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CIMcoxk coxkpalueHun
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TepMMUHBI U OIIpeae/iIeHUS

depMeHTHas1 3aMeCTUTe/IbHAsI Tepamnus — JiedeHue, 3aK/IJalolleecs BO BBeIEeHUM
npenapaTa (PeKOMOMHAHTHOTO ¢depMeHTa) IalieHTaM C HacaedCTBEeHHBIM HapylIeHVeM
mMeTabo3Ma.

JInzocomHble 60/Ie3HM HAKOIUIEHMS — I'PYIINa HacaeqCTBeHHbIX MOHOT€HHBIX 3a00/1eBaHMiA,
CBSI3aHHBIX C HapylleHreM (QYHKIMU JIM30COM



1. KpaTkasa nH@opmanus 1mo 3a00/j1eBaHNI0 UIN
COCTOSIHMIO (TPYIIIbI 3a00/1€BaHUI WIN
COCTOSIHUMN)



1.1 Onpenenenue 3a001eBaHUSI WIM COCTOSHMUSI
(rpynnsl 3a60/1€eBaHUI UJIV COCTOSTHMIA)

[nmukorenos II tumna, unu 6one3nb [Momme (BIT), OTHOCUTCS K pelKuM Hac/eICTBEHHbIM
6onesusMm HakorwieHust (OMIM # 232300), cBsi3aHHBIM C AeduiuToM (epMeHTa KUCION
MajbTasbl (Kuciaoit anbda-rmoko3ngasel, KAI) B nmu3ocomax. IIpeumyliecTBeHHOe
HaAKOIJIEeHMEe IJIMKOTeHa OTMEYEHO B CKeJIeTHBIX MBIIIIAX, HO B Pa3HOI CTEIeHU MOXET
00HApYKMBAThCS M B JIPYTMX OpraHax M TKaHSX, BKIIOUAS CEPAEUYHYIO MBIIIIY, TeUYeHb,
HEPBHYIO CUCTEMY, INIAJKYI0 MYCKYJIATypy U T.I. B auTepaType UCMONBL3YIOTCS CIeAyroliue
obmenpuHSAThIe CMHOHMMBI BIT: 605e3Hb HakorieHus rukoreHa Il Tumna (GSD-II); nebunut
K¥caoii manbrassl (AMD); mukorenos Il tumna [1].



1.2 3TMonorus u nnaroreHe3 3ado1eBaHUs UIN
COCTOSIHMA (TPyIIibl 32a00/1eBaHUI U
COCTOSTHU )

BIT o06ycioB/ieHa HEMOCTaTOUHOCThIO ¢epMeHTa KuIO anbda-raokosugassl (KAT),
KOTOPBIA OTHOCUTCS K TpyIne Ju30COMHbIX rupponas. I'eH GAA, komupyrommii KAT,
JIOKaJIM30BaH Ha IJIMHHOM Iiede 17 xpomocombl (17925.2-q25.3), coctout 13 20 9K30HOB U
umeeT pasmep okojao 20 000 map HykiaeoTumoB. MmentuduimpoBaHo 6omee 580 myTaiimii
reHa ¥ UX YMCI0 MOCTOSTHHO pacTteT [2]. XOTsa HeKOoTopblie MmyTaluy reHa GAA BCTpeuaroTcs
MIpeMMYIeCTBEHHO B OIlpele/IeHHOM STHUYEeCKON TpyIine, Ajs OOJNbIIMHCTBA MOITYJISIIMIA
OTCYTCTBYIOT TaK Ha3bIBaeMble «MaKOpPHbIE», COCTaBJISIONIME CKOJIbKO-HMOYAb 3HAUMMYIO
IOJTI0 BCeX MYyTaIMii MOMYJISILMY U TIOTOMY 1ieJiecooOpasHbie IS TPUILIeIbHOTO BbISIBJIEHMUS.

MyTtauuu GAA, IpUBOASIT K pa3Hoit crereHu aeduiinta depmenTa. MnameHueckass gopma
BIT (MBII) pa3BuBaeTcs Ipy 3HAUNUTEIbHOM CHVMKEHUM UJIM MTOJTHOM OTCYTCTBUM aKTUBHOCTU
KAT, BIl ¢ mo3guum HavanoM (BIIITH) — rpu MeHee BbIpakeHHOM JedUIIMTe aKTMBHOCTU
KAT, 06yc/IOBJIeHHOM «MSITKMMM» MyTauusmu reHa GAA [1,3,4].

OTnoXXeHMe MM YTWIM3ALMs TJIMKOTeHA 3aBUCSIT OT IMOTPEOHOCTM OpraHu3Ma B IJIIOKO3e€.

BuoxumMuueckue TIipeBpallleHMs] IJIMKOTeHa B IIeUeHM CIOCOOCTBYIOT TMOAAepsKaHUIO
HOPMaJ/IbHOTO YPOBHSI TIJIIOKO3bI B KPOBU. B cKeJeTHBIX MbIIIIAX MpMU MeTabonmsme
IJIMKOTeHa o6pasyeTcsi INIOK030-6-docdaT ydyacTBYWOIIMIE B Tpollecce OKUCIEHUS U
MPOAYKIINM SHEPruM, He0OXOmMMOI I HOPMaJIbHOM pabOThl MBIIII (€€ COKpaIleHus U
pacciaabaeHus). OTcyTrcTBUe uau 3HauMMblii gepuiut KA mpuBOOUT K MacCUMBHOMY
HAKOTJIEHUIO TJIMKOTeHa B JIM30COMe U HapylieHuto GyHKkuuu kietok. [Ipu BIl, He3aBucumo
OoT (OpMbI, INIMKOTEH MOXKET HAKaIJIMBATHCS IMPAKTUYECKM B JIIOOBIX TKAHSX, HO IIPU 3TOM
MMeeTCs MpeuMYlLIeCTBeHHOe CKOIUIeHMe IJIMKOreHa B pasHbIX OpraHax U TKaHIX, KOTOpoe
y>ke 3aBUCUT OT opMmbl OonesHu. Tak, mpu MBII raMKoreH HaKaIlJIMBAaeTCsl B CKeJIeTHOM
MYCKyJ1aType, CepAeuyHoOil MbIIlle, IeYeH!, MBIIIIaxX s3blka. Peke aHOMa/IbHbIe OT/I0XKEeHUS
[JIMKOT'€HA MOTYT BCTPEUYAThCS B MBILIEYHOM CJI0€ COCYAUCTON CTeHKMU, OTIpeienssi pa3BuUTue
aHeBpM3M M Majbdopmaliuii, a Takke — B KJIeTKaxX IIeHTpajabHOi U IMepudepnuecKkoii
HepBHOI cuctembl [1,3,12]. IIpu BIIIIH, B ominume ot MBII, 605blile Bcero cTpagaeT
CKeJleTHasi MYCKy/laTypa, B TO BpeMsl, KaK I[IOpa)keHue OCTaJbHbIX OPraHOB M TKaHeu
BCTpeYaeTCs 3HAUUTE/IbHO peske U 10 TSKeCTU IopakeHus: He coroctaBumo ¢ MBI [5,6]. BIT
XapaKkTepu3yeTcsl HEeYKJIOHHO IIPOrpecCUpyrIIMM TeueHueM C pasHbIMM BapuaHTaMU
nporpeccupoBanust. [ImuarHoctuka bBII, He3aBucumo oOT @(opmbl, OCHOBaHA Ha OlleHKe
KIMHUYECKUX CUMITTOMOB, TAHHBIX MHCTPYMEHTATbHBIX 1 TA60paTOPHBIX 00C/IeI0BAHMIA.



1.3 dnuaemmnosiorus 3ad0oieBaHus UIN
COCTOSIHUA (TPyIIibl 32a00/1eBaHUI U
COCTOSTHU )

Tounast yacrora BII HemsBectHa. Ilo JaHHBIM pa3HBIX aBTOPOB YacToTa OOJe3HU, B
3aBUCUMMOCTM OT CTPaHbl M STHUYECKON MPUHAJIEKHOCTU, BapbUPYIOT B AMaria3oHe OT
1:40.000 mo 1:300.000 [7-11]. Hampumep, B 1oxxHoM Kutae u Ha TaiiBaHe yacroTa
KJIacCUM4ecKoil miameHdecKkoil (MH@paHTuUabHO) (Gopmbl BIT cocrasnset 1:40.000-50.000,
SIBJISISICh CAaMBIM YaCTbIM ITIMKOT€HO30M. [Tpy paccMoTpeHMM JaHHbIX 110 TaiiBaHIO OTAE/bHO,
yacTtoTa 3abomeBaemMocTu coctaBwia 1:33134 [10,11]. Ilo pesyabTraTamM CKpUMHMHTA
HOBOPOXAEeHHbIX 110 cyxomy naTHY KpoBu (CIIK) B ABcTpun vacrora BII cocraBuia 1:8.684
[9]. B Tonnmanaum yactoTa raukoreHosa Il Tumna y miageniieB coctasiset 1:138.000, a dopmbl
BII ¢ mo3gHuM HavanoM - 1:57.000 [8].



1.4 OcobeHHOCTM KOAVIPOBaHMSA 3a00/IeBaHMSI
MJIN COCTOSIHMS (TPYILIIBI 3200/ IeBaHU UJIN _
COCTOSIHUI) 110 MeXXIyHapOSHOMV CTaTUYeCKOM
Kjaacu@ukanyum 0oje3Hen u npoosiem,
CBSI3aHHBIX CO 30,0POBbEM

Cornacio MKB10, 3aboneBaHme oTHOCUTCS K Kiaccy IV, 60me3HIM 9HIOKPMHHON CUCTEMBI,
pPacCTPOIICTBY MUTAHMS U HapylleHuIo obMeHa BemecTB, E74.0 - 6oye3HM HaAKOIJIEHUS
rauKoreHa (6one3Hsb [Tomrie).



1.5 Knaccudukanysa 3adosieBaHUg MIN
COCTOSIHUA (TPYyIIIbI 32a00/1eBaHUI U
COCTOSTHU )

BIl oTHOCUTCS K IIMKOT€HO3aM - TpYIIIle pegKMX Hac/leICTBEHHBIX 0oje3Heil HapylleHUs
MeTaboMM3Ma IJIMKOTeHa, CBSI3aHHbIX C M3MEHEHMEM HeCKOJbKUX (PepMeHTOB, BOB/IEUEHHBIX
B CUHTe3 U paclaj IJIMKoreHa. KiamHMYeckue TI0SB/JIeHUSI OOJIe3HM CBSI3AHBI C
MaTOJIOTUYECKMM HAKOIJIEHMEM TIJIMKOTeHAa U MPOAYKTOB €ro MeTabojanu3Ma B KJIETKax.
CeroaiHs BbIAEJISIIOT BOCEMb OCHOBHBIX TUIIOB INIMKOT€HO30B. BIT OTHOCUTCS K INIMKOTeHOo3Y 11
TUIA - INIMKOT€HO3Y, CBI3aHHOMY C HeJOCTAaTOYHOCTBIO JIM30COMHOM o-1,4 MIIOKO3MIA3bI,
MIpUBOASIIE A K M30BITOUHOMY HAKOIUIEHMIO IJIMKOTeHa HOPMAaJbHOM XMMUYECKO
CTPYKTYPBI B CepAlie, CKeJIeTHBIX MbIIIIAaX, IeUeHU, MO3Te.

Bcex mnauuentoB ¢ bII, He3aBuCMMO OT BpeMeHM Hauajia, OTIMYAeT HEYKIOHHO
IIPOTPeCCUPYIONIMII XapaKTep TeueHus: 6ome3Hu. I[TpomosrkaoIneecs: OTI0KeHe INIMKOTeHa B
TKaHSIX-MUIIEHSIX HapylaeT uxX QyHKIMIO ¥, B KOHEUHOM MUTOTe, IPMBOAUT K HEOOPaTUMbIM
CTPYKTYPHBIM M3MeHeHMsIM TKaHeii u rubenu OonbHOoro BII. BII xapakTepusyeTrcs
MOJMOPraHHO}M MaTo/JIoTHel, HO B 3aBUCMMOCTM OT BpeMeHM MaHudecrta YacTora
BOBJIEUEHMSI Te€X WM WMHBIX OpPraHOB M CHCTeM Takke OymeT pasHoii. ITombITKM
kiaccuurkaium BII mo gaHHBIM JMUTepaTypbl B 3aBUCMMOCTM OT BO3pacTa Hauana, C
BblJIe/IeHMeM MJIaJleHuecKoii ¢ OpMblI C TeOI0TOM Ha ITepBOM rofy KU3HU (C IopasiesieHuemM
Ha paHHIOW, MO3OHIOI MIageHdyeckyi (opmy, ¢dopmy c/6e3 KapaMOMMOIIATUM U T.IL.),
IeTCKYI0, IOBEHWIbHYIO U B3pOowTyi0 (hopMbl O0I€3HM He HAIlUIM eIMHOAYIIHONM MOIIePKKA
CIIeMaJIMCTOB.

C yuyeToMm enmHOro mnaroreHesa bBII, BbliensioT TOIBKO [Ba BapuaHTa B 3aBUCUMOCTU OT
BpeMeHM MaHudecTa cumnTomos [1,3,12]:

Mnanenueckas  (uH@panTwibHas) BII  (MBII) wmaHudectupylomass B HepUOS,
HOBOPOXXIOEHHOCTYU MK MiageHyeckom Bospacte u blI ¢ mo3gumum Hauanom (BIIIIH).



1.6 KnuHn4yeckasi KapTuHa 3a00/1eBaHUsI WIN
COCTOSTHUSI (TPYIIIIbI 3a00/1€BaHUIT U
COCTOSIHUMN)

Kaxkmas u3 BblIeNeHHbIX (GOpPM MMeeT CBOM OCOOEHHOCTM KIMHUKM, aJrOPUTMOB
OUArHOCTUKY U TAKTUKM BeAeHMs MallieHTOB.

MBIl xapakTepusyeTcsl TSDKEJIbIM MPOrPeCcCUPYIONIMM TeYeHMeM M OBICTPBIM Pas3sBUTUEM
IOJIMOPTaHHOM  IMATOJOTMM -  MBIIIEYHOM TUIIOTOHMM U C1aboCTH, CepaedyHOoi
HEeIOCTaTOYHOCTbIO B pe3yibTaTe TrumepTpoduyeckoil KapaMOMMUONATUM, IbIXaTeIbHOM
HeIOCTAaTOUYHOCThIO Ha oHe cabocTy auadparMbl M MesKpeOepHbBIX MBI, HAPYIIEeHUSIMM
mUTaHust (TPYSHOCTM IMPM BCKapMJIMBAHMM) M3-3a CIA0OCTM JIMIIEBOM MYCKY/IAaTypbl U
yBeIMUeHUs sI3bIKa, yBenndyeHueMm Iedyenu. Cmeptb npu MBII yale Bcero HacTynaeT Ha
TIEPBOM T'OJTy SKM3HU OT CepAeUHO-IbIXaTe/bHO HeIOCTaTOYHOCTM.

BIIITH otnuuaetcss or MBI 6onee MITKMMMU KIMHUYECKUMM TPOSIBIEHUSIMU U TedeHUeEM,
OTCYTCTBMEM TIOJMOPTaHHOV TMaTojsoruu (MopaxkeHue cepAlla KpaiiHe penko) u Oonee
MO3JHMMM OCJIOKHEHUSIMU CO CTOPOHBI AbIXaTeIbHOI CUCTeMbl B pe3yabTaTe C1aboCcTu
MBIIIL, AuadparMbl U MekpebepHOi MycKynaTypbl. OOBIYHO TMalMEHTbl MOTMOAIOT OT
IbIXaTeIbHOI HEeJOCTaTOUHOCTU U MH(EKIVMOHHBIX JIETOYHbIX OCTOXKHEHUIA. BpeMs rubenn
nanyeHToB Ipu BIIITH 3aBucUT OT MOMeHTa Haya/ia U IMOUIeAYIOIero Xxapakrepa TeueHns
6071e3HM ¥ MOKET HaCTYMUTh B I€TCTBE, OHOIIECKOM, B3POCJIOM MM ITPEKJIOHHOM BO3pacTe.
Bosiee moapo6HO KIMHMYECKasT KApTUHA BbIIeJIEHHBIX (OPM pacCMOTpeHAa HIKe.

KnuHuyeckue mposiBjieHus MiiageHueckoi ¢popmel 6one3Hu [Tomire

Bo Bcex cryuasx rnmpu nomospeHuy Ha MBIT 06s13aTe/nbHBIM SBJISIETCS YTOUHEHME CeMeifHOTO
aHaMHe3a (BbISIBJIeHME PaHHUX CMepTeii B cembe, rubenyu neTeil B paHHEM IETCKOM
BO3pacTe, HEOOBIUHBIX MBIIIEUHBIX IIPOSIBJIEHNUIA, MMOIIATUM), C YUYETOM PpPa3BUTUS
TIOJIMOPTaHHOM TAaTOJIOTMM TOKAa3aHO pPacCUIMpeHHOe JIabopaToOpHOe M MHCTPYMEHTaJIbHOe
obciiemoBaHue.

[TepBbie mipM3Haku U cumnTombl MDBII mosBASIOTCS yKe Ha 2-3 Mecsuax >XKusHu. [Ipu
OCMOTpe Ha IeguaTpUYecKoM IIpyeMe oOpallaeT BHMMAaHME MbIIIeYHAs] TUIIOTOHUS U
Mporpeccupyoias MblillieuHasi ¢1abocTb. JIMio pebeHKa IpuodpeTaeT XapaKTepHbI BU:
POT IPUOTKPBIT, IIOJIOCTH PTa 3arl0/IHEHA YBEIMYEHHBIM SI3BIKOM (Y 1/3 MafieHIeB), MMMMUKA
ocnabieHa. MaThb 4acTo kaJyeTcsl Ha TO, YTO pebeHOK CTaJl IUIOXO 6paTh I'Pyab U OTCTAeT B
Bece, OBICTPO yCTaeT IPM COCAHMUM, IIJIOXO IJIOTaeT. JlaJbHEMIIMii OCMOTP BbISIBJISET
IVIOTHOCTb  MBIIII, OOHApPYKMBAIOTCS  MpPMU3HAKM  JbIXaTeJIbHOM UM CepHeuyHO
HEIOCTATOUYHOCTH: GIeAHOCTD KOXKM, LIEHTPAJbHbIN M aKpOLMAaHO3, TUIIEPTUAPO3, CTOHYIIEe
IbIXaHMe, y4acTye BCIIOMOTAaTeIbHOM MYCKYJIaTyphbl B akTe IbIXaHus, JedhopMalys IpyaHON
KJIETKM II0 TUITy «CepAEeYHOro ropbar», pacliMpeHue IpaHUI] OTHOCUTEIbHON CepmedHoi
TYIIOCTH, ocjabseHue IMepudepuueckoii Mynabcalyuu, reraToMeranus, rnepudepudeckmne
OTeKU. AYyCKYJIbTaTUBHO B JIETKMX KECTKOE AbIXaHMe, YaCTO - IIPOBOIHbIE XPUTIbI, OC/IabeHne
IObIXaHMS CJIeBA, TAXMITHOD; TOHBI CepAlia IIyXue, CUCTOIMYECKUI IITyM HaJl BCeii 00/1acThIO



cepAlia, HapyllleHWe pUTMa cepalia (TaxuKapaus, 6pagukapausi, sKeayJouKoBasi apuUTMMSI).
Ons knaccuueckoim MBII xapakTepHO pasBUTHE aTeleKTa3oB JIeTKUX Y MJIA[eHIeB, B
OCHOBHOM, - B HMKHEI I0Jie JieBOro jerkoro. IleyeHp yBenmueHa. PeHTreHomornuyeckoe
MCCIeqOBaHMe TPYAHON KJIeTKM BBISIBJISET Kapauomeranuio. IIpu 6onee mo3gHeM AebioTe
MBII - B aHaMHe3e yacTbie pecrnmpaTopHblie MHPEeKINN.

HeBposornueckuii 0CMOTP 0OHAPY>KMBAET BIPAsKEHHYIO 3aJI€P3KKY (DM3MUECKOr0 Pa3BUTHS B
BUJe HapyueHus ¢GOpMMPOBaHMS MOTOPHBIX HABBIKOB: CHMKE€HA CIIOHTaHHas U
MpOMU3BOJibHASI  IBUTAaTe/ibHAsI AKTUMBHOCTb, peOEHOK He TepXKUT TOJOBy, He
IIepeBOpauNBaEeTCsl CaMOCTOSITeNIbHO, He cuanuT. Cn1abocTb IPOKCUMMAIbHBIX MBIIIL, B
TOJIOKEHUY Jiexka MpuaaeT pebeHKy XapaKTepHYI0 "T03Y JATYIIKU', TIPYU MOIbITKE MOAHSTh
ero 3a pyku rojoBa OTKMAbIBaeTcsl Hasand. [Ipy ymepskaHuM pebeHKa Ha pyKe - TUITMUHBINA
BUI "BIjOro pebeHka'. BosmoskHa ms30bupatenbHas rumeprpodusi U IajabIaTOpHas
IJIOTHOCTh MBIIII, HIDKHUX KOHeuHocTel. CyXOokuabHble pedaeKkchl B 1e0I0Te MOIYT ObITh
COXpaHeHbI, HO II0 Mepe IIporpeccupoBaHMs 3aboneBaHusi yracaior. B ITpunosxkenun I' 1
npencrasieHbl OCHOBHble cumnTombl MIIb [1,3,12,14]. JlocTaTOYHO YacTO K OMMCAHHbLIM
BBIIlIE M3MEHEHUSIM IIPUCOeOMHSIOTCS Hecnenududyeckue HapylleHMs B BuUIe 0OIIero
HeIOMOTaHMS, pa3ApasKUTeIbHOCTY pebeHKa, MOBbIIIEHHON MOTIMBOCTY, PBOTHI U 3aII0POB.
PenkuM, HO HACTOPAKMBAKIIMM ITPU3HAKOM IIOJIMOPTaHHOM MaTOJIOTUN SIBJISIETCS CHUKEHMe
oryXa. B pesynbraTe HapylleHUsT pe30pOIuyM CIIMHHOMO3IOBOM SKUAKOCTM pPas3sBUBAETCS
ruapoiedanus.

Knuumnueckue rposiBiieHus 6one3nu [lommne ¢ mo3guum HavyaaoMm (BITITH)

Mnagenueckass ¢opma BII oTanyaeTcss OTHOCUTENIbHOJ TOMOT€HHOCTbIO KIMHUUECKUX
MPOSIBJIEHUM, Yyero Heib3sl ckasaTb O BIIIIH, 4To cylecTBeHHO 3aTpymHsIeT OUMArHOCTUKY
9TOI1 (popmbl rmkoreHosa Il Tuma. [Ipu oguHaKOBOM ITaTOreHe3e MJageHuYeCcKoi U Mo3aHei
dopm BIl KIMHMUYECKUIL CITIEKTP U TSHKECTh MOPaskeHMs pa3HbIX OPraHOB U CUCTEM 3aBUCSIT
OT BoO3pacTa IainueHTa. Ilocie OTHOCUTEeNbHO OJIarOMoIydHOTO pa3sBUTUSI pebeHKa B
MiIageHuecTBe, Tipu Hanuuuy BIIITH, 3a6oneBaHue MoxkeT MaHMGeECTMpPOBaTb B JI0OOM
Bo3pacTe. He3zaBucumo oT Bpemenu Hauvaja BIIIH, y meTeit mamu B3poCibIX, 3ab01eBaHMe
HOCUT HEYKJIIOHHO IIPOrpeCcCUpPYIONINII XapaKTep, a BBIPa)KEHHOCTb MBbIIIEYHBbIX U MHBIX
MIPOSIBJIEHUII MOTYT He KOppeaupoBaTh C TEMIIOM ITPOrpeccupoBaHms 60Ie3HN.

[Tpu manudecre BIIIIH B meTckoM BO3pacTe, HO IIOC/Ie MEePBOT0O Tofa >KU3HM (MHOIJIA B
nutepatype 3Ty Gopmy BIIITH Ha3pIBaIOT I0BEHUIbHOI, IJISI TOTO, UTOOBI ITOJUEPKHYTh, UTO
6ose3Hb MaHMbecTMpoOBaiia B AETCTBe, HO IMOC/Ie MepBOro rojaa >XKMU3HM), OOHAPYKMBAETCS
MMOMATUYECKUIA CUMHAPOM, YyMepeHHas opraHomeranus. HabmomaeTcss  3agepskKka
dbopMmupoBaHMs [OBUTaTe/NbHbIX HABbIKOB. BoOB/leueHMe B I1aTOJOrMYECKUIt Mpoliecc
cepAeyHoit MbIIIlbl BapuabenabHO, yallle pa3BUBAeTCsl ObixaTelbHash HeOOCTAaTOUHOCTb B
pesysbTaTe cj1abocTy auadparmbl M MeXXpe6epHbIX MBbIIIIII,.

ITpu ocmoTtpe naiuenTa ¢ BIIIIH ¢ ge6ioToM B AeTCKOM BO3pacTe OTMeUeHbl KIMHUYeCKMue
cumntombl  (IIpunoxkenue TI'2), mOpencTaBJIeHHOCTb KOTOPBIX MOXET YMEHbIIAThCS C



BO3paCTOM pe6eHKa, 3d UCKIIIOUeHMEM ITOpa>kKeHNM A CKeJIeTHOM U ,ILbIX&TeJIbHOI;'I MYCKYJIAaTYPbI
1, 15,16].

CnemyeT OTMeTUTB, UTO Iipu BII ¢ me6i0ToM B IeTCKOM Bo3pacTe B 95% cirydaeB oTMedaeTcs
yMepeHHOe TIIOBbIllIeHNe YPOBHS CbhIBOpOTOUHOM KpeaTuHKMHasbl (KK) (B 2-10 pa3s), a
3HauuTenbHOoe ToBbilieHne (2000 Ex/JT u Beiie) xapaktepHo pjisi MBII. Ilo maHHBIM
JUTEpaTypbl aKTMBHOCTb ChIBOpoTOuHOV KK 006paTHO MpomnopiiMoHaabHa BO3pacTy (p =
-0,71, p <0,001), pautenbHocTu 60sne3uu ( p = -0,45, p <0,001) 1 HanMMuMIo aTPOPUM MBbIIII]
(p=-0,53,p <0,001)[15].

Ponmyiteny 4acTo HeIpaBUIbHO OLIEHMBAIOT COCTOSIHME peOeHKa, CUMTasl ero "JIeHMBBIM' U He
obpaiaioTcs K CrenuaancTy. B mowienyiomnem y pebeHKa pa3BUBAETCS HapyIIeHMe OCaHKU,
TIOSIBJISIETCSI TUIIEPJIOPIO3, CKOJIMO3, TOXOJKA CTAHOBUTCS BIIEpPEBAJIKY (YTMHASI IMTOXOIKA).
MBI HOT ¥ Ta30BOTO I10SICA TTOPaskaloTCs OOJIbIIE, YEM MBIIIIIIBI TIJIEUEeBOrO Iosica. Y JeTeit
YacTO PasBMBAETCS perrMoHapHasl ICeBIOrMnepTpPodus MbIIII CIMHBI, a TAKXKe CUMIITOMBI
PUTMIHOTO II03BOHOYHMKA. IIporpeccupoBaHue O00€3HM MPUBOOUT K HAPYIIEHUSIM
IObIXaHMsI, dallle Bcero B ¢GOpMe HOUYHBIX TIUIIOBEHTW/ISIIMI, YacCThIX IIPOCTYIHBIX
3a00/ieBaHMIA M aCIMPAIMOHHON ITHEBMOHNM. Pe6GEHOK MOXKeT IpembsB/ISITh KaJIo0bl Ha
TOJIOBHYI0O 00JIb, B TIOBEIEHMM OTMeUaeTcs ObICTpasi YTOM/ISIEMOCTb ¥ CHMKEHMe
YCTOMYMBOCTY K IIPUBBIUHBIM HArpy3KaM, B OCHOBHOM, - K O€ery ¥ IPyrMM aKTMBHBIM UTIPaM.
CnaboCcTh MMMMUYECKMX MBI, YMEPEHHbI IITO3 (YacTO acMMMETPUUHbIN) yBeIudeHue
SI3bIKa, CHYDKEHME CYXOKMUJIBHBIX pedIeKCOB M OCTEOIeHMS TaKKe JOKHbI HACTOPOXKUTH B
IlaHe Haauuus y pebenka BIIIIH. VY geteit, B ominMume OT MiageHues, mpu BIIITH
KapIVOMMOIIaTHSI BCTPEUAEeTCSI 3HAUMUTEIbHO peske U MPaKTUUeCcKy HUKOTAA 3a00/1eBaHue He
IIPOSIBJISIETCSI ITATOJIOTVEN CO CTOPOHBI CePAIIa.

BIIITH xapakTepu3yeTcs reTeporeHHOCTbIO0 KIMHUYECKUX TIPOSBIEHU, pa3HbIM BO3PaCTOM
TOSIBJIEHUST TIE€PBbIX OUYEBUOHBIX T[PU3HAKOB M CUMIITOMOB, pPa3HOM CKOPOCThHIO
nporpeccupoBaHus 06o0le3HM ¥ BbIPAKeHHOCTbIO (1aOOCTM MBI, IIpy oAMHAKOBOM
reHOTHIIe BpeMsl Hauaja 60/ie3HM MOKET OTIMUYATbCS Ha JeCSITUIeTUS M pasindyaThbCs IO
BCEM I€PEUYNCI€HHBIM BBbIIIIE ITPOSIBJIEHUSIM.

PeTpocneKkTUBHbIM aHanM3 >kajob mauyeHToB ¢ BIIITH rmokasas, UTO IepBbie MPOSIBIEHMS
WM TIpU3HAKM OOJIe3HM, KOTOpble CYObEKTMBHO HE pacCMaTpUBAIMCh MALMEHTOM Kak
OTKJIOHEHME OT HOPMbI, B 77% Ciy4aeB KacaJiMCb TPYAHOCTEN MpPU 3aHSATUSX CIIOPTOM
(maLMeHTsl IIOX0 Oeraiy, He MOIVIM IOATSHYTbCS Ha TypHUKe), 28% OBICTPO yCTaBaIM IIpuU
X0ab0e 110 JiecTHUIle, 20% MCIBITHIBAIM 3aTPYAHEHMS TIPY BCTaBaHMUM C HU3KOTO CTy/a, 17%
ycTaBa/iv MU 0ObIYHOI xX0abbe 1 11% He MOIIM BCTATh U3 MOJMIOXKEHMS Jieska Ha CIiMHe 6e3
IIOMOIIM PYK [6,17-23].

Takum obpa3oM, Ipu Mogo3peHn Ha 60je3Hb [loMIe y B3pOowIOro maiyeHTa HeooXoaMumo
IeTaJbHO BBIICHUTH OCOOEHHOCTYM [BUTATEJIbHOIO Pa3BUTUS B AETCKOM M IOHOIIECKOM
BO3pacre.



C1aboCTh MBIIILL SIBJISIETCSI OCHOBHOM >kKajio0oit y B3pocwibix mnauyeHToB BIINIH. CrabocTh
MBbIIII] KOHEUHOCTEe SIB/ISIeTCSI OCHOBHOI yka0607 nainyeHToB ¢ BIIITH, o6Hapy>k1BaeMoit B
93% cnyuyaeB [22-23]. Ilo maTTepHYy pacrpemeseHus] MBIIIEYHOM C1aboCTH OTMeuaeTcs
HECKOJIbKO MeHbIasi BapMabeNbHOCTh MEXKAY MalyeHTamMu. B OOJbUIMHCTBE C/TyvyaeB
MaKkcuMaJibHasl Cc1ab0oCTh KacaeTcsl MapaclMHaJIbHBIX MBIIIIL M MBbIIIL, TepeaHeil CTeHKU
SKMBOTA, MBI ITPOKCHMMAAbHBIX OTHENOB HOI M MBI, IIjieuyeBoro mosica. Cn1abocThb
IIPOKCUMAJIbHBIX OTAEJI0OB IpeobiagaeT Haj, CHYKEHVEM CUJIbI B IMICTAIbHBIX MBIIIIIAX (€Can
TaKoBas HabsomaeTcst). bosee Toro, B ciayuyae ooHapy>keHMs CJ1abOCTY MbIIIII KOHEUHOCTE U
ee OILIeHKM 4epes rof Iocjie MepBOoro OCMOTpa MalMeHTa, MPOorpeccupylollee CHUKeHUe
MBbIIIEYHOM CHUJIbI OTMEYEHO OosIblie AJjIs HOT, YeM A1 pyK. B cpemHem, cujaa MBIIII, HOT
najgaet Ha 7,1%, a pyk - Ha 4% [22-23]. [To xapakTepy pacIipeneneHnsI MbIIIEYHO C1aboCTH
pasHble aBTOpPbl OTMEYAlOTCsl Cleayloliye 3akoHOMepHocTH. OrmucaHo 6Gosbliiee
CMMMeTPMUUYHOE BOBJIEUEHME OTBOISIINX MBIIIL, Oedep M STOAMIl IIPU OTHOCUTEIbHOM
COXPAaHHOCTM MBIIIIL cTubaTeneii 6empa, OTHOCUTENbHAsI COXPAaHHOCTb MBbIIIL, Oedep IO
CpaBHEHMIO C MbIIII[aMM Ta30BOTO Iosica M CaaboCThi0 MBI pasrubaTesneit 6egpa. Ha
paHHUX CTaAMSIX 00e3HM M3MEHEHMS B MBIIIAX MOTYT MPOSIBIASTHCS TOMIbKO MOXOMKOM
BIepeBaJIKY I10 TUIY "YTUHOM MOXOJAKU" C TUIIEPIOPA030M MOSICHMYHOTO oThesna. CiabocThb
MBIIIII TUIEYEeBOTO II0sICAa Yallle BCEero OOHApYKMBAETCS IIPY TEeCTMPOBAHMM U HOCUT
nuddy3HbIi XapakTep. IlaliMeHTbl MOTYT He MpPembsBISITb Kaj0o0b Ha M3MeHeHMEe CUJIbI
MOBIIIII] ITPeATIIeYnii M KUCTU ake Ha JajeKo 3alledIInx CTaausIx 001e3HM, KOTaa Ipu3HaKu
IIePBUYHO-MBIIIIEYHOTO MOPAKEHMS 110 TUITY "MUOMATUM TOSICOB" CTAHOBSTCSI OUeBUIHBIMU.
IlocTaTOYHO YacTo claboCThb M M3MeHeHMe ob6bema (aTpoduu) MBI, IJIeYeBOro Iiosica
MOTYT ObITb aCMMMETPUYHBIMMU, UTO MOXKET ITPOSIBJISITHCSI B OTCTABaHMM JIOMIATKM OT I'PYIHOM
KJIeTKU (KPbIJIOBUIHOM JIOIIATKM) TOJBKO C OJHOM CTOPOHBI UJIM 3HAUUTE/IbHOI aCMMMETPUN
IAaHHOr'O CMMIITOMA.

Kax y>ke roBopmJioCh Bblllle, TapaciyHalbHble MBILILILI ¥ MbILILbI IIepeJHeil CTeHKU XUBOTA
MOTYT TIOpaskaTbCsSI Ha caMbIX paHHMX craausx BIIITH, 4To nOpuMBOOAUT K OBICTPOIA
YTOMJISIEMOCTY, CHVKEHUIO ITePeHOCUMOCTH CTAaHLAPTHBIX HAarpy30K Kak Ha paHHUX, TaK U
pa3BepHYTHIX CTaAUSIX 607e3HN. BaxkHbIM SIBJ/IsIeTCSI OOHapyskeHMe HapyllleHUs JbIXxaTelbHO
dyHKIMM BCaeAcTBUe «1abOCTM MBI auadparMbl U MexpedepHbIx MbImiil. o 1/3
B3pOwIbIX IanueHToB ¢ BITITH nmeroT HapyllleHMs CO CTOPOHBI AbIXaTeIbHO! CUCTEMBI.

[Ipy ocmoTpe peKoOMeHAyeTCSd TeCTMPOBAHME MBIIIL, pPasHbIX TPYIIIl C BbIINOJHEHMEM
npocThixX 3agauuit (Ilpunoxkenue I' 3), 1o pesyabTaTaM KOTOPBIX MOKHO CO 3HAUYMTE/IbHOM!
BEpOSITHOCTbIO 000CHOBATh HEOOXOAMMOCTh 00C/IeoBaHMs naleHTa Ha Hajmnuue BITITH.



2. [IuarHoCTHNKa 3a00/IeBaHUS VI COCTOSIHUSA
IPYIIbI 3a00/1€BaHUIA MJIM COCTOSTHII)
MeIUIIMHCKYE ITOKa3aHUS U
IIPOTUBOIIOKA3aHMUSI K IPMMEHEHMIO METOI0B
OVarHOCTUKU

OuarHos BII ycTraHaB/iMBaeTcss Ha OCHOBaHMM COBOKYITHOCTMN:

aHAMHeCTUYEeCKMX [JaHHBbIX, KIMHUYECKMX HaHHBIX, pe3yJbTaTOB Jab0paTOPHOIO
MccaenoBaHms (6MOXMMUYECKOTO 1 MOJIEKY/ISIPHO-TeHEeTMUEeCKOTO aHaIn3a).



2.1 J)Kay1o0b1 M aHAMHeE3

IIpu cbope aHamHe3a u wanob pekomMeHO08aHO 0Opamumes 8HUMAHUE HA Cedyroulue X#anobwl u
aHamHecmuueckue cobvimusi:

B ntob6om 8o3pacme

® omsezouleHHblll cemeliHblli aHamHe3 (CXOOHble cayuau 3a0osesavusi y pooHuIiX Opamoves U
cecmep);
® 0JIU3KOPOOCMBEHHbITI OpPAK.

MnadeHysl nepavix Mecaues HUu3Hu

* 3adepiKa NCUXOMOMOPHO20 pa3eumusl;

® gsl0€e COCaHue, njoxas npubaska 8 eece;

® OpioWHOU mun JbIXaHusl;

* 00blUKA;

* yge/uteHUe pasmepos 3blKa (Makpozioccus);
* npozpeccupyrwuli xapakmep meueHusl.

[Ina demeti cmapuiezo 803pacma

* maxukapous;

® OHeBHas COHNUBOCMY;

* YMOMJIIEMOCMb;

* yacmele NpocmyoHsle 3a001e8aHUS;

* MblluleuHas ci1abocmo;

e mpyoHoCmu npu nodseme no jecmuuuye;

® HenepeHOCUMOCMb (u3UUEeCKUX HA2PY30K;
® lU3MeHeHUe NOX0OKU;

e ampodus Mol KOHEUHOCMeli.

[ n00poCcMKO8 U 83POCTbIX

® YMpeHHss 207108HASA OOb;

* maxukapous;

*  YMOMJISIEMOCMb;

* MbluleuHas c1abocmo;

® npoezpeccupyowuli xapakmep meueHusl;

e ampogus mobiuiu;

* mpydHocmu npu nodseme no JecmHuue;

® HenepeHoCcuMoCcmo (pu3uuecKux Hazpy3okK;
® U3MeHeHUe NOXOOKU.

JKanobo!l u anamHe3 makyie onucaHsl 8 pasdesie «<KJAUHUUECKAs. KAPMUHA».



2.2 dusmuKajabHOE 00Cc/IenoBaHue

IIpu ocmompe Heob6xo00uMo 06pamums HUMAHUE HA OCHOBHbIE (pu3UKaIbHble nposiesieHus BII:
MnadeHysl nepsslx Mecsyes Hu3Hu

* CUMNMOMOKOMNJIEKC «8571020 PEOEHKA»;
* 3adepxcka NCUXOMOMOPHO20 paA36UMUS;
* 2UNOMUMUS;

* MAaKpo2s10ccus;

* HapyuweHue pumma ObIXaHusl.

Ilemu, nodpocmku, 83pocivle

® npoepeccupyoulas — MvllueuHas — c1abocms ¢ NPeuMyuweCmeeHHvIM  NOpaXceHuem
NPOKCUMATIbHBIX 0MOEJI08;

® CHUXEeHUEe MOMOPHOU akmueHocmu;

® CHUXCEHUE CYXOXUIbHBIX peqhiiecos;

* nosoxcumesnvHole npuemst fosepca;

* Muonamuueckas noxooKda;

e cnabocmes Mbllly nepedHeli CmeHKU ¥ugomd,

* c1a60CMb NAPACNUHAIBHBIX MblUY (10p003, KUGO03, CKOUO03);

* C1a60CMb 1200UUHBIX MbIWUY U MPYOHOCMb YOEPHAHUS PABHOBECUS NPU 8CMABAHUU

® COXPAHHOCMb CUJIbI UeMBbIPEX2/1A8bIX MblUUL NPU C1ab0Ccmu Molull Opy2ux 0maoenos

e cnabocmo cecubameneti uieu;

e cnabocms duagppazmol, 00bIUKA;

* c1a60Ccmb MblllY A3bIKA;

* C1a60CMb MUMUYECKUX MblUIL, 0COOEHHO ACUMMEMPUUHASL;

ITodpo6Ho damHble (uU3UKATBLHO20 00C1€008AHUSI ONUCAHYL 8 PA30esie «KIUHUYECKAs KapmUuHa».



2.3 JIabopaTOpHbIE€ AMArHOCTUUYECKHE
MCC/Ied0OBaAHUS

e PekomeHAyeTCsI C 1e/IbI0 IOATBEPKAeHUS AMarHo3a BceM MalyeHTaM C KIVMHUYEeCKUMU
cuMmnromam xapakrepHbimu Ajis1 BIT onipenenenne aktuBHocTu KAT [15,24].

VYpoBeHb JOCTOBEPHOCTH 1OKA3aTeIbCTB — 5 (YPOBEHb yoemuTeIbHOCTU pekoMeHmanuii C).

KommenTapuii: AkmusHocms KAIT MOxHO onpedensimb 8 pasludHblX OUuOMamepuaiax
(kynomusupyemuix ¢pubpobracmax, mvluieuHoM Ouonmame, nepugepuveckux aumgpouyumax u
0p.), HO 8 Hacmosuee 8pemsi ONMUMANbHBIM s8aslemcst onpedeneHue akmusHocmu KAI 8
NSIMHAX BbICYUEHHOL KPOBU C NOMOWbI0 MAHOEMHOU Mdacc-cnekmpomempuu. Omom mecm
couemaem 8 cebe 8bICOKYH UY8CMBUMENILHOCMbL ¢ NPOCMOMOU 8bINOJIHEHUSL U 803MOXCHOCbIO
NpuUMeHsmv 0711 CKpUuHUHza 6016020 uucaa nayuerimos. OnpedeneHue akmusHocmu KAI e CITIK
A67151emcsl ONMUMAILHBIM CKPUHUH208bIM MECMOM, «30/10MblM CMAHOAPMOM», N03680JIIHOUUM
MaJIOUHBA3UBHO, ObICMPO U MOUHO onpedesums deuyum akmusHocmu pepmeHma.

Y nauuenmos c BII evisi/1110m 3HaAUUMeIbHOe CHUMEHUEe akmueHocmu ¢epmerma (meHee 10%
om Hopmbl). OOHAKo, HeoOX00UMO C OCMOPOXHOCMBIO OMHOCUMCS K UHmMepnpemauyuu
pe3yJibmamos OUOXUMUUECKO20 mecmuposaHus, NOCKObKY ONUCAHbI ainenu
nces0oHedoCMamouHoOCmu, Komopole Mozym 81usiMb HA AaKmMusHoCMs (pepmenma in vitro. Ilo
PEKOMEHOAUUSAM MeXOYHapoOoHOll epynnul dKcnepmos, 0151 nodmeepxcoetus duazHo3a bII nocne
8bls16JIEHUS CHUMXCEHUSI akmusHocmu epmenma 8 obpasue Kposu, Heo6Xo0umMo nposecmu
nosmopHoe onpeoeneHue akmugHocmu ¢epmeima 6 Opyzom o00pasue Ouomamepuana
(npednoumumenbHO MbllleUHAass MKAHb, KYJbMypa KOXcHblx Gubdpobiacmos) uiu nodmeepoums
ouoxumuueckuti duazHo3 memodamu JHK-ouazHocmuku.

e PexomeHpayeTcsi BCeM IlaljMeHTaM CO CHMKeHHOM akTUBHOCTbI0O KAI' mpoBemeHue
MOJIEKY/ISIPHO-TeHeTMUeCKOro aHanusa resa GAA, ¢ uenblo oaTBepkaeHus nuarsosa blIl
Ha MOJIEKY/ISIPHO-TeHeTUYeCKOM YPOBHEe, BO3MOXHOCTM IIPOBeNEeHUM IIpeHaTalbHON U
MpeUMIIJIaHTALIMOHHO IMAarHOCTUKU B ceMbe [15,24].

YpoBeHb JOCTOBEPHOCTH NOKA3aTeIbCTB — 5 (YPOBEHb yoenuTeIbHOCT peKoMeHmanuii C).

KommeHTapwuii: BonbwuHCmME0 nayueHmos s8Jsmcs KOMNAyHo-zemepo3uzomamu (m.e.
Hecym 0dee pa3Hble namozeHHsle mymayuu zeHa GAA). ITockoneky 6 zeHe GAA onucaHo 00buLoe
UUCZI0 YHUKANBbHBIX Mymayuti, Nnoaumop@puimos U 3aMeH HesICHOU 3Hauumocmu, Mozym
B03HUKHYMb MPYOHOCMU NpU 6blSIBNIEHUU pAHee He ONUCAHHBIX U3MEeHEeHUL HYKI1e0muoHou
nocnedosamenviocmu [2].  Mymayuu 2eHa GAA, npusodsawue Kk pazgumuio BII, mozym 6btmbo
8bl516J1€HbL NPU UCCTIE008AHUSX MEMOOamu CeK6EHUPOBAHUSI HO8020 NOKOJIEHUSl (AHAU3 IK30Md,
2eHOMd, MAapz2emHo20 CeK8EHUPOBAHUSL).

Memoosl  MOJIEKYNAPHO-2eHEMUUEeCK020 aHaau3a mozym Oblimb NONe3Hbl 8 Kauecmee
00NoJIHUMeNbHO20 mecma npu nodmeepxcoaruieli duazHocmuke BII, ecnu HedocmyneH



ouos0zudeckuti mamepuan npobanda, a maxxe Onsg NPeHAMAAbHOU U NPEUMNJIAHMAUUOHHOL
duazHocmuku.

e PekomeHayeTcsi BceM IainueHTaMm ¢ BII  mpoBemeHue — GMOXMMUUYECKOTO
o0l1lleTepaneBTUUECKOTO aHajaM3a KpOBU C OIpedeleHMeM YPOBHSI ChIBOPOTOUHOIA
kpeatuHpocokmuHasbl (KOK), nakratnernaporenassl (JIAI'), anaHnHamuHOTpaHcdepasbl
(AJIT), acnmapratamuHorpaHcdepasbl (ACT), ¢ 11ebi0 BbISIBJIEHUST TOPasKeHUsT MbIILIEUHO
TKaHM (Ha MOMEHT ITOCTaHOBKM JIMarHo3a U eciy He MPOBOAMIOCH B TIpeAIllecTBYIOIIe 6
MmecsieB) [15].

YpoBeHb JOCTOBEPHOCTH NOKA3aTeIbCTB — 5 (YPOBEHb yoenuTenbHOCT pekoMeHganuii C).

KommenTapwii: IIpu BII ¢ debiomom 8 demckom eo3pacme 8 95% ciayuaed ommeuaemcs
yMepeHHOe nosbluleHuUe YposHs cbleopomouHoti KOK (6 2-10 pa3s), a 3HauumenbHoe noevluleHue
(2000 EO/J1 u ewiwe) xapakmepHo o0ns MBII. Ilo OdaHHbiM Jumepamypsl aKmugHOCMb
coigopomouHoti K@K o6pamHo nponopuuoHaisHa e8o3pacmy (p = -0,71, p <0,001),
onumenvHocmu 6one3uu (p = -0,45, p <0,001) u Haruuurwo ampoguu mouy ( p = -0,53, p <0,001).
AJIT u ACT — (pepmeHmol, KOMopble AKMUBHbBL 80 8CEX KEMKAX 0P2AHU3MA, HO OOJIblIE BCE20 UX
8 cepdye, neueHu, noukax u moiwyax. Xapakmepuoe 011 BII HapyuwieHue pabomuol neueHoUHOl U
MblUIeYHOU MKaHu npueooum K NOBbIUEHU) AKMUBHOCMU «NEUeHOUHbIX (pepMeHmos» 8
coigopomke kposu. ACT — Gonee uHpopmamuseHwlii mapkep, Hexenu AJIT. YV nayueHmos ¢
uHpaumunvHoii ¢opmoti 6one3Hu akmusHocms ACT 6 3-10 pa3 npeswviiuaem Hopmy, AJIT
gapvupyem om HopMbl do npesviuierus 8 2-7 pa3s. IIpu BIITI/] akmusHocms AJIT nogsiuieHa 8
94% u ACT - 8 95% cayuaes

e PekomeHAayeTcs1 BceM TaiimeHTam ¢ BII rmpoBemeHue o611ero (KJIMHMUYECKOTO) aHaIM3a
KPOBU [IJISI OLIEHKM OCHOBHBIX IIapaMeTpPOB KPOBETBOPEHMS M BBISIBJIEHMSI BO3MOXKHBIX
MHQEKIMOHHBIX MPOIIECCOB (eC/Iy He TIPOBOAMJIOCH B MpeliecTByouue 2 Mmecsia) [6,15].

VpoBeHb JOCTOBEPHOCTH 0KA3aTeIbCTB — 5 (YPOBEHb yoeIuTelbHOCTU pekoMeHmaiuii C).

KoMMeHTapmum: 68 C643U C 8bICOKUM pPUCKOM pa3eumusi UHMepPKYPEeHMHbIX UHDeKUull,
acnupayuoHHoli nHesMOHUU Yy nauueHmos ¢ BII pexomeHndyemcsa nposedeHue OAHHO20
uccnedosarus He pexce 6 pas 8 200.

e PekomeHnayercsi BceM TanueHTam c bBII ucciegoBaHue ypoBHSI N-TepMMHAIbHOTO
dbparmeHTa HaTpPUiITypeTHUUeCKOTro mmporenTtuaa Mo3roBoro (NT-proBNP) B KpoBU C 11e/1bI0
BBISIBJIeHUST OUCPYHKLUMM MMOKapAa, CepaeuyHOil HegOoCTaTOYHOCTM (He IMo31aHee 3
Mecs1eB OT MOMEeHTa MOCTAaHOBKM AMarHosa (ramueHtam O0 1 roga) win He rosngHee 6
MecsilieB Mocje epBoro roga xkusHun) [25, 26].

VYpoBeHb JOCTOBEPHOCTH NOKA3aTeIbCTB — 4 (YPOBEHb yoenuTeIbHOCT peKoMeHganuii C).

KoMmMeHTapum: yposeHb Hampuiiypemuueckozo nenmuda 00bIYHO 3HAUUMENBbHO NOBbIUIEH Y
nayueHmos ¢ MBII, nocKonbKy 3mo saxcHeliwuii 6uomapkep nopaxceHus cepoud, 8 4acmHocmu



3HAUUMeNbHO NOBbILAWULICS Npu pas3susulelics cepdeuHoli HedocmamouHocmu u JucyHKuuu
npasozo enyoouka.



2.4 UHCTpyMeHTa/IbHbIE OVarHOCTUYECKue
UCCIeJOBaHUS

ITepeuucneHHvle KAUHUKO-UHCMPYMEHMAbHble Memodsl UCCnedosaHusi HeoOxo0umbl Ons
duazHocmuku u dugpepeHyuanvHoli duazHoCMUKU MUoOnamuueckux CuHopomos, exkawuas demeii
8 8o3pacme do 1 2o00a.

e PexomMmeHpayeTcs IpoBefeHVe CTUMY/ISILIMOHHON U uroibuaton JHMI' BceM maimeHTaMm C
nogo3peHneM Ha BII ¢ uenbio auddepeHIIManbHOV OMArHOCTUKMU C JIPYTUMU
3a0071eBaHMSIMM M BBISIBJIEHUSI CTEIeHM ITePBUUHO-MbIIIEUYHOro IopaxkeHusi mpu BII
[15,27].

YpoBeHb TOCTOBEPHOCTH AOKA3aTENbCTB — 5 (YpOBEeHb YOeIUTEIbHOCTM pekoMeHgalnii C).

KommenTapum: JdanHsie memoodsl no3sonsiom Jugpgeperyuposams BII om 3abonesaruli,
CBA3AHHBIX HapYuwleHueM (QyHKyuu 08u2amebHslX B60JIOKOH nepugepuueckux u HepeHo-
MbluleyHoli nepedayul.

e PekomMeHAOBaHO MpoBeaeHMe 3aekTpokapauorpadum (OKI) u sxoxkapauorpapum (Ixo-
KI') cepoua BceMm mammeHTaM C BII ¢ 1le/ibi0 BBISIBJIEHUMS TOpa)keHUS cepilia (eI He
TIPOBOAMIOCH MIPeAIIeCTBYIOIIVE 6 MeCsLeB) U Kaxkable 7-14 nHeli B iepBbie 12-24 Henenu
nipu HasHauenuu O3T [6,15,27].

YpOBeHb TOCTOBEPHOCTH AO0KA3aTENbCTB — 5 (YPOBEeHb YOeIUTeIbHOCTY pekoMeHgalnii C).

KommeHTapum: JlaHHvie memodsl UCCed08aHUSL NO03B0/I0M  8bIsI8UMYb  KaApOUOMe2aur,
2unepmpo@ur muokapoa u HapyweHusi pumma cepoua.

e PekomMeHZ0OBaHO BceM MauueHTaM ¢ BII mpoBeneHne peHTreHOTpadum OpraHoB TPyAHON
KJIETKM, KapaAuopecnMpaTOPHOTO MOHUTOPUHTA, OLIeHKU (PYHKIMM BHEITHEro IbIXaHWUS
17151 BbISIBJIEHUSI CTeTeHU MOpaskeHMsI GPOHX0-JIETOUHON CUCTeMbI (eC/i He TIPOBOAMIACh
nocienHue 12 MecsilieB) M MYJIbC-OKCMMeTpUM, KarmHorpadbuu (ecau He MPOBOAMIIACH
nociaegHue 6 mecsies) [6,15,27].

VpoBeHb JOCTOBEPHOCTH 0KA3aTeIbCTB — 5 (YPOBEHb yoemIuTelbHOCTU pekoMeHmatuii C).

KOMMEHTapI/II/IZ OUEHKa cbyHKuuu 8HeulHez0 OblXaHus 0013amesibHa 8 NOJIOXEeHUU CIMOos U JIexa
-C onpei)eﬂeHueM PA3HUUbL 8 nOKA3dameJisx.

e PekomeHpayercsi Y3V opraHoB OpIONIHOM IMOJIOCTM BceM mamueHTam ¢ BII ¢ 1enbio
BBISIBJIEHMSI U3SMEHEHUI pa3sMepOB U CTPYKTYPbI [IeUeHU eC/I He TIPOBOAMIIOCH TTOC/IeIHNE
6 mecsiiieB) [6,15,27].

YpoBeHb JOCTOBEPHOCTHM PEKOMEeHAAIMM — 5 (YpOBEeHb YOeIuTeIbHOCTH ToKa3aTeabCcTB C).

KoMmMmeHTapum: 8 omJuuuu om Opyzux 2iukozeHo308 npu bII Habnwdaemcs ymepeHHOe
ysesnuueHue pasmepos neueHu.



e PekOMEHAYIOTCSI OOsi3aTe/ibHbIe €eKeromHble 00CaeloBaHMSI MMUHepaabHOM TMJIOTHOCTU
KOCTei y mauueHToB ¢ BII s cBoeBpeMeHHOV KOppeKUMM IOJy4yaeMOro JjieyeHus I10
TIOBOMY OCTEOIeHN U OCTeoropo3sa. [6,15,27].

YpOoBeHb OCTOBEPHOCTH AOKA3aTeNbCTB — 5 (YPOBEeHb YOeIUTeIbHOCTI pekoMeHgalnii C).

KommenrTapum: IlayueHmsl U uneHsl cembU OOJNCHbI ObiMb UHPOPMUPOBAHBI O BCEX
nocnedcmsusx Headek8amHoz0 OMHoUIeHUsl K npoOiemMe 0Cmeonopo3d.

e PekomeHayeTcss mnamueHTam c¢ BII ayamomorndyeckoe ob6ciaemoBaHue (TOHaJbHAS
ayguoMeTpus) MpU MEePBUMYHOM OCMOTpe U Hanee He pexe 1 pasa B 3 roma C Lieiblo
paHHero BbISIBJIEHNST HapylleHui ciyxa [6,15,27].

YpoBeHb JOCTOBEPHOCTH NOKA3aTeIbCTB — 5 (YPOBEHD yoemuTenbHOCTH pekKomMeHganuii C).

e PexomMmeHpayeTcs BceM naiyeHTaM c ro3gHeli BIITH ripoBeneHne 6-Tv MUHYTHOTO TeCTa
C XOmb0OO¥ [JIsT OLIEHKM BBIHOCAMBOCTM (KOHTPOJb 3PderktuBHOCTM D3T) (ecim He
rposoawicd nmociaenuue 6 mec.) (Ilpunosxkenue I'S) [17].

VYpoBeHb yOeauUTeIbHOCTU J0Ka3aTeIbCTB A (YPOBEHD JOCTOBEPHOCTY PeKOMEHAAIINN
- 1)

e Pexomenpayetcst Bcem naiyeHTam ¢ bIl ipoBeneHyre aHanmns3 KadyeCTBa >KM3HU TALIEHTOB
comtacHO oueHke OrnpocHuk SF-36 (ecim He MOpoOBOOAWICS TIlociaenHue 6 Mec.)
(IIpunoskenue I'9) [27,35].

VpoBeHb YyOeauUTeIbHOCTU JO0Ka3aTeIbCTB A (YPOBEHb JOCTOBEPHOCTY PeKOMEHAAIINUN
- 1)



2.5 IHble nuarHocTnYecKue uccjaegoBaHus

CnoxcHocms duazHocmuku BIITIH onpedensemcss omcymcmeuem cheuuuueckux KAuHU4eckux
CUMNMOMO8, XApakmepHslX Ol OONbUWUHCMBA HEPBHO-MblUIEUHbIX 00JIe3Hell, a makice
pasHoobpasuem UX Couemadusi, 8pemMeHeM NOSBNEHUSl U Msxecmu 6 npoyecce paszeumust
0o1e3HU.

[upgepenyuanvuas duazHocmuka MBII nposodumcsi co 8cemu 3a60/1€8aAHUSMU, OCHOBHbIM
KJIUHUYECKUM NPOsi8eHUEM KOMOPbIX 56J1S1eMcsl CUHOPOM 8571020 pebeHKd. IlepeueHb 0CHOBHbIX
3abonesaruti 6xodauwuti 8 duggeperuuanstolii duazHo3 npu BITHII npedcmasneH 8 IlpunoxceHue

r4.



3. JleueHHue, BK/II0Uasi MeAVKaAMEHTO3HYIO U
HeMeaUKaMEeHTO3HYIO Tepanmnu,
oyieToTepanmnio, 00e300/1MBaHue, MeIUIIMHCKIE
IIOKa3aHMA U IIPOTUBOIIOKa3aHMA K
IIPUMMEHEeHNIO MEeTOAOB JIeUeHU S

Jleuenue BII BKIrOUaeT Kak nmaToreHeTnyeckoe jeueHne HasHaueHue O3T, Tak u rpoBeeHne
CUMIITOMAaTH4YeCcKoil  Tepanuu. Bemenme  mammeHTOoB ¢ BII IpeJriojiaraet
MYIbTUAVCHUIIIMHAPHBIN TIOAX0H € 00s3aTeIbHbIM y4YacTMeM HeBpOJIOTOB (0COOEHHO,
HEePBHO-MBIIIEYHbIX  CHeUMaTINUCTOB), T€HEeTUKOB, KapAMOJIOrOB,  IMYJIbMOHOJIOIOB,
racTpO3HTEPOJIOroB, (U3MOTepaneBTOB U Bpadeil Apyrux ClielaabHOCTel, MMEeIOIINX OIbIT
B JIEUEHUM ITOTO PEIKOro 3ab0yieBaHMS — MPU HAJIMUYUM CUMIITOMOB ITIOpaskeHUsI OPTraHOB-
MUIIIeHe KaK MMHMMYM Heo0xoAyMa KOHCY/IbTalust Npo@uIbHOTO Bpaya-cIienyananicTa

3.1 IlIaToreHeruuyeckoe JJeueHue

e PekOMeHZOBAaHO TIpoBefeHMe (epmMeHTHOV 3amecTuTenbHoit Tepanuu  (D3T)
MmaimyeHTaM C  yCTaHOBJeHHbIM nuarHo3oMm bBIIIIH ¢ wmenpo  3amemyieHUs
TIporpeccupoBaHust 0OIe3HM, YAYUIIEHUSI COCTOSITHME KOCTHO-MBIIIEUHOM CUCTEMbI U
CTaOMIM3aMM COCTOSIHMS JbIXaTe/NbHOM CUCTEMBbI, IIOBBIIIEHUSI BBDKMBAEMOCTU U
VIJIMHEHMS TIepMoAa UX SKU3HU 10 HACTYIIEHUSI HeOOXOAMMOCTY B BEHTUJISILIUM JIETKUX U
Kpecie-komsicke [15,17,28,29].

VYpoBeHb JOCTOBEPHOCTH NOKA3aTeIbCTB — 2 (YPOBEHb YOIUTE/NbHOCTY peKOMeHgauuii B).

e PekOMeHIOBAHO TIIpoBefeHue (epmMeHTHON 3amecTuTenbHoit Teparnuu (D3T)
MalnyeHTam C YCTaHOBJIEHHBIM ayarHo3oM MDBII ¢ 1iebio 3aMmenjieHns nporpeccupoBaHms
00J1e3HM, VIYYIIEHMS COCTOSIHME KOCTHO-MBIIIEUHOM CUCTEMbI M CTaOMIM3ALU
COCTOSIHUSI ObIXaTeIbHOM CUCTEMbI, IMOBBIIIEHUS BbIKMBAEMOCTU U YOJMHEHUS epuona
ux xkusuu [15,17, 29, 30].

VpoBeHb TOCTOBEPHOCTH JOKA3aTENbCTB — 3 (YPOBeHb yOeauTeIbHOCTY peKoMeHaaluii B).

KoMmmenTapum: EduHcmeeHHbIM npenapamom ons namozeHemuueckoli @3T 6one3Hu Ilomne
a85emcs  an2nko3udasa ansa, npenapam 3apezucmpuposaH 8 Poccultickoii ®edepayuu.
IIpenapam anenioko3udaza anvpa (Koo ATX:A16AB07), pekoMOUHAHMHbIL (epmeHm,
CUHMe3Upyemblli KJAemOYHOU JIUHUel, NOoJYYeHHOU U3 SAUYHUKO8 KUMALICKUX XOMSIUKOS.
Anenwko3udasa anva 60CnoJIHSem aKmueHocmov JjudocomansvHoli KAI, umo npusodum K
cmabunu3ayuu uau 80CCMAHOBAEHUN (QYHKUUU CepOeuHOll U CKeJNemHblX Mbllll (8KIH0UaAS
dvixamenvHovle Moluiysl). ITlpenapam xopouio nepeHoCumcs, He UMeem BblpaXceHHbIX NOOOUHbBIX
a¢ppexmos. INokazan ons donzoepemeHHoli 3T y nayueHmos ¢ no0meepioeHHvIM OUAZHO30M
6os1e3Hu Ilomne 8cex 803pacmos.



Ha OJanHulii momeHm 3ppekmusHocms u 06e30nacHoCmMv anz2nnkKo3udassl aivpa oueHeHd 8
KJUHUYECKUX UCCNed08aHUsIX KAk y demell, mak u y 83pOCIblX nayueHmos. 3aKOHUeHHble U
onyonuKosaHHole ucciedosaruss no JgeueHuro BIT Obiiu nposedeHvl ¢ yuacmuem 6onee 500
nayuenmos. be3onacHocms u xopoulas nepeHOCUMOCMb mepanuu an2ako3udasoli anvga
nodmeepycdera 6onee uem 10 2o0amu KauHuueckozo onsima y 6onee uem 1 800 nauuenmos

IIpenapam evinyckaemcsi 60 QJIAKOHAX, KOIUUECME0 NUOPUAU3AMA 8 KOMOPbIX IKBUBANEHNMHO
50 m2 akmueHo20 eewjecmea. Beodumcs 6/6 kanenvHo 6 do3uposke 20 mz/ke éeca nayueHma.
Pannee Hauano mepanuu oueHb 6aMCHO, MAK KAK N0360Jsiem 0o0umucs Haubosnee Jyduiux
KAUHUYeckux ucxodos. [oxaszaxo, umo npumeredue @3T npu maadeHueckoli ¢opme 060e3HU
yMeHvwaem puck cmepmu Ha 99%, a puck cmepmu uau HeoOXo00uMoCcmu 6 UHBA3UBHOU
geHmuasayuu aezkux — Ha 92% [30].

CsoespemeHHOe HA3HAUEHUE mepanuu aazaioko3udasoli ansga esvi3vieaem o6pamHoe pasgumue
Kapduomuonamuu y nayueHmos ¢ muaadeHueckoli Gopmoti BII, ynyuwaem nokasamenu
MbIWEUHOT CUJbl, 08U2AMENbHOL AKMUBHOCMU U Ccmabuau3upyem cocmosiHue OblXamesbHot
cucmemsl y demeli u 83pocabix nayueHmos. Tepanus anznoko3udasoli anvpa nayueHmos ¢
no3oueii ¢opmoti 6one3Hu 3amednsem npozpeccuposarue 00€e3HU, YAYUUIAs COCMOsIHUE
KOCMHO-MbIUIEUHOLI CUCMeMbl U CMabuiu3upyst COCmosiHue 0biXamesnvHoU CUCmeMbl, N08bluiaem
8bIHCUBAEMOCNb NAUUEHMO08 U YONUHIem nepuod ux #u3Hu 0o HacmynjaeHust Heo6xooumocmu 8
geHmMuAYUU Je2kux u kpecne-konscke . I[lpenapam esodumcs 6/6 kanesvHo 8 do3uposke 20 mz/
Ke eeca. pa3 8 dee Hede/u. B numepamype umermcs eOUHUUYHblE ONUCAHUSI OpPY2020 pexcumda
do3uposaHust (8eedeHus Oosee 8vICOKOL 003bl pepmenma u 0Oosee uacmo 01 NAUUEHMO8 C
paHHumu gopmamu 3abonesarus). O0HAKO, NOCKOJILKY UCCe008AHUS HE NPOBOOUNUCHL YPOBEHD
dokasamenvHoCcmMu 88edeHuUs 8bICOKOL 003bl MOXcem OblMb pacieHeH KAk IKChepmHoe MHeHLUe.

e PekomeHpoBaHoO Ipyu Hauase @3T y nauyeHToB ¢ BII mpoBemeHMe MepBbIX 3X MHPY31ii B
CTallMOHape, MOCKOJIbKY BO3MOXHO BO3HMKHOBEHME peakliMii Ha BBedeHMe IIperiapara.
Heobxonymo mpoBefieHre MOHUTOpPUHIa BUTaabHbIX PpyHKuMii (UCC, A, caTypalys) BO
BpeMs npoBeneHust uHbysum [15,29,30].

VYpoBeHb JOCTOBEPHOCTH NOKA3aTeIbCTB — 5 (YPOBEHb yoenuTenbHOCTH pekoMeHganuii C).

KommenTapum: BsedeHue D3T nposodumcs pezyispHO Npu HAAuduu NOKA3avull 8 cayuae
OC/IOMCHEHHO020 meueHusl 00J1e3HU - 8 YCII08USIX KPY2JI0CYMOUH020 CmauuoHapa, 8 cmaoduibHoOM
COCMOSIHUU — 8 cmayuoHape OHeB8H020 npebdvléaHus uau ambynamopHo 1 pa3 6 2 Hedenu.

Heobxodumo yuumesieams cnedywujue ocoberHocmu nposederuss 3T npu MBII: He kopmume
peberka 3a 3-4 uaca 0o npoesedeHus uM@y3uu (npedynpexcoeHue acnupayuu, 603MOMCHOE
nposedeHue peaHuMayuoHHulx Meponpusimuli);Paseedenue npenapama 6 MUHUMAJILHOM
o0zeme; BsedeHue npenapama npu nepevix UH@Y3Usx 00JHCHO NPo8OOUMCS 8 UEHMPAIbHbL
B€HO3HbIUl Kamemep uiu - npu 8eedeHuU 8 nepugpepuueckuti 6eHO3HbIll Kamemep HeoOX00UMO
umems 0ga docmyna, 8 dajibHeliuleM PeKoMeHOYemcst yCmaHo8Ka UHQY3UOHHOL nopm-cucmemoi;
Hugysuu ¢ oepavuueHHoti ckopocmbio (noswviwieHue Ha 0,5-1ma/u kaxucovie 30-60 MuH),



yuumol8as 8bICOKULl puck dekomneHcayuu cepdeuHoli HedocmamouHocmu Ha  (hoHe
2unepgoiemull;

3.2 CuMmoroMaTuyeckoe JeueHue

ITo cumnmomamuueckoii mepanuu BII Hem paHOOMU3UPOBAHHBIX KOHMPOJIUPYEMbIX
uccnedosaruii. Bce npusedeHHble HUMCE PeKOMEHOAuUU ompaxarm 3KCNepmHoe MHeHUe
cneyuanucmos u3 pasHolx cmpad. Ilpenapamel, yayuwiaooujue memaodonusm muokapoa,
npenapamsl 07151 JieueHusl cepoeuHolli HedoCMmamouHoCmu, aHmuapummuueckue npenapamal
Ha3Hauawom 6 Coomeemcmeuu ¢ KAUHUYeCKUMU peKoMeHOauusmu, pa3pabomadHsiMu Ons
coomeecmaytoweti namoaozuu. [3,15,29,30].

e PekomeHyeTcs [IJIs1 Bcex IMaiuyeHToB ¢ BII BakiuHauus 1o MHAMBUAYaJIbHOMY IpaduKy,
KOTOpasl BKJIOUAeT B Ce0s1 TOMMMO BaKIMH, BKIIOUEHHbBIX B HALIMOHAJIbHbBIM KajeHIapb
TIPUBUBOK, CE30HHYIO BaKI[MHY OT I'PUIINA, THEBMOKOKKOBYIO BakIMHY [15].

YpOBeHb IOCTOBEPHOCTY AOKA3aTeNbCTB — 5 (YpOBeHb YOeIUTeIbHOCTY pekoMeHgalnii C).
KommeHnTapumn: /JuazHo3 BI1 He sies1s5emcs npomugonoxkasavuem 07151 nposedeHusi Npususox.

e PexomeHnpayercst i1 Bcex TIanueHTOB ¢ bII ¢ wmenpi0 MMHMMM3AUMM puUCKa
pecIMpaTOpPHBIX OCAOKHEHMII ¥ [ObIXaTeJIbHOM HEeJOCTATOYHOCTM JIeueHue JII00bIX
MH@eKMi ObIXaTeJbHBIX IIyTEM HAJ0 HauMHATh B MaKCUMMa/IbHO paHHMUE CPOKU U
MaKCUMMaJIbHO arpeccuBHo [15,31].

VYpoBeHb JOCTOBEPHOCTH NOKA3aTeIbCTB — 5 (YPOBEHb yoenuTenbHOCTH peKoMeHganuii C).

e PekoMeHAyeTcs HasHaueHMue IMauyeHTaM c BII mpemapaToB BuTammuHa D, Kajabiius,
o6udochoHaTOB IO TEM CxeMaM, PEeKOMEHIOBAaHHBIM [Jisi OOIIel IOMy/IsIuyu JIJIst
NpeoTBpalleHns pa3BUTHUS ocTeornoposa [15,17,27,31].

VpoBeHb JOCTOBEPHOCTH 10KA3aTeIbCTB — 5 (YPOBEHb yoemIuTeIbHOCTU pekoMeHmatuii C).

KommenTapum: CHuxeHue MUHEPAIbHOU NJI0OMHOCMU Kocmeli s18/155emcst 4acmoti HaxooKoil y
nayuermos ¢ BII u no daHHsIM NOCIEOHUX UCCiedosaHuli docmuzaem yposHs 67% cayuaes [32].
OcmeoneHust u ocmeonopo3 ooHapyxcusaromcs kak npu MBII, maxk u y demeii u 83pocavix ¢
BIIITH. Heycmotiuusocms npu x00b0e, CI0MCHOCMb hoddepicaHusi pasHosecusl 8 pesyjibmame
MbluleyHoll crabocmu, 8 COUemMaHuu ¢ 0CMeonopo3oM yzpoxcaem pas3sumuem nepeaomos Kocmeli
u noseoHouHuxka. Bce nayuenmst ¢ BIIIIH, He3asucumo om cmeneHu 00e308uUxeHHOCMU
(Hanpumep, Hyxoawujuecss 8 Kpecie-Kamanke) O00M#Hbl 0Oblmb 00yUeHbl 8CeM Mepam
npedocmopoxcHocmu 01 NPOGUIAKMUKU NAdeHusl U Nepesiomos 8 Obimy.

e Pexomenpayercs: mauyeHtaM ¢ BII KoHCcy/nbTaumm CIeOyrOIIMX CIEUAJIUCTOB: BpauOM-
HEBPOJIOTOM (eC/iM He TIPOBOAMUJIOCH IMOoCaeqHNe 3 Mmecsia aJ1s geten 1o 1 roma u He pexe 1



pasa B rof, 15 MalMeHTOB cTapiie 1 roma) uin yaiile Ipy HaJiMuuu rnoxkasaumi [15,17,27].

VYpoBeHb yOoeauTeIbHOCTH HJoKa3aTeabCTB C (YPOBEeHb JOCTOBEPHOCTU PEKOMEH AN
- 5)

e Pexomenpyetcs mnamueHTaMm ¢ BII KoHCynbTaluu CIenyrommx CrienuaanucToB He pexe 1
pasa B 3 Mecsla Wiu yaie Ipu HaAuuuu MOoKas3aHuUi: BpauoOM-IeamaTpoM/TepareBToM
(ecsiu He TIpoBOAMIIACh TTociegHue 3 mecsia) [15,17,27].

VYpoBeHb yOoeauTeIbHOCTH HoKa3aTeabCTB C (YPOBEeHb JOCTOBEPHOCTM PEKOMEH AN
- 5)

3.3 Hoe n1eueHue

e PekomeHayeTcs mamyeHTamM ¢ bBII BkIlOueHMe B PpalMOH CHeLMaJIM3MPOBAHHBIX
BBICOKOKAJIOPUITHBIX ¥ BBICOKOOEIIKOBBIX CMeCei IJis MOAAepsKaHMUSI MbIIIEYHOM Macchl,
aHTUpeIIOKCHBIX CMeceli B LiesIX Mpo@uaakTuky acnupaiym [15].

YpoBeHb JOCTOBEPHOCTH JOKA3aTeIbCTB — 5 (YPOBEHD yoenuTenbHOCTH pekomMeHganuii C).

e Pexomenpyercst nauyerHtam ¢ blIl ripy nmosBiieHMN CI0KHOCTEN C IJIOTaHMeM 30HA0BOe
KOpMJIeHMe, WM COBMeEIleHVe IepOpaJbHOIO ¥ 30HLOBOIO IMTAHMS IIPU COXpPaHEHUM
aZleKBaTHOTO IVIOTaHUS M OTCYTCTBUM MonepxuBaHms [15].

VpoBeHb JOCTOBEPHOCTH 10KA3aTeIbCTB — 5 (YPOBEHb yoenuTeIbHOCTU pekoMeHmatuii C).

e PekomeHpayeTcsi mamueHTaM ¢ bBII HasomyomeHaabHOE 30HIOBOE KOpPMJIEHME IIPU
coxpaHeHuM pediTioKca 1 BBICOKOM pucKe acimpanym [15].

YpoBeHb JOCTOBEPHOCTH NOKA3aTEeIbCTB — 5 (YPOBEHb yoemuTenbHOCTH pekoMeHganuii C).



4. MegunMHCKasi peadowanTanys, MeUIIMMHCKHUE
IIOKa3aHMs U IPOTUBOIOKA3aHMA K
IIPpMMEHEeHHMIO MeTOL0B peaouInuTanumn

B 3asucumocmu om GEaYIMMX KJIUHU4YeCKUx cumnmomos nauueHmam ¢ BIT moxcem Obvimb
HA3HAYEHbl pa3jiutiHoble pea6uﬂumal4u0HHble npozpammel.

- OpanvHas cmumyasiyusl, COCaHue COCKU, 2UMHACMUKA OONHCHbL NPOBOOUMBbCS 8CeM NAYUEHMAM
07151 noddepHcaHusi HOPMaaibHO20 Pa3sumMusl HagblK08 210MaHus U yCMHoU peuu.

- IIpu nposedeHuu peabunumayuoOHHsIX Meponpusmuii uzbezamos upe3mepHsiX (MAKCUMAIbHBIX)
Hazpy3ok. PezynapHo: usuomepanesmuueckue npouedypol, maccaxc, JIPK, nozonedus,
pecnupamopHas mepanusi (OblxamenvHAas 2UMHACMUKA), 00yueHue CcamooOCyHUBAHUIO U
UCNONB308AHUI0 BCNOMO2AMETIbHBIX NpuUcnocobieHuti (3asucum om go3pacma pebdeHka). Ilo
NOKA3AHUSM - 3AHAMUS C 1020nedoM, CypO0IZOM.

- HeumnsasueHas KuciopooHass noddepicka (Co30aHue NnoaoXUmeibHo20 0asejeHus) - hpu
passumuu 2unoxcemuu, 06CmpyKmugHoM CUHOpOMe.

- O6yueHue podumeeli ucnosvb308aHuio Hebyaatizepa, omcoca.

Bonblioe 3HaueHue umeem npasuibHolli 00pa3 HU3HU ¢ A0eK8AMHbsIM pachpedesieHuem Hazpy3ox,
3auamuii 1eue6Holl pu3KyIbMypoii nod KOHMpoaem UHGOPMUPOBAHHO20 UHCMPYKMOPA.

. Cnedyem Hacmoiiuueo pexomeH008ams hayueHmy ¢ HapyuweHuem Noxo0KU U pasHO8ecus
NoNb308AMbCS.  6CNOMO2AMENbHBIMU ~ pedmemamu - Mpocmoelo, X00yHKamu, d npu
Heo0xo0uMoCmu UCNONb306aMb MexaHuueckue cpedcmea nepedsuxceHust (Kpecio-kamaiky u

np.).

e PekoMeHIZOBAaHO TIIpOBefeHMEe  CJIEAYIONIMX  PeadbMIUTAIMOHHBIX  MEepOIPUSITUIA
naiyeHTaM ¢ BII: ¢usuorepaneBTHUUeckue Ipolenypbl, maccax, JIOK, moromemusi,
pecrnupaTopHas Tepanus (ObIxaTeJbHas TMMHACTHMKA), 00yueHMe CcaMOOOCTY;KMBAHUIO U
MCITOJIb30BAHUIO BCIIOMOTaTeIbHBIX IPUCIOCOONeHNH (3aBUCUT OT BO3pacTa pebeHKa).
[15,17,27,31].

YpoBeHb JOCTOBEPHOCTH A0KA3aTeNbCTB — 5 (YpOBeHb yoenuTeIbHOCTI pekoMeHaalnii C).

KommenTapum: ITayuenmam ¢ BIT Heobxoduma noddepicka MakCcuMaabHo20 YPO8Hs (QyHKUUl
CKeJIemHO-MblUleYH020 annapama o0ns npedomepawjeHus u MUHUMUBAYUU B8MOPUUHBIX
OCOMCHeHUll (passumue KOHMpAakmyp, MoluleuHslX ampoguti, KomneHcamopHolii degopmayuu
ckeslema, ocmeoneHuu, 0cmeonopo3sa). Ilpu nposedeHuu peabUIUMAUUOHHBIX MepPONpusimull
u3bezamo upeamepHslx (MAKCUMANbHBIX) Hazpy30K. ITo nokasaHusm uenecooOpasHsl 3aHAMus ¢
J10201nedoM, 8PaAUOM-0MOPUHOSIAPUH20JI0M (CYPO0JI020M).



5. IIpodminakTka M gUcCIIaHCepHoOe
HaO/oZieHe, MeIUIIMHCKME IIOKA3aHua U
IIPOTUBOIIOKAa3aHMS K IPMMEHEeHUIO MEeTOI0B
NMpOoPMIAKTUKU

e PekomeHAyeTCsI KOHCY/IbTAllMs Bpada-TeHeTMKa MOoC/Ie YCTaHOBAeHMs amuarHosa bIl
MalyeHTy win ero oGUIMaJbHbBIM IIpeICTaBUTENSIM, C 1edbl0 pa3bSICHEHUI
reHeTUYeCKOro pUCKa, 00CY>KIeHUS BO3MOXXHOCTEN IIpeHaTaJIbHOMI "
MpeMMIUIaHTal[MOHHOM AMarHOCTUKNA. [15,33,34].

YpoBeHb OCTOBEPHOCTM A0KA3aTeNbCTB — 5 (YpOBeHb yoenuTebHOCTI pekoMeHaalnii C).

KommeHnTapwuii: Cemvam ¢ 6onvHoimu BIT demvmu pekomeHdyemcss meduko-zeHemuueckoe
KOHCY/IbMUpOB8aHue C Uesbto onpedeieHus 2eHemuueckozo pucka. Kak u npu dpyzux aymocomHo-
peueccusHslx 3abonesanusx, npu bBII 0ns kaxdoli 6epemeHHOCMU PUCK pOxcOeHus pebeHKa
cocmasnsem 25%. B cembsix, 20e ecmv 00/bHOU bBII pebeHOK, B03MOMCHO npogedeHue
NPeHamaibHol U NPeuMnIaHmMayuoHHol duazHocmuku. JIns amozo podumensim HeoO6X00UMo
00pamumucs 8 cneyuanu3uposaHHsle duazHocmuueckue 1abopamopuu u MeouyuHCcKUe YeHmpbol.

IIpenamanwvHas duazHocmuka NPo8OOUMCs MOJEKYSIPHO-2eHEMUUECKUMU UU OUOXUMUYUECKUMU
memodamu, nymem uccaedosarust [IHK, evideneHHOli u3 6uonmama 80pCuH XopuoHa Ha 9-11
Hedene bGepemMeHHOCMU U/UNU KJAeMOK AMHUOMUYECKOU Xudkocmu, naooHoli kposu Ha 20-22
Hedesne bepeMeHHOCMU.



6. Opranmsanus oKkasaHuss MeaUIIMHCKOM
IIOMOIII A

IToka3aHus Oas MJIaHOBOM rOCIUTAIM3ALIUN:

e [IpoBemeHue AMAarHOCTUKM M JieYeHMsI, TpPeOyiolye KPYIJIOCYTOYHOTO MeOUIIMHCKOIO
HabmoneHusI.

® cocTosiHMe, TpeOywIlee AaKTUBHOTO JIeYeHMS M KPYIIOCYTOUYHOTO MeOUIIMHCKOIO
HabomeHns (HapacTaloas AbIXxaTe/IbHasi HeAOCTaTOUHOCTb, HAPYLIEHUSI pUTMA CepAlia);

* COCTOSIHME, TpebyIolee MPOBeIeHMSI BHICOKOTEXHOJIOTMYHBIX METOIOB JI€UEHUS

® OTCYTCTBUE BO3MOXKHOCTU obecrieueHMs @3T B aMOYy/IaTOPHBIX "
CTallOHapO3aMeIIaloIINX YCIOBUSX;

* HEOOXOIVMOCTh IIPOBEIEHMSI PAa3JIMUYHBIX BUIOB OSKCIEPTU3 WIM OO0C/IeIOBaHUS B
MeOUIIMHCKOM OpraHm3aluy IIpPY HEBO3MOKHOCTM IIpOBedeHMsI X B aMOy/IaTOPHBIX
YCJIOBUSIX, TPEOYIOIIMX OMHAMMYECKOro HabmomeHuss (B TOM umcie ogopMIeHue
3aKIIoueHnsT enepasbHOTO KOHCHMINYMA).

IToxa3zaHus )11 SKCTPEHHOM TOCIUTAIM3aLN:

Octpble 3aboneBaHMsl, OOOCTPEHMSI XPOHMUECKMX Ooe3Heit, OTpaBJIeHMS U TPaBMbI,
COCTOSIHMSI, TPEOYIONIe MHTEHCUBHOJ Tepalluy U IepeBoa B peaHMMAallIOHHbIE OTIe/IeHUSsI
WM OTHOeJeHMs MHTEHCUBHOJM Tepammy, a Takke KPYIJIOCYTOUHOTO MEeIMIIMHCKOTO
HaOI0AeHNM U ITPOBeIeHMSI CIelMabHbIX BUA0B 00C/Ie0BaHMS U JIEUeHUS.

[TokazaHus K BbINMCKE MalieHTa U3 CTallMMOHapa:

® OTCYTCTBME YIPO3bI KM3HMU MAl/EHTAa;

® OTCYTCTBME YIPO3bI PA3BUTUSI OCIOXKHEHMIA, TPEOYIOLIMX HEOTIOKHOTO JIEYEHMST;

e cTabwiam3anys COCTOSSHMSI ¥  OCHOBHBIX  KJIMHMKO-JIa00OpaTOPHBIX  ITOKa3aTesieit
TIaTOJIOTMYECKOTO IIpoliecca o0 OCHOBHOMY 3a60JIeBaHMIO;

* OTCYTCTBME HEOOXOOMMOCTH B IIOCTOSSHHOM BpaueOHOM M KPYIJIOCYTOUHOM MeIUIIMHCKOM
Ha0JII0IeHUM 10 OCHOBHOMY 3a060JIeBaHMIO;

e HeOOXOOMMOCTM IIepeBOda MNaliMeHTa B [APYIYI0 MEIVILMHCKYI0 OpraHM3aluio WU
yUpeKAeH)e COIMATbHOTO 00eCIieueHms



7. lomomHuTenbHass MHpopmauusa (B TOM 4ucie
aKTOPbI, BJAUSIONIME HA MCXO0J, 3a00/IeBaHUSI
VIV COCTOSIHMS)

Pannss duazrocmuka BIT u Ha3HaueHue ®3T no3eossiem yaydyiuums NpozHO3 U 3amednums
npoezpeccuposaHue 3a0608/1aHus. B HeKOMOpwvlx CmMpaiax paccmampueaemcs 6onpoc o
gkaoueHuu BIT 8 npozpammul Macco8ozo CKpUuHUH2a Ho8opoxcoeHHbIx [13,30].



IIOMOIIU

Kpurtepuu oreHKM KayecTBa MeaUIIMMHCKOM

Ne? Kputepumn kauyecrtBa OueHKa BbINOJIHEHUA
1 BbinonHeHo onpegeneHve aktusHocTu KA € uenbio noaTeepXaeHus awarHosa Bl B Oa/HeT
. nenkoumTax nepudepmnyeckon KpoBuM UKW MATHAX BbICYLUEHHOW KPOBU W/WUIW MONEKYNSpPHO-
reHeTuyeckoe nccrenosaHue (BblgBneHne Mytaumn B reHe GAA) (npwn NocTaHoOBKe AMarHosa)
2 BbinosiHEH OWMOXMMWYECKUIA aHanuM3 KpPOBW C ONpeAeneHVEM YPOBHS  CbIBOPOTOYHOWN Oa/HeT
: kpeaTnHdochokmnHasbl (KOK), naktataermgporeHasbl (JIA), anaHWHammHoTpaHcdepasbl
(ANT), acnaptatamuHoTpaHcdepasbl (ACT) (Ha MOMEHT MOCTAaHOBKW AuarHosa M ecnum He
NpoBOAMIOCH B NMpeAllecTByolmne 6 mecsues)
3 BbinonHeH o6wnii (KAMHMYeCcKnin) aHann3 Kpoeu (ecnm He NpoBOAMAOCH B MpeallecTByoLmne Oa/HeT
. 2 mecsua)
4, NpOBOAMIICS NN KOHTPOAb HaTpuiypeTuveckoro nentuaa (NT-proBNP) He no3aHee 3 mecsaues Oa/HeT
OT MOMEHTa NMOCTaHOBKW AnarHo3a (nauveHTam Ao 1 roga) wnm He nosgHee 6 MecsaLeB nocne
NepBOro roaa Xu3Hu
5 BbinosiHeHa  anekTpokapguorpadus M 3Xxokapauvorpadumsa  (ecim  He  NpoBOAMNIOCH Oa/HeT
. npeawecTteywme 6 MecsiueB) M Kaxable 7-14 pgHelt B nepBble 12-24 Hepenn npu
Ha3HayeHun O3T
6 BbinosiHeHo ornpejenieHMe pasMepoB W CTPYKTYpbl MEYEHW MO AAHHbIM YbTPasByKOBOMO Oa/HeT
. nccnenoBaHns 6pIOLWHOM NOAOCTN (eCcnM He NPOBOANNOCH NocneaHne 6 MecsaueB)
7. BbinonHeHo ob6cnenoBaHns MMHepanbHOWM MIOTHOCTUM KOCTEW C NMPUMEHEHWEM LEeHCUTOMETPUU Oa/HeT
(ecnu He NnpoBOAMNOCH B NOCneaHne 12 mecsaues)
8. BbinoniHeHO ayauonorunyeckoe obcnenoBaHve (TOHanbHas ayaAnoOMeTpus) (ecnn  He Oa/HeT
NpoBOAMIIOCH B nocrneaHue 3 roaa)
9. BbinoniHeHa peHrTeHorpadus opraHoB rpyAHON KNeTku (ecnu He NMpoBoAMMAach MocneaHue Oa/Het
12 mecsaueB)
10 BbinosiHeHa oueHka YHKLUMW BHELWHEero AblXxaHus (ecnuM He npoBOAMIIOCH B nocnegHue 12 Oa/HeT
: MecsLeB)
11 BbinosiHeHa KapAMOpecnupaToOpHOro MOHUTOPWHIa (eciu He nposBoAufiack nocnegHuve 12 Oa/HeT
: MecsLeB)
BbinofIHEHa NyNbC-OKCUMETpUSA, KanHorpadus, (ecnn He nposBoAaunacb nocnegHve 6 Oa/HeT
12.
MecsLeB)
13 BbinonHeHO onpeaeneHve CTUMYASUMOHHOM M uronbyaton DHMI Ha MOMEHT MOCTaHOBKM [a/Het
: AnarHosa
14 BbiNo/sIHEHa KOHCYbTaLUMs BPa4OM-reHeTUKOM Npu YCTaHOBIEHUW AMarHo3a Oa/HeT
15 BbiMo/sIHEHa KOHCy/bTaUMs BpPavyoM-KapAWOSIOroM TMpW  Haauduu NaTosflorMm  cepaeyvHo- Oa/Het
: COCYANCTOMN CUCTEMBI
16 BbinonHeHa KOHCyfnbTauus BPayoM-OTOMAPUHIosoroM (Mpy HanuMymMm naTosiorMmM CO CTOPOHbI [a/Het
- JIOP-opraHoB 1/unu BepXHUX AblXaTeNbHbIX NyTen)
17 BbinonHeHa KOHCybTauns Bpa4oM-HEBPOJIOroM (€Cnn He NMpoBOAMIOCE NocneaHue 3 mMecsaua [a/Het
. Ansa geten Ao 1 roga v He pexe 1 pasa B roa 4s4 nNauMeHToB cTaplie 1 roga)
18 BbinonHeHa KOHCynbTauMs BPaYOM-My/bMOHOMOrOM (MpW HanAW4MM NATONOrMU CO CTOPOHBI [a/Het
: AblXaTeNbHOW CUCTEMBI)
19 BbinonHeHa  KOHCynbTauusi BpavoM-neamaTpom/TepaneBToM (ecnu He  npoBoaunach Oa/HeTt
: nocnegHue 3 mMecsaua)
20 Ha3HaueHa depMeHTHas 3amectutenbHas Tepanusa (®3T) naumeHTaM C YCTaHOBJ/IEHHbIM [a/Het
: avarHosom BI1MH
21 Ha3HaueHa depmMeHTHas 3amectutenbHas Tepanusa (®3T) naumeHTaM C YCTAaHOBJ/IEHHbIM [a/Het

anarHosom MBI




OueHKa BbiNMOJIHEHUA

Neo Kputepum kauecrtBa

22 HasHaueHbl npenapatbl  BWTaMuHa D, Kanbums, 6UPOCHOHATOB y MALMEHTOB CO CHUXKEHUEM Oa/HeTt
. MJIOTHOCTU KOCTHOW TKaHWu

23 BbINoNHEH 6-TUMUHYTHbIN TECT C XxoAbbon (ecnn He npoBoAuCa nocneaHne 6 Mec.) [Na/Het

24 [MpoBeaeH aHanM3 KayecTBa XW3HM MALMEHTOB COrnacHo oueHke OnpocHuk SF-36 (ecnu He [Na/Het

NpoBOAWIICS NocneaHne 6 Mec.)
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IIpunoxxenme Al. CocTaB padoueri rpynibl o
pa3pabOTKe U MepecMOTPY KIMHUYECKUX
peKOMeHJall i

1. KyueB Cepreit UBaHoBuu - wi.-kopp PAMH, n.m.H., nupektop ®I'BHY "Menuxko-
reHeTUYeCKUil Hay4uyHbll 1eHTp uM. akageMuka H.IT.boukosa ", [Ipe3aumeHT Acconmannmn
MeOULMHCKUX TeHeTUKOB (AMI).

2. Hukutun Cepreit CepreeBuu - A.M.H., Impodeccop, Ipexncemarenb «O61ecTsa
CITeLIMaJMCTOB I10 HEPBHO-MbIIIIEUHbIM 3200/1€BaHUSIM ».

3. HamazoBa-bapanoBa Jleiina CelimypoBHa- akagemuk PAH, mpodeccop, nA.M.H.,
[TIpencepatens Mcronkoma Coro3a neguatpos Poccun.

4. bBapaHoB AjiekcaHIap AJeKcaHAPOBMY- akajgeMuk PAH, nmpodeccop, a.M.H., [ToueTHbI
IIpencenateny Mcmonkoma Coro3a nemuatpoB Poccum. Harpanppi: OppeH TpymoBoro
KpacHoro 3uamenu, OpneH Iloueta, OpaeH «3a 3acryru nepen OteuectBom» IV cTernenn,
OpneH «3a 3acryru nepen OteuectBom» 111 cTerneHn.

5. Bamakmapase Hato I>)kymOepoBHa- 1.M.H., Kadenpa dhakyabTeTcKoil rneauatpun 1D
®I'bOY BO PHUMY umennu H.U. [Imporosa, UHCTUTYT meguaTpum M OXpaHbl 3T0POBbS
netei LIKb PAH, unen Corosa neagmatpoB Poccumn.

6. AprembeBa CBeTiaHa BpoHHUC/IaBOBHA -I.M.H., 3aBeAyIOlIasl IICUMXOHEBPOJIOIrUYECKUM
otaeneHrem N2 2 Hay4yHO-MCCe0BaTeNbCKOrO KIMHUMYECKOTO MHCTUTYTA MeauaTpumn
uMenu akagemuka lO.E. Benbrumesa 'bOY BIIO PHUMY um. H.M. ITuporosa Mun3snpasa
Poccumn.

7. ApxunoBa Enena HmukomaeBHa - K.M.H., ®HKI] neTckoil remMatosornm, OHKOJIOTUNU U
UMMYHOJ0TUU UM. iImutpus Porauesa.

8. bacapruHa Enena HwukomaeBHa -1.M.H., 3aBenyiollasi OTHeJeHMEM KapauOJIOTUN,
[JIaBHbIM HayuyHbI COTPYOHUK DPI'AY "HayuHblii LeHTp 340pOBbsl Aerenn” M3 PO, uneH
Coro3a neguatpoB Poccun.

9. 3axapoBa ExkarepmHa IOppeBHa -1.M.H., 3aBeayiomiasi jjabopaTopueii HacJIeaCTBEHHbBIX
oonesneit obmena @®I'BHY "Memuko-reHeTMUYeCKMII HAY4YHBI ILIEHTP MM. aKaJeMuKa
H.Il.BoukoBa", wuwieH Poccuiickoro o6mectrBa MeOULIMHCKUX T'e€HETUMKOB, UJIeH
eBpOIlelickoro 00OIIecTBa II0 M3YYeHMIO HacaedCTBEHHBIX Ooje3Heil oOMeHa BeIecTB
(SSIEM).

0. KmromrtHukoB Cepreiit AHaTOJIb€BUY- [1.M.H., B.H.C., Bpau-HEeBPOJIOT 5 HeBPOJIOTUUYECKOTO
otnenenuss ®I'BHY HIIH, umen Poccuiickoro oOIIeCTB HEBPOJOTOB UM MEIUIIMHCKUX
reHeTukoB, Movement Disorder Society, European Huntington's Disease Network (Euro-
HD Network). Begymmii crenmanuct mo 6ose3Hu I'eHTMHITOHA MCCIeI0BATEIbCKOTO
meHTpa REGISTRY Euro-HD Network (na 6ase HIIH). IlpemcemaTenb poOCCUIICKOI
Accouyanyy mo 6opbs0e ¢ 601e3HbI0 [eHTMHITOHA.

1. KornmykoBa Hartanbs IlaBjioBHA-[I.M.H., Bpau-KOHCYJIbTAHT, OeTCKUI Kapauouor I'bV3
«JleTckasg ropopackasi KiauMHuMueckas OonbHMIlAa MM. 3.A. BamisgeBoit I3 T. MOCKBBI»,
nipogeccop Kadenpsl rocnuTaabHoM nmeguatpum N2 1 neguatpudueckoro ¢axynbreta '6OY
BIIO PHUMY um. H.W. Iluporosa.



2. JlapuonoBa BanenTuHa UnbmHMYHA- 01.M.H., ®I'BHY "MHCTUTYT 3KCIIepuMeHTabHOM
MeIUIMHBI", ueH Poccuiickoro o61iecTsa MeIUIIMHCKMUX T€HeTUKOB.

3. MuxaiioBa CseriaHa BwuranbeBHa -4.M.H., 3aBenywuiasa orgeneHunem O@OIBY
«Poccuiickas Hdetckas Knumandeckas bonpuuiia» M3 PO.

4. CemsiukuHa Anna HukomaeBHa- 1.M.H., I.H.C. OTAeJIeHUS KIMHUYECKOI reHeTuku ®I'bY
«MockoBckuit HUWM mnemuatpum m petcko xupyprum MwunHsppaBa Poccum», ujeH
Accouannm MeaULIMHCKUX reHeTUKOB (AMI')

ABTOpBI TIOATBEPKIAIOT OTCYTCTBME (OMHAHCOBOI IOAIEPsKKM/KOHGIMKTA MHTEPECOoB,
KOTOPbIi He00X0aMMO 0OHAPOIOBATD.



IIpunoxxenne A2. MeTomosnorusi paspadoTku
KJIMHUYECKMX PeKOMEeHI AU

Hacrosiie  peKomMeHAaluM  IIpedHa3sHaueHbl [Js MOpPpUMeHeHUST  MeIULIMHCKUMU
OpraHmMsalusIMU U yupexaeHusimu denepaabHbIX, TePPUTOPUATbHBIX M MYHUIIUIIATbHbBIX
OpraHoOB VIIpaB/ieHMs 3ApaBOOXpaHeHMEeM, CUCTeM 00s13aTe/IbHOTO U JT0OPOBOJIBLHOTO
MEeIULMHCKOTO CTPaxOBaHMUS, IOPYIMMM MEeOULMHCKUMMM OpraHm3alusiMu  pPas3anuvdHbIX
OpraHM3alMOHHO-TIPaBOBbIX (OpPM  HesiTeIbHOCTM, HampaB/JeHHO Ha  OKa3aHue
MeJIULIMHCKOM ITOMOIIIN.

Hactosiiiie pekoMeHIalMy YCTaHABIMBAIOT BUIbI, 00beM U WMHAMKATOPbl KauecTBa
MeIMIIMHCKOM TMoMolM mnauyeHtam mpu BII u 6puiM paccMoTpeHbl B pamkax Il
Bcepoccuiickuii  Hay4yHO-TIPAKTUMYECKUII  KOHrpecca C MeXAYHApOOAHBIM  ydyacTuem
«Opdannbie 6ome3um» (31.05.2018 - 02.06.2018) 1 Ha XXI KoHrpecce nemuatpoB Poccun ¢
MEXIyHapOIHBIM yUacTeM «AKTyabHbIe TpobieMbl neauaTpumn» 15-17 dbespans 2019 .

KinnHuueckue pekoOMeHAAlMM CO3[JaHbl Ha OCHOBAaHMUM CUCTEMaTUUYeCcKoro 0630pa
autepatypsl 1992-2019 rr. Medline (Pubmed version), Embase (Dialog version) u Cochrane
Library databases, ¢ wucmnonb3oBaHMeM CO3daHHbIX IPOTOKONOB (Bembi B., Cerini E.,
Danesino C. et al. Management and treatment of glycogenosis type II. 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.) cOBpeMeHHbIX MEXIYHAPOAHbIX KIMHUYECKUX
peKoMeHJalMii 110 AMarHOCTUKe, JIEYeHMIO M BeIeHMI0 MalMeHTOB C MeTaboaM4YecKUMMU
601e3HSIMN.

Bonesup Ilommne OTHOCUMTCS K peIKMM Hac/IeICTBEHHBIM 3a00/IeBaHMSIM, YTO MCK/IIOUAET
BO3MOKHOCTb IIPOBEAEeHUS O0JIBIINX KOTOPTHBIX " PaHIOMM3VPOBAHHBIX
KOHTPOJIMPOBAHHbBIX MCC/IENOBAHMIT M IJISI CO3HAaHMSI IPOTOKOJIOB AMArHOCTUKY ¥ TepaItmu
MCITONIb3YIOTCSI JIMIIb TeMaTU4yecKue WUCCAedOBaHMUSI IKCIIEPTOB, OITyOJMKOBAHHbIE B
MoCJIeTHMe IBa JeCATUIeTHS.

OueHKka KayecTBa [0OKAa3aTeJbCTB UM CWJIbl PEKOMEHAALMiIl IPUMEHeHUS MeIUIMHCKUX
TEeXHOJIOTUIi TTPOBOAMIIACH B COOTBETCTBUM C YHUPUIIMPOBAHHON IIKa/IONi, IpUBEAEHHO B
tabnuiax 1-3.

HeneBas AYAUTOPUA NaHHbIX KIIMHUYECCKUX peKOMeH,ZlEL.IMI‘/'I:

1. Bpaun ob1eit BpauebHOI IMPaKTUKM (CeMeliHbIe Bpaun);
2. Bpauu- nenguartpsl;

3. Bpaun-TepamneBThl;

4. Bpaun-reHeTUKu;

5. Bpaun-nabopaTopHble reHeTUKH;

6. Bpaun-kapauosnoru;



7. Bpaun-nmeTckue Kapamoaoru;
8. Bpaun- HeBponory;

9. Bpauu- peHTIeHOJ/IOI!;

0. Bpauu GyHKIIMOHAIbHO IMarHOCTUKHA;
1. Bpaun-oTOpMHONIAPUHTOJIOTH;;
2. MeguuyHCKMe IICUXO0JI0TH;

3. CTymeHTbl MeIUILIMHCKMX BY30B;
4. O6yuartoliuecs B OpaAuHAType U MHTepHaTYype.

Taomuua 1. IlIkana oleHKM YpOBHel HOCTOBepHOCTM AoKasaTenbcTB (V) mjisi MeTomoB

IMAarHOCTUKY (AMAarHOCTUYECKMX BMeIIaTe/IbCTB)

yan Pacwumdposka

1 CuctemaTtnyeckme 0630pbl MCCNeAoBaHWUI C KOHTponeM pedepeHCHbIM MeToAOoM WM CUCTeEMaTUdeckuin 063op
pPaHAOMU3NPOBAHHbIX KITMHUYECKUX UCCEef0BaHUI C MPUMEHEHNEM MeTa-aHanmsa

2 OTaenbHble UCCNEeAOBaHUS C KOHTposieM pedepeHCHbIM METOAOM WAW OTAE/bHbIE PaHAOMU3UPOBAHHbIE KIIUHUMYECKME
nccneaoBaHna M cuctemaTnyeckme o63opbl MccnefoBaHMin NO60ro AmsaiHa, 3a UCKIKYEHMEM PaHAOMU3MPOBAHHbIX
KNMHUYECKNX UCCNeaoBaHUii, C MPUMEHEHMEM MeTa-aHanms3a

3 WccnepoBaHua 6e3 nocnenoBaTesibHOrO KOHTPONs pedepeHCHbIM MeToAOM WM UCCNefoBaHust € pedepeHCHbIM
MEeTOAOM, He SBASKWMMCS He3aBUCUMbIM OT WCC/eAyeMOro MeToda WM HEepaHAOMU3UPOBAHHbLIE CpPaBHUTENbHbIE
nccneaoBaHns, B TOM YMCNe KOropTHbIE UCCNeaoBaHUA

4 HecpaBHUTeNbHbIE NCCIEA0BAHUS, ONUCaHNE KIIMHUYECKOro cny4das

5 NmeeTcsa nuwb 060CHOBaHWE MexXaHM3Ma AENCTBUS UM MHEHUE DKCMEPTOB

Tao6muma 2. Illkasa OLieHKM yPOBHEN HOCTOBEepHOCTM mokasatenbeTB (YIIJ) o MeTomoB
npodwiakTUKKY, JedeHuUss U peabunurauumu  (MpoduaakTUIeCKuUX,  JedeOHbIX,

peadbMIMTalMIOHHBIX BMEIIaTe/IbCTB)

yaa PacwuudcdpoBka

1 CucrtemaTtnyeckmit 063op PKW ¢ npyumMeHeHnem meTa-aHanmsa

2 OTpenbHble PKU 1 cuctematmyeckme 0630pbl nccnenoBaHuin noboro amsanHa, 3a uckiwodveHnem PKW, ¢ npumeHeHnem
MeTa-aHanusa

3 HepaHAOMU3MpPOBaHHble CpaBHUTENbHbIE UCCIEA0BAHMUS, B T.4. KOrOPTHblE UCCNeA0BaHuUs

4 HecpaBHWUTeNbHbIE WCCNEAOBAHUSA, OMUCAHUE KJMHWUYECKOro Cllyyasl WM Cepuun Cy4vyaeB, WCCNeAOoBaHUsa «ciydai-
KOHTPO/b»

5 NmeeTcs nuwb o60CHOBaHWe MexaHu3Ma [eNCTBUMA BMellaTenbCTBa (AOKIMHUYECKUE WCCNefoBaHus) WM MHeHue
3KCnepToB

Tao6muma 3. lllkana olieHKM YpoBHel yoenuTenbHOCTM pekomeHpamnuit (YYP) mjsi MmeTomoB
NpoGWIAKTUKM, OUATHOCTUKM, JiedeHus ¥ peabunurtanmum  (MPOoUIaKTUIECKUX,
IMAarHOCTUYECKUX, JIeueOHbIX, peabMIMTalMOHHbBIX BMEIIaTe/IbCTB)

YypP

Pacwudcdposka




A CunbHasa pekoMeHzaums (Bce paccMaTpuBaeMble KpUTepun apPekTUBHOCTU (MCXOAbI) SABASIOTCS BaXXHbIMU, BCe
NCCNefoBaHUS WMEIKT BbICOKOE WAV YLOBNETBOPUTENIbHOE METOAONOMMYECKOEe KAuecTBO, WX BbIBOAbI MO
WHTEPECYIOLLMM UCXOA4aM SIBSIKOTCS COrNlacoBaHHbIMM)

B YcrnoBHasa pekoMeHaauus (He Bce paccMaTpvBaeMble KpuTepumn ahhekTUBHOCTM (MCXOAbl) SBASIOTCS BaXKHbIMU,
He BCe WCCNeaoBaHMs MMET BbICOKOE WM yAOBMETBOPUTENIbHOE METOAOSIOrMYECKOe KayecTBO W/WIn Ux
BbIBOAbI MO MHTEPECYIOLMM UCXOAaM He ABMSIOTCA COrNlacoBaHHbIMM)

C Cnabas peKoMeHgauuna (OTCYTCTBVIe AOKa3aTeNibCTB HadsieXxauwlero Kadecrtea (BCG paccMaTpuMBaeEMblE KPUTEPUN
BCDCbEKTVIBHOCTM (VICXOD,I:I) ABNAKTCA HEBaAXHbIMKU, BCe€ WCCegOoBaHMA WMEKT HU3KOE MeToosiornyeckoe
KayeCTBO U UX BblBOAbl MO MHTEPECYHOLWMM UCXOOaM He ABNIAKOTCA COFﬂaCOBaHHbIMM)

ITopsimOK OOHOBJIEHUS KIMHUUYECKUX PEKOMEeHIaI M.

MexaHM3M  OOHOBJIEHMSI ~ KJIMHMUYECKMX  PeKOMEeHOALMii  MOpeaycMaTpuBaeT  UX
CUCTeMAaTUUYECKYI0 aKTyaau3aluio — He peke 4eM OAMH pa3 B TPU roga, a Takke IIpu
MOSIBJIEHMM HOBBIX [OAHHBIX C TMO3ULMM [1OKAa3aTeJbHOM MeEOUIIMHBI II0 BOIIPOCAM
OMArHOCTUKM, JieueHMs, TPOPMIaKTUKM U peaduauTaluyM KOHKPETHBIX 3a00JieBaHMIA,
Ha/IMuyuy 000CHOBAHHBIX AOITOJTHEHMIi/3aMeYaHii K paHee yTBep:kaEeHHbIM KP, HO He uartie
1 pa3a B 6 mecslieB.



IIpunokenue A3. CripaBoYHbI€ MaTepHaJbl,
BK/II0YasA COOTBETCTBYE IIOKA3aHUM K
IIPMMEHEeHWIO ¥ IIPOTUBOIIOKAa3aHuM, CII0CO00B
IIPUMEHEeHUS U 003 JIeKapCTBEeHHBbIX
IpenapaToB, MHCTPYKIIUU 110 IPUMEHEHUIO
JIEKapCTBEHHOrO Ipernapara

IIpukas MwunHucrepcrBa 3apaBooxpaHenus P® "O6 yrBepskgeHum Ilopsaka okasaHMs
MEeIULIMHCKOM IIOMOIIM OOJIbHBIM C BPOXIEHHBIMM UM (MIMU) HaAUIeOCTBEHHbIMU
3aboneBaHusIMM" OT 15 Hos6ps1 2012 1. N 917H).



ITpunoxenuue b. AjiropuTMsbl IeiCTBUI Bpauya
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ITpunokenue B. Undopmanust ajisi mamyeHTa

bosiesns Ilomiie

Bonesnus ITommne 10 ogHa 13 50 Hac/menCTBEHHBIX 00e3HEN, KOTOPhIE OTHOCSTCS K TPYIIIIe
JIM30COMHBIX Oose3Heil HakoIieHMs. B ym3ocomax (OpraHesibl KJIETKM) IIPOUCXOOUT
paciieryieHe  KPYIMHBIX MOJEKY/I (MaKpOMOJeKyJd) TakuxX KaK KUpbI, OeKu,
IJIMKO3aMMHOIIMKAHBI, IJIMKOreH. IIpy pasHbIX 600/Ie3HSIX HapyIIaeTcs OIpeaeeHHast CTaaus
paciieryieHus 3TUX Makpomosiekyn. Yacrora 6onesHu Ilomme (rmukoreHosa II-ro Twurma)
cocrasisieT mpuMepHo 1 ciayuait Ha 140 000 (knaccuueckast viHGaHTUAbHAs dopma) u 1 Ha 60
000 gy B3pociaoii opmbl. 3aboeBaHMe BCTpeUaeTcsl MPaKTUUYECKM BO BCEX STHUYECKUX
rpyIinax.

Bone3Hb [lomIie pefkoe HacaeACcTBeHHOe 3aboeBaHue, IPY KOTOPOM B OpraHu3Me He
XBaTaeT olpeAeneHHOro (epmeHTa - ajabda IMI0KO3MAA3bl (CMHOHMM KUCIasi MaibTasa). B
pesynbTraTe MyTanuu B TeHe GAA, KOTOpbIi KomupyeT I3TOT (epMeHT, B KJIeTKax
HaKaIIMBaeTcsi 0cob0e BelecTBO- IJIMKOTeH. DTO MPOMCXOAUT B MbIIIIAX U B cepaile. Ecin
He HAuaTb JIeueHue, TO MbIllIeuyHasi TKaHb U3MEHSET CTPYKTYPY ¥ He MOXKET BbITIOIHSATh CBOIO
dyukuuio. bosne3np I[lomIie OTHOCUTCS K MPOrpecCUpYIONIMM HEPBHO- MbIIIEUHbIM
3ab6omeBaHusIM. C TeueHMeM BpeMeHM CUMIITOMbBbI 0OO0Jie3HM HapacTaloT, IIPUCOeAMHSETCS
TOpakeHe HOBBIX IPYII MBILIL. MHOTHME MaljieHThI IIepecTaT CaMOCTOSITE/IbHO XOOUTh U
CTAHOBUTBCSI 3aBUCUMBIMM OT aIllapaTOB MCKYCCTBEHHOW BEHTWISIUUU JIETKUX, ITOCKOJIBKY
MIPOUCXOOUT TIOpa)keHue MBI, OTBETCTBEHHBLIX 3a [bIXxaHue. M3BeCTHO HEeCKOJIbKO
pasIMYHbIX IO TSKECTU UM BO3pacTy Hadaja ¢hopm 3abosieBaHMsI- paHHSS (MJlageHJeckas),
MO3OHSS MylafeHuyeckas (geTckas) ¥ B3pocaast. OHM OT/IMYAIOTCSI CUMIITOMaMM M CKOPOCThIO
nporpeccupoBanus. bone3us [ToMIie IposIB/IsIETCS B BUJIE MBIIIEUHOM c/1abocTy, aTpodun
MBIIIII MPM Bcex ¢opmax 3aboneBanus. [IjisT miageHuecKoil Gopmbl Takke XapaKTepHO
ropaykeHue MbIIIIIbI cepaiia. Pasmepsl cep/iiia 3HAUUTEIbHO YBEIMUMBAIOTCS, MOXKET OBICTPO
pa3BUBAThCS CepAevyHasi HeJOCTaTOYHOCTb.

IleTsIM MHOTAA CJIOKHO F'OBOPUTD, TaK KakK CTPaLaloT BCEe IPYMIIbI MBILILIbI, peUb CTAHOBUTCS
HEBHSITHOM, CMa3aHHOi. MbllleyHasi C1ab0CTb MOXXeT IIPOSIBISITBCS B HEYKITIOXKECTH,
MalMeHThl CIIOTBIKAKTCS, MM TPYAHO MNOOHMMATHCS IO JecTHule. [loxomka B3pOCIbIX
MaiMeHToB c 60se3HbI0 [ToMIie - cBOeoOpa3Hasi, OHM CTapalOTCsl KOMIIEHCUPOBATh edeKT 3a
CUET TMepeHoOca IeHTpa TskecTM. Yem MeHbllle TallMeHT [ABUTaeTcs, TeM OoJibliie
BEPOSITHOCTh Pa3BUTUS UCKPUBJIEHUI ITIO3BOHOYHMKA U TTOSIBJIEHUS] KOHTPAKTYD.

HacnemoBanue

HacnegyeTcst 6ome3ns Ilomme 1Mo ayTOCOMHO- pellecCMBHOMY TuITy. bombHoi BII pe6eHOK
HacJIeayeT 110 OJHOMY M3MEeHEeHHOMY reHy (FreHa ¢ MyTaljyeii B CBOeil IT0C/IeI0BaTeIbHOCTH)
OT KaXKIOI0 M3 poauTesieil. B ceMbsixX roe poauTenn SBISIOTCS HoCuTensimMu 6oje3uu ITomme
pUCK poxkaeHust 6oabHOro BIT pebenka cocTaBisieT 25% Ha Kaskayio 6epeMeHHOCTh. [loaTomy
e B ceMbe pommiicst 60sibHOM BIT pebeHOK 9TO He 03HAYaeT YTO BCe MeTu OyayT OOIbHBI.
EcTb IIaHC POOUTH 3[I0POBOr0 pebeHKa.



Kaxk VCTaHABJIMBAKOT AMAarHo3

Bpau Ha OCHOBaHMM KJIMHMYECKUX CHMMIITOMOB MOTYT 3amomo3pUTh 00le3Hb. 3aTem
TIPOBOJISITCS J1Tab0paTOpHbIE TECThl M MHCTPYMEHTAJIbHOE McclemoBaHye. IIpakTuyecku y
Bcex 00ibHBbIX BIl B OMOXMMMUECKOM aHaju3e KPOBM IOBbIIIeHAa aKTUBHOCTb (PepMeHTOB
KpeaTuHdochokmuHasbl, Ajat, Acar. I[Ipu mpoBemeHUM 3aeKTpOHeVipoMuorpadum
OIpenessloT IIePBUYHO MbIIIEYHOM XapakTep HapyueHusi. Ho 3T CUMMOTOMBI MOTYT
BCTPeYaThCs U IIpU APYTUX HACAeICTBEHHBIX ()OpMaxX MbIIIEUHBIX AUCTPOduit. I TOYHOTO
TOATBEPKIEHNST 1MarHo3a HeoOXOOMMO oIlpefesieHMe aKTMBHOCTD ajbda INIIOKO3UIa3bl B
KpoBU. Bo MHOruUX Cydasix Takke pekoMeHayercs npoBenmeHus [THK mmarHoctuku eciu
aKTUBHOCTb (pepMeHTa ObljIa CHIKEHA.

JIeueHue

st neuenus BII pa3paboTaHa crienyanbHast pepMeHTHas 3aMeCcTUTelbHas Tepanusi. CMbICT
Tepanuy 3aK/IYaeTcsd B TOM, UTO MNALUMEHTY KaXIble IBe Heleay BHYTPUBEHHO BBOIST
HemocTaowmmii  gepment. Ilpemapatr a9 @QepMeHTHOI 3aMeCTUTENIbHON Tepanuu
Ha3biBaeTcsl AJrmoko3ugasa aab@a. B camoii 1mpoiienype BHYTPUBEHHOTO BBeIEHMUS
dbepmeHTa HET HMUEro CJIOKHOTO M CTpallHoro. IIpo ompeneneHHOM HaBbIKE 3TO MOSKHO
IIPOBOJUTD B JTII000¥1 OOJIbHUILIE.

OddeKT Teparny BO MHOI'OM 3aBUCUT OT TOTO, KOTaa ObIIO HavyaTo jiedyeHue. Eciu mpoliecc B
MbIIIIEYHO TKaHM JOle OO0 OlpeneaeHHO! CTaauy BOCCTAHOBUTb YTpaueHHYIO (PYHKIIMUIO
MBIIIIe HEBO3MOXKHO.

Meauko-reHeTuueckas KOHCY/JIbTal s

CeMbsIM OUY€Hb BaKHO ITOCETUTDb Bpaua reHeTuKa. Y Bpaya TreHeTHKa MOXHO y3HaTh
pUck poxkaeHus 6ompHOro BII pebeHka B JaHHOW ceMbe, IIPOWTM 0OCIe€IOBaHME
POJICTBEHHMKAM eC/IM 3TO HeobxoaumMo. O6CyauTh MpeHaTa/IbHYI0 U ITPeUMIIaHTallMOHHYIO
IMarHOCTUKY.

[IpeHaTanpbHas IMArHOCTMKA MPOBOAUTCS Ha 9-11 Hemensx 6epeMeHHOCTH. B Mmatepuaie,
KOTOPbIA Ha3bIBAeTCS BOPCUMHBI XOpMOHA (TO M3 4Yero B IocienymooiiemM ¢GopMUpyeTcs
IJIAlleHTa), ONIPeIeIsIIOT aKTMBHOCTh (pepMeHTa ¥ MPOBOIST TECTUPOBAHME [IJISI BbISIBJIEHUS
MyTauuii B reHe GAA. Ha ocHOBaHMM MPOBENEHHOrO aHa/M3a OelaloT BhIBOA, OOJEH IUIO,
iy 300poB. CoBpeMeHHbIe TeXHOJIOIMM ITO3BOJISIOT IPOBOAUTD U MPEMMILIAHTAIMOHHYIO
ouardHocTuky. OIUIOJOTBOpPeHMe IIPOBOAUTCS B MpOOMpKe, 3aTeM OTOMPAIOT TOJIbKO Te
OIJIOAOTBOPEHHbIE SMOPMOHBI Ha CTAOMM HECKOJbKMX 071aCTOMEPOB, B KOTOPBIX HET
ceMeifHOM MyTaluMy M UX UMIUTAHUTUPYIOT B OpraHusM MaTtepu. [Ipy maHHO mpoiemype
€CTh CBOM PUCKU, KOTOPbIe MOKET pa3bsICHUTb Bpau reHeTHK.

bonesus Ilomme He BXOOUT B IepeyeHb Op(baHHbIX 38.6OJ'IeBaHI/II‘/)I, JieueHMe KOTOPbIX
IIPpOBOAUTCA 3a CUEeT CpeacCTB permoHaJIbHbIX 6IO,IL)K€TOB, OOHAaKO, ITallMeHTbl MMEIOT
BO3MOKHOCTb JIeunThCsl B Poccum.



ITomoI1upb ceMbu

He 3a0bIBaiiTe: OT ceMbM 3aBUCUT yCIEX JIeUEHNSI He B MeHbIIell CTelleHy, ueM OT Bpaua.
Hy>kHO cobmiomaTh peKOMeHAaluy, HU MPY KaKuX YUIOBMSIX He TepsiTh Hamexnmy. M maske
ec/Iu Bbl He TTo6eanuTe 60/ie3Hb MOJTHOCTbIO, MU3MEHUTDh KM3Hb K JIyUIlIeMYy, ClieJIaTh POLHOTO
BaM 4eji0OBeKa CYACT/IMBBLIM B BalllMX CUJIAX.



IIpunoxenue I'1-I'N. IIIKanbI O1l€eHKH,
BOIIPOCHUKMU U Jpyrue OlleHOYHbIe
MHCTPYMEHTBI COCTOSIHMSA MallMeHTa,
IpUBEOEeHHbIEe B KIIMHNUYECKUX PEKOMEeHIAIUIX

ITpunokenue I'l. OcHoBHBIE cMMIITOMBI MBII

KnnHunyeckmnin cumntom YacToTa
CuHapoM «Banoro pebeHka», 6biCTpoe nporpeccMpoBaHne MbllevyHon cnabocTn, akcuanbHas [0 96%
TMNOTOHUS, CHUXEHWE MOTOPHOW aKTUBHOCTM, CNaboCTb MUMUYECKUX MbllL, apednekcus B no3aHewn

cTaann 3aboneBaHns, NKPOHOXHbIE MbILLbI MAOTHbIE NPUY Nasbnauum

Kapavomeranuvs, kapgmomMmonaTusa u/wunm cepaeyvyHas HefoCTaToOuHOCTb 0o 95%
enaTomeranus 0o 82%
Makpornoccus 0o 62%
TpyAHOCTM Npu BCKapMAWBaHUW U HU3Kas npubaBka B Bece no 50%
YacTble pecnupaTopHble MHMEKLUN, PECNMPATOPHbIN ANCTPECC U CHUXKEHME AblXaTe/lbHOMW (PYHKLUN 30-40%
MoBbIlWEeHNE YPOBHS KpeaTUHKUHa3bI 100%
BbiCTpoe 1 HeyKIOHHOE nporpeccnpoBaHme 3abonesaHuns 100%

IIpuno>xeuue I'2. OCHOBHBIE KIMHUYECKHE
cumnromsl bIIITH

MpusHak YacroTa

Mporpeccupytollast MbilleyHass cnaboCTb C NMPEUMYLLECTBEHHBLIM MOPa)XEHUEM MPOKCUMasbHbIX OTAE/OB, 30-90%
CHMXXEHME MOTOPHOW aKTUMBHOCTM, C/laboCTb B HOrax 6onblue, YeM B pyKax, rmnepTpodus MKPOHOXHbIX
MbilL, BOBJiIeYEeHMe napacnuHanbHbiX Mblwy (y AeTel nocrtaplle), rMNOTOHUS, CHUXKEHUE CYXOXWUITbHbIX
pednekcoB, NONOXUTENbHbIE NpUeMbl [0Bepca, MMonaTMyeckas noxoaka

HapylleHns AbiXxaHus, YacTble pecnnpaTopHble MHMEKUMK, AblXxaTeNbHas HeA0CTaTOYHOCTb, AUCMAHO3 Npu 25-40%
dur3nyeckon Harpyske, o6CTpyKTMBHOE anHO3 BO BPEMS CHa, OPTOMHO3

MoBbIWEeHWEe YPOBHS KpeaTUHKUHAa3bI 100%
YMepeHHasa renatoMeranus 0o 16%
Kapanomeranus, kapavmomMmonaTtusa (MeHee BbipaXkeHHasl, 4yeM npu aebrote A0 1 roga XuU3Hu) 0-12%
Makpornoccus 0o 4%
COHNMBOCTb, YTOMISAEMOCTb 0o 8%
Nopnos, kndos u/mnm ckonmos 9-25%

HopManbHoe ncuxopeyeBoe pa3BUTUE, COXPAHHbIA UHTENEKT 96%




ITpuno>xeuue I'3. BeIIO/IHEHNE IBUraTe/IbHbBIX

TecTOoB Iipu BIIITH

MpeabsaBnsiemoe 3afgaHue BbinonHser 6e3 Tpyaa BbinonHser c He MOXKeT
TpyaoMm BbIMOJIHUTDb

MoaHATb pyKW HaA ronoBoK 55 % 29 % 16 %

[MpuHAaTL BEpTUKasbHOE rMosiIoXXeHmne n3 14 % 45 % 41 %

NONOXEHNS HAaKJIOHMBLUNCL Briepes

BcTaTb € HU3KOro cryna 12 % 53 % 35 %

BctaTb 6€3 noMoLwWN pyK M3 MOMOXEHMUS Niexa Ha 8 % 37 % 55 %

cnuHe

MoAnpbIrHYTb Ha MecTe 6 % 29 % 65 %

Xoabba BBEPX/BHMU3 MO NeCTHULE 2 % 57 % 41 %

MOAHATbL HOMM B MONIOXEHUUN Nexa 2% 43 % 55 %

[MoaHATbLCA € KOpTOYek 2 % 22 % 76 %

IIpunoskenue I'4. OcHoBHbIE 3a00/1€BaHMS 1)

anb ¢

epeHIaJIBHOrO auaruosa bIIII

Tvin HapyweHus

AwnarHos

OCHOBHbIE CX0>XXUe CUMMNTOMbI

MblweyHble ancTpodun

MosSICHO-KOHEYHOCTHas! MblleYyHas AucTpodusa

Mporpeccupytowas cnaboctb MblllL,

OuctpodumHonatum (Mnogmctpodus JoweHHa, bekkepa) nosicoB HUXKHUX KOHEYHOCTEN,
MuopunbpunnspHas mmonaTtums KpbINOBMAHbIE  fIONATKK,  Kpamnw,
MuoToHMYeckas auctpodusa 2 Tuna nosbiweHne KK
MneyenonaTo4yHO-INLEBAS MUOANCTPOPUS
bone3Hb [JaHOHa
X-cuenneHHas MmmonaTus
JlvuenonaTo4YHOKOHEYHOCTHas MblleyvHas auctpodus

BocnanutenbHas muonatus Monummosnt MocTeneHHO pa3BuBaloLasncs

MWO3UT C BKIKOYEHUAMU

cnabocTb MbiwL, nosbiweHne KK

BpoxaeHHble Muonatum

HemanvHoBas MuonaTus

Bofe3Hb LIEHTPanbHOro CTEPXHS U MyJbTUCTEPXHEBAs
MuonaTum

LleHTpoHyK/leapHas MMonaTus

MuonaTns C rmMannHOBLIMU TeNbLaMn

Mpoyne BpOXAEHHbIE MUOMATUN

MblweyHas cnabocTb, TMMNOTOHUS NpU
HOpMasibHOM nnm YyMEpEeHHO
nosbilWeHHOM ypoBHe KK, Hannunu
CKEeNeTHbIX HapyLweHumn

MeTtabonunyeckne MmuonaTum

nunkoreHosbl IIla, IV V n VII TMnos

fMNoToHMA, renaTomMeranus y neren,

MunTOXOHAPUAsbHbIE MUOMATUN cnaboCcTb  MbiWL,  YTOMJISEMOCTb,
>Xnposble MmonaTtun cnabocTtb MbILUL, CHUXEHue
YCTOMYMNBOCTU K Harpyskam,
nosbiweHne KK
BonesHn MoToHeNpoHa CnuHanbHblie MbilweyHble atpoduu, Tmn I n 111 CnabocTtb MblILULL, HapyweHune

BynbbocnnHanbHaa ammotpodus (6onesHb KeHHeam)
BokoBor aMnoTpodryeckmii cknepos

AblXaHus, aTpodurs MblLL, BO3MOXHO
nosbiweHne KK

BonesHn HepBHO-MbILLIEYHOM
nepesauu

MwnacteHunsa rpaBuc
BpoxAaeHHble MMacTeHn4Yyeckne CMHAPOMbI
CunHapom JlambepTta-UToHa

HapyweHua  abixaHuss,  cnabocTb

MbILWL, YTOMNAEMOCTb

AcMMnToMHOE noBbllWWEHNE

BTopuyHasi MmonaTus, BK/OUash 1IeKapCTBEHHYHO

MoBblweHne KK

IMounoskenue I'5. MoHEUTODMHAT nmanueHnTa c BI1




AHanus KpoBM pAomkeH BKaw4YaTh: ACT, AH’T“, JIOI, KK (MB‘—(bpaKLU/IH), aJbOyMIMH

Bce naumeHTbl

BospacT <5 ner

Bo3pacTt = 5 net

rosioBbl y AeTen

Ha MomeHT Kaxgble Kaxxgble Kaxxgble Kaxable 6 Kaxable
Hadana O3T 3 mec 6 mMec 12 mec mec 12 mec
KnuHuueckuim cratyc X X X
naymeHTa
PocTt, Bec, OKpYXHOCTb X X X X

A1, TeMmnepaTtypa Tena

AHanus kposu*

AHanus Moum **

PeHTreHorpadua opraHos
rpyaAHOW KJ1IeTKU

IKr

IxoKr

AyavomMmeTpus

OueHKa OCTPOTbl 3peHus

OueHka KOFHUTUBHOIO | X X
cratyca
AeHcuTOoMeTpua X

OueHKa JIMHeiHoro pocra

OueHka ®B

OueHka MOTOPHOro
craTtyca no LwkKasam n
Tecty 6MWT* **

OueHKa KauecTBa XXU3HHU

OnpocHuk SF-36

CBIBOPOTKM, IPOTPOMOMHOBOE BpeMs, YaCTMUYHOE TPOMOOIIACTMHOBOE BpeMs, OOIIuit

OMAMPYyOMH, CLIBOPOTOUHDBIV KpeaTUHNH.

** AHaJIM3 MOYM JO/DKEH BKIIOUATh: KpeaTMHMH Moun, 0etok, CKD

seskesk I/ICHOHbgyeMbIe IIIKaJIbI.

[lIkasa Anb6epTa MOTOpHOTO pa3BuTus muaneHies (AIMS) (ITpunoskenue I'6)

Cwuia MBI 10 IIKale KOMUTeTa MegULIMHCKUX uccienoBauuin (Ilpunoxkenue I' 7)



6MWT - TecT 6-MMHYTHOI x0Ab0bI (6 minutes walking test, 6GMWT) (IIpunoxkenue I'8) [1]

nsi MOHUMOPUH2A COCMOSIHUSL NAYUEHMO8, HAXOOAWUXCS HA NAmoeHemuueckoll mepanuu,
pPeKoMeHO08aHO ux Hablo0eHue He pexce 00H020 pasa 6 200 6 CNeYUAIUSUPOBAHHbIX YEHMPax, 6
KOmopbix moxcem 0bimb 0KA3aH 00seM MeOUYUHCKOU nomowu 6 coomeemcmeuu ¢ 0aHHbIMU
KAUHUYECKUM PEKOMeHOayusmu.

IIpunoskenue I'6. lliIkana Airpb0epTa MOTOPHOTO
pa3sBUTUA MJIAJIEeHIIEB

HasBaHue Ha pycckoMm s3biKke: [1Ikana AnbbepTa MOTOPHOTO pa3BUTHS MJIaleHIIEB
OpuruHanbHOe Ha3BaHMe (ecyiu ecTh): Alberta Infant Motor Scale (AIMS)

HcTounnuk (obuimaabHblii caiiT pa3pabOTUMKOB, MyOnmMKanus ¢ Banaupmauyeir): 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.

Twun (moguepKHYTh):

HIKaJid OII€HKN

UHIEKC
BOITIPOCHUK

apyroe

HasHaueHMe: MOTOpHAsI MIKaia Ijis MiageHieB AnboepTobl (AIMS), mKkana HabmogaTeIbHOM
OIleHKM, ObIjIa pa3paboTaHa 1Sl M3MepeHMsT 00IIero ABUraTeIbHOIO CO3PEBAHMS Y IeTeil OT
POXKIEHMS IO CAMOCTOSITe/IbHOM XOIbOBI.

Comepskanue (1m1a610H): OCHOBBIBAsICh Ha JIUTepaType, 58 HaBBIKOB ObLIM CTeHEePUPOBAHBI U
pacripefiesieHbl 0 YeTbhIipeM IO3ULMIM: JieXa, jexa, cuasd U crosd. Kakaomy 13 HaBbIKOB
TpuCBaMBaeTCs oIpeneeHHbI 6asiI

Kitou (MHTeprpeTalusi): 6ajabl CYMMMPYIOTCSI M IIPOBOOMUTCST 0OIast oIlleHKa MOTOPHOTO
pPa3BUTHSA U OTKIIOHEHMe/COOTBeTCTBYe HOPMaIbHOMY Pa3BUTUIO B ITePLIEHTUIISX

IlIkasa AbO0epTa MOTOPHOIO Pa3BUTHUS MJIAIEHIIEB
YyCI0/MeCSIL/TO],

dammnns, NMsI HaTa uccaemoBaHUs . / /




VpneHTUUKALMOHHBI HOMEp

/__/

HccnenoBaTeb

MecTto IIpoBedeHMsd ncciedO0BaHNAd

Hata poOXIeHU:

XPOHOJIOTUYECKNUI BO3PACT: / /

CKOppeKTUpOBaHHbBIN BO3PACT: /__/

[IpMmeuanusi/peKkoMeHOaLUN

MpeawecTsyowme [MyHKTBI, 3acymTaHHble B Bann no wkane
3aCyYUTaHHbIE NMYHKTbI «OKHe»
lMonoxeHne Ha XuBoTe
lMonoxeHne Ha cnuHe
MNMocaaka
BcraBaHune
O61mit 6amn: MePIEeHTUIb:

IIKAJIA OHEHK MOTOPHOT'O PA3BUTVA YV MJIAJEHITEB

N2 nccnegoBaHus

Mono>xxeHue Ha XXusBoTe

Mono>xeHne nexxa Ha xusote (1)
dusmonornyeckas dnekcus.
MNoBopaumBaeT ronoBy AN OTBeAeHUs,
NOBEPXHOCTU.

HOCa OT

Mono>xeHne nexxa Ha xxusote (2)

CMMMeTPUYHO NOAHMMAET ronoBy noa yrnom 459,

He cnocobeH yaepxuBaTb rofioBy Ha OAHOW JIMHUU C
TYNOBULLEM.

Mosno>xeHne Ha XMBOTE C ONopoWn
JIOKTM HaxoaaTcs no3aaum nneu.
noAHMMaeT rosioBy noja yrnom 459,

Be3s noaaepxku

Onopa Ha npeanseybs (1)

MoaHnMaeT n yaepxusaeT ronosy noa yrnom 6onee
450, JIOKTM Ha OA4HOW NMHUM C nnedamu. [pyaHas
KNeTka pa3MeLLaeTcs no LeHTpy.

MoABMYKHOCTb B NMOJIOXKEHUU HA XXUBOTE

MogHumaeT ronosy noa yroM no 900°.
HekoHTponmpyeMble NOMNbITKM NepeHoca Beca.
-
Onopa Ha npeanseybs (2)
JIOKTM  HaxoasaTca  nepej  niedyamMn.  AKTUBHOe

noatarmBaHue no,u,6opo,cu<a C BbITArMBaHUEM LLUEN.




Mono>xeHue Ha cnuHe

Mono>xeHne nexxa Ha cnuHe (1)
dusnonornyeckas grekcms.

MoBOpOT  ronoBbl;  MOAHOCUT  POT K
BecrnopsaoyHblie ABMXXEHUS pyKaMu U HOraMu.

pyKe.

Mono>xeHne nexxa Ha cnuHe (2)

[MoBOPOT ronoBbl kK cpeaHen NuHUM. HeobasaTenbHbin
ACMMMETPUYHbBIA  LEeNHbIA  TOHMYEeCKMn  pednekc
(ALUTP).

Mono>xeHne nexka Ha cnuHe (3)

[on0Ba Ha OZHOW JIMHUM C TY/IOBULLEM.

[Buraet pykamu, HO He cnocobeH MOAHECTU PpyKWM K
cpefHen NNHUN.

Mono>keHne nexxa Ha cnuHe (4)
AKTMBHOCTb crubatenei wenm C MOATATMBAHUEM
noabopoaka. MNoAHOCUT PyKK K CpeaHen NUHUN.

NMoaHeceHue pyK K KOJIGHAM
MoatsrvBaHve noabopoaka. [locTaeT pykamu Ao
KoNeHen. AKTUBHOCTb OPOLLHbIX MbILL,.

Mocapka

Mocapka c noaAaepIXKon
MoAHMMAET U KpaTKOBPEMEHHO YAEPXMBAET rosioBy
Ha OA4HOWM JIMHUU C TY/TIOBULLEM.

Mocapka c onopoit Ha pyku
YaepXXvBaeT rosioBy Ha OAHOW NIMHUK C TYNOBULLEM.
KpaTKoBpeMEHHO OMMpaeTcsl Ha pPyKu.

MoaTsarneaHue B cuasyee NoJsioXkeHne
MoaTsarMeaeT Noa60pOAOK; ro/10Ba Ha OAHOW JIMHUK C
TYNOBULLEM UMW BNEPEaN.

BctaBaHue

Onopa Ha Horu c noaaep)xkon (1)
Bo3MOXHO rnoriepeMeHHoe crnbaHune B
TaszobeapeHHOM M KOJIEHHOM CycTaBax.




Onopa Ha Horu c nopaaep xkon (2)

[onoBa Ha OAHOW JIMHUM C TynoBuWeM. beapa

Haxo4AaTCca no3aaun nJjied. Pa3H006pa3Hb|e ABWXXEHUA

HOramMu.
_i-‘
Onopa Ha BbITAHYTbI€ PYKU nep6KaTblBaHMe N3 nonoXKeHus NMnaBaHue
Ha >>XXuMNBoTe B Mono>xxeHume Ha
CcrnuHe 6e3 nosopoTa
B
SN \ ; A%
A o Cn » i
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PyKM BbITAHYThHI. nO,D,TFIFVIBaHVIe D,BM)KEHME UHUNUUNPYETCA roJI0BON. I'Ia'rrepH AdKTUBHOCTU pa3rm6aTene17|.

nogbopoaka C NMOALEMOM FPYAHOM KNEeTKW. | TynoBuwe  ABWMXKETCS  Kak  OAHO
BoKoBOW NepeHoc Beca. uenoe.
MonbiTKa AOTAHYTbCA [0 npeaMeTra M3 | lMepesoport NMepekaTbiBaHUE W3 MOJIOXKEHUSA Ha

yrnopa Ha npeanseybsa

>KUBOTE€ B MOJIOXKEHME HA CrMUHE C
NnoBOPOTOM

AKTUBHBI NMEpeHOC Beca C OAHOM CTOPOHbI.
KoHTponupyeMasi nonbiTKka AOTSAHYTbCS A0
npeameTa cBO60AHOM PyKOM.

[MepeBopoOTHI.
[OBWXEHUS pyK U HOT.
BokoBas drekcusa Tynosuwa.

MoBOpOT TyNOBULLA

Mono>keHne Ha yeTBepeHbkax (1)

NMoaHeceHne PyK K CTYNMHAM

MNepekaTbiBaHME M3 MOJIOXKEHUS1 Ha
crnuHe B NOJIOXKEHMe Ha xusoTte 6e3
nosopoTa

n

!




Horv corHyTbl, OTBeAeHbl
KHapy»XWu. MOACHWUYHBIN
Yaep>X1UBaeT NoJsiIoXeHue.

M TMOBEPHYTbI
NopLo3.

CnocobeH

yaep>xuvBaTb
CpeaHeM MosioXeHuu. [lpucyTcTByeT
NOZABWXHOCTb B Ta30BOM OTZAESE.

HOIM B BbokoBoe BblNnpaAMneHune

roONoBbI.

TynosuLle ABMXETCH KaK OA4HO Lesoe.

MepekaTbiBaHME U3 MNOJIOXKEHUSNA
Ha CnuMHe B nMNOJiIo)KeHue Ha
XXNBOTE C NOBOPOTOM

AKTUBHOE
BbITArMBaHue

Mocaaka 6e3 nogaep>kkun

MoBOpOT TynoBMLA.

BbiTarneaercs,

MNpuBeaeHue nonaTtok v pasrubaHue nned. He

6e3 onopbl Ha
PYKH

oTTajJIkKnBach crnocobeH yaepxaTb MoJIoXKeHue.
Horamu.

Mocaaka c onopoi Ha pykKu Mocapka 6e3 MepeHoc Beca B nono)xeHun cuaa 6es
noaaepKu noaaep»Kun

Tynoswuilia.

.I':-‘,'q_.
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BoiTArneaHne  rpyaHoro  otaena He MOXeT lMepeHoc Beca Bnepea, Hasaj WM B CTOPOHbI.
NO3BOHOYHWKA. [BUXEHWUSA TOMOBbI, oCcTaBaTbCa OAWH He MoxeT ocTaBaTbCd OAMH B CUAAYEM
He3aBUCKMble oT TY/0BULLA; B cnasdem NONOXEHUN.
OMNMpaeTcs Ha BbITAHYTbIE PYKW. NONOXEHUU
HeorpaHuyeHHoe
BpeMms.
Mocaaka 6e3 onopbl Ha pyku (1) MonbiTka BcraBaHue c nogaepkkoi (3)
AOTAHYTbCA A0
npeamera c
noBopoToM B
MoJI0OXKEeHUM
cups
- .
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Pykn He npuxatbl K Teny. CnocobeH Cuaunt benpa HaxoasaTCcs Ha AWHUM nned. AKTUBHbIN
urpatb C UIPYLLKOW. MoxeT CaMOCTOSATENbHO. KOHTpPO/1b Tynosuwa. PasHoo6pa3sHble
ocTaBaTbCAd  OAWH B Ccuasyem TAHeTCH K OBWXEHUS HOraMu.
MOJIOXXEHUN. urpyLike ¢
NnoOBOPOTOM




Mono>xeHne nexa Ha
60Ky c onopow

PeuunpokHoe nonsaHue

NMepemeweHne n3 noJsioXkeHusa Ha
yeTBepeHbKax B MOJIOXXKeHune cuga win
nonycumpsa

Pa3oblieHHOCTb Hor. PeunnpokHbie LBUXEHUS [MepemelwaeTca B [aHHOE TMOJIOXEHME U U3
HenoaBMXHOCTL  nJiey. pyK ¥ HOr C MNOBOPOTOM Hero.

MoBopoT B npepenax Tynosuwa. MoXeT NpuHMMaTb Cuasyee rnosoxXeHue.,

ocu Tena.

PeuunpokHoe MonbiTka AOTAHYTbCA AO Mono>keHne Ha ueTBepeHbkax (2)
nonsaHuve Ha npeaMera M3 ynopa Ha

yeTBepeHbkax (1)

BbITAHYTYHO PYKY

e,

Horun oTBeEeHbI 7
NOBEPHYTbI KHapYy»XMW.
MOSICHWYHBIA ~ NOpAo3;
nepeHoc Beca C OAHOW

TaHeTcs K npeameTy
BbITSHYTOW pyKoW. [loBopoT
TynosuLa.

Benpa BbIpOBHEHBI
MOSICHNYHOro oTAena.

nosg TasoM. YnaouweHue

CTOPOHblI Ha Apyrytw c
6okoBOW dnekcnen
Tynosuwa.
MoaunduunposaHHoe NepemelyeHne u3 MepemelwieHne wn3 MoOJIOXKEHUA CUAA Ha
nosno)xeHue Ha NOJI0XKEHUNA cups B yeTBepeHbKU
yeTBepeHbKax MoJioXKeHUe Ha KMBoTe
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MNepemelwaeTcs B MNepemelwaeTcs n3 AKTUMBHO  NogHWMMaeT  Ta3,  Aroauvubl 2
AaHHoe MosIoXeHue. nosioXeHns  cuas,  4Tobbl HEHarpyXeHHyt Hory, 4T1obbl BCTaTb Ha
Bo3MoXxHO neyb Ha XKUBOT. YyeTBEPEHbKMU.
NpoABUXEHNE BNepea. MoatarneaeTcs pykamu,
HOMM HeaKTUBHbI.
CamocrositenbHoOe MNepsble warun BcraBaHue us3
cTosiHMe moandULMPOBaAHHOIO

NMoJI0OXKEeHUSA Ha KOPTo4YKax
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B TeuyeHMe KOPOTKOro Xoant CaMOCTOATESNbHO; MepeMellaeTcs U3 NOMNOXEHUS Ha
BPEMEHM cTouT nepeasuraercs 6bICTPO KOPTOUKax B MOJIOXEHME CTosA C
CaMOCTOATENbHO. MESIKUMW Laramu. KOHTpOnMpyeMoi dnekcmen u
YpaBHOBeLWNBaET BbIMpAM/IEHNEM 6enep "
peakuuu B CTYMHSAX. KOJIEHEN.

BcraBaHue u3 onopbl CamocrositTenbHoOe CuaeHne Ha KOpToUYKax
Ha yeTtbipe xoxxaeHume
KOHEYHOCTH
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BbicTpo oTTankueaeTcs XoAUT caMoCTOATENbHO. CoxpaHseTt rnosioxeHue,
nagoHaMu, 4YTOObI ypaBHOBeLInBas peakuunu B
BCTaTb. CTYMHSAX " nonoxeHne
Tynosuuia.
Mocagka 6e3 onopbl MoararnBaerca . Ansa Mopatarneaercs ansa
Ha pykwu (2) BCTaBaHMA C ONopom BCTaBaHus / cTouT
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MonoxeHune Hor OTTankmBaeTcs pykamMn #u MoaTtarnsaetcs, 4Tob6bI BCTaTh;
BapbupyeT. MnageHey BbINPAMSAET KOJIEHW. nepeHoCUT BEC C OAHOWN CTOPOHbI
nerko nepemellaeTcs Ha Apyryto

M3 OAHOrO MOJIOXKEHUS B
Apyroe.

BcTtaBaHue c onopou
C NOBOpPOTOM

Xo>xpeHne c onopoi 6es3
nosopoTa

Mono>xeHune Ha
KONeHe

OAHOM
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[MoBopoT Tynosuwa u XoauT c onopoit B 60KOBOM MoxeT BCTaBaTb nnu
Tasa. HanpasneHnn 6e3 noBopoTa. nepemeLlaTbCs B [aHHoe

nonoxeHwume.
KoHTponupyemoe PeunnpokHoe nonsaHue XoxxaeHMe c omnopoh cC
onyckaHue n3 Ha yeTBepeHbkax (2) NOBOPOTOM
MNOJI0XKEHUSA CTOoS
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KoHTponupyemoe MNOCKNIN MOSICHUYHBIA OTAEN. XopuT ¢ onopoi C MOBOPOTOM.
onyckaHue n3 [OBuxeTcs C NnOBOPOTOM
NOJSIOXEHUSA CTOS. TynoBuLLa.

OneHKa pe3yJIbTaTOB OOC/IeOOBaHMS IO IIKajle AjbOepTa MOTOPHOTO Pa3BUTHUSA
pebdeHKa

BennuyuHbI nnepueHTUIen
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Bospacr

IIpnnosxkenue I'7. Cujia MBIIIIL 110 LIKAJIE
KOMMTETa MeULMHCKUX UCCIeJOBaHUN

OpurnHanbHoe Ha3BaHue (eciu ecth): RESEARCH COUNCIL SCALE

HasBaHue Ha pycckom s3bike: BIT



HcTouHnK (odulManbHbINi CaiiT pa3paboTunMKoOB, MyoaMKalus ¢ Baauaaimeit): van der Ploeg,
R.]J.0., Oosterhuis, H.].G.H. & Reuvekamp, J. Measuring muscle strength] Neurol (1984) 231:
200. https://doi.org/10.1007/BF00313939

Tur (moguepKHyTh):

IIIKaJIa OLIeHKU
VHEKC

BOIIPOCHUK

Apyroe

HaszHauenue: JlaHHAas 1IKaJia [IO3BOJISIET OLIEHUTD:

- CUJIY MCClelyeMbIX MBIIII, HA MOMEHT OCMOTpa Mo 6asiaMm;

- IVHAMMKY BOBJIeUEeHM S ONpee/IeHHbIX MBI U 1[eJIbIX MbIIIIeYHBIX I'PYIIII;
- CKOPOCTD IPOrpecCcupoBaHms MUOMIATUUYECKOTO IpoLiecca.

CopepskaHue (11a0/I0H):  IIKaja MpeACcTaB/seT MbIIIeUHYIO CUTY B 6aliax
Kirou (MHTEpIIpeTains): 4yeMm Bbllle 6aJijI, TeEM BBIIIe CJIa MbIIII]

Cwta MBIIIIL 10 IIKa/Ie OPUTAHCKOTO0 KOMUTETAa MeAUIIMHCKIUX VCC/IeJOBaHMI

Bann OnpepnenexHue cunbl

5 HopmanbHas cumna

4 CnocobHOCTb MOAHMMATb KOHEYHOCTb MPOTMB HEGONBLUOrO COMPOTUBIEHNS
3 CnocobHOCTb MOAHMMATb KOHEYHOCTb, HO HE MPOTUB COMPOTUBNIEHUS

2 [BWM>XEHUS TONbKO B FOPU30HTaNIbHOWM MIOCKOCTHM

1 Cnaboe cokpalleHve MblilL,

(v} [BW>XeHUsa OTCYTCTBYIOT

ITpunokenmne I'S. 6MWT - TecT 6-MMHYTHOM
XOIbOBbI

Ha3BaHue Ha PyCCKOM SI3bIKE: TECT 6-MUHYTHOM XOAbOBI
OpurnHanbHOe Ha3BaHMe (ec/iu ecTh): The six minute walking test (6MWT)

HcTouHuK (opuIIMaJbHbINA CaiiT pa3paboOTUMKOB, ITyoaMKaius ¢ Baaugamnuein): Laboratories,
A.T.S.C.o0.P.S.f. C. P. F. (2002). "ATS statement: guidelines for the six-minute walk test."



Am ] Respir Crit Care Med 166(1): 111-117.
Tur (MogUepKHYTH):

IIKaJia OLleHKU

MHJIEKC

BOITPOCHMK

Apyroe

HasHaueHue: orpepesieHye BBIHOCAMBOCTY ITALIMEHTOB C LieJbi0 OLeHKM 3¢PPeKTUBHOCTU
Tepanumn

CopepskaHue (11a0JI0H): B Tecre oueHMBaeTcd OUCTAaHIMS B MeTpax, IMPOVAeHHas
MaleHTOM 32 6 MMHYT 0€3 BhIHYKIEHHBIX OCTaHOBOK.

Kirou (MHTeprpeTalnsi): MPOBOAUTCS CpaBHEHME C pe3yabTaTaMM TecTa, IIPOBEIEeHHOTO
paHee (00 Hauaja Tepamnuu, Ha (poHe Teparmu 1 T1)

6MWT - TecT 6-MMHYTHO X0Ab0bI (6 minutes walking test, 6MWT)

CnemyeT IIOMHMTb, UTO [JIsI JAHHOTO TecTa MMeEIOTCS Cjenyioliue abCoIIOTHbIe
MIPOTMBOIIOKA3aHMSI: HeCTaOuabHAs CTEeHOKApAMsl HaMNpssKeHMsT M MHOApPKT MMOKapia,
IaBHOCTBIO M0 1 mecsia. OTHOCUTENbHBIMM IIPOTUBOIIOKa3aHusIMU SIBsIIOTCS: YCC Bbllie
120/muH B 1niokoe, cuctoamnuyeckoe Al >180 Mm.prT.cT. u nuacronmdeckoe Al > 100 MM.pT.CT.
CrabwmibHasl CTEHOKApAMS He SIBJISIeTCS aOCOIOTHBIM ITPOTMBOIIOKA3aHMEM IS IIPOBeIeHS
TecTa, OJHAKO €ero cjaeayeT IIPOBOAUTb C OCTOPOXKHOCThbIO, Ha (oHe mpuema
QHTMAHTMHAJIbHbBIX IIPernapaToB 110 MOKa3aHUSIM.

EcmM mammMeHT HaXOOUTCS Ha ITIOCTOSIHHOM KMUCIOPOMHON ITOAJEepsKKe, CKOPOCTh ITOHaum
KMCI0OPOa NPy IIPOBeIEeHNM TeCcTa AO/IKHA COXPAHSThCSI B COOTBETCTBUU C IPEeAIIMCaHeM
Bpayua, Ha3HAUMBIIIEro ¥ KOHTPOJMPYIOIIEro Teparnmio.

HpOBe,ILEHI/Ie TeCTa HEO6XO,ILI/IMO HeMeOJIeHHO IIPEeKPATUTDb B CJIydde IMOABJIEHUA:

1. bonu B rpynu;

2. HeriepeHOCMMOI1 OO BIIIKHA;

3. Kpammu B Horax;

4. Pe3K0Ji HEYCTONYMBOCTH U MOIIAThIBAHMS IIPU XOAbOE;

5. Upe3amMepHOro MOTOOTaeIeHNS ;

6. Pe3koro n3ameHeHMs 1IBeTa KOXKHBIX TIOKPOBOB (0JIeIHOCTM).

6MWT mpoBOOUTCS B MOMEIEHUM, XOPOIIO 3HAKOMOM IallMeHTy, UMEIIIEeM NOCTATOYHO
IUIVHHBINA KOPUAOP C TBEPIABLIM IMOKPLITHEM. [JIMHA ITPOXOAMMOTrO MYyTU OO’KHA COCTABJISITD



He MeHee 30 MeTpPOB C pa3MeTKOM Kaxable 3 MeTpa, a TakKke TOUYKaMy IMOBOPOTOB/
pPasBOPOTOB.

[TauyeHT IOayYaeT MHCTPYKIMIO O HEOOXOAMMOCTM MIATM C MAaKCMMaJIbHO BO3MOKHO
CKOPOCTBIO (HO He 6e3KaTh) B TeUeHue 6 MUHYT.

B TecTe oleHMBaeTCs OMCTAHLMS B MeTpaxX, MpOJIeHHas MalMeHTOM 3a 6 MUHYT 0e3
BBIHYK[I€HHBIX OCTaHOBOK.

IIpunoxenne I'9. OnpocHUK KauecTBa JKU3HU SF-36

HasBaHue Ha pycCKOM s3bIKe: OTIPOCHUK KauecTBa kn3Hu SF-36
OpuruHaabHoe Ha3BaHMe (ecau ecTh): "SF-36 Health Status Survey”
HctouHuk (oduiinaabHbIi caiiT pa3paboTUMKOB, MyOIMKAIINS C

Banmmpanyeir): 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.

Tur (MoOgUepKHYTH):

e [IIKaJia OLIeHKU

® VHIEKC

® BOIIPOCHUK

e npyroe (yTOUHUTD):

HasHnauenme: SF-36 OoTHOCUTCSI K HecleUU@UUeCKMM OIIPOCHUKAM [Jis OLeHKM KauecTBa
sku3Hu. [lepeBom Ha PYCCKUiA SI3bIK M anpobaiys MeTOAUKY Oblia ImpoBeneHa « HCTUTYTOM
KJIMHUKO-(PapMaKoJIOTUUeCKUX VCCIeI0BaHMUI».

Copepkanmue (mabsoH): 36 IIYHKTOB OIPOCHMKA CrPYINMPOBaHbl B BOCEMb IIIKaI:
dbusmueckoe QyHKIMOHMPOBAHME, POJIeBasl AesITeTbHOCTb, TeJIeCHast 60/1b, 001lee 3T0POBbE,
>KM3HECIIOCOOHOCTb, COIlMaJbHOEe (YHKIMOHMPOBAHME, 3SMOIIMOHAIbHOE COCTOSIHUME U
rcuxmuyeckoe s3goposbe. IlokaszaTenu Kaxkmoin Kaabl BapbupyroT mexay 0 u 100, rme 100
MpeCTaB/sieT MOJIHOe 300pOBbe, BCe IIKaabl (POPMUPYIOT OBa MOKa3aTessi: OyIIeBHOE U
dbusuueckoe baromnoayune.

Kitou (uHTepripetanyis): PesynbTaTbl MpeACTaB/sIIOTCS B BUAE OIEHOK B Oaiax 1o 8
IIKaiaM, COCTaBJIEHHBIX TaKMM 00pa3oM, UTO 6oJjiee BbICOKAsI OIleHKA yKa3bIBaeT Ha Ooiiee
BBICOKMIT ypoBeHb KOK

OnpocHuk KauectBa XusHu SF-36



[lanHblll onpocHUk paccmampusaem Bauie ommuowienue x Bauwiemy 300po8vi0 HA OAHHbBIL
MomMeHm u 8 meueHue 4 nocaedHux Hedeab. Mbl xomenu Ovl noayuumses 060Jiee NOJHOE
npedcmasneHue 0 mom, Kak Bol uyecmeyeme cebs, HACKOJIbKO XOopouwlo Bel cnpasnsemecsv ¢
8bIN0JIHEHUEM NoB8cedHe8HbIX delicmautl u umo Bbl dymaeme no noeody Bauiezo co6cmeeHH020
300p08bS.

B daxHoM onpocHuke nood c1080M «300posbe» noopasymesaemcs Bauie cocmosiHue 300po6wbs 8
uenom. Takum ob6paszom, OaHHbLil mepMuUH KAcaemcs He MoJibKO acneKkmos, HenocpeocmeeHHo
C8s13aHHbIX ¢ 6one3Hbio ITomne, HO U Bauiezo 06uezo camouyscmausl.

Omeemwme, noxcanyiicma, Ha 8ce 80npocsl, 8bIOUPAS MOJILKO N0 _00HOMY_omeemy Ha KaiOblli
gonpoc. Iloxcanyiicma, svibupaiime omeemslt, HauJIy4wuM o6pa3om coomsemcmayoujue Bawum
cobcmeeHHbIM ouwlyweHusm. Ecnu Bol He yeepeHwl, Kakoli omeem Bam cnedyem ewvibpamev,
noxcanyticma, evibepume Haubosee NoOX00AWull U3 803MOXCHbIX omeemos. Hanpumep: oOns
omeema Ha 80npoc 3 Bbl Mmoxceme 8vlOUpamev Mexdy «0d, CUJbHO Oz2paHuuusaem», «od,
UACMUYHO 02paHuuusaem» u «Hem, coecem He ozpaHuuusaem». O0HaxKo, Bvl 803MOXHO cO8CeEM
(bonvuie) He Moxceme B8bINOJHAMb HeKomopole deticmeusi. B nodobHwbix cnyuasix Bam cnedyem
8b16pamo Yudpy 8 KoJI0HKe «0d, CUJIbHO 02PAHUUEH».

1. Bot Mo2/1u Gbl OUeHUmMb c8oe obulee CoOCMosiHUe 300P0Bbsl KaK:
1 = npesocxodHoe

2 = 0ueHb xopouiee

3= xopouiee

4 = ydosiemgopumesnibHoe

5= nnoxoe

2. ITo cpasHeHuro ¢ Bawum o6wium cocmosiHuem 300po8ss 200 Ha3ad, Kak Bl ouenusaeme
€20 Ha 0aHHbLl MOMeHm?

1 = Ha daHHbIlI MOMEHM 3HAUUMEIBHO JIyUlle, Uem 200 Ha3ao

2 = Ha OaHHbILI MOMEHM 8 HEKOMOPOTi cmeneHu iyuuie (HeMHO20 JIydile), uem 200 Hasao
3 = npakmuuecku makoe e, Kak 200 Ha3ao

4 = Ha 0aHHbIll MOMEHIM HEMHOZ0 XYXHce, Uem 200 Ha3ao

5'= Ha danHwblii MOMeHM 3HAUUMENIBHO XYXH(E, UeM 200 Ha3ad

3. Bonpocel Huxyce Kacarmcsa 6vinoJjiHeHus Bamu npuewsiuHbix noecedHesHbix Oeilicmeuli.
Ozpanuuueaem nu Bac Ha daHHblli MomeHm Bauie 300po6be 6 8blnOIHEHUU YKA3AHHBIX
deticmeuti? Ecnu da, mo HaAcKoJIbKO CUIbHO ?




Ma, cuiabHO

orpaHmnynBaet

[a, 4actnyHo

orpaHun4nBaeTt

HeT, coBceM He

orpaHun4ymnBaeT

HevictBus, Tpebyolme BbICOKMX 3arpar
SHepruu, Takme Kak 6er, MoAbEM TAXeslbIX
rpeaMeToB, 3aHATUS CIOPTUBHBLIMU HArpy3Kamm

JevictBus, Tpebywlyme yMepeHHbIX 3arpart
SHepruu, Takume Kak [epeaBuxeHne CToAa,
TOJ/IKaHne nblaecoca, nrpa B 60y IMHI Nn rosbgp

lMogbvem uan reEPEHOC NakeToB C rnpoayKramu

lMoaveM BBEpX Ha HECKOJIbKO 3Taxkei

lMoavem BBEPX Ha OAMH 3Tax

HarmnbaHusi, onyckaHne Ha KOJIEHM Wi HaK/TOHbI
BHU3

llporyska nelwKoM Ha pacctosHue 6osble 1,5
KM

lporynka newkom Ha paccrosHue 500 - 800
MeTpoB

lporysika rnewKomM Ha paccTosiHMe cTo METPOB

4.B meuenue nocnedHux 4 Hedenb CMaiKueéaaucs jau Bol ¢ kakumu-aubo u3

cedyowiux npoonem 6 padome uau noeceoHesHoli dessmenvHOCMU 8 c8a3u ¢ Bawiuwm

¢usuueckum 30o0posvem?

. Aa Het
a. Bbl npoBesin MeHbLIe BpeMeHM 3a paboTou nav Apyrumu geiamMmu
a Het
b. Bbi caenann MeHbLue, 4yeMm Xo0Tesn 6bi A
. Aa Het
C. Bbl He CMOr/In BbIMO/IHATE paboTy uan Apyrne AeiCcTBus onpeaesieHHOro poga
. . Ha Her
d. Bbl CTO/IKHy/MCb C TPYAHOCTSIMM [1py BbIMOJIHEHMN pPaboTbl WU APYrnxX AENCTBUI
(Hanpumep, BaM rpuLLIoCb 3aTpaynBaTth AOMNOJTHUTEIbHbIE YCUIINS)

5. B meueHue nocnedHux 4 Hedens cmankueéanuce au Bel ¢ kakumu-nu6o u3 caedyrouiux
npobsem 6 pabome WiUu NOBCEOHEBHOU OdesimenvHoCcMu 6 c8A3u ¢ Bawum

AMOUUOHANBHBIM COCINOAHUEM (Hanpumep, 8 céA3u ¢ denpeccuell uiu mpeeozoli)?

Aa

Het



a. Bbl npoBe/in MeHbLIE BpeMEeHM 3a pa6oroﬁ nian apyrumu geaamMmu

a Het
b. Bbl cgenann MeHbLie, 4yem xotenun 6bi A

. a Het
C. Bl He cMornm BbIMOHNUTL paboTy uau apyrvne AeviCTBUS TaK Xe TWaresibHO, KakK A

06bIYHO

6. B meuenue nocnedHux 4 Hedens 6 Kakoii cmeneHu Bauwie ¢u3suueckoe 30o0poeve unu
AMOUUOHAIBHOE COCMOsAHUE 3ampy0Hs10 nposedeHue Bamu docyza c cemveli, dpy3vamu,
cocedamu unu opyaumu pynnamu?

1= coscem Hem

2 = He3HauumeJbHO

3 = ymepeHHO

4 = 3HAUUMeNIbHO

5= 6 suicuieli cmeneHu

7. HackosbKo UHIMEHCUBHYI0 (husuueckylo 60sb Bol ucnsimsiéanu 3a nociedHue 4 nedeau?
(Mokanusauus 601u He umeem 3HaAYEHUS1)

1 = 8000We He uchvimolean
2 = OUEeHb JIe2KYI0

3 = nezkyio

4 = ymepeHHy

5= cunvHyw

6 = OUeHb CUIbHYIO

8. B meueHue nocnedHux 4 Hedesb 8 KAKoli cmeneHu 006 3ampyoHsia 6binonHeHue Bamu

npuesluHoli padbomol (6 MoMm uucae pabomst 6He nomeuleHuUs1 U 0oMaulHux den)?
(nokanuzauus 6oau He uMeem 3HAUEHUS)
1 = coscem Hem
2 = He3HAuUMmMeJsbHO
3 = ymepeHHO

4 = 3HauumesibHO



5= 6 suicuieli cmeneHu

9. Bonpocsl Huice kacaiomcs Bawezo camouyecmeus u oouiezo cocmosiHus 3a nociedHue 4
Hedeau. Ilo kaxcdomy eonpocy Oaiime O00uH omeem, HAWIyYUIUM 00pa3om
ompaxcaroujuii Bauie camouyscmeue. Kakyro uacms epemenu 3a nociedHue 4 Hedenu:

Bceraa Moytn Yacrto WHoraa Peako Hukoraa
Bcerga

a. Bbl yyBCTBOBa/M €65 MOTHBIM XU3HU?

b. Bbl HepBHMYaIN?

C. Bbl Haxoansancb B TaKOM YHbIHUMU, YTO HUUYTO HE

MOrJ/1o roAHATL Bam HaCTpOEHMe?

d. Bbl 4yBCTBOBAaIM MUP M MOKOM?

€. Bbi 6b1n MOJIHbI SHEPTrnN?

f. Bl 4yyBcTBOBasim cebsi ynaBlMM AYXOM U

rnoAaB/1EHHbIM?

g. Bbl yyBcTBOBaM cebs M3MOTaHHbIM?

h. Bbl yyBcTBOBa/in cebsi cHacT/inBbIM 4YE€/10BEKOM ?

. Bbl yyBcTBOBasin cebsi ycraBumm?

0. B meueHue nocnedHux 4 Hedesb KaKyio uacme épemeHu Bauue pusuueckoe 300posve uiu
AMOUUOHANIbHOE _COCMOsAHUE 3ampyoHsl0 npoeedeHue Bamu Jdocyea (Hanpumep,
noceuieHue dpy3eii, poOCIMeeHHUK08 u m.Jd.)?

1 = gcez0a
2 =uacmo
3= uHozda
4 = pedko
5= Hukoz2da

1. Hackonvko BEPHBIM unu HEBEPHBIM sensemcs oas Bac kaxcdoe u3 ymeepiycoeHuil
Huce?

A6CO/1I0THO BEPHO Ckopee He 3Haro Ckopee A6CO/IIOTHO HEBEPHO
BEPHO HEBEPHO




a. Kaxercs, 410 s 6onee
CK/IOHEH K 3abosieBaHusIM,

yem apyrve anoan

b. 4 T1ak xe 3g0poB, Kak
Apyrve  3HakoMmble — MHe

soamn

Cc. A oxugar  yxyalweHus

CBOEro 3/10p0BbS

d. Moe 3/10pOBbE B

rnpeBoCxXo04HOM COCTOSHUN

JaHHbIli ONPOCHUK pa3speuieH 015 ucnonv3osarus zpynnoti IQOLA (MexcdyHapooHwlii npoekm
OUEHKU Kauecmeda HCU3Hu).

IIpunoxxenue I'10. 3a00p GMoMaTepuasia aJjisi IMAarHOCTUKU B MSAATHAX
KPOBU

KpoBb cobupaeTcsa Ha CTaHAapTHY KapTouKy-dunbTp

( N2 903), koTopasi nmMpuMeHsieTCs AN CKPUHUHra -
HOBOPOXZAEHHbIX B  Poccuitickoit  ®depepauum  unm
QHaNOrM4YHylo ANt NOJIyYEeHUs Cyxoro nsiTHa KpoBu. KpoBb
MOXeT 6bITb, Kak KanunnapHas (M3 nanbua, NATKU), Tak 1

BEHO3Has. BeHo3Hass kpoBb cobupaeTcs B npobupky,

AKKypaTHO nepeMeLlImnBaeTca U 3aTeM 6bICTpO C NoMouibto L N i T T R e S
MUNETKN HAHOCUTCHA Ha CpVU'Ipr no 25-50 Mkn KpOBU Ha  KanaM 2oasHK NeAHSITRG NPAnHTaTe Kpysch £ obpatHol cTopasK
KaXxAayl BblaeneHHyt obnactb. HeobxoaMMo xopowo v He KEcaRTech CBNICTH, NDONHTEHHOR KPOBRID

nponuTatb BblAeNeHHY obnacte Ha dunbTpe (puc. 1).
MpeanoytuTenbHO cobupaTb 06pasubl nocne eabl yepes

40 MMHYT - 1 yac. BO3MOXHO Tak)Xe OcylecTBuUTb 3abop

KpOBM M HaToLlaK.

Ha kapTouke-dunbTpe 06513aTeNbHO A0MKHbI 6bITb YETKO

ykasaHbl ®NO, keM n oTKyaa HanpasjeH NauueHT, AaTta
poXAaeHus u TenedoH nevawiero spava (pMCyHoOK 2).
ObpaseL cyxoro nsiTHa KpOBW BKaAblBaeTCs B YWUCTbI
KOHBepT, NMbo B uucTbin dann. KapTouka-punbTp He
[O/HKHA compuKacaTbCsl C FPSA3HOM MOBEPXHOCTbIO U C
obpasuamn Apyrmux naumeHToB. Heo6xoanMMO NpUIOXUTb K
obpasuaM WMHMOOPMUPOBaAHHbIE COrfacusi nauuMeHTa Wau
ero  3aKOHHbIX  MpeAcTaBUTeNel Ha  NpoBeAeHue
nabopaTopHbIX MccnenoBaHui




PucyHok 1. O6paseu NpaBWU/IbHOMO HAaHECEHUS KPOBM Ha KapTOuKy-
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PucyHok 2. O6pa3sel KapToukn-dunbTpa

AJropuTM AeiicTBUIA METUIIMHCKOTO ITePCOHAJIA IPU B3SITUM 00Pa3I0B KPOBU

® BBIMBITb PyKM (TUTMEHUUYECKNI YPOBEHD), HAAEeTh [IepYaTKu;

e BBIMBITh PYKM IalMeHTa (IISITKY pebeHKa, B cJiyyae, ecjivi KpoBb 0epeTcs U3 IISITKN);

® IIpOTepeTh 00/aCTh MPOKAJIbIBAHMS CTEPUIbHONM candeTKoi, cMoueHHO 70% CIIUMpPTOM,
IIPOMOKHYTb CYXOil CTepUJIbHOM casieTKOoli; - MPOKOJIOTh CTEPUIbHBIM OJHOPAa30BbIM
ckapuduUKaTOpoM;

® CHSTb [IEPBYIO KAILJII0 KPOBU CTEPUJIBHBIM CYXUM TaMIIOHOM

® MSTKO HaJ@aBUTb AJIs TIOJIyYeHU S BTOPOJ KarlJi KPOBY;

* TIPWIOKUTD IEPIEHAMKYASIPHO TeCcT-0/laHK K Karjle KPOBM M IMPOIUTAaTh €ro KPOBbIO
HAaCKBO3b;

® aHAJOTMYHBIM 00pa30M HaHeCTU Ha TecT-OjaHK 6-8 Kariejb, BUJ IISITEH KPOBU IOJIKEH
OBITh OOMHAKOBBIM C 00X CTOPOH.

® BBICYIIMTh TECT-OJIAHK B TOPM3OHTAJbHOM TIIOJIOKEHMM Ha UUCTOM 00e3XKMpeHHO
TIOBEPXHOCTU He MeHee 4 4 6e3 IpuMeHeHMs TeIIoBOii 00pabOTKY 1 MOIMagaHus IPSIMbIX
COJIHEYHBIX JIyYei;

* YIIAKOBaTh TeCT-OjlaHKM B UYMCTBIII KOHBEPT TaKMM O0OpasoM, UTOObI IMSITHA KPOBU He
COIIPUKACATNUCh.

Ocob6enHOCTY TpU MHGPY3MOHHON Tepanumn

HekoTopble IalMeHTbl MOTYT IIOAy4YaTh MHMY3MOHHYIO Tepanuio, IepeauBaHue
KOMITIOHEHTOB KPOBM, UTO MOXET OKa3aThb BIAMSIHME Ha pe3yabTaThl TeCTOB. Hanpumep, npu
repeaMBaHMUM IIJIa3Mbl KPOBM MOTYT OBITH ITOJTYUYEHBI JIOKHO-OTpUIATeIbHbIE Pe3y/IbTaThl,
TaK Kak oIpezessieMble (pepMeHTbI HaXOsITCS B IJIa3Me U B KJIeTKax KpoBU. PekoMeHayeTcst
OCYILeCTBUTDH 3a60p KpoBu 1jis1 pepmeHTHO 1 [THK-mmarHoctTuky He 9 paHee ueM uyepes 6-7



IOHel Iocjae TIepeaMBaHus IUIa3Mbl KpoBM U uepe3 7-10 nmHeil Iocie TIepenuBaHUS
KOMIIOHEHTOB KPOBU

He morryckaeTcst 3a60p KpoBU

e cpa3sy Iocjie MpoBeIeHMs MalueHTy MHQPY3MOHHO Tepalnuin;
* Cpa3sy rnocjie 3aMeHHOTr0 MepeBaHusI KPOBA.

XpaHeHMe ¥ TPAaHCIIOPTHUPOBKA OMoMaTepuaia

OOpas1pl BRICYIIEHHBIX IISITE€H KPOBM MOXKHO XPaHUTb B OOBIYHON KaMepe XOJIOAMIbHUKA
rnpu +40C go ormpaBku. CPpOK XpaHeHUs IO MOMEHTa OTIIPaBKM He OOJIKeH MpeBbIlaTh 7
nHeii. Eciu XpaHUTh Io/blile U Ipy O00jiee BbICOKO TeMIepaType, TO aKTUBHOCTb (pepmeHTa
Ila’ke B HOpMe MOXKET CHMXKATbBCS, UTO IIPUBENET K JIOKHO-TTOJIOKMUTE/IbHBIM pe3yJ/ibTaTaM.



