eciu He MPOBOIUICA Ha/uer
nocyenHue 6 Mec.)

24.| IIpoBeeH aHaiIM3 KauyecTBa XM3HHU IMAIMEHTOB COIVIACHO OIIEHKE Ha/net

Ompocuuk SF-36 (ecau HEe TPOBOIUIICS TIOCIETHUE 6 MeC.)
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Ipunoxenne Al. Cocras padoueii rpynnsl mo paspadoTke H NepecMOTpy

10.

KINHUYIECKHUX peKOMeHI[aHI/Iﬁ
Kyues Cepreit UBanoBuu - ui.-kopp PAMH, n.m.H., nupextop ®I'BHY "Menunko-
IFEeHETUYECKUN HayyHbli 1eHtp wum. axkagemuka H.IIL.boukoBa ", Ilpe3unent
Acconuanuu MeIUIMHCKUX reHeTukoB (AMI).
Hukutun Cepreii CepreeBuu - a.M.H., npodeccop, mnpenacenarenp «OomecTBa
CTELUAIHCTOB MO0 HEPBHO-MBIIICYHBIM 3200JICBAHUSAMY.
Hama3zoBa-bapanoBa Jleilia CeiimypoBHa- akanemuk PAH, mpodeccop, n.m.H.,
[Ipencenarens Mcnonkoma Coro3a nenuarpoB Poccun.
BapanoB AuJiekcanap AJiekcaHapoBu4- akagemuk PAH, mnpodeccop, a.m.H.,
[Touernsiii Ilpencenarens Mcmonkoma Coroza memuatpoB Poccuu. Harpaasi: Opnen
Tpynosoro Kpacunoro 3namenu, Oppnen Ilouera, Opnpen «3a 3acayru mepen
OteuectBom» IV crenenu, Opaen «3a 3acnyru nepea Oreuectsom» II crenenu.
Bamaxkmanze Harto /I:xkym0epoBHa- 1.M.H., kadeapa dakynabTeTckoii nequatpuu [1D
OI'bOY BO PHUMY umenn H.U. Iluporosa, MHcTUTYT neauaTpud M OXpaHbI
3nopoBbs aereit HKb PAH, unen Coro3a nenuarpoB Poccuu.
ApreMbeBa Ceetiiana BponuciaBoBHa -I.M.H., 3aBeyromias
MICUXOHEBpoOJIoTHUecKkuM otaeneHneM Ne2 HaydHo-ucciaen0Baresnbckoro KIIMHUYECKOro
MHCTUTYTa neauarpuu umenu akaaemuka O.E. Benstumesa 'BOY BITO PHUMY um.

H.N. ITuporosa Munsnpasa Poccun.

ApxunoBa Ejnena HukounaeBsna - k.m.H., DHKI] nerckoil reMaTosioruu, OHKOJIOTHA U

HUMMYHOJIOTHH UM. I[MI/ITpI/ISI Porauesa.

Bbacapruna Egena HuxkonaeBHa -1.M.H., 3aBeayromias OTAEIECHUEM KapAUOJIOTHH,
IJIaBHBIN Hay4HbIN coTpyaHUK PI'AY "Hayunslil ieHTp 300p0Bbs Aereil”" M3 PO, unen

Coro3a neguatpos Poccun.

3axapoBa Exarepuna IKOpweBHa  -1.M.H., 3aBenyrwomas  jaboparopueit
HacyencTBeHHBIX Oone3Heil oomena ®I'BHY "Menuko-reneTndyeckuili Hay4HbIN [IEHTP
nM. akagemuka H.IT.boukoBa', unen Poccuiickoro oOmecTBa MeTUIIMHCKHUX TEHETHKOB,
YJIeH eBpOMECcKoro oO0IIecTBa MO HW3YYCHHIO HACIEACTBEHHBIX Oose3Heil oOMeHa
BemiectB (SSIEM).

Knwomnaukos Cepreid  AHarojbeBHY- J.M.H., B.H.C., Bpay-HEBpojJor 5
HeBposiorudeckoro oraenenus ®I'bHY HIIH, unen Poccuiickoro o01ecTB HEBPOJIOTOB

U MEIUIMHCKUX TeHeTukoB, Movement Disorder Society, European Huntington's
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Disease Network (Euro-HD Network). Beaymmii crnenpanuct 1o OoJe3HH
I'entunrrona uccnepoBatensckoro nearpa REGISTRY Euro-HD Network (na Gasze
HIIH). IIpeacenarens poccuiickoit Acconmanuu no 6opsoe ¢ 00ne3HbpI0 I eHTHHITOHA.

11. KoraykoBa Haraabsi IlaBioBHA-1.M.H., Bpady-KOHCYJbTaHT, JCTCKUMA KapJIHOJIOT
I'bY3 «/lerckass ropojckas kiuHU4Yeckas OonpHHMIIAa WM. 3.A. bamuiseBort /3 T.
Mocksbl», mpodeccop Kadeapsl rocnutaabHo nexuaTpuu Ne 1 meamaTpudeckoro
¢dakynerera [BOY BIIO PHUMY um. H.U. [Tuporoga.

12. JlapuonoBa BasenTuna NabuHuyHa- JI.M.H., OI'BHY "Uncturyt
AKCIICPUMEHTAIbHOW MeauIlMHbl", wieH Poccuiickoro oo0mecTBa MEIUITMHCKUX
TE€HETUKOB.

13. MuxaiinoBa Cgerjiana BuraabeBHa -1.M.H., 3aBenyromas otaeneHuem OI'BY
«Poccuiickas Jlerckas Knnanueckas bonpauna» M3 PO.

14. Cemsaauxknna Asuia HukosnaeBHa- 1.M.H., T.H.C. OTJEJCHHS KIMHUYECKOW T€HETHKHU
OI'BY «Mockosckut HUU nenmarpum u nerckoi xupypruum Munsapasa Poccuny,

yjieH Accolranuy MEIULUHCKUX TeHeTUKOB (AMI).

ABTOpBI MOATBEPKAAIOT OTCYTCTBUE (PMHAHCOBOM MOAJIEPKKH/KOH(IMKTa MHTEPECOB,

KOTOPBII HEOOXOJUMO 0OHAPOOBATH.
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Ipunoxenne A2. MeronoJiorust pa3padoTki KJIMHAYECKHX PEeKOMEH AN I

Hacrosdmme pexkoMeHIanuu MpenHa3HayeHbl [UIsl MPUMEHEHUS MEIUIUHCKUMU
OpraHM3allMsIMU U YUPEXKIEHUSIMU (efepanbHblX, TEPPUTOPUATBHBIX WU MYHHUIMIAIbHBIX
OpPTraHOB YNPABJICHUS 3APAaBOOXPAHEHHEM, CHCTEM O0O0s3aTeIBbHOTO U J0OpPOBOJIBHOTO
MEIUIMHCKOTO  CTpaxoBaHWs, JIPYIMMM MEIULMHCKMMHU OpTraHU3alMSIMHU  Pa3IMYHBIX
OpraHMU3alOHHO-TIPABOBBIX (DOPM AEATETHLHOCTH, HAMPABJICHHON HA OKa3aHHE MEIUIUHCKON
MTOMOILITH.

Hacrosiiue pekoMeHIanuu ycTaHaBIMBAaKOT BUAbI, OObEM M HMHIUKATOPHI KauyecTBa
MEIULIMHCKOW moMomu manueHTam npu BII m Obutm  paccmoTrpensl B pamkax 111
Bcepoccutickuii HaydyHO-TIPaKTHYECKUH KOHTpecca ¢ MEXIyHapoaHbIM ydactueM «OpdaHHbIe
oonesan» (31.05.2018 - 02.06.2018) m na XXI Konrpecce mnemuatpoB Poccum c
MEXTyHAPOAHBIM YUaCTHEM «AKTyalbHbIC Tpo0ieMbl neauatpum» 15-17 despans 2019 r.

Knunnueckue pexkomMeHnaluu CO3/1aHbl Ha OCHOBAHHWU CHCTEMATUYECKOro 0030pa
autepatypbl 1992-2019 rr. Medline (Pubmed version), Embase (Dialog version) u Cochrane
Library databases, ¢ ucmonb3oBanrem cozganHbIx mpoTokosios (Bembi B., Cerini E., Danesino
C. et al. Management and treatment of glycogenosis type Il. Neurology 71(Suppl 2) December
2, 2008. 12 — 36, Barba-Romero M.A., Barrot E., Bautista-Lorite J. et al. Clinical guidelines for
late-onset Pompe disease. Rev Neurol 2012; 54 (8): 497-507, Cupler E., Berger K., Leshner R.
et al. Consensus treatment recommendations for late-onset Pompe Disease. Muscle and Nerve.
2012. 319-333.) CcOBpeMEHHBIX MEXIAYHApOJHBIX KIMHUYECKUX pPEKOMEHJAIMi 1o
JMAarHOCTHKE, JICYEHUIO U BEJICHUIO NAI[UEHTOB C META0OINYECKIUMH OO0JIE3HIMH.

bonesns [lomrnie oTHOCUTCS K peIKMM HacleACTBEHHBIM 3a00JI€BaHUSAM, UTO UCKIIFOYAET
BO3MOKHOCTh MPOBEJCHHsI OOJBIINX KOTOPTHBIX M PaHIOMU3MPOBAHHBIX KOHTPOJIUPOBAHHBIX
HCCIIEIOBAaHUM M AJI CO3JaHUs IPOTOKOJIOB JMATHOCTUKH M TEpPanuM HUCIOJIb3YIOTCS JIUIIb
TEMaTUYECKHE UCCIIEI0BAaHUS IKCIIEPTOB, ONMYOIMKOBaHHBIE B TIOCIEIHUE JBA 1€CATUICTHS.

OneHka KadecTBa JOKAa3aTENbCTB U CHJIBI PEKOMEHAALUNNA MPUMEHEHUs MEIUIMHCKHUX
TEXHOJIOTUI MPOBOJIMIACH B COOTBETCTBUU C YHM(DPULIMPOBAHHOM ILIKANOH, MPHUBEICHHON B
tabnumax 1-3.

IeneBast avaiuTopus JAHHLIX KIHHUYECKHUX PEKOMEHTAIIMII:

Bpauu o01ieit BpaueOHOM MpaKTUKH (CeMeiiHbIe Bpaun);
Bpauu- nexuatpsl;

Bpauu-tepaneBTsr;

1
2
3
4. Bpauu-renerukuy;
5 Bpauu-naboparopHble reHeTHKHY;
6

Bpauu-kapauonoru;
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7. Bpauu-nerckue kapanosory,

8. Bpauu- HeBposory;

9. Bpauu- pentrenosnory;

10.  Bpauwm GpyHKIHMOHATBHON TUAaTHOCTHKY;
11.  Bpayu-oTOpPUHOJAPUHTOJIOTH;

12. MeauIHCKHE TICUXO0JIOTH;

13. Cryaentsl MmenuuuHcKkux BY30B;

14. OO6yuaromuecs B OpAMHATYpe U HHTEPHATYPE.

Ta6auma 1. Illkana omeHku ypoBHEH gocTOBepHOCTH jaokasatenbctB (Y1) s

METOA0B IUAarHOCTUKHU (III/IaFHOCTI/I‘-ICCKI/IX BMGIHaTeJII)CTB)

Y Pacumgposka

1 Cucrematudeckre 0030pbl UCCIEOBAHUI C KOHTPOJIEM pPePEepeHCHBIM METOJOM WU
CUCTEMATUYECKUN 0030p paHJOMM3UPOBAHHBIX KIMHUYECKUX HCCIEIOBAaHUM C
MIPUMEHEHUEM MeTa-aHaIu3a

2 OtnenbHBIE UCCIENIOBAHMS C KOHTPOJEM pedEepeHCHBIM METOJOM WU OTICIbHBIC
PaHIOMU3UPOBAHHBIE KIMHUYECKHE WCCIEIOBAaHUS W CHCTEMaTH4ecKhe 0030pbl
UCCleIOBaHUM  m000ro  au3aiiHa, 32  UCKJIIOYEHHEM  PaHIOMHU3HPOBAHHBIX
KIIMHUYECKHUX UCCIIEJIOBAHU, C TPUMEHEHNUEM MeTa-aHallu3a

3 HccnenoBanust 06e3 MOCIENOBATENILHOTO KOHTPOJS pedEepeHCHBIM METOAO0M WU
HUCCIICAOBaHUA C pe(l)epeHCHI)IM METOAOM, HE MABIAOINIUMCA HE3aBUCHUMBIM OT
MCCIIeyEMOT0 METO/Ia UJIM HEepaHJAOMHU3UPOBAHHBIE CPAaBHUTEIBHBIE HCCIICIOBAHNUS, B
TOM YHUCJIC KOT'OPTHBIC UCCIICAOBAHHUA

4 HecpaBHurtenbHbIe UCCIIEIOBAHUS, ONTMCAHNUE KIIMHUYECKOTO Cy4das

5 Hmeetcs numib 000CHOBaHNE MEXaHU3Ma JACHCTBUS UM MHEHHE YKCIIEPTOB

Taoauna 2. Illkana oueHkW ypoBHEH noctoBepHOCTH nokazarenbcTB (YM) ms

METOJIOB MPO(UIAKTUKH, JIedUeHHs] U peaduiauTauuu (MpoPUIAKTUYECKUX, JEUEOHbIX,

pea6I/IJ'II/ITaI_II/IOHHBIX BMeIJ_IaTeJ'IBCTB)

YA Pacuiugposka

1 | Cucremarnyeckuii 0630p PKU ¢ npumenennem Mera-aHanuza

2 | Ornenbubie PKM u cucremarmueckue 0030pbl HCCIENOBaHMM J1000ro au3aifHa, 3a
nckiroueHrnem PKH, ¢ npumeHneHnem Mera-aHanmsa

3 | HepannomusupoBaHHblE  CpaBHUTENIbHBIE  HCCIENOBaHMA, B  T.4. KOTOPTHBIE
VCCIICIOBAHMUS

4 | HecpaBHUTENbHBIE UCCIEIOBAHMS, OMMCAaHUE KIMHUYECKOTO CIIydasl WM CEPUU CIYy4aeB,
VICCIICIOBAHMSI «CIIYy4ali-KOHTPOJIIb)

5 | Umeercs numpb 00OCHOBaHHWE MEXaHM3Ma JECUCTBUS BMEIIATENbCTBA (JOKIMHHUYECKUE

I/ICCJ'IeI[OBaHI/ISI) HJIM MHCHUC DKCIICPTOB

33




Ta6auma 3. Illkama oneHku ypoBHeH yOemutenbHOCTH pekomeHmarwii (YYP) mis
METOAOB NPOQMIAKTUKU, IWATHOCTUKH, JIEUCHUs U peadbunuranuu (MpoduIaKTUYECKHX,

JUArHOCTUYCCKUX, JIG‘IC6HBIX, pea6I/IJII/ITaI_[I/IOHHBIX BMGI_HaTeJIBCTB)

YYP Pacuugposka

A CunpHas pekoMeHAanus (Bce paccMaTpuBaeMble Kpurepuu 3((HEeKTUBHOCTH
(MCXOMbl) SABJSIIOTCA BaXKHBIMHM, BCE UCCJICJAOBAHUS HMEIOT BBICOKOE WM
YIOBJIETBOPUTEIILHOE  METOJIOJIOTUYECKOE  KauyecTBO, MX  BBIBOJBI IO
MHTEPECYIOIIMM HCXOJaM SIBJISIFOTCS] COTIACOBAHHBIMH )

B YcnoBHas pekoMeHalus (He Bce paccMaTrpuBaeMble Kputepuu 3¢ (HeKTUBHOCTH
(ucxonpl) SBISIOTCS Ba)KHBIMHM, HE BCE HCCIIEJOBaHMS HMMEIOT BBICOKOE WIIU
YIIOBJIETBOPUTEIbHOE METOAO0JIOTMYEeCKOe KayeCTBO W/MIM MX BBIBOJABI IO
MHTEPECYIOIIUM UCX0JIaM HE SIBJISIIOTCS COTJIACOBAHHBIMMU )

C Cnabast pekoMeHaaIus (OTCYTCTBUE JOKA3aTEIbCTB HAIJICKAIIETO KauecTBa (Bce
paccmaTpuBaeMbie KpUTepuu 3PPEKTUBHOCTU (MCXOJIbI) SIBISIOTCS HEBAXKHBIMH,
BCE MCCJICIOBAHUS UMEIOT HU3KOE METOIOJIOTHYECKOE KAYeCTBO U UX BBIBOJIBI 11O
WHTEPECYIOIINM HCX0JIaM HE SIBJISIFOTCS COTJIACOBAHHBIMHU )

IHopsinok 00HOBJIEHHS KIMHUYECKUX PEKOMEHIAlMId.

Mexanu3sm  OOHOBJIEHUS  KIMHUYECKUX PEKOMEHJALUN  IpeaycMaTpuUBaeT  HX
CUCTEMAaTUYECKYI0 aKTyalU3allMl0 — HE peXe 4YeM OJMH pa3 B TpU TI0Ja, a TAKXKE IpHU
IIOSIBJICHUH HOBBIX JAHHBIX C IO3MLMHM J0Ka3aTeIbHOW MEIULMHBI IO BOIIPOCAM AUATHOCTHUKH,
JeyeHus, MNpoQUIAKTUKM M  peaOMIMTaluMU  KOHKPETHBIX  3a00/eBaHUll, HaIu4uu
00OCHOBAHHBIX JIOTIOTHEHUI/3aMeuannii K panee yrBepka¢HHbpiM KP, HO He vamie 1 pa3a B 6

MCECAILICB.
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Ipunoxenne A3. CipaBo4Hbie MaTepHAJIbl, BKIKYas COOTBETCTBHE
MOKA3aHUH K IPUMEHEHHUIO U MPOTHBONOKA3AHM, CII0CO00B NPUMEHEHUA U
1103 JIeKAPCTBEHHBIX NPeNnapaToB, HHCTPYKIMHU 110 IPUMEHEHUI0

JJEKApPCTBCHHOI'0O IIperiaparta
[Tpuka3 MunuctepctBa 3apaBooxpanenuss PO "O6 yreepxkaenun [lopsaka okasaHus
MEIULUHCKOW MOMOIM OOJBHBIM € BPOXKIEHHBIMM M (MJIM) HACJIEICTBEHHBIMU

3aboneBanusaMu” ot 15 Hos1Opst 2012 . N 9171).
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Ipuioxkenne b. AIropuTmMsl 1eMCTBUH Bpaya

~
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OPYTUX METOZ0B e4eHun
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Hpuiaoxenue B. Undopmauus 1/ mauueHra

Boae3un Ilommne

bonesnp [lomne 310 onHa m3 50 HacienCTBEHHBIX OOJE3HEH, KOTOPBIE OTHOCATCSA K
rpymrne JIM30COMHBIX Oose3Hell HakomieHus. B nuzocomax (opraHesuibl KJIETKH) MPOUCXOAUT
paciieruieHiue  KPYNHBIX ~ MOJIeKysn  (MakpoMoOJeKys) TaKuX  KaK JKHpBI,  OCIIKH,
IJIMKO3aMHUHOTIIMKAHBI, TIUKOTeH. [Ipu pa3HbIX 0OJEe3HSIX HapyIIaeTcsl ONpeaesieHHAast CTaus
pacuieruieHust 3Tux Makpomosiekysn. Yactora Oonesuu Ilomme (rmmkorenosa Il-ro Tuma)
coctapisieT npuMepHo 1 ciydait Ha 140 000 (knaccuueckas nHpanTmisHas Gopma) u 1 Ha 60
000 st B3pocioit dopmbl. 3a00JeBaHME BCTPEYACTCS NMPAKTUYECKH BO BCEX STHUYECKHX
rpymnmax.

bonesns [lomne penkoe HaciaencTBEHHOE 3a00JI€eBaHKE, IPU KOTOPOM B OPTaHU3MeE
HE XBaTaeT OIpeJeIeHHOro (epMeHTa - anb(a IITF0K03Ma3bl (CHHOHMM KHCJas Manbrasa). B
pedynbrate MyTanmuu B reHe GAA, KOTOpbI KOOUPYeT ATOT (EpMEHT, B KIETKax
HaKaIJuBaeTcs 0co00€e BEIIeCTBO- MIMKOTeH. DTO MPOUCXOIUT B MbIIIIAxX U B cepaie. Ecnu He
HayaTh JICYEHHWE, TO MbILIEYHAs TKAHb U3MEHSET CTPYKTYPY M HE MOXKET BBIIIOJIHSATH CBOIO
¢ynkuuto. bonesnp IlomMme OTHOCHTCS K MPOTPECCHPYIONIMM HEPBHO-  MBIIICYHBIM
3a0oneBanusaM. C TeyeHHMEM BpPEMEHH CHUMIITOMBI OOJI€3HM HApacTaloT, MPHUCOEAUHSIETCS
MOPaKEHHE HOBBIX TPyMNI MbIIIL. MHOrMe ManueHThl NEPECTAIOT CAMOCTOSATEIBHO XOAUTh U
CTAaHOBUTHCSA 3aBUCHUMBIMU OT amlapaTOB HCKYCCTBEHHON BEHTWJIALIMU JIETKUX, MOCKOJBKY
MIPOUCXOUT MOPaKEHNE MBIIII OTBETCTBEHHBIX 3a JbIXxaHHE. VI3BECTHO HECKOJIBKO pa3IU4HbIX
Mo TSHKECTH M BO3pacTy Haudana ¢opMm 3ab0oneBaHMs- paHHsAA (MJIaJeHYecKas), MO3IHSS
MiIajieHueckass (merckas) W B3pocias. OHM  OTIMYAIOTCS CHUMOTOMAaMHM M CKOPOCTBIO
nporpeccupoBanus. bonesns Ilomme mposBisercs B BUIE MBIIIEUHON ciabocTH, aTpoduu
MBI TIpu Bcex (opmax 3aboneBanus. s miageHdeckoil (GOpMBI TaKkKe XapaKTEPHO
MopakeHHe MBI cepana. Pasmepsl cep/iia 3HaAYUTENFHO YBETUYUBAIOTCS, MOXKET OBICTPO
pa3BHUBaTHCS cepieUHas HEIOCTATOYHOCTD.

JleTssM WHOTAA CIIOKHO TOBOPHUTH, TaK KaK CTPaJalOT BCE TPYIIbI MBIIIIBL, peYb
CTAaHOBUTCS HEBHATHOW, cMa3aHHOW. MpImeyHas ci1aboOCTh MOXET TPOSBISITHCS B
HEYKJII0’)KECTH, MalUEHThl CIOTBHIKAIOTCSA, UM TPYIHO MOJHMMAThCsA mo JjecTHule. [loxonka
B3pOCIBIX MalKMeHTOB ¢ Oone3Hbio [lomme - cBoeoOpaszHas, OHM CTaparoTCs KOMIEHCHPOBAThH
nedekT 3a cYET mepeHoca IeHTpa TshKecTH. UeM MEHbIEe MalueHT JBUTaeTcs, TeM OoJIbIie

BEPOATHOCTH Pa3BUTHUA I/ICKpI/IBHeHI/Iﬁ IMMO3BOHOYHHKA U IMOABJIICHHUA KOHTPAKTYP.
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HacaenoBanue

Hacnenyercs 6one3nnr [lomme mo ayrocomHo- peneccuBHOMY Tumy. bombHo#t BII
pebeHOK HacleAyeT M0 OJAHOMY H3MEHEHHOMY TreHy (reHa ¢ Myranueil B CBoOei
MOCIIEZIOBATEIBHOCTH) OT KaXAOro W3 pojauTeneil. B ceMbsx rnae poauTenu SBISIOTCA
Hocurensimu Oosiesan [lomme puck poxxaenust 6ompHOro BII pebenka cocraBmser 25% Ha
Kaxayro OepemeHHocTh. [losromy ecnmu B cembe poamiicsi O6ombHOM BII pebeHok 310 He
03HA4YaeT 4To Bce JeTH OyayT OonbHbI. ECcTh m1anc poauTs 340pOBOro pedeHkKa.

Kak ycranaBimBawT 1MarHo3

Bpaun Ha OCHOBaHWHM KIMHUYECKUX CHUMIITOMOB MOTYT 3arol03puUTh 00Je3Hb. 3aTeM
IIPOBOASATCS JJaOOpaTOpHbIE TECTHI U MHCTPYMEHTAlIbHOE HcciefaoBanue. [lpaktuuecku y Beex
6onpHBIX BII B OHOXMMHYECKOM aHaiu3e KpPOBU TMOBBIIICHA AaKTUBHOCTH (EPMEHTOB
kpeatuHdocdokunassl, Anat, Acat. [lpu npoBeneHun snekTpoHeiipomuorpaduu onpeaensor
MIEPBUYHO MBILIEUYHON XapakTep HapyuieHus. Ho 3T cuMnToMbl MOTyT BCTpeuyaThCsl M MpU
JPYTUX HACJEACTBEHHBIX (OpMax MBIIIEYHbIX AUCTPO(uiA. [ TOYHOro MOATBEPKICHUS
JMarHo3a HeoOXOAMMO OIpe/lelieHHe aKTUBHOCTh anbda III0K03uaa3bl B KpoBH. Bo MHOrHx
cllydasx Takxke pekomenayetcs npoBeneHus JIHK nuarHocTuku eciay akTUBHOCTH (hepMeHTa
ObLIa CHIKEHA.

Jleyenne

Jns neyenust BI1 pazpabortana cnernuanbHas (GepMeHTHas 3aMeCTUTENbHAs Tepamnusl.
CMBICII Tepanyy 3aKI0YacTCsA B TOM, YTO MALMEHTY KaKble 1BE HEIEIN BHYTPUBEHHO BBOJAT
Henoctaronuii ¢pepment. [IpenapaTt mins GepMEHTHON 3aMECTHTENILHOW TEparnmuy Ha3bIBACTCS
Anrmoko3ujasa anbda. B camoli nporenype BHyTpUBEHHOTO BBEACHHS ()epMEHTA HET HUYETO
CIIO)KHOTO W cTpamHoro. IIpo ompeneneHHOM HaBBIKE 3TO MOXHO NPOBOJUTH B 000N
OoJbHHUIIE.

D¢dekT Tepanuu BO MHOTOM 3aBHCHUT OT TOro, KOTja Obulo HauyaTo JieueHue. Ecim
MIPOLIECC B MBIIIEYHOM TKaHU JOLIEN O ONPEJEICHHON CTaJuu BOCCTAHOBUTH YTPAuE€HHYIO
(GYHKIIHIO MBIIIIE HEBO3MOXKHO.

Menuko-reHeTH4ecKasi KOHCYJIbTalus

CeMbsiIM OYEHb Ba)KHO MOCETUTh Bpaua IeHETHKAa. Y Bpaya reHEeTUKa MOXKHO
y3HaTh pUCK poxjaeHuss OonbHOro BII pebGenka B maHHON ceMbe, MpOWTH OOCIEIOBaHHE
POJCTBEHHUKAM €cM 3TO HeoOxoaumo. OOCyauTh MpeHaTalIbHYI0 U MPEeUMILIAaHTALMOHHYIO
JUarHOCTHKY.

[IpenatanpHast AwarHocThka mnpoBoAuTcs Ha 9-11 Hemensx OepeMEHHOCTH. B

MaTepuase, KOTOpbI Ha3bIBaeTcsi BOPCHHBI XOpPHOHAa (TO K3 YEero B MOCIEAYIOIIEM
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(dbopmHpyeTcs IIIALEHTa), ONPENEISIOT aKTUBHOCTh ()epMEHTA U NMPOBOAST TECTUPOBAHHUE IS
BbisiBIIeHUsT MyTanuii B rene GAA. Ha ocHOBaHMM MPOBEICHHOTO aHAJIM3a JEIAI0T BBIBOJ
OosleH IUION WM 370pOB. CoBpeMEHHbIE TEXHOJIOTUU MO3BOJISIIOT IMPOBOJIUTH MU
[IPEUMIUIAHTAllMOHHYIO JUArHocTuky. OIUIOZOTBOpPEHHE NPOBOAUTCA B NPOOUpKE, 3aTeM
OTOMPAIOT TOJBKO TE OIUIOJOTBOPEHHBIE SMOPHOHBI Ha CTAJUU HECKOJBbKUX 0JIaCTOMEpOB, B
KOTOPBIX HET CEMEMHOM MYTallMM U UX UMIUIAHUTUPYIOT B OpraHusM Marepu. lIpu nannon
IIPOLIEAYPE €CTh CBOU PUCKH, KOTOPBIE MOXKET Pa3bsiCHUTL Bpad I€HETHUK.

bone3np Ilomne He BXOOUT B nepeueHb opdaHHBIX 3a00JI€BaHMM, JeUEHHE KOTOPBIX
IPOBOJUTCS 3a CYET CPEICTB PErMOHAIBHBIX OMOKETOB, OJHAKO, MAlMEHThl HMEIOT
BO3MOKHOCTB JIEUUTHCS B Poccun.

IHomomnb ceMbu

He 3a0biBaiiTe: OT ceMbU 3aBUCHUT yCIEX JIEYEHHS HE B MEHbILUEH CTENEHH, YeM OT
Bpaua. HyHO coOmoaTh peKOMEeHIaluK, HU NpU KaKuX YCIOBUSAX HE TepATh Hajgexnay. U
Ja)kKe eclii Bbl HEe MmobOenute O0JIe3Hb IMOJIHOCTHbIO, U3MEHMTH HU3Hb K JIydllleMy, CAENaTh

POAHOI0 BaM 4YCJIOBCKA CHACTIIMBBIM B BalllUX CHUJIAX.
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Ipunoxenne I'l-I'N. IlIkanbl oieHKH, BONPOCHUKHU U APYrue OLleHOYHbIE
HHCTPYMEHTBI COCTOSIHUA MALMEHTA, IPUBEJACHHbIC B KIMHUYECKHX

PEKOMECHIALUAX

IIpunoxenue I'l. OcnoBHbie cumnToMbl MBII

Knuandeckuii CHMITTOM Yact
oTa
CHHIpOM  «BsUIOTO  peOCHKa», OBICTPOE  IMPOrPECCHPOBAHUE
MBIIIEYHOH C€1a00CTH, aKCHallbHAs THUIIOTOHHS, CHIDKEHHE MOTOPHOMN 110
AKTUBHOCTH, CJ1a00CTh MUMHYECKHX MBI, apediaekcus B mo3aHen craauu | 96%
3a00JIeBaHHs, UKPOHOXKHBIC MBIIIIIIBI TUIOTHBIC TIPU MAIbIIAIUN
Kapauomeranus, KapAMOMHUOTIATHS W/WIIH cepacyHas 110
HEJIOCTATOYHOCTh 95%
I'emaToMeranus 110
82%
Makporioccus 110
62%
TpymHOCTH PU BCKApMIIMBAaHWUU U HU3Kasi IpUOaBKa B Bece 110
50%
YacTtele pecnupaTopHble HHOEKIMH, PECIHUPATOPHBIA AMCTPECC MU 30-
CHIDKEHHE JbIXaTeNIbHONU (YyHKIIUU 40%
[ToBbIIeHNE YPOBHS KpEaTHHKHHA3HI 100%
BeicTpoe 1 HEYKIIOHHOE MPOTrpecCUpOBaHe 3a00ICBaHHS 100%
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IHpuiaoxkenue I'2. OcHoBHbIe KIMHUYecKue cuMmnTombl BITITH

IIpusnak Yacrora
[Iporpeccupytomas  Mple4yHass  €1aboOCTh € MPEUMYLIECTBEHHBIM
MOpakKeHUEM MPOKCUMAIBHBIX OTJIEJIOB, CHUKEHHE MOTOPHOW aKTUBHOCTH,
cnabocTh B HOrax OoOJblIe, 4eM B pyKaxX, THOEPTPOPHUs HUKPOHOKHBIX 30-90%
MBIIII, BOBJCUEHHE NApacNMHANBHBIX MbIIL (y JOeTed mocTapiie),
THIIOTOHUS,  CHIDKEHHE CYXOXXWIBHBIX pe(IeKCOB, MOJOXKHUTEIbHbIC
npuemsl ['oBepca, MuonaTuieckas oxXo/Ka
Hapymenust npixaHus, 4acTble pecupaTopHble MHQEKIUH, AbIXaTeIbHAsA
HEJO0CTAaTOYHOCTh, JUCIHO? Tpu (pu3mdeckod Harpyske, oOcTpykrtuBHOE | 25-40%
alTHO? BO BPEMSI CHa, OPTOITHO)
[ToBbIilIeHNE YPOBHS KpEaTUHKHUHA3HI 100%
YMepeHHas rernaroMeranus 1o 16%
Kapaunomeranusi, kapauomuonaTsi (MeHee BhIpa)KEHHAs, YeM IpH J1eOroTe 0-12%
10 1 rona )Ku3HM)
Makporaoccus 10 4%
CoHnMBOCTB, yTOMIIIEMOCTD 10 8%
Jlopno3, kudo3 u/uiam CKoJIMo3 9-25%
HopmMmanbHoe ncuxopeueBoe pa3BUTHE, COXPAHHBIN HHTEIIEKT 96%
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Ipuiaoxkenne I'3. Boinosnenue apurarebHbIX TecToB npu BITITH

BoinoaHsier BoinoaHsier He mo:xer
IIpenbsiBiasieMoe 3a1anue
0e3 Tpyna ¢ TpyaoM BBINOJIHUTH
[ToausaTh pyKH HAZl TOJOBOM 55 % 29 % 16 %
[TpunsTh BEPTUKAJILHOE 14 % 45 % 41 %
ITOJIOYKEHHUE u3 TOJIOYKEHUS
HAKJIOHUBIIIKCH BIIEPE]T
Bcerats ¢ HU3KOTO CTYNna 12 % 53 % 35 %
Bcerate 6e3 momomu pyk U3 8 % 37% 55 %
ITOJIOYKEHHS JIeXKa Ha CITMHE
[ToanpeITHYTH HAa MeCTe 6 % 29 % 65 %
Xoap0a BBEPX/BHU3 MO JICCTHHUIIE 2% 57 % 41 %
[logHAT, HOMHM B IIOJIOKEHUU 2% 43 % 55 %
JIexa
[TogHATBCS ¢ KOPTOUCK 2% 22 % 76 %
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IIpunoxenue I'4. OcHoBHBIE 3a001eBaHMA 1A M PepeHIHATBLHOTO

auarno3a BIIITH
Tun HapyumeHnus JAuaruos OcHoBHbIE CXO02KHe
CHMIITOMBI
[TosicHO-KOHEYHOCTHAS MbiieyHas | [Iporpeccupyromas
muctpodus CJ1abOCTh MBI  [OSICOB
HuctpoduHonatun  (MUOIUCTPOGDUS | HIIKHUX KOHEUYHOCTEH,
Mromenna, bexkepa) KpBUIOBHJIHBIE  JIOIIATKH,

MuodubpuiispHas MEOTIATHS

Kpamiu, nosbimenne KK

MpbltieyHbIe MuoTtoHudeckast ucTpodus 2 Tuma
aucTpohuu [IneuenonaTouHo-nuIeBas
MHUOIUCTPODHS
bonesns /lanona
X-cuernjaeHHas MUOIaTUs
JInnenonaroYHOKOHEYHOCTHAS
MBIIICYHAS TUCTPOdus
[Tonmumuo3sut ITocrenenno
Bocnanurensnas
MO Muo3uT ¢ BKIIOYEHUSIMU pa3BuBaroIIascs cnadbocTb
MBI, noBeimenne KK
HemanunoBas Muonarus Mpiieynas  ¢nabocTsh,
bonesHp 1EHTpaIbHOrO CTEPKHS U | TUIIOTOHUS npu
Bpoxnennblie MYJIbTUCTEPKHEBAS] MUOIIATUH HOPMaJIbHOM Wi
MUONaTHH LlenTponyKiI€apHas MHOIIATUS YMEPEHHO  IOBBIIIEHHOM
Muonatus ¢ ruanuHOBbIMU TenblaMu | ypoBHe KK,  Hanmnuum
[Ipoune BpoxkI€HHBIC MUOTIATUHT CKEJICTHBIX HAPYIICHUN
I'mukoreno3sl Illa, IV V u VII Tunos TI'unoronus,
MutoxoHIpuaibHble MUOTIATUN remaToMeraigusi y JeTeu,
’Kuposbie Mmuonaruu ci1abocTh MBIIIILL,
Merabonuueckue YTOMJIIEMOCTB,  CI1a00CTh
MUOTIATUH MBIIIIII, CHUIKEHUE
YCTOWUYHUBOCTHU K
Harpy3kaM,  TOBBIIIEHUE
KK
CnuHanbHble MblIIeuHble aTpoduu, | CrnabocTh MBIIIIJ,
BonesHu tun [ u 111 HapylIeHue JbIXaHWUs,
. bynbOocnuHanbHas amuorpodust | arpodus MBIIIIII,
MOTOHEHPOHA

(6one3nnr Kennenn)
BbokoBoit amroTpoduyecKkuii CKIepo3

BO3MO>xHO noBbImeHne KK

Muactenus rpaBuc Hapymienuss  apixaHus,
bone3nn HepBHO-
o Bpoxnennsie MHACTEHUYECKHUE | CIa00CTh MBIIIIII,
MBIIIEYHON
CHUHJIPOMBI YTOMJISIEMOCTh
nepeaaun
Cungpom JlamGepra-HToHa
AcuMNOTOMHOE Bropuunas ~ mwuomnarus,  Bkimoudas | [loBeimenue KK
noBbieHre KK JICKAPCTBEHHYIO
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Ipuioxenue I'S. Monuropunr nauuenra ¢ bII

Bce nanuentel| Bo3pact <5 jer Bospacrt =5 qer
Ha moment Kaxnele |[Kaxneie | Kaxneie | Kaxnasie 6 |Kaxnsie
Hayaga O3T 3 mec 6 mMec 12 mec Mec 12 mec
Kuananyeckuii
X X X
CTaTyC NalHeHTa
Pocrt, Bec,
OKPY:KHOCTh X X X X
T0JIOBBI Y J1eTel
AJl, TeMneparypa . .
TeJia
AHaJIn3 KpoBH* X X X
AHau3 MoYM ** | X X X
Pentrenorpadgust
OpPraHoB IPYAHOH | X X X
KJIETKH
KT X X X
IxoKI' X X X
Ayauomerpus X X X
OueHka ocTpoOTHI X X
3peHust
Ouenka
KOTHUTUBHOIO X X
craryca
JeHcuromerpus X
OueHka JUHEHOro X
pocra
Ouenka ©®B/{ X X
Onenka MOTOPHOIO
cTaTtyca no mKajgam | X X X
u Tecty 6MWT***

OueHka Ka4ecTBa JKU3HU

Onpocnuk SF-36 ‘ X ‘ ‘ | X

* Ananmu3 kpoBu nomkeH BikmouaTh: ACT, AJIT, JIAI, KK (MB-¢pakuus), ansOymuH
CBIBOPOTKH, MPOTPOMOMHOBOE BpEeMs, YaCTUYHOE TPOMOOIIAaCTHHOBOE BpeMs, OOIIMiH
OMIIMpPYOUH, CBIBOPOTOYHBIN KPEaTUHUH.

** AHamu3 MOYM JTOJDKEH BKJIIOYATh: KpeaTHHUH MouH, 6enok, CKD

*#* Mcnonp3yemble IIKaJbL:

[Ikana AnsOepra MoTopHOTro pasButus Miaaenues (AIMS) (ITpunoxenue ['6)

Cwuuta MBI 11O TITKaJIe KOMUTeTa MeauImHCKuX uccieaoBanuii (Ipunoxenue I 7)

6MWT — tect 6-munyTHOM X0160b1 (6 Minutes walking test, GMWT) (ITpunosxenue I'S) [1]

ﬂ]lﬂ MOHUMOPpUHeA COCMOAHUA nayueHmoe, HCl.XOa}ZLL;UXC}Z HA

namozenemu4eckolul mepanuu, peKOMeHOOBGHO ux Habnrooenue He peaice 00H020
pasa 6 200 8 CneyuaiusupoOBaAHHbIX YEeHnpdax, 6 KOmopbvlx Mmooitcent Obimb OKA3aH
0bvem MeauL;MHCKOQ nomowu 6 coomeenicmeuu cC OQHHbIMU  KIUHUYECKUM
peKOMeHOauuﬂmu.
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Ipunoxenne I'6. llIkana AnpbGepra MOTOPHOTO pa3BUTHUSA MJIA/ICHIIEB

Ha3zBanue Ha pycckom s3bike: [llkana Anp0epTa MOTOPHOTO Pa3BUTHS MIIAJICHIICB
OpurunaibHoe Ha3Banue (ecnu ectpb): Alberta Infant Motor Scale (AIMS)

Hcrounnk (opuuuanbHbIl calT pa3pabOTUMKOB, MyOnuKauusi ¢ Banumauueit): 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 (moauepkHyTS):

IIKaJIa OIICHKU

WHJICKC

BOTIPOCHUK

Apyroe

Haznauenne: MmoTopHas mikana st miaaeHieB Anboeptsl (AIMS), mkana HabmoAaTeIbHON
OLICHKH, ObUIa pazpaboTaHa il U3MEPEHHS OOILNEro JBUTATEIILHOTO CO3PEBAHHS y JIETCH OT
POXJICHUS 10 CAMOCTOSTEIBHOM X0IbOBI.

Conepxanne (mabmoH): OCHOBBIBasICh Ha JHUTEpaType, 58 HABHIKOB ObUIM CTEHEPHPOBAHBI U
pacrpenienieHbl 10 YeThIpeM MO3HMIMAM: JIeXKa, Jiexka, cuisd U cros. KaknoMy U3 HaBBIKOB
MIPUCBANBACTCS ONPEICICHHBIN Oat

Kitou (unTeprperanusi): Oamibl CyMMHPYIOTCS M NPOBOAMTCS 0OLIasi OLlEHKa MOTOPHOTO

Pa3BUTHA U OTKJIOHEHHE/COOTBETCTBHE HOPMAaJIbHOMY Pa3BUTHUIO B MICPUCHTUIIAX

IIIkana Anb0epTa MOTOPHOTO Pa3BUTHUS MJIAJICHIIEB

YHCII0/MECSII/TO/
damumus, uMs JlaTa uccienoBaHus: / /
NnentuduxannoHHbiil HOMEp JaTa poxaeHus: / /
Uccnenosarens XPOHOJIOrMUECKUN BO3PACT: / /
Mecto npoBeieHUs KCClIeJOBAaHUS CKOppEeKTHPOBAaHHBIN BO3PACT: / /

[IpenmecrByromue [TyHKTHI, bamt no mkaine
3aCYNTAHHBIC TTYHKTHI 3aCYUTAHHBIC B
«OKHE»

Ilomoxxenune Ha
JKUBOTE
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Ilomoxenne Ha
CIIUHE

[Tocanka
BcraBanue
OO0mwmii 6ant: HEePUEHTUIb:
[TpumeyaHus/peKOMEH AN
HIKAJIA OHEHKN MOTOPHOT' O PA3BUTUA Y MJIAJIEHIIEB
Ne
HCCJIeI0BAHUS
[Monoxenne  Ha e IMonoxenne jexa Ha :xuBote (1)
,-L S ﬁﬁ
KHBOTE - A R Y duznonoruyeckas ¢nexcus.
Al g (TS
[ToBopauuBaeT roysioBy aJis OTBEJIEHUSA, HOCA OT
MTOBEPXHOCTH.
P IMosio:keHne Jie:ka Ha :xkuBOTE (2)
s \..-Hv--_ S
fa 50 A \ _f,/' CUMMETPUYHO MOJHUMAET TOJIOBY IMOJ YIJIOM
L T e L
o 45°,
He crnocoGen ynep:xuBaTh TOJOBY Ha OJHOM
JIUHUU C TYJOBUIIEM.
N IHonoxeHne HA KUBOTE C ONOPOI
:r——x-}f' = f;_,r"' JlokTn  HaxogsaTcs  mo3aau  Ied.  bes
E‘j“?' - [ £

NOJJIEPKKU MTOAHUMAET TOJIOBY MOA yriioM 45°.

Onopa Ha npeanieyns (1)
[TogHUMaeT W yJIep>KUBAET TOJOBY MO YTIIOM
ooiiee 45°. JIokTH HA OJHOU JMHUM C IUIEYAMHU.

I'pynHas kneTka pa3memaercs o HEHTPY.

HOI{BI/DKHOCTB B ITOJIOKCHHUHU HA )KUBOTE

[lopaumaer rosoBy mnox yriom 10  90°

HexoHTponupyemsble MONBITKH ITEpeHOca Beca.
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ITono:xenune

Ha

N

Onopa Ha npeamieubs (2)

JlokTHn HaxXoOdATCd nepe ImjicdyamMu. AxTHuBHOC

OATATHBAHUC no;:[6opozu<a C BbITATMBAaHHUEM

oieu.

CIIMHE

ITocagka

onoxenne aexa Ha cnuue (1)

duznonoruyeckas dbnexcus.

[ToBOpOT TOJIOBBI; MOJHOCHUT POT K pYKE.

BCCHOPSIIIO‘-IHBIQ ABWIKCHUA PYKaMH U HOTaMHU.

Ilono:xeHue Jiexka Ha cniuHe (2)

[ToBopoT TONOBBI K  CpeaHed  JIMHUM.
HeoOs3arenbHpli  aCUMMETPUYHBIA  IICHHBIN

tonndeckuii peduexc (ALLITP).

IMoJio:keHue Jexxa Ha cninHe (3)
['onoBa Ha OJTHOM TUHUM C TYJTOBUILEM.

I[BI/IFaCT PyYKaMHu, HO HC crocoben INOAHCCTHU

PYKH K CpeJHel TUHUH.

Monoxenne jgexa Ha cnuue (4)

AKTHUBHOCTBH crudaresnen men c

MoATATMBaHUEM nojoopozaka. IloqHocut pyku k

CpeaHer JTMHUH.

IToanecenne pyK K KOJEHAM

[MonTsaruanue mondopozaka. Jloctaer pykamu

JI0 KOJICHEH. AKXTUBHOCTb 6pI-OI_HHBIX MBIIIIII.

TOJIOBY Ha OJIHOM JIMHUHM C TYJIOBUIIICM.

IMocaaka ¢ mogaepKKoi

HO)IHI/IMaeT U KPATKOBPECMCHHO YACPKHUBACT
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IMocaaka ¢ onopoii Ha pyKH

3 VYaepxuBaeT TOJOBY Ha OJHOW JIMHHH C

TynoBuiieM. KpaTkoBpeMeHHO omupaeTcs Ha

_ =y pyKH.
_— - .L : I:h
IHoaTsaruBanue B cuasyee MOJI0KEHHE
Ny == Ny
N 2y = i IMoararueaer moaOOPOAOK; roOJNOBa HAa OJHOMN
Pl e

; lﬁ; JIMHUU C TYJIOBUIICM HJIA BIICPCIU.

BcraBanue ——

Bo3moxno MMOIICPEMCHHOC

Omnopa Ha HOTM ¢ moaaep:xkoi (1)

crubanue B

Ta306erCHHOM " KOJICHHOM CYCTaBax.

Onopa Ha HOTH ¢ MOJAAEPKKOH (2)

l'onoBa Ha onHOM nuHUM ¢ TynoBuiieM. benpa

s
~ 4 S HaxoadTcs Tmo3agu  1ied.  Pa3HooOpasHble
b
o JIBUXCHUS HOT'aMU.
Onopa Ha BBITAHYTBIE IlepexaTbiBanue U3 IlnaBanue
pPYKH M0JIOKEHHS HA JKUBOTE B
MOJI02KeHUe HA ClIuHe 0e3
MOBOPOTA
e SR I
I___H.,.-.._ . it (
-~ ’ ..,-: T i - GY--_ e o e =y /
AN ' . ¥, i Tl = J
(e S B ) ‘1__;.,." B ol o ___-u"'
Pykn BBITSHYTHI. JIBr)KE€HHE WHULUHAPYETCS ITatTrepn AKTUBHOCTHU
[ToarsruBanue moa00pOIKa C TOJIOBOM. TynoBuiie pasrudarenei.
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MOABEMOM TPYTHOM KIIECTKH.

boxoBoii nepenoc Beca.

IBUKETCS KakK OJIHO

oeioc.

IHonbITKA TOTAHYTHCS 10
npejaMeTa u3 ynopa Ha

npeamnjie4ubs

IlepeBopoT

IlepexaTbiBaHue u3
MOJI02KEHUsI HA ’KUBOTE B
MOJIOKEeHUEe HA CIIUHE C

MmMOBOPOTOM

AKTHUBHBII IIEpEHOC Beca ¢

OJHOU CTOPOHBI.
Koutponupyemas MOIIBITKA
JNOTAHYTbCS OO  IpeaMera

CBOOOIHOMN PYKOI.

IlepeBoOpOTHI.
JIBYDKEHUS PYK U HOT.
bokoBas baexcust

TYJOBHIIA.

IToBopoT TysmoBuIIa

ITo10o:xkeHune Ha

IToxHeceHnune pyk K

IlepexkaTbiBaHue U3

yeTBepeHbkax (1) CTYIHAM MOJIOKEHNS HA CIIMHE B
MOJI02KeHU e HA KUBOTe
0e3 moBopora
| N\ 2
e 5 & — _| 3 e
T
Horu corHyTsl, OTBEIEHBI CnocobOeH  ynep>kuBath bokoBoe BBINIPSIMIICHUE
U TIOBEPHYTHl  KHapyXH. HOTHU B CpeqHeM T'OJIOBBI. Tynosuie
[TosicHMuHBIH JI0pA03. I0JIO>KEHHUH. JIBUKETCSI KaK OJTHO LIETIOE.
VY nepKuBaeT MOJI0KEHHE. [IpucyrctByer

NOABMXXHOCTh B Ta30BOM

oTAacie.

49



IlepexaTbiBanue u3

AKTHBHOE BbITATHBaHHE

ITocanka 0e3

N0JIOKEHHUs Ha CIIMHE B MOAACPKKHU
M0JIOKEHHE Ha JKUBOTE ¢
NOBOPOTOM
Al -a._rﬁ’.- ~. :: ]
-, L i
LAy e
sl - LS
e 2
L1
IToBopoT TynoBUIIA. BeiTsArusaercs, IIpuBenenue
OTTAJIKUBACh HOI'aMH. JIOTIaTOK 51

pasruOaHue  IUICY.
He cnocoOeH
yIepxkarb

ITOJIOKCHHUC.

IMocanka ¢ onopoii Ha pykn

IMocaaka 6e3 MoAePKKHU

0e3 onopbl HA PYKH

Ilepenoc Beca B
MOJIOKEHUM CHISA

0e3 moJ/iepKKH

BreiTsaruBanue TPYJIHOTO
oTAeNna [M03BOHOYHUKA.
JBrxenus T'OJIOBBI,
HE3aBHUCUMBIE  OT  TYJIOBUIIA;

ONUPAETCS HAa BBITSHYTHIE PYKH.

He MoxeTr octaBaTrbcs OaWH
B CHIOSYEM  IOJIOKCHUH

HCOTPaHNYCHHOC BpCMHI.

[Tepenoc Beca
BIIEpE]], Ha3aJ WIH B
ctopoHsl. He moxer
OoCTaBaTbCd OJUH B
CUIOsIYEM

IMOJIOKCHHHU.

ITocanka 0e3 onopsl Ha PyKH

(1)

ITonbITKA AOTAHYTBLCH 10
npeamMera ¢ moBopoTromM B

NO0JIOKEHUH CUISA

BceraBanue ¢

noaaep:xkoi (3)
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Pyku He mnpuwxkarsl K Teiy.

CnocobeH urpatb C HUIPYIIKOM.
Moxet

OCTaBaTbCA OJHH B

CHOAYEM IT0JIOKCHUU.

Cuaur
Tanercs K  Urpyluike

IMIOBOPOTOM TYJIOBHIIIA.

CaMOCTOATCIIbHO.

benpa HaxonsTcs Ha
c JUHUH Iiey.
AKTHUBHBII KOHTPOJIb
TYJIOBUILA.
Pa3Hoobpazubie

JBHMOXXCHHA HOI'aMU.

IHosn0:xenne jexka HA OOKY

PennnpoxHoe moszanue

Iepememenue u3

¢ O1mopoit M0JIO’KEHUS HA
YyeTBEPEHbKAX B
M0JIOKeHUEe CHSL MJIH
MOJIY CH/ISA
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Pa3o6mmenHocTh HOT. Peunnpokssle  IBUKEHUSA [lepememnaercss B JaHHOE
HenonsuxHocTh TIey. PYK U HOT C TOBOPOTOM TIOJIOXKEHUE U U3 HETO.

[ToBopoT B mpenenax ocu

TCIa.

TYJIOBHIIA.

Moxet IIPUHUMATh

CHUOAYCC ITOJTOKECHUC.

PenunpoxHoe nmoj3anue

Ha YeTBepeHbKax (1)

IMonbITKA TOTSIHYTHCS /10
npeaMeTa M3 ynopa Ha

BBITSIHYTYIO PYKY

ITo10:keHNe HA

YyeTBepeHbKax (2)
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Horu oTBeneHsl u MOBEPHYTHI
KHapyxHu. [losscHuYHBIN J10p103;
NEPEHOC Beca C OJTHOM CTOPOHBI
Ha Jpyryro ¢ 00koBoH (iiekcueit

TYJIOBHIIA.

TsaHerca Kk  mpeamery

BBITSHYTOU PYyKOH.

[ToBopoT TynoBuIa.

benpa BEIpPOBHEHBI 11O TA30M.
Ynowmenue MOSICHUYHOT O

oT[ena.

MoaudguunpoBaHHoe

MOJIO’KCHHE HA YCTBEPCHbKAX

Ilepemermenue u3

MMOJIO’KCHUA CHIHA B

Ilepemerenue u3

MOJIO?KCHHUA CHUHA HA

M0JIOKEHUE HA JKUBOTE YyeTBEePEeHbKH
A
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[Tepememaerca B manHoe Ilepemenaercs u3 AKTHBHO TIOJIHUMAeT  Tas,
MOJIOXKEHHE. B0O3MOXXHO TMOJOXKEHUSI CHUJs, YTOOBI SITOAWITBI M HEHArpY>KCHHYIO
MIPOJIB>KEHHE BIEPE/I. nedb Ha KUBOT. HOTy, 4YTOOBI  BCTaTh Ha
[logTsaruBaercss  pykamu, YETBEPEHBKH.

HOI'M HCAKTHBHEI.

CamocTosiTeILHOE

CTOSAHHMC

IHepBbie marn

BcraBanue u3
MOAU(PUIHMPOBAHHOIO

MOJOKECHUA HA KOPTO4YKaX
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B  TeyeHue  KOpPOTKOro
BpEMCHHA CTOUT
CaMOCTOSTEIIbHO.

YPaBHOBeHH/IBaeT p€aKiuu B

Y . e -\... I_%
-
Xoaur
CaMOCTOSITEIIBHO;

nepeaBuraercs  ObICTPO

MCJIKMMHU IIaraMu.

el

[Tepementaercs u3
MOJIOKEHHUS HAa KOPTOYKaX B
MOJIO’KEHUE cTOA c

KOHTpOJIUpyeMoil diexcueit

CTYIHSIX. U BBIIPSMIICHHEM Oeiep
KOJICHEM.
BceraBanue u3 onopsl Ha CamocrosiTesibHOE CuaeHue Ha KOPTOUYKAX
YyeTbipe KOHEYHOCTH XO0KIeHHUe
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BricTpo OTTAJIKUBAETCA Xoaut CoxpaHsieT  MOJIOKEHHUE,
JaIOHSIMU, YTOOBI BCTATb. CaMOCTOSITEIIbHO. YpaBHOBEIIMBAsi PEAKIMU B

CTYIIHAX n ITOJIOKCHHEC

TYJIOBHIIIA.

ITocanka 0e3 onopsl HA

pyku (2)

IMoaTsiruBaercs aJis

BCTABaHMS C ONOPOi

IMoaTsiruBaercs aJis

BCTABAHUA / CTOUT

e

B
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[Tonoxxenne HOT
BAapBUPYET. Minanenen
JIETKO TIepEMEIAeTCs U3

OAHOI'0 ITOJIOKCHU A B

Ipyroe.

OTTalkuBaeTcss pykamMu U

BBIIPAMITACT KOJICHU.

IMoaTssruBaercsa, 4YTOOBI
BCTaTh; MEPEHOCUT BEC C
OIHOW  CTOpPOHBI  Ha

APYTYIO

BcraBanue ¢ onmopoii ¢

MOBOPOTOM

XoxkaeHue ¢ onopoii 6e3

MOBOPOTA

ITos10:keHNe HA OTHOM

KOJICHE

[IoBopor TynoBuma w

XoauT ¢ omnopoil B OOKOBOM

Moxer BcTaBaTth WIH

Ta3a. HarpaBieHuHu 0e3 IOBOpPOTA. nepeMenaTbCsi B JTaHHOE
II0JIO’KEHUE.
Kontposmmpyemoe PeuunpokHoe moJizanue Ha XosKaeHue ¢ onopoii ¢
OIyCKaHHe U3 yeTBepeHbKax (2) M0BOPOTOM
MOJIOKEHUSA CTOS
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KonTponupyemoe IInockuii MOACHUYHBIN OTHAEIL. Xomur € Omopoum ¢
OILyCKaHUE U3 IOJI0KECHUS JlBmxercs ¢ IOBOPOTOM IIOBOPOTOM.

CTOA.

TYJIOBHIIIA.
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Ouenka pe3yJbTaToOB 00CIe10BaHU 10 HIKAJe AJIbOepTa MOTOPHOTO

pa3BuTHs pedeHKa

Benu4uHbI nepueHTHIICH
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I[puioxkenue I'7. Cuiia MbIIII MO MIKAJTEe KOMUTETa MeIUIMHCKUX

HccJIe0BaHui

Hassanue Ha pycckowm s3bike: BI1
Opurunanbpaoe Ha3Banue (eciu ecth): RESEARCH COUNCIL SCALE

Hcrounuk (ouIMaIbHBIA CalT pa3pabOTUYHMKOB, MyOauKalus ¢ Bamumanuei): 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

Tun (moauepkHyTS):

IIKaJIa OLEHKU

WHJICKC

BOIIPOCHUK

Apyroe

Hasnauenue: JlanHas mikaia mo3BOJISIET OLICHUTH:

- CHITY UCCIICYEMbIX MBIIII] HA MOMEHT OCMOTpa 110 0asuiam;

- TMHAMUKY BOBJICUCHHSI OTIPE/ICICHHBIX MBI ¥ LIEJTBIX MBIIICYHBIX TPYIIIL;

- CKOPOCTb IIPOTPECCUPOBAHMS MUOTIATUIECKOTO MPOIIecca.

Coneprxanue (11abJIOH):  IIKaJia MPEICTAaBIISECT MBIIICYHYIO CHITY B Oaiiax

Krou (I/IHTepHpeTaHI/Iﬂ)Z 4YEM BBIIIC 68.)'[.]'[, TEM BBIIIC CHJIa MBIIII]

Cuina MBIIIII ITO IITKAJIE 6pI/ITaHCKOFO KOMUTETA MECANIINHCKHUX

HCCJIe0BAHNN
bana Onpeaesienne CUIIbI

5 Hopmanbnas cuna

4 CnocoOHOCTh MOJHUMATh KOHEYHOCTh MPOTHUB HEOOJIBIIOTO
COIIPOTUBIICHUS

3 CnocoOHOCTh MOJHUMATh KOHEYHOCTh, HO HE TIPOTHUB
COIPOTHUBJICHUS

2 JIBMKEHMSI TOJIBKO B TOPU30OHTAILHON TIJIOCKOCTH

1 Cnaboe cokpallleHUe MBbIIIII]

0 JIBU>KEHUSI OTCYTCTBYIOT
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Ipunoxenune I'8. 6MWT — TtecT 6-MUHYTHOH X0ABOBI

Ha3Banue Ha pycCcKOM sI3bIKE: TECT 6-MUHYTHON X01bOBI

OpurrHanabpHOE Ha3BaHue (eciu ecth): The six minute walking test (6MWT)

Hctounuk (oduuuanbHblii caiT pa3paboTINKOB, MyOuKamus ¢ Banuaamnueii): Laboratories, A.
T.S.C.o0.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.

Tun (MoT4epKHYTH):

IIKaIa OICHKH

WHJICKC

BOIIPOCHUK

pyroe
Haznauenue: ompeneneHue BBIHOCIMBOCTH ITAIMEHTOB C IIENBI0 OIEHKH 3S(P(PEKTUBHOCTH
Tepanuu

Coneprxanue (mabion): B Tecte oleHHBaeTCs TUCTAHIMS B METPaX, MPOiiICHHAS MAIUCHTOM
32 6 MUHYT 0€3 BBIHY)KJICHHBIX OCTAaHOBOK.

Kittou (nHTEpripeTanysi): IpoBOAUTCS CPABHEHUE C PE3yJIbTaTaMH TECTa, IPOBEJECHHOIO paHee

(1o Havana Tepanuu, Ha GOHE Teparuu 1 TH)

6MWT — Tect 6-MuHyTHOI X0ab0bI (6 Minutes walking test, 6MWT)

CrnenyeT MOMHUTH, YTO JJIsl TAHHOTO TECTa HMMEIOTCS CJIEIYIONHUE aOCOIOTHBIC
IIPOTHBOIIOKA3aHUs: HeCTaOUJIbHAsI CTCHOKAp IS HaIpPsDKCHHUS W MHGAPKT MUOKap/a,
IaBHOCThIO 110 1 Mecsa. OTHOCUTENBHBIMUA NPOTUBOINOKa3aHUAMU ABJsIOTCS: YCC
Boiie 120/muH B okoe, cuctonuueckoe AJ[ >180 mm.pT.cT. u guactonudeckoe AJl >
100 mm.pr.ct. CraOuibHasi  CTEHOKapaus  HE  sBIsETCA  aOCOJIOTHBIM
MPOTUBOIOKA3aHUEM JIJIsl TPOBEJICHUS TECTa, OJHAKO €ro CJIeAyeT MPOBOAUTH C
OCTOPOKHOCTBIO, Ha (pOHE IIpHeMa aHTHAHTMHAIBHBIX MPEIapaToB 10 MTOKA3aHUSIM.

Eciu manpeHT HaxoOuTCs Ha MOCTOSHHOW KHUCIOPOIHOW IOJJIEPKKE, CKOPOCTh
noja4yu KUCJIOpOJa MPHU MPOBEJACHUU TECTa JOJKHA COXPAHSATHCS B COOTBETCTBUM C
MpEANMCaHeM Bpaya, HA3HAYMBIIETO U KOHTPOJIUPYIOUIETO TEPAIHIO.

IIpoBenenue Tecta HEOOXOIUMO HEMEIJIEHHO MTPEKPATUTH B CITy4ae MOSBICHUS:

1) Bonwu B rpyu;

2) HerepeHOCHMO¥ OIBIIIIKH;
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3) Kpammu B Horax;

4) Pe3koii HEYCTOWYMBOCTH U MOIIATHIBAHUS TIPU XOJIBOC;

5) Upe3MepHOro MOTOOTACIICHHUS;

6) Pe3koro u3MeHeHus BETa KOKHBIX IIOKPOBOB (OJIEHOCTH).

6MWT mnpoBoauTCS B MNOMEMIEHWH, XOPOIIO 3HAKOMOM MAalMEHTy, HMEIOIIEM
JOCTAaTOYHO JUIMHHBIA KOPUAOP C TBEPABIM MOKPHITHEM. [[IMHA MPOXOAMMOro IyTH
JOJDKHA COCTaBJsATh HE MeHee 30 METpPOB € pa3sMETKOW KaxKIple 3 METpa, a TakkKe
TOYKaMH MTOBOPOTOB/Pa3BOPOTOB.

[lanpeHT ToJIydaeT HWHCTPYKLIUIO O HEOOXOAUMOCTH HUATH C MaKCUMAalbHO
BO3MOHOUM CKOPOCTHIO (HO HE 0€XKaTh) B TEUCHHE 6 MUHYT.

B tecTte oueHuBaercs IUCTAHIMSA B METpax, IMPOMJICHHAS MALUEHTOM 32 6 MUHYT

oe3 BBIHYKICHHBIX OCTAaHOBOK.
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IIpunoxenue I'9. OnpocHuk kavecrBa s;ku3Hu SF-36

HazBanue Ha pycckom si3bike: OnpocHUK KadecTBa xu3Hu SF-36

OpurunHasibHOe Ha3BaHue (eciu ecth): ""SF-36 Health Status Survey"

HcTtounuk (opuuuanbHblid cCaiT pa3pabOTINKOB, MyOIHKAIHS C

Banmaanueii): 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 (MoT4epKHYTH):

- IIKaJIa OLEHKU

- HHIEKC

= BOITPOCHUK
- Ipyroe (YyTOYHUTB):

Haznauenue: SF-36 oTHOCHTCS K Hecienn(UIECKUM OMPOCHUKAM JUIsl OIICHKH KAa4ecTBa >KU3HH.
IlepeBon Ha pycckuil sI3bIK M ampobauus METOAMKH Oblia mpoBeneHa «VHCTUTYTOM KIMHUKO-
(bapMaKoJIIOTHYECKUX UCCIIEI0BAHUI.

Conepxanne (1maba0H): 36 MyHKTOB OMPOCHUKA CTPYIITHUPOBAHBI B BOCEMb IIKAJ: (hHU3HUECKOE
(YHKITMOHHPOBAHKE, POJICBAs NEATCIILHOCTD, TeIeCcHass 00b, 00IIee 310pOBbE, JKU3HECITIOCOOHOCTb,
colualbHOe  (DYHKIIMOHUPOBAHHWE, SMOIMOHAIBHOE COCTOSHUE M IICUXMYECKOe 37J0POBBE.
ITokazarenun kaxaoil mkansl BappupytoT Mexay 0 u 100, rone 100 mpencraBiseT MONMHOE 310POBEE,
BCE IIKaJIbl JOPMUPYIOT JBa MMOKa3aTess: AyIIeBHOE U GU3NYECKOe O1aromnoiayque.

Kitou (unTepnperanus): Pe3ynbraThl MpeAcTaBIsAIOTCA B BUJIE OLICHOK B Oaiiax Mo 8 mikaiam,
COCTaBJIEHHBIX TaKUM 00pa3oM, 4To OoJiee BBICOKasl OLIEHKA yKa3blBaeT Ha OoJiee BHICOKUN YPOBEHb

KK
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OnpocHuk KavecTBa ku3Hu SF-36
Hannwiii onpocrux paccmampusaem Bawe omuowenue kK Bawemy 300pogwvio
HAa OQHHBINL MOMEHM U 8 medeHue 4 nocieoHux Heoeib. Mol xomenu Ovl nOIYUUMD
bonee nonHoe npedcmasieHue 0 MoOM, Kak Bel uyscmeyeme cebsi, HACKOAbKO
xopowo Buvl cnpasisiemecs ¢ 6binonineHueM no8ceOHegHviX Oeticmauti u ymo Bobl
oymaeme no nosody Baweeo cobcmeennoco 300posbwsi.

B oannom omnpocHuke noo cnosom «300posve» noopazymesaemcsi Bawe
cocmosinue 300posvsi 8 yenom. Takum obpazom, OauHull MEPMUH KACAemcs He
MONILKO ACNEeKmo8, HenocpeoOCmBeHHO CB8A3aHHbIX ¢ 0Oone3uvto Illomne, HO u
Bawezo obwezo camouyscmesus.

Omeemvme, nodcanyicma, Ha 8ce 80NPOCHL, 8blOUPAS MOIbKO NO _0OHOMY
omeemy Ha Kadxcowvl eonpoc. lloxcanyiicma, evibupatime omeemovl, HAULYYUUM
obpazom coomeemcmeyrouue Bawum coocmeenuvim owywenuam. Ecau Boi ne
yeepenwvl, Kaxou omeem Bam credyem ewvibpamv, nooicanyiicma, evibepume
Haubonee nooXoosawull U3 B03MOJNICHLIX omeemos. Hanpumep: ons omeema Ha
sonpoc 3 Bbl mooiceme 6blOUpamv medHcoy «0d, CUTbHO O2paHudusaemy, «od,
YACMUYHO O2paHudusaemy u «Hem, cogcem He oepaHuuusaemy. (Oouaxo, Bbi
803MOJCHO coscem (bonbuie) He Modiceme BbINONHAMb HeKoOmopble Oelcmsus. B
no00OHbIX cayuasx Bawm cnedyem eviopams yugpy 6 KoOJIOHKe «0d, CUIbHO
02PAaHUYEH).

But moz2nu 661 oyenums ceoe odouiee cocmosnue 300p08va Kak:
[ ]1 = npesocxoonoe
[]2 = ouens xopouee

[ ] 3 = xopowee
[ 14 = yoosremsopumenvnoe
[ 15 = naoxoe

2. Ilo cpaenenuio ¢ Bawmum oomum cocmosnuem 300po6bsa 200 Ha3ao, Kaxk Bol
oueHugaeme €20 Ha OAHHBLIL MOMEHM?

[ 11 = na oannvui momenm snavumenvno ayuwe, uem 200 Hazao

[ ]2 = na oannwiii momenm 6 nexomopoii cmenenu ayuue (Hemnoz2o ayuuie),
yem 200 Ha3ao

[ 13 = npaxmuuecku maxoe xce, xax 200 nazao

[ 14 = na oannwui momenm nemmozo xyorce, uem 200 nazao

[ 15 = na oannwui momenm snauumenwvho xysice, uem 200 nazao

3. Bonpocwt nusxce kacaromcea evinonnenus Bamu npueviunvix noeceoneenvix
oeiicmeuii. Ozpanuuueaem au Bac na _odaunnwviit_momenm Bawe 300pogve 6

6bINO0JIHeHUU YKa3anHnovlx oeticmeuit? Ecau 0a, mo HaACKOIbKO cunbHo?
lla, cunvho Jla, wacmuuno Hem, coecem
ocparnuvuesae ocpaHuvueaen He




Heticmeus, mpebdyowue 6bICOKUX 3ampam
9Hepeuu, maxue Kaxk 6ez, noObeM MNCENbIX

npeomemos, 3auamus CNOPMUBHBIMU
Hazpy3Kamu

eticmeus, mpebylowjue  yMepeHHbIX
3ampam 9Hepaul, maxue KaxK
nepeosusicenue cmoia, moJKanue

nwliecoca, uepa 8 60yauHe Ui 201b@p
Iloovem  unu  nepemoc  nakemos ¢
npooyKmamu

Iloovem 66epx Ha HeCKOIbKO dmadicell

Iloovem 66epx Ha 00un smadic

Haeubanus, onyckanue Ha KoneHu uau
HAKJIOHbL GHU3

IIpoeynka newkom Ha paccmosiHue OOabule
1,5 km

Ilpoeynka newkom na paccmosinue 500 -
800 mempos

Ilpocynka newkom mna paccmosanue cmo
Mempos

Boonvie cucuenuuveckue npoyedypwvr unu
ooesaHue

[]

O Oood oo o

61

[]

O Oood oo o

ocparnudusaem

[]

O Oood oo o



4, B meuenue nocneonux 4 neoenv cmankueaiuce qau Bot ¢ kakumu-nuoo uz
cnedyrnuux npoonem 6 padome uiu nOBCEOHEEHOU OeAMeNbHOCMU 8 C8A3U C
Bawum dpuzuueckum 30oposvem?

. Bvi nposenu menvute epemenu 3a pabomoti unu opyaumu oenamu [
Jla Hem
. Bul coenanu menvwme, yem xomenu owi [

Jla Hem
Bvi ne cmoenu ewinonname pabomy unu Opyeue Oeucmeus [
OnpeodeeHHo2o pooa /a Hem
. Bl cmonknynuce ¢ mpyonocmamu npu 6vlnoaHeHuu pabomsl uiu [
opyaux Oeucmsuil (Hanpumep, Bam npuwnoce 3ampauusame J[a Hem
O00nonHUmMeNbHble YCUIUSL)

1 1 1 [

5. B meuenue nocnednux 4 nedenv cmankuganucy au Bol ¢ kakumu-1uoo u3
cnedyrnuux npooiem 6 padome uiu nOBCEOHEBHOU OeAmMeabHOCMU 8 C8A3U C
Bawium ymouuonanvnvim_cocmoanuem (nanpumep, ¢ ceéa3u ¢ denpeccueil uiu
mpego2oi)?

Buvl nposenu menvute epemenu 3a pabomoui unu Opyeumu oenamu [ B
Jla Hem
Buvi coenanu menvme, wem xomenu owvi [ [
Jla Hem
Bvl ne cmoenu gvitnonnums pabomy unu opyaue 0eucmeus mak e [ i
muamenvHo, Kax 0ObIYHO Jla Hem
6. B meuenue nocnednux 4 _nedenv ¢ xakout cmenenu Bawe ¢pusuuecxoe

300p06be UNU IMOUUOHATIbHOE COCHMOAHUE 3ampyoHAN0 nposedenue Bamu
oocyza c cembeil, Opy3bAMU, COCEOAMU UTU OpYy2UumMu cpynnamu?
[ 11 = coscem nem
[ ]2 = nesnauumenvro
[ 13 = ymepenno
4 = 3nHauumenbHo
[ 15 = 6 evicueri cmenenu

1. Hackonvko unmencugnyio Qusuueckyro 001b Bvl ucnoimoviganu 3a
nocneonue 4 nedeau? (noxanuzayus 601u He umeem 3HaA4eHU)

[ ] 1 = 6006we ne ucnvimvisan

[ ]2 = ouenw necxyio

[ 13 = neexyro
[ 14 = ymepennyro
[ 15 = cunvnyro

[ 16 = ouenwv cunvuyio
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8. B meuenue nocneonux 4 neoenv 6 Kakou cmenenu 001b 3ampyoHAna
évinonnenue Bamu npueviunon padomer (6 mom uucie padomvl 6He
nomeuwieHus u 0OMawHux oei)?

(nokanuzayua 60au He umeem 3HAYEHU)

[ 11 = coscem nem

[ ]2 = nesnauumenvno

[ 13 = ymepenno

[ 14 = snauumenvno

[ 15 = 6 svicueii cmenenu

9.  Bonpocwl nusxce kacaromcea Bawezo camouyecmeusn u oouezo cocmoanus
3a__nocneonue 4 _mnedeau. Ilo kasxicoomy eonpocy Oaitme o00un omeem,
Hauaywwum oopazom ompadxicaiowuii Bawe camouyscmeue. Kaxyio uacmo
eépemenu 3a_ nocineonue 4 nedenu:

l[loumu
Yacmo

(1 0O O OOE O [ eceeoa

a. Bvl yyscmeosanu cebs noiHuIM
HCU3HU?

b. Bul nepsnuuanu?

C. Bbl Haxoounuco 6 makom
VHBIHUU, YO HUYMO He MO0
noouams Bam nacmpoenue?

d. But uyecmeosanu mup u noxkot?
€. Buvi Obi1u nonnvl snepeuu?

f. Bul uyecmeosanu cebs ynaguum
0YXOM U NOOABIeHHbIM?

g. Bul uyecmeosanu cebs
UBMOMAHHBIM?

h. Bet uyscmeosanu cebs
CUaACMAUBLIM YEI08EKOM?

I. Boul yygcmeosanu cebs
yemasuum?

[ O O OO O [ Beeeoa
I I A I I R e

O 0O 0O 000 00O [ e
OO0 000 OO O feo
L O O O OO O Hueoeoa

10. B meuenue nocneonux 4 _Hedeab Kakyw uacmov epemenu Bawe
duszuueckoe _300pogbe  uiu__ IMOUUOHAIbHOE  COCHOAHUE  3AMPYOHANO
npoeedenue Bamu oocyza (nanpumep, noceujenue opyseii, poOCHmEEHHUKOE U

m.o.)?
[ ]1 =6cecoa
[ ]2 = uacmo
[ 13 = unocoa
[ 14 = peoxo
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[ 15 = nuxoeoa
11. Hackonvko BEPHBIM unu HEBEPHBIM saensaemcs ona Bac kajcooe u3
ymeepicoeHuil Husxce?
Abcomrom  Crkope He  Ckopee  Abconrom
HO 8ePHO e 3HAI0 HEeBEePHO HO HEBEPHO
8ePHO

. Kaoicemes, umo s bonee |:| |: |:| |:|

CKIOHeH K 3a00ne8anusm,
uem opyeaue 1oou

A max oce 300pos, Kax
opyaue  3HAKOMble  MHe
100U

[] L [] []
A oorcuoaro  yxyowenus ] [ [] []
[] [] []

€80€20 300pP06b3L
. Moe 300posbe 8
npesoCcX0OHOM COCMOSHUU

Jlanuvni onpocrhux  paspeuwten 0as  ucnoavzosanus epynnoi  1QOLA
(Meorcoynapoouwlii npoexm oyeHKU Kauecmaa HCU3Hu).
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Ipuaoxenne I'10. 3a60p OuoMaTepuasa Ajsi AMATHOCTUKHU B NATHAX

KpPOBH
KpoBp  coOupaercss Ha  CTaHZapTHYIO "
KapTOUKY-(QHIBTP (Ne903), KOTOpas I. . ‘ ‘ "
IPUMEHSETCS st CKpHHHUHTa T——— v Ha PRS-~

HOBOpPOXACHHBIX B Poccuiickonn dPenepauuu
WIM AHAJOTUYHYIO Ul TOJIY4YEHHS] CyXOro
naTHa KpoBU. KpoBb MOXeT ObITh, Kak
KanwuisipHas (M3 manblia, MATKU), TaK H
BEHO3HasA. BeHo3Hass KpoBb coOMpaeTcs B
OpOOUPKY, AaKKypaTHO IEPEMELIMBACTCS WU
3aTeM  OBICTPO C  TOMOIIBIO  THUIETKH
HaHOcUTCS Ha (GUIBTp Mo 25-50 MKJI KpoBH
00acTh.

Ha KaXKIAYyro BBIJACJIICHHYIO

Heobxonumo XOpOLIO IPONUTATh
BBIJICTICHHYIO oOyiacTh Ha (uiasTpe (puc. 1).
[IpenmoutuTenbHO cOOMpaTh 0Opa3ibl MOCHe
ensl yepe3s 40 muHyt - 1 yac. Bo3mMoxHO
TaK)Ke OCYIIECTBUTH 3a00p KPOBH U HATOIIAK.
Ha KapTouKe-(UiIbTpe 00s13aTeIHHO
TOJKHBI OBITH 4eTko ykazanbl @UO, kem u
OTKyJla HaIlpaBJIeH MAIMeHT, JaTa POXKIACHUS
U TeneoH Jieyalero Bpaya (pUCcyHoK 2).
O6paserr CyXO0TO MATHA KpOBH
BKJIQJIbIBA€TCS B YHCTHIH KOHBEPT, JIUOO B
yrcThiil (aiin. Kaprouka-Gpunbrp He T0MKHA
COIPHUKACATHCS C TPSI3HONM MOBEPXHOCTHIO U C
oOpasiamMu Jpyrux nanueHToB. HeoOxommumo
NPWIOKUTh K 00pasiaM MHGOPMUPOBAHHEIE
corimacus TMalMeHTa WIA €ero 3aKOHHBIX
MpeaCcTaBUTENEH Ha MPOBEJCHUE

1a00paTOPHBIX MCCIICTOBAHUN

Kanam 40nHbl NONHOCTLIO NPONUTAaTL KPYXXKM C 06paTHOI CTOPOHBI
He kacaittece o6nacTu, nponuTaHHo KpoBbio

Pucynok 1. O6pazen npaBUIbHOTO

HaHeCeHUs KPOBU Ha KapTOUKy-(OUIBTD

DIV
903 & 2023-10 000002Q/W001

XpaHuTs npu +2 - +25 C*

6 0010608

DUNO Naymenra

Dara powgeHus [ara 83ATHUA KPOBW Non
®UO Bpaua

nny / ropoa / Aapec

E-mail spaua
TenedoH spava

Tecr
DOaﬁpu D Nomne Dl’ome D Mmnci DLyso~GL 1 DLyso—GL—S

D CemedHbli CKpUHMHT. MyTaumw:

Pucynoxk 2. O6pasen kapTouku-puibTpa

AJITOPUTM JelCTBHH MeJMIMHCKOIO0 NMePCOHAJIA IIPH B3ITHH 00pa3L0B KPOBH

65




®  BBIMBITh PYKH (TUTHEHUYECKUN YPOBEHb), HA/IETh IEPUATKY;

®  BBIMBITH PYKH MAIMeHTa (ATKY peOeHKa, B CiIydae, eCiii KPOBb OepeTcs U3 MATKH);

®  [pOTepeTh 00JaCTh MPOKAIBIBAHUS CTEPHIIbHON caneTKoid, cMoueHHoi 70% crnupTom,
IPOMOKHYTb CyXOW CTEPHIIBHON Call(heTKOM; - MPOKOJIOTh CTEPUIBHBIM OJHOPA30BBIM
cKapu(dUKaTopoM;

®  CHSTH NEPBYIO KAIUTIO KPOBH CTEPUIIBHBIM CYXHUM TaMIIOHOM;

e  MSATKO HA/IaBUTh JUIS MTOJyYSHUS BTOPOU KaIlId KPOBU;

®  [PUJIOXKHUTH NEPIECHANKYIISIPHO TECT-OaHK K Karjie KPOBH U MPOMUTATh €ro KPOBBIO HACKBO3b;

®  AHAJIOTMYHBIM 00pPa30M HaHECTH Ha TecT-OJaHK 6-8 Kamelb, BUJ ISTEH KPOBU J10JIKEH ObITh
OJIMHAKOBBIM C 00€HUX CTOPOH.

®  BBHICYIIUTH TECT-0JaHK B TOPH30HTAILHOM MOJOXKEHUN HAa YHCTOW 00€3KUPEHHON ITOBEPXHOCTH
He MeHee 4 4 0e3 MpUMEeHEHHsI TeTUTOBOH 00paOOTKH | MOMaIaHus IPSIMBIX COJTHEYHBIX JIydei;

e  YIIaKOBaTh TECT-OJIAHKU B YMCTHI KOHBEPT TAaKUM 00pa3oM, 4TOOBI MSATHA KPOBH HE

CONIpUKaACAINCh.

Oco0enHocTH Ipy HH(PY3HOHHOH Tepanuu

HekoTopeie manueHTsl MOTYT MOJIy4aTh WH(Y3UOHHYIO TEpPaInio, TIEPeTUBAHNE KOMIIOHCHTOB
KpOBHU, UYTO MOXET OKa3aTh BJIMSHHE Ha pe3yabTarhl TecToB. Hampumep, npu nepenuBaHuM TIa3Mbl
KPOBH MOTYT OBITh MOJIyYEHBI JIOKHO-OTPHUIIATENIbHBIE PE3YIbTaThl, TAK KaK onpeaensieMbie (pepMeHThI
HAXOJATCS B TUIa3Me U B KJIETKaX KpOBU. PekoMeHayeTcst ocyIecTBUTh 3a00p KpoBU AJis (hepMEeHTHOH
u JIHK-nmuaraoctuku He 9 panee yem yepe3 6-7 qHEH Mocie mepeinBanus I1a3Mbl KpoBHU U depe3 7-10
JTHEH TIOCJIe TepeTMBaHNs KOMIIOHEHTOB KPOBU

He nonyckaercs 3a60p KpoBu

e Cpazy MocJe MPOBEAEHUS MAMeHTY HH()Y3MOHHON TepaIui;

® Cpaiy MocJjic 3aMCHHOI'O NICPEIIMBAHUA KPOBU.

XpaHeHue U TPAHCIIOPTHPOBKA OMoMaTepuaJia
OOGpa3iibl BBICYIICHHBIX MATEH KPOBH MOXKHO XPAHHUTh B OOBIYHOM KamMepe XOJIOIUIbHUKA TIPU
+40C o ormpaBku. CpoK XpaHEHHs JO MOMEHTA OTIPABKM HE JIOJDKEH MpeBblaTh 7/ nHe. Ecnu
XPaHUTH JOJBIIIE U TIPH OoJiee BEICOKON TeMIepaType, TO aKTUBHOCTh ()epMEHTa JaKe B HOPME MOXKET

CHHIXATBC, YTO IMPUBCACT K JIOKHO-TIOJIOKHUTCIIBHBIM PE3YyJIbTATaAM.
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