MUHUCTEPCTBO
30PABOOXPAHEHUA
POCCUUCKOW ®EOEPALIMA

Knuanaeckne PEKOMCH AU

XpoHuYecKasi cepaevdHasi HeIOCTATOYHOCTD Y

nerem

MKE 10: 150

Bospacrthast kateropusi: 1eTv

ID: KP401

['on yreepxenus: 2016 (mepecMOTp Kaxabie 3 1oaa)

[IpodeccuonaibHbIE aCCOIUAIUN:

e Coro3 nexnarpoB Poccnu Acconuanms 1eTCKUX Kapanoa0ros Poccun

Hayunbim coBeTrom MuHnucrepersa 3npaBooxpanenust Poccuniickoit ®@enepanun

201 .



KP401

Ornasnenue

| 1001 (523 85 (S o () - 32 OO TP UPR PP 3
(0317 (¢10) o) N o F2 11(S) 1% S TP PP TP PP 4
TEPMUHBI H OTIPEIICIICHUS - .. vevveerteesnteeseessseesseessseeseeasseesseessseeaseeasseesmeeanneeabeeanneenmeeanneeabeeanreennneannes 6
1. KPATKAS HHDOPMAIIHS ..vveeuvvieiiiiesiiie st e st sie et e b e ssbe e s st e e e sbbe e s bbe e s bb e e s sbb e e s bneeanbneeantes 7
R N7 & (01 N 2 2 IO TP PP OPPRTOPPR 11
R (3 (5] 1 (ST T TP PP R PPPRTOPPR 15
O T 1) 7 17§ -1 GO PP UPROPRPRROT 32
TR B0 Te 0007 £ 7 < AU UPRTPR 32
6. JlononHuTenbHas HH(OOPMAIIKS, BIUSIONIAS HA TECYCHUE U UCXOJT 3a00JICBAHUS . .....veenvvenneene 33
Kpurepun o1ieHKH KaueCTBA MEIAULIMHCKOM TIOMOLIIH ... vvveeesssreresasnrreeessnnnneeessnsneeesssnnnnssssnnsnneesns 34
L0107 (67000 1% 1<) 022 1) PP 35
[TpunosxkeHne Al. COCTAB PAOOUEH TPYIITIBL ....ceuvieureerireareesseeateessneaseesseesseessneaseesseessseessneenseeses 37
[Tpunoxxenne A2. Metononorust pa3paboTKH KIMHUYECKUX PEKOMEHAALMM ...oovvvvererreerinennennes 38
[TpunoskeHne A3. CBSI3aHHBIE JOKYMEHTBL .....veeuviireeisreareesseeaneessneaseessnsareessnsanesssnessnesssnssnseeses 38
[Tpunoxkenre b. AJTOPUTMBI BECHUS TTAILIECHTA .....cevveerveersreasseessneaseessneasseesseeassesssesssseessesenseees 39
[Tpunoxenue B. NTHPOPMALIHS ITIA TTAITACHTOB ...vvveiuvveessireessreeessseessssesssssesssssesssssesssssessnssssssseessnes 40
TIPHITOKEHHE L. oo 41



KP401

KuaroueBnle ciioBa

o baszuchHas Tepanus XpOHHUYECKON CEpACYHON HEAOCTATOYHOCTH;
e Jlmactonmueckast TuchyHKIUS;

o Kapauomeranus;

o Kunaccudukanus cepaeyHoii HeJOCTaTOYHOCTH;

o HarpuilypeTudeckui enTuz;

o CepaeudHast HEIOCTaTOUYHOCTS ;

e CepaedyHo-cocyucTasi CUCTEMA;

o CumnaroagpeHalioBas CHCTEMA;

o Cucronmueckasi TuCHyHKINS;

e XpoHHUECKas cepleyHasi HeJOCTATOYHOCTb.



KP401

Cnucok cokpaimeHui

ACC/AHA - American College of Cardiology/ American Heart Association - AmepukaHckoe
00IIeCTBO KapAMOJIOTOB /AMEPUKAHCKAsI ACCOIMAIIMS Cep/ILia

NT-proBNP - N-xoH11€BO#1 (pparMeHT MPOMO3TOBOr0 HATPHIYPETHUECKOTO MENTH /1A
NYHA - New York Heart Association - Hbm-ﬁopKCKaﬂ accoIMaIus cepama
AMKP - AHTaroHucTsl MUHEPaIOKOPTUKOUIHBIX PELENITOPOB

ACIJI-O — anTucrpentoau3zud-O

AYTB - AKTUBHPOBAaHHOE YACTUYHOE TPOMOOILIACTUHOBOE BPEMSI

BAB - B-anpeHo0oKaTopsI

BPA II - binokaropsl penentopoB aHrMoTeH3uHa Il

B3E - Bpewms 3amennieHrs noToka paHHEro HaIllOJIHEHUS

BUP - Bpemst H30BOTIOMHYECKOTO pacCaa0IeHHs JIEBOTO JKETy109Ka

BIIC - BpoxxneHHbli TOPOK cepiia

UAII®D - UHruGuTOp aHrMOTEH3NHIIPEBPALAIOIIEro epMeHTa

KIIC - KucinoTHO-111e7109HOE COCTOSHHUE

JIX - JleBblii xemynouex

MHO - MexnyHapoaHO€ HOpMaJIM30BAHHOE OTHOLLIEHUE

MOK - MunyTHBIH 00beM KpOBOOOpALIIEHUS

MPT - MarautHo-pe3oHaHCHas ToMorpadust

HK - HegoctarounocTs KpoBOOOpaIieHUs

OJZICH - Octpast iekoMneHcanus cepeyHas HeI0CTaTOYHOCTh

[19T - [To3uTpOHHO SMUCCHOHHASI TOMOTpA(Us

PC - PeBmarounuslii pakrop

CB - Cepaeunslii BBIOpoC



CH - Cepneunslii UHAECKC

CH - CepaeuHast HEAOCTaTOYHOCTh

CPB — C peaxkTuBHBII 010K

CCC - Cepueuno-cocyaucras cucrema

YU - Y napHblii nHIEKC

YO - Ynapsslit 00beM

OB - @paxius BeIOpoca

OK - OyHKIHMOHAIBHBIN Ki1acc

@V - Odpakuus yKOpOUCHHUS

XCH - Xponuueckas cepiedHasi HeZJ0CTaTOYHOCTh
OKT - Dnekrpokapauorpadus

OKMO - DkcTpakopriopajibHasi MeMOpaHHAst OKCUT €HALIHS

9x0-KI" - Oxokapanorpadus
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TepMHHBI U onIpeIeSIeHUs

Hogsrie u Y3KOHAIIPaBJICHHBIC HpO(bGCCI/IOHa.HBHBIe TCPMHHBI B HACTOAIINX KIMHUYICCKUX

PCKOMCHAAIHAX HEC UCITOJIb3YHOTCA.
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1. Kparkasi ungopmanmst

1.1 Onpeneaenue

XpoHuyeckas cepaeyHas HegoctaTouHocTh (XCH) - cunapoM, pa3BuBarouiics B pe3yibTaTe
pa3IM4YHbIX 3a0o0eBaHui cepaeuHo-cocyaucToi cuctemsl (CCC), mpuBOIAIIIX K
HECIIOCOOHOCTH cepAlla 00€CIIeYUTh CUCTEMHBIN KPOBOTOK, a1€KBAaTHBIH META00INYECKUM
NOTPEOHOCTSIM OpPraHU3Ma, YTO COTMPOBOXKIACTCS BHYTPUCEPICUHBIMU U TIEPUPEPUISCKUMHU
reMOJIMHAMUYECKUMHU CABUTaMU, CTPYKTYPHOU IIEPECTPOUKOM ceplia, HapyLICHUSIMHU
HEHPOTryMOpaIbHOM Perysiii KPOBOOOPAIICHNUS, 3aCTOHHBIMU SIBICHUSIMUA B OOJIBIIIOM H/HITH
MaJIoM Kpyre KpoBooOpaleHusl.

B 3aBHCHMOCTH OT CKOPOCTH pa3BUTHS CUMITOMOB cepeuHas HegoctaTouHocTh (CH) moxer
OBITH OCMPOIL U XPOHUUECKOIL.

Ilon OCTPOﬁ CH IPUHATO IOAPA3yMEBATh BHC3AIIHOC PA3BUTUC I'EMOJNHAMHUYCCKUX
HapymeHI/Iﬁ BCJICACTBUC NUPKYJIATOPHBIX HEPETPY30K CEPpALAa UTIU OCTPOI'0 MOBPCIKACHUA
MHOKap/za € 6BICTpI>IM Pa3BUTHEM 3aCTOSA B MAJIOM KpYIe KpOBOO6paH_[eHI/I$I, BIIJIOTB 0 OTCKA
JICTKUX WK KapAUOI'CHHOI'O IIOKaA.

Xpounveckass CH (XCH) siBnsieTcs ClIeACTBHEM [UTUTEIHLHO TEKYIIETo 3a00JIeBaHUS CEPICIHO-
cocyauctoit cucteMsl. [IporpeccupoBanne XCH miposiBisieTcs 100 BHE3AITHBIM, JTHO0
IIOCTCIICHHBIM yCI/IHeHI/IeM/HOﬂBHeHI/IeM CHUMIITOMOB.

Octpas nexomnencauusi CH (OJICH), notpe6oBaBiias rocnuTannu3aiuy, Kak MpaBuio,
00yCIIOBJIEHA COUETAaHNEM HECOCTOSATEIHLHOCTH MHOKap/a, HeHpOryMopalnbHOTO AuchanaHca,
nporpeccupoBanus cuctemHoro Bocnanenus. OJACH cnenyer pacuieHuBaTh Kak
CaMOCTOSITENIbHBI CUHIPOM U pa3rpaHnuuBaTh ¢ octpoit CH.

Beiensior eucronnyeckyio u guacroandeckyro CH. B nepBom ciydae gekoMneHcaius, B TOM
YHCJIe YMEHBIIEHUE CepIeYHOr0 BBIOpOCa, 00YCIOBICHO CHUKEHUEM COKPATUTENBHON (YHKIIUU
MHOKap/ia, KOTOPYIO OLICHUBAIOT 10 BenuurHe (pakiu Beiopoca (OB) JIK (<45-50%).

VY yactu 60apHBIX CH 00ycroBieHa HapyllIeHHEM AHACTOJIUYECKOH PYHKIIUHU U, TTITABHBIM
00pa3oM, BbI3BaHA YMEHbIIIEHUEM HAIOJIHEHUS MOJIOCTEH cep/ilia BO BPEMsI TUACTOJIBI.
[IpuuyrHamMu ee pa3BUTHA Y I€TEH SBIISIFOTCS: )KECTKOCTh MHOKap/ia (Turneprpodudeckas u
PECTPHUKTHUBHAS KapAHMOMHOIIATHS ), TOBBIIICHHOE HAMIPSKEHUE apTepraIbHOTO pycia
(apTepuanbHas TUIIEPTEH3Hs ), HapyllleHe pacciabieHuss MHOKap/a B IMacToje
(KOHCTPUKTUBHBIN NEPUKApIUT), yMEHbIIIEHHE 00beMa MOJIOCTeN cepaua (OmyxoJib),
3HAYUTENIbHOE YKOPOUYEHHE JUACTOIbI (TaXUCUCTONNYeCKre (OPMbI HApYLIEHUS] pUTMa Ceplia).
B GonpmmmaCcTBE ciydaeB aetr ¢ CH uMeroT npu3HaKy Kak CUCTOJIMYECKOH, TaK U
JUACTOIMYECKON TUChYHKINU.

B 3aBrucumocTy oT nmpeo0iaianust 3aCTOMHBIX SIBICHUN B MaJIOM HJIA OOJIBIIIOM KpyTrax

KpOBOOOpAIIeHHsI, COOTBETCTBEHHO MOAPA3/IENSIECTCS Ha J1eg0- UIU npagoxcenyoouxkosyro CH.
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1.2 DTHOJOIrHS H NATOreHE3

[Tpuunnsl XCH y aereit pa3HOOOpa3Hbl, 3aBUCAT OT BO3pacTa M MPUHIUIHAIBHO OTIIMYAIOTCS OT
TaKOBBIX y B3pOCIbIX. Tak, y HOBOPOKJIEHHBIX U JIETEH paHHETO BO3pacTa OCHOBHBIMU
IIPUYMHAMU CEPAECUHON HEJOCTaTOUHOCTH SBJISIOTCS BPOKIEHHbBIE IOPOKH cepaua. Y 78%
nereit ¢ BIIC cepaeunas He0CTaTOYHOCTh UCUE3AET IIOCIIE onepalyy. B 1o1mKkonsHOM U
IIKOJIbHOM BO3pacTe NPUYMHAMHU CEPACYHON HEAOCTATOYHOCTH SBJISIOTCSA UAMONATHYECKUE U
BOCHAJIUTENIbHBIE 3a00JI€BaHUS cep/la: HHPEKINOHHBIC YHI0KAPAUTHI, MUOKAPIUTHI,
KapAMOMUONATHUH, IIEpBUYHAS JIETOYHAs TUIIEPTEeH3Us, nepukapaut. [locnennee Bpemst
HapacTaeT U YUCJIO CIy4yaeB NOPAXKEHUM MUOKap/Aa IIPU CUCTEMHBIX 3a00J1€BaHUAX
COCIMHUTEIILHOM TKaHM, BaCKyIHTax, ocodoenHo npu 6ose3nn Kaacaku. [Topakenue cepamna
IIPU pa3IMYHbIX TEHETUYECKUX CUHAPOMAaX, HEPBHO-MBILIEYHBIX 3a00JIEBaHUAX, B TOM UHCIE
IIPY MUTOXOH/IPHAJILHOM MaTOJIOIMH, TAKKE YAaCTO CONPOBOKIAETCS PA3BUTHUEM CEPICUHOU
HepocTaToyHocTU. KpoMe Toro, uMeroT 3HaueHue 3a00ieBanusi, 00ycaaBiIBarolIe
XPOHUYECKYIO IIEPETPY3KY MUOKAp/1a U3-3a €ro MOBBIILIEHHOW HHTEHCUBHONW padOThI
(TaXxMapUTMUU) WIKA HOBBILIEHUS NMEPU(PEPUUIECKOro COPOTUBIEHUS COCYA0B (apTepuaibHas
TUTIIEPTCH3MSA).

[Tarorenes hopMHUPOBaHMS CEPACUHON HEAOCTATOYHOCTH Y JIeTeH BKIIOYAET B CeO:
reMoJuHaMH4€eCcKHe, HelporyMopainbHble, MIMMYHOJIOTHYECKHE MexaHu3Mbl pa3Butus XCH, a

TaK e 3HJ0TEIUAIbHYIO TUC(PYHKILNIO U HAPYIIEHUs KJIIETOUHOTO SHEProoOMeHa.

CoxpaHeHue 3THOJIOTUYeCcKOro gakTopa crnocodcTByet nporpeccupoanuio XCH ¢ mopdo-
(GYHKIIMOHATBHBIMU TIPOSBICHUSAMHE MMO3/IHEH e3aJanTallliy UIU IeKOMIIEHCAIIMH B BHJIE 3aCTOS
B JIETKUX, OTEYHOTI'0 CUH/IPOMA, alloNT03a U HEKPO3a KIIETOK CO CHM)KEHUEM CEPIEUYHOTO
BBIOpOCA U pa3BUTHEM aPUTMUM.

1.3 DnuaeMuoJ0rus

Yactora CH cocrtaBisier: A1 BpokIeHHbIX TOpokoB cepaua (BIIC), BeIABIEHHBIX Ha TIEPBOM
rojy Ku3HH, - 8—14; 11 omyxoneii cepana -3,2; 1 HapyHIeHUH pUTMa cepia
(MpenMyILECTBEHHO MOJIHAs aTPUOBEHTPUKYJISIpHas OJI0Ka1a, XpoHUUYecKas Taxukapaus) - 10—
20 na 1000 nmereit; nns KapAUOMHONATUN pa3nuyHon yTHoIorHH - 0,65 — 4,0 Ha 100 ThIC. ACTEH;
JUISI BHECEPICUHBIX IIYHTOB - 1 Ha 25—40 ThIC. AeTeil; 1y1si 00beMHbIX 00pa30BaHUil B rpyAHON
KJIeTKe (nIuadparMaibHas rpbhxa, onyxoiu cpegocrenus) - 1 na 20004000 gereit.

1.4 Konuposanue no MKB-10

Cepaeunas HegoctaTouHocTh (150):
150.0 - 3acToiiHas cepedHas HeIOCTaTOYHOCTb.

150.1 - JIeBoskemy10uKOBast cepIedHasi HeJOCTATOYHOCTD.
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150.9 - Cepaeunas HEIOCTATOYHOCTH HEYTOYHEHHASI.

1.5 Knaccudukanus

Hns onpenenenns Tsokect CH skenieptel ESC (European Society of Cardiology, 2008 r.)
PEKOMEHAYIOT IPUMEHATH OAHY U3 1BYX Kinaccudukanmii: NYHA (New York Heart Association
- Heto-Mopkckas accommanus cepana) uma ACC/AHA (American College of
Cardiology/American Heart Association - AMepukaHcKkoe 00IIECTBO
Kapanoiaoros/AMepukanckas acconuanus cepana). Kinaccuduxamus NYHA 6azupyercs Ha
GyHKUIMOHATBHBIX M3MeHEeHUsAX (cumnrTomaruka CH, mepenocuMocThb (pu3n4ecKoil Harpy3Kn)
(tabn.1). Knaccudpukanus ACC/AHA, aHanoru4Ho oTe4ecTBeHHOH Kiaccudukanuy Bacuienko
B.X. u Crpaxecko H./[., ocHOBaHa Ha CTPYKTypHBIX U3MEHEHUSAX CEpPALIA U HA TOM, KaK 3Ta
NATOJIOTHSI OTpaXKaeTcsl Ha KimHueckux npossienusx CH. V nereii ata xkinaccuduxanust MoxeT

OBITH MCIIOJIE30BaHA B MMOAPOCTKOBOM U HIKOJIbHOM BO3pacTe.

Taoauna 1 - CpaBautenbHas kinaccudukaus XCH

Cragun XCH no Bacuienko-
dynkunoHanbHble kinaccsl XCH no NYHA
Crpaxecko

OrpanuueHus Gpu3N4ecKoil akTHBHOCTU

OTCYTCTBYIOT: IPUBbIUHAS (PU3UUECKAS
Hauanbraas ctagus 3a00eBaHUs .
AKTUBHOCTb HE COIIPOBOKAAETCS ObICTPOI
(mopaxeHwust) cepua.

YTOMJIIEMOCTBIO, IOSIBJICHUEM OJBIIIKH UIIH
| |['eMonnHaMuKa He HapylleHa. [ OK*
cepaueorenus. [IoBbIIIEHHYIO Harpy3Ky
CkpblITast cepaeyHas .
0OJIbHOI MTEPEHOCUT, HO OHA MOKET

HEZIO0CTaTOYHOCTb.
COIIPOBOKIATHCS OJIBIIIKON U/UITN
3aMEIJIEHHBIM BOCCTAHOBJICHUEM CHIL.

KimHu4ecKku BeIpakeHHas CTaius He3naunTenbHoe orpaHudeHue pusnyeckon

3a0oseBaHus (MOpaXKeHus1) cepaua. AKTUBHOCTH: B IIOKOE€ CUMIITOMBI OTCYTCTBYIOT,

[ITA[{Hapymenust reMOAMHAMUKY B [ ®K* [mpuBbIuHas Gpu3nueckasi akTHBHOCTb
OJTHOM M3 KPYrOB KpOBOOOpaIleHus, COIPOBOXKAACTCS YTOMIISIEMOCTBIO, OJIBIIIKON
BBIPAKCHHBIE YMEPEHHO. WIN cepALleOeHneM.

3aMeTHOe orpaHu4eHHe (PU3HUECKON
Tsoxenast cragust 3a00JIEBaHUS
AKTUBHOCTH: B IIOKOE€ CUMIITOMBI OTCYTCTBYIOT,
(mopakenusi) cepama. BeipaxkeHHBIC .

(bu3mvecKas akKTHBHOCTh MEHBITIEH
1116 m3menenus remoguHamMuky B oboux [[IIOK*
WHTEHCUBHOCTH IO CPABHEHHUIO C
Kpyrax KpoBooOpaiieHus,

[MPUBBIYHBIMHA Harpy3KaMH COMTPOBOKIAETCS
BBIPAXKCHHBIE YMEPEHHO.

MOSBJIEHNEM CHMITTOMOB.

KoneuHas craaus nopaxxeHus HeB03MOXKHOCTh BBITIOJIHUTH KaKyIO-THOO0
cepaua. BolpaxkeHHbIE H3MEHEHUS Harpy3Ky 0e3 mosiBneHus auckoMpopra;

Il |[reMoaMHAMMKH U TKEIBIE [VOK*|cuMnTOMBI cepAeuHON HETOCTATOUHOCTH
(HEOOpaTUMBIE) CTPYKTYpPHBIE [PUCYTCTBYIOT B IOKOE M YCHUJIMBAIOTCS MPH
M3MEHEHUs OpPraHOB-MULIEHEN MUHUMAaTbHON (PU3UYECKON aKTHBHOCTH.
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Cranuu XCH o Bacunenko-
Ctpaxkecko

dyuknuoHanbHbie kinaccsl XCH no NYHA

(cepaua, JIETKHX, COCY/IOB,
rOJIOBHOTO MO3ra, MOYEK).

*®K - pyHKIIMOHATBHBIN KJ1acc

Jnist nereit paHHEro BO3pacTa CTaluu HeJoCcTaTOYHOCTH KpoBooOpamenus (HK) onpenenstor ¢

Y4ETOM KIMHUYECKHX KPUTEPUEB B COOTBETCTBHH C KJIacCU(pUKAIME, mpeanoxeHnoil H.A.
Benokons (1987r) (Tabmn. 2)

Ta6auna 2 - Knaccudukamus cepJedHoi HeT0CTaTOYHOCTH Y neteit mo H.A.benokons

Cragus

.HGBO)KCJ'Iy,I[OLIKOBaH

HCAO0CTATOYHOCTD

HpaBO)KGHy,HO‘IKOBaH

HEJOCTATOYHOCTD

Cepﬂe‘lHaﬂ HEAOCTATOYHOCTb OTCYTCTBYCT
B IIOKOC U IOABJIACTCA MMOCJIC HAI'PY3KU B
BHUAC OJBIIIKHW U TaXUKaAPpIAUU

Uucno cepiedHbIX COKPAIICHUN YBEINYEHO
Ha 15-30% B 1 MuH.

IleueHn BBICTYIIACT HA 2-3 cMm H3-110 Kpas

A .
pebepHO AyrH
Uwncio gpixanuii ypenuaeno Ha 30-50%
Uncno cepieYHbIX COKpAIICHUN YBEINYEHO
Ha 30-50% B 1 MuH.
. [leuens BhICTyMaeT Ha 3-5 ¢M U3-TI0]T Kpas
Uucno neixanuii yBenuueHo Ha 50-70% .
[1b pebepHoii Tyru, BO3MOYKHA aCTO3HOCTb,

Bo3MOeH akpoIMaHo3, HaBI3YMBbIN
KallCJib, BJIAXXHBIC MCJIKOITY3bIpYaThIC

X PUIIBI

HaOyXaHHe MIEHHBIX BEH

Uuciio cepieyHbIX COKpAIEHUH YBEIMUEHO
Ha 50-60% B 1 MuH.

Yucno neixanuii ysenrueHo Ha 70-100%

Kmmandgeckas KapTruHa IMpeaoTCKa JICTKUX

['enmaromeranusi, OTEUHBIN CUHIPOM,
rUJIpONepuKapl, aCUT

Hns onpenenenns pyaknuonansHoro kinacca (OK) CH, y nereii paHHEro u JOMKOJIBHOTO

BO3pacTa UCHojb3yercs Kiaccupukanus Ross. (Tadi. 3)
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Tadauuna 3 - Knaccudukanus Gynkmumonanbapix kiaaccoB XCH mo Ross R.D.

Knacc

MHTepnperanus

Het cumnitoMoB

He6ob1110€ TAXUITHOD WIH MOTIUBOCTD NMPU KOPMJICHUH Y TPYIHBIX AeTel. JlucnHos mpu
Harpy3Ke y CTaplIux JIeTei.

BbIpaskeHHOE TaXUITHO? WK NOTIUBOCTD IIPU KOPMIIEHUH Y TPYAHBIX J€TeH. Y IUIMHEHHOE
BpeMs1 KOPMIICHUS, 3a/1€P’KKa POCTA BCIECACTBUE CEPACYHON HEJOCTATOYHOCTH.
BolpaskeHHOE TUCITHOD IPU Harpy3Ke y CTapliux JeTeil.

B 1moxoe nMeroTCcs Takue CHUMIITOMBI KaK TaXHITHOI3, BTAXKCHUC MBILIIL, «XPIOKAHLEC),
IIOTJIMBOCTD.

1.6 IlpuMepbI AMATHO30B

Xponuueckas cepaeunas HegocratouHocts (XCH) 2A craauu, IT @K no Ross.

2. JImarnocTuka

2.1 ’Kaa00bl 1 aHAMHE3

BblpClcheHHOCmb cumnmomos CH mooicem bvimov om MUHUMANbHBIX npo;zeflenud, 603HUKaAOwWux

MOILKO NpU Qusuueckou Hazpyske, 00 mMAXCEN0U 00bIUKU 8 COCIMOSHUU NOKOSL.

ITpu cObope aHaMHe3a HEOOXOUMO OOPAaTUTh BHUMAHUE Ha:

OBICTPYIO YTOMJIIEMOCTD,

MOBBILICHHYIO TOTJIUBOCTbD,

CHI)KCHHE alIETUTA,

OJIBIIIIKY (UYBCTBO HEXBATKU BO3yXa NMpU (GU3NYECKOM HAarpy3Ke, 3aTeM B IOKOE,
YCUJIMBAIOILYIOCS. B TOPU30HTAILHOM MOJIOKEHNH ), BO3MOYKHO HapyllIeHHe CHa Ha oHe
OJIBIILIKH;

OLIyILEHHE cepaleOneHus,

CHU)KEHHE JIBUTATEIbHONW aKTUBHOCTH,

KallleJab CyXOH MM BIaKHBIN (C OTIAENCHUEM CIIM3UCTON MOKPOTHI, Yallle Ipu
(bu3nyecKoil Harpy3ke U B HOUHOE BpeMsl),

KpOBOXapKaHbE U JIETOUYHbIE KPOBOTEUEHUS (PEAKO).

HUKTYpUS, OJUTYpHUs THO0 aHypHs

y JeTel 10 rojla HeJocTaTOYHask NprubaBKa B Bece

2.2 PusukajabHoe 00cae10BAHHE

[Tpu ocmotpe pedenka CH ciemyeT 3amo0o3puTh MPH BBISBICHUH CIICTYIOIITUX
MIPU3HAKOB:

MOJIOKEHUE OPTOITHO? (TOJIyCHASIEE);
HaINpsDKEHUE U pa3lyBaHHe KPbUIbEB HOCA, BTSDKEHHE MOJATIMBBIX MECT IPYAHOM
KJIETKU, TAXUITHO? (pexke TUCITHO?);
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e Taxukapaus (pexe Opaaukapaus);

e  BIAXHBIEC Pa3HOKAINOEPHBIEC XPUIIBI B JIETKUX (CHaYaJla B HUKHEOOKOBBIX OTJEIIax
JIETKUX W/WJIA IPEUMYIIECTBEHHO CJIEBA M3-3a CIABIMBAHUS JIEBOTO JIETKOTO
YBEJIMYEHHBIM CEpALIEM, 3aT€M HaJl BCEH MOBEPXHOCTHIO JIETKUX );

e  CepAeuHbIN ropo;

e  pacCIIMpPEHHUE IPAHUL] OTHOCUTEIBHON CEPACUHON TYIIOCTH BJIEBO IIPU EPKYCCUU;

e IJIYXOCTb CEPJECYHBIX TOHOB U NOSIBJIIEHUE JIONIOJHUTENBHBIX TOHOB —
nporoauactonuyeckoro III u mpecucronuueckoro 1V, akuent Il Tona (xapakTepen s
JIETOYHOM TUIIEPTEH3UH ), BO3MOKEH CYMMALIMOHHBIN pUTM rajiona. MiMeror mecTo mym
OTHOCHUTEJIBHOM HEJOCTaTOYHOCTH TPUKYCIUJAIBHOTIO WM MUTPAJIBHOTO KJIAIllaHa;

e  yBEJIMYEHHUE Pa3MEPOB U O0JIE3HEHHOCTb MNP NaJIbIIALIUU [IEUEHU;

e cumnroM [Inema (HabyxaHue MEHHBIX BEH NPH HAAABIMBAaHUU Ha 00JaCTh IICUEHH);

e YMEPEHHOE YBEIMUYEHUE CEJIE3EHKH (XapaKTEpHO y JIETE paHHETO BO3pPACTa);

e JMCIENTHYECKHUE ABJICHMS (IIOHOC, 3a110p, TOLIHOTA, PBOTA), CBSI3aHHBIE C 3aCTOEM KPOBU
B ME3E€HTEPHUAIIbHBIX COCY/1aX U 3aCTOMHBIM raCTPUTOM;

e nepudepuyecKre OTEKH Ha CTOIAaX, 3aT€M Ha JIOABDKKAX, FOJICHSX, Y JIeKauuX OOJIbHBIX -
B 00J1aCTH KpecTia, 0ObIYHO YBEIUYMBAIOIIMECS K Beuepy (ualle y AeTell cTapliero
BO3pPACTa, TaK KaK y JAeTel MepBbIX JIET KU3HU OTEKH MOT'YT ObITh HE BUIHBI U3-32
BBICOKOW THIPO(GMILHOCTH TKaHEH ),

e MOTYT BBIBIATHCS THIPOTOPAKC, ACLUT, OOBIYHO MOSABIISAIOIINECS MT03JHEE, YUEM
nepupepuIecKue OTEKH;

2.3 JIaGopaTopHAasi AMATHOCTHKA

(Cuna pexomengauum I; ypoBens goctoBepHocTH qoka3atenbeTB C)

e PekoMeHayeTcst ucciieIoBaHME OOIIETO aHAIM3a KPOBU — JIJISI UCKITFOUCHHS
BOCTIAJIUTENIHHON MPUPOIBI 3a00JI€BaHUS CEP/IlIa, a TAKIKE aHEMHH, YCYTyOISOIIei
teuenne CH [1,2].

o Pexomennyercs uccnenoBaHue oomero anansza mouu [ 1,2].

KommenTapmii: npu msascenoi XCH ymepennas npomeunypus uiu cemamypus Mo2ym Ovinbs
cneocmeuem 2emMoOUHAMULECKUX HaPYWEeHUU, HO mpebyIom UCKTIOYUMb NAMON02UIO NOYEK.

e Pexomennyercs uccnenoBanue OMOXUMUYECKOTO aHATN3a KPOBH (OMpeeieHue
AJIEKTPOJIUTOB KPOBU OCOOEHHO Ha (POHE NUYPETHUECKOM Tepanuu, ooiero 0enka,
MEYCHOYHBIX TPaHCAMHMHA3, MOYE€BHHBI, KpeaTUHUHA, OnnnpyouHa) [1,2,3].

e PekoMeHnyeTcst IpOBEICHHE UMMYHOJIOTHYECKUX U CEPOJIOTUYECKUX UCCIICTOBAHMI 11O
MOKA3aHUSM MTPU HEOOXOTUMOCTH UCKITIOYEHHS BOCTIATUTEILHOM MPUPOILI 3a00IeBaHHIS
cep/Ia, TakKuxX Kak SHJOKAPIUT, MUOKAPIUT, IEPUKAPIIUAT U T. 1.

KommenTapuii: onpedensirom konuvecmseo ummynoznodoyiunos (IgG, A, M), yposens

pesmamouonozo ¢paxmopa (P®), C-peakmuenozo denrxa (CPF), anmumena k cmpenmonuzuny
(ACJI-O) um.o. [1,2].

e Pexomennyercs uccienoBaHue KoaryjaorpaMmbl IpU HaIU4uu (HaKkTOpOB,
npepacrnoiararoIux K TpoM0000pazoBaHmio (HapyILIeHUs pUTMA, UCKYCCTBEHHBIE
KJIanlaHbl, 3HaYUTEIbHAS IUJIaTallusl KaMep cep/lla, pe3Koe CHIXKEHNE COKPaTUTEIbHON
CIOCOOHOCTH, TPOMO0IMOOIMH B aHaAMHe3e, Mpu3HaKu TpoM603a JIK o ganHeIM DX0-
KT u np.), onpenenenuie GuOprHOreHa, MeXIyHapOJAHOIO0 HOPMAIU30BAHHOTO
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otnomenust (MHO), akTHBHPOBaHHOT'O YACTUYHOTO TPOMOOILIIACTHHOBOTO BPEMEHU
(AUYTB) [1,2].

o Pexomenayercs npoBefeHHE aHATN3a Ta30BOTO COCTaBa KPOBH U KUCIOTHO-IIIEIOYHOTO
coctostaus (KIIC).

KommenTapwuii: cruoicenue napyuanvroco nanpsscenus (PaO2) u camypayuu kuciopooa
(Sa02) ceuoemenvcmayem 6 nepgyro ouepedb 0 HAPYULeHUU OKCULEHAYUU KPOBU 8 JIeSKUX WU O
YUAHOMUYECKOM NOPOKe cepoya, a makice npu paccmpoucmseax nepugepuieckozo
KpP0BOOOpaueHus: (CUHOPOM 2UNONIA3UU 1e8020 cepoya, nepepuls oyeu aopmol). Paccmpoiicmea
Kposoobpawenus conposodicoaromes Hapyuwenuamu KIC u pazsumuem memabonuuecko2o
ayuoo03a, KOMopbwlil 6HAYAe HOCUM KOMNEHCUposanHblll xapakmep (cHudxcenue BE), a 3amem
cmanosumcs OekomneHcuposannvim (chusicenue pH u BE) [1,2,3].

o PexkoMeHayeTcs onpeneneHue ypoBHS HAaTPUHYPETHUECKUX ITETITHIOB.

KommenTapuii: uccreoosanue nozeonsiem npoeooums 3¢h@hexmusnblil CKpUHuHe panee He
JICYEHHBIX OONLHLIX C NOO03PeHUeM Ha Haruyue ouchyuxyuu JIXK u mourno oyenusams ee
8bIPANHCEHHOCHb, NPOBOOUMb OUGhhepeHyuanbHyrO OUacHOCMUKY clodxicHuix popm CH
(Ouacmonuueckoul, acumnmomamuyeckolt), oeramo doneocpounsiii npoenoz CH, a max sce

oyeHusamv 3¢hghekmusHocms npoOOUMOL mepanuu U OUHAMUK) COCIOSHUSL.

Onpeoenenue N-koHnyegoeo ¢ppasmenma npomoszeo06020 nampuilypemuieckoeo nenmuoa (NT-
proBNP)

e NT-proBNP <200 ne/mn — CH manosepoamna

e NT-proBNP 200-400 ne/mn HK | cm.

e NT-proBNP 400-1000 ne/mn HK 114 cm.

e NT-proBNP >1000 ne/mn HKI b - 11l cm. [1,2,3].

° PCKOMGH)IyeTCH ONpCACIICHUEC MAPKEPOB IMMOBPCIKACHUA MHUOKapJa.

Kommenrapuii: nosviwenue yposns mpononunog I unu T ykazvlieaem na HeKpo3 Muokapod, 3mo

B03MOJICHO NPU OCMPOM MUOKAPOUME U UeMUYeCKOM nogpecoenuu [4].

2.4 NHcTpYMEHTAJIbHAS JTHATHOCTHKA

(Cnna pexomenganum I; ypoBeHb 10CTOBEpPHOCTH JOKa3aTenbeTB C)

o Pexomennyercs nposenenue 12 kananpHOU 3nexTpokapaunorpapun (KI)

Kommenrapum: cneyughuueckux npusnarxos, coomsemcemesyrowux CH, ne cyuwecmsyem. Ilpu
ananuze DK MOdICHO 8bIS6UMb. NPUSHAKU NEpecPy3KU U Unepmpoguu npedcepouti uiu
AHCENYOOUKO8 CEPOYA, NAMONOSULECKOe OMKIOHEHUE INEKMPUYECKOL OCU CEPOYA 611e60 UNU
BNPABO, HAPYUIEHUS CEPOCUHO20 PUMMA U NPOBOOUMOCTIU, HAPYUEHUSL RPOYECCa Penoisipu3ayuul
muokapoa (ST- u T-usmernenus,).
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e Pexomennyercs nmposeaeHue cyTouHoro MouuTopuposanus OKI' ais auarHoctuku
ApUTMHHM U JIATEHTHOM MIIeMuHu Muokapaa [1,2,3].

KomMmenTapmii: guiasienue xponuueckux maxuapummui, OIUmenbHblX NapoKCuzMos
maxuxapouu mpebyem uckio4enus apummozenno2o 2enesa CH.

o Pexomennyrorcs uccienoBaHus ¢ 103UPOBAHHON (pU3HUECKON HArpy3Koi (Harpy304HbIH
TECT).

KoMMeHTaApHH: UCNOIb3YION 8e/L03P2OMEMP Ul MPEOMUT 00 OOCIUICEHUSI KDUMEPUEE
ocmanosku. Oyenusarom cyovekmusHylo peakyuio pebenxa, usmenernus KT, apmepuanvrozo
oaenenus, nompedienue KUCI0pooa Ha Makcumyme nazepysku. Pezyismamor cpasnusarom c
NOKaA3amensiMu, COOMEEemMCcmayIouWuMy Hopme 0Jisi OAHHO20 803PACMA, NOJA U NAOUAOU
nosepxnocmu mena [1,3,5].

o Pexomennyercs nmposenenue s3xokapauorpaduu (3xo-KI') ¢ nonmneporpadueii [1,2,3].

KomMmeHTapum: noseosnisem @uiasume pasiuinsie CmpyKmypHble HapyueHus co CIopoHbl
MUOKApOa U KNanamoe cepoya, opyaue 803mModicHvle kapouanbHule npuyunsl CH.
Tpaouyuonuvimu kpumepuamu OucyHKyuY cepoya A8a0mces OUNamayusl e2o nojaocmeti
(veenuyenue KOHEUHO-OUACMOIUYECKO20 U KOHEUHO-CUCONIUYECKO20 pasmepa u 00vema),
eunepmpohusi CmeHoK Hcesy00uKo8 U MeNHCHCENYOOUKOBOU nepe2opoOoKU, d MaKice yseauieHue
MAccobl MUOKAPOQ, 8bIX00AWUE 3a PAMKU HOPM, ONpedensaemblXx no Niowaou n08epXHOCmu meid,
OYeHKA CUCIONUYECKOU (KaK KpUmeputi CHUNCEHUs CUCMOIUYECKOU OYHKYUU NPUHSAN YDOBEHb
@B nesoeo scenyoouxa (JIK) nuxce 55%, noocuumannou memooom ogyxmeprou Ixo-KI no
Simpson u nuoce 60% - no Teichgolz. Cmenens cnuscenua @B JDK accoyuupyemces ¢
BbIPAINCEHHOCMBIO CUCTNONUYECKOU OUCHYHKYUU.U OUACMOIUYECKOU (DYHKYUU 166020
acenyoouka. B kauecmee 6cnomozamenvHulX Kpumepues OpueHmupyomes makice Ha euno- uiu
OUCKUHE3UU CINEHOK JHCENYOOUKO8 UL MENHCIHCENYOOUKOBOU Nepe2opoOKU, YyeeauieHue 00vema

npeocepouti, nosviuleHue CpeoHe2o U CUCMOIUYECKO20 0ABIeHUs 8 1e20YHOU apmepul.

o Pexomennyercs npoBefieHHE peHTIeHOrpaduu OpraHoB IPyIHON KIETKH.

KommenTapum: ompasicaem o0vemuyto nepecpy3Ky cepoya uiu nopaiceHue COKpamumenbHo2o
muokapoa. Kapouomopakanvhuiii unoexc (KTH), Hopmanvhas eepxusas epanuya Komopozo 6
epyoHom eozpacme cocmagnsem 0,55, ¢ 3-x niem — 0,50. Hopmanvuvie pazmepel cepoya ne
uckurouarom Haauuus ouacmonuveckou CH. Hanuuue 6eHo3H020 1€204H020 3ACMOs1 A619€mcsl
kpumepuem msxcecmu XCH, a Ounamuxa smux usmeHeHuil C1ylcum mapkepom
appexmusnocmu mepanuu. H3menenus 1e204H020 PUCYHKA NO MUNY 6€HO3ZHO20 3ACHIOS,
ANbBEOIAPHDBIU U UHMEPCMUYUATIbHBLL OMEK AGIAEMCS NPUSHAKOM N1€B0HCENYOOUKOBOI

He0oCMAamoyHOCmu HU3KOU QpaKyuy 8blopoca u/unu 8blcoK020 0asieHUs 1e20YHOU apmepuu
[1,2,3].

e PexomeHmyercs paccMOTPETh BOMPOC MPOBEACHHSI MATHUTHO-PE30HAHCHOM ToMorpadun
(MPT) cepana B cimydasix HEAOCTYITHOCTH 30HBI HHTepeca mpu Dxo-KI' mist orieHku
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COCTOSIHMSI MUOKap/a U aHalIn3a B3aUMOOTHOILIEHUN CepALia U COCYA0B C APYTrUMU
OpraHaMu.

KommeHnTapuii: nozeonsem ymounsms anamomuieckue, ceomempuieckue, buoxumuieckue (¢
ROMOWBIO MAZHUMHOU cnekmpockonuu) xapaxkmepucmuxu [1,2,3].

e PexomeHmyercs mpoBeaeHNE PaTUOU30TOTHOTO UCCIICIOBAHMS U TO3UTPOHHO-
smMuccuoHHO# Tomorpaduu (I1DT) s onpeaeneHus KU3HECITOCOOHOCTH MUOKap/Ia,
BBISIBJICHHSI 30H €r0 TIOBPEXKICHUS WM HEJJOCTATOYHOTO KpoBOoCcHaOxeHus [1,2,3].

KommenTapum: cyunmuepagus muoxapoa ¢ mexumeyuem no360.isem GblsiGUmb 30Hbl
eunonep@y3uu npu UHMAKmMHbIX KOPOHAPHBIX apmepusx. Buvisienenue npuznakos
B0CNANUMENLHO2O NOBPENCOCHUSL MUOKAPOQ, 8 MOM YUCE JIeUKOYUMAPHBIX UHDUILMPAMOS 8
MKAHU NPU NPOBEOEeHUU CYUHMUSPADUU C MATTUEM, NO3BOJISIEN NPEONONONCUNMb MEKYUULL
muokapoum. OOHOGOMOHHASL IMUCCUOHHAS MOMOZPAPUS U NO3UMPOHHO-IMUCCUOHHASL
momozpagpus 00cmamouHo uHpopmamuesl 0as OuppepenyuanrbHol OUAcHOCMUKU
00pamumMbIX (0CNANUMENLHBIX U UUEMUYECKUX) U HeOOPAMUMBIX (0eCmpYKMUBHbIX)
MUOKAPOUATbHBIX USMEHEeHUU. DMu HeUHBA3UBHbLE MEMOObl UCHOLb3YIONCI 8 NEOUAMPULECKOT

npakmuke ons YMOYHEHRUA UIU YCMAHOBIIEHUA ouaznosa.

e PekoMeHayeTcst pacCMOTPETh BOIPOC MPOBEACHUS KaTeTePU3ALNK CepIia U
aHTHOKapAuorpaduu B CiIy4asx, KOTJja HEMHBa3UBHBIE METOIUKH HE MO3BOJISIOT
YCTaHOBUTH TOUHBIN auarnos [1,2,3].

KommenTapuii: nozeonsem nonyuums mounvle 0anHwvle 0 0asieHUU 8 NOIOCMAX cepoyd,
OUACMOoNIUYecKkoll OUCHYHKYUU, OyeHUmb cocmosinue Koponaprozo pycia [1,2,3].

3. JIeuenue

3.1 KoncepBaTuBHOE JIeUeHHE

Ienu neuenusn:

° YﬂqueHue camovyecmeust,;
° Ymenvuenue cmenenu 8blpAINCEHHOCMU npO;zefzeHuﬁ cepéelmoﬁ He()ocmamowocmu;

Ilpunyunet nevenua CH:

e BO30elicmaue Ha FMUOLO2UYECKUL YaKmop

o CHUdICEHUEe MPeDOBaHUll K cepOeyYHOMY 8b10pOCY (0O2panuyeHue Quzuieckou
AKMUBHOCMU, CO30AHUEe MEMNEPANMYPHO20 KOMpopma, ymenvbuenue nepughepuueckozo
€OCYyOUCmo20 conpomueieHus)

e BO30€licmaue Ha MUOKAPO (NOBbIUEHUE COKPAMUMOCIU MUOKAPOd, CHUNCEHUE
conpomusnenus gvlopocy, pecynayusi OLK)

o KOpPeKyus HapyWeHutl 20Meocmasa u nPoQUIAKmMuKa/ ieyenue 0CI0HCHEeHUL
(kKoppeKxyust SNeKMpOIUMHO20 OANAHCA U KUCIOMHO-0CHOBHO20 PABHOBECUSL, YCIPAHEHUE
HeUPO2OPMOHANLHBIX COBUL08, NPOPUIAKMUKA U JleUeHUe MPOMOOIMOONULECKO20
cunopoma)
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o pecynayus 4acmomvl cepOeuHblX COKPAUjeHULl U 1edueHue HapyueHuti pumma cepoya u
nposooOUMOCmu

Ocnoguvie meponpusmus no nevenuro CH 06b14HO 00UHAK08bI U He 3A8UCAM O NPUYUH,
evizeasuux pazeumue CH.

e PekoMeHyeTcst opraHu3aiys NpaBWIbHOTO PEeXUMA U yX0/1a 3a MAllMeHTOM — KakK
MIPaBUJI0, HEOOXOIUMO OIPAHUYCHUE JIBUTATEIHHOW aKTUBHOCTH, OTPAaHUYCHHE
noTpedaeHus KuakocTu [1,2].

(Cuna pexomenaamuu I; ypoBeHb JOCTOBEPHOCTH JI0KA3aTEILCTB A)

o Pexomenayercs nuetoTepanus — palioOHAIEHOE MUTAHUE, OTPAHUYCHUE TIOTPEOICHHS
COJIM, JJIs1 KOPPEKIIMK HEIOCTaTOYHOCTH MTUTAHUS 0053aTE/IbHO Ha3HAUYEHUE
CICLUATILHOTO JICYeOHOT0 MUTAHUS B COOTBETCTBUH C pEKOMEHIAIMAMU Jrerosora [1,2].

(Cuua pexomenaanum I; ypoBeHb J10CTOBEPHOCTH J0Ka3aTeibeTB C)

e Pexomennyercs okcureHorepanus (Ha3Ha4aeTcs IpU HaJIUYUU AbIXaTeIbHON
HeyoctaToyHocTH). [IpoTnBonokaszana npu HewszsecTHol Tonuke BIIC, mpu aykryc-
3aBUCHMBIX IIOPOKAX (aTpe3us JIErouyHoM apTepuu, koapkrauus aoptel) u npu BIIC ¢
TUIIEPBOJIEMUEN MaJIOro Kpyra, 00yCIOBICHHOM JI€BO-TIPaBbIM IIYHTHPOBaHUEM (AedeKT
MEKKEITyTOYKOBON TIEPETOPOIKH, Ae(HEeKT MEKITPECEPAHOM MEPETOPOIKH OTKPHITHII
apTepUAIIbHBIN TIPOTOK)).

(Cuana pexomengamuu I; ypoBeHb J0CTOBEPHOCTH JT0Ka3aTenbeTB C)

o dapMaKoJIOTHYECKOe JICYCHUE TMAIMEHTOB PEKOMEHI0BAHO MTPOBOIUTH B 3aBUCUMOCTH OT
dbyukumonansHoro kinacca XCH (ta6m.4) [1,2]. B otnuune ot nanuentoB ¢ XCH u
HOpMaJIbHOM (coxpaHHOM) cuctonmueckon pyukiueit cepana (OB JDK >40 %), mist
narueHToB ¢ XCH u Huzkoit ®B JIXK (<40%, uHoraa yuuTeiBaeTcs BenudnHa <35%)
MMEETCs MHOXECTBO JI0Ka3aTeIbCTB A3 (PEKTUBHOCTH METUKAMEHTO3HBIX U
MHCTPYMEHTAJIbHBIX METOJI0B JieueHus. JlekapcTBeHHble cpenctpa s geuennss XCH u
cHkeHHON @B JDK MOHO pasfennuTs Ha 1B€ OCHOBHBIE KATETOPUU COOTBETCTBEHHO
CTerneHu JokazanHoctu (Tabm. 5) [1,3].

KommenTapuu: 6 nacmoswee epems ons newenus XCH y 0emeti ucnonwv3ytomes me dice epynnol
npenapamos, umo u 'y espocivix[1,2,3].

Jlexapcmeennvie npenapamul 0na nevenus oonvubix XCH npumensaiomes coenacHo
Kaaccugurayuu u peumun2080u oyeHke noab3sl Ul IGEeKMusHOCmu, a Maxdice YposHs
00KA3aMmMenbHOCU.

Meouxamenmosnoe nevenue 6orvHvix XCH ne modicem Obimv KypcoswviMm, a npeonoazaem
NOJNCUSHEHHBIU NPUEM NPEenapamos.
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Ta6auna 4 - ®apmakonoruueckoe nederre 6oapHbIX XCH ¢ @B <40 % (;1ekapcTBa,

JIOKa3aBILUE CIIOCOOHOCTD K CHIDKEHHIO pHCKa CMEPTH M rocnutanu3anuii umenno npu XCH u

IIPUMEHSIIOIINECS Y BCEX MALIUEHTOB).

[Ipenapar

[Toka3zanue

Kiacc
CH

I[OK&?)&TCJ'II)HOCTB

nAIID

[Tpumenstorest y Bcex 0ompHbIXx XCH -1V @K u ®B JIK
<40 % nJ1 CHUKEHUSI pUCKA CMEPTH, [IOBTOPHBIX
TOCHHUTATIM3AIMN U YIYUIICHUS KIMHUYECKOTO
coctosinusi; ipu [I-1V @K Bmecte ¢ f-Ab 1 AMKPA

bPA

[TpumensroTcst y 60sbHBIX XCH -1V ®K m1st cHIKeHUS
PUCKa CYMMBI CMEPTEil ITI0C TOCIUTAIU3AIMNA U3-3a
XCH npu nenepenocumoctu HAIID

A

B-AB

[Tpumensitorcs y Bcex 6onpHbIX XCH [I-1IV ®K u ®B
JDK <40 % nnst cHUKEHUsl pucKa CMEPTH U TOBTOPHBIX
rocriutanu3anuii u BMecte ¢ UAIID (APA) u AMKP A

M BaOpaauHx

[Tpumensiercs y 6onpabIX XCH II-1V 1 @B JIXK <40 %
ISl CHIDKEHHSI PHCKA CYMMBI CMEPTEH TIITIOC
rociiutanuzaiuii u3-3a XCH ¢ cunycoBsim putmom, HCC
>70 yn / MuH ipu HeniepeHocumocTH B-Ab C

A

AMKP

[Ipumenstores y Bcex 0onpHbIX XCH -1V ©K u ®B
JDK <40 % nnst cHUXKeHUs: pucka CMepTH, HOBTOPHBIX
rOCHUTAIN3ALNN U yIydIIEeHUS KIMHUYECKOTO

cocrosiHus BMecte ¢ HATID (APA) u B-Ab
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Taoauua 5 - [Ipenaparsr a1 nedenuss XCH co cHMKEHHON cUCTONMMYECKON (DYHKIMEH cepara.

o JlekapcTBeHHBIE
Cpe/ncTBa JJIsl JICUCHHS
XCH co cHmxeHHOMI
®B JIK<40 (35 %)

CpencTBa, J0Ka3aBIlINe
CIIOCOOHOCTH K CHHYKEHUIO
CMEPTHOCTH U
3a00J1€BAEMOCTH UIMEHHO NpU
XCH

HpenapaTLI, HC BJIMAOIHNEC HA
IIPOrHO3

npu XCH, Ho yny4iatomue
CUMIITOMATUKY B
OIMPCACIICHHBIX KIIMHUYCCKUX

CUTyalusax

o IIpenaparsl,
IpUMEHsSIEMbIE Y BCEX

o IIpenaparsl,
MIPUMEHSIEMBIC B
0COOBIX KIIMHUYECKUX

aneuomensuny - bPAII (114
A)

\brokamopul [5-
aopeHepeuiecKux

peyenmopos (1A4)

\Anmaeonucmol
MUHEPATIOKOPMUKOUOHBIX
peyenmopos (AMKP) (I4)

e Juypemuxu (IC)
o Cepoeunvie 2nuKo3uU0bl
(1C)

o Aumuxoazynanmul (I4)

00JIBHBIX
CHUTYaIHSIX;
Uneubumopor AIID (14) Anmuapummusecxue
cpeocmea 111 (11B B)
\biokamopbl peyenmopos K Ayemuncanuyunosas

KUCIOMAoic, 8K (U op.
anmuaepeearnmst) (IIB B)
Heenukosuonvie
UHOMPONHbIE
cmumynamopuwl (I11B B)
Llumonpomexmopuol
(mpumemasoun) (IIA B)
Bnoxamopul meonennvix

KajlbYUueevblx KaHaioe
(BMKK)

o PexomennoBano HazHaueHue HAIID npu Beex craausx XCH [2].

(Cuaa pexomenaanum I; ypoBeHb 10CTOBEpHOCTH JT0Ka3aTeabCTB C)

KommenTapwmii:

Hpunyunwvl nasnavenus uAIllD:

* omcymcmeue npomueonoxasaHuﬁ ons HA3HA4Y€eHUA,
* Haludue HOpmMalbHbLX Jza60pamoprlx nokazameieti (Ka]luﬂ, KPECZMUHMHCZ),'
® KOHmMpPOJb YPOBHA KpeadmMUHUHA U KAIUA 6 Cbl6OPONIKE KPOBU HA quHe mumpoeaHnusl

003bl;
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Ilo06op mepanuu npoeooumcsL 8 ycio8usax CReyuaru3upoO8aHHo20 CmayuoHapa Ha ¢oue
KOHmMpons AJ] ¢ Manou 003l ¢ MEONEHHBIM ee MUMPOBAHUEM 00 MePanesmuyecKol;

nosviuieHue 003bl HECKOLKO pa3 8 Heoelio NPU XOpoulem Camoyy8Cmeauu  Omcymcmeuu
nobounwlix peakyuil. Ilpu Heobxooumocmu cKopocms MUMpPOBAHUsL MOXCem Oblmb YeeaudeHd

unu ymeHvuiena. ApmepuanvHas 2UnomeH3Us He s81emcsi NPOMUBONOKA3AHUEM K HAZHAYEHUIO
u-AIll® (mabn.6).

Baoicno yuumwieamo, umo uAIll® npeonaznauensi 0 OIUMENbHOO ledeHUs, MaK KaK ux
OnaconpusmHbLL KIUHUYeCKUll 3Qgexm omuemauso npossisiemcs e pavee 3-4-ii nedeau om
Hayana npuema.

Tpu 8o3nUKHOBEHUU NOOOUHBIX peakyull (Kaulelb, CEA3AHHHbIL ¢ OI0KAOOU pa3pyuleHusl
OPAOUKUHUHA U HEKOMOPBLIX OPY2UX HEUPOMEOUAMOPO8 8 CIUSUCIOU OPOHX08) yenecooopasHa
3amena Ha BPA.

Abconromuvimu npomueonoKasanuAMU K HA3HAYEHUIO uAIll® sensomes d@ycmOpOHHl/llZ CMEeHOo3
no4e4Hoblx apmepuﬁ u aHeuoneepomuqecmuZ Omekx.

Tadauua 6 - Cpenuue 10361 HATID s nereit ¢ XCH

TepaneBtuueckas
[Ipenapat ['pynmbl CraproBas n103a
no3a
Kanrorpun %, (CO9AAO01, I 0,2 mr/kr/24uB 3 [1,0 Mmr/kr/24u B 3
. eTh
Captopril) npuema npruema
0,1 mr/kr/24u B 3 1,0mr/kr/244 B 3
[ToxpocTku
npreMa nprueMa
Puananpun x,” (CO9AA02, 1,25 mMr/24u B 2 10-20mr/24u B 2
. [Togpoctku ¢ 14 net
Enalapril) npuema npuema

... " - IIpumenenue npenapara y nereit off label — BHe 3aperucTpupoBaHHBIX B UHCTPYKIUU
JIEKapCTBEHHOI'O CPEJICTBA MOKa3aHUi, ¢ pa3pemieHus JIokalbHOro 3 THYECKOro KOMUTETa
MGHHHHHCKOﬁ opraHu3alyvu, Npyu HaJIMIUH TOAIIMCAHHOTI'O I/IH(bOpMI/IpOBaHHOFO corjacus
3aKOHHOTO TMPEICTABUTENS U peOCHKA B Bo3pacTe crapiie 14 mer.

o PexomennoBano HazHadyeHue O10kaTopoB penentopoB anruorensuHa Il (bPA II) npu
CH, xorna nAIl® nnoxo nepeHocsATcs (Kalesb), 1100 B TONOJHEHNE K HUM, WIH €CIH
cumnromatuka CH coxpansiercss Ha (hoHE ONTUMANIBHBIX BO3pAcTHBIX /103 HATID,
IuypeTHKkoB U B-Ab (3a UCKIIOUeHHEeM TeX cilydaeB, KOTr/ia MalueHTy Ha3HaueH
AHTaroHMCT albaocTepoHa) [1,2,3].

(Cuia pexomenaanum I; ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB A)
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Kommenrapuii: naznauams BPA Il neobxooumo no mem e npunyunam, umo u uAIl®d, mo
ecmo 8 YC0BUAX CMAYUOHAPA ¢ MUMPOBAHUEM 003bl HA NPomsdiceHuy 2-4 nedens u
MOHUMOPUPOBAHUEM PYHKYUU NOYEK U COOEPAHCAHUS INEKMPOTIUMOE CbIBOPOMKU KPOBU.

Jlozapman oc,6x (CO9CAOI, Losartanum) (IIpumenenue npenapama y oemeii off label — ene
3ape2ucmpupo8anHHbIX 8 UHCMPYKYUU TeKAPCMBEHH020 CPeO0Cmead NOKA3AaHUL, C pa3peuleHus
Jlokanvrozo smuyeckozo Komumema MeOUYUHCKOU OP2AHU3AYUL, NPU HATUYUU HOONUCAHHO20
UHGOpMUPOBAHHO20 co2nacUs 3aKOHHO20 npedcmasumels u pebenka @ eospacme cmapuie 14
Jnem) cnedyem HasHavams oemsam 6—16 nem (macca mena 20-50 x2) 6Hympw, nepgoHauaivHo 25
M2 8 CYymKU 0OHOKPAMHO, MAKCUMANbHAS 003a 50 M2 8 CymKU 0OHOKPAMHO 00CMU2aemcs uepes
HecKobKo Hedenb. [lemsam ¢ maccou mena 50 ke u eviuie nepeonauaivio 50 me 6 cymku
00HOKpamuo, makcumanoras 0o3a 100 me 6 cymku 00HOKpamHo, 0ocmuzaemcs 4epe3 HecKOIbKO
Hedenb. Pecynuposams 003y npenapama HeodX00uMo ¢ yuemom peakyuu apmepuaibHo20

oaenenus (A/).

Bosmoorcnvie nobounvle sghpexmul npenapama me sice, umo u y uAllD (ucknovenue —
omcymcmeyem Kaueny).

e PexomeHI0BaHO HA3HAYCHHUE aHTArOHUCTOB MUHEPAIIOKOPTHKOUTHBIX PEIENTOPOB
(AMKP) Bcem nanmentam ¢ tsoxenoit CH (OB JIXK <35%) [1,2,3].

(Cuna pexomengamuu I; ypoBeHb JOCTOBEPHOCTH JIOKA3aTEIBCTB A)

KommenTapmii: nasnauame AMKP criedyem 6 nHebonvuiux 003ax, npu yCio8uu Omcymcmeust
eunepKanruemMuu U 3Ha4umenbHou noveynou oucgynkyuu. Ecnu nayuenm naxooumces 6
cmayuonape, UHUYUUPOBAms Mepanuio HeooxXooumo euje 00 €20 8bINUCKU U3 OOTbHUYDL.
Heobxo00umo monumopuposanue cooeparcanusi KpeamuHuna U Kaaus 6 CbleopomKe Kposu npu
J10O0M UBMEHEeHUU 8 leYeHU UTU KTUHUYEeCKOM COCMOAHUU nayuenma.

Bozmooicnvie nobounsvie a¢pgpexmor AMKP:

o 2unepkanuemus — nogvluleHue yposHs Kauus 6 kposu > 5,5 mmonwv/1. Heobxooumo
COKpamums 003y CNUPOHOJIAKMOHA 8080€ C NOCMOAHHBIM KOHMPOJIeM OUOXUMUYECKUX
nokasamerneti kposu. Ilpu eunepkanuemuu > 6,0 MM0O1b/1 HEOOXOOUMO OMMEHUMD
AHMA2OHUCTBL ATbOOCMEPOHA, OCYWECMEBIIAMb NOCMOAHHbBIIL KOHMPOIb 2NeKMPOIUNO8
KpOBU U Je4umsb OaHHOe COCMOsAHUE

e yxyouieHue yHKYuU no4ex — nogvluierHue KpeamuHuna 6 Kpogu >220 MKMOb/1.
Heobxo0umo cokpamums 003y cnupoHoIaKmoHa 6080e ¢ NOCMOAHHbIM KOHMPOLeM
ouoxumuyeckux nokazameinei kposu. Ilpu nosvluenuu ypoeus kpeamununa kpogu >310
MKMOIb/1 HEOOXO0OUMO OMMEHUMb AHMA2OHUCTbL AIbOOCIEPOHA, OCYUWeCMEIIAMb
HOCMOSIHHBIN KOHMPOIb JJIeKMPOJIUMO8 KPOBU U le4umb OAHHOe COCMOsIHUE.

o Cnupononaktonx,Bk (CO3DAO1, Spironolactone) pekoMeH10BaHO Ha3HAYATh
MOJPOCTKAM CO CTAPTOBOM J103bI 25MT OJIMH pa3 B JeHb. MakcumanbHas 103a S0 Mr B

CYTKHU OOJHOKPATHO.

(Cnna pexomenganum I; ypoBeHb 10CTOBEpPHOCTH JOKa3aTenbeTB C)
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e He pexomennoBano HazHauatb AMKP npu:

e  KaJIMH IUIa3MbI KPOBH > 5,5 MMOJIB/T

e KpeaTHHUHE KpOBHU > 22() MKMOJIb/JT

e TUIOHATPUEMHUHU BCIIEJCTBUE MTPUEMA JUYPETUKOB
e oaHOBpeMeHHOM HazHaueHuu UAIID u BPA.

e PekoMeHnoBaHo HazHaueHue B-aapeHoookatopoB (B-Ab) B komOunaruu ¢ nAIID Bcem
namuentam ¢ XCH [1,2,3].

(Cuaa pexomenaanuii I, ypoBeHb JOCTOBEpHOCTH JI0KA3aTEILCTB A)

KommenTapuii: Mexanuzmor enuanus B-Ab npu XCH exniouatom: ypesicenue cepOeuHol
0esAmenbHOCMU, YIyyieHue CUHXPOHUAYUY COKPAMUMOCTU MUOKAPOA, NPODUIAKIMUKY
MOKCUYECKO20 OelCmBUs KamexoiamMUHo8 Had KapOUuOMUOyum, aHmuapummuyeckoe oelcmaue;
yayumeHue sHepeocoepedcenuss muoxkapoa. Ilpu smom ymenvuiaemes nepezpysxa
KApOUOMUOYUTNO8 KATIbYUeM, VIyuulaemcs ouacmonudeckas yyukyus cepoya. brazooaps
OmpUyamenbHoOMy XpOHOMPONHOMY U UHOMpOnHomy Oelicmeuim BAB cnuscaemces
nOmMpeOHOCHb MUOKAPOA 8 KUCTOPOOe.

Ipumenenue B-Ab accoyuupyemcs ¢ ymenvuieHuem KIUHUYECKOU CUMNMOMAMUKY U C TyYuiell

gviorcusaemocmoto boavhblx ¢ XCH.

e PexomennoBano s neuenns XCH B kauecTBE OCHOBHOTO Ipernapara u3 rpymsl f-Ab
Ha3Ha4ath KapBeauinon xk,Bk (C07AGO02, Carvedilolum)

KommenTapuu: npumenenue npenapama y oemeii off label — eéne 3apecucmpuposannsvix 6
UHCMPYKYUU JIeKAPCMEEHH020 CPeOCmea noKa3anuil, ¢ paspeuienus Jlokanvnozo
IMUYECKO20 KOMUMEmMa MEOUUUHCKOU OP2AHU3AUUU, NPU HATUYUU NOONUCAHHO2O0
UHDOPMUPOBAHHO20 cO2NACUA 3AKOHHO20 Npedcmasumens u pedeHka 6 eozpacme cmapuie 14
Jem

B nepesvie Onu nevenus u 6 npoyecce mumpoganus 003 B-Ab mozym pazeumusca npexooswue
HapyuweHus: 2unomonus, opaoukapousl, ycyzyonenue cepoedHol HedoCmamoyHoCmu, 4mo

mpebyem c80e8PEMEeHHO20 UX YCMPAHEHUS.
Yenosus npumenenus B-Ab npu XCH:

e Ha ¢hoHe nocmosaHHbIX 003 panee HazHauyerHou mepanuu (UATID + ouypemuxu,
B03MONCHO + OUCOKCUH),

e NpuU cMabUIbHOM COCMOSHUU (Oe3 6HYMPUBEHHOU UHOMPONHOU NOO0EPHCKU, Oe3
NPUSHAKOB BbIPANHCEHHBIX 3ACMOUHBIX ABTIEHULL).

e Taxmuka mumposanus 003 B-Ab npu CH y oemeii:

o KOHMPOIb 8ENUUUHBL OUYPe3a, OUHAMUKU MACCbl mena OonvHozo, yposHa A/ u YCC,
@paxyuu evibpoca ne6oeo xcenyoouxka no danuvim Ixo-KI' 6 nepsvle 2 nedenu nevenus;

e npu napacmanuu cumnmomos CH ygeauuums 003y OuypemuKkos u/uiu pemeHHo
CHU3UmMb 003y f-Ab;

o Npu pazeumuu 2UNOMOHUU BKIIOYEHUE 8 KOMNIEKC Mepanuu Cmepouoos;
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e NpU BO3HUKHOBEHUU OPAOUKAPOUU YMEHLUUUMY 003 UTU NPEKPAMUMb Npuem
npenapamos, ypexrcarouux 4acmomy cepoeuHblX COKpaujeHull,

* 10 0OCmMuUdICeHUU CMAOULILHO20 COCMOANUS DONLHO20 NPOOOIHCUMb MUMPOBAHUE 003 00
yenesvlx mepanesmuiecKux.

s oemeiti 0-14 nem nauanvras 0osza kapeeounona cocmasisem 0,03 me/ke/cym 6 2 npuema
(makcumanvras 0oza 0,3 me/ke/cym.);

Hemu 15-18 nem: navanvuas 0osa kapgeounona 1,5 me/cym 6 2 npuema (MaKxcumaivbHas 003d
18,75-25 me/cym).

o3y kapeeounona ygeruuugarom, npubasiss Ha4aibHyio, Kadxcovle 3-4 OHs 00 00CMUICeHUs.
ONMUMANLHOU CYMOUHOU 003bl. [Ipu HeobdxooumMocmu cKopocms Mumpo8aHus Moxcem Obvimy

yeeauderna uiu YMmeHbuera.

e He pexomeH10BaHO MPUMEHEHHE aTCHOJI0JIa JK,BK M METOIPOJIONA XK,BK IS JICUCHUS
nanuenToB ¢ XCH.

(Cuia pexomenaanum 1; ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB A)

KommenTapuii: dannsie npenapamol npomusonokasamsi bonvuuncmey nayuenmos npu XCH.
Ilpu smom so3modncro ux npumenenue npu XCH na gpone eunepmpogpuueckot
kapouomuonamuu. Illpumenenue npenapamos y oemeii off label — ene 3apezucmpuposannsix ¢
UHCIMPYKUUU J1IEKAPCMEEHHO20 CPEeOCmea NOKA3anuil, ¢ pazpewienusn Jlokanonozo
IMUYUECKO20 KOMUMEMa MEOUUUHCKOU OP2AHU3AUUU, RPU HATUYUU ROONUCAHHOZ0
UHpOpMUPOBARNO020 co2nacusn 3aKOHHO20 npedcmagumens u pebenka ¢ eo3pacme cmapuie 14
aem. [6].

e PekoMeH10BaHO Ha3HaueHue quypetukos netsam ¢ XCH [1,2,3].

(Cnna pexomenaauuu I; ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIBCTB A)

KommeHnTapuii: Hapsioy co chudcenuem npeo- u nOCMHAcPpy3Ku YMeHbUIeHUE KOTUYeCmad
BHEKIIEMOYHOU HCUOKOCIU NPUBOOUN. K YIVYULEHUIO (DYHKYUOHANLHO20 COCMOSHUSL BHYMPEHHUX
0p2an08, ycmpaneHuio nepugepuyeckux omekos. Jo3vl Ouypemuros onpeoeisiiomcs
UHOUBUOYALHO ¢ Yuemom eo3pacma pedenxa, cmaouu HK, svipasicennocmu omeynozo
cunopoma, sgpgpexma om paree NPUMEHABUUXCS 003 U OP.

Hpqux;ul’lbl HA3HAYEHUA ()uypemukoes

o mepanuio HAYUHAIOM ¢ HU3KOU 3 pekmuerotll 003UPO8KU, KOMOPAs NOCMENEeHHO
yeenuyusaemcs 00 UCHe3HOBEHUsL CUMNIMOMOB,

o NpuU UCYE3HOBCHUU CUMNMOMOB 3AdCmMOos AHCUOKOCU U OOCIMUNCEHUU CMAOUTLHOT

maccoul meia 0031/[[)061{61 MOUYE2OHHbIX CpédCWlG MOICHO CUUMAMb AOEKEAMHOU 6
omcymcemeuu nNPpU3HaKoe HapyuteHus qbyHKuuu novexk u deeudpamauuu;
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" Yenblo OuypemudecKol mepanuu A6IAemcs 00CMudcCeHue CmaoduibHo20
«CYX020 8ecay nayuenma ¢ NOMOWbI MUHUMATLHOU O03UPOBKU
ouypemuxa.

o He pexomennoBano Ha3Hadars y nanueHToB ¢ HK I craguu nnyperuku, nonasisromume
peabcopO1uio HaTpus B HeppoHe.

(Cuaa pexomenaamuu I; ypoBeHb J0CTOBEpHOCTH J10Ka3aTeabCTB C)

e [Ipu HK IIA cranuu, koraa y naifueHTOB UMeeTCsl HeOOoIbINas 3aAepKKa )KUJIKOCTH U
HET OTEKa JIETKUX, PEKOMEHJOBAaHO Ha3HAYaTh THA3UIHBIC TUYPETHKHU.

(Cuaa pexomenaanuum I; ypoBeHb J0CTOBEpHOCTH J10Ka3aTeabCTB C)
KommenTapumu:

T'uopoxnopomua3zuo snc,6x (C034AA03) moocem npumensemcs npu HK 114 uzonuposarno unu 6
couemanuu co cnuporonaxmonom (CO03DAO01). Hauunarom c 0o3swl 1 me/ke/cym, maxcumanvHas
0o3a 2,5me/xe/cym, noodepacusarowjas 0oza cocmagnsem 12,5 me 8 cymxu 0OHOKpamuo 0
demeltl WKOIbHO20 8o3pacma. Ipgpexm nacmynaem uepes 1-2 yaca u npooonxcaemcs 6-12

4acoe.

Haubonee uacmo 6 oemckoii npakmuke npumensemcs KOMOUHUPOBAHHDIU KATUlicOepe2aowuii
MOUe2oHHbL npenapam cudpoxaopomuazud+mpuammepet dic,6x (CO3AE). Ilpumenenue
npenapama y demelii off label — ene 3apezucmpuposanHnslx 6 UHCMPYKUUU 1€KAPCMEEHHO20
cpeocmea nokazanuil, ¢ pazpeuienusn JIokanbnozo ImuuecKo2o Komumema meOUyUHCKo
Op2aHu3auuUU, NPU HAIUYUU ROORUCAHHOZ0 UHPOPMUPOBCAHHO20 CO2NACUA 3AKOHHO20
npeocmasumens u pebenka 6 eozpacme cmapuie 14 nem. B 1 mabnemxe cooepyxcumest 25 me
mpuammepena u 12,5 me euopoxropomuasuoa. Ilpenapam nasnauaemcs 0ns demeti 00 6 iem u3
pacuema %> mabnemku 2 pasa 6 denv, cmapute 10 1em 1 mabremxa 2 paza 6 OeHo.

o [TlamueHnTam ¢ HU3KUM apTepUAIbHBIM JJaBICHUEM U CKJIOHHOCTBIO K KOJUIAITOMIHBIM
PEaKIysIM THA3UIHbIE JUYPETHKN Ha3HAYaTh HE PEKOMEHIOBAHO, TIOCKOJIbKY OHH JTAIOT
HanOoJiee BbIPaKEHHBIH IMITIOTEH3UBHBIN 3D (DeKT.

(Cuna pexomengauum I; ypoBeHb goctoBepHoCcTH JoKa3aTenbeTB C)

o Twuasunapl HeAPPEKTUBHBI IPH CHUXKEHHON (YHKIIMU TIOYEK. Y TaKHUX MalMEHTOB, a
TaKXe B CIIydasix 0oJiee BEIpaKEHHOW 3aIepyKKH JKUIKOCTH PEKOMEHI0BAaHO TIPUMEHEHNE
HETIEBBIX TUYpeTUKoB (pypocemun x,Bk - kog ATX CO3CAO1).

(Cunna pexomenganum I; ypoBeHb 10CTOBEpPHOCTH JOKa3aTeNbeTB C)
KommenTapumn:

Dypocemuo ic,8K 8bi3bl8aCH OLICMPBLL MOWHDLU, HO HENPOOOJINHCUMENbHBIU OUYPEMUYECKULL
aghghexm, nasnauaemces uz pacuema 1-3 me/ ke/cym. [leticmeue npenapama nauunaemcs uepes
yac u npooonxcaemcs 4-6 yacos. Ilpu enympugenHom gedeHuu npenapama 3¢gexm
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Hacmynaem yepe3 10-15 munym u npodonsicaemcs om 08yx 00 mpex uacos. llpu
conymcmsyroujeti NOYeyHOU HedOCMAamoyHOCMuU 003a Pypocemudd yeeaudueaemcs 00 5
me/xe/cym. Ilpenapam obaadaem 00CmMamoyHo 8blPANCEHHLIM CUHOPOMOM OMMEHDIL.

Topacemuo (Koo ATX: C03CA04) IIpumenenue npenapama y oemei off label — ene
3apezucmpupo8anblx 6 UHCIPYKUUU J1eKAPCIEEHHO20 CPEOCmEa NOKA3AHUIL, C PA3PeuleHUs
Jloxkanvnozo ymuuecko2o Komumema MeOUYUHCKOU OP2aAHU3AUUN, NPU HATUYUU
HOONUCAHHO20 UHPOPMUPOBAHHO20 CO2NACUA 3AKOHHO20 Npedcmagumes u pebeHKa 6
eo3pacme cmapwe 14 nem. [lemnesoti ouypemux, 0o1a0arouutl aHmuaibOOCMePOHOBOLL
akmusHocmoio (b10Kada peyenmopos aib00CmMePoOHa Ha MeMOPAHAx SNUMENUAIbHBIX K1eMOK
NOYEUHbIX KAHAIbYe8) U aHMupuopomuueckum oeticmauem (NpusooOUm K CHUNCEHUI0 00beMHOU
@pakyuu xonnazena u ymeHvuiaem pazgumue puoposa, cnocober HopmMaIu308amy
coomHoulenue nokazameineu cunmesa u pacnaoa xKounazena). Ciedyem ommemumao, 4mo
00HO8pemeHHoe npumenerue ¢ ouypemuxamu uAIID, u ocobenrHo anmazonucmos
MuHepanoxopmuxouousix peyenmopos (MKP), npedomepawaem pazgumue 31eKmpOoIuUmubix
HapyweHull 8 nooasusarouem borvuurncmee ciyyaes [7,8,9]. [lpumenenue mopacemuoa y oemeti
¢ cepoeyHoll Hedocmamo4Hocmoio dghgexmuero u bezonacho [8]. dppexmusno couemanue c
KOHKYPEHMHbIMU AHMA2OHUCIAaMU alb0ocmepoHa (cnupononakmonaic,6x (CO03DA01), komopule

mozcym ObImb HA3ZHAYEHbL U U30JIUPOBAHHO.

e PexomeHI0BaHO HA3HAYCHHUE MOIIHBIX TUypeTHKaM ((pypoceMu, STakpuHOBAsI KHCIIOTA)
npu komruiekcHoM Jieuenus nauueHToB ¢ HK IIb u III craauit mpu Haauyum 0T€YHOTO
CHHJIpOMA.

Kommenrapum: /Ipu svipasicennoll 3a0epoicke HCUOKOCMU, HYMPUBEHHOE 88e0eHUe
@ypocemuoa ymenvuiaem 0ObLUKY U CHUMCAem NPeOHA2PY3KY PaHee, Yem 2Mo20 MONCHO
024CUOAMb NO 8peMeHU om Hayana ouypesa. I unokanuemus 603MON*CHA, HO MeHee 8epOMHA NpU
NPpUMEHEeHUU KOPOMKO 0elUCmEYIoWUX nemiuesblx Ouypemurkos, yem muazuoos. Cneoyem

cobrooamo OCNOPOAHCHOCNTb, ymoowl He donycmumb paseunmiis apmepuaﬂbHoﬁ 2UNOmMoHUU.

o Jlnsa nedyenus pepakTepHBIX OTEKOB PEKOMEH/I0BAHO KOMOWHHUPOBAHNE THAZHUJIOB U
METJIEBbIX JUYPETUKOB. [Ipy 3TOM UMEET MECTO CUHEPTU3M I10 BIUSHUIO HA SKCKPEIUIO
BOJIBI M COJIEH, YTO YMEHBIIUT CUMIITOMBI y nanueHToB ¢ CH, pe3uctenTHOM K
JIUypETHUKaM.

o KanuiicOeperaromme TMypeTHKHA OTHOCATCS K TIpernapaTaM BTOPOM JIMHUHU, UX
Ha3Ha4YeHHE PEKOMEHIOBAHO B JIOTIOJIHEHHE K MpermapaTam MepBoil THHUY (TIeTICBbIC
100 THA3UAHbBIE TUYPETUKH).

e PexomenmoBaHo Ha3HaueHHe anerazonamusa x,Bk (SOIECO1,) (0,5-1 mr/kr/cyt) Ha 3-4
JTHSI KaKIble 2-4 Heleny py Ha3HAaYeHUH TIETJICBBIX JUYPETUKOB MM KOMOWHAIINH JIBYX
wiu 0oJiee mpernapaTroB

KomMeHTapum: HaznaueHue nemnesvix OUypemuKkos uiu KomMounayuu 08yx uiu boiee
nPenapamos Modicem 6bl3vleams Mmemabonudeckuil aikanos. Ipu smom s¢pgpexmuernocms
MUA3UOHBIX U NEeMJIEBbIX OUYPEMUK08 nadaem, a UHeUOUMopo8 KapooarHeuopasvl
yeenuyusaemcs. Ilosmomy HazHayeHue ayemazonamuod OKaxicemcs NoJIe3HbiM, KaK 3a cuem
HeNnocpeoCmeeHH020 Ouypemuiecko2o sgexma, max u 3a cuem usmenenusi pH 6 kuciyro
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CMOPOHY, WMo no360J1um 60CCmMAaAHO6UMb Sde)eKmUGHOCl’I’lb nemiesbix U Mmud3uoHbiX

OUypemuKoa.

e Bo Bpems Tepanuu 1MypeTUKaMH PEKOMEHI0BAaHO MOHUTOPUPOBATh YPOBHU KaJlus,
HaTpHUs, KpeaTUHUHA B KpoBH. [l03a 1nypeTuka JoHKHA TOCTENIEHHO TUTPOBATHCSA 10

JOCTHIXCHHUA OIITUMAJILHOM.

(Cuaa pexomenaamuu I; ypoBeHb J0CTOBEpHOCTH A0Ka3aTeabcTB C)

KommenTapuu: ¢ maon.7 npedcmagieHvl 603MOHNCHbIE HAPYULEHUS NPU NPUMEHEHUU NeNnIe8blX

OUypemuKos.

Ta6auna 7 - Bo3MokHbIe HapyLIEHUS IPYU IPUMEHEHUH NETJIEBbIX JUYPETUKOB

Hapymenuns

Heo0Oxo1uMbie MEpOTIpUsATHS

['nnokanvemus/
TUIIOMAarHE3UEMHUS

YBennuuth 103upoBKy HATID/BPA. JlonoaHuTh
TEpaIIO MPEAPaTOM IPYIIbI AHTArOHUCTOB
aJIbJIOCTEPOHA

J{OonOTHUTE Tepamnuio MpernapaTamMmu Kajius 1
MarHus

['unonarpuemus

OrpaHuyuTh IPUEM SKUIKOCTH

OTMEHUTH THA3UIHBIE TUYPETUKH WIIH
MIEPEeBECTH Ha IMETIIEBBIE, €CIIH 9TO BOZMOYKHO
YMEHBIIUTH JO3UPOBKY METIEBBIX JHYPETHKOB
WJIK OTMEHHTB, €CJI 3TO BO3MOXKHO

B03M0KHO Ha3HAYEHUE aHTarOHUCTOB
PELENTOPOB Ba30IPECCHHA

BHyTpHBEeHHAss THOTPOTTHAS TIOJIEPIKKA
Bo3MorkeH remoaunanu3 (yapTpaduiabTpamnms)

['unepypukemus/noaarpa

B03M0KHO Ha3HAUYEHUE AJUIONYPUHOIIA
[Ipu cuMnTomax nmojarpbl peKOMEHAYETCS
KOJIXULIMH JJI yMEHbIIEHUs 0011

He pexomennyrores HIIBC

['unoBosieMus/ neruapaTamnus

OI_IeHI/ITB BOI[HLII\/’I OajaHc
Bo3MoxHO YMCHBIICHUE J03bl JUYPETUKOB

CHIKCHHBIM OTBET WU PE3UCTCHTHOCTD K
IUYPCTUKaAM

CoOurroienre BOIHOro Oatanca

YBEIMUUTH 03y AUYPETUKOB
[lepexmtounTthest ¢ pypocemua Ha OyMeTaHU]T
VJTH TOPAceMU/T

J106aBUTH aHTATOHUCT AJIbJIOCTEPOHA
KoMOuHaIwst MeTaeBbIX U THA3HTHBIX
INYPETUKOB

[IpMeHeHHe TIeTIIEBBIX TUYPETHUKOB 2 pa3a B
ICHb

Bo3MO0KHO B/B BBe/IEHHE KOPOTKUM KypCcOM
TICTJICBBIX TNYPETUKOB

[ToueyHast HeJOCTaTOUHOCTD (BHE3AITHOE
[TOBBIIICHNE YPOBHEN MOYEBHHBI, a30Ta,
KpEaTHHUHA KPOBU

OLEeHUTh TUIIOBOJIEMUIO/AETHIPATAIIUIO
VckimounTh HEPPOTOKCHUECKHE TTPETapaThl
(HIIBC)

OTMEHUTH aHTAarOHUCT AJIbIOCTEPOHA
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Hapymenus Heo6xomumMbie MeponTpusTUS

[1pu nconp30BaHUM KOMOMHAITUH TTE€TJICBBIX U
THA3UIHBIX INYPETUKOB MOCIETHIE HEOOX0AUMO
OTMEHUTH

CHuzuth 103upoBku HAIID/BPA

Bo3mosken remoauain3 (yiabTpaduiabTparus)

e JInsg ymydiieHusi COKpaTUTENBHON CIIOCOOHOCTH cep/illa PEKOMEHJOBAHO PACCMOTPETh
BOIIPOC Ha3HAYEHUS] THOTPOIHBIX MPENapaToB.

KoMMeHTapHu: BBIICISIOT CIEAYIOLNE IPYIIIBI MHOTPOIIHBIX IIPENapaToB:

e Cepoeunvie 2nuKxo3udbl (OUCOKCUH JiC,8K, 1aHamo3ud L], neeocumenoan ic)

o Cumnamomumemuxu (Kamexoiamumsl, [3-adpeHepeuieckue a2oHUCmMbl)

e Uneubumopwt pocpoouecmepasvl (AMPUHOH, MULPUHOH, IHOKCUMOH, adubenoan)(B PD
He 3ape2ucmpupo8aHvl);

e [lpouue

e PekoMeHnyeTcs Ha3HAUYCHHUE CePACUHBIX TTUKO3UIA0B ([lurokcun x,BK - kog ATX
CO01AA05) [1,2,3].

(Cuna pexomenaanum I; ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB A)

KomMmenTapuu: 0osa nacvluyenus (epyousie oemu: 40-50 mxe/xe; cmapue 2ooa: 30-40 mxe/xe)
66ooumcsi 6 2-3 OHsi, Kpamuocms npuema 3 paza 6 cymxu. /[o3a HAcblyeHust UCNOIb3Yemcs Oisl
neuvenuss CH na ¢pone BIIC. [Ipu ounamayuonHou KapOuoMuonamuu Ha3sHavyaemcs moabKo
nooodepaicusarowdas 003a OUSOKCUHa (2pyoHele demu — 5-10 mxe/ke; cmapute 200a - 3-5 mke/xe).
B nacmosuwee epemsa npu nevenuu XCH pexomendyemcs ucnoib308aHue HeebiCOKOU 003bl
OueoKcuHa (01151 60NbHLIX ¢ Maccol mena bonee 55 ke 0o 0,25 me/cym, npu macce mena menee 55
ke 0o 0,125 me/cym), npu Komopoii NOIHOCMbI0 NPOABIAIOMCI €20 IKCMPAKAPOUATbHOE

HetpoOMOOYIAMOPHOE Oelicmaue U He BbIPAICEHO NPOAPUMMUYECKOE GTUAHUE.

e PexomeHyeTcs paccMOTPETh Ha3HAYCHHUE HETJIMKO3HMIHBIX HHOTPOITHBIX TIPerapaToB
OBICTPOro ACHCTBUS IPU OCTPOM JIEKOMIIEHCAIIUU KPOBOOOPAIIEHHS, B YCIOBHSIX MAJIaThI
WHTEHCUBHOMU Teparnuu [10].

(Cuna pexomengamuu 2; ypoBeHb JOCTOBEPHOCTH J0Ka3aTeiabcTB C)
KommenTapmii:

Jlesocumenoan s (Koo ATX: COICX08) - necnuxozuonwiii kapouomonux . Ilpumenenue
npenapama y oemeil off label — ene 3apecucmpuposannvix 6 UHCMPYKYUU J1€KAPCMEEHHO20
cpeocmea nokazanuil, ¢ pazpeuienun JIokanbnozo ImuyecK020 KomMumema meOUyUHCKoll
opzanu3ayuu, NPU HAAUYUU ROORUCAHHO20 UHPHOPMUPOBAHHO20 CO2NACUA 3AKOHHO20
npeocmagumens u pebenka 6 eospacme cmapuie 14 nem. Hasnauenue negocumenoana
HOKA3AHO 8 Kayecmee KpamKoCpOUHO20 edeHUsi OCMpOoU 0eKOMNEeHCayuu maxiceoll
XpoHuueckou cepdeunoti Heoocmamounocmu (XCH) npu nesaghgpexmugrnocmu cmanoapmuoi
mepanuu u Heob6xo0UMOCmMuU 8 UHOMPONHOU mepanuu. ¥ 601bHbIX ¢ XPOHUUECKOU cepOeyHOU
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He00CMAamoyHOCMbIO NOJIOHCUMENbHOE KANbYUUZABUCUMOE UHOMPONHOEe U 8A300ULAMUpyIouyee
Oeticmeue 1e80CUMEHOAHA NPUBOOUM K YEETUYEHUIO CUNbL CEPOEYHBIX COKPAWYEHUT U CHUNCEHUIO
npeonazpy3Ku U NOCMHAZPY3KU, He YXYyOulds OUdCmoIu4ecKkyro yHkyur. Akmusupyem
UMEeMUUPOBAHHDBI MUOKAPO Y NAYUEHMO8 NOC/Ie YPECKOHCHOU MPAHCTIOMUHATILHOU
AH2UONIACMUKYU KOPOHAPHBIX apmepull uny mpomoboauzuca. Jlesocumernoan nogvluiaem
cepOeunwlil 8blOPOC, YOApHbILL 00beM, yeeruuusaem Gpakyuro 8blOpPoOca u Yacmomy cepoeyHbix
coxpawenuti (4CC), chudcaem cucmonuueckoe u OUACMOoaUYecKoe apmepuaibHoe 0dsienue
(A]), Oaenenue 3aKIUHUBAHUS 8 KANUIAPAX Jle2KUX, 0asieHue 8 npasom npeocepouu u ooujee
nepughepuueckoe cocyoucmoe conpomusnenue. Haznauaemcs nesocumenoan 6 suoe
Henpepwlenot ungysuu 8 0ose 0,05-0,2mke/xe/mun.[10,11].

Hobymamun e (koo ATX - COLCAQ7, Dobutamine) Sl-aopernomumemux, oxkazvieaem
NOJI0MHCUMeENbHOE UHOMPONHOe Oelicmaue Ha cepoye, ymepenHo yeearuuusaem YCC,
yveenuuusaem YO u MOC, chudcaem obwee nepugepuueckoe conpomugienue u cocyoucmoe
conpomueienue Maioeo Kpyea Kpogooopawenus, 8 cpeOHux u vicokux d0oszax (7,5-10
mke/ke/mun) nosviwaem YCC u cucmemnoe AJl, ymenviuiaem oagnenue HANOJIHEHUs. HCeYOOUKO8
cepoya, 8 mManvix 003ax (2-4 mxe/ke/Mun) ysenuuusaenm no4eyHbvlll U KOPOHAPHBIN KPOBOMOK,
yayuwaem cHabicenue KUCI0poOOM MUOKAPOA. Yuumvleas 603MONCHbIL MAXUKAPOUMUYECKUL U
apummozeHHblll dhpexm cmumyasimopa bema-peyenmopos OONAMUHA, NPEnapam nPUMeHsemcs
kopomxumu Kypcamu, npu HK Il noo nocmosinnvim monumopnvim konmponem A u KT

Honamun xnc (koo ATX C01CA04, Dopamine) - npumenenue npenapama y oemeii off label —
6He 3apezucmpPuUpoBaRHbIX 6 UHCHMPYKUUU J1eKAPCMEEHHO20 CPeOCmEa NOKA3AHUl, ¢
paspewienus JIokanvno20 ImuuecKko20 Komunema MeOUYUHCKOl Op2anu3auun, npu HAITUYUU
HOONUCAHHO20 UHPOPMUPOBAHHO20 CO2NACUA 3AKOHHO20 RPeOCmagumens u pebenKa 6
eo3pacme cmapuie 14 nem. Ilpenapam 6 0oze om 5 0o 10mke/xe/mun npumensemcs 6 cayiae
0eKOMNEeHCUPOBAHHOLL peppakmepHoll cepOeyHOl HeOOCMAMOYHOCIU 018 YEeTUY e s
cepoeurozo evlbOpoca, cmabunuzayuu yposus cucmemnozo A/, yeenuuenus ouypesa. /levicmaue

Hacmynaem yepe3 5 MUHYM OM HAYANA UHQDY3UU, €20 NUK - Yepe3 5-7 MUHYM.
Jleuenue ocnoscnenuii
Jleuenue napywenuii pumma cepoua

o He pexomeH10BaHO Ha3HAYATh CPEICTBA C OTPHUIIATEIBHBIM HHOTPOITHBIM 3¢ pexTom
(nm3onupamun (He 3aperucTpupoBad B P@), mpokanHaMu/ 5K,BK), TaK KaK OOJILITMHCTBO
M3 X OKa3bIBA€T JICTIPECCUBHOE JCHCTBHE HA COKPATUMOCTh MHOKapaa [1,2].

(Cuuia pexomenaanum 1; ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB A)

o He pekomeHn10BaHO IPpUMEHATH AHTUAPUTMHUKH | Kitacca, Tak Kak pUCK OT BBI3BIBAEMBIX
UMHU apUTMHUHN TTPEBOCXOIUT TOJIb3Y OT AHTHAPUTMHYECKOTO ercTBus [1,2].

(Cuna pexomenaanum 1; ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIbCTB A)
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o PexomennoBano npumenenue antTuaputMukoB I1I kimacca, amnonapona x,Bk (Koxg ATX:
C01BDO1) nnu cotanona x,Bk ¢ TuTpoBanuem 10361 (CO07AA07)

(Cuua pexomenaanuu 1; ypoBeHb JOCTOBEPHOCTH J0KA3aTEILCTB A)
KommenTapuii:

Amuooapon (10 me/xe/cym 6 meuenue 10 Ouetl ¢ danvherumum nepexo0om Ha 5 me/xke/cym 5 ouetl
8 HeOelln), KOmopbill dghghexmusen 8 OmHOUEHUY KAK CYRPABEHMPUKYTIAPHBIX, MAK U
HCENYOOUKOBLIX APUMMUL, He YXYOulaem CoOKpamumenbHyio cnoCOOHOCMb MUOKApOd U
obaadaem ceolicmeamu nepugepuyeckozo sazoouramamopa. Illpumenenue npenapama y
oemeii off label — ene 3apezucmpupoeannvlx 6 UHCMPYKUUU J1EKAPCMEEHHO20 CPEOCHEa
nokasauuil, ¢ pazpeuwienusn JIokanibH020 IMUUECKO20 KOMUMEMa MEOUUYUHCKOU Op2anu3ayu,
npU HATUYUU NOONUCAHHO20 UHPOPMUPOBAHHO20 CO2NACUA 3AKOHHOZ0 RPEOCMAGUMEN U
pebenka 6 éozpacme cmapuie 14 nem.

Comanona nauanvuas 0osa 0,3 me/xe/cym 2 paza é cymku 00 4-6 me/ke/cym 6 2-3 npuema) kax
npu HasHavenuu B-Ab, yuumvieas e2o svipasicernnvie bema-onrokupyrowue ceovcmea [1,2,12].
Ilpumenenue npenapama y oemeii off label — ene 3apecucmpuposannvix ¢ uHcmpyKyuu
JIeKApCmMEeHH020 cpedcmea noKasanuil, ¢ papeuienusn JIokanbHo20 Imuueckozo Komumema
MEOUYUHCKOIL OP2AHU3AYUU, NPU HATTUYUU NOONUCAHHO20 UH(POPMUPOBAHHO20 CO2NACUA
3aKOHHO020 npedcmasumeis u pebenka ¢ eozpacme cmapuie 14 nem)

Jleuenue u npogpunaxkmuka mpomoo3oe u mpomooImMoonuil

e [lanmentam ¢ XCH pekoMeH0BaHO Ha3HAYEHNE aHTUKOATYJISHTOB IPU UCKYCCTBEHHBIX
MEXaHUYECKUX KJIalaHax cep/ua, NepBUYHOM (MAMONaTUYECKOMN ) JIETOYHON THIIEPTEH3UH
1160 4 cTaauy BTOPUYHON JIETOUYHOM rUNepTEeH3UN MTPpH OOJIE3HSIX cep/lia; 3HaUUTEIbHON
JUIIaTaluy KaMep ceplilia, MEpLATEIbHON apUTMUH, PE3KOM CHUKEHUH COKPATUTEIbHON
CIIOCOOHOCTH MHOKapza, TPoMO03IMOOIMHN B aHAMHE3€, TPU3HAKaX TPOMOOB B MOJIOCTAX
cepaua no ganabM 9x0-KI', nndexnuonnom suaokapaute [1,2].

(Cnna pexomenaauuu I; ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIbCTB A)

KommenTapwii: ['enapun nampus sc,8x nookodcro 6 0ose 100-150 E[l/ke/cym kadicovie 12
yacos, om 1,5 00 4 nedenv (no nokazanusm), noo konmpoiem AYTB (c yorunenuem 6 1,5 paza
N0 CPABHEHUIO C UCXOOHBIM).

Bapgapun snc,6x (B01AA03) - nauanvuas 0o3a 0,2 me/ke/cym noo konmponem MHO kasicovie -
3 0us, ¢ docmudcenuem yeneeozo 3navenus 2,0-3,5. Ilepeo nauanom npuema npenapama
HeobX00UMO yOOCMO8epUmMbCs 8 OMCYMCMBEUU PaKmopos 8blCOKO20 PUCKA KPOBOMedeHUl
(koazynonamuu, sizeenHvle nopadicenus JKKT u m.o.). I[locie noobopa noodepaicusaroweli 003vl
nPOO0IAHCAIOM NOCMOSHHBIL npuem ¢ pe2yaaprvim koumpoiem MHO ambyramopno 1 pas 6 10-
14 Oneii.
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o Pexomenayercst Ha3HaYeHHE TPENAPATOB, YIYUIIAIOMINUX TPOUKY U METa0OIU3M, a
TaKKe SHepreTrudeckuii morenmuan kietku [1,2,13] (bochokpearun, muroxpom C,
JIEBOKapPHUTHUH, NpPENapaThl KaJlus U MarHus 1 Jp.)

(Cuua pexomenaanum I; ypoBeHb JOCTOBEPHOCTH J0Ka3aTebeTB C)

KommenTapuii: @ocghoxpeamun (koo ATX - C01EBO0S) 6/6 kanenvro, meonenno 1-2 o/cym 6 50-
100 mn 5% pacmeopa enoxo3wl 1-2 p/cym 6 meuenue 10 Oneti (kypcoeas 0oza oemsam om 5 0o 10
aem - 10 e, cmapwe 10 rem - 20 2); menvoonuii (koo ATX - COIEB) 0,125-0,25 2 3-4 p/cym 6
meuenue 3-6 nedenw,; yumoxpom C (ko0 ATX - C01CX) 6/6 kanenvro no 8,0 mn (30 m).1 p/cym
Ne 5; nesoxkaprumun (k00 ATX - A164A401) 20% p-p enympo 100 me/xe/cym 1 pa3z 6 meuenue 3
mecayes,; Youoexaperon (ko0 ATX - COIEB09) 60-120 me/cym 6 meuenue 3 mecsyes.
Ilpenapamamu evibopa 6 ocmpom nepuooe a61110mcs pocghokpeamu, meabOOHULL, YUMOXPOM
C, 015 OnumenbHO20 NPUMEHEeHUs1 NPeONOYMUMENbHO UCNOIb308AHUE 1eBOKAPHUMUH U

youodexapeHoH.

3.2 Xupyprudeckoe Je4eHue

Mexanuueckue ycmpoiicmea no00epixcKu Kpoeooopaujenus

o IIpu pedpakrepHoii k KoHcepBaTUBHOM Teparuu XCH pexoMeHI0BaHO UCITOIb30BAHNE
HMCKYCCTBEHHOTO MEXaHHYECKOI0 JKENyZA0UKa Cepua, Kak «MOCTa» K TPAHCILUIAHTAllUH

cepama.

(Cuna pexomenaauum I; ypoBeHb J0CcTOBEpHOCTH A0Ka3aTenbeTB C)
KommenTapun:

OcHOBHBIMU NOKA3AHUAMU K UCHONIb308AHUIO YCMPOUCME ONUMENILHO20 6CNOMO2AMENbHO20
KpO800OpaueHus A61emcs; MUOKAPOUANbHAS OUCHYHKYUSL (YCMPOUICMEa UCNONIb3YVIOMCS KAK
MOCM K 80CCIMAHOBIEHUIO UU, KAK MOCH K MPAHCNIAHMAayuu cepoya).

o He pexomen0BaHa UMIUTAHTAIIMM CUCTEM JTIUTEIBHOMN MOAJIEPKKH KPOBOOOpAILICHHS
pu:

e KPUTHYECKUX HAPYIICHUSIX (DYHKIIMU TOYEK, TICUCHH, JIETKUX B PE3YIbTATE XPOHUYECKUX
3a00JICBaHU;

e AKTHBHOW CUCTEMHOU MH(EKIINU;

e  HAJUYMHU 3JI0KAYECTBEHHBIX HOBOOOPA30BaHUI;

e  HEU3BECTHBIM HEBPOJIOTUYECKUM CTATYCE;

e HAPYIICHUSX CBEPTHIBAIOIIEH CUCTEMBI KPOBH;

e HEIOCTATOYHOCTH a0pTaTbHOIO KianaHa (2 u 0oJiee CTeNeHb), MEXaHUYECKH KJIaraH B
A0PTAILHOM MTO3UIIUU.

KommenTapuu: Bo écex cuyuasx peuienue npuHumMaemcs UHOUBUOYAIbHO 018 KAHCOO20
nayuenma ¢ muyamenbHOU OYEeHKOU NOJIb3bl U BO3MONCHBIX OCTIOHCHEHU.

3l<cmpal<opnopajzbmm Memﬁpanmm OKcuzenauus
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e DkcrpakopriopanbHas meMmOpanHas okcureHanus (JKMO) pekoMeH10BaHa MAUEHTaM C
MOTEHITMAIBHO 00paTUMOi (HOPMOI TBIXaTEeIbHOM, CEPICIHON HIIU CEPACYHO - JISTOUHON
HEZ0CTaTOYHOCTH.

(Cuiaa pexomenaanuum I; ypoBeHb J0CTOBEpHOCTH J10Ka3aTeabCTB C)

KommenTapuu: Ouens 6adcuvim ssisemcs omoop nayuenmos 0jisi nposederusi IKMO.
Toxaszanus k nposedenuro IKMO:

- HeaghgpexmuaHwbill 2azo06men npu UBJI, gbicokouacmommoul 6eHmMmuIayu,
Abcontomusie npoOmMuU8ONOKA3AHUA!

- XPOMOCOMHbIE AHOMATUU C PAHHUM JIeMATbHLIM UCXOO0M,

- mAdIceNas HeepoiocudecKkas namaoJocusl, - 3;10Ka4eCni6eHHble HeKprl6e]lebl€
H06006pa306aHu}l

Omnocumenvhble npomueonoxKkasanusl.

- onumenvras UBJI (bonee 14 oneii),

-Hetipoxupypeuueckue MaHunyisyuu uiy 6Hympuiepentvle KposousnusaHus Oa6HOCMbl0 He Dojee
7 OHell

- XpoHuyecKue 3a001e6anUs 8 HeONA2ONPUAMHBIM NPOSHO30M,

Buvicokuii puck:

- KOKTIIOWHAS NHEBMOHUS U OUCCEMUHUPOBAHHAS 2epNecC-8UPYCHASL UHPEKYUL,
- YUMOMe2ano8UpyCcHas UHDEKYus,;

- mAdCceNas NONUOP2AHHASA HEOOCMAMOYHOCNb,

- msdicenas Koa2yionamus u mpomooyumoneHusi.

Ha npaxmuxe DKMO uacmo ucnonvsyemcs 6 kauecmee mMemooa 6CHOMO2aAmMenbHO20
KpOo800OOpaujeHus.

e nocie onepayuii Ha cepoye, 0ObIYHO NOCIIe XUPYPLUUECKOU KOPPEKYUU BPOHCOECHHBIX
NnopoKos8 cepoya,

*  NpU MPAHCNIAHMAYUU CEPOYA UNU ESKUX,

*  NpU MUOKAPOUMeE UNU NPU PeaKyuu OMMmoOPpHCeHUs: MpaHcnianmamd.

e Bo Bpems OKMO pexomMeH10BaHO MPOU3BOIUTH TOUYHBIH MOHUTOPUHT BOJIHOTO OanaHca
6011bHOT0. Ba)kHO MakCHMMaIbHO YMEHBIIUTH MMOCTYIJICHUE KUIKOCTH, YTO JOCTUTAeTCs

30



KP401

OTpaHUYECHUEM BHYTPUBEHHBIX Ha3HAYCHUM, IPUMEHEHUEM TUYPETUKOB U
reMouIbTpaIiy.

(Cuaa pexomenaamuu I; ypoBeHb J0CTOBEpHOCTH J10Ka3aTeabCTB C)

e JIns mpenoTBpallieHus: CBEPTHIBAHUS KPOBH B 3KCTPAKOPIIOPAIbHOM KOHTYpE
peKoMeH10BaHa nH(QY3Hsl refapuHa, IpU 3TOM OPUEHTUPYIOTCS Ha 3HAYEHUS
AKTUBUPOBAHHOTO BPEMEHH CBEPTHIBAHUS, IIPOU3BOIS 3a00p MpoO Kak bl Yac.

(Cuaa pexomenaamuu I; ypoBeHb 10CTOBEpHOCTH J0Ka3aTeabcTB C)

Kommenrtapum: npu SKMO, eciu 'y 60161020 Hem KpoBomeyeHusl, AKMUSUPOSAHHOE 8PeMsl
ceepmuleanus 00b1uHO nododepacusarom 8 npedenax 160 - 200 c. B ciyuae kposomeuenus
OanHblLL noKazamens ciedyem noo0epICUsams Ha MeHbuiux 3navenusx. OovIuHO 80 8pems
DKMO noodepoicusarom xonyenmpayuro cemoznobuna okono 14 2/on. OchosHot npuduHoll
kposonomepu npu IKMO sensemcs e3saimue npod Kposu, nodmomy 0o6vem 3a00pos Kposu
0os1v1cer 6bimb MuHUMAanbHLIM. Bo epemsa IKMO npoucxooum paspyuienue mpomooyumos 6
IKCMPAKOPNOPATILHOM KOHMYpe, 4mo Oelaem HeoOX00UMbIM UX NOCMOAHHOE 803MeujeHue: npu
IKMO uucno mpomboyumos noooeparcusarom sviute 75000 6 mm3.

Lnumenvrnoe nposedenue IKMO 3nauumo yxyouiaem npocHos no evizooposnenuio [14,15,16],

noemopnas Heooxooumocms nookmouenus kK IKMO yxyowaem npoenos nayuenma.

e PexomeH0BaHO MPOBECHUS MUTPAIbHON U TPUKYCIHIATHHONW aHHYIOIIIACTKY TPU
BBIPOKEHHOU aTPUOBEHTPUKYJIAPHON HEAOCTATOYHOCTH, B COUETAHUH C METOJUKAMH
CONMMKEHUSI MaNUJUIAPHBIX MbI [1, 3, 17]

(Cuna pexomenganuii I, ypoBeHb TOCTOBEPHOCTH J1I0Ka3aTeIbCTB B)

Y PECUHXPOHU3HPYIOLIAs TEPANMS IPU BBISIBICHHOW TUCCUHXPOHUHU B ITOCIEONIEPALITOHHOM
nepuose [18].

(Cunna pexomengauum I, ypoBeHb JOCTOBEPHOCTH J1I0KA3aTEILCTB A)

KomMmeHnTapuii: darnbie 6uovl nomowu no360s0m 000UmsbCsi pe3yibmamos 6 YayuuleHuu
CUCMONUYECKOU U OUACMONUYECKOU (DYHKYUU 1e8020 U NPABO20 HCELYOOUKO8 CepOYd, 0OHAKO )
OONBHBIX € MANHCENOU JIeBOAHCENYOOUKOBOU OUCPHYHKYUEU 001a0at0m 8blCOKUM
UHMPAONEPAYUOHHBIM PUCKOM.

Tpancnnanmayusn cepoua

o Ilpu pedpakrepHoii cepieuHON HETOCTATOUHOCTH MOXKET OBITh PEKOMEHIOBAaHO
[IPOBEICHNUE TPAHCIIAHTALUU CEPALIA.

Kommenrapum: B Poccuu 0o nacmosiye2o 6pemenu Hem paspeuleHuss Ha mpancniaHmayuio
cepoya 6 oemckom eozpacme, 6 mo gpems kax 6 CLLUA u passumuvix cmpanax Eéponvi
svinoaHaemcs 6 200 bonee 500 mpancnianmayuii cepoya nayueHmam 0o 17 nem, uz HUX oKo.o
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00HOI NAMOLL — OemsMm 8 go3pacme 00 200d. Bvidcusaemocms na nepeom 200y nocie
mpancniaumayuu cocmasnsiem 90%. Ilamunemusis gviocusaemocms — 15%.

«Texnuueckue» cnocoovl ieueHusn

e PekoMeH10BaHO MPUMEHEHUE UCKYCCTBEHHON BeHTw MK Jierkux (MBJI) B
KPUTHYECKHUX CUTYaIUsX MMpH BeipaxkeHHO CH c 11e1b10 BBIKIIOYEHHS U3 paOOThI
JBIXATEIIbHON MYCKYJIATyphl M CHUKEHHS TEM CaMbIM TPEOOBaHUI K CEpICIHOMY
BbIOpocCy. [l neuenus u nmpeaynpexieHus oTeKka JErKuX UCIOJb3YIOT BEHTHIIALIUIO C
MOJIOKUTEIBHBIM JIaBJICHHEM B KOHIIE BbI1oXa B 4—10 cM BOJI. CT.

(Cuna pexomenaauuu I, ypoBeHb 10CTOBEPHOCTH J0Ka3aTeabCTB C)

o Hcnosp3oBaHue OKCHA a30Ta BO BABIXaEMOM CMeCH. B citydyasix ocTpoil XpOHUYECKOU
neperpy3Ku J1aBlIeHUEM UM JEKOMIIEHCAIUU IPaBOro KelyJ0uKa, OCOOCHHO Y JleTei
paHHero Bo3pacta, 3 (GEKTUBHO H0OABIECHUE B ABIXATEIbHYIO CMECh OKCHJIA a30Ta, YTO
IPUBOAUT K CHUKEHUIO OOIIEro JIEFOYHOI'O COMPOTUBIICHUS U HArPY3KU Ha MIPABbIii
KEITyJOUEeK.

(Cuna pexomenaanuu II, ypoBeHb 10cTOBEpHOCTH 0Ka3aTeabCTB C)

4. PeaOnauranus

Peabunrumayuonnvie meponpusmus 00aHCHbL OblMb HANPABIEHbL HA NOOOEPHCAHUE CEPOEYHOU U
J1e20YHOU YYyHKYUU.

5. IIpodunakruka

5.1 IpodbuaakTuka

Ipogpunaxmuxa XCH 3axnouaemcs 8 panuem vlasieHuu 3a001e8aHUll, CONPOBOHCOAIOUUXCS
passumuem cepoeyHol He0OCMAamo4HOCMU, NPODULAKIMUKA PASBUMUSL VXY OULEHUS] COCMOSHUS
npu youce svisisnennou XCH.

5.2 Benenue nammentoB ¢ XCH

Bce nayuenmuvr ¢ XCH 0ondichbl Oblmb no0 OUCNAHCEPHBIM HAOI00eHUeM Kapouoio2a no
Mecmy scumenvemed. B ciyuae yxyouenus cocCmostus Heodxoouma 20CnUmanu3ayus 6
CMayuoHap 05 Koppekyuu npo8oouMol mepanuu. /[niumenbHocmes npedvbléanus 6 CmayuoHape
3aeucum om msxcecmu cocmosinusa u cmaouu HK, u, kax npasuno, cocmasnsiem: ons HK 25-
3em — 21-28 cymox, HK 25-A cm. 14-21 cymku, HK 2A4-1 cm. — 10-14 cymok. [lpu cmabunorhom
cocmosanuu npu HK 1 cm. u omcymemeuu Heobxooumocmu nposeoerus: Koppekyuu mepanuu
B03MOJUCHO NpebbleaHue 8 YC108usax OHesHo2o cmayuonapa (10-14 cymox). 1-2 paza 6 200
HeobX00uMo nianogoe cmayuorapHoe oociredosanue nayuenmos ¢ XCH npu cmabuioHom

cocmosiHuu OJisl KOHmMpOJisl U KoppeKkyuu mepanuu.
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Okazanue meouyunckoii nomouyu oemeii ¢ XCH ocywecmensenmcs 6 coomeemcmauu co
CeOYIOWUMU YPOGHAMU:

1 yposens - nepsuynas MeOUKo-CaHUMAaPHAs NOMOWb: BblsGIeHUe U HANPAGIeHUe 0emell ¢
nooospenuem nHa CH 6 meouyunckue opeanuzayuu 2 yposHs,; bINOJIHEHUE CIAHOAPMA OKA3AHUS
MEOUYUHCKOU NOMOWU HA OCHOBAHUU PEKOMEHOAYUL CHeYUATUCTO8 MEOUYUHCKUX OP2AHU3AYULL
2-3 yposHs, oucnanceproe HabdeHue demeli, NOaAy4arwux ieverue no nosody XCH;
Hanpasiexue 8 MeOUYUHCKUe opeanuzayuu 2 ypogueil oemell, HAX0O0AWUXCA HA OUCNAHCEPHOM
Haba0eHUuU No 0800y boe3Hell cucmembl KpO80OOPAWeHUs, NPU YXYOUleHUU COCMOAHUS U/UTU
Pazeumuu OCJ0HCHEHULL, HaANpasieHue Ha peaburumayuro oemeti NPU HAITUYUY MEOUYUHCKUX
NOKA3AHULL U OMCYMCMBUU MEOUYUHCKUX NPOMUBONOKAZAHULL, 20CRUMANU3AYUS OIS OKA3AHUSL
9KCMPEHHOU U HEOMIONCHOU MEOUYUHCKOU NOMOWU C NOCIEOVIOUUM NEPEeBO0OM 8 MEOUYUHCKUE

opeanusayuu 3 ypoeHs

2 yposensb - cneyuanu3upo8aHuas amoyiamopras u (Uiu) CmayuoHaApHas NOMOwb. NIAHO8As
AMOYIAMOPHASL NOMOWb, MEOUYUHCKAS ROMOWb 0emsM 8 CIAYUOHAPHBIX YCI08USX, OKA3AHUE
OP2AHU3AYUOHHO-MEMOOUYECKOU U KOHCYIbMAMUBHOU NOMOWU MEOUYUHCKUM Opanusayusim 1
Vpo6Hs,; HanpasieHue 0Jis 00C1e008aHUsL U leHeHUs NPU HATUYUU MeOUYUHCKUX NOKA3AHUL 8
MeOUYUHCKUe OP2aHU3ayuu 3 yposHsL.

3 ypoeens - cneyuanusuposanHas Kapouoiocuieckas u (uiu) CneyuanusuposanHas, 6 mom
yucie, 8bICOKOMEXHOI02UYHASL NOMOWb. OKA3AHUE NIAHOBOI, HEOMIOHCHOU U IKCMPEHHOU
CReYUuanU3UPOBAHHOU MEOUYUHCKOU NOMOWU, NIAHOBAS. 2OCRUMANU3AYUS NAYUEHMO8 NO
HAanpasienuto MeOuyUHcKol opeanuzayuu 2 unu 3 yposHs,; jevenue 8 CMayuOHApHbIX YCI0BUX U
oucnanceproe Haba0eHue oemell NPu HAIUYUY MEOUYUHCKUX NOKA3AHUL, NOO2OMOBKA U
Hanpasienue 07 NPoBedeHUss KApOUOXUPYPSULECKUX UTU PEHM2EeHIHOO0BACKYIAPHBIX
uccne008anuil; npogedeHue nepeoeo IMana MeOUYUHCKOU peabuiumayuu, oKa3auue
OP2AHU3AYUOHHO-MEMOOUYECKOU U KOHCYIbMAMUBHOU NOMOWU MEOUYUHCKUM op2anuzayuam 1
u 2 yposHs,; KOHCYTbMUposanue payeti o CLOMCHbIM 60NPOCAM OUACHOCMUKY U JIeYeHUsL.

6. I[OHOJIHI/ITCJII)HZIH l/lH(l)OpMallI/lﬂ, BJIMAKOIIAA HA TECUHCHUE U UCXO0Q 3a200/1€eBaHNA

6.1 Ucxoabl 1 MPOrHo3

[Tporro3 CH ompenensieTcs creneHbio Tskectu 3a0oneBanus. [lo nanasiM [leauarpudeckoro
Kapmunomuonatuaeckoro Peructpa CIIA 3a 5 netr ymupatot 10 50% aereit ¢ CH. 1o manabiM
Bbpuranckoii cepaeunoit accommaruu 34% nereit ¢ octpo Bo3nukiieir CH BeieacTeue
HOpa)KeHI/IH cepzlequfI MBI bI HY)KJIaIOTCH B TpaHCHHaHTaHI/II/I cep)ma NN HOFI/I6aIOT B
npejieniax mepBoro roja HaOI0IeHUS.
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Ta6auna 1 - Oprann3almoOHHO-TEXHUYECKHUE YCIIOBUS OKA3aHUS MEAUIIMHCKON TOMOIIH.

Bua MeanunHCKONH MOMOIIM

MEIUIIMHCKAS [IOMOILb

CIICIIUAJIM3NPOBAHHAsA, B TOM YHCJIC BBICOKOTCXHOJIOIU4UHasd,

Bo3pacTHas rpynna NeTH

Ycia0BUA OKa3aHUA
MeIUIMHCKONH MOMOIIH

CTallMOHAapHO, B JHEBHOM CTallMOHApPE

Dopma oKa3aHUSA MeIUIUHCKOM
IOMOIIHN

HCOTJIOXKHAaA, I1IJIaHOBas

Tabauua 2 - Kpurepuu kauecTBa OIIEHKA METUIIUHCKON TTOMOIITN

Kpurepun xkauecrBa

Cuna
peKoMeH1anuit

YpoBeHb
yoeauTeJTbHOCTH
peKoMeHaanuii

BrimonHeHa sxokapauorpadus ¢ gonmiaeporpadhuieckum
QHAJIM30M C OIPEIEICHUEM YaCTOThI CEPAEUHBIX
COKpAIIIEHUI BO BpeMsl HCCIIEI0BaHUS

C

BbImosiHeHO n3MepeHue ypoBHs apTepHaIbHOIO AaBICHUS
W/WJI MOHUTOPHUPOBaHUE (TIPY TIOBBIIICHHH)

BebinosiHeHa OlleHKa TUIa U CTENIEH! HEA0CTaTOYHOCTH
(pyHKUIMOHANBHBIN Ki1acc) KpOBOOOpaIlleHUs

BrinosiHeHa snekTpokapauorpadus

BBINOIHEHO CyTOYHOE MOHUTOPUPOBAHUE
DIIEKTPOKAPANOTPpaMbl (TIPY HATUYUH MOKA3aHUHA 1
OTCYTCTBHUU HpOTI/IBOHOKaBaHHﬁ IMPpU KIIMHAUYCCKUX n/nnm
DIIEKTPOKapANOTpadUIeCKUX MPU3HAKAX HAPYIICHHS
pyUTMa cepara)

1

BrinosiHeHa kaTeTepu3amus cepaua u
aHTHOKapAnorpadus (Ipu pereHuu Bompoca o
HEO0OXOIUMOCTH XUPYPrHUECKOT0 JICUEHUS WU TIPU
HaJIUYMU COMHEHHUI B 1IMarHo3€)

BBITIOTHEH YYET COOTHOIICHHS BBIITUTON KUJIKOCTH C
BEITMYMHOMN 1Uype3a

BrinonaHeHo uccieoBaHue ypOBHS
kpeatnH(ochokuHazel MB, nakraTaeruiporenassi,
MOYEBHUHBI, KPEATUHUHA, HATPUS, KaJIUs, JaKTaTa,
acrapTaTaMuHOTpaHc(epasbl, aTaHMHAMHUHOTPAHC(EPa3bI
B KPOBU

[IpoBenena Tepanus npenapaToM (TpernapaTaMmu) us3
Pyl aHTUKOATYJASHTOB (TMPU HAIMYUH
PKU3HEYTPOXKAIOIINX apUTMUHN MM TPOMOO30B U

OTCYTCTBUM MEIUIIUHCKUX NMPOTHBOMOKA3aHU )
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10.

[IpoBeneHa Tepanus npenapaTaMy U3 TPYIIIBI
AQHTHATrPETaHTOB MPU CEPICYHON HETOCTATOTHOCTH
(GYHKIIMOHATBHOTO Kiacca 2-4 - (MIpu OTCYTCTBHH
MEIUIIMHCKIX TPOTUBOTIOKA3AHMI )

11.

[IpoBeneHa Tepanus aHTHAPUTMUUECKUMU IIpenapaTaMu
(aMuoapoH, cotanoi) (IIpH BBIBIEHUH Ky I0UKOBOM
QPUTMUHU BBICOKMX I'paJalvil U IPU OTCYTCTBUU
MEINIUHCKUX IPOTUBOIIOKA3aHUH)

12.

BrITIOTHEHO OrpaHUYCHHUE TUTHEBOTO pekuMa (TIpu
CepIeYHON HEAOCTaTOYHOCTH 2-4 (DYHKIIMOHAILHOTO
kiacca (He 6osee 2/3 puzmonorunueckor MOTPEOHOCTH) U
MPU OTCYTCTBUU METUIIMHCKUX MPOTHUBOMOKA3AHHN )

13.

[IpoBeneHa Tepanus npenapaTamMy U3 TPYIIbI
WHTHOUTOPOB AaHTMOTCH3MHITPEBPAIAONIETO (hepPMEHTA
(MAIID) (pu cepaeyHoit HEAOCTaTOYHOCTH 2-4
(YHKIIMOHATIBHOTO KJIACCa M MPU OTCYTCTBUU
MEIUITUHCKUXTPOTHBOIOKA3aHUH )

14

[IpoBenena Tepanus npenapaToM U3 IpymIbl 0JI0KaTOPOB
peuenTopoB anTeH3uHa Il (mpu HenepeHocuMoOCTH

[MHrUOMPOTOB aHTHMOTEH3UH IpeBpaiaIero GepmMeHTa u

[IPU OTCYTCTBUU MEIULIMHCKUX MPOTUBOIIOKA3aHU)

15.

[TpoBeneHa Tepanus - aapeHoOIOKaTopaMu (Tipu
CepJIeYHON HETOCTATOYHOCTH 2-4 (PyHKIMOHAILHOTO
KJIacCa U IPHU OTCYTCTBUH MCIUIMUHCKHUX
MPOTUBOMOKA3AHHI)

16.

[IpoBeneHa Tepanus npenaparaMu IpymIbl IUYPETUKH
(Ipu cepeuHOM HEeOCTaTOUYHOCTH 2-4

(G YHKIIMOHAJIBHOTO KJIacca U MPHU OTCYTCTBUU
MEIUIUHCKUX TPOTUBOIOKA3aHU)

17

BrInonHeHa KOppeKLys AIEKTPOIIMTHOrO OanaHca Ha

‘|[poHe auypeTuueckoil Tepanuu (IpyU HAJTMYUU TTOKa3aHMIN)

18.

[IpoBeneHa Teparnys MHOTPOITHBIMHE TIpeTiapaTaMy 13
IPYMIIBI CepASUHBIX TIIMKO3UI0B (IpU (pakiuy BeIOpoca
<50% ¥ pU OTCYTCTBUU MEIULIMHCKHUX
POTHBONOKA3aHU)

19.

[IpoBeneHa Tepanus npenapaToM U3 TPYIIITBI
HETJIMKO3UIHBIX HHOTPOIHBIX MPENapaToB
(1oOyTamMuH/nonamMuH/IeBOCUMEH1aH) (Tipu 4
(YHKIMOHATIBHOM KJIACCe CePJICYHOM HEAOCTATOUHOCTH
(TeKOMITeHCAIMN) ¥ TIPH OTCYTCTBUHM MEAMIIMHCKUX

MPOTUBONOKA3aHUM )

Cnucok JinTepaTypbl

1. I[I/Ial"HOCTI/IKa " JICUCHUC XpOHPI‘ICCKOfI Cep,Z[C‘-IHOI\/'I HEAOCTATOYHOCTH Y JeTel u

MoApPOCTKOB, MCTOANYCCKUC PCKOMCHIAINH, ACCOI_II/IaI_II/I}I ACTCKUX KapAHUOJIOTOB Poccun

MOCKBA, 2010, 80c. (http://www.cardio-rus.ru/doc/metod_rekom_2010.pdf);
2. IlIxonbHukoBa M.A, Anekceea E.N. Knunudeckue pekoMeHIalUU IO JETCKOM

KapauoJyoruu U peeMatoiorun. M.-2011. - 512 c.
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Neves AL, Henriques-Coelho T, Leite-Moreira A, Areias JC. Cardiac injury biomarkers
in paediatric age: Are we there yet? Heart Fail Rev. 2016 Nov;21(6):771-781;

Exercise ECG testing: Performing the test and interpreting the ECG results. Authors:
Panithaya Chareonthaitawee, MD J. Wells Askew, MD (https://www.uptodate.com/);
Octpoymosa O./1., Domuna B.M. MeTomnpoona CyKIIMHAT B JIEUEHUU XPOHUYECKOU
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Lopez B., Querejeta R., Gonzales A. et al. Effects of loop diuretics on myocardial
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(11):2028-2035;

Senzaki H, Kamiyama M, Masutani S, Ishido H, Taketazu M, Kobayashi T, Katogi T,
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2008 Sep;93(9):768-71;
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Graeme MacLaren, Steve Conrad, Giles Peek Extracorporeal Life Support Organization
(ELSO) Indications for Pediatric Respiratory Extracorporeal Life Support, Updated:
March 2015:8p. (https://www.elso.org/Portals/0/Files/ELS0%20quidelines%20paeds%20resp_May2015.pdf);
Breinholt JP, Fraser CD, Dreyer WJ, Chang AC, O"Brian Smith E, Heinle JS, Dean
McKenzie E, Clunie SK, Towbin JA, Denfield SW. The efficacy of mitral valve surgery
in children with dilated cardiomyopathy and severe mitral regurgitation. Pediatr Cardiol.
2008 Jan;29(1):13-8.

Brignole M, Auricchio A, Baron-Esquivias G, Bordachar P, Boriani G, Breithardt OA,
Cleland J, Deharo JC, Delgado V, Elliott PM, Gorenek B, Israel CW, Leclercq C, Linde
C, Mont L, Padeletti L, Sutton R, Vardas PE; ESC Committee for Practice Guidelines
(CPG), Zamorano JL, Achenbach S, Baumgartner H, Bax JJ, Bueno H, Dean V, Deaton
C, Erol C, Fagard R, Ferrari R, Hasdai D, Hoes AW, Kirchhof P, Knuuti J, Kolh P,
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Lancellotti P, Linhart A, Nihoyannopoulos P, Piepoli MF, Ponikowski P, Sirnes PA,
Tamargo JL, Tendera M, Torbicki A, Wijns W, Windecker S; Document Reviewers,
Kirchhof P, Blomstrom-Lundqvist C, Badano LP, Aliyev F, Bansch D, Baumgartner H,
Bsata W, Buser P, Charron P, Daubert JC, Dobreanu D, Faerestrand S, Hasdai D, Hoes
AW, Le Heuzey JY, Mavrakis H, McDonagh T, Merino JL, Nawar MM, Nielsen JC,
Pieske B, Poposka L, Ruschitzka F, Tendera M, Van Gelder IC, Wilson CM.
PexoMmenpanuu 1o 3neKTpoKapAUOCTUMYJIALMU U CEPACYHON PECUHXPOHUBHPYIOLIEH
tepanuu. ESC 2013 Poccuiickuii kapauonorudeckuii sxypraan 2014;4(108): 5-63

IIpuniaoxenune Al. CocraB paGoyeii rpynmnsi

BapanoB A.A. akanemuk PAH, npodeccop, 1.m.H., [Ipeacenarens Ucnonkoma Coro3a
nenuarpos Poccuu;

Hama3zoBa-bapanosa JI.C. akanemuk PAH, npodeccop, n1.M.H., 3amecturtens [Ipenacenarens
Hcnonkoma Coro3a neauarpos Poccuu;

Bacapruna E.H. npod., 1.M.H., ipod., wien Coro3a nequatpoB Poccrn, BUIe-TIPE3UICHT
Bceepocculickoit opranu3annu «AcCcouanum JeTCKUX KaparoJaoroB Poccuny.;

Beaozépos 0. M., 1.M.H.

Hertsapesa E.A., npod., 1.M.H., akanemuk PAEH, Bure-npe3uaeHT Beepoccuiickoit
OpraHu3aluu «Accouualnuy JeTCKUX Kapauosioro Poccuny;

Baasikosa JL.A., ipod., 1.M.H.;

Kotaykosa H.IL., npod., 1.M.H., Bulie-ipe3usieHT Beepoccuiickoi opraHuzanuu «Accoruaniu
JIETCKUX KapauoJoros Poccum».;

JleonTheBa U.B., npod., 1.M.H., BULe-nipe3uieHT Beepoccuiickoil opranusanuu «Acconuanun
JETCKUX Kapauosioros Poccuny;

Caaspixosa JI.W. pod., 1.M.H., TeHepaIbHbIN TupekTop Beepoccuiickoi oprannzanuu
«Acconuanum JIeTCKuX Kapauoaoros Poccuny;

KoBanes U.A., 1.M.1H., mpod., Butie-mpe3ueHT Beepoccuiickoi opranu3anun «A ccoruanun
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SAxosaesa JI.B. mpod., 1.M.H.;
®egoposa H.B., Bpau — kapauosior Beiciiel kateropu, wieH Coroza neauarpos Poccun.

ABTOpPBI NOATBEPKAAKT OTCYTCTBHE GUHAHCOBON NMOAAEPKKH/KOH(JIMKTA HHTEPeCoB,
KOTOPbI HE00X01MMO 00HAPOIOBATh.
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Ipuioxenne A2. MeToao/iorusi pa3padoTku KJIMHHYECKHX PeKOMEHIalu i

I_Ie.]'IeBaﬂ AYJAUTOPpUA JAHHBIX KIIMHUYC€CKUX peKOMeHL[aIII/Iﬁ:

oukrwnE

Bpauu neguatpsl

Bpauu o0mieit cemeiiHoi pakTuku (CeMeliHass MeIUIIMHA)
Jlerckue kapauoiaoru

Kapanoxupypru

Bpaun- ¢pyHKIIMOHAIEHBIE TUATHOCTHI

Crynentsl MeTMIMHCKUX BY30B, HHTEpHBI, OpIMHATOPHI;

Taoauna I11 - Knaccel (cua) pekoMeH1anui

Kinacc |

[Tonb3a u 3¢ HEKTUBHOCTH TUATHOCTUYESCKOTO HITH JICYCOHOTO BO3ACHCTBHS JIOKA3aHBbI
W/WIM 00IeNPU3HAHBI.

Kiacc
1

[IpoTHBOpEYMBBIC TAaHHBIC H/UIIM PACXOXKJICHUE MHEHUH 11O TOBOTY
10J1b3b1/2()(DEKTUBHOCTH JICUCHHUS.

Kinacc
IIa

Mmeromuecst JaHHBIE CBUETEIBCTBYIOT IPEUMYILIECTBEHHO O MOJIb3e/3()(heKTHBHOCTH
J1e4e0HOT0 BO3IECHCTBYS.

Kinacc
Ilb

[Tonb3a/2PeKTUBHOCTh MEHEE YOS AUTETbHBI.

Kiacc
Hn*

Vmeroruecst JaHHbBIE WK 001[ee MHEHHE KCIIEPTOB CBUJICTEIILCTBYIOT O TOM, YTO
nedenue 6ecrosnie3Ho/Hed((HEKTUBHO U B HEKOTOPBIX CIy4YasiX MOXKET ObITh BPEIHBIM.

Ipumeuanue: *Ilpumenenue xnacca Il EOK ne pexomenoyemcsi.

Taoauua I12 -YpoBHM 10Ka3aTENbCTB

Pe3y.]'IBTaTI)I MHOT'OYHCJIICHHBIX PaAaHAOMU3HUPOBAHHBIX KIIMHUYCCKUX I/ICCJ'IC)IOBaHI/Iﬁ nin MeTa-
aHaJInu3a.

PCSYJ'ILTaTBI OOHOTI'0 PAHAOMHU3UPOBAHHOT'O KIIMHUYCCKOT'O UCCICAOBAHUS TN KPYITHBIX
HCPAHAOMU3HUPOBAHHBIX HCCIIEAOBAHUIA.

O6Iuee MHCHHUC DKCIICPTOB Y/WIIH PE3YyIbTAThI HEOOIBIINX HCCHeﬂOBaHHﬁ, PETPOCIICKTUBHBIX
HCCHGHOB&HHﬁ, pPEerucTpos.

AKTyaJ'II/ISaI_II/ISI JaHHBIX KIMHHYCCKHUX pCKOMCHJIaI_II/Iﬁ 6y,[ICT MMPOBOAUTHCA HE PCIKE, UCM OJIUH

pa3 B Tpu roaa. HpI/IHSITI/IC peaicHu-d 00 OOHOBJICHUU 6yz[eT IMPUHATO Ha OCHOBAHHUU

HpCIlHO)KCHHﬁ, NpEACTAaBJICHHBIX MCIUITUHCKUMHA HpO(I)eCCI/IOHaJIBHBIMI/I HCKOMMCPUYCCKUMHA

opraHu3anusMu C y‘IéTOM PE3YIbTATOB KOMIIJICKCHOM OIICHKHU JICKaPCTBCHHBIX ITPEIIapaToB,

METUIIMHCKUX M3/CIIUN, a TAK)KE PE3YJIbTaTOB KIMHUYECKOW armpoOarum.

Ipunoxenue A3. CBsizaHHBbIE JOKYMEHTHI

HOp}IIIKI/I OKa3aHMUs MEIUIIMHCKOM ITOMOIITH
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1. Ilpuka3 MuHucrepcTBa 34paBoOXpaHEHHs U colManbHOro pa3Butus PO ot 16 anpens
2012 r. N 366H "OO0 yrBepxkaenun [lopsiaka okazaHus eguaTpUIECKOM moMoIm"

2. Tlpuka3 Munznpasa Poccun ot 25.10.2012 N 440u «OO6 yrBepxaenuu [lopsiaka
OKa3aHUs MEIUITMHCKON MTOMOIIHN 110 poduitto "aeTckas kapauonorus"

Hpuiioxkenne b. AropurMbl BeieHUsI NALUEHTA

TTanpeHT ¢ CHMITOMAME XPpOHNTeCECH cepaedHol
HEeOOCTATOYHOCTH

Koncyneranma
CTEIHATHCTE
[oCnHETAMHzANET B
CTANEOHID
Fopperimza
TEpAIEN
JEHaMETeCEO: HASMoneHEse, TETeHEE B pealiiIHTansEd
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Ipuioxenune B. Undopmanus 1is manueHToOB

XpoHuueckas cepaedHas HeqoctaTouHocTh (XCH) - koMIIIeke CMMITOMOB, XapaKTEPU3YIOLINX
HeAP(PEKTUBHYIO pabOTy CEpICUHO-COCYAUCTON CUCTEMBI U €€ HEBO3MOXKHOCTh 00ECTICUHUTh
HOpPMaJIbHBI YPOBEHb OOMEHA BEILIECTB B OpPraHU3Me.

XCH He gBiseTcs CaMOCTOSTEIILHBIM 3a6OHeBaHI/I€M, a JIMIIb ITPOABJICHUEM MHOT'UX

3a00J1€BaHUI CEPAECYHO COCYTUCTON CUCTEMBI.

B pannem Bozpacte XCH MOXeT ObITh MPOSIBIIEHUEM BPOXKICHHBIX TOPOKOB CEPALIA,
MHOKapJIMTOB, B CTapIleM — KapAHMOMHUOIATHIA, B JIIOOOM BO3pacTe — HapYLICHUI puTMa cepala.

[Ipu nosiBJICHUHM TOBBIILIEHHON YTOMIISIEMOCTH, CIIA00CTH, OABIIIKH, OTEKOB, OIIYIIICHUI
CepaeONeHHUIA, a Y IeTel TPYTHOTO BO3pacTa MEPBBIM CHMITTOMOM MOXKET OBITh HEIOCTAaTOYHAS
HpI/I6aBKa B BECC, 6I)ICTpa$[ YTOMIIACMOCTDL IPpKU COCAHWH U3 T'PyAH. Ecnu BBI BUIUTEC TaKHUC
MIPU3HAKHU y peOCHKA - HEOOX0AMMO 00paTUTHCS K KapAHOJIOTY JIJIsl MCKIIFOUEHHS TaTOJIOTUH
CepACYHO-COCYTUCTOM cucTeMbl. B cirydae ecnu coctosiHre peOeHKa MPOTrPECCHBHO YXYAIIACTCS
HE0OXOoarMa CpOYHas TOCIIUTATU3AIIHSL.

B ciydae mogo3peHust Ha MaToJIOTHIO CEPIEYHO-COCYANCTON CUCTEMBI PEOSHKY 00s3aTeIbHO
OyzeT mpoBeieHO TOJTHOE 00CceIoBanme, BKIroUatomiee dekrpokapauorpaduio (OKI) u
axokapauorpadus (Ixo-KI' nimm Y3U cepana), peHTreHorpaduio opranoB rpyAHOHN KIIETKH,
IIPOBEJEHBI aHAIN3bI KpoBH. [10 pe3ynbraraM KIMHUYECKOIO OCMOTpa U JIabopaTOpHO-
HUCTPYMEHTAJILHOTO 00CIeIOBaHUs peOCHKY OyIeT Mo100paH MHIUBUIYaTIbHBIN TJIaH JICUSHUS
cepaeuHoi HepoctatouHoCTU. it appexTuBHOrO M 0€30MaCHOTO JIEYSHHUST HE0OXO0IUMO
CTOpOTO CJIe/1I0BaTh HA3HAYEHUbIM Bpaya.

OCHOBHBIMH M BaXKHBIMH MOMeHTaMH B JieueHnn XCH sBasroTcs:

e Orpanuuenue ¢puzndeckoit Harpy3Kku. [TocTenbHbIN peXUM MOKa3aH TOJIBKO NallMEHTaM C
BBIPAXKEHHOW CEpJIEYHOM HEIOCTATOYHOCTHIO, 1a U TO HA KOPOTKUW MEPHUOJT O
CTaOMIIN3ALMHU COCTOSHUSL, B TIOCIIEYIOLIEM PEKOMEHI0BAaHO MIOCTENIEHHOE PACIIMPEHHE
nBuratenbHoi akTuBHOCTH. JleTssm ¢ XCH He mokazaHbl 3aHATHUS CIIOPTOM, TTOCEIICHHE
YPOKOB (hU3HYECKON KYIbTYpPbI B LIIKOJIE, AKTUBHBINA OT/BIX. ITO YBEITMUNUBAET HATPY3KY
Ha ceplle ¥ TaKuM 00pa3oM CBOJUT BCE YCHJINS Bpauel K HYIIIO.

o Jluera. [Ipu neuennn XCH Heo6X0IMMO palimoHaNbHOE MUTAHUE B COOTBETCTBHHU C
BO3pacToM pebeHKa. BaxxHbIM SIBIS€TCS OrpaHUYeHHE MOTPEOIIEMOM )KUIKOCTH U COJIH.
V nereii kKak MepBOro rojia >KU3HU TaK U MOCIEAYIOIUX C 1e(UIIMTOM Beca
1e1eco00pa3Ho Ha3HAYEHHUE CTIeUaIbHBIX MPOTYKTOB, MOBBIIIEHHOW KaIOpUHHOCTU. Y
JleTed TIEPBOro rojia JKU3HU BO3MOXKHO YaCTUYHOE 3aMELICHUE CMECEN
BBICOCOKQJIOPUIHBIM IUTAHUEM B COOTBETCTBUH C PEKOMEHIALIUSIMU JAUETOJIOTa, YTO
MO3BOJISIET YMEHBIIUTh 00bEM MOTPEOIIIEMON )KUKOCTH, YTO SBJISIETCS OCHOBHBIM
npuHuunom yedenus: XCH.

e MenukaMeHTO3Has Tepanus: 00bEMbI JIEKapCTBEHHOH TepaIruu OnpeenseT Bpay, B
cooTBeTcTBUM ¢ Toi npuunHoit XCH, xoTopHast BbIsiBIeHbI y peOeHka. Llenb Ha3HaueHus
Tepanuy YMEHbIICHUE Harpy3ku Ha cepue. BaxkHo cobutoaTh peskuM npuema
[penapaToB, Ha3HAYEHHbBIN BPayoOM JUIsl MOBbIIEHUS A (HEKTUBHOCTH TEPAIHH.
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Vxe B MMpoNLEeCCe JICUCHU S BallICMy pGGGHKy MOT'YyT OBITH MMPOBCACHBI JOMMOJTHUTCIIBHBIC MCTO/AbL
06CJI€[[OBaHI/ISI, MO3BOJIAIOIIUC BBIABUTL 3HAYUMBIC HAPYIICHHA pPUTMA CCP/Lld, OLICHUTH
COCTOSIHMC MHUOKapJa, BBIABUTH IATOJIOTHIO COCYIOB.

Cnenyer noMHUTB, yTo JieueHue CH nnurenbHOe U HEMpepbIBHOE. B ciydae mosioxkuTeabHOM
JUHAMUKU (HalpuMep, IOocie XUPYPrudecKoro JISYeHHs BPOXKICHHOTO IOPOKa cep/a Uid Ipu
0J1aronpUsATHOM UCXOJI€ MUOKapAUTa) BO3MOKHO IIPOBE/ICHUE MTOCTEIICHHON OTMEHBI Teparnuu
o1 KOHTpoJsieM Kapauosora. CaMocTosTebHasi OTMEHA Tepaui MOXKET MPUBECTH K
YXYALIEHUIO COCTOSTHUS peOeHKa.

[Tpu HenocraTounoi 3¢pdexrrBHoCcTH Tepannu XCH BO3MOXKHO coueTaHHOE TPUMEHEHHUE

KOHCCPBATUBHBIX U XUPYPIUUICCKUX MCTOAUK JICUCHU.

[Tpu HamM4My BRIpOKEHHOH IMATOJIOTHH MUTPATBHOTO U TPUKYCIIHJAILHOTO KJlarmaHa peOeHKy

MOYET MOTPeOOBATHCS €Tro MPOTE3UPOBAHHUE.

HpI/I OTCYTCTBHUU 9(1)(1)6KTI/IBHOCTI/I HJIN MTPOrpeCCUpyromieM TCUCHUN 3a0071€BaHNs BO3MOKHO
MMPOBCACHNEC TPAaHCIUIAHTAIUU CEpAla, OAHAKO B HACTOAIICC BPECMs JaHHASA MCTOAHKA JICUCHUS Y
nereit B Poccun He IMPUMCHHUMA H3-3a OTCYTCTBHUA 3aKOHOAATCIILCTBA O ICTCKOM JOHOPCTBE.

IIpunoxenne I'.

...7K — JIGKapCTBEHHBIN npenapat, BXoaauii B [lepeueHb )KU3HEHHO HEOOXOUMBIX U
BaXHEHMIINX JIEKAPCTBEHHBIX IIPENAPATOB JJIs1 MEAULIMHCKOrO puMeHeHus Ha 2016 rox
(Pacnopsixenue IIpaButensctBa PO ot 26.12.2015 N 2724-p)

...BK — JIGKapCTBEHHBII ITpenapar, BXoaduui B [lepeueHb 1eKkapCTBEHHBIX IPENApaTOB JUIs
MEAMIMHCKOTO IPUMEHEHHUS, B TOM YHCJIE JIEKAPCTBEHHBIX IIPENapaToB I MEAULIMHCKOTO
NPUMEHEeHUs, Ha3HaYaeMbIX MO PELICHHIO0 BpaueOHbIX KOMUCCHI MEAMIIMHCKUX OpraHu3aIuil
(Pacnopsixenue IIpaButensctBa PO ot 26.12.2015 N 2724-p)
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