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Cnmcok cokpameHui
AJIT — ananmHamMuHOTpaHCcdepasza
ACT — acnapraramuHoTpaHcdepasa
BIIITH — Gone3up [Tomme ¢ mo3JHIM HaYaJIOM
BIT — Gone3np [Tomme
JIBH — nu3ocomubie 601€3HU HAKOTLICHUS
KAI' — kucnas anbda-riaoko3uaasa
KT — xomnbroTepHas Tomorpadus
K®K — kpeatundpocdoknnasza
MBII — mnanenueckas ¢popma 6onesnu [lomme
MPT — marauTHO-pe30HaHCHas: ToMorpadus
V31 — ynbTpa3ByKoOBOE HCCIIEIOBAHUE
O3T — pepmeHTHAs 3aMECTUTEIIbHAS TEpPaAITUS
OKI' — snekrpokapauorpadust
OHMI" — snexTponeiipomuorpadus
3x0-KI' — sxoxapauorpadus
AMD (acid maltase deficiency) — neduuuT Kucioit MaibTa3bl

GSD-II (glycogen storage disease Il Tuma) — 60s1e3Hb HakOIUIEHHS TIHKoreHa Il Tuma



TepMuHbI U onpeaeIeHUs

depMeHTHAs 3aMeCTUTEIbHASL Tepanmusi — JICYCHHE, 3aKJIIOYAIONIeecs] BO BBEJICHUN
npernapata (peKOMOMHAHTHOTO (epMeHTa) MalKUeHTaM C HACJICICTBEHHBIM HapyIICHUEM
MeTaboau3Ma.

JInzocomHble 00J1€3HUM HAKOIUIEHUSI — TPYIIa HACIEACTBCHHBIX MOHOTECHHBIX

3a00JIeBaHUH, CBSI3aHHBIX C HApYyIIEHUEM (YHKITH JTU30COM.



1. KpaTkas nagopManus no 3a00J1eBAHNI0 UM COCTOSTHMIO (rpynime

3a00J1eBaHUIl UM COCTOSIHUIA)

1.1 Onpenejaenue 3a00JeBaHUSA HJIN COCTOAHNSA (rpynnbl 3200JeBAHUI WM

COCTOSIHMA)

I'muxorenos Il tuna, nim 6ose3ns [lomme (BIT), ayrocoMHO-penieccuBHOE 3a00I€BaHUE,

OTHOCHTCS K PEJIKMM HACIIeJICTBEHHBIM OoJie3HsaM HakorieHus: (OMIM #232300), cBsi3aHHBIM C
nepuuToM QepMeHTa KHCIo ManbTasbl (Kuciaod ambga-rmoko3unasel, KAI') B am3ocomax.
[IpermyIiecTBEHHOE HAKOIJIEHHE TJIMKOI€HAa OTMEYEHO B CKEJIETHBIX MBIIIIAX, HO B pa3HOMN
CTETIEHU MOKET OOHAPYKUBATHCS U B IPYTUX OpraHax U TKaHAX, BKJIIOYAs CEPACYHYIO MBIIIILY,
MeYeHb, HEPBHYIO CHCTEMY, IJIAJIKyI0O MYCKylnaTypy U T.. B nureparype HCHONIB3YIOTCS
crenyromue oduienpunsaTeie citHoHUMbI BIT: Gosne3np Hakoruienus riukorena Il Tumna (glycogen
storage disease Il Tuma (GSD-I11)); nedunut kucnoit manbrassl (acid maltase deficiency (AMD));

riaukorenos II tuma [1].

1.2 ITHOJOrUS M IaToreHes 3a00JeBaHus WJIH COCTOSTHMSA (rpynnbl 3a001eBaHAi

HMJIM COCTOSIHUIA)

BI1 oOycnoBieHa HeAOCTaTOYHOCTBIO (pepMeHTa KHcioi anbda-riaroko3uaassl (KAT),
KOTOPBI OTHOCHTCS K TIpyIie JU30COMHBIX Tuiponas. I'en GAA, xonupyromuit KAT,
JIOKAJIM30BaH Ha JUIMHHOM Iuiede 17 xpomocomsl (17q25.2-q25.3), coctout u3 20 3K30HOB U
umeet pasmep okoso 20 000 map nykineotunoB. Maentudunuporano 6osiee 700 maToreHHBIX
BapHaHTOB I'€HA M UX YUCIIO MOCTOSHHO pacTeT [2]. XOTS HEeKOTOpbIe HyKJICOTHUIHBIE BAPHAHTHI
reHa GAA BcTpeuaroTCsi NMPEUMYIIECTBEHHO B OINpPENEIeHHOW ATHUYECKOH rpymme, JUIs
OOJIBIIMHCTBA TMOMYJSALUN OTCYTCTBYIOT TaK Ha3blBa€Mble «Ma)KOPHBIEY», COCTaBJISAIOLINE
CKOJIbKO-HUOYZb 3HAUUMYIO JOJI0 BCEX MAaTOT€HHBIX BapUaHTOB TMOMYJISALUA U TOTOMY
1enecooOpa3Hble Ui MPULEIIBHOTO BBISBIICHUS.

[Tarorennsie BapuanThl reHa GAA mpuBOIAT K pa3HOll creneHu nedunura pepMeHTa.
Muanenyeckast ¢opma BII (MBII) pa3BuBaercs mpu 3HAUUTEIBHOM CHMXKEHMM WM TIOJHOM
orcyrctBun aktuBHOCTH KAI', BII ¢ mo3auum Hawanom (BIIITH) — npu MeHee BbIpakeHHOM
nedunure aktuBHOCTH KAT, 00yCcioBIeHHOM «MSITKUMI» BapranTamu rena GAA [1,3,4].

OTnoxxeHre WM YTWIM3ALUS TJIMKOTE€Ha 3aBUCAT OT MOTPEOHOCTH OpraHu3Ma B
TJII0KO3€e. broxumuueckue npeBpanieHus IIMKOreHa B MEYEeHU CHOCOOCTBYIOT MOICPKAHUIO
HOPMAaJIbHOTO YPOBHSI TJIFOKO3bl B KPOBU. B CKENETHBIX MBIIIIAX MPH META00IM3ME TIIMKOTeHA
oOpasyercs TIoK030-6-hocdar yuacTByromuii B Iporecce OKUCICHUS W TPOYKIIUUA YHEPTHH,
HEOOXOAMMOW JUIi HOPMajJbHOM paboThl MBI (€€ COKpalleHUs M paccialleHus).

OtcyrcrBue uinn 3HauyuMbIN qepumt KA npuBoIuT K MaCCUBHOMY HAKOIUJICHHIO TTIMKOTEHA B



nu3ocoMe U Hapymenuto Gynkiuu kietok. [Ipu BII, He3aBucumo oT popmMBbl, TITUKOTEH MOXKET
HAKaIlJIMBaThCSl IIPAKTUYECKU B JIIOOBIX TKaHSX, HO NPU 3TOM HMMEETCS NPEUMYIIECTBEHHOE
CKOIIJICHHE TJIMKOTEHA B PAa3HBIX OpraHax M TKAHAX, KOTOPOE YK€ 3aBUCHUT OT (OPMBI OOJIE3HH.
Tak, npu MBIl rKMKOreH HakamiIuMBaeTCs B CKEJIETHOW MYCKYJIaType, CEp/I€UYHOW MBIIIIIE,
IIEYCHH, MBIIIIAX fA3bIKA. Pexe aHOMalbHBIE OTIOXKEHHS TIJIMKOT€HAa MOTIYT BCTpEUYaThCs B
MBILIEYHOM CJIO€ COCYJUCTOH CTEHKH, OIpENelisis pa3sBUTHE aHEBPU3M U Manb(opmaruii, a
TaKKe — B KJIETKaxX EHTpalIbHOH 1 nepudepudeckoit HepBHoU cuctemsl [1,3,12]. [Ipu BIIIH,
B oriimune or MBII, Gonbie Bcero cTpajaer CKeleTHas MYCKyJlaTypa, B TO BpeMs Kak
IIOPaXECHUE OCTAJIBHBIX OPraHOB M TKAHEH BCTPEYACTCS 3HAUUTENIBHO PEXE U IO THKECTU
nopaxxenus He conoctaBumo ¢ MBI [5,6]. BI1 xapakTepu3yercsi HEyKJIOHHO MPOTPECCHPYIOLTIM
TEUEHUEM C Pa3HbIMM BapuaHTaMu InporpeccupoBanusd. [(marnocruka blI, He3aBucumo ot
(GopMBI, OCHOBaHAa Ha OLCHKE KIMHUYECKUX CHUMITOMOB, JaHHBIX HHCTPYMEHTAJbHBIX U

J1a00paTOPHBIX 00CIEIOBAHUH.

1.3 DnuaeMHuoJ0russ 3a00J1eBAHNSA MJIH COCTOSSHMA (Tpynnbl 3a00J1eBAHUNA WM

COCTOSIHMiA)

Tounas ydactotra bII Hem3BectHa. Ilo maHHBIM Pa3HbBIX aBTOPOB YaCTOTa 6OJ'I63HI/I, B

3aBUCHMOCTH OT CTPaHbI M STHUYECKOW TIPHHAIICKHOCTH, BApbUPYIOT B nuana3one ot 1:40 000
o 1:300 000 [7-11]. Hampumep, B toxxHOM Kwurtae m Ha TaliBaHe 9acToTa KIIaCCHUECKOM
mianendeckoir (nHpanTHIBHON) dopMmbl BIT cocrasiser 1:40 000-50 000, sBnsisich caMbIM
Y4acThIM TJIMKOreHo3oM. [Ipu paccMmoTpeHuun paaHHbIX 1o TaiiBaHIO OTJENBHO, YacToTa
3aboneBaemoctH coctaBuia 1:33 134 [10,11]. [To pe3ynpTaTaM CKpHHUHTA HOBOPOKICHHBIX MO
cyxoMmy maTHY KpoBu B ABctpuu vactota bII cocraBmna 1:8 684 [9]. B INoutanauu dacrora

rikorenosa Il tuna y minagenues coctasisier 1:138 000, a popmsel BII ¢ mo3nHuM Havamom —

1:57 000 [8].

1.4 Oco0eHHOCTH KOIUPOBAHUSA 3200JI€BAHMS WJIM COCTOAHUSA (TPYIIbBI

3200JeBaHUIl WJIM COCTOSAHMIT) M0 MeKIVHAPOAHOW CTATHCTHYECKON KJaccupuranum

00Jie3Hel M NPoodJeM, CBA3AHHBIX CO 3/I0POBbEM

Cornacio MKB-10, 3aboneBanue oTHOCUTCA K kiaccy IV, Goie3HsIM 3HIOKPUHHOU
CHCTEMBI, pPAcCTPOMCTBY NHMTaHUS W HapylleHHo oOmeHa BemecTB, E74.0 — OGone3Hu

HaKOIUICHU TTHKoTeHa (6one3Hs [lomme).

1.5 Kinaccudbukanusi 3a00JeBaHUs HJIM COCTOSAHUS (rpynnbl 3a00JeBaHHH WM

COCTOSIHMA)




BIl otHOCHUTCS K TJIMKOT€HO3aM — TPYIIE PEIKUX HACICICTBEHHBIX OoJIe3HEeH
HapymeHuss MeTabosiu3Ma TIIMKOTEHA, CBA3aHHBIX C M3MEHEHHEM HECKOJIBbKHX (HDepMEHTOB,
BOBJICYEHHBIX B CHHTE3 M pacmaj IiaukoreHa. KimHuveckue mosBICHUS OOJIE3HU CBSI3aHBI C
NaTOJIOIMYECKUM HAaKOIJICHUEM TJIMKOIeHa U MPOIYKTOB ero Meradonu3mMa B kinerkax. Ceroaus
BBIJICJIAIOT BOCEMb OCHOBHBIX THIIOB IIMKOreH030B. BII otHOcuTCs K rmkorenosy Il tuna —
IJINKOT€HO3Y, CBA3aHHOMY C HEIOCTATOYHOCTBIO JIN30COMHOM 0- 1,4 TIII0K031Aa3bl, TPUBOISALIEH
K M30BITOYHOMY HAKOIUICHHIO TJIMKOT€HAa HOPMAJIbHOW XMMHUYECKOH CTPYKTYpHI B CEpIle,
CKEJIETHBIX MBIIIIAX, [IEYEHU, MO3Te.

Bcex maunumentoB ¢ BII, He3aBMCcHMO OT BpeMEHM Hayajga, OTJIMYAeT HEYKJIOHHO
IIpOrpeccupyromii xapakrep TeueHus Oosie3Hu. IIpomomkaroieecs: OTI0KEHUE TJIMKOIeHa B
TKaHSAX-MUIICHSAX HapymaeT ux (yHKIHIO W, B KOHEYHOM UTOT€, MPHUBOJUT K HEOOPATHMBIM
CTPYKTYpPHBIM M3MEHEHUsIM TKaHel u rtubemu OomnbHoro bBII. BII xapakrepusyercs
MOJIMOPTaHHOM MaTOJIOTHEH, HO B 3aBUCHMOCTH OT BPEMEHHU MaHH(ECTa 4yacTOTa BOBJICUEHHUS
TeX WM MHBIX OPraHOB M CHUCTeM Takxke Oyner pasHoil. [lombiTkm knaccudpukamuu BII mo
JTAaHHBIM JIUTEPATYpPhI B 3aBUCUMOCTH OT BO3pacTa Havajia, C BbIIEJICHUEM MIIaJIeHYeCKON (pOpMBbI
C J1e00TOM Ha MIEPBOM IOJly HU3HH (C MOJpa3IesIeHUeM Ha PaHHIOIO, MO3JHIOK0 MJIJIEHYECKYIO
¢dopmy, hopMy c/0e3 KapJUOMHUONATHH U T.II.), I€TCKYIO, IOBEHWIbHYIO U B3POCIYI0 (HOpMBI
00J1€3HU HE HAlUIM €AMHOAYIIHON NOJEPKKH CIEIIHATUCTOB.

C yuerom enuHoro narorenesa blIl, Bbienstor 1Be GopMbl B 3aBUCUMOCTH OT BPEMEHU
manugecra cummnromos [1,3,12]:

— Munanenueckas (uHgantwibHasg) bBII (MBII) — wmanudectupyer B mepuof

HOBOPOKJIEHHOCTHU WJIXA MJIaJIECHYECKOM BO3pAcCTe;

— BII ¢ no3aaum nHavanowm (BITITH).

1.6 Kiimauyeckass KapTHHA 3200J1eBAHUA WJIHA COCTOSHUSA (rpynnbl 3a00J1eBaHui

WJIH COCTOSHUMN

Kaxnas u3 BblaeneHHbIX (OpM HMeeT CBOM OCOOEHHOCTH KIMHUKH, aJTOpPUTMOB
JMArHOCTHKHU U TAaKTUKH BEJIEHUS MAl[UEHTOB.

MBII xapaktepu3syeTcst TSKEIbIM POrPEeCCUPYIONIUM TEUEHUEM U ObICTPBIM pa3BUTHEM
MOJIMOPTaHHOM MATOJIOIUU — MBIILIEYHOM TMIIOTOHUY U C1a00CTH, CEPICYHOM HET0CTaTOYHOCTH
B pe3yjbTaTe TUIEPTPOPUUECKON KapIMOMHOIATHH, AbIXaTeIbHOW HEIOCTATOYHOCTH Ha (OHE
cmaboctu nuadparMbl U MEXKPEOEPHBIX MBI, HApPYHMIEHWH TUTaHUS (TPYIHOCTH TMpHU
BCKapMJIMBaHUM) M3-3a C1a00OCTHU JMIEBOW MYCKYJIaTypbl M YBEIMUYEHUS S3bIKA, YBEIMUEHUS
neyeHd. Cmepts npu MBII yame Bcero HacTymaer Ha NEPBOM TOAY JKU3HU OT CEpAECYHO-

IBIXaTeJIbHOW HETOCTATOYHOCTH.



BIIITH otnmuuaercs ot MBI 6osiee MATKUMU KITMHUYECKUMU MPOSBIICHUSMH U TEYCHHUEM,
OTCYTCTBHEM IIOJIMOPTAaHHOM MaToNIOTuH (TMOpakeHue cep/ua HabIroaaeTcss KpailHe peiKo) u
OoJiee MO3HIUMHU OCJIOKHEHUSIMH CO CTOPOHBI JbIXaTeIbHOW CHCTEMBI B pe3yibTare caabocTu
MpIIIL AuadparMel U MexpeOepHOH Myckynarypbsl. OOBIYHO MAIMEHThl HOrHMOAIT OT
JbIXATEIbHOM HEeIOCTaTOYHOCTH M MHQEKIHOHHBIX JIETOYHBIX OCJIOXKHEHUH. Bpems rubenu
nauueHtoB npu BIIIIH 3aBucHT OT MOMEHTa Hadana ¥ IOCIENYIOLIErO XapakTepa TEeYeHUs
00JIE3HN U MOXET HACTYIHUTh B JETCTBE, IOHOIIECKOM, B3POCIOM HIIM MPEKIOHHOM BO3pAaCTe.
bosee noapoOHO KIMHUYECKAst KAPTUHA BBIJCIEHHBIX (POPM paccCMOTpeHa HUXKE.
Kinununuyeckue nposiBjieHust MjageHueckoi popmol 0os1e3nu [lomme

Bo Bcex cnyuasx mpu momo3peHuun Ha MBIl 00s3aTenbHBIM SIBISETCS YTOYHEHHE
CEMEMHOIo aHaMHe3a (BBISBICHUE PAHHUX CMEPTEH B ceMbe, TMOeH JAeTel B PAaHHEM JIETCKOM
BO3PACTE, HEOOBIUHBIX MBILIEYHBIX MPOSIBICHUH, MUOMIATUH ), C YU€TOM Pa3BUTH IOJTHOPTaHHOM
NATOJIOI'MHU TIOKA3aHO paclIMpEeHHOE JIAOOPAaTOPHOE M UHCTPYMEHTAIbHOE 00CIIeIOBaHUE.

[Tepsbie mpusHaku u cumnToMbl MBI nosiBisitoTest yxe Ha 2-3 mecsnax xu3Hu. [Ipu
OCMOTpE Ha ITpreMe 0OpaIaroT Ha ce0s BHUMAaHUE MBIIIEYHAS TUTIOTOHUS M IPOTPECCUPYIOIIAst
MbllIeyHast ¢1abocTh. JInno pedbeHka npruodpeTaeT XapakTepHbIi BU: POT NPHOTKPHIT, HOJIOCTb
pTa 3amoJHEeHa YBEIMYEHHBIM s3bIKOM (y 1/3 mulageHueB), MUMHKa ocialneHa. MaTh 4yacTo
JKaJlyeTcsl Ha TO, YTO peOeHOK cTaj IJI0X0 OpaTh rpydb U OTCTAeT B Bece, ObICTPO yCTaeT Mpu
COCAaHMH, IUIOXO IIOTaeT. J(ambHEWIINK OCMOTP BBISBIIAET MOBBINIEHHYIO IJIOTHOCTH MBIIIII,
OOHapy>KUBAIOTCS MMPU3HAKK JIBIXaTEIbHON U CepJIeUHON HEIO0CTaTOYHOCTH: OJIEHOCTh KOXKH,
LIEHTPaJIbHBIA U AaKpOLMAHO3, TUIIEPIrUApPO3, CTOHYIIEE AbIXaHUE, y4acTHUE BCIIOMOIaTEIbHON
MYCKYJIaTyphl B aKT€ JIbIXaHus, Aepopmalnus rpyJHOM KIETKU [0 THUILY «CEpAEYHOro ropbay,
paciiipeHle TpaHUI] OTHOCUTENIbHON CepAe4yHON TYNOCTH, ocjabiieHue mnepudepruyeckon
nyJabCallid, TemaToMeranus, mnepudepuueckue OTeKH. AYCKYyJIbTaTMBHO B  JIETKUX
MIPOCITYIIUBAETCS JKECTKOE JIbIXaHHUE, YaCTO — IMPOBOHBIE XPHUIIbI, OcTIa0IeHNE IbIXaHHs CIIEBa,
TaxMUITHO?; TOHBI CEp/lIa TIIyX1e, CUCTOIMYECKUN IITyM HaJl Bcel 00JIacThio cep/iia, HapyluleHHe
puTMa cepaua (Taxuxkapaus, Opagukapaus, xKemyaoukosas aputmusi). s kinaccuyeckoid MBI
XapaKTEepPHO Pa3BUTHUE aTEJIEKTA30B JIETKUX y MIIAJCHIIEB, B OCHOBHOM B HUXXHEH JI0JI€ JIEBOTO
nerkoro. Iledens yBenuueHa. PEHTIeHOIOrMYEeCKOE UCCIIEOBAHUE TPYAHON KIIETKU BBISBIIAET
kapauoMeranuto. Ilpu Gonee mo3nnem aedrore MBIl oTmeuaroTcst yacTble pecHUpaTOpHBIE
MH(EKINH.

Hesponornyeckuii ocMOTp OOHapyKMBAaeT BBIPAKECHHYIO 3aJ€PKKY (PH3HUECKOTO
pa3BUTHs B BHUJEC HapylIeHUs (OPMHPOBAHUS MOTOPHBIX HABBIKOB: CHM)KEHA CIIOHTAHHAs W
IIPOU3BOJIbHAS JIBUTATENIbHAS AKTUBHOCTb, PEOCHOK HE JEP>KUT T'OJIOBY, HE IIEpPEBOPAUNBACTCS

CaMOCTOATECIIbHO, HE CUOUT. Cnabocthb IMPOKCUMAJIBHBIX MBIIII B ITOJOXKCHHU JICXKA MPUIAACT



peOeHKY XapakTepHyl '"Mo3y JSATYMIKH', TPH TOMBITKE TOMHATh €r0 3a PYKH TOJIOBa
oTkuabIBaeTcs Hazan. [Ipu ynepkanum pebeHka Ha pyke — TUIIUYHBIA B "BsUIOr0 pebeHka'.
Bo3moxna wu30uparenbHas TUnepTpodus W MajgbaTOpHAs IUIOTHOCTh MBIII HUKHUX
koHeuHocTell. CyxoxuibHble pediekchl B Je0Te MOryT ObITh COXpPaHEHbI, HO IO Mepe
nporpeccupoBanus 3abosneBanHust yracaror. B Ilpunoxxenun ['l mpencraBieHbl OCHOBHBIE
cumnrombl  MIIb [1,3,12,14]. JlocTaTo4HO 4YacTO K ONKMCAHHBIM BBIIIE H3MCHCHHUSIM
NPUCOCTUHSIOTCS ~ Hecnenu(uyeckue HapylleHuss B BUJE  OOIIEr0  HEJOMOTaHUS,
pa3ApaKUTEIIbHOCTH peOeHKa, IOBBIIIEHHON MOTIMBOCTH, PBOTHI W 3amopoB. Penkum, HO
HaCTOpa)XKMBAIOIIMM IIPU3HAKOM IIOJIMOPraHHOW IAaTOJIOTMM SIBISIETCS CHUKEHHE ciyxa. B
pe3yJibTaTe HapyIleHUs: pPe30pOLMH CIMHHOMO3TOBOW KHUAKOCTH Pa3BUBAETCS ruapouedanus.
Kiaununyeckue nposiBiieHus 6osie3nn [lommne ¢ mo3auum navyanom (BIIITH)

Muanenyeckas popma BII oTnuyaeTcss OTHOCUTEIBHON TOMOI'€HHOCTBIO KIIMHUYECKUX
IIPOSABJIEHUH, 4ero Henb3s cka3aTth o0 bIIIIH, uTo cymecTBeHHO 3aTpyaHAET JUAarHOCTUKY 3TON
¢dopmel rimkorenosa Il tama. [Ipu oquHaKOBOM MaTOreHe3e MilaIeHIecKoi 1 mo3aaei Gpopm BIT
KJIIMHUYECKHUI CIIEKTP U TSHKECTh MOPAXKEHUS Pa3HbIX OPraHOB M CHCTEM 3aBHUCST OT BO3pacTa
nanuenTa. Ilocie oTHOCHTENBbHO OJaronolyyHoro pa3BUTHsS peOeHKa B MIIaJICHUECTBE, MPH
Hanmuuu BIIITH, 3a0oneBanne Moxer MaHU(ecTHpoBaTh B Jr000M Bo3pacte. HesaBucumo ot
Bpemenn Hauana bBIIIIH, y pgerei wmm B3pocibix, 3a0ojeBaHHME HOCUT HEYKIOHHO
MIPOrPECCUPYIOLINI XapakTep, a BBIPAKEHHOCTb MBIIIEYHBIX M MHBIX MPOSBICHUM MOTYT HE
KOppEeIupoBaTh ¢ TEMIIOM ITPOrPECCUPOBAaHUS OO0JIE3HU.

[Tpu manudecre BIIITH B nerckom Bo3pacte, HO MOCiE MEPBOrO rojia )KU3HU (MHOT A B
nutepatype 31y ¢opmy BIIITH Ha3piBaroT 1OBEHWJIBHOW AJIS TOTO, YTOOBI MOTYEPKHYTH, YTO
00s1€e3Hp MaHU(ECTHpOBaJa B JETCTBE, HO IOCJIE IMEPBOr0 rojia *HU3HU), OOHAPYKUBAETCS
MHUOIIATHYECKUH  CHHApPOM, yMepeHHas  opraHoMeranus. HaOmiomaercs — 3aaepikka
(opMHUpOBaHHUs IBUraTeIbHBIX HaBBIKOB. BoBlIeUueHHe B MAaTONOTHYECKUI MPOLECC CepACUHOM
MBIIIIBI BapuaOeabHO, Yalle pa3BUBAETCS JbIXaTelbHash HEAOCTATOYHOCTh B pe3ylibTaTe
ciaboctu AuadgparmMbl 1 MEXPEOEPHBIX MBILIII.

[Ipu ocmorpe mammenta ¢ BIIIIH ¢ nebroToM B 1ETCKOM BO3pacTe OTMEUEHBI
kiuHnYeckue cumntomsl (ITpunoxenue °2), mpeacTaBIeHHOCTh KOTOPBIX MOXKET YMEHBIIATHCS
C BO3pacToM pebeHKa, 3a UCKIIIOUEHUEM MOPAKEHUS] CKEJIETHON M JbIXaTeIbHOW MYCKYJIaTypbl
[1,15,16].

Crnenyer ormeruts, uto npu BIl ¢ gebGiotom B nmerckoM Bo3pacte B 95% ciyuaeB
OTMEYaeTCsl yMEPEHHOE MOBBIIIEHUE YPOBHA ChIBOpOTOUHOM KpeaTnHkuHa3bl (KK) (B 2-10 pa3),
a 3HauntenpbHoe ToBbimeHue (2000 Ex/JI m BhIme) xapakTepHO I MIIAACHYECKOW (HOPMBI

oonesan I[lomme. Ilo maHHBIM JUTEpaTyphl aKTHMBHOCTH chiBOpoTouHOoW KK oOpatHO
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nponopiroHansHa Bo3pacty (p =-0,71, p <0,001), nmurensHocTr 60e3nu (p = -0,45, p <0,001)
1 Hanmauio arpodun Mei (p = -0,53, p <0,001) [15].

PopuTenu yacto HEMPaBUILHO OLIEHWBAIOT COCTOSIHUE PEOCHKA, CUMTAs €ro "CHUBBIM"
u He oOpamjaroTcs K crnenuanucty. B mocnepyromeM y peGeHka pa3BUBAeTCs HapylICHHE
OCaHKHU, MOSBJSIETCS THUIEPIOPA03, CKOJIMO3, IOXOAKAa CTAHOBUTCS BIEpEBAJIKY (yTHHas
M0X0/1Ka). MBIIII] HOT U Ta30BOT0 MOsCA TOPAXKAIOTCs OOJIBIIIE, YeM MBIIIIIBI TJICYEBOTO MMOsICa.
VY nmereil yacTo pa3BHUBAETCS PETMOHAPHAS ICEBAOTMIIEPTPO(HUS MBI CHOUHBI, a TaKXKe
CHUMIITOMBI PUTHIHOTO MO3BOHOYHMKA. [IporpeccupoBanue 00J€3HU NIPUBOAUT K HApYLIEHUAM
JbIXaHUs, Yallle BCero B popMe HOYHBIX THITOBEHTUIISILIMMN, YaCThIX MPOCTYIHBIX 3a00I€BaHUN U
aCTIMPAaMOHHON MHEBMOHHMU. PEOEHOK MOXET NpenbsBIATh KajloObl HAa TOJIOBHYIO 0OIb, B
MIOBE/ICHUH OTMEYaeTCsi ObICTpas YTOMJISIEMOCTb U CHUYKEHHE YCTOMUMBOCTH K IPHUBBIYHBIM
Harpy3kam, B OCHOBHOM K O€ry W JpyruM akTHBHbIM HrpaM. CiabocTh MUMHUYECKHUX MBbIIILI,
YMEPEHHBIH NTO3 (4acTO aCUMMETPHUYHBIN), YBEIMUYEHHE S3bIKA, CHU)KEHUE CYXOXKMIIbHBIX
pedIIeKcoB U OCTEONEHHSI TaKXK€e JOJDKHBI HACTOPOXKUTH B TUTaHe Hannuus y pedenka BITITH. Y
JeTeH, B OTIMYME OT MitajieHueB, ipu bIIITH kaparnoMuonaTus BcTpedaeTcsi 3HAYUTEIbHO PEXE
U MPAaKTUYECKU HUKOTI'/1a 3a00JIeBaHUE HE MPOSBIIAETCS MATOJIOIUEN CO CTOPOHBI CepaLa.

BIIIIH xapakTepu3yercsi TIeTEepPOr€HHOCTbIO KIMHUYECKUX IIPOSBIICHUM, pPa3HbIM
BO3pPAcTOM IMOSIBJICHUS] NEPBBIX OUYEBUIHBIX MPU3HAKOB U CHMIITOMOB, Pa3HOMl CKOPOCTBIO
MIPOrpeccupoBaHrs OOJE3HW M BBIPAXKEHHOCTHbIO ciabocTu Mblll. Jlaxke mpu oJuHAKOBOM
TeHOTHIIE BpeMs Hadana O0JIE3HH MOXKET OTJIMYAThCS Ha JIECATUIIETUS U pa3IyaThCs IO BCEM
MIEPEUNCIIEHHBIM BBILIE NPOSIBICHUSM.

PerpocniexktuBHbIi aHanu3 xanod naunentos ¢ BIIITH noka3zan, yTo nepBbie IposSBICHUS
WIM TpU3HaKuW OOJIE3HH, KOTOpble CYOBEKTUBHO HE pacCMAaTPUBAIMCh NAIMEHTOM Kak
OTKJIOHEHHE OT HOpMBI, B 77% cilydaeB KacaJlUCh TPYOHOCTEH NpPHU 3aHATHSAX CIIOPTOM
(manueHTsl TI0X0 Oeraiay, He MOIJIM MOATSHYTHCS Ha TypHHUKE), 28% OBICTpO yCTaBalu HpU
xoap0e 1o sectHune, 20% HCTIBITHIBAIN 3aTPYAHEHHsI PU BCTaBaHUHM ¢ HU3KOro cryna, 17%
ycTaBaJid Mpu oO0bIuHOM X0oab0e u 11% He MoriM BCTaTh U3 MOJIOKEHUS JIeKa Ha criuHe 0e3
nomMoInu pyk [6,17-23].

Takum obOpa3zom, mpu mnomo3peHud Ha Oone3ns Ilomme y B3pocioro mnamueHra
HEO0OXOJIMMO JETAJIbHO BBIICHUTh OCOOCHHOCTH JIBUTaTE€IbHOTO pa3BUTHUS B JETCKOM U
IOHOIIECKOM BO3pacTe.

Cna0ocTh MBI SBJISIETCS OCHOBHOM kajmoOoi y B3pocibix mnauueHToB BITITH.
Cma0ocTh MBI KOHCYHOCTCH SBISETCS OCHOBHOM kaimoOoi mammentoB ¢ BIIIH,
obHapyxxuBaemoii B 93% ciyuaes [22,23]. [To natrepHy pacnpeaenaeHus: MbIIICUHON C1ab0CTH

OTMEYACTCA HECKOJIbKO MCHbIIas BapI/Ia6eJ'II>HOCTB MCXKAY NIaouCHTaMU. B OonpmimHCTBE
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Clly4yaeB MaKCUMaJIbHas cIa00CTh KAacaeTcs MapacluHAIBHBIX MBIIIL] U MBIIII] IEPEJHEH CTEHKU
KMBOTA, MBI TMPOKCUMAIBHBIX OTJEIOB HOI W MBIII] IuiedeBoro mosica. CmabocTb
IIPOKCUMAJIBHBIX OTJIEJIOB MPE00IalaeT HaJl CHUKEHUEM CHJIbI B AMCTAJIbHBIX MBIIIIAX (€CIH
TakoBas Habmogaercs). bonee Toro, B ciiydae oOHapyXeHus caaboCTH MBI KOHEYHOCTEH U
€¢ OLEHKM dYepe3 roJ IOoCie IMEepPBOro OCMOTpa IALMEHTa, MPOTrPECCHPYIOIIEE CHHKECHHE
MBILIEYHON CHIIBI OTMEUEHO OOJIbIIE AJISt HOT, YeM JUIA pyK. B cpeqHem, cuiia MBI HOT aaeT
Ha 7,1%, a pyk — Ha 4% [22,23]. [1o xapakTepy pacnpeaencHus MBIIICYHON CIIa00CTH pa3HbIC
aBTOPbl OTMEYAITCs CIEAYIOLMe 3aKOHOMEpHOCTH. OmucaHo Oonblliee CUMMETPUUHOE
BOBJICUEHUE OTBOSAIIMX MBI Oefep M AroJull IpU OTHOCHTEIBHON COXPAaHHOCTH MBIIIIL
crubareneld Oenpa, OTHOCHUTENbHAs COXPAaHHOCTh MBI Oelep MO0 CPAaBHEHHWIO C MBIIIIAMH
TA30BOTO MOsica W CIIA0OCTBhIO MBI pasrudareneid Oenpa. Ha panHMX cramusx OoJe3HH
U3MEHEHHS B MBIIILAX MOTYT MPOSBIIATHCS TOJBKO IOXOAKOW BIEPEBAIKY IO TUIY "YTHHOMN
NOXOJKU" C TUIEPIOPI030M MOSICHUYHOrOo oTzena. CinabocTh MBI [UIEYEBOIO IMOsica yallle
BCEr0 OOHApYXHMBAETCs NpU OcMOTpe W HocuT nud¢y3HbIN xapakrep. [lammenTsr MoryT He
MPENBABIATh KAlN00 HAa W3MEHEHUE CHJIbl MBI MNPEAIUIeYUl M KHUCTU JaXe Ha JalleKo
3alle/IIUX CTagusX OOJe3HM, KOTJa NMPU3HAKU IEPBUYHO-MBIIIEYHOTO MOPAXKEHUS 0 THUITY
"MHUOIIATHH TOSICOB" CTAHOBSTCS OUYEBUAHBIMM. J[OCTAaTOYHO YACTO CIa0OCTh M H3MEHEHHE
o0beMa (aTpoduu) MBI IJIEYEBOTO TMOSCAa MOTYT OBITh ACHMMETPUYHBIMH, YTO MOXKET
MPOSABIIATHCA B OTCTABAHMUHU JIONATKU OT TPYIHOM KIETKU (KPbUIOBUIHOMW JIOMATKH) TOJBKO C
OJIHOM CTOPOHBI WIIM 3HAYUTEIBHON ACHMMETPUH JAaHHOTO CUMIITOMA.

Kak yxe roBopwjioch BbIlIE, NAapACIUHAIBHBIE MBIl U MBIIIIBI EPEIHEN CTEHKU
KUBOTa MOTYT NOpa)kaTbCs Ha caMblX paHHUX ctaausx BIIIIH, yro mpuBoaut k ObicTpoit
YTOMJISIEMOCTH, CHUKEHHUIO NMEPEHOCHMOCTH CTAHJAPTHBIX HAarpy30K Kak Ha paHHUX, TaK U
Pa3BepHYTHIX CTaAUAX O0Je3HH. BakHbIM sABIseTCS OOHApyKEHHE HAPYLICHUS JIbIXaTeIbHON
(GyHKIMU BCeICTBHE cabocTy MBI quadparMel 1 MexxpedepHbix Mbiiil. [{o 1/3 B3pocibix
nanueHToB ¢ BIIITH uMmeroT HapymeHnst co CTOPOHBI IBIXaTEIbHON CUCTEMBI.

[Tpu ocMoTpe peKOMEHIyeTCs TECTUPOBAHME MBIIIL Pa3HBIX TPYII C BBHITOJIHEHUEM
npocteix 3agaHui (IIpunoxenue I'3), mo pesyinbraraM KOTOPBIX MOKHO CO 3HAUMTEIbHOU

BEPOSTHOCTHIO 000CHOBATH HEOOXOUMOCTh 00cenoBaHus namnrenTa Ha Hanuune BITITH.
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2. JlInarHocTuka 3a00/ieBaHUs UJIH COCTOSTHMA (FPyNnbl 3a00/1eBaHU WIIN
COCTOSIHUI), MEIMLIMHCKHE IOKA3AHUA M NPOTHBOIOKA3AHUSA K NIPUMEHEHHIO

METOA0B TUATHOCTUKH

Huaenoz BII ycmanasnueaemcs Ha OCHOBAHUU COBOKYNHOCMU AHAMHECHMUYECKUX
OQHHbBIX, KIUHUYECKUX OAHHBIX, Pe3YIbMamos 1a00pamopHoco ucciedo8anus (OUoXumuiecko2o
U MONIEKYIAPHO-2eHEMUUECKO20 AHAU3A).

Kpumepuu nocmanosku ouazno3a:. cHudiceHue axmusHocmu ¢hepmenma 6 obpasye
KpOBU, NOBMOPHO NOOMEEPICOCHHOE 8 OpYyeoM 00pasye ouomamepuana (npeonoymumenbHoO
MbIUEYHAsL MKAHb, KYAbMYPA KOJICHBIX (udpodI1acmos) uiu noomeepiucoeHue OUOXUMUYECKo2o
ouaenoza memooamu JIHK-Ouacnocmuku (oOHapydicenue 08yX NAMOceHHulX/ 8epOosimHO-
namoeennvix eapuanmos 6 cene GAA ¢ noomeepicoenHbiM MPAHC-NONONCEHUEM, HATUYUE
BAPUAHMOB,  BLIABIEHHLIX — MEMOOaMU  MACCO8020  NAPANLIEIbHO20 — CEK8EHUPOBAHUS

HOOMBEPIHCOEHO MEMOOOM NPAMOO ABMOMAMUYECKO20 ceKkeeHuposarnusi no Ceneepy).

2.1 ’Kaao0bLI 1 aHAMHE3

Ilpu cbope anammesa u sHcanob pexomMeHO08aHO 0OpamMuUmMb GHUMAHUE HA clledyrouue
HCanoowl U aHamHecmudecKue coobimus:

B nobom eo3pacme

—  OMACOWEHHDBIU CeMeUnblll aHaMHe3 (CXOOHble Clyuau 3a00ae8anus y poOHbIX bpamves u
cecmep),;
—  O1U3KOpOOCmEeHHblll Opax.

MJla()eHubl nepevlx MeCcAues HHCu3nu

—  3a0epiicKa NCUXOMOMOPHO20 PA3EUMUSL;

—  8s10€e cocaHnue, nioxas npubaska 8 eece;

—  OpIOWHOU Mun ObIXaHUsL,

—  00blUKA;

—  ygenuueHue pasmepos A3vika (MaKpo2ioccus);
—  npocpeccupyrouull xapakxmep medenus..

Jlnsa 0emeti cmapuwie2o 6o3pacma

—  maxuxapoust;

—  OHeBHAsl COHIUBOCMD),

—  ymomasemocme;

— yacmwle npocmyoHvle 3a00/1e8aHUS,;
—  MblueyHas ciabocme;

—  mMpyoOHOCMU NPU NOObeMe No JeCmHUYe;
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— HeNnepeHocumocmsos dms*uuecxux Ha2py30K,
— U3MEHEHUe nOXOdKI/l;

— ampogus mvluy KoHeuHoCmel.

s I’lO@DOCWlK06 U 63pPOCTIblX

—  YMpeHHss 20J108HAsL 60.b;

—  maxuxapous,

—  YMOoMASeMOCmb,

—  MblieyHas caabocmo;

—  mpozpeccupyrowull xapakxmep medenus,

— ampogus meiuy;

—  mpyoHOCmMuU npu ROOveMe No J1eCmuuye;
—  HenepeHoCUMOCmb PUUUECKUX HASPY30K;
—  U3BMeHeHUe NOXOOKU.

Kanobw u anammes maxoice onucamnvl 6pa3deﬂe (KIUHUYeCKasA KapmuHay.

2.2 DuzukajabHoe 00CJIe10BAHNE

Ilpu ocmompe Heobx00uMo obpamums 6HUMAHUE HA OCHOBHLIE (QUIUKATbHBIE
nposenenus bI1:
Mnaoenywl nepsvix mecayes dHcusHu

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

—  Makpoznoccusi;

—  HapywieHue pumma OblXaHusl.

Jemu, noopocmxku, 63pocivie

— mpoepeccupyrowas mvluleuHas —crabocmv ¢ NPeuUMyWecmeeHHbIM  NOPAdCEeHUEeM
NPOKCUMANBHBIX OMOEN08;

—  CHUICeHUe MOMOPHOU AKMUBHOCMU;

—  CHUMICEHUE CYXONACUNbHBIX PehieKcos;

— noaodcumenvhsie npuemsl 1 osepca;

— Muonamuyeckas noxooxa,

—  c1abocme mbluly nepeoHel CMeHKU HCUBOMA,

—  c1abocmov napacnUHAIbHLIX MblUY (10PO03, KUGHO3, CKOIUO3);

—  ¢c1abocmb A200UYHBIX MbIWY U MPYOHOCIb YOEPHCAHUSL PABHOBECUsL NPU 6CMABAHUU

— COXPAHHOCMb CUJIblL Yemblpexelaeblx MbliUYy npu crabocmu Mmolidy ()pyZMX omoenos
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— cnabocmy ceubamenel uieu,

— cnabocmy ouagpazmol, 00bIUKA;

—  cnabocme mvluy A3bIKA,

—  cn1abocmb MUMUYECKUX MbIUY, OCODCHHO ACUMMEMPUUHAS,

I100po6Ho dannbie huzukanbHO20 06C1e008aHUA ONUCANBL 8 pazieile «KIUHUYECKAs KAPMUHAy.

2.3 JIaGopaTopHbIe JTHATHOCTHYCCKHE HCCIe10BAHUS

Obpawaem 6HUMAHUE, YMO, CO2NACHO MPeOOBAHUAM K pa3padbomie KIUHUYECKUX
pexkomeHOayul, K KaA@COOMY  Me3UCY-PEKOMEHOayuu HeoOX00UMO  YKA3vléamb  CUTLY
pekomeHOayuli U O0KA3amenvbHylo 0a3y 6 COOMEEemcmeulu CcO WKAIAMU OYEHKU YPOBHSL
oocmogeprocmu ookasamenvcms (Y/[/]) u ypoeus yoeoumenvrHocmu pexomeroayuu (YVP). /[ns
mHoz2ux meszucoe YVP u V[ 6yoem nuskum no npuduxe Omcymcmeuss NOCEAUJeHHbIX UM
KIUHUYECKUX UCCIe008aHUll  8blcoKo20 Ousauna. Heszupas wna smo, oHu sAsnAOMCA
HeoOX00UMbIMU dTIeMeHmamu 00Ca1ed08anuss NAyueHma 0Jis YCMaHo81eHusi OUA2HO3a U 8b1O0Pa

mMaxKmuKu jle4eHU-l.

. Pexomenayercsi omnpeneneHUe aKTHBHOCTU KHUCIOW anb(da-TIIOKO3UAa3bl B MSTHAX
BBICYIIIEHHOW KPOBH METOAOM TaHAEMHOIN Macc-CIIEKTPOMETPUH (KOMILIIEKC UCCIISIOBAHUMA TSI
JMAarHOCTHKH 0oJs1e3Hu [ToMIie) BceM manueHTaM ¢ KIHHHYSCKHUMHU Tpu3HaKkaMu 0os1e3Hu [Tomiie
C LIeJIbI0 MOATBEPIKACHUs auarnosa [15, 24, 47, 48, 51].

YpoBeHb yOeTUTEIbHOCTH PeKOMEeHAaluii A (YPOBEHb JIOCTOBEPHOCTH 0KA3aTEIbCTB — 2)
Kommenmapuu: axmusnocmo KA mooxcno onpedensimv 6 paziuyHulx OUOMamepuanax
(Kynomusupyemuix ubpobracmax, mvlueyHom ouonmame, nepugeputeckux aum@poyumax u
op.), HO 8 Hacmosujee 8pemMs ONMUMATbHLIM sA6isemcs onpedenenue axkmuenocmu KA 6
NAMHAX BbICYULEHHOU KPOBU C NOMOWbI0 MAHOEMHOU Macc-cnekmpomempuu. Imom mecm
couemaem 6 cebe 8bICOKYI0 UYECMBUMENLHOCTb C NPOCMOMOU 8bINOIHEHUS U BO3MOHCHOCHIBIO
npumensimv OJis CKpUHUHea 6016020 yucia nayuenmos. Onpedenenue axmusnocmu KAI 6
CYXUX NAMHAX KPOBU SGNAEMCSA ONMUMATbHOIM —CKPUHUHEOBbIM MECHmOM, «3010MblM
CMAHOapmomy, NO360IAOWUM MAOUHBA3UBHO, ObICMPO U MOYHO onpedenums Oepuyum
akmusHocmu epmenma. YV nayuenmos c 6onesuvto Ilomne 6vlA8IAIOM 3HAUUMENbHOE
cHudiceHue axmusHocmu Gepmenma (menee 10% om nopmwst). OOHnako, HeobOXO0OUMO ¢
OCMOPONCHOCMBIO ~ OMHOCUMCS K UHMepnpemayuu  pe3yivmamos  OUOXUMUYECKO20
Mmecmupo8anus, NOCKOJIbKY ONUCAHbL AU NCe800He00CMAMOYHOCMU, KOMopble MOo2ym
GIUAMb HA akmugHocmv epmenma N VItro. Ilo pexomenoayusm medncOyHapOOHOU epynnbl

9KCnepmos, 051 NoOmeepucoeHuss ouacHoza ooneswv Ilomne nocie 6vlA6IeHUS CHUNCEHUS
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akmusHocmu ¢hepmenma 6 obpaszye Kpoeu, HeoOX00UMO Npogecmu NOBMOPHOe ONpedeieHUe
akmusHocmu gepmenma 6 opycom obpasye 6uomamepuana (NpeonoumumenbHo MblUeYHAs.
MKAHL, KYIbMypa KONICHLIX Guodpodracmos) uiu noomeepoums OUOXUMUHECKUL OUACHO3

memooamu JIHK-0ouacnocmuxu.

. PexoMeHayeTcsi  MOJICKYJISIpHO-TEHETHUECKoe wuccienoBanue reHa GAA  Bcem
MaIMEeHTaM CO CHI)KEHHON aKTHBHOCTBIO KUCIIOH aib(a-TIIFOKO3HM/1a3bI C HEIbI0 TOTBEPIK ICHHSI
nuarHo3a 6ose3np [Tomrie Ha MOJICKYISIpHO-TeHETHYEeCKOM ypoBHe [15, 24, 47, 48, 51].

YpoBeHb y0eTuTeIbHOCTH peKoMeHAanuii A (YpOBeHb J0CTOBEPHOCTH 10KA3aTEeIbLCTB — 2)
Kommenmapuu. cen GAA moocno uccnedosamv memooomM NpAMO20 ABMOMAMUYECKO2O0
cexgenuposanus no Ceneepy, Memooamu BblCOKONPOUZBOOUMENLHO2O —CEeKBEHUPOBAHIUSL
(Onpeoenenue cmpykmyphvlx 6apuanmog 2eHos 6 00pasye OUOIO2ULECKO20 MAMePUald Opyeom
Ul HEYMOYHEHHOM  HEeKIACCUPUUUposanuvie 8  Opyeux  pyopukax  Memooom
BbLLCOKONPOU3BOOUMENLHO20 — CEKBEHUPOBAHUSL), Memooom cekeenuposanusi no Ceneepy;,
onpeodeneHue BaApUAHMO8 2eHO8 6 00paszye OUOIOSUYECKO20 MAmepuald OpyeoMm Uuiu
HeYMOYHeHHOM, HeKAacCcUupuyuposantvle 8 opyaux pyopukax, Memooom
BbLICOKONPOU3BOOUMENLHO20/  MAP2EMHO20  BbICOKONPOUZBOOUMENLHOZO — CEKBEHUPOBAHUSL,
onpeoeneHue CmpyKmypHvlX 6apUaHmos 2eH08 8 0bpasye OUOI02UYECK020 MAmepuad Opyeom
UU HEeYMOYHEHHOM, HeKIACCUPUYUPOBAHHbIE 8 OPY2UX PYOPUKAX, MEMOOOM MHOHMCECMBEHHOU
JIUSAZHO-3A6UCUMOLL  aMIAUpUKAyuu 30HO008, MOaeKyIapHoe Kapuomunupogsanue Ha JIHK-
Mmukpomampuyax). Bonvuuncmeo nayueHmos seIsI0OMcs KOMAAYHO-2emeposucomamu, m.e.
Hecym 06a pasHvlx namocenHvlx eapuanma cena GAA na obeux 20MOIOSUYHBIX XPOMOCOMAX.
Ilockonvky 6 eene GAA onucano 60oabuioe YUCIO YHUKATLHBIX 8APUAHMOSE, NOIUMOPPUIMOE U
3aMeH HeACHOU 3HAYUMOCMU, MO2YM BO3HUKHYMb MPYOHOCMU NPU BbIAGIEHUU paHee He
ONUCAHHBIX USMEHEHUIl HYKI1eOmUOHouU nociedosamenvrhocmu [2]. [lamocenuvie apuanmoi 2ena
GAA, npusoodswue k passumuio donesnu [lomne, mocym Obims 6biA61EHbl NPU UCCTEO0BAHUAX
MEMoOamu CeKBeHUPOBAHUSL HOB020 NOKOJIeHUsl (NOJIHO20 CEK8EHUPOBAHUS IK30MA / 2eHOMA,
MapeemHno2o cekeeHuposanus), cekeenuposarusi no Caneepy, evisasieHue oereyutli IK30H08 U
yenoco eema memooamu MLPA, xpomocomnoco muxpomampuunozo auanuza. Memoowvl
MOeKYIAPHO-2eHeMU4ecK020 aHaiu3a Heobxooumsl 011 noomeepaicoenus bonesnu [lomne, eciu
HeoocmyneH OuoOLOcUYeCKUll mamepuanl npobamoa, a makdce O NPEHAMAIbHOU U

npewwmzanmaquonﬂoﬁ OUASHOCIMUK.

. Pexomennyercst oInpezeeHue aKTUBHOCTH aJlaHUHAMUHOTpaHCc(hepassl,

acrapTaTaMHHOTpaHC(epasbl, KpeaTHHKUHA3bl B KPOBU IMALMEHTaM C TpPU3HAKaMU OOJIEe3HH
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[Tomrie ¥ MOATBEPKACHHBIM THATHO30M C IIEJIBIO BBISBICHUS MATOJIOIMISCKUX H3MeHeHui [15,
49].

YpoBeHb y0eTuTeIbHOCTH peKoMeHAanuii A (YpOBeHb J0CTOBEPHOCTH J10KA3aTeJILCTB — 2)
Kommenmapuu: ucciedosanus npogoosimcsi 8 pamKax aHaiu3a Kposu OUOXUMUYECKO20
obujemepanesmuiecko2o, npu yCMmaHosleHuu OuazHo3a u oaiee e pedice 1 paza 6 6 mecayes.
Buisignaemvie usmenenus Mo2ym AGNAMbCA CUMNIMOMOM NOPAdCeHUs. Mbluleunoti mxanu. Ilpu
oonesnu Ilomne ¢ debromom 6 demckom eo3pacme 6 95% cnyuaes ommeuaemcs ymepeHHoe
nosvluterue ypoeus cvieopomounoi KK (6 2-10 pa3s), a snauumenvroe nogviuernue 0o 2000 Eo/J1
U 8vlule XapakxmepHo 05 Maadenueckol gopmor bonresnu Ilomne. Ilo oanHvim nTumepamypol
akmuernocms  cvigopomounoi KK obpamno  mponopyuonanvna — eospacmy  (p =
-0,71, p <0,001), onumenvrocmu 6onesnu (p = -0,45, p <0,001) u nanuuuro ampoghuu moiuy
(p = -0,53, p <0,001). AJIT u ACT — ¢pepmenmobi, Komopvie aKmusHbl 80 6CeX KIeMKAX
opeaHuzma, Ho Oonbule 8ce2o ux 6 cepoye, nedeHu, NouKax u mviuyax. Xapaxmepuoe 0
ooneznu [lomne HapyuieHue pabomsi nNe4eHOUHOU U MbIUEYHOU MKAHU NPUBOOUM K HOBbIULEHUIO
AKMUBHOCU «Ne4eHOUHbIX hepmenmosy 6 cvigopomxe kposu. ACT — b6onee unghopmamuenwiil
mapkep, nedxcenu AJIT. V nayuenmog ¢ ungpanmunvroti popmoti 6onre3nu akmusnocmo ACT 6 3-
10 pa3z npesviwiaem nopmy, AJIT sapbupyem om Hopmul 00 npesviuienus 6 2-1 pa3s. [lpu 6onesnu

Ilomne ¢ nozonum navanom akmusnocms AJIT nosviwena ¢ 94% u ACT — 6 95% cayuaes.

. Pexomenayercss BceM MalueHTaM ¢ KIMHWYECKHMMH Tpu3HaKamu Oone3nu Ilomme
poBesieHue 00Iero (KIMHUYECKOIr0) aHalu3a KPOBU Pa3BEpHYTOro (MCCIeIOBaHHME YpPOBHS
JEUKOLUTOB, HPUTPOLUTOB, OOLIET0 TIeMOrjJo0MHa, TPOMOOIMTOB B KpPOBH, OLEHKA
reMaToKpuTa, ONPEEICHUE CPETHETO COACPKAHUS U CPEAHEN KOHILEHTpAlluu TeMOrjIo0nHa B
sputpountax, IupQepeHIMpPOBaHHBIA MOJACYET JIEWKOUUTOB (JekouuTapHas ¢opmyna),
UCCIIeIOBaHHE CKOPOCTH OCEaHUsI SIPUTPOLIUTOB) B KPOBH JUISL OIIEHKHA OCHOBHBIX ITAPAMETPOB
KPOBETBOPEHHSI M BBISBICHUS BO3MOXXKHBIX HH()EKIIMOHHBIX MPOLECCOB (IPU YCTAaHOBJICHHH
JMarHo3a u jaiee He pexxe 1 pasza B 6 mecsie) [6, 15, 52].

Yposenb yoeaureabHocTH pekoMenaanuii C (YpoBeHb J0CTOBEPHOCTH I0KA3aTEJIbLCTB — 4)
Kommenmapuu: 6 ceasu c 6blCOKUM PUCKOM Ppa3eumus UHMEPKYPEHMHLIX UH@DeKyull,
acnupayuoHHou nueeMonuu y nayuenmog c¢ bII pexomendyemcs npogedenue OanHO20

uccneoosanus He pedxce 6 paz 6 200.

. PexoMeHnayercsi BceM marnueHTtaMm ¢ Ooise3Hbio [lomrie wuccnmemoBanue ypoBHS N-
TEPMUHAIBHOTO (pparmMeHTa MO3roBoro Harpuilyperuueckoro mnporentuga (NT-proBNP) B

KPOBH C IIEJIBIO BBISIBJIICHUS TUCHYHKIIMA MUOKAP/Ia, CEPACYHON HETOCTATOYHOCTH (MAI[ieHTaM
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JI0 ToJla — He Mo3/Hee 3 MecsIeB OT MOMEHTa MOCTAaHOBKHM JAMarHo3a, cTapiie roja — He
no3JHee 6 MecsIIeB 0T MOMEHTA IMOCTAaHOBKH JTuarHo3a) [25, 26].

YpoBeHnb yoenuTeabHocTH pekoMeHaanuii C (YpoBeHb I0CTOBEPHOCTH J0KA3aTeIbCTB — 4)
Kommenmapuu: yposenv nampuiiypemuuecko2o nenmuoda 0OblYHO 3HAYUMENbHO NOGLIULEH Y
nayuenmos ¢ miaadenyeckou Gopmou 6onesnu Ilomne. [lannviti nokazamenv AGIsAemMcs
BAdNCHEIUUUM OUOMAPKEPOB NOPAdNCEHUL cepOyd, NPUSHAKOM CEPOeYHOU HeOOCMAmOYHOCMU U

OUC@hYHKYUU NPABO20 JHCeyOOUKd.

2.4 UHcTpYMEHTAJIbHLIEC IMATHOCTHYECKHE HCCJIEeIOBAHNS

Tlepeyucnennvle KIUHUKO-UHCMPYMEHMATIbHbIE MEMOObl UCCIe008AHUSL HEODX0OUMbL OISl
ouaeHOCmMuKu U Ou@oepeHyuarvoHol OUASHOCMUKY MUONAMUYECKUX CUHOPOMOS, BKII0UAS

demell 8 803pacme 00 2004.

. PexomeHnayercsi BceM ManMeHTaM C KIMHUYECKMMHU Mpu3Hakamu Oone3nu I[lomre
NPOBEJCHUE  DJICKTPOHEUPOMHOTpa)UU  CTUMYISUOHHOH M  WTOJIBYATOH C  IEJbIO
midQepeHIaTbHON THAaTHOCTUKA € JAPYrUMH 3a00JICBAaHUSIMA W BBISIBICHHUS CTENCHH
MEPBUYHO-MBIIICYHOTO MopakeHus pu Oonesnu [lomme [15, 27, 50].

YpoBeHb y0eIUTEILHOCTH PeKOMeH1anuii B (YpoBeHb 10CTOBEpPHOCTH 10KA3aTeJbCTB — 3)
Kommenmapuu: oannvie memoowvl nozeonsiom ouggepenyuposamo 6onesnv Ilomne om
3a00n1e6anull, CEA3AHHBIX C HAPYUleHUeM QYHKYUY 08USAMENbHbIX B0JIOKOH nepugepuieckux u

HEPBHO-MbIUEYHOLL nepedayll.

. PexomenaoBaHo BceM TMalMeHTaM C KIMHUYECKUMH Mpu3HakamMu Oonesnu I[lomrie
perucTpanus IeKTPOKapAUOTPaMMBbl U TIPOBEACHHE SXOKapAHOrpaduu C LETbI0 BISBICHUS
MOpa)keHHUs Cepjila, B MEPBYIO odepeab runepTpoduueckoii kapanomuonaruu [6, 15, 27, 51,
52].

YpoBeHb y0eTuTeIbHOCTH peKoMeHAanuii A (YpOBEeHb J0CTOBEPHOCTH J0KA3aTeJILCTB — 2)
Kommenmapuu: uccieoosanusi npogoosam npu ycmanosienuu 0uazHosa, oaee He pesce 1 paza
8 6 Mecsayes, npu HA3HaA4eHUU GepMeHmHOU 3amMecCmumenbHoU mepanuu — Kaxcovle 7—14 owneu
6 nepsvie 12—-24 nedenu mepanuu. IKI nozsonsem sviseumo HapyuieHus pumma cepoya, IX0-
KI' — xapouomezanuro, eunepmpoguio muoxapoa u opyeue nopadzicenus cepoya. IKI-
mapkepamu npozpeccupyrowei. Kapouome2amuu AGIAomcs  cueanmckue xomnaekcvl QRS
(6cneocmeue cunepmpouu 1esoeo unu 060ux sxnceryooukos), oueHv Kopomxuu unmepsan PR,

unsepcus sonnvl T u denpeccust unmepsana ST [36].
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. PexomeHg0BaHO BceM NAalMeHTaM C KIMHUYECKMMM Mpu3Hakamu Oone3nu I[lomme
MPOBE/ICHUE PEHTreHorpaduu OpraHoB TPYJHON KIETKH OO030pHOMN, KapAHOPECHHPATOPHOTO
MOHUTOPHHTA, UCCIIEIOBAaHNE HECTIPOBOIMPOBAHHBIX OOBEMOB U MOTOKOB (CIIUPOMETPHS) JUIS
BBISIBJICHHSI CTEIICHU MTOPAXKEHHSI OPOHXO-JIETOYHOM CUCTEMBI (€CIIH HE MPOBOINIACH [TOCIEIHHE
12 mecsi1ieB) U MyJIbCOKCUMETPUH, KamHOTrpaduu (€ciiu He MPOBOIUIACH MTOCIIEIHIE 6 MECAIIEB)
[6, 15, 27].

YpoBeHnb yoenuTeabHocTH pekoMeHaanuii C (YpoBeHb I0CTOBEPHOCTH J0KA3aTeIbCTB — 5)
Kommenmapuu: oyenxa ¢pynkyuu gHeune20 Oblxauus 0653ameiibHa 8 NON0HCEHULU CIO5L U Jledcd
— ¢ onpedeineHuem pasHuysl 6 nokazamensx. Ilo noxazawmusm mocym nposooumvCsl
uccnedosanue OUG@Dy3uoHHOU CNOCOOHOCMU N1e2KUX, KOMNbIOMEPHASI MOMO2paduUs 0peaHos
2pyoHou nonocmu | cnupanbas KOMRbIOMEPHAsL MOMOSPAaghus 1ecKux, st OUpdepeHyuanrbHol

OUACHOCMUKU. MPaxeoOpoHxockonus/sudeompaxeodbponxockonus [54].

. PexoMenayercsi BceM MalMeHTaM C KIMHUYECKHMMHU IpH3HaKamu Oosie3nu I[lomre
yIABTPa3ByKOBOE HCCIIEIOBAaHUE OPTaHOB OPIOIIHOM MOJIOCTH C LENBIO BHISIBICHHUS M3MEHEHUH
pa3MepoB H CTPYKTYphI neuenu [6, 15, 27].

YpoBensb yoeauTeabHocTH pekoMenaanuu C (YpoBeHb 10CTOBEPHOCTH I0KA3aTeJILCTB — 5)
Kommenmapuu: npu ycmanoseienuu ouaznosa, eciu He nposoounocs nocieouue 6 mecsayes. B
omauyuu om opyeux 2nuxkozenozoe npu Bl nabniooaemcsa ymepennoe ysenuuenue pasmepos

nevyeHu.

. PexomenayiwoTess BceM MalMeHTaM C KIMHUYECKUMMH TNpu3Hakamu OonesHu [lomme
00s13aTeNTbHOE  €XKETOJHOE TMPOBEJCHHE PEHTICHOJCHCUTOMETPUM IS CBOEBPEMEHHOMU
KOPPEKIMH MOJy4aeMOT0 JICUECHHS 110 MIOBOIy OCTEOIIEHUH U ocTeornopo3sa [6, 15, 27].

Yposenb yoeaureabHocTH pekoMenaanuii C (YpoBeHb J0CTOBEPHOCTH I0KA3aTEJILCTB — D)
Kommenmapuu: I[layuenmvl u unenvl cembu OONIHCHbL OblMb UHPOPMUPOBAHLL O BCEX

NOCIe0CMBUAX HeddeK8AMH020 OMHOULEHUS. K npo@zeme ocmeonoposa.

. Pexomenayercsi BceM MalMeHTaM C KIMHUYECKUMHU Tpu3Hakamu Oone3nu Ilomrme
TOHAJIbHASI ayJMOMETPUS C IIeNIbI0 PAaHHETO BBISIBIICHUS HapyleHwui [6, 15, 27].
YpoBensb yoenureabHocTH pekoMenaanuii C (YypoBeHb J0CTOBEPHOCTH 0KA3aTEJILCTB — D)

Kommenrapum: npu ycmanosnenuu ouaznosa u oanee He pexce 1 pasa 6 3 200a.

. Pexomenyercst BceM manuenTam ¢ 6os1e3Hbio [lomrie ¢ mo3qHIM HavyanoM NpoBeJeHNE
Tecta 6-TH MHUHYTHO# XOABOBI [UIsl OIICHKH BBIHOCIUBOCTH (NP YCTAHOBJICHHU JUArHO3a, eCIN
HE TIPOBOJWIICS MOCTeIHUE 6 MeC.) JUI BO3MOKHOCTH KOHTPOJIS 3 (PEKTUBHOCTH (EPMEHTHOM

3aMeCTHTENbHOM Tepanuu B nanbHeitmem ([Tpunoxenne I'8) [17].
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YpoBeHb yOenuTeIbHOCTH peKOMeH1aluu A (YPOBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB—1)

. PexoMenyercsi BceM marueHTam ¢ 6ose3Hpio [lomiie mpoBeaeHHe aHaIn3a KadyecTBa
’KU3HH TAIMEeHTOB coriacHo OnpocHuky SF-36 (eciy He MPOBOAMIICS MOCIEIHUE 6 MECSIIEB)
(ITpunosxxenue I'9) [27, 35].

YpoBeHb y0eTuTeIbHOCTH peKOMeHalni A (YPOBEHb I0CTOBEPHOCTH J10Ka3aTeIbCTB — 1)

2.5 Vinble JUATHOCTHYECKHE MCCIAEN0BAHUS

2.5.1 KoHcyJabTanuy M HA0JII0leHHUE CIIENMATHCTOB

J Pexomenayercs BceM MalMeHTaM ¢ KIIMHUYECKUMU ITpu3Hakamu Oosie3nu [lomne nmpuem
(KOHCYJIbTALIUs) Bpaya-neauaTpa jJe4eOHO-InarHocTuueckuit/ mpueM (KOHCYINbTAIlMsl) Bpava-
TeparneBTa JIe4eOHO-TUarHOCTHYCCKUi/ mpueM (KOHCYJIbTalus) Bpada oOOIICH NpPaKTHKH
(cemeliHoro Bpaya) Jie4eOHO-IUArHOCTUYECKUIM MEPBUYHBIA M TMOBTOPHBIE C LIEJBIO OLEHKU
00IIIEeT0 COCTOSTHKSI OpraHK3Ma IPU yCTaHOBJICHUH Auarnosa [15, 17, 27].

YpoBeHb yOeTUTEIbHOCTH peKoMeH1anuu B (YpoBeHb I0CTOBEPHOCTH 10KA3aTEIbCTB — 2)

J PexoMeHnayeTcsi BceM mareHTaM ¢ KITMHUYECKUMU Mpu3HaKaMmu 6ose3nu [lomme mpuem
(KoHCYNbTalMsA) Bpada-HEBPOJIOTa JeYeOHO-TUATHOCTUYECKU TEPBUYHBIA M TOBTOPHBINA C
L[EbI0 OLEHKH HEBPOJIOIMYECKOIro CTaTryca, Ha3HAaYeHHs Teparnuu, IPOBEACHUsI KOHTPOJIS ee
apdexrusnoctu [15, 17, 27].

YpoBeHb yOeTUTEIbHOCTH peKOMeHIauu B (YpoBeHb I0CTOBEPHOCTH 10KA3aTEIbCTB — 2)
Kommenmapuu: npu mnadenyeckoi ¢opme bBII ommeuaemcs mvluieunas 2unomoHus,
HapyweHus numanus u3-3a crabocmu auyeeot myckyramypwsl. Habnoodaemces 3adepowcka
momopnozo pazeumus. Ilpu BIIIIH ommeuaemcs npoepeccupyrowas mvluieuras ciabocms,

Hapyuienue l’lO)COOKu, NOBbIUUEHHRAA YIMOMIAEMOCMb NPU XO()b6€, XPOHUYeCKUue mvluiedHovle bonu.

o PexomeHnayeTcsi BceM MalMEeHTaM ¢ KIIMHMYSCKUMU TTpr3HaKaMu 0osie3nu [Tomre mprem
(KOHCYNbTallMA)  Bpada-racTPOIHTEPOIOra  JIedeOHO-IMAarHOCTUYECKUI  TMEepBUYHBIA U
MOBTOPHBIH C IIETTbIO OIEHKH COCTOSHHSI OPTaHOB MUIICBAPUTEIBHON cucTeMbl [15].

YpoBeHb yoeIuTeIbHOCTH peKoMeH1anuu B (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 2)
Kommenmapuu: npu mnadenueckou ¢opme Bl  nabarodaemcs  cnaenomezanus —u

cenamomecajlusl.

. PexoMeHayeTcsl BceM MallMEHTaM ¢ KIIMHUYECKUMU Ipu3Hakamu 6one3nu [lommne npuem
(KOHCynbTaLMsI) Bpaya-TeHETHKA JICUeOHO-IMArHOCTUYECKUN TEePBUYHBIA U TMOBTOPHBIA C

IIEJIbI0 YCTAHOBJICHHS qrarHosa [37].
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YpoBeHb yoequTeIbHOCTH peKoMeH1anuu B (YpoBeHb 10CTOBEPHOCTH 0KA3aTEJILCTB — 2)
Kommenmapuu: nayuenmam c 6Oonesuvto Ilomne HeobXoOumvl Kax nepeuyHds, max u
NOBMOpPHbIE KOHCYTbMAYUU 8paia-2eHemuKa: npu noodo3peHuu Ha OanHoe 3abonesanue, 0/is
HA3HA4YeHUuss  OUOXUMUYECKUX U  MOJEKVIAPHO-CEHEeMUYecKux  00Caedo8anull, onsa
unmepnpemayuy NOJYYEHHbIX Pe3yabmamos NPOGEOCHHbIX AHAIU308, NPU NIAHUPOSAHUU

bepemennocmu 6 cemve, 20e ecmv 6016HOU ¢ Oonezuvio Ilomne.

o PexoMenayercsi manueHTaM C KIMHUYECKUMHU Tpu3Hakamu Ooine3nu [lomme mpuem
(KOoHCynBTaLIMs) Bpaya-KapaAnoJiora/ Bpaya-aeTCKOro KapauoJora jiedeOHO-AMarHOCTHYECKHH,
npueM  (KOHCYJbTallMsl)  Bpava-NyJIbMOHOJOra  JICUEOHO-IUArHOCTUYCCKHUM,  TpUEM
(KOHCynbTalMs) Bpaya-QU3HUOTEpaneBTa JIeYeOHO-IMArHOCTHYECKHI — TICPBUYHBIC U
MMOBTOPHBIE C IEJIbI0 00CIICIOBAHUS U JICUCHHUS BO3MOKHBIX TPOsIBIICHHI 3a00aeBanus [15, 38-
43].

YpoBeHb yOeTUTEIbHOCTH peKOMeH1auu B (YpOBeHb I0CTOBEPHOCTH 10KA3aTEIbCTB — 2)
Kommenmapuu: éeoenue nayuenmos ¢ bII npeononazaem mynvmuoucyuniunapHulii H00xXoo ¢
0053amebHbLIM  YUacmuem 6paueli-HedpoJio208, 2eHemUK08, 8payell-Kapouoio2o06/8paveli-
0emcKUxX  Kapouoiozo8, 6paveli-nyibMOHONI0208,  8pAUeli-2aCmMpPOIHMEPON0208,  8payeli-
Quzuomepanesmos u epaueti Opyeux CHeYUuaIbHOCMeEU, UMEOWUX ONbIM 8 JledeHUl 3Moco
peokozo 3aO0Ne6anus — NpU HATUYUU CUMAMOMOS NOPANCEHUSI OP2AHO8-MUULeHell KaK

MUHUMYM Heobxoouma KOHCYTibmayus npO¢qubHOZO epavda-cneyuaiucma.

2.5.2 IuddepeHnnajbHaAsg THATHOCTHKA

Cnoorcnocms  ouaecnocmuxu  BIIIIH onpedensemcs omcymcmeuem cneyugpuueckux
KAUHUYECKUX CUMNMOMO8, XAPAKMEPHLIX OJisi OOIbUUHCMBA HEPEHO-MbIULEUHbIX O0Ne3Hel, d
Makaice pasHooopasuem ux couemanus, BpemeHeM NOAGIeHUs U MANCeCMU 8 NPOYecce Pa3gUumusl
boneznu. Ilepeuenb 0CHOBHBIX 3a0071€8aHUL, BX00AUWUX 8 OUPDhepeHyUanbHbIL OUAcHO3 Npu
BITHII, npeocmasnen 6 Ilpunosicenue I'4.

Hugpgepenyuanvuas ouacnocmuxa MBIl nposooumcsa co ecemu 3a601e6aHUAMU,

OCHOBHbIM KIIUHUYECKUM NPOABIEHUEM KOMOPDLLX ABJIAemCA CuHapOM «B6AJ1020 p€6€HKCl)).
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3. JqueHne, BKJIIO4Yad MCIUKAMCHTO3HYIO H HEMCIUKAMCHTO3HYIO TEPAIIUH,
AUETOTEPAIINIO, 069360.]11/IB3HH6, MEAUNIMNHCKHE NTIOKA3aHUA N

IMPOTHBOIIOKA3aHUA K IPUMCHCHUIO METO/0B JICUCHHUA
Jleuenue BII sxniouaem kax namoeenemuyeckoe jeyeHue — Ha3HaAYeHue gbepMeHnmoﬁ

samecmumenvrou mepanuu (O3T), mak u nposedenue cuMnMoMamu4eckou mepanuu.

3.1 IlaToreHeTn4eckoe JeyeHue

. PexkoMeHI0OBAaHO TAIMEHTAaM C YCTAaHOBJICHHBIM JUar€Ho3oM Oone3Hb [lomre
npoBejieHue (pepMEHTHOW 3aMECTUTEIILHOW TepaIiy C LENbI0 3aMeIJICHHS TIPOTPECCUPOBAHHMS
00JIe3HU, YIYYIICHUS COCTOSIHHUSI KOCTHO-MBIIICYHONW CHCTEMBI W CTAOWJIM3AI[UU COCTOSHUS
JIBIXATEIIbHOM CHUCTEMBI, TOBBIIMICHUS BBDKMBAEMOCTH W YUIMHCHUS TIEpUOJa MX >KH3HH [0
HACTYIUICHHUS] HEOOXOMMOCTH B BEHTHUJISILIUY JICTKUX M Kpecie-koisicke [15, 17, 28, 29].

YpoBeHb yOeTuTEIbHOCTH peKoMeH1anuii B (YpoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 2)
Kommenmapuu: 6 Poccuiickoii @edepayuu, cmpanax EC u CILIA 3apecucmpuposano 2

npenapama ons 3T BII - anentokosudasa anbga u asanenioko3udaza aibga.

J PexoMeHI0BaHO TAIIMCHTaM C YCTAHOBJICHHBIM JHAarHo3oM Oosie3rb [lomre
mpoBeJieHHe (EepMEHTHON 3aMECTUTENBHON Tepamuu TMpenaparoM ABalMIOKo3uAa3a anbda
(ko ATX: A16AB22) c uenpio 3aMeaieHHs NPOTPECCUPOBaHMs OOJNE3HM, YIydLIEHHUS
COCTOSIHUSI KOCTHO-MBIIIIEYHON CHUCTEMBI U CTAOMIN3AIlUU COCTOSHUS JBIXaTeIbHOW CHCTEMBI,
MOBBIIICHUS BBDKMBAEMOCTH U YIJHHEHHUS TIepro/Ia ux ku3Hu [46, 49].

YpoBeHb yOeIUTEIbHOCTH PeKOMEHAaHil A (YPOBEHb IOCTOBEPHOCTH 0KA3ATEIbCTB — 2)
Kommenmapuu: 6v160p npenapama namozeHemu4eckol mepanuu 0Cyuecmeaisiemcs leqauum
spauom. Aeanenoxosuoaza anbgha — MO KUCKAA  AlbOA-2noKo3UdaA3a  Yenosexd,
npoOYyyupyemast 8 Kiemrkax suuHukoe kumatcxkoeo xomsiuka (Chinese Hamster Ovary — CHO)
¢ nomowvio mexronoauu pexomoburnanmuotui J[HK. I[Ipenapam 3apecucmpuposan 6 Poccuiickoui
Deoepayuu. [lpumensemcs y demeil om 6 mecayes, nOOPOCMKO8 U 83POCIbIX NAYUEHMOE C
NnOOMEEPHCOeHHLIM OuacHo3om bonesnu I[lomne. Jleuenue npenapamom OOIHCHO NPOBOOUMBCSL
noo HabrodeHuem 8payd, umerowe2o onvim pabomsl ¢ nayuenmamu ¢ 6onesuvto Ilomne unu
OpyauMu  HAcCNe0CMEEeHHbIMU MemabdoaUdecKUMU UIU  HeUupoOMbIUEeUHbIMU 3A001e8aAHUAMU.
Ilayuenmam c 6Oonesnvto Ilomne ¢ NO30OHUM HAYALOM HAZHAYAIOM CAEOVIOWUL DEHCUM
oo3uposanus asanenioxozudazvl anvga: 20 me/ke maccet mena 1 paz xaxicovie 2 Helenu.
Iayuenmam c maaodenuecxoii ¢popmoii 6onesnu Ilomne naznauarom caedylOWUL percum
003UpoBanUsl asanenioko3udasvl aivgpa: 40 me/ke maccvr mena 1 paz xasacovie 2 Heoenu.

besonacnocms u aghgpexmusnocme npumenenus asanenoko3udassl aibga y oemeil 6 603pacme
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6mec;n;ee u mMaaouie euje He ycnaHoe6Jj1eHbl. Hem Oocmynglx OAHHbBIX O nayuermax 6 eospacme

6 mecayes u maaoute.

. PexoMeH/10BaHO TAIlIEHTAaM C YCTaHOBJCHHBIM JuarHo3oM Oone3nb Ilomme
npoBeAcHUe (PepMEHTHON 3aMECTUTEILHON Tepaluy MpenapaToM arioko3uaasza anbda (ATX:
A16ABO07) ¢ tenpro 3aMeIeHUs IPOrPECCUPOBAHKS 0OJIC3HH, YIYUIIEHHS COCTOSHUS KOCTHO-
MBIIIEYHOH CHUCTEMBI WM CTAOWIHM3AI[MM COCTOSIHHS JBIXaTeIbHOW CHCTEMBI, ITOBBIIICHUS
BBDKMBAEMOCTH U y/UIMHEHHMsI Tieproia ux susnu [15, 17, 29, 30, 47, 49, 52].

YpoBeHb y0eTuTeIbHOCTH peKoMeHAanuii A (YpOBeHb J0CTOBEPHOCTH J0KA3aTEJILCTB — 2)
Kommenmapuu: oonum uz npenapamos o namozenemudeckou @3T 6oneznu I[lomne sgnsemcs
aznoko3uoasa arvgha, npenapam 3zapecucmpuposan 8 Poccutickou @edepayuu. Ilpenapam
aznokosudasa amvpa (Koo ATX: A16AB07), pekombunanmuulii hepmenm, cunmesupyemuvlii
KNeMmOYHOU NUHUel, NOIYYeHHOU U3 AUYHUKOS KUMAUCKUX XOMAuKo8. Aenoxozudaza anvgha
80CNONHAEM aKmueHocms auzocomanrvrot KAI, umo npueooum x cmabunuzayuu uiu
80CCMAHOBNIEHUIO0 DYHKYUU CepOeUHOU U CKENEeMHbIX MblUY, GKII0UAs ObIXAMENbHbIE MbLUIYbL.
IIpenapam xopouio nepeHocumcsi, He umeen 8blPaANCeHHbIX N0OOUHbIX d¢hhexmos. [lokazan 0na
ooncospemennol P3T y nayuenmos ¢ noomeeprHcoeHHbIM OuazHozom 6onesnu Ilomne écex
so3pacmos. Ha oannviii momenm sgpgexmusHocms u 6e30nacHocms anenoKo3udassvl aivgha
OYeHeHa 6 KIUHUYEeCKUX UCCIe008AHUAX KaK Y Oemell, MaK Uy 63pOCiblX NAYUeHmos.
Ilpenapam gvinyckaemcs 60 (iaKOHAX, KOAULECMBO TUODUIUAMA 8 KOMOPIX IKGUBALEHMHO
50 me akmuenoco sewecmsa. Beooumcs 6/é kanenvHo 6 dozuposke 20 me/ke eca nayuenma.
Pannee nauano mepanuu ouenv 8adcho, max Kaxk no3eonsem 00OUMbCA IYUUUX KIUHUYECKUX
ucxo008. Jlokazano, umo npumenenue DP3T npu maadenueckou gopme OONe3HU YMeHbUIAEM
puck cmepmu na 99%, a puck cmepmu unu HeoOX0OUMOCMU 8 UHBAZUBHOU BeHMUTIAYUU TIECKUX
—Ha 92% [30].

Csoespemennoe HasHaueHue mepanuu ai2ioKo3U0aA3ou anvgha 6vizvieaem 0OpamHoe
pazeumue KapoOUoOMUOnamuy y nayueHmos c¢ maadeHueckou ¢opmou bBII,  yayuwaem
nokazamenu MulUeYHOU CUNbL, O08USAMENLHOU AKMUBHOCIU U CMAOUIUUpyem cocmosiHue
ObIXamenvbHoU cucmemvl y 0emetl U 83POCAbIX nayueHmos. Tepanus az2noko3udazou anvega
nayuenmos ¢ nosoHell Gopmoti 6one3HU 3ameodnsem Npocpeccuposanue OO0ne3HU, YIyYuldsn
cocmosiHue KOCMHO-MbIUEYHOU CUCmeMvl U Cmaduiusupysi cocmosiHue OblXamenbHOU
cucmemvl, NOBLIUAEH BLINCUBAEMOCMb NAYUEHMO8 U VOJIUHAEn Nepuood Ux MHCU3HU 00
HacmynieHus HeooxXo0UMOCmU 8 eHMUNAYUYU Te2KUX U Kpecae-koasacke. IIpenapam 66ooumcs

6/6 KanenvHo 6 do3uposke 20 me/ke 6eca. pas  dee Hedenu. B numepamype umeromces eounuyHvle
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ONUCAHUSL OPY2020 pedcuMa 003Uposanus (66edenus bolee 8biCOKOU 003bl hepmenma u bonee
yacmo O0Jisl NAYueHmo8 ¢ paHHuMU opmamu 3a001e6aHUs1).

Oba npenapama, anenoxo3udaza anvga u asaneioKko3uddA3a aib@a, npeocmasisiom
0001l peKOMOUHAHMHBIU (hepMeHm KUCAsL alb@a-enoKo3uda3a Yeio8exa, npooyyupyemas 6
K1emkax auuHuxos kumatckozco xomsauxa (Chinese Hamster Ovary - CHO) ¢ nomowwio
mexnonoeuu pexomounaumuou JHK. Ilpenapamei 6600smcsi ¢ yeavlo BOCHOIHEHUS.
akmusHocmu auzocomnou KAI, umo npusooum Kk cmabuiusayuu uiu 80CCMAHOBIEHUIO
@DYHKYUU CKelemHbIX U cepOeyHOl MblllY, 8KII0YAs OblXxamebHble Mbluiybl. Asanenoko3udasza
anvpa omauyaemcs Y8eIUUEHHbIM KOIUUeCmeom Gpasmenmos oOuc-M6D Ha catimax
2NIUKOZUNUPOBAHUS, YMO NPUBOOUM K VCULCHUIO KIeMOYHO20 NO2N0WeHUs, Donbuieli cmenenu
UCOWEHUsL 2IUKO2EHA U K VIYYULeHUIO KIUHUYECKUX UCX0008 NO CPABHEHUIO C AN2NIIOKO3UOA30U
anvgha. Asanemoxosudaza arvgha cooepaicum 6 15 pasz bonvute mannozo-6-gocammuvix (M6P)
ppacmenmos no cpagueHuro ¢ anenoxo3udaszon arvga. Ilepexniouenue c 00Ho20 npenapama Ha
OpY20il 803MONCEH 8 CILedYIoWYI0 3anianuposannyio ungysuro [49, 53].

Asanentokosuoasa anvgha npedcmasisienm cobol MOOUPUKAYUIO aleaoKo3udassl aivga,
68 KOMOpOU YeeluyeHue Koauvecmeda Gpasmenmos ou@ochoruiruposanHoco MaHH030-6-
Gocchama (M6D) Ha calimax 2nUKOUNUPOBAHUSL NPUBOOUM K VCUTEHUIO KIemOYHO20
noznowjenus, 60abulell cmenenu KIupeHca IUK02eHa U K YayuueHuio KIUHUYeCKUx Ucxo008 no

cpasnenuio ¢ nevenuem anentokozuoasou arvga [49, 53].

Ilepexniouenue nayuenma, COCMosiHUe KOMopo2o paree ObL10 CMAOUIUZUPOSHO HA Npenapame
anenoKko3udaza anbgha, Ho 8 Hacmosiyee 8pemsi HabIOaemcst CyOONMUMALLHBIIL OMEem Uil
CHUDICEHUe IPHeKMUBHOCMU OAHHO20 JleyeHUus (ompuyamenvHas OUHAMUKA nokazameneu -
chuxcenue DIKEJI na 10-15% , cHudcenue 6bIHOCIUBOCMU CO2NACHO mecm)y ©-munymHou
X00b0bl) HA npenapam asaieIOKo3U0A3a alb@a moxcem 0ams 0ONOIHUMENbHbIE KIUHUYEeCKUe

npeumywecmea u yayuuums npocHo3 3abonesanus [49, 53].

. PexomennoBano npu Hauane (GEepMEHTHON 3aMECTHTEIbHOM Tepanmuu y MalUeHTOB C
6onesnpto [lomne mpoBeneHue mepBbIX 3-X HMH(Y3UH B cTaluoHape, € LENbI0 PAHHEro
BBISIBIICHUSI M CBOEBPEMEHHOTO KYIHUPOBAaHUS BO3MOXKHBIX HEXKENATEeNIbHBIX pEeakluid Ha
BBeJIcHMe Tipenapata [15, 29, 30].

Yposenb yoeaureabHocTH pekoMenaanuii C (YpoBeHb J0CTOBEPHOCTH I0KA3aTEIbLCTB — D)
Kommenmapuu: neobxooumo npogedenue MOHUMOPUHSA BUMATbHBIX QYHKYUL — UMepeHue
4acmomul CepOeYHbIX COKPAUjeHUU, UsmMeperHue apmepuailbHo20 0aieHus Ha nepugepudecKux
apmepusx, onpeoeieHue CmeneHu HacvlyeHus 2emoznoouna xuciopooom (SatOz), wuau

camypayuu 60 8pems npogedeHusi ungysuu. Beedenue P33T nposooumcs pe2ynspHo npu
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Hanuuuy NOKA3aHUl 8 Ciydae OCI0HCHEHHO20 meyenus O0NIe3HU — 8 YCI0BUAX KPY2TOCYMOYHO20
cmayuoHapa, 6 CmaduIbHOM COCMOAHUU — 6 CMAYUoOHApe OHEeBHO20 NpPeObl8aHUs U
ambynamopno 1 paz 6 2 nedenu. Heobxooumo yuumwvieams credyiouue 0coOeHHOCMU
nposedenus ©3T npu MBII:

— He Kopmumb pebenka 3a 3-4 uaca 00 nposedenus: UHGy3uu — npedynpedcoeHue acnupayui,
B03MOJICHOE NPOBedeHUe PeaHUMAYUOHHBIX MEePONPUAMULL;

— pazeedenue npenapama 8 MUHUMAILHOM 0Obeme;

— 86e0eHUe NPEenapama npu NePevix UHQPY3UsaX 00IHCHO NPOBOOUNCSL 8 YEHMPATbHBIU BEHO3HbI
Kamemep uiu npu 68e0eHUU 8 nepupeputeckuii 6eHO3HLIU Kamemep HeoOX00UMo umens 08d
docmyna, 6 OanibHeluem peKoMeHOYemces YCMaHo8Ka UHQY3UOHHOU NOPM-CUCTEeMbl;

— un@ysuu ¢ oepanuyenHol ckopocmouio (nosviuienue na 0,5-1 mn/u xaxcovie 30—60 mumn),
VUUmMvleast BbICOKUL PUCK OEKOMNEHCAYUuUu CepoeyHol HeOOCMAmoOYHOCmU Ha  (oHe

cunepeoiemuu.

3.2 CuMnoToMaTuyeckoe Je4eHue

Ilo cumnmomamuueckou mepanuu BbIl nem panoomusupo8anHHvIX KOHMPOIUDYEMbIX
uccredosanuil. Bce npusedenHvie Hudice pexomeHOayuu Ompaxfcarom 3KCHEPMHOe MHeHUe
cneyuanucmos u3  pazuvix cmpad. Cumnmomamuyeckyro mepanurd  HA3HAYaom 8
COOMBemMcmeul € KIUHUYECKUMU PeKOMEHOAYUIMU, PA3padOmMAanHblMu OJisl COOMEemcmayrouel

namonocuu [3, 15, 29, 30].

. Pexomennyercsi BceM mamueHTaM ¢ OonesHplo  [lomme  BakmuHamms ¢
npoduIakTHIecKoi 1esbo [15].

YpoBeHb yoenuTeabHocTH pekoMeHaanuii C (YpoBeHb IOCTOBEPHOCTH J0KA3aTENbCTB — 5)
Kommenrapuu: ouacnos BII ne sgisemcsi npomusonokasanuem 07 NPo8eoeHus: NPUSUBOK.
Ilomumo 6akyuH, 6KIIOYEHHBIX 6 HAYUOHANbHBIU KANeHOapb NPUBUBOK, 6 Mm.4., cledyem
nPOBOOUMDb  €IHCe200HYIOCE30HHYIO  8AKYUHAYUIO OM 2punna nayuewmy u Oaudcaviuiemy
OKPYIICEHUIO, 8 Nepuood nepevlx 2 jiem HcusHu (011 maadenueckou gopmol BII) — naccusnas
UMMYHU3AYUSL NPOMUE PECRUPAMOPHO-CUHYUMUANbHOU uHpekyuu (naiusuzymao**)[55,56], a

maxkdice nayuenma c BI1 cniedyem eaxyunuposams npomue nHeémMokokkogoii [57,58].

BII ne sensemcs npomugonokazanuem O0iisi 6AKYUHAYUU APOMUE KOPOHAGUPYCHOU UHDEeKYUU
nosoco muna (COVID-19) [59], nposooumcs no snudemuonocuueckum noKa3aHUSM.

Hpomueonoxasanuﬂ — COZ2JIACHO HHcmpyKuuﬂM K coomeemcmeyrouium npenapanmanm.

Pexomenayercsi BceM manueHTaM ¢ Oone3Hpro [lomme sedeHue JrOOBIX WMHDEKIHIA

AbIXaTCIIbHBIX HYTGI\/JI HaYMHATh B MAKCUMAJIbHO PAHHUC CPOKHU U MAKCUMAJIBLHO arp€CCMBHO C
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LECJIBI0 MUHUMHU3AIIUN PUCKA PECIIMPATOPHBIX OCJIOKHEHUH U ﬂBIXaTeHBHOﬁ HEAOCTAaTOYHOCTHU
[15,31].

YpoBeHnb yoenuTeabHocTH pekoMeHaanuii C (YpoBeHb I0CTOBEPHOCTH J0KA3aTeIbCTB — 5)

. PexomMenayercsi mamueHtaM ¢ OosesHpio Ilomme mpuem mnpemnapator A11CCO05
koJnekanbimdepor, A12A npenapats kanbius, MOSBA 6udochonatsl ¢ nenbro npopuiakTHKe
pas3BuTHs octeonoposa [15, 17, 27, 31].

YpoBenb yoeaqureabHocTH pekoMenaanuii C (YpoBeHb J0CTOBEPHOCTH J10KA3aTEJILCTB — D)
Kommenmapuu. chudicenue MuHepaibHoU NIOMHOCMU KOCMeU A61emcst YACmol HAX00KoU y
nayuenmog ¢ BIT u no oannvim nocieonux ucciedosanuii docmueaem yposis 67% cuyuaes [32].
Ocmeonenusi u ocmeonopos obnapyocusaromcs kaxk npu MBI, max u y oemeii u 63pocivix ¢
BIIIIH. Heycmotiuusocms npu xo0vbe, CILOHCHOCHb NOO0EPHCAHUS PABHOBECUSL 8 PE3)Ibmame
MbILEYHOU C1abOCmuU, 8 COYemAaHuu ¢ OCMeonopo30M Y2podicaem pa3sumuem neperomos
Kocmeltl u noseonounuxa. Bee nayuenmut ¢ BIIIIH, nezasucumo om cmenenu 00€308UdCeHHOCU
(Hanpumep, HydcOalOwuecss 6 Kpecie-Kamaixe), O0NNCHbL Oblmb 00yueHbl 6cem Mepam

npeodoCmopoNCHOCIU 015k RPOPUIAKMUKU NAOCHUS U NEPEIOMO8 8 DbIM)Y.

3.3 UHoe Jeuyenne

. Pexomennyercss namueHtam ¢ Oone3Hbto  IlomMme  BkIIOWeHHE B palloH
CHEIMaTN3UPOBAHHBIX BHICOKOKAIOPUMHBIX M BICOKOOEIKOBBIX CMECEH C LIEIbI0 MOIePKaHNS
MBIIIEYHOW MacChl M YIy4IlIeHHs KauecTBa sxu3Hu [15, 51].

YpoBeHb yOeTUTEIbHOCTH peKoMeH1anuii B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 2)
KommenrTapuu: marxoice npumensiom aHmupe@iokchvie cmecu 01  NpOOUIAKMUKU

acnupayuu.

. Pexomenayercsi marpieHTaM ¢ Oose3Hpto [loMme mpu MOSIBICHUH CIOXKHOCTEH C
TJIOTAaHWEM — 30HJI0OBOE KOPMJIGHHUE, WIIM COBMELICHUE MEPOPATLHOTO M 30HI0BOTO ITHTaHUS
NIPY COXPAaHEHHH aJIeKBaTHOTO TJIOTAHUS U OTCYTCTBUY MOTIEPXUBAHUS C LEIBIO MPOQUIAKTHKH
acriuparuu [15].

Yposenb yoeaureabHocTH pekoMenaanuii C (YpoBeHb J0CTOBEPHOCTH I0KA3aTEJILCTB — D)

. Pexomennyercss mnamueHtam ¢ Oone3npto Ilomme Ha3oxyomeHanbHOE 30HI0BOE
KOpMJICHHE TIPU COXpaHEeHUH pedIrokca ¢ menbto npoduiakTuky acupanuu [15].

YpoBenb yoeaqureabHocTH pekoMenaanuii C (YpoBeHb J0CTOBEPHOCTH 10KA3aTEJILCTB — D)
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4. MenMUMHCKAs peadMIMTALMS U CAHATOPHO-KYPOPTHOE JIeYeHue,
MeIMUIMHCKHUE MOKA3aHUA M NPOTHBONOKA3AHUA K PUMEHEHUI0 METO/I0B
MEeJUIUHCKON peadujJMTanmuu, B TOM YHCJIe OCHOBAHHBIX HA UCII0JIb30BAHUHT

NPUPOAHBIX Je4yeOHbIX (PAKTOPOB

B 3asucumocmu om edywux kiuHuvyeckux cumnmomos nayuenmam ¢ bII mooxcem dvimo
HA3HAYeHbl pa3TuyHble PedOUIUMAayUuoOHHble NPOCPAMMBL.

— OpanvHas cmumynayus, coCaHue COCKU, 2UMHACMUKA OONHCHbL NPOBOOUMbCSL 8CeM
nayueHmam O0Jisk NOOOEPHCAHUS HOPMATbHO20 PA3BUMUS HABLIKOS 2IOMAHUSA U YCMHOU
peu.

— Ilpu npogedeHuu peadbUIUMAYUOHHBIX MEPONPUAMULL  U30e2amb  YPe3MEePHbIX
(MakcumanbHvix) Hacpy3ox.

— Peeynapno: ¢usuomepanesmuueckue npoyedypwi, maccadxc, JIPK, noconedus,
pecnupamopHas mepanus (OvixamenvHas CUMHACUKA), obOyuenue
CAMOOOCIYHCUBAHUIO U UCNOIb30BAHUIO BCHOMO2AMENIbHBIX NPUCNOCOOIEHUT (3A8UCUMN
om 8o3pacma pebeHKa,).

— Ilo nokasanusm — paspabomka UHOUBUOYANLHOU NPOSPAMMbL JI020NEOUYeCKOolU
peabunumayuu, paspabomra UHOUBUOYANILHOU NPOSPAMMbL  0e@eKmoni02udecKkoll
peadbunumayuu.

— Heuneaszusnas Kuciopooras noooepicka (co30anue noaiodCumenibHo2o 0dGleHus) -
npuU pazsumuu 2UNOKCeMuu, 06CmMpyKmueHOM CUHOPOMe.

— Obyuenue pooumerneti UCNOIb3068aHUIO HEOYIAU3ePaA, OMCOCA.

bonvwoe snauenue umeem npasunvusiii 00pas HusHu ¢ d0eK8amHulM pacnpeoeseHuem
HA2PY30K, 3aHAMUL  J1e4eOHOU  (uU3KYIbmypol noo KOHMpPOJLeM UHGOPMUPOBAHHO20
uUHCmMpyKmopa.

Cnedyem nacmouiyugo pekomeH008ams nayuenny ¢ HapyuleHuem noxXoo0Ku u pasHogecus
NOIb3068AMbCA  BCNOMO2AMENbHLIMU — NPEOMemamu — mMpoCmbvlo, XOOVHKAMU, d Npu
HeobX00UMOCmU UCNONIb308AMb MeXAHUYeCcKue cpeocmea nepeosudtceHus (Kpecio-Kamanky u

np.).

. PexoMeH10BaHO TIPOBEACHHE CIEAYIONUX PEaOMIMTAIMOHHBIX  MEPONPUSTUI
nanueHtam ¢ BII: ¢usmorepaneBTHUeckue NPOILEAYpPhl, MacCaX MEAWIIMHCKUMA, JedeOHas
(bU3KYNIBTYpa WHIMBHUIYATIbHOE W/WITU TPYIITIOBOE 3aHATHE, JIOTONIEAMS, pECITUPATOPHAs Tepaus
(mpIxarenbHass ~ TMUMHACTHKA), OOy4YeHHE  CaMOOOCIY)XMBAaHHIO M  HCIIOJH30BAHHUIO
BCIIOMOTATENbHBIX MPHUCIIOCOONICHU (3aBUCUT OT BO3pacTa peOeHKa) C ILENbI0 yTydIIeHHS
kauectBa xu3nu [15, 17, 27, 31].

YpoBenb yoeaureabHocTH pekomMenaanuii C (YpoBeHb J10CTOBEPHOCTH 10KA3aTEJIbLCTB — D)
Kommenmapuu: [layuenmam ¢ BII neo6x00uma no00epiucka MaKkcumMaibHo20 YPoeHs QyHKyull
CKeeMHO-MbIUWeYHO20 annapama Oas Npeoomepaujenus U MUHUMUSAYUU BMOPUYHBIX

0CN0JCHEe Ul (pa3sumue KOHMpAKmyp, MblUEYHbIX ampoghuil, KOMNeHCAmopHoU depopmayuu
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ckenema, ocmeoneHuu, ocmeonoposa). Ilpu nposedenuu peaduIUMayUOHHbIX MEPONPULNULL
uzbezamuv upe3mepHvix (MaKCUMaibHblx) Haepy3okK. Ilo nokasanuam yenecooopaszuvi 3aHAMUS C

JI020Ne00M, 8PaA4OM-0MOPUHOLAPUHSONOM/BPALOM-CYPOOIOCOM-0MOPUHONAPUHLOTIO2OM.

5. HpO(l)l/IJIaKTI/IKa U JUCITAHCEPHOE Haﬁmoneﬂne, MEAUIHNHCKHC IIOKA3aHUA

U MPOTHBONOKA3aHUS K NPUMEHEHUI0 METOI0B NMPO(PUIAKTUKHI

5.1 IIpopuaakTuKa

. Pexomenayercss KOHCYJIbTAllMsl Bpada-TEHETHKA TMOCJIE YCTAHOBJICHHS JHMArHo3a
6one3np [loMrie manueHTy win ero opHUIMAIBHBIM MPEICTABUTENSAM C LETIbI0 HHTEPIIPETAIIIH
MOJYYCHHBIX  PE3yJbTaTOB  MOJICKYJIIPHO-TEHETHUECKUX  HMCCJICIOBAHUN, pa3bsICHEHUI
TCHETHYECKOTO0 PHUCKA, OOCYKICHHsSI BO3MOXKHOCTEH MPEHATAILHOW W MPEUMILIAHTAIIMOHHOM
muarnoctuky [15, 33, 34].
YpoBeHnb yoenuTeabHocTH pekoMeHaanuii C (YpoBeHb IOCTOBEPHOCTH J0KA3aTeIbCTB — 5)
Kommenmapuu: Cemvsim ¢ Oemvmu ¢ Bl  pexomenoyemcsi meouko-ceHemuyecKoe
KOHCYIbMUPOBAHUE C YEIbI0 ONPEOeleHUsl 2eHemuyecko2o pucka. Kax u npu opyeux aymocommo-
peyeccusnvlx 3abonesanusx, npu BII ons xaxcoou bepemeHHOCMU PUCK POXCOeHUsT pebeHKA
cocmaesnsiem 25%. B cembsax, 20e ecmv 6Oonvnou bBII pebenok, 603M0dCHO nposeoenue
NPEHAMAIbHOU U NPEUMNIAHMAYUOHHOU OUASHOCIUKU. [[1 3mo2o pooumensim HeobXooumo
06pamumbCsi 8 CNeyUaIU3UPOBarHble OUASHOCMUYecKue 1ab0pamopuu u MeOUyUHCKUe YeHmpbi.
Ilpenamanvuas — OuacHOCMuUKa  NPOBOOUMCA  MONEKVIAPHO-2eHeMUYeCKUMU — UTU
ouoxumuyeckumu memooamu, nymem uccieoosanus JJ{HK, evidenennou uz ouonmama 60pcum
xopuona na 9-12 nedene bepemennocmu u/unu Kiemox amMHUOMUYECKOU HCUOKOCIU HA CPOKe

16-20 neodenw, nnoownoti kposu na 20—22 nedene bepemenHocmu.

5.2 JlucnancepHoe HAQJII0eHHe

. Pexomenayercsi mamweHTaM ¢ Oosie3Hpro [lomme JucmaHCepHBIM IMPUEM Bpada-
neauarpa / AUCMaHCEepHBIN MPUEM Bpaua-TepareBTa He pexke 1 paza B 3 mecsIia Win yaiie npu
HAJIMYMH TTOKAa3aHUH C IIEJTbI0 OIICHKH OOIIero cocTosiHUs opranusMa [15, 17, 27].

YpoBensb yoenuteabHocTH pekoMeHaanun C (YpoBeHb 10CTOBEPHOCTH 0KA3aTEJILCTB 5)

. PexomMenayetcst nmammeHTaM ¢ 6ose3ubio [lomme mpuem (ocMOTp, KOHCYIbTAIINS ) Bpada-
HEBpOJIOTa IMEPBUYHBIN U TOBTOPHBIN/ TUCIIAHCEPHBIN ITpHEM Bpada-HeBposiora 1 pa3 B 3 Mecsia
st geteit 10 1 roga u He pexke 1 pasza B roj Juisi HAMEHTOB cTapiie 1 roja wid yamie npu
HAJIMYUU TOKAa3aHWA C IIeNbI0 OICHKH HEBPOJIOTUYECKOTO CTaTyca, Ha3HAUCHUS/KOPPEKIUH

Teparuu, MpoBeAeHUs KOHTposs ee 3ddexkruBroctu [15, 17, 27].
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YpoBenb yoeaqureabHocTH pekoMenaanuu C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeIbLCTB — D)

o PexomMenayercs Bcem nanueHTam ¢ 6onesHbto [lomme npuem (0CMOTp, KOHCYIJIBTAITHS )
Bpaya-reHeTHKa NEPBUYHBIN U TOBTOPHBIN C LIENIbIO YCTaHOBICHHS qrarHo3a [37].

YpoBeHb yOequTeIbHOCTH peKoMeH1anuu B (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — 2)
Kommenmapuu: spau-cenemux ocywecmeinsiem OUCNAHCEPHOe HAOMIOOEHUe 3d NAYUEHMAMU C
BPONCOCHHBIMU U (UNU) HACTEOCMBEHHBIMU 3A00IeBAHUAMU, ONpedeisiem NAAH 1AO0PAMOPHLIX U

UHCMPYMEHMATbHBIX UCCIe008AHUU, KOHCYTbMAYULL OPY2UX CNEeYUAIUCTOS8.

. PexoMeHnayercsi manueHTaM C KJIMHUYECKUMH Tpu3Hakamu Ooine3nu [lomme mpuem
(ocMoOTp, KOHCYJBTAlMsl) Bpada-Kapauoyora/ Bpada-JAeTCKOro Kapauojora, mnpuem (0CMOTp,
KOHCYJIbTAIHsl) Bpadya-IyJIbMOHOJIOTA, IpHUeM (0CMOTp, KOHCYJIbTAIHs) Bpada-(hU3H0TEepareBTa,
Bpauya-HeBpOJIOra, Bpavya-o(TraabMoiora MepBUYHBIC U MOBTOPHBIE C IENIBI0 O0CIEIOBAHMS U
JICUEHHS BO3MOKHBIX MPOSBICHMIA 3a001eBanus [15,38-43].

YpoBeHb yOeTUTEIbHOCTH peKOMeHIanu B (YpoBeHB 10CTOBEPHOCTH 10KA3aTEIbCTB — 2)
Kommenmapuu: npu maadenuecxoui ghopme 6onesnu Ilomne Hapsaoy ¢ MblueyHoU 2unomoHuell,
eenamomezanuetl,  MaKpoeioccuell  HabMoOarwmcs  KapOUuOMUONamus U  HAPYUEHUs.
nposooumocmu. Kapouomuonamusi, npeumyuecmeenno, sunepmpo@puueckasi ¢ 6blpaniceHHbiM
VIMOAUWEHUEM MENCHCETYOOUKOBOU Nepe2opooKU (ACUMMEMPUYHAS UNEPMPOoPus) uiu xHe KaxK
nepe2opooKu, maxk u c60000HbIX CMEHOK J1e8020 U NPAB020 HCeNYOOUK08 (KOHYEHMPU4ecKas
eunepmpousi). Ilpu evipasicennoii  eunepmpogpuu  Mmodxcem  8O3HUKHYMb — 0OCMPYKYUSL
BbIHOCAWE20 MPAKMa 1e6020 Jicenyoouka (Habmooaemces 6 30% cuyuaes). Ipu nposedenuu @3T
ommeuaemcst Gvicmpwiil peepecc eunepmpoguu iesoeo xcenyoouxka [38]. Onucanus anomanuil
cepoya y e3pocavix ¢ 6onesuvto Ilomne nemmnozouucaennvl. Ilo OaHHbIM NPOBEOEHHO20
uccredosanusi (87 nayuenmos, cpeonuti eo3pacm 44 2oda) ykopouenue unmepeana PR
Habmooanoce y 10%, y 7% Habnwooanocy crudxicenue CUCMONUYECKOU @QYVHKYUU 18020
acenyoouxa, a y 5% Ovilna nosvieHa Macca J1e6o20 XHCenyOouKa HA dXOKaApOuocpamme.
Hzmenenuii 8 cepOeuHo-cocyoucmom cmamyce, C8A3aHHbIX C 3AMeCUmenbHol pepmenmuo
mepanueti (3®T), ne nabnrooanocy [44]. Ecmb npeononosicenus 0 nosblueHHOU NIOMHOCU
CmeHKU aopmsl y nayuenmog c 6one3uvto Ilomne, umo mpebyem no8bIUEHHO20 GHUMAHUS
Kapouonozoe [45].

V nayuenmos c 6onesnvio Ilomne moeym nabarodamuvcs ne2ounvie Hapywerus. Ilayuenmam c

BIIITH pexomenoyemcs npo8ooums exice200Hbll MOHUMOPUHE (DYHKYUU JIeCKUX.
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6. Opranu3anusi 0Ka3aHusi MeJIMIMHCKOI MOMOIIH
HaI_[I/IeHTaM C BH, B 3aBUCHUMOCTH OT HGO6XOI[I/IMOCTI/I, MO>eET OBITh OKa3aHa MCOUILIMHCKAas
MTOMOIIIb JIFDOOTO BUA, YCIOBHUSA, (POPMBI, IPETYCMOTPEHHBIX 3aKOHOIATENBCTBOM Poccuiickoi
denepauuu.
Ilokazanus JJIA IJIaHOBOU TOCIIUTAJIN3al[uN.

— IIpoBeneHue AMarHOCTUKH U JIEUCHUS, TPEOYIOIIUE KPYTIOCYTOUHOTO MEAULIUMHCKOTO
HAOJIIOICHU.

— COCTOsIHHE, TpeOyIoIIee aKTHBHOTO JICYEHHUS M KPYTJIOCYTOYHOTO METUIITHCKOTO
HaOroAeHNs (HapacTaloas AbIXaTebHasi HeJOCTaTOYHOCTh, HApYIICHUS PUTMa
cepaua);

— COCTOAHUCE, Tpe6y10mee MMPOBEACHM S BBICOKOTCXHOJIOIMYHBIX METOAOB JICUCHUA

— oTcyTcTBHE BO3MOKHOCTH obecnieueHust @3T B aMOyIaTOpHBIX
CTAlMOHAPO3aMCIIAOIIUX YCIIOBUAX

- HGO6XO[[I/IMOCTI> MMPOBCACHUA PAa3JINYHbIX BUJOB OKCIICPTU3 UJIU O6CJIGI[OBaHI/I$I B
MG,I[I/II_II/IHCKoﬁ OopraHu3anuvy 1mpu HEBO3MOXKHOCTHU IIPOBCACHUA UX B aM6YJ'IaTOprIX
YCIOBHUSAX, Tpe6y10H_II/IX JUHAMHU4YECKOT'O Ha6J'IIOI[eHI/I$I (B TOM YHUCIIC O(i)OpMJ'IeHI/IC

3aKII04eHus (heepaabHOr0 KOHCUINYMA).
IMoxa3anust 1Is1 IKCTPEHHOH FOCTIUTATU3ALMM .

Octpsble 3a005eBaHMsI, 00OCTPEHUSI XPOHUYECKHX OOJIe3HEH, OTpaBiI€HUS U TPaBMBI,
COCTOSIHUS, TPeOYIOIINEe MHTEHCUBHOM Tepanuy 1 IepeBo/ia B peaHUMaI[MOHHBIE OT/AETICHUS UITH
OTJIEJICHNUS WHTEHCUBHOM TEpaIuy, a TaKKe KPYriIoCyTOYHOI'O0 MEAUIIMHCKOTO HAaONIOIEHUN U
MIPOBEJICHUS CHEIMAIBHBIX BUIOB 00CIE10BaHNUS U JICUEHHUS.

IToxa3aHusi K BBINMCKE NAIMEHTA U3 CTALMOHAPA:
— OTCYTCTBHE YTPO3bl KU3HU NAIUECHTA;
— OTCYTCTBHE YTpO3bl Pa3BUTHUS OCIOKHEHUH, TPEOYIOUINX HEOTIOKHOTO JICUCHHUS,;
— CcTaOMIM3aIMs COCTOSIHUSI U OCHOBHBIX KIIMHUKO-JIA00PaTOPHBIX MOKa3aTesneit

MaTOJIOTUYECKOTO MPoliecca 0 OCHOBHOMY 3a00JI€BaHUIO;

— OTCYTCTBHE HEOOXOJMMOCTH B MMOCTOSSHHOM BpaueOHOM U KPYTJIOCYTOYHOM

MEAUIIMHCKOM Ha0JII0/IEHNHU TI0 OCHOBHOMY 3a00JI€BaHUIO;

— HEeoOXOJMMOCTH MepeBo/ia MalMeHTa B IPYr'yl0 MEIUIIMHCKYIO OPTaHU3alNI0 HIIN

YUPEKIECHUE COIUATBHOTO O0ECTICUeHUS
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7. lomostauTEeAbHAA HHPOpMALKS (B TOM YHcJe (PAKTOPHI, BJUSIIOIHAE HA

HUCXO0/ 3200/1eBAHUS UM COCTOSTHUSA)
Pannas ouaenocmuka bBIl u nasnauenue D3T noszsonsiem yayuuiumos HpPOSHO3 U
3amednums npocpeccuposanue 3abonesanus. B nexomopwvix cmpamax paccmampusaemcs

sonpoc o exmouenuu BIT 6 npoepammol maccosozo ckpununea nosopoicoennvix [13,30].
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Kpurepuu oneHky kayecTsa MeAUIMHCKON OMOLIHU

Kpurepuu oieHKH Ka4ecTBA NEPBUYHONH MeIMKO-CAHUTAPHOM MOMOIIM B3POCJIbLIM

o aeTsaM npu 6oJiesuu Iomne

Ne i/t

Kputepuu onieHkH kauecTBa NEPBUYHON MEIUKO-CAHUTAPHOU
MTOMOIIH

OrneHka
BBIITOJIHEHUS

BrimonHeH npuem (0cMOTp, KOHCYJIbTAIUs) Bpada-neauaTpa Win
Bpaya-TepareBTa NEpBUYHbIN

na/ Her

Beinosnnen npuem (ocMOTp, KOHCYJIbTalMsI) Bpaya-reHeTHKa
IIEPBUYHBIN

na/ Her

BrinmonHeHo OIIpCACIICHUC AKTUBHOCTH KHUCIION aJ'IL(ba-
TJIFOKO3H1a35bIl (HpI/I YCTAHOBJICHUHW JUArHo3a ranueHTam C
KIIMHUYCCKUMU IMPHU3HAKAMH 0one3Hn HOMHC)

na/ Her

BrinonaHeHo MONEKYISIPHO-TEHETUYECKOE UCCIICIOBAHNE
(BbIsiBNIEHUE MyTaluii B rene GAA) y manueHToB CO CHUKEHHON
AKTUBHOCTBIO KUCIION ab(a-TIFoK03uaa3bl (IPH YCTAHOBICHUH
JINarHo3a)

na/ Her

HasnaueHna/ckoppektupoBaHa (hepMeHTHas 3aMeCTUTEIbHAS
Tepamus ajariaoKo3u1a30i anbda/aBanrioko3naasa aabda (npu
YCTaHOBJICHHOM JIMaruo3e 0osie3us [lomrie ¢ o3 IHUM HavyajaoM H
masieHdeckas popma 6osesnu [lomre)

na/ Her

Kpurepuu olleHKM Ka4eCTBA CNIENMAJTU3HPOBAHHON MeIMIIMHCKOM MOMOIIH

B3POCJbIM U I1C€THM IIPHU 0oJie3Hm Ilomme

Ne i/t

Kpurepun onieHKH KadecTBa CeUAIM3UPOBAaHHON MEIUIIMHCKON
IIOMOILH

Orenka
BBIIIOJTHEHUS

Brinonnen npuem (0cMOTp, KOHCYJIbTAIIHS ) Bpada-reauarpa win
Bpaya-TepareBTa

na/ HeT

Boinonnen npueM (0cMOTp, KOHCYNbTAlKs) Bpaua-TeHETUKA
NIEPBUYHBIN, €CIIU HE IIPOBOJUIICS PAHEE

na/ Her

BrimonHeHo uccnenoBanue ypoBHsi N-TepMUHaIbHOTO (hparMeHTa
HaTpuiyperudeckoro npomnentuaa Mo3roporo (NT-proBNP) B
KpOBH (HE Mo3/1Hee 3 MecAILIeB MOCIie YCTaHOBJICHUS JUarHo3a
(manmenTam a0 1 roga) UM He mo3aHee 6 MecsIIeB MOCe ePBOTo
roJia KU3HH)

na/ Her

Haznauena/ckoppekTupoBaHa pepMEeHTHas 3aMECTUTEIIbHAS
Tepanusi ajriaoKo311a301 anbda/aBanritoko3uaasa anspa (mpu
YCTAHOBJICHHOM Jinarno3e 0ose3Hs [lomme ¢ mo3qHuM Havanom
WM Mutasiendeckas opma 6osie3nu [Homme)

na/ Her

BrimotHeH TecT 6-MUHYTHON X01b0BI (Y TTAI[MeHTa B BO3pacTe
6 7eT u cTapiie ¢ COXpaHEHHBIM HAaBBIKOM CaMOCTOSITEIbHOM
X0/1b0BI, €CJIM HE TTPOBOIMJICS TTOCIIeTHHE 6 MeC.)

na/ Her
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IIpunoxenne Al. Cocras padoueii rpynnsl mo paspadoTke  NepecMOTpy

KINHUYCCKHUX peKOMeHI[aHI/Iﬁ

AnuncumoBa MHMura BaaummMoBHa — K.M.H.,, 3aBeAylouias OTAEIOM OpraHU3aluu
MEIULUHCKOW mnomouu-Bpady-reHetTuk @I'BHY «Meauko-reHeTu4ecKkuil Hay4Hblid LIEHTP

nM. akagemuka H.I1. BoukoBay, 4jeH AcCcolMaliy MEIUIIMHCKUX TeHETUKOB

AptembeBa CBerJiana BpoHuncjiiaBoBHa — J1.M.H., 3aBE/YyIOIIAs ICUXOHEBPOJIOTUUECKUM
otaenenueM Ne2 HaydHO-MCCIEA0BATENIbCKOTO KIMHUYECKOTO HWHCTUTYTA TEAUATPUH
nmenu akagemuka FO.E. Benptumesa 'bOY BIIO PHUMY um. H.U. [TuporoBa Mun3zapasa

Poccun

ApxunoBa Ejsena HuxkonaeBna — k.M.H., ®HKI] geTckoif reMatogoruu, OHKOJIOTHU U

UMMYyHoJsIoruu um. JImutpus Porauesa

. bapanoB Aunekcanap Ajexcanaposuu — akan. PAH, npodeccop, n.M.H.; HOYETHBIN
npesuaeHt Corosza neauarpos Poccun, coBetHuk pykoogutenss HUW nequatpuu n oxpanst
3nopoBbs geteit HKL[ Ne2 ®I'BHY «PHUX wum. akan. b.B.IlerpoBckoro», mpodeccop
kadenpsl nenuatpun u gerckoil pesmaronoru OI'AOY «llepBpii MIMVY um. M.M.
CeuenoBa» MunznpaBa Poccun (CeueHOBCKkMH YHHUBEPCHUTET), TJIaBHBIM BHEIUTATHBIN

cnenuanucT neauatp Munsapasa Poccnn

bacapruna Egena HukosaeBHa — A.M.H., 3aBeAyromias OTIEICHHEM KapIHOJOTHH,

ri1aBHbIN Hay4yHbIN coTpyaHuK ®I'AY "HMMUII 3n0poBea aereit" M3 PO

. Bamaxkman3e Hato /[:kymGepoBHa — 1.M.H., pyKOBOJUTENb OT/Ie]Ia OppaHHBIX OOJIE3HEH 1
npodMIaKTUKNA MHBATUAM3UpYommx 3aboneBanuii HUW nenuatpum u oxpaHbl 310pOBbs
nereit HKL[ Ne2 ®I'BHY «PHIX um. akan. B.B.IlerpoBckoro», mpodeccop kadeapsl
¢bakynbreTckoi neauarpun neauarpudeckoro paxkynprera ®PI'AOY BO « PHUMY um. H.N.
[Inporosa» Munznpasa Poccun, wien Coroza neguatpos Poccun

. KypkoBa Haraimusa BsiyecsjaBoBHa — K.M.H., BeAyuuil HayuHbli corpyguuk HHUU
neguatpu U oxpansl 370poBba aerer HKI[ Ne2 ®OI'BHY «PHUX wum. axan.
b.B.ITerpoeckoroy, wien Coro3a neauaTtpoB Poccuu, wieH Accoiuanuv MEIUIUHCKUX
T€HETHUKOB

3axapoBa Exarepuna FOpbeBHa — 1.M.H., 3aBeayromias JJabopaTopueil HaciaeICTBEHHBIX
6one3neir oomena PI'BHY «Menuko-reHeTUYECKU Hay4HBIH LIEHTP HM. aKaJeMHUKa
H.I1. BoukoBa», wunen Poccuiickoro oOmecTBa MEIUIMHCKAX T€HETHKOB, WIEH
EBpomneiickoro o0mecTBa 1o HM3YYCHHIO HACICACTBEHHBIX Oosie3Held oOMeHa BEIIECTB

(SSIEM)
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9.

10.

11.

12.

13.

14.

15.

16.

17.

KnwmnaukoB Cepreid AHATOJbeBMY — K.M.H., BEAYIIMA HAYyYHBIA COTPYIHUK S
HeBposoruueckoro oraeneHus ®PI'bHY «Hayunsiii nentp nesponorun» (PI'BHY ®I'BHY
HIIH), Bpau-HeBposior BbIclIeN KaTeropuu, 4jaeH Poccuiickux oOIIecTB HEBPOJOTOB M
MEIUMIUHCKUX IeHeTHKoB, HarronaneHoro obmecTtsa no uzyyeHuto 6one3nu Ilapkuncona

U paccTpoiicTB aBwkeHnid, Movement Disorder Society.

Koraykosa Haranbs [1aBjioBHA — [1.M.H., Bpau-KOHCYJIbTAHT, AeTCKHUI Kapauosor ['BY3
«[lerckas ropojnckas knuHW4Yeckas OonbHuIa wM. 3.A. bamuisieBoir I3 1. MOCKBBDY,
npodeccop kadenpsl rocnutanbHoi nequarpun Ne 1 menuarpudeckoro gaxyiasrera [BOY

BIIO PHUMY um. H.U. [Tuporosa

KyuneB Cepreit UBanoBuu — axkagemuk PAH, n.m.H., gupexktop ®I'BHY «Menuko-
T€HEeTUYECKU HayyHbIM 1eHTp uM. akagemuka H.Il.boukoBay», IIpe3naeHt Accouumanuu

MEAMLIMHCKUX TeHEeTUKOB (AMI)

JlapuonoBa Basentnna Uinbuanuna — a.M.H., ®DI'BHY "HHcTuTyT 3KCniepuMeHTaIbHOM

MeaunuHel", wieH Poccuiickoro oo1ecTBa MEAUIIMHCKHUX T€HETUKOB

MuxaiisioBa CBers1ana ButajibeBHa — 1.M.H., 3aBEyIOIIasl OTJCICHUEM MEIUIIUHCKON

renetuku PJIKb ®I'AOY BO PHUMY um. H.W. ITuporosa Munznpasa Poccun

Hama3zoBa-bapanosa Jleiinia CeiimypoBna — akan. PAH, npodeccop, 1.M.H., Ipe3uaeHT
Coroza mneamarpoB Poccun; mnacr-npesunent EPA/UNEPSA; pyxoBogutens HUU
nequaTtpu M oxpanbel 3a0poBbsi gered HKI[ Ne2 ®I'BHY «PHIX wum. akan.
b.B.IlerpoBckoro», 3aBeaytomias kadeapoil (hakyIbTeTCKON MeIuaTpuy MeAnaTpudeckoro
¢akynprera PI'AOY BO «PHUMY um. H.U. ITuporoBa» Munzapasa Poccun, rinaBHbIN

BHEUITATHBII IETCKUN CHENMAIUCT 10 npoduiakTHueckoi Mmenuurnae Munsapasa Poccun

Huxkutun Cepreii CepreeBudu — a1.M.H., mpodeccop, mpeacemarenp «OoOmecTBa

CIICHUAJIMCTOB IO HEPBHO-MBIIIICUYHBIM 3a00JICBAHHSIM)

CenumssinoBa Jluwimsa PoGeproBHa — K.M.H.,, Beaymuid HayuyHbli corpynHuk HUU
neanatpuu u oxpansl 310poBbs neteit HKI Ne2 (LIKb PAH) ®I'BHY «PHIIX um. akan.
Bb.B.IletpoBckoro», noueHT Kadeapsl NeAUaTpUd U JAETCKOM peBmaronorun OPIAOY
«IIepBbiit MI'MYVY um. .M. CeuenoBa» Munznpasa Poccun (CeueHOBCKUN YHUBEPCUTET),
JOLIEHT Kadeapsl GpakyabTeTCKON neauatpuu neauarpuueckoro daxynsrera ®I'bOY BO

«PHUMY nm. H.M. ITuporosa» Munszapasa Poccuun, wien Corosa neguatpos Poccun

Cemauknna Anaa HukonaeBHa — O.M.H., I'.H.C. OTACICHHMS KIMHHUYCCKON T'€HETHUKU
OI'BY «Mockosckut HUM neguatpuu u nerckou xupypruu Munsapasa Poccum», dneH

Acconuanun MeTUIIMHCKUX TeHeTUKOB (AMI)
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18.

19.

20.

CvupnoBa Oubra SIkoBjeBHa — Bpay-T€HETUK, CTAPIIMKA HAYYHBIM COTPYIHHMK OTIEla
CTaHIAPTHU3ALMU U U3YyYEHHS] OCHOB J0Ka3areinbHor Meauunubl HUW nenuarpun u oxpaHbl
3popoBbs gereit HKI[ Ne2 ®I'BHY «PHIX wum. akan. b.B.Ilerposckoro», uwien Coro3a

neanaTpoB Poccun

Cy00oTun /Amurtpuii MuxaitjoBuu — Bpad-renetuk ®I'BHY «Mennko-reHeTnueckui
Hay4yHbIl 1eHTp uM. akanemuka H.II. boukoBay, uimeH Accounuanuu MEAUIUHCKUX

reHeTukos (AMI)

®enoceenko Mapuna BiaamciaBoBHa — K.M.H., 3aBEAYyIOIIasl OTIEIOM pPa3pabOTKU
Hay4YHBIX TTOJIX0/I0B K UMMYHHU3AIMHU NAIMEHTOB C OTKJIOHEHUSIMU B COCTOSIHUU 3JI0POBBS U
XPOHUYECKUMH OOJIE3HSIMU, BEYIIUI HayuHBI COTPYIHUK, Bpad-nienuatp HUU neauarpun
u oxpanbl 310poBba AeTeid HKI Ne2 ®I'BHY «PHIIX um. akan. b.B.IleTpoBckoroy, 1oueHT
Kadeapsl pakynpTeTCKON neauaTpun neauarpudeckoro pakymnsrera DIAOY BO « PHUMY

uM. H.W. TTuporosa» Munszapasa Poccun, unen Corosza neauatpos Poccuu.

ABTOpBI MOATBEPKAAIOT OTCYTCTBHE (PMHAHCOBOM MOJAECPKKH/KOH(MIMKTa UHTEPECOB,

KOTOpBIfI H606XO,[[I/IMO O6HapO,Z[0BaTL.
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Ipunoxenne A2. MeronoJsiorusi pa3padoTKu KIMHUYECKUX PeKOMEHIalui

Hacrosdmme pexkoMeHIanuu MpenHa3HayeHbl [UIsl MPUMEHEHUS MEIUIUHCKUMU
OpraHM3allMsIMU U YUPEXKIEHUSIMU (efepanbHblX, TEPPUTOPUATBHBIX WU MYHHUIMIAIbHBIX
OpPTraHOB YNPABJICHUS 3APAaBOOXPAHCHHEM, CHCTEM O00s3aTeIbHOTO M J10OpPOBOJIBLHOTO
MCAUIIMHCKOI'O CTpaxoBaHus, APpYyrumMu MCOAUIITUHCKUMHA OopraHru3anuvsaiMu Pa3JINYHBIX
OpraHMU3alOHHO-TIPABOBBIX (DOPM AEATETHLHOCTH, HAMPABJICHHON HA OKa3aHHE MEIUIUHCKON
MTOMOILITH.

HaCTOHIL[He PCKOMCHAAIUN YCTAaHABJIMWBAIOT BHUBI, 00BeEM H HUHAUKATOPBI KadY€CTBa
MeIUIMHCKON oMoty nanuentam npu BI1 u Obumn paccmotpenst B pamkax 11 Beepoccuiickmii
HAy4YHO-TIPAKTUYECKUIl KOHTpecca ¢ MeXAyHapoaHbiM yyactueMm «OpdaHHble O001e3HN»
(31.05.2018 - 02.06.2018) u ma XXI Konrpecce memuarpoB Poccuu ¢ MeXITyHApOIHBIM
ydacTueM «AKTyanbHble IpoOsieMsl neauatpun» 15-17 despanst 2019 r.

Knunnueckue pexkomMeHnaluu CO3/1aHbl Ha OCHOBAHHWU CHCTEMATUYECKOro 0030pa
autepatypbl 1992-2019 rr. Medline (Pubmed version), Embase (Dialog version) u Cochrane
Library databases, ¢ ucmonb3oBannem cozganHbix mpoTokosios (Bembi B., Cerini E., Danesino
C. et al. Management and treatment of glycogenosis type Il. Neurology 71(Suppl 2) December
2, 2008. 12 — 36, Barba-Romero M.A., Barrot E., Bautista-Lorite J. et al. Clinical guidelines for
late-onset Pompe disease. Rev Neurol 2012; 54 (8): 497-507, Cupler E., Berger K., Leshner R.
et al. Consensus treatment recommendations for late-onset Pompe Disease. Muscle and Nerve.
2012. 319-333.) coBpeMEeHHBIX MEXKAYHAPOIHBIX KIMHUYECKUX PEKOMEHIAINH 10 TMarHOCTHKE,
JIEYCHUIO U BEJICHUIO TAIIEHTOB C META00TMYECKUMHU OOJIE3HSIMHU.

bomne3ns ITomite oTHOCHTCS K PEAKHUM HACJICACTBCHHBIM 3360J’[€BaHI/I$IM, YTO UCKJIIIOYACT
BO3MOYXHOCTh TIPOBEJICHHS OOJBIINX KOTOPTHBIX M PaHAOMU3HPOBAHHBIX KOHTPOJIMPOBAHHBIX
WCCIIETIOBAaHUM ¥ Il CO3JaHMsI MPOTOKOJIOB JUArHOCTUKUA U TEPAUH HCIOIB3YIOTCS JIUIIh
TEMATUYCCKHUE UCCIICA0BAHUSA OKCIICPTOB, OHY6J'II/IKOBaHHI)I€ B IIOCJICIHUE IBA ACCATUIICTHS.

OreHKa KayecTBa JI0Ka3aTeNbCTB U CHIIBI PEKOMEHAAUMNA MPUMEHEHUS] MEIUIIMHCKHUX
TEXHOJIOTUI MPOBOAMIACH B COOTBETCTBUU C YHM(DPULIMPOBAHHOM IIKANOH, MPHUBEICHHON B
tabnumax 1-3.

IeneBast avaiuTopus JAHHLIX KIHHUYECKHUX PEKOMEHTAIIMII:

Bpauu o0mieit BpaueOHON MPaKTUKH (CeMeNHHbIE BpauH);
Bpauu- nexuatpsl;

Bpauu-tepanesTsl;

1
2
3
4, Bpauu-reneruku;
5 Bpauu-nmaboparopHbie reHETHUKH,
6

Bpauu-kapauoiory;
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10.
11.
12.
13.
14.

Bpauun-nerckue kapauonory;

Bpauu- vespoiory;

Bpauu- penrrenosnory;

Bpauu ¢pyHKIIMOHATBEHON THArHOCTUKH,
Bpaun-oTopuHOIapUHTOJIOTH;
MeauiuHCKHUE IICUX0JIOTH;

Cryaentsl MmenuuuHcKkux BY30B;

OObyuarommuecs B OpJJUHATYpe U UHTEPHATYpE.

Taoauua 1. [llkana orieHKH ypoBHE#H 10cTOBepHOCTH qoKa3ateabcT (Y IJI) ams MeTonoB
JMArHOCTUKY (JIMAarHOCTUYECKUX BMEIIATEIHCTB)

YA Pacumgposka

1 Cuctematnueckue 0030pbl UCCIEIOBAaHUN C KOHTPOJIEM pedepeHCHBIM METOI0M
WINA CUCTEMaTHUYeCKUi 0030p paHIOMU3UPOBAHHBIX KIMHUYECKUX UCCIIEAOBAHUM ¢
IIPUMEHEHUEM METa-aHalu3a

2 OTtnenbHBIE UCCTEAOBAHUS C KOHTPOJIEM pePEepPEHCHBIM METOJOM HIIM OTACIIbHBIC
PAaHAOMH3UPOBAHHBIC KIIMHUYCCKUC UCCIICAOBAHNA U CUCTEMATUUCCKHUE O630pI)I
HCCIIEIOBaHUM JII000ro M3aiiHa, 3a UCKIIOYEHUEM PAHIOMU3UPOBAHHBIX
KIIMHUYECKUX UCCIIEOBAHNM, C IPUMEHEHUEM METa-aHaIN3a

3 HccnenoBanust 6e3 MOCIE0BaTEIbHOTO KOHTPOJIS pehepeHCHBIM METOIOM MU
HCCIIeIOBaHMs ¢ pe(h)epeHCHBIM METO/I0M, HE SIBIISIOLIMMCS HE3aBUCHUMBIM OT
HCCIIEyEMOT0 METOJA WJIK HEPAHIOMU3UPOBAHHBIE CPABHUTEIBHBIE HCCIIEI0BaHUS,
B TOM YHUCJIC KOT'OPTHBIC UCCIICAOBAHUA

4 HecpaBHuTenpHbIe HCCIeI0BaHUS, OTMCAHUE KIIMHUYECKOTO Cyvast

) Nwmeetcs nuis 000CHOBaHUE MEXaHU3Ma AEMCTBUS UM MHEHHE SKCIIEPTOB

Ta6auna 2. IlIkana oneHKH YpoBHEH q0cTOBEpHOCTH qoKazareabcT (Y1) ans meto1oB
npounakTUKH, JeueHus U peadbunuraruu (MpoGuIaKTHIECKNX, JeueOHbIX,
peabMIINTAIIMOHHBIX BMEIIATEIIHCTB)

YA Pacuugposka

1 Cucrematnueckuii 0630p PKU ¢ npuMeHnennem meta-ananmsa

2 Otnenpabie PKU 1 cuctematnyeckue 00630pbl UCCIIEIOBaHMM TI000TO IU3aifHa, 3a
uckmouennem PKU, c npumenennem Meta-aHanmsa

3 HepangomusupoBanHbIe CpaBHUTEIBHBIC UCCIIEIOBAHUS, B T.4. KOTOPTHBIC
HCCIIeJOBAHUS

4 HecpaBHuurtenbHbIe UCCIENOBaHMS, ONTMCAHNE KIIMHUYECKOTO CITydasi WM CepUHr
CIIy4aeB, UCCIICIOBAHUS «CITYy9ail-KOHTPOJIb)

5 Nmeetcs nums 000CHOBaHWE MEXaHU3Ma JIEUCTBHS BMEIIATEbCTBA (JIOKJIMHUYECKIE

I/ICCJ'IC,Z[OBaHI/IH) HJIM MHCHHUC SKCIICPTOB

Tadamua 3. lkana onenku ypoBHe# yoeaurensHocTH pekomenaammii (YYP) s metonos
POPUIAKTAKH, THATHOCTHKH, JICUCHUS U peadmmTanuu (MpopuIaKTHIECKHX,
JMAarHOCTHYECKUX, JIEYEOHBIX, Pea0MIINTAIIMOHHBIX BMEIIATEIBCTB)

YyP

Pacumdposka
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A CwiibHasi peKoMeHIanus (Bce paccMaTpuBaeMble Kputepuu 3¢ (HEeKTUBHOCTH
(MCXOmBI) ABISIOTCS BAXKHBIMH, BCE HCCIIEIOBAHUS UMEIOT BHICOKOE MIIH
YIIOBJIETBOPUTEIHLHOE METOIOJIOTUIECKOE KAYECTBO, HX BBIBOJIBI 1O
MHTEPECYIOIIUM HCXO0JIaM SIBIISIFOTCS] COTTIACOBAHHBIMH )

B YcnoBHas peKoMeHIaus (He BCe paccMaTpuBacMble KpUTEPUU

3P PEKTUBHOCTH (MCXOJIBI) SIBJISIIOTCS BAXKHBIMU, HE BCE MCCIIEJOBAHUS UMEIOT
BBICOKOE€ WJIH yJIOBJICTBOPUTEIHHOE METOIOJIOTHUECKOE Ka4eCTBO U/MJIH UX
BBIBOJIBI 10 HHTEPECYIOIINM HCX0JaM HE SIBJISIFOTCS COTJIACOBAHHBIMH )

C Cnabas pekoMeHanus (OTCYTCTBHE JOKA3aTeIbCTB HA/IJICIKAIIETO KaueCTBa
(Bce paccmarpuBaeMble KpuTepuu 3h(HEKTUBHOCTH (MCXOMbI) SBIISIOTCS
HEBa)KHBIMU, BCE UCCIICOBAHMS HUMEIOT HU3KOE METOI0JIOTMIECKOE KAaueCTBO U
UX BBIBOJIBI TI0 HHTEPECYIOIINUM HCX0aM HeE SIBJISIFOTCS COTTIACOBAHHBIMHU )

IHopsinok 00HOBJIEHHS KIMHUYECKUX PEKOMEHIAlMId.

MexaHu3m  OOHOBIEHHSI KIMHUYECKHMX PEKOMEHJAIMi  IpeaycMaTpuBaeT  HX
CHUCTEMATHUYECKYIO aKTYyaJU3alMI0 — HE PEKE YEM OJIMH pa3 B TPH T'0Jia, a TAKXKE MIPH MOSBICHUN
HOBBIX OTAHHBIX C ITO3UIIUU ZIOKa?;aTeJII)HOﬁ MCIOUIIUHBI I10 BOHpOC&M JUAardoCTHUKU, JICUCHUA,
npoQUIakKTUKH ¥ peadWINTallMd KOHKPETHBIX 3a00JICBaHW, HATUYUA OOOCHOBAHHBIX

JIOTIOIHEHU/3aMeuaHuii Kk panee yrBepkaéHHbIM KP, HO He yatie 1 pa3za B 6 Mecs1ieB.
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Ipunoxenne A3. CipaBo4Hbie MaTepHaJIbl, BKJIKYas COOTBETCTBHE

NOKAa3aHuM K NMPUMEHEHHNIO " HpOTHBOHOKaSaHHﬁ, croco0oB NMPUMEHECHUA U

8.

103 JIeKAPCTBEHHBIX MPeNnapaToB, HHCTPYKIUM N0 PUMeHEHUI0

JJEKApPCTBCHHOI'0O IIperiaparta
DenepanbHblil 3ak0H "O0 OCHOBaX OXpaHbI 3/I0pOBbs rpaxaaH B Poccuiickoit @eneparyn”
(N 323-®3 ot 21.11.2011).
[TocranoBnenue IlpaBurensctBa PO ot 30 uronga 1994 r. N 890 "O rocymapcTBeHHOU
NOJJICP)KKE PA3BUTUS MEAWLIMHCKOW TMPOMBIIUIEHHOCTH M YIy4IIEHUH OOECIeYCHHUs
HACEJICHUSl U YYPEXKJICHUHN 3paBOOXPAHEHMsI JIEKAPCTBEHHBIMU CPEJICTBAMU U U3JIEIHUSIMU
MEIUIUHCKOr0 Ha3HaueHHs" (C U3MEHEHUSIMH U JJONIOJHEHUSMN )
[Ipuka3 MunucrepctBa 3npaBooxpaneHusi PO «O6 yrepxaenun Ilopsaka okazaHwus
MEIUIMHCKOW TIOMOIIM OOJBHBIM C BpPOXKICHHBIMH U (WJIM) HACIIEACTBEHHBIMHU
3aboneBaHusAMm» o1 21.04.2022 Ne 274n
ITocranosnenue [IpaBurennbctBa Ne403 ot 26.04 2012r "O nopsiake Benenuss OeaepaibHOTO
pErucTpa JIML, CTPAJAIOIIUX YIPOXKAIIUMA U XPOHUUECKU NPOTrPECCUPYIOIIUMHU PEAKUMU
ophaHHBIMH 3a00J1€BaHUSIMU, IPUBOAAIIMMHI K COKPALICHUIO MPOAOKUTENBHOCTH KU3HU
rpaX<aaH WM UX UHBAIUIHOCTU U €r0 PErMOHaIbHOIO cCerMeHTa".
Kpurepun onenku kauectsa MeauuuHckoit momomu (ITpukas M3 PO ot 10 mast 2017 r. Ne
2031 «O0 yTBepkK/IeHUH KPUTEPUEB OLIEHKH KauyeCTBAa MEUIIUHCKON TTOMOLITH )».
[Ipuka3z MunucrepcrBa 3apaBooxpanenus Poccuiickoit @enepaunu ot 15 gexabps 2014 r.
N 834n "OO yrBepkaAeHUH YHU(DUUUPOBAHHBIX (OPM MEAUIIMHCKOW JTOKYMEHTAIIUH,
UCIOJIb3YEMBIX B MEAMIMHCKUX OPraHM3alMsIX, OKAa3bIBAIOIIMX MEIUIMHCKYIO ITOMOUIb B
amMOyJIaTOPHBIX YCIOBUSAX, U TIOPSIKOB 10 MX 3aMOJTHEHUI0".
[Tpuxa3z MunucrepctBa 3apaBooxpanenus: Poccuiickoit ®enepaunu ot 20 gexadbps 2012 r.
N 11771 "O6 yTBep>KIeHUH MOPsJIKA a4l HHPOPMUPOBAHHOTO JOOPOBOJIBHOIO COTJIACHS
Ha MEJUIMHCKOE BMEUIATEIbCTBO U OTKA3a OT MEIUIIMHCKOTO BMEIIATEILCTBA B OTHOLLIEHUH
OTNpENIeIEHHBIX  BHJIOB MEAMIMHCKUX BMEIIATENbCTB, (opM HHPOPMHPOBAHHOTO
TOOpPOBOJIBHOTO  COTJIacHsl HAa MEAMIIMHCKOE BMeEHIaTeNbCcTBO M (GopM OTKaza oOT
MEIMITMHCKOTO BMeNaTeabcTBa'.

[Tpuka3 Munszapasa Poccun (MunuctepctBo 3apaBooxpanenus P®) ot 24 nosiopst 2021

r. Nel094n «OO0 ytBepkaenuu llopsinka Ha3HaueHHs JIEKapCTBEHHBIX MpenapaTtoB, Gpopm

pelenTypHbIX OJaHKOB Ha JIeKapCTBEHHbIE mpemnapathl, [lopsaka odopmileHHs yKa3aHHBIX

OJJaHKOB, WX YydeTa M XpaHeHus, (opM OJIAHKOB PEIENTOB, COJACPXKAIIMX Ha3HAYCHUE

HAapKOTUYCCKHUX CPCACTB WM TICUXOTPOIIHBIX BCUICCTB, Hop;mKa HUX H3IroTOBJICHUA,

44



pacmpesieNieHus, perucTpaiuy, ydera U xpaHeHus, a Taxxke [IpaBun odopmieHus Oi1aHKOB

PELEnTOB, B TOM YUCIIE B (JOPME IEKTPOHHBIX TOKYMEHTOB)

10.

11.

[Ipuka3z MunucrepctBa 31paBooxpaHenusi Poccuiickoit @enepanuu ot 16 mas 2019 r.
N 3021 "OG6 yrBepxaeHuu [lopsaka mpoxoKaeHUs HECOBEPIIICHHOJIETHUMH JUCTIAHCEPHOTO
HaOJrOIeHUs, B TOM 4YHCIE B Mepuoa OOydeHUs M BOCIHTAaHUS B 00pa3oBaTEIbHBIX
opraHuzanusax"

Pacniopsoxenue [IpaBurensctBa P® ot 31 gexabps 2018 . Ne 3053-p "O6 yTBepKIeHHH
nepeyHeil MeIUIIMHCKUX U3ENIUN, UMITIAHTUPYEMbIX B OPTaHU3M YeJIOBEKa MPU OKa3aHUU
MEJIUIIMHCKOM MOMOIIM B paMKaX MPOTrpaMMBbl TOCYIapCTBEHHBIX TapaHTUH OECIUIaTHOTO
OKa3aHUs TIpaXJAaHaM MEIUIMHCKOM IOMOIIM U OTIYCKaeMbIX [0 peLenTam Ha
MEAUIIMHCKUE U3/ TIPU MPEI0CTaBlIeHUU Habopa COMATbHBIX YCIyT"

[Ipuka3z MunucrepctBa 3apaBooxpanenus P® or 6 urons 2013 r. N 354n "O nopsaxe
IIPOBEJCHUS MATOJOTOAHATOMUYECKUX BCKpbITHH" (3apeructpupoBaH MUHHCTEPCTBOM

toctuituu Poccuiickoit @enepammu 16 nexadpst 2013 r., peructpanmonnsiii N 30612).

HNudopmanusi o 1ekapcTBeHHbIX cpencTBax: https://grls.rosminzdrav.ru/

OcHOBHBIC HOPMATHBHO-TIPABOBBIE AKTHI, PEryJIMPYyOLIHe OKa3aHHe
NaJVIHATUBHON MeIMUMHCKON IMOMOLIH

®enepanbHblil 3akoH "O BHeCeHUH n3MeHeHul B @enepalibHblil 3aKk0H "OO0 0CHOBaX OXpaHbI
3710poBhsl TpaxkaaH B Poccuiickoii @enepanuu” 1Mo BompocaM OKa3aHUS MaUIMATUBHOU
MemuuHckod momomu” ot 06.03.2019 Ne 18-D3.
[Tpuka3 MunsnpaBa Poccun Ne 345H, Muntpyna Poccum ot 31.05.2019 Ne 372 «OO0
YTBEPKACHUM TMOJIOKEHHUsT 00 OpraHu3allid OKa3aHUs MaJUIMATUBHON MEIUIUHCKON
MOMOIIIH, BKJIIOYasi MOPSAIOK B3aUMOJEHUCTBUS MEAMIIMHCKUX OpPraHMU3alMid, OopraHu3aiui
COLMAIBHOTO OOCITYXUBaHHUS M OOIIECTBEHHBIX OOBEIWHEHWH, WHBIX HEKOMMEpPYECKHX
OpraHu3alii, OCYIECTBIIAIONINX CBOIO JESITEIBHOCTh B C(epe OXPaHbl 30POBHS.
[Tpuxaz Munszapasa Poccun Ne 3481 ot 31 mas 2019 rona «OO6 yTBep)KII€HUU MEpPEUHS
MEAMIMHCKUX U3/1ETU, peJHa3HAaYeHHbIX JIJIs OIIepyKaHUsl OPTaHOB M CUCTEM OpraHu3Ma
4eJI0BEKA, PEAOCTaBIAEMBIX IS UCTIOJIb30BAaHUS HA JOMY».
[Tpuka3 Munszapasa Poccun Ne 5051 ot 10 urons 2019 roga «O6 yrBepxaenuu Ilopsaka
nepeaayd OT MEAMLIMHCKOM OpraHu3alMy MalueHTy (ero 3aKOHHOMY IPEJCTaBUTEIO)
MEINIUHCKUX U3JENUH, IpeHa3HaueHHBbIX IS MOoAJIepKaHUs (PYHKIUI OpraHOB U CUCTEM
OpraHM3Ma 4YeJOBeKa, /Js MCIOJb30BaHUS Ha JOMYy IPH OKa3aHUU MAJUIMATUBHOU

MEIUIUHCKOU TOMOIIIN.
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5.

[Tpuka3z M3 PD Ne 831 ot 3 okTs16pst 2019 roga «O06 yTBepKI€HHH BEIOMCTBEHHOM I1EJICBOM

nporpaMmsl «Pa3BuTre CUCTEMbI OKa3aHUs NAJUIMATUBHOW MEIUIMHCKON TOMOILIN .

IIpoune HOPMATHBHO-IPABOBbIE JOKYMEHTBI, € YYe€TOM KOTOPbIX pa3padoTaHbl

KIMHUYCCKUE PEKOMECHAALI NN

6.

10.

11.

12.

13.

14.

Mexaynaposanasi knaccudukanus 00Je3HeH, TpaBM M COCTOSIHUI, BIUSIONIMX HA 3J0POBbE
(MKB - 10);

[Tpuxaz M3 P® ot 20 mexabps 2012r. Ne 1183 «OO0 yTBep»KACHMM HOMEHKIATYpPhI
JOJKHOCTEN MEIMLIMHCKUX paOOTHUKOB U (hapMalleBTUUECKUX PAOOTHUKOBY.

[Tpukaz M3 P® ot 23 wurosist 2010 r. Ne 5411, Enunsiii kBann(UKaMOHHBIA CIPAaBOYHUK
JOJKHOCTEN PYKOBOAMTENEH, CHEIHATUCTOB U ClyXKammx, pasaen KanudukanuoHHbIE
XapaKTePUCTUKU JOJDKHOCTEH pabOTHUKOB B cpepe 3paBOOXpaHECHHUS.

®enepanbubiii 3aKk0H 0T 25.12.2018 Ne 489 489-D3 «O BHeceHuM u3MeHeHU B cTaThio 40
@®enepanbHoro 3akoHa "OO 00s3aTEIbBHOM MEIUIIMHCKOM CTpaxoBaHuM B Poccuiickoii
Oenepannn" u DeepanbHblil 3aK0H "O0 0CHOBaX OXpaHbI 3/I0POBbs I'paKaaH B Poccuiickoi
®enepaunn” Mo BONpOcaM KIMHUYECKUX PEKOMEH 1ALy,

[Tpuka3z Munzapasa Poccuu Ne 1031 ot 28.02.2019 1. «O06 yTBEpKACHUH MOPSAKA U CPOKOB
pa3paboOTKU KIMHUYECKUX PEKOMEHJIAlUi, UX IepecMoTpa, TUIIOBOM (POPMbI KIMHUYECKHX
pexoMeHanuii U TpeOOBaHMI K MX CTPYKType, COCTaBy M Hay4HOH OOOCHOBAHHOCTH,
BKIIIOUAEMOI B KIIMHUYECKUE PEKOMEHIAINN HHPOPMAITUN.

[Tpuxaz MunsapaBa Poccun ot 13.10.2017 N 804n "OO yTBepkA€HMM HOMEHKJIATYpPHI
MEJTUIIMHCKUX YCIyT".

ITpuxa3z MunucrepeTBa TpyAa U conuanbHoi 3amuTsl PO ot 27 arycra 2019 r. n 5851 "O
KIACCU(PUKALUAX U KPUTEPUSX, UCIIONH3YyEMbIX MPH OCYIIECTBICHUH MEINKO-COIUAThHON
SKCIEPTU3bl TpaxaaH (eaepaabHbIMU TOCYIapCTBEHHBIMU YUPEKICHUSIMH MEIUKO-
COIIMAIbHOW SKCIEPTU3HI'";

IIpuka3 MuHHCTEpPCTBA 3APAaBOOXPAHEHUS U COLMAIBHOIO pas3Butus Poccuiickon
Oeneparyn «O MOPSAIKE MPUMEHEHHS JIEKAPCTBEHHBIX CPENICTB Y OOIBHBIX MO KU3HEHHBIM
nokazanusiM» ot 9 asrycra 2005 r. Ne 494

HNndpopmanmonnoe nucbmMo Munzapasa Poccuu mo BO3MOKHOCTH 3aKYTIKH JIEKAPCTBEHHOTO
npenapara o TOProBOMY HaWMEHOBAHUIO
(https://www.rosminzdrav.ru/news/2019/12/18/13043-minzdrav-podgotovil-
informatsionnoe-pismo-po-vozmozhnosti-zakupki-lekarstvennogo-preparata-po-

torgovomu-naimenovaniyu);
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Hpuiaoxenue B. Undopmauus 1/ mauueHra

Yrto Takoe 001e3Hb [Tomme?

Bonesns [lomne — 3710 oxHa u3 50 HacnenCTBEHHBIX OOJIE3HEH, KOTOPBIE OTHOCATCS K
IpyImIe JU30COMHBIX Oosie3Hel HakomieHus. B mu3zocomax (opraHesibl KJIETKH) MPOUCXOIUT
pacilelieHHe  KPYIHBIX — MOJICKYn — (MakpOMOJIEKYJ) TaKMX  Kak  OJKHPbBI,  OCIKH,
IJIMKO3aMHUHOTIIMKAHBI, TIUKOTeH. [Ipu pa3HbIX 0OJEe3HSIX HapyIIaeTcsl ONpeaesieHHAast CTaus
pacuieruieHust 3Tux Makpomosiekysn. Yactora Oonesuu Ilomme (rmmkorenosa Il-ro Tuma)
coctasisieT npuMepHo 1 ciydait Ha 140 000 (knaccuueckas nHpanTmibHas Gopma) u 1 Ha 60
000 s B3pocnoit (opmel. 3abojeBaHHE BCTpeyaeTCs MPAKTHMUECKHM BO BCEX 3THUYECKUX
rpymnmnax.

bonesns Ilomiie penkoe HaciiecTBEHHOE 3a00JIeBaHKE, IPU KOTOPOM B OpPTaHU3ME HE
XBaTaeT OINpPENEICHHOro (GepMeHTa - aiubda TIIOKO3WIa3bl (CHHOHHUM KHClas Maibrasza). B
pe3yabTare MyTanuu B reie GAA, KOTOpbIi KOAUPYET ATOT (PEPMEHT, B KJIETKAX HAKAIJIMBAETCS
0co0oe BelIecTBO — IUIMKOI€H. DTO MPOMCXOJUT B MbIIIIAX U B cepaue. Ecnu He HadaTh
JIEYEHUE, TO MBIIIIEYHAsl TKAHb U3MEHSIET CTPYKTYPY ¥ HE MOXKET BBINOJIHATH CBOIO (DYHKIIHIO.

Kak nposiBasiercs: 6oJ1e3nb [lomne?

bonesns [lomne OTHOCUTCA K MPOrpeCCUPYIOLIMM HEPBHO- MBIIIEUYHBIM 3a00JI€BaHUSM.
C TeueHMeM BpPEMEHU CHUMIITOMBI OOJIE3HHM HapacTaroT, MPUCOEAMHSAETCS MOPaXKeHHE HOBBIX
rpymm MBbIIIII. MHuorue MNAanUCHTBI MNEPECTAIOT CAMOCTOATCIIBHO XOAWTb W CTAHOBHUTLCA
3aBUCMMBIMH OT allllapaToB I/ICKYCCTBCHHOI\/'I BCHTWJIAIIHUU JICTKUX, ITOCKOJIBKY IIPOUCXOAUT
MOpa)KEHUE MBI OTBETCTBEHHBIX 32 JibIXxaHue. I3BeCTHO HECKOJIBKO PA3MUYHBIX IO TSKECTH
U BO3pacTy Hayaja ¢opMm 3aboieBaHUs- paHHASA (MJajJeHYecKas), MO3IHSS MilafileHyecKas
(merckas) u B3pocias. OHU OTIMYAIOTCA CHUMOTOMaMU M CKOPOCTBIO IMPOTPECCUPOBAHMSL.
Bbonesns [lommne nposiBisieTcs B BUie MbIIIEYHON ¢1a00CTH, aTpo(UK MBI TPU BceX Gopmax
3aboneBanus. g mianeHdeckoil (opMbI Takke XapaKTEpHO MOPAKEHUE MBILIIBI Cep/ra.
Pazmepsl cep/iia 3HAUYMTENBHO YBEIMYUBAIOTCS, MOXXET OBICTPO pPa3BUBAThCA CEplEUHas
HEJ0CTaTOYHOCTb.

JletsM WHOrJa CII0KHO TOBOPUThb, TaK KAaK CTPAfalOT BCE TPYIIBI MBI, peYb
CTAaHOBUTCS HEBHATHOM, CMa3aHHOW. MplmeuyHas caabocTh MOXKET MpPOSBIATHCS B
HCYKIIIOXKCCTHU, MALUMCHTBI CIIOTBIKAKOTCA, UM TPYAHO MOJHUMATLCA IO JICCTHHUIIC. Hoxo;uca
B3pOCIBIX NallMEeHTOB ¢ Ooie3Hbro [lomme cBoeoOpa3zHas, OHM CTaparoTCs KOMIIEHCHPOBATh
nedexT 3a cuéT mepeHoca LEeHTpa TsKecTH. UeM MeHbIIe MalUeHT ABUraercsi, TeM OoJiblie

BCPOATHOCTH Pa3BUTUA I/ICKpI/IBJIeHI/Iﬁ MMO3BOHOYHHKA U IMOABJIICHHUA KOHTPAKTYP.
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Kak nacaenyercs 6os1e3nn Ilomne?

Hacnenyercs Oose3ns Ilomme mo ayrocomHo- pernieccuBHOMY Tuily. bosbHOM BIIT
pebeHOK HacleAyeT M0 OJAHOMY H3MEHEHHOMY TreHy (reHa ¢ MyTranueil B CBoOei
MOCJIEIOBATEILHOCTH) OT KaXJ0ro H3 pojaurenci. B cembsix Tlie pOAUTENH SBIISIOTCS
Hocurensimu Oosiesan [lomme puck poxxaenust 6ompHOro BII pebenka cocrapmser 25% Ha
Kaxkayro 6epemeHHocTh. [ToaTOMy ecinu B cembe poauicst 6osbHOM BII pebenok 310 He 03HavyaeT
4TO Bce 1eTu OyayT 601bHBL. ECTh 11aHCc poauTh 340pOBOTro peOeHKa.

Kak ycranaBJIMBaIOT 1UarHo3?

Bpaun Ha OCHOBAaHMHW KIMHUYECKUX CHUMIITOMOB MOTYT 3allOf03pUTH OOJIE3Hb. 3aTeM
MIPOBOASATCS 1TaOOpaTOpHbIE TECTHl U MHCTPYMEHTAalIbHOE HcclefaoBanue. [Ipaktuuecku y Beex
6onpHBIX BII B OHOXMMHYECKOM aHanM3e KpPOBU TMOBBIIICHA AaKTUBHOCTH (EPMEHTOB
kpearuHpocdoknHazel, Anar, Acat. Ilpu nmpoBeneHNH >MEKTPOHEHPOMUOTPAdUHU OTIPEACTISIOT
MEPBUYHO MBIIICYHOW XapakTep HapyuieHus. Ho 3TH cuMOTOMBI MOTYT BCTpeYaThCs U TMPHU
JIPYTUX HACJEICTBEHHBIX (opMax MBIIIEYHBIX AUCTpoduii. [ TOYHOro MOATBEPKIACHUS
JMarHo3a HeoOXOAMMO OIpelelieHHe aKTUBHOCTh anb(a III0K03uaa3bl B KpoBH. Bo MHOrHx
ciydasix Takxke pekomenayercs nposenenus JJHK aumarnoctuku, ecinn akTHBHOCTH (hepMeHTa
ObL1a CHUXKEHA.

Kak seuar 60s1e3ub [lommne?

Jns neyenust BI1 pazpabortana cnernuanbHas GepMeHTHas 3aMeCTUTENbHAs Tepamnusl.
CMmpbICT Tepamnuu 3aKII0YaeTCsl B TOM, YTO MAIMEHTY KaXK/bIe IBE HEACIN BHYTPUBEHHO BBOJIST
Henoctarouii pepment. [Ipenapat mins GepMEeHTHON 3aMECTUTENLHON TEparuy Ha3bIBACTCS
Anrmroko3unasa anbda. B camoli mporenype BHYTPUBEHHOTO BBeACHHs ()epMEHTa HET HUUYETO
CIIO)KHOTO W cTpamHoro. [lpu ompeneneHHOM HaBBIKE ATO MOKHO TMPOBOJIUTH B 00O
00JIbHHUIIE.

DddekT Tepanuy BO MHOTOM 3aBHCHT OT TOTr0, KOTJa ObUIO HaudaTo JyieueHue. Ecim
MPOLIECC B MBIIIEYHOW TKAHMW JIOLIENI O ONpPENEIEeHHON CTaJiuM, BOCCTAHOBUTH YTPAYEHHYIO
(YHKITUIO MBI HEBO3MOXKHO.

Mennko-reHeTu4ecKkoe KOHCYIbTHPOBaHMe NpH 0oJie3nu Ilomme

CeMbsiM OUeHBb BaXXHO MTOCETUTH Bpada-TeHETHKA. Y Bpadya FreHETHKA MOYKHO y3HATh PUCK
poxxaenus 6onpHOro BIT pebeHka B JaHHON ceMbe, MPONTH 00CIeIOBaHNE POACTBEHHHKAM €CITH
3T0 HeoOXxoauMO. OOCYIUTH MPEHATATLHYIO M MPEUMILIAHTAIMOHHYIO THaTHOCTHUKY.

[IpenatanpHast aumarHoctuka mnpoBoauTcss Ha 9—11 Hemensx OepemeHHOCTH. B
MaTepuase, KOTOpbIi Ha3bIBaE€TCS BOPCHHBI XOPUOHA (TO U3 UEro B MOCIeAyIoeM GopMUpyeTcs

IUIAIICHTa), OMPEACISIOT aKTUBHOCTH (PEPMEHTA U MPOBOJAT TECTHUPOBAHUE JUIS BBISBIICHUS
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myTtaruii B reHe GAA. Ha ocHOBaHWY MPOBEIEHHOTO aHAJIM3a JIEJIAl0T BBIBOJ OOJICH IO WIIH
310poB. COBpEMEHHbIE TEXHOJOTUU TMO3BOJISIIOT MPOBOAUTH W MPEUMIUIAHTAIIMOHHYIO
IUarHocTuKy. OIUIOJOTBOPCHHE TMPOBOJUTCS B MPOOUpPKE, 3aTeM OTOMPAIOT TOJBKO Te
OTUIOZOTBOPEHHBIE YMOPUOHBI HA CTAJUU HECKOJBKUX OJaCTOMEPOB, B KOTOPHIX HET CEMEUHOU
MyTaIlu{ ¥ UX UMILIAHUTUPYIOT B Opranu3M Matepu. [Ipu qaHHOM nporieaype ecTb CBOU PUCKH,
KOTOPbIE MOXKET Pa3bSICHUTh Bpad F€HETHUK.

Bonesnp [lomne He BXOIUT B mepeueHb Op(aHHBIX 3a00JIeBaHUM, JEYCHHE KOTOPBIX
MPOBOJUTCS 3a CYET CPEIACTB PETHUOHAIBHBIX OFO/DKETOB, OJHAKO, MAIMEHThI HMEIOT
BO3MOKHOCTH JIEYUTECS B Poccun.

IToMo1b ceMbH

He 3a0biBaiiTe: OT ceMbH 3aBUCUT YCIIEX JICYCHHUSI HE B MEHBIIIEH CTETICHH, YeM OT Bpaya.
HyxHo cobmronate pekoMeH1aluy, HU MPU KaKUX YCIOBHUSAX HE TEpsTh Hajaexay. M naxe ecnu
BBl He moOenuTe 00JEe3Hb MOJHOCTHIO, TO CMOXKETE€ H3MEHUTh KH3Hb K JIydlleMy, CIeNaTh

POAHOI0 BaM 4YCJIOBCKA CHACTIIMBBIM B BalllUX CHJIAX.
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Ipuiaoxenne I'1-I'10. Illkanbl oneHKH, BONPOCHUKHU U APyTrHe OLlEeHOYHbIE
HHCTPYMEHTBI COCTOSIHUA MALMEHTA, IPUBEJACHHbIC B KIMHUYECKHX

PEKOMECHIALUAX

IIpunoxenue I'l. OcnoBHbie cumnToMbl MBII

Kimmanueckue cuMnTomsl Yacrora
CungpoMm «BsIOro peOeHKay, OBICTPOE MPOrPECCHPOBAHUE MBIIICUYHOM
c1a00CTH, AaKCHAJIbHAs TUIOTOHMS, CHM)KEHHME MOTOPHOW aKTUBHOCTH,

110 96%
¢J1a00CTh MUMHUYECKUX MBI, apedieKcus B MO3AHEN cTauu 3a00sieBaHus,
MKPOHOKHBIE MBIIIIBI TUIOTHBIE MTPH MATBITAIH
Kapnuomeranusi, KapAnOMHONIATHS H/WITH CeplIeYHAsT HETOCTaTOYHOCTb 10 95%
I'enaromeranus 10 82%
Makpornoccus 10 62%
TpyaHOCTH pU BCKapMIIMBAHUU U HU3Kas IPUOaBKa B BECe 10 50%
YacTele pecriupaTopHble HH(EKLUNHU, PECIMPATOPHBIN AUCTPECC U CHUXKEHUE

30-40%
JbIXaTeNbHON (PyHKINH
[ToBbIIeHNE YPOBHS KpEaTHHKHHA3HI 100%
BeicTpoe 1 HeyKIIOHHOE MporpeccupoBaHue 3a00JIeBaHUS 100%
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IHpuiaoxkenue I'2. OcHoBHbIe KIMHUYecKue cuMmnTombl BITITH

IMpusnax Yacrora
[Iporpeccupyromast  MbllieyHast  cl1aboCTh € MPEUMYILECTBEHHBIM
NOpa)kKeHHEM NMPOKCUMANIBHBIX OTJEJIOB, CHUKEHUE MOTOPHOW aKTUBHOCTH,
c1aboCTh B HOTax OOJIbIIIE, YEM B pyKaX, TUIIEPTPOPHST HKPOHOKHBIX MBIIIII, 30-90%
BOBJICUCHUE MapacluHAIbHBIX MBI (y AETei mocTapiie), TUIOTOHUS, ’
CHIDKEHHE CYXOXXHJIBHBIX pe(dIIeKCcOB, MOJIOKUTENbHBIE pHeMbl ['oBepca,
MHOIATHYECKAs TIOX0/IKa
Hapymienust npixanusi, yacTble pecrnupaTopHble MHGEKINH, AbIXaTelbHast
HEJOCTAaTOYHOCTh, AMCIHO? NpU (PU3HUECKON Harpys3ke, OOCTPYKTUBHOE 25-40%
aItHO? BO BPEMsI CHa, OPTOITHOD
[ToBbIIeHNE YPOBHS KPEaTHHKHHA3HI 100%
YMepeHHas rernaroMerainus 1o 16%
Kapnunomeranus, kapamomuornarusi (MEHee BBIpKEHHAsS, YEM TIPH JIe0r0Te

0-12%

10 1 rona xu3HM)
Maxpornoccus 10 4%
CoHIMBOCTh, YTOMJISIEMOCTD 10 8%
Jlopno3, kudo3 u/uam CKoIuo3 9-25%
HopmanbeHoe nicuxopeueBoe pa3BUTHE, COXPAHHbIM HHTEIUIEKT 96%
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Ipuiaoxkenne I'3. Boinosnenue apurarebHbIX TecToB npu BITITH

Brinmosansier Boinmosansier He mo:xer
IIpennsiBiasiemoe 3aJaHue
0e3 Tpyaa ¢ TpyJaOM BBLINOJIHUTH

[ToaHsTh pyKH HAJZl TOJIOBOM 55 % 29 % 16 %
[TpuHATh BEPTHKAIBHOE IOJIOKCHHE
A3  MOJOXKEHUS  HAKJIOHUBIIKCH 14 % 45 % 41 %
BIIEpE]T
Bcerath ¢ HU3KOTO CcTyna 12% 53 % 35 %
Bcrare 06e3 momomu  pyk U3

8 % 37% 55 %
MIOJIOKEHU JIEKa HA CIIHHE
[ToanpeIrHyTh Ha MECTE 6 % 29 % 65 %
Xoap0a BBEPX/BHU3 MO JICCTHHUIIE 2% 57 % 41 %
[ToaHATH HOTH B IIOJIOKEHUH JIEKA 2% 43 % 55 %
[TomHATBCS ¢ KOPTOYEK 2% 22 % 76 %
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IIpunoxenue I'4. OcHoBHBIE 3a001eBaHMA 1A M PepeHIHATBLHOTO

auarno3a BIIITH
OcHoBHBIE CXO0KHe
Tun HapyumeHnus J{uaruos

CHMIITOMBI
[TosicHO-KOHEYHOCTHAS MbiieyHas | [Iporpeccupyromas
aucTpopus cJ1a00CTh MBI  TI0SICOB
JucrpoduHonaTuu (MuomUCTPOUS | HUKHHUX KOHEYHOCTEH,
JromeHHa, bekkepa) KPBUIOBUJIHBIE  JIOIATKH,

MuodubpuiispHas MHOTIATHS

Kkpamnu, nosbimeHne KK

MpblieyHbIe MuoTtoHundeckas guctpodus 2 Tura
TUCTpOPUN [IneyenonaTouHo-nuIeBas
MHOIUCTPODHS
bonesns /lanona
X-cuernjaeHHas MUOIaTUs
JInuenonaroYHOKOHEYHOCTHAS
MBIIIEYHAs TUCTpOodus
[Tonumuo3ut ITocrenenno
Bocnanurensnas
MO Muo3ut ¢ BKIIFOUEHUSIMU pa3BuBawIasica caabocTh
M, moBeieHne KK
HemanunoBas Mmuonarus Mpimeunas  ¢nabocCTh,
bone3np I1EHTPAILHOTO CTEPKHS U | TUIIOTOHUS npu
Bpoxnennsie MYJIbTUCTEPKHEBASsI MUOTIATHH HOPMaJIbHOM I
MHUOTIATUH LlenTpoHyKII€apHass MUOTIATHS YMEPEHHO  TOBBIIICHHOM
Muonatus ¢ ruaiiHOBbIMU TenbllamMu | ypoBHe KK,  Hanumuum
[Ipounrie BpoXkJI€HHBIE MUOTIATHU CKEJIETHBIX HAPYIICHUM
I'mukorenossl Illa, IV V u VII tunos I'nmoTtonus,
MuTtoxoHIpranbHble MUOTIATUN remaToMerainusi 'y JIeTeu,
’Kuposbie Muonatumn cnabocThb MBIIIIII,
Metabonuueckue YTOMJISIEMOCTh,  cIAbOCTh
MHUOTIATUH MBIIIIII, CHIDKEHHE
YCTOWYUBOCTHU K
Harpy3kam,  TIOBBIIIICHUE
KK
CrnuHanpHbIC MBIIIIEYHBIE aTpodun, Tu | Ci1abocTh MBIIIIII,
Bonesnu I'ulll HapyllIeHue JbIXaHUs,
. bynbOocnuHaneHas aMuOTpodust | aTpOPUS MBIIIILL, BO3SMOKHO
MOTOHEHpOHa

(6one3nnr Kennenn)
BbokoBoif amroTpodudeckuii CKiIepo3

noseimeHne KK

MuacTenust rpaBuC Hapymenust  neixanus,

bosiesnu HepBHO-
N Bpoxnennbie MHACTEHHYECKHE | c1aboCcTh MBIIIII,
MBIIIEYHON
CUHJIPOMBI YTOMJIIEMOCTD
nepeaadn
Cunnpom JlamGepra-UToHa
AcuMIToMHOE Bropuunas ~ muwomarus,  Bkimwouas | [loBermenne KK

noBbiieHre KK JICKAPCTBEHHYIO
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Ipuioxenue I'S. Monuropunr nauuenra ¢ bII

Bce nanuenTsl

Bospacr <5 qer

‘ Bo3pact > 5 Jer

Ha momenT
Hauana O3T

Kaxnrie
3 Mmec

Kaxxnrie
6 Mec

Kaxnrie
12 mec

Kaxxapie 6
Mec

Kaxnrie
12 mec

Knununuyeckuii craryc
X
nangueHTa

X

X

PocT, Bec, OKpY:KHOCTH
roJIOBBI y J1eTel

A/l, Temneparypa reJja

AHaJHM3 KpOBH*

AHAJIN3 MOYH ** X

Pentrenorpadgus
OPraHoOB IrPyAHOM X
KJIETKH

KT

IxoKT

Ayauomerpust X

OueHnka ocTpoOTHI
3peHust

OneHKa KOTHUTHBHOTO
craryca

PeHTFHOHeHCHTOMeTpI/I
A

OneHka JUHEHHOro
pocra

Ouenka ®B/{

Ouenka MOTOPHOTO
€TaTyca Mo IKajlaM M | X
Tecty 6MWT***

OneHka KayecTBa KU3HHU

Onpocuuxk SF-36 X

|

X

* Ananu3 kpoBu nomkeH Bkmouath: ACT, AJIT, JIAI, KK (MB-¢pakuus), ansOymuH
CBIBOPOTKH, TPOTPOMOMHOBOE BpeMs, YaCTHYHOE TPOMOOIIIACTHHOBOE BpeMs, OOIIHiA

OUnMpyOHH, CBIBOPOTOUHBIM KpEaTHHUH.

** AHanm3 MOYM JTOJDKEH BKITFOYATh: KpeaTUHUH MouH, 6enok, CKD

*** Mcnonp3yeMble MIKaJIb:

[IIkama Anpbepra moTopHOTro passutus maaaeHies (AIMS) (Ilpunoxenne I'6)

Cuna MBI 110 IIKalle KOMUTeTa MeAuIMHCKUX uccinenopanuii ([Ipunoxenne I' 7)

6MWT — tect 6-munyTHOMN X016051 (6 Minutes walking test, GMWT) (ITpunoskenwne I'8) [1]

s MmoHumopunea cocmosanus NnayueHmos, Haxoo0AWUxXcs Ha Namo2eHemuiecKkot
mepanuy, pPeKoMeHOOB8AHO UX HabavOeHue He pedce O00HO20 paza 8 200 8

CneyuaiUu3uUpOBAHHbIX YEeHMpPAX,

6 KOmopslx MmoaHcem Obimb  OKazaH 00vem

Me()ul/ﬂ/tHCKOIZ nomouwu 6 coomeemcmeuu C OAHHBIMU KITUHUYECKUM pekomeudauu}mu.
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Ipunoxenne I'6. llIkana AnpbGepra MOTOPHOTO pa3BUTHUSA MJIA/ICHIIEB

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

Hcrounuk (ouIIHaNbHBINA CAiT pa3paboTUYNKOB, MyOIHKanus ¢ Baauaanuei): Piper MC,
Pinnell LE, Darrah J, Maguire T, Byrne PJ. Construction and validation of the Alberta Infant
Motor Scale (AIMS). Can J Public Health. 1992;83:546-50.

Tun (moauepkHyTS):

oIKajia O€HKHU
HHICKC

BOIIPOCHUK

Apyroe
Haznauenne: MmoTopHas mikana st miajaeHieB AnboepTsl (AIMS), mikana Habm0AaTEIbHON

OIICHKH, OblJa pazpaboTaHa isi U3MEPEHHS OOIIEro JIBUTaTeIbHOTO CO3PEBaHUA y AETEH OT
POXJICHUS 10 CAMOCTOSTEIIBHOM X0IbOBI.

Copepxanne (mabmon): OCHOBBIBAsCh HA JIUTEpaType, 58 HABHIKOB ObLIM CTEHEPUPOBAHBI U
pacmpesielieHbl 10 YeTBIPEM IO3MIMSIM: JIeKa, Jiexka, CUAsS u cTos. KakaoMy W3 HaBBIKOB
MIPUCBANBACTCS OTPEICICHHBIN Oa

Kitou (uHTepriperamusi): Oauibl CyMMHPYIOTCS W TPOBOAMTCS OOIIas OLIEHKA MOTOPHOTO

Pa3BUTHA U OTKJIOHEHHE/COOTBETCTBHE HOPMAaJIbHOMY PAa3BUTUIO B MEPUCHTUIIAX

IIkana Aab0epTa MOTOPHOTO PA3BUTHUS MJIAJICHLIEB

YHUCII0/MECSI/TO
damuns, UM JlaTa ncciemoBaHus: / /
W nenTudukaioHHbIi HOMep Jata poxacHus: / /
Uccnenosarens XPpOHOJIOTUYECKHI BO3PACT: / /
Mecto npoBeieHUs UCCIeq0BaHUS CKOppeKTHUPOBAHHBIN BO3PACT: / /
[IpenwecTByromue ITyHKTHI, bayn no mkaine
3aCUUTAHHBIC TTYHKTHI 3aCUUTaHHbBIC B
«OKHE»
ITonoxxeHnue Ha
KUBOTE
ITonoxxeHnue Ha
CIIUHE
ITocanka
BcraBanue
OO0wwui 6ar: MePICHTUITD!

[Tpumeuanus/peKOMEH AN
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IIKAJIA OHEHKH MOTOPHOI'O PA3ZBUTHUSA Y MUIAJIEHIIEB

Ne ucciaenoBanus

ITo10:xkeHune Ha
JKHBOTE

-
e, S

i

{ ;L_I J/

- N A
P d r:"c:'.
— —i

onoxenne exa Ha :xuBote (1)

duznonornyeckas GIeKCcusl.
IToBopauuBaeT rojoBy Uil OTBEICHHS, HOCA OT
MMOBEPXHOCTH.

et —

o —_—

-

5

|'h-_"'#'/

o S _"-{-‘5
! =

ITono:xeHue Jieska HA sKUBOTE (2)
CHUMMETPHUYHO TTOJTHUMACT T'OJIOBY TOJT YTIIOM
45°,
He criocobGen yaepkuBath ToJI0BYy Ha OJTHOU
JIMHHUMU C Ty.TIOBI/IHIGM.

IoJi0:keHne HA KUBOTE C ONMOPOii

JloxkTn HaxogaTcd no3aau mied. bes
MOICPKKH IMOJHUMAET TOJIOBY O yriioM 45°.

Omnopa na npeaniieuns (1)

[TomHUMaeT 1 yiep>KuBaeT rojoBy MO/ YIIIOM
oostee 45°. JIokT HA OQHOM JIUHUHU C [IJIEYAMH.
I'pynHast kiieTKa pa3MeniaeTcst Mo HeHTpy.

IloaABMKHOCTD B MOJIOKEHHH HA KHUBOTE

[TogauMaet rosoBy nof yriiom g0 90°.
HekoHTponupyemblie MONBITKH MEpeHOca Beca.

Omnopa Ha npeanje4yns (2)

JlokTHn HaxXo4dATcCd Iepe mjiicuaMu. AxTuBHOE
OATATUBAHUC n0n6op0m<a C BBITATBAHHUEM
micu.

ITos0:xkeHne HA
CIIMHE

onoxenne aexa Ha cnune (1)
duznonoruyeckas GIeKcusl.
[ToBOPOT roJI0BBI; MOJTHOCUT POT K PYKE.
becniopsimounbie ABUKEHUS PyKaMU U HOTaMH.

Honoxenne jgexa Ha cnuHe (2)

IToBOPOT r'OJIOBBI K CPEIHEN JIMHUU.
HeoOs3aTenbHblil acHMMeTpUYHBIN MIEHHBIN
toHnvyeckuit pedaexc (ALITP).

Ilonoxenue Jjiexka Ha cnuHe (3)
["osioBa HA OTHOM JIMHUM C TYJOBHILIEM.

JIBUraet pykaMu, HO He CIIOCOOEH MOIHECTH
PYKHU K CpeHEN JIMHUMU.
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IMoJio:keHue Jexxa Ha cninHe (4)

AKTHUBHOCTE crudareieil meu ¢
noATATHBaHUEM Moa00poaka. [TogHOCHT pyKH K
CpeaHEN JTMHUH.

IToxHeceHne pyK K KOJEHAM

[ToarsaruBanue mogbopoaka. Jlocraer pykamu
110 KOJICHEH. AKTUBHOCTh OPIONTHBIX MBIIIIII.

ITocanka

IMocaaka ¢ mogaep:RKoi

ITogaumaet u KpaTKOBPEMCHHO YACPIKUBACT
T'OJIOBY Ha OJIHOM JIMHUH C TYJIOBUIICM.

IMocaaka ¢ onopoii Ha pyKH

VY nep:xuBaeT royioBy Ha OJTHOM JIMHUH C
TynoBuuieM. KparkoBpeMeHHO onupaercs Ha

PYKHU.

IloaTsiruBanue B cHAsiY€EE MOJI0KEHHE

[ToaTsruBaeT mo100POOK; TOIOBA HA OJTHOM
JIMHUU C TYJIOBUIIEM WU BIEPEIN.

BceraBanue

Omnopa Ha HOrM ¢ moaaep:xkoi (1)

Bo3moxHO monepemMeHHoe crubaHue B
Ta300eIPEHHOM U KOJIEHHOM CYCTaBax.

Onopa Ha HOTM ¢ MOAAEPKKOH (2)

lNosioBa Ha o1HOM JIMHUM C TyJIOBHIIEM. benpa
HaXOJATCs mo3aau 1ied. PasHooOpasHbie
JBUKEHUS] HOTaMH.
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Onopa Ha BBITAHYTbIE IlepexaTbiBaHue u3 IlnaBanue
PYKH N0JIOKEHHS Ha KUBOTE
B I10J10’KCHHE HA CIIUHE
0e3 moBopoTa
["C"-- |
'-._'_x\__.z‘ .- e
g A e ™ by N =<
{'I'\-J" : _'_.._-;l = e i b ;__,.. k.-"'- ..-" g
- | o . 1_:\3,‘ . .-—.._ ¥ —. -;‘.’
Pyku BBITAHYTBI. JIBrxeHue [TarrepH akTUBHOCTH

[ToararuBanue nogdopoaKa
C IOXbEMOM TPYIHOU
KJ1eTku. bokoBO# mepeHoc
Beca.

WHULUUPYETCS TOJIOBOM.
TynoBute IBMXETCS Kak
OJTHO 1IETIOE.

pasrubareneil.

IMonbITKA TOTAHYTHCSA 10
npeaMeTa u3 ynopa Ha
npeamnjiedbst

ITepeBopor

IlepexkaTbiBaHue U3
M0JIO’KEHH S HA )KUBOTE B
M0JIOKeHHEe HA CITUHE €
MOBOPOTOM

AKTHBHBIN TIEPEHOC Beca ¢
OJIHOM CTOPOHBI.
Kontponmpyemas nonsiTka
JOTSHYTBCS 10 IpEAMETA
CBOOOJTHOM PYKOH.

ITepeBopOTHI.

JIBUKEHMS pyK U HOT.

bokoBas ¢pnexcus
TYJIOBHILA.

[ToBopoT TynoBHIIA

ITo1o:xkeHne Ha

IHoanecenne pyk K

IlepexaTrbiBanue U3

yerBepeHbkax (1) CTYITHAM NMOJIOKEHUS HA CIIMHE B
M0JI0’KEHUE HA 'KUBOTE
0e3 nmoBopora
A ﬁ‘? -‘:&"_.--'-\._q . .
: A , b,
Y " _.»—?‘;}

Horwu cornyTsl, oTBe1eHBI
Y TIOBEPHYTHI KHAPYKHU.
[TosicHuyHBIN T0pI03.
VY iepKuBaeT NOJIOKEHHUE.

Cniocob6eH ynep:kuBaTh
HOTHU B CPETHEM
MOJIOKEHUH.
IIpucyrcrByer
MOJIBHKHOCTH B Ta30BOM
OTJIEINE.

wil W
bokoBoe BeIIpSIMIIEHUE
roJyioBsl. Tynosuiue
JIBIKETCA KaK OJHO LIETIOE.
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IlepexaTbiBanue U3

AKTHBHOE BLITATHBAHHE

ITocaaka 0e3

M0JI0’KEHUS HA CIIMHE B NOAEPKKH
MOJIO’KEHUE HA JKUBOTeE C
NMOBOPOTOM
L by il g ;
=T LW i
L A < N
dlauns ._ - T
5 =
b
[ToBopoT TysnOBUIIA. BriTsarusaercs, [IpuBenenue
OTTAJIKUBACh HOTaMH. JIOTIATOK U

pasruOaHue Iiey.
He cmocoben
yIepKaTh
MTOJIOKEHUE.

IMocanka ¢ onopoii Ha pyKH

IMocaaka 6e3 nmoaaepxKKn
0e3 onopbI HA PYKH

IIepenoc Beca B
MOJI0KEHUH CH/IS

BeITAruBanue rpyjHoro
OT/ieJ1a TI03BOHOYHHUKA.
JIBM>KEHUSI TOJIOBBI,
HE3aBHCHUMBIE OT TYJIOBHUIIA;
OIMPAETCS Ha BBITSHYTHIE PYKH.

He moxet ocTaBaThCs
OJWH B CHAAYEM
IMOJIOKCHHNHA
HCOTPaHNYCHHOC BPEMHI.

0e3 Mo/IePKKH

ITepenoc Beca
BIIEpE]], HA3aJ WIH B
croponsl. He moxer
OCTaBaThCsa OJUH B
CUSTUEM
MIOJIOKECHHH.

ITocanka 0e3 onopsl HA PyKH

ITonbITKA AOTAHYTBLCH 10
npeamMera ¢ moBoporomMm B
MOJOKCHUH CUIAA

BcraBaHnue ¢
noaaep:xkoi (3)

Pyku He nprkaThl K TEIy.
CniocoOeH urpath ¢ UTPYIIKOM.
MoxkeT ocTaBaThbCs OJUH B
CUJSTYEM MOJI0KECHHH.

CHIUT CaMOCTOSITEIBHO.
TaHETCS K UTPYIIKE C
MMOBOPOTOM TYJIOBHIIIA.
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Ha JTUHUH TIJIeY.
AKTHUBHBIN
KOHTPOJIb
TYJOBUILA.



Paznoobpa3zHbie
JIBYDKEHUS] HOTaMHU.

IMosiokeHne Jie:ka HA OOKY
¢ onopoi

Penunpoxnoe nojsizanmne

Ilepememienue u3
MOJIOKEHHUS HA
YyeTBepPeHbKAaX B
MOJIOKEeHNe CU/ISl UJTH
NOJIyCH/IAA

Pa30011eHHOCTh HOT.
HenonsmxHOCTS 171€4.
[ToBopoT B npeaenax ocu
Tena.

PerunpoxHsle 1BUKEHUS
PYK U HOT C IOBOPOTOM
TYJIOBHIIIA.

‘il “
T, . ' L
i

[TepemenaeTcs B JaHHOE

IIOJIOKCHHEC U U3 HETO.

Moxet IIpUHHUMATb

CHAAYCC ITOJTOKECHUC.

PenunpoxHoe nmojizanue
Ha YeTBepeHbKax (1)

IonbITKa TOTAHYTHCA
10 NpeAMeTa U3 ynopa Ha
BBITAHYTYIO PYKY

IToJs10:xeHue Ha
YyeTBepeHbKax (2)

Horu oTBenieHsl 1 NOBEPHYTHI
KkHapyxHu. [loscHUYHBIN 10pA03;
IIEPEHOC BECA C OTHOM CTOPOHBI
Ha JIpyryro ¢ 00KOBOH (iiekcueit

TYJIOBHUIIIA.

Tanercs k npeamery
BBITSIHYTOU PYKOM.
IToBopoT TynoBuILA.

AN R
-
~y

benpa BEIpOBHEHBI 11O
Ta3zoM. YIUIOIICHNE
MMOSICHUYHOT'O OTJeIa.

MoaundguunpoBaHHoe

IMOJOKEHHUEC HA Y€TBEPECHbKAX

Ilepememienue u3
NOJIOKeHHUSs CHISl B

Ilepememenue u3
MOJIO’KeHHUs CHAS HA

MMOJIOYKCHUE HA ;KUBOTEC YECTBCPCHBKU
2
'y s * 1A | 8 .
e > S %,
- ’ i e |
og - frts L
asid] 1

IlepememniaeTcs B JaHHOE
noJjioxkenue. Bo3sMoskHO
MPOJIBMXKCHHUE BIIEPEI.

[Tepementaercs u3
MTOJIOKEHUS CHJISI, YTOOBI
Je4b Ha KHUBOT.
IToaTsrusaercs pykamy,
HOTH HEAKTUBHBI.

AXTHBHO IOJHUMAECT Tas3,
AroAvulibl U HCHArpy>XCHHYIO
HOTY, 4TOOBI BCTaTh HA
YETBEPEHBKU.
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CamocTofTeIbHO0e

IlepBble maru

BceraBanue u3

CTOSIHHE MOAH(PHIMPOBAHHOIO
M0JIOKEHHUS HA KOPTOYKAaX
VeV 4 Ly
L ; )
: ’ o
-]

B teuenne KopoTkoro Xoaut Ilepememaercs u3
BPEMEHU CTOUT CaMOCTOSITENIBHO; II0JIOKEHHUS HA KOPTOYKax B

CaMOCTOSATCIIbHO.

ypaBHOBeH_II/IBaeT PCaKIu B

CTYIIHSIX.

nepeaBuraercs OpicTpo
MEJIKUMU IlIaraMu.

MI0JIO’KEHUE CTOSA C
KOHTPOJIMPYEMOil (uiekcueit
U BBINpsMIIEHUEM Oeziep U
KOJICHEM.

BcraBanue u3 OnmopbI HA

YEThIPEC KOHCYHOCTH

CaMocTosiTeJIbHOE
XOKIeHne

CI/I)IeH]/Ie Ha KOpPTO4YKax

beIcTpO OTTaNIKMBaeTCA
JaJIOHSIMU, YTOOBI BCTATh.

b ]

P

XoauT
CaMOCTOSITEIILHO.

CoxpaHsieT MoJ0KEeHHE,
YpaBHOBEIINBAsS PEAKIINH B
CTYIHAX U ITOJIOKCHUEC
TYJIOBUIIIA.

IHocaaka 0e3 onopsl Ha
pyku (2)

IoaTrsarnBaercs s
BCTaBaHMS C ONOPOit

IMoaraAruBaercs ajs
BCTaBAaHHA / CTOUT

[TonoxeHne HOT
BapeupyerT. Mnanenen
JIETKO MEPEMEIAEeTCs U3
OJIHOTO MOJIOKEHUS B

Ipyroe.

)

r’.l'

OtTrankuBaeTcss pykaMu 1
BBIIIPAMIISCT KOJICHU.

o

IMoaTsiruBaercs, YTOObI
BCTaTh; IEPEHOCHT BEC C
OJIHOM CTOPOHBI Ha

APYTYIO
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BcraBanue ¢ onopoii ¢
MOBOPOTOM

Xo:xneHue ¢ onopoii 6e3
MOBOPOTA

ITos0:xenue Ha ogHOM
KoJIeHe

-

IToBopoT Tys0BHIIA U
Tasa.

XoauT ¢ oropoit B 60KOBOM
HarpaBJcHUU Oe3 ITOBOPOTA.

&

MoxeT BcTaBaTh UK
MepeMeIaThCs B TaHHOE
IIOJIOJKEHHUE.

KonTposmmpyemoe
ONyCKAHHE U3
M0JI0KEHUS CTOS

PeunnpoxHoe noJisanue Ha
yeTBepeHbKax (2)

Xo:k1eHue ¢ Onopoi ¢
MOBOPOTOM

KonTponupyemoe

OITYCKaHHUC U3 ITOJIOKCHUA

CTOs.

r

3
".rd_l.

Tlnockuii MOsICHUYHBIN
oTaen. [Bmxercs ¢
MMOBOPOTOM TYJIOBHIIIA.

XOJIUT ¢ OMOpoit ¢
IIOBOPOTOM.

63



Ouenka pe3yJbTaToB 00C/IeJ0BAHUSA 110 HIKAJe AJIbOepTa MOTOPHOT O
pa3BuTHs pedeHKa

BeanunHbl nepueHTHIICH

2 3 4 5 6 7 8 9 10 11 12 13 14 15 16 17 18 19

[ T T T -
T T T T T 60
! 18\ { | (Ll | | B |
| | | | 17 TTITT 1 | 3
- . . - ! v | o4
BEINEREN i L O T
R e st . e 4 e .t ot -~ +
! ‘ / L vl I RT3 AL | 1155
+ ) R e SRS B b | L1l |
EREBNEN RN RRRNEN) AT 78 T
| ] | 1] A!, T. LA B! | |
T T 1 PLANNERR SN EA N R B] T
++ R . . I i il ! 5
111] T AENERED [T} 87 8 11 [T )
i ,‘.i ,‘ [ l 1l 11 "‘. L' 1 ‘.f. r* 111 | 450
TSNS ! EOEE Bt EVOREELENE ENRY. U JNEN
AT e A T
[1] | HEd i Pl 2 T T 11 |
o 4 T " + » HT e - T
| il A i ! 5
NRRRRNERRA T T W A T 48
- 1T I T % il rL‘r
J | | | Y | | I
IBIRBKRRrGS 1 1 -1
+ —t /< 4 ‘L'I I | l A[
15 [Rl b L | |
AR WAL SNE MY ARERR RRAL N 40
L e L | pl o ;4;,. :AF : e 4 .
TR MEARVRT Y AT MR NRT RS i
—+ +4 Ry AR8 YTt H { +
1 T T f. 4 b »I a. 7 i - % R 4‘« - .t I—h—o 35 m
e 41 I o 1y JURRATAN ﬁ 'i | 111 ' >
4 -~4»—Tj ) - l L .. wi i .. . I + I R SR L s rl .. <
R ¢ 4 % T SR B et o
] ] T1 I ot -~ 4111 +11T Tt -t 11T =
) ! | ! | | | | «
T ? . T 1 T30 £
| | l 7 | [ 1 [ 1 | =
. e — =]
-—»—‘4 ll’—i-—n—l‘ 4 ! t 181 | i (=]
4 ﬁ I 4 ! IHENEN ) HAREN 1] =
] | | J [
| | [ | | / | 1 | 111 l 111 25 =
+ n v # - - e 44 1Ll . . - 14.’1, =
H- H—+ )| / | | 1 1111 ! S
| | J1¥ K 4 B ‘ [ ‘ 1 =
t 11 . t . -4 U W NN ... QAT, .
+4+-44 { D E . Il 111 ! | ! ] ,}
A | g |
| ER] 1 / oK | | | 20
IRNRRRBREREN L1 14 i | ]
; K 7 y 1 T | 1 1 1 1 { 1
RERRNNAN P ARAN DD ! T A
4 B A | | | 1
! L) { | | 415
1 B7) || |
AV S1AY 1] I ]
bl 2 | ]
| A1 rld |
| 4 | | |
S , t 10
A L 7| y | i
AT T
WP IEI® 2 I 1
al & -
- 5
&5 <Auniil
~ BN AR
SE NS ISE NN .
IHE RS LI | 0

0

—— Do e 10-if -=-= 25-f eeeeer 50- — — 75-it

2 3 4 5 6 7 8 9 10 11 12 13 14 15 16 17 18 19

AG Bo3pact (Mecsaubl)
90-ii

64



Hpuaoxenue I'7. Cujia MbIIII 10 MIKAJE KOMATETA MeIUIMHCKUX

HCCJIe0BaHul

HasBanue Ha pycckom si3bike: bI1

OpurunanbHoe Ha3Banue (eciu ecth): RESEARCH COUNCIL SCALE

Hcrounnk (ouIinanbHbIi caiT pa3paboTUYNKOB, MyOMKamus ¢ Banuaanueii): van der Ploeg,
R.J.O., Oosterhuis, H.J.G.H. & Reuvekamp, J. Measuring muscle strengthJ Neurol (1984) 231:
200. https://doi.org/10.1007/BF00313939

Tun (moauepkHyTS):

IIKaJa OLICHKH

HHJICKC

BOIIPOCHHUK

Apyroe
Haznauenue: J[lanHas mkajia mo3BOJISICT OLICHUTD:

- CHJIY MCCIIEyEMBIX MBIIII] HA MOMEHT OCMOTpa 10 Oaiiam;

- IMHAMHKY BOBJICYEHHUSI OTIPEICIICHHBIX MBIIIII U LIEJIbIX MBIIICYHBIX TPYIIIL;
- CKOpPOCTh MIPOTPECCHUPOBAHMS MHOIIATUIECKOTO IPOIIecca.

Copneprxanue (11abJIOH):  IIKaJia MPEICTAaBIISET MBIIICYHYIO CHITY B Oaiiax

Kitou (uaTEpmpeTarysi): yeM BbIlie 0ajul, TEM BBIIIE CHUIIA MBIIIII]

Cuaa MBbIIII 110 IITKAJIE 6pnTch1<0r0 KOMUTETA MEANIINHCKHUX

HCCIe10BAHNH
bana OmnpeneseHue CWIbI

5 Hopwmanbhas cuiia

4 CrocoOHOCTh MOAHUMATh KOHEYHOCTh MTPOTUB HEOOIIBIIIOTO
COINPOTHBIICHUS

3 CnocoOHOCTh MOAHUMATh KOHEYHOCTh, HO HE MPOTUB
COTIPOTHBIICHUS

2 JIBU>KEHHS TOJIBKO 110 TOPU30HTAIBHOMN IUIOCKOCTH

1 Cnaboe cokpalieHue MBIIIIIT

0 JIBUKEHHS OTCYTCTBYIOT
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Ipunoxenune I'8. 6MWT — TtecT 6-MUHYTHOH X0ABOBI

Ha3Banue Ha pycCcKOM sI3bIKe: TECT 6-MUHYTHOM XOAbOBI

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

Hctounuk (ouiinaibHbIN caiT pa3pabOTUYNKOB, MyOIMKalKs ¢ Banuaanuei): Laboratories, A.
T.S.C.0.P.S.f.C. P. F. (2002). "ATS statement: guidelines for the six-minute walk test."
Am J Respir Crit Care Med 166(1): 111-117.

Tun (moT4epKHYTH):

IIKaJIa OLCHKH

WHJICKC

BOIIPOCHUK

pyroe

Hasnauenue: ompeneneHue BBIHOCIMBOCTH MAalMEHTOB C IIENbIO OLEHKH 3(PPEeKTUBHOCTU
Tepanuu

Conepkanue (11a0sion): B Tecte olieHMBaeTCs AMCTAHIMS B METPAX, MPOUICHHAS MAI[HCHTOM
3a 6 MUHYT 0€3 BBIHY>KJIEHHBIX OCTAaHOBOK.

Kittou (nHTEpripeTanys): mpoOBOAUTCS CPaBHEHHUE C Pe3yJbTaTaMH TECTa, MPOBEIECHHOTO paHee

(1o Havasia Tepanuu, Ha GOHE TEpAIUU U T

6MWT — Tect 6-MuHyTHOI X0ab0BI (6 Minutes walking test, 6MWT)

Crnenyet MOMHUTD, YTO ISl TAHHOTO TECTa UMEIOTCS CIEAYIONNE a0COIIOTHBIC
IPOTHUBOIIOKA3aHUs: HECTAOWIbHAS CTCHOKAP WS HAIIPSKEHUS U MH(GApKT MUOKap/a,
JIaBHOCTHIO 710 1 mMecsana. OTHOCUTEILHBIMHU TPOTUBONOKa3aHUAMHU sBJA0TCS: YCC
BhIitie 120/MuH B Tokoe, cucroiandeckoe AJ[ >180 MM.pT.cT. u quactonmnueckoe AJl >
100 mm.pt.cT. CTabunbpHasi CTEHOKAPAUS HE SBISIETCS a0COTIOTHBIM
MIPOTUBOIOKA3aHUEM JIJISI POBEICHUS TECTa, OJJHAKO €ro CJIEIYET MPOBOIAUTH C
OCTOPOXKHOCTBIO, Ha (JOHE TTPUEMa aHTUAHTUHAIBHBIX MPENapaToB MO MOKA3aHUSIM.

Ecnu manpeHT HaxoauTCsl Ha TOCTOSHHOM KUCIOPOIHON NOAIEPIKKE, CKOPOCTh
MoJa4M KUCIIOPO/ia MPHY MPOBECHUN T€CTA JI0JKHA COXPAHSITHLCSA B COOTBETCTBUU C
MpeanMcaHieM Bpaya, Ha3HAYMBIIETO U KOHTPOJIUPYIOIIETO TEPAIHIO.

IIpoBenenue Tecta HEOOXOIUMO HEMEIJIEHHO MTPEKPATUTH B CITy4ae MOSBICHUS:

1) Bonu B rpyau;

2) HeriepeHOCHMO¥ OIBIIIKH;

3) Kpammu B Horax;

4) Pe3koii HEYCTOHYMBOCTH M MOIIATHIBAHUS TIPU XOb0C;

5) Upe3amepHOro MOTOOTACIICHNUS;

6) Pe3koro n3sMeHeHHUs 11BeTa KOKHBIX TOKPOBOB (OJICTHOCTH).

6MWT npoBoauTCs B MOMEIIEHUH, XOPOIIIO 3HAKOMOM MaIlMEeHTY, UMEIOIIEM
JIOCTATOYHO JIJTMHHBINA KOPUIOP C TBEPABIM MOKPHITUEM. [[JTMHA MPOXOAUMOTO MyTH
JIOJDKHA COCTaBIIATh HE MeHee 30 MEeTpOB ¢ pa3MEeTKON Kaxkable 3 MeTpa, a TakKe
TOYKaMH MTOBOPOTOB/Pa3BOPOTOB.
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[TarueHT Moy4aeT HHCTPYKUHUIO O HEOOXOAUMOCTH UATH C MAKCUMAJILHO
BO3MOXHOUM CKOPOCTHIO (HO HE 0€)KaTh) B TEUCHHE O MUHYT.

B tecTe onieHMBaeTCs AUCTAHUUS B METpaXx, MPOMJECHHAS NAIUEHTOM 32 6 MUHYT
0€3 BBIHYKJIEHHBIX OCTaHOBOK.

67



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

HazBanue Ha pycckom si3bike: OnpocHUK KadecTBa xu3Hu SF-36

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

HcTtounuk (opuuuanbHblid cCaiT pa3pabOTINKOB, MyOIHKAIHS C

Banmaanueii): Ware J.E., Snow K.K., Kosinski M., Gandek B. SF-36 Health Survey. Manual and
interpretation guide //The Health Institute, New England Medical Center. Boston, Mass.-1993.

Tun (moaYepkHyTh):

- IIKaJIa OLEHKU

- HHIEKC

= BOITPOCHUK
B Apyroe
(YTOUHUTB):

Haznauenue: SF-36 oTHOCHTCS K HECTIEIIM(PUUESCKUM OIPOCHUKAM JJIsl OIICHKH KauecTBa KU3HU.
[lepeBon Ha pycckuii sI3bIK W ampoOarus METOAUKU Oblia mpoBefeHa «MHCTUTYTOM KIMHUKO-
(hapMaKOJIOTUYECKUX HUCCIICTOBAHMIN.

Conepsxanne (11a0yioH): 36 TyHKTOB OMPOCHUKA CTPYNITUPOBAHBI B BOCEMb KA. (PU3UUYECKOE
(GYHKIIMOHUPOBAHKE, POJIeBasl NEATENBHOCTD, TelecHass 00b, 00IIee 310pOBbe, JKU3HECTIOCOOHOCTD,
colnagbHOe (PYHKIIMOHUPOBAHKE, IMOIIMOHAIILHOE COCTOSTHUE U TICUXUUYecKoe 310poBbe. [lokazaTenu
KakJ10M mkanel BappupyroT Mexay 0 u 100, roe 100 mpeacTaBiseT MOJHOE 3J0pPOBbE, BCE IIKAJbI
(bopMHpPYIOT ABa MMOKa3aTeNs: AYIIEBHOE U (PH3MUECKOE OJIaronorydne.

Kitou (uHTepnperarusi): Pe3ynbraThl MpeACTaBISIOTCA B BUJIE OLICHOK B Oalljiax Mo 8 mIKaiam,
COCTaBJICHHBIX TaKuM 00pa3oMm, 4To Ooyiee BHICOKAs OIIEHKA YKa3bIBaeT Ha 0oJiee BHICOKHUN YPOBEHD

KK
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OnpocHuk kavyecTBa ku3HU SF-36
Hannuwiii onpochuk paccmampugsaem Bawe omnowenue k Bawemy 300posvio na
OAHHBLL MOMEHM U 8 meyeHue 4 nociedHux neoelv. Mol xomenu 61 ROTYUUMb
bonee noHoe npedcmasieHue 0 mom, kak Bvl uyecmeyeme cebsi, HACKOIbKO
xopouwto Bul cnpasnsemecs ¢ gvlnonHenuem no8ceoOHesHbIX oeticmeutl u Yymo Bol
oymaeme no nosody Baweeo cobcmeennoco 300posbwsi.

B 0annom onpocHuke noo cnogom «300posbe» noopaszymesaemcs Bawe
cocmosinue 300po6uvsl 6 yenom. Takum obpazom, OaHHbIl MEPMUH KACAEMCs He
MOJILKO ACNeKmo8, HenoCpPeOCMBEeHHO C8A3AHHbIX ¢ bone3Hvio [lomne, HO u
Bawezo obwezo camouyscmesus.

Omeemvme, noxcanyicma, Ha 8ce 0NPOCyl, BbIOUPAsL MOILKO NO 0OHOMY OMBEEm)
Ha Kadcowlil eonpoc. Iloxcanyiicma, evloupaiime omeemol, HAULY4UUM 00PAZOM
coomseemcmayrowue Bawum coocmeennvim owgywenuam. Ecau Bol ne ysepenui,
Kakot omeem Bam credyem eviopams, noxcanyicma, gbloepume nHaubdosee
NOOX00WULL U3 BO3MONCHBIX omeemos. Hanpumep: 0 omeema na eéonpoc 3 Boi
Modiceme 8blOUPaAmMb MeHcOy «0d, CUTbHO 02PAHUYUBAEMY, «O0d, YACTMUYHO
ozpanuyueaem» u «Hem, cogcem He ozpanudusaemy. Oonaxo, Bvl 603m0icHO
coscem (bonvuie) He Modceme 8bINONHAMb HeKomopule Oeticmausi. B nodoonwlx
caydasax Bam cnedyem vlopams yughpy 6 KoioHKe «0d, CUNIbHO 02PAHUYEH).

Bbt moz2nu 661 oyenums ceoe odouiee cocmosHue 300p08bva Kak:
[ ]1 = npesocxoonoe
[]2 = ouens xXopouee

[ ] 3 = xopowee
[ 14 = yoosnemsopumenvtoe
[ ]5 = nnoxoe

2. Ilo cpasnenuro ¢ Bawum oouum cocmoanuem 300po6va 200 Hazao, Kaxk Bul
oueHugaeme €20 Ha OAHHBLIL MOMEHM?

[ 11 = na dannwviii momenm snauumenvho nyuwe, yem 200 Hazao

[ 12 = na oannwvii momenm 6 nexomopoii cmenenu nyuuie (HeMHO20 JIyuLe), YeM
200 Ha3ao

[ 13 = npaxmuuecku maxoe ce, xax 200 nazao

D 4 = Ha OaHHLILI MOMEHM HEMHO20 XYHce, YeM 200 HA3A0

[ 15 = na oannwui momenm snavumenwvho xysrce, uem 200 nazad

3. Bonpocwt nusice kacaromes evinoinenus Bamu npueplunvix noeceoneeHvlx
oeiicmeuii. Ozpanuyueaem nu Bac na oannwiit vomenm Bawie 300posve 6

6bINO0JIHeHUU YKa3auHnovlx oeticmeuit? Ecau 0a, mo HACKOIbKO CUnbHO?
Ma, cunvro Ha, wacmuuno Hem, coecem
ocpaHuvueae ocpanuvueaem He
m ocpanuvueaeni




eticmeus, mpebyrowue 6b1COKUX 3ampam
9HepauuU, maxue Kax 6ez, no0bem maNcenblx |:|
npeomemos, 3aHAmusi CHOpmMuGHsLMU
Hazpy3Kkamu

eticmeusi, mpebdyowue ymepeHHbIX
3ampam >1uepeuu, maxkue Kax
nepeosgudicerue cmod, mojaKaHue
nwliecoca, uepa 6 OOyauHe Uiy 201beh
Iloovem unu nepenoc nakemoa c
npoOyKmamu

Tloovem 66epx Ha HeCKOIbKO smadicell

Tloovem 66epx na 00uH s3madic

Haeubanus, onyckanue na KoneHu uiu
HAKJIOHbL 6HU3

IIpozynka newikom Ha paccmosnue 6o1vuie
1,5 km

Ilpocynxa newikom na paccmosnue 500 -
800 mempos

Ilpozynka newikom Ha paccmosmnue cmo
Mempos

Boouvie eucuenuueckue npoyedypul unu
ooesanue

O O0ood g O

[]
[]

N O N O A I e I
N O N O A I e I



4, B meuenue nocneonux 4 neoenv cmanxkueanuce au Bol ¢ kakumu-a1uo60 us
cedyruux npooiem 6 pabome unu HOBCEOHEBHOU 0eAmMenbHOCHIU 8 CEA3U C
Bawum dpuzuueckum 30oposvem?

. Bvl nposenu menvute epemenu 3a pabomoti unu Opyeumu oenamu || []
Jla Hem

. Bvl coenanu menvue, uem xomenu Ovl [] []
Jla Hem

Bul ne cmoenu svinonnams pabomy unu opyaue oeticmsus [] []
OnpeoeeHHo20 pooa /a Hem

. Bot cmonxnynucs ¢ mpyonocmamu npu evinoiHenuu pabomol [] []
unu opyeux deticmsuii (Hanpumep, Bam npuwinoco 3ampauusams  Jla Hem

O0ONOIHUMEIbHbIE YCUNUSL)

5. B meuenue nocnednux 4 nedenv cmankueanuce au Bol ¢ kakumu-auoo u3
cedyruux npooiem 6 padome unu HOBCEOHEBHOU 0eAmenbHOCHIU 8 CEA3U C
Bawum amoyuonanbnvim cocmoanuem (Hanpumep, é céasu ¢ oenpeccueil uiu
mpeego2oit)?

Boi nposenu Menbuie 6pemenu 3a pabomoti unu opyeumu deramu || ]
Jla Hem

Boi coenanu menvwme, wem xomenu Owvi [] []
Jla Hem

Bul He cmoenu svinoninume pabomy unu opyeue oeucmeus max ] ]
Jice muamenbHo, Kak 0ObIYHO Jla Hem

6. B meuenue nocnednux 4 nedenv 6 kakoit cmenenu Bawe ¢puzuueckoe

300p06be UIU IMOUUOHAIbHOE COCIOAHUE 3amPYOHATI0 nposedeHue Bamu
oocyza ¢ cembeil, Opy3bAMU, COCEOAMU UTU Opy2umMu cpynnamu?

[ 11 = coscem nem

[ ]2 = nesnauumenvro

[ ] 3 = ymepenno

[ 14 = snauumenvro

[ 15 = 6 svicueii cmenenu

1. Hackonvko unmencuenyto pusuueckyro 06016 Bol ucnotmoieanu 3a
nocieonue 4 nedenu? (nokanuzayus 601U He umeem 3HAYECHUS)

[ 11 = so0o6we ne ucnvimoisan

[ ]2 = ouenw neexyio

[ 13 = neexyro
[ 14 = ymepennyio
[ 15 = cunvuyro

[ ]6 = ouens CUTLHY'IO
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8. B meuenue nocnednux 4 nedenwv 6 KaKkoil cmenenu 001 3ampyoHAIa
evinoyinenue Bamu npueviunoii padoomot (6 mom uucie pabomolt e
nomeuwieHus u 0oOMawHux oei)?

(noxkanuzauus 0601u He umeem 3HAYECHUS)

[ ]1 = coscem nem

[ ]2 = nesnauumenvro

[ ] 3 = ymepenno

[ 14 = snauumenvro

[ 15 = 6 evicuweri cmenenu

9.  Bonpocwst nuxce kacaromca Bawezo camouyecmeun u oo6uiezo cocmoanusn
3a nociaednue 4 nedeau. Ilo kaxcoomy eonpocy oaiime 00un omeem,
Hauayuwum oopazom ompaxcarowuilt Bawe camouyecmeue. Kaxyw wacmeo
eépemenu 3a_ nocineonue 4 nedenu:

Tloumu

(1 O O OO0 05 [ sceoa

a. Bui uyecmeosanu cebs noiHbim
JHcUsHU?

b. Bol nepsnuuanu?

C. Bwi Haxoounuco 6 maxkom
VHOIHUU, YO HUYNO He MO0
noousams Bam nacmpoenue?

d. Bol uyscmeosanu mup u noxoti?
€. Bul OvLiu nonHwvl sHepeuu?

f. Bul uyscmeosanu cebs ynasuum
0YXOM U NOOABNIEHHbIM?

g. Bovl yyscmeosanu cebs
UBSMOMAHHBLIM?

h. Bet uyecmeosanu cebs
CUACMIIUBHIM HETI0BEKOM?

I. Bot uyecmeosanu cebs
yemaswum?

O I A s
O 0O 0 000 OO O P
(1 O O OO0 08 [ Huxoeoa

O 00O 000 OO [ B8ec
o T e Y o

10. B meuenue nocneonux 4 nedenp Kakyio uacms epemenu Bawie
duzuueckoe 300poeve unu IMOUUOHATILHOE COCHOAHUE 3AMPYOHALO
npoeedenue Bamu oocyza (nanpumep, nocewienue opy3seii, pOOCMmeEeHHUKOG U

m.o.)?
[ ]1 =6cecoa
[ ]2 = uacmo
[ ]3 = unocoa
[ ]4 = peoxo
[ ]5 = nurocoa
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11. Hackonvko BEPHBIM unu HEBEPHDBIM agnaemcsa ona Bac kasxcooe u3

ymeepircoenuii Husice?

. Kaowcemces, umo 5
Oosee CKIoHeH K
3abonesanusam, yem
opyaue 1oou

. A max sace 300pos,
Kak opyaue
3HaKoMble MHe 00U
A ooxrcuoaro
VXYOULeHUsi C80e20
300p08bs

. Moe 300posve 6
npesoCcxoOHOM
COCMOAHUU

Abconmomno Crkopee He  Cropee — Abconomno
8EPHO BEPHO  3HAN HEBEPHO HeBepHO

[] I []

[] []

[]
0 O O
I
I
[]

Hannwiti onpocrux paspewer 013 ucnoavzosanus epynnoti |IQOLA
(Meorcoynapoouwlii npoexm oyeHKU Kauecmaa HCU3Hu).
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IMpuioxkenue I'10. 3a60p OmomaTepuasia 1jisi JUATHOCTUKHU B MSATHAX

KpPOBH

KpoBb coOupaercst Ha CTaHAAPTHYIO
KapTouky-pmibTp (Ne903), koTopas
MIPUMEHSICTCS JUISI CKPUHUHTA
HOBOPOXAEHHBIX B Poccuiickoit denepannu
WJIM QaHAJIOTUYHYIO JIJISl TIOJIYYeHHS CyXOT0
nsiTHA KpoBU. KpoBb MOXKET OBITh, Kak
KammuisipHas (U3 najibla, MsITKU), Tak 1
BeHO3Has. BeHo3Has KpoBb cobupaeTcs B
MpoOUPKY, aKKYpaTHO MEPEMEIINBACTCS U
3aTeM OBICTPO C MOMOIIBIO MUTIETKU
HAHOCHUTCS HA QUIBTP 1O 25-50 MK KpOBH
Ha KaXIYIO BbIICJICHHYIO 00JIacTh.
Heo0xoaumo Xopo1io nponuraTth
BBIJICTICHHYIO 00J1acTh Ha rutbTpe (puc. 1).
[IpenmoutuTenbHO COOMPATH 0OPA3IBI ITOCIIE
enpl uepe3 40 MmuHyT - 1 yac. BoamoxxHo

TAaK¥XE OCYIICCTBUTDH 3360]3 KpOBH M HATOLIAK.

Ha xaprouke-uabTpe 00s3aTeIBHO
JOJIKHBI OBITH 4eTKO ykazaHsl U0, kem u
OTKY/Ia HalpaBJIeH MalUeHT, AaTa POKICHHUS
U TenedoH Jieyalero Bpaya (pUCyHOK 2).

OG6pa3zerlr cyxoro msiTHa KPOBH
BKJIQJIbIBAETCS B YHCTHII KOHBEPT, IN0O B
yucThId ¢aiin. KapTouka-¢puiabTp HE 10JKHA
COIIPHUKACATHCS C TPSA3HOM MOBEPXHOCTHIO U C
o0pa3mamu apyrux manueHToB. HeoOxoammo
MPUIIOKUTH K 00pa3iiaM HHGOPMUPOBAHHBIE
COTJIACHs TTAITUEHTA MIIN €TO 3aKOHHBIX
npejcTaBuTeNeil Ha IpoBeIeHUe
1ab0paTOPHBIX MCCIICOBAHUMN

N N

He macsirmacs. afinscry

Kanam A0nKHEl NONHOCTBIO NPONUTaTL KPYXKN ¢ 06paTHOI CTOPOHBI
He kacaiitecs 061acTit, NPONMTaHHON KPOBLIO

Pucynok 1. O6pa3zen npaBuILHOTO
HAHECEHHUS KPOBH Ha KapTOYKY-(PHIBTP
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XpaxuTs npu +2 - 425 C*

6 0010608

®HO Naymenra

JDara powaexus Jlara 83ATUA KPOBW MNon
$UO Bpava

nny / ropoa / Aapec

E-mail epaua
TenedoH spava

Tecr
[J®aspu [ ] nomne [ Jrowe [Jmnc: [Jiyso-6L1 []iyso-6L-3

[:] CemeiHbIi CKpUHKHT, MyTauu:

Pucynok 2. O6pasen KapTouku-puiabTpa

AJITOPUTM JelCTBHH MeJMIMHCKOI0 IMePCOHAJIA IIPH B3ITHH 00pa3L0B KPOBH

BBIMBITh PYKU (TUTHEHUYECKUH YPOBEHB), HAJETh N€PUATKH;

BBIMBITh PYKHU NalMeHTa (MATKY peOeHKa, B ciiyyae, €Clii KpOBb OepeTcs U3 MATKH);

npoTepeTh 001acTh MPOKAIBIBAHUS CTEPUIIbHON caideTkoit, cMoueHHOH 70% crupToM,

MIPOMOKHYTb CYXO0#l CTepHIIbHOM cani(heTKOM; - MPOKOJIOTh CTEPUIIHBIM OJHOPA30BbIM

ckapuduKaTopom;

CHSITh TIEPBYIO KaILII0 KPOBH CTEPUIIbHBIM CYXHUM TaMIIOHOM;
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e  MJAIKO Ha/IaBUTh JUIs [TOJy4EHHs BTOPOU KaIlId KPOBH;

®  [IPUJIOXKHUTH NEPIEHAUKYJIAPHO TECT-0IaHK K Kallje KPOBH U IPONUTATh €r0 KPOBBIO HACKBO3b;

®  AHAJIOTMYHBIM 00pa30M HAHECTH Ha TecT-OJaHK 6-8 Kamelb, BUJ ISTEH KPOBU JI0JDKEH OBITh
OJIMHAKOBBIM € 00EHX CTOPOH.

®  BBHICYIIUTH TECT-0JaHK B TOPU30HTAILHOM MOJOXKEHUU HAa YHUCTOW 00€3KUPEHHON ITOBEPXHOCTH
He MeHee 4 y 0e3 MpUMEHEeHMsI TEIUIOBOI 00pabOTKH U MONaaHus IPSAMbIX COJHEUHBIX JIydel;

®  YIaKOBaTh TECT-OJIAHKU B YUCTBIA KOHBEPT TAKUM 00pa3oM, 4TOOBI IISITHA KPOBU HE

COIIPHUKACAIIUCD.

OcoGennocTu Npu HH(PY3MOHHON Tepanuu
HekoTtopsle naneHThl MOTYT MOJIy4aTh HH()Y3UOHHYIO TE€paIHuo, IepesiiBaHue KOMIIOHEHTOB KPOBH,
YTO MOXKCT OKa3aTh BJIMAHHEC HA PC3YJIbTAThI TCCTOB. HaHpI/IMep, IIpU NMEpCINBaAHNU I1JIa3Mbl KPOBU
MOTYT OBITh IOJyYEHBbI JIOKHO-OTPULIATENIbHBIE PE3YJIbTAThI, TAK KaK oNpeesieMble (hepMeHThI
HAXOJATCS B IUIa3Me U B KJIETKaX KPOBU. PeKOMEHIyeTCst OCYIIECTBUTH 3a00p KpOBH Jist (DEPMEHTHOM
u JIHK-nuarnoctuku He 9 paHee yeM uepe3 6-7 qHel nociie nepenuBaHus mia3Mel KpoBu U uepes 7-10
IlHeI\/JI IMOCJIC MEPCIUBAHNA KOMIIOHCHTOB KPOBU
He nonyckaercs 3a60p KpoBH

e Cpa3sy Mociie MPOBEACHHS MAMEHTY HHPY3MOHHOH TepaInu;

® Cpasy IIoCJIC 3aMCHHOI'O IICPEIIMBAHUSA KPOBH.

XpaHeHHe ¥ TPAHCIIOPTHPOBKa OMoMaTepuaJia
OO0pa31bl BBICYIIEHHBIX MATEH KPOBU MOXKHO XPaHUTh B 0OBIYHON KaMepe XosioaniabHuKa npu +40C
10 oTpaBku. CpoK XpaHEHUS 10 MOMEHTA OTIIPABKU HE JIOJKEH MpeBbIAaTh 7 qHel. Ecnu xpaHuTs
JI0JIbIIIE U TIpH OoJiee BBICOKOM TeMIiepaTrype, TO aKTUBHOCTh ()epPMEHTA AaKe B HOPME MOXKET
CHW)KATbhCS, YTO MPUBEIET K JIOXKHO-TIOJIOKUTENBHBIM PE3YJIbTaTaM.
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