LUMAPFAJIKA MO KITMHUYECKOW PEKOMEHOALIWM - LLKOMA CEYEHOBA

OvnaTtaunoHHan KapaunomMuonaTua

KnuHnyeckue pekoMeHaaumn MuHaapasa Poccum - B3pocnble - peaakums 2025 1, ctaTyc «MpumMeHaeTca» Ha 04.11.2026 - MKB-10: 142.0,
142.6,142.7,142.8,142.9,143.0, 1431, 143.2 - AccoumaLmsa CepAe4HO-COCYanNCTbIX XMpypros Poccum, ObLuepoccumnckas obLiecTBeHHas
opraHu3aumsa «Poccuckoe kapanonornyeckoe obLecTso», Obluepoccunckas obLecTBeHHas opraHn3aLms "O6LwecTBo CrneLmanucToB
no cepAeyYHoM HeJocTaTOYHOCTK"

[vnaTalMoHHaa KapaMoMmuonaTua — reHeTUYecKoe Uy NPUoBPeTEHHOE NopaxeHne M1okapaa ¢ aunaTaLmen 1
CUCTONUYECKOM ANCPHYHKLMen JTK nnmn o6omx xenynodkos, He obbacHsAemoe NBC, apTepuanbHO rmnepTeH3nen
W Nopokamu cepALa. MaBHoOe B peKoMeH4aLmm — NOATBEePANTb GEHOTUM, UCKITIOUNTL O6paTUMbIE U
creumnduyeckme NpuUnHbl, HazHauuTb Tepanuio XCH, oueHnTb puck apntMuin/BCC 1 opraHn3oBaTb CEMenHbIN
CKPUHWHT.

naBHOe

» Ounarnos OKMI ctasaT npu aunataummn JIK nnm o6omx xenynoukos: KOO JTXK =75 MN/M2 y MyXXUMH U =62 Mn/M2y
XEHLUMH, o cHuKeHWe OB JTK <40% unu 41-49%, npu UCKNOYEeHUU UWeMUK, NOPOKOB U AT,

KnuHnuyecku valle npeobnafaet XCH: ofbllka, OPTONHOS, HOYHAast NapokKcK3MasbHas oOfblLLKa, Y TOMNSEMOCTb,
CHWXEHWNE NepPeHOCUMOCTU Harpy3ku, OTEKN; BO3MOXHbI 60NN B rpyaun, apuTMUm 1 TPOMBO3IMBOUN.

OxoKI™ — ocHOBHOWM MeToA NoATBepXaeHus peHoTuna OKMIT: oueHnBatoT 06bEMbI, OB JTK, andpoy3Hyio
runokmHesuio, OTC JTX < 0,30, knanaHHyto peryprutaumio, TooMbsl, MK v gasneHune B nérouHom aptepun. EOKIC,
YYPC,vOOs.

MPT cepaua c KOHTPacTUPOBaHWEM MOKa3aHa npw nepsnyHOM obcnenosaHum ang MOpPodyHKLUMOHATbHON
OLLEHKM 1 AnddepeHLmansHOM AMarHOCTUKM NPpUYKH Kapanomuonatn, EOKIB, YYP B, YOO 2.

Mpw gebiote OKMIM 0o 60 neT nokasaHbl FEHETUYECKOE KOHCYNbTUPOBAHNE 1 KOMIMIIEKCHOE MreHEeTUYEeCKOoe
TecTMpoBaHMe METOLOM CEKBEHNPOBaAHUA HOBOIO NMOKOSMIEHWS C aHan13oM He MeHee 15 reHoB; oTpuLaTeNbHbIN
TecT He uckmovaet OKMIT.

Basuc nevernsa cumnToMHon XCHH®B npu KMl — paHHAA YeTbIpEXKOMMOHeHTHas Tepanus: VAT nnu
BancapTaH+cakybuTpun**, BB, aHTaroHUCTbI anbaocTepoHa, MHIMT2 (aanarnndnosnH** /aMnarnndnosnH*). YYP
C. vyoaos.

Mpy OKMIMTur ®B JTXK <35% Ha onTuManbHOW Tepanmu, 0XnaaeMom NPpoAOIKUTENBHOCTU XMU3HW He MeHee 1 rofa u
yOOBNETBOPUTENBHOM DYHKLIMOHANbHOM CTaTyce pekoMeHayeTcs yctaHoska KBO*** nnn KBO-T*** ana
nepsuyHOM NpodunakTmukm BCC. YYP C, vYO4 5.

OunarHocTuka

1. HauaTb € %anob n aHamMHe3a: OLEHUTb BblpaxeHHOCTb CH, cemenHble cnyydan KM, BCC, cnHKone, UMnnaHTaumo
OKC, MHCYNbThl B MOMOAOM BO3PacTe, CUCTEMHbIE 3ab60NeBaHns; OTAEeNbHO CObpaTh CBeeHNs 06 ankorone,
HaPKOTUKaXx, KapAMOTOKCUYHbBIX NIEKaPCTBAX, MHOEKLUMNHAX, IHOAOKPUHHBIX U MeTabonnuecknx HapyLueHnsax. EOKIC,
YYPC,vOOs.

2.MpoBecTu dusnkanoHoe obcnenoBaHne: pocT, Macca, VIMT, okpyXHOCTb Tanuu, ALl Ha o6eunx pykax, YCC, YA,
NynbC 1 ero AeduumnT, aycKynbTaumsa cepaLa/nérkmx/cocynos, NeveHb, LWeHbIE BEHbI, FeNaTolorynapHbIN
pednoke, otékn. EOKIC, YYP C, YOO 5.

3. HasHaunTb 6a308Bble nabopaTopHble TecTbl: OAK, OAM, anekTponuTbl, KanbLuuii, Gochop, rioKo3y, KpeaTUHUH C
CK®, 6unupyouH, AT, ACT, I'T T, nunuaHbiv npodune, TTT, @EpPUTHUH U HaCbILLEeHWe TpaHCheppuHa xene3om. EOK
IC, YYPC,YOAO5.

4. Onpepenntb BNP unn NT-proBNP ana anarHoctukun CH 1 KOHTpOns neveHus; Takke onpenenmtb KOK
N30hepMeHTbI, TPOMOHWHBI I/ T, C-peakTnsHbI 6enok. BNP/NT-proBNP: EOKIA, YYP C, YO 5; ocTanbHble TeCTbl:
EOKIC, YYPC, YOO 5.

5. BbinonHuTL OXOKI” BCeM naumeHTam ¢ nogospennemM Ha OKMIT; ncnons3osats kputepum: KOO JTK =275 mn/mM2y
MYXUMH U =62 MN/M?2 y XeHLWnH, @B JTX <409 nnn 41-49%, anddysHas runoknHesna, OTC J1X <0,30. EOKIC, YYP
C. vyoaos.
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6. BoinonHutb OKI™ BceM nauneHTam ¢ JKMIT; XonTepoBCKoe MOHUTOpUPOBaHWe — Ans oueHku putma, YCC,
npexoasAwmx aputMmm/bnokan n 6e3onacHoCcTv aHTUapuTMmudeckon Tepanuun. K- EOKIC, YYP C, YO 5; XonTtep:
EOKIlaC, YYPC, YOO 5.

7. VickmounTb VBC: Mpuy BLICOKOW NPeaTecToBow BepOATHOCTU — KATT; Mpy H1U3KOW/MPOMEXYTOUYHOM BEPOATHOCTH U
HEBO3MOXHOCTU UK HeYybeaUTENbHOCTM HerHBa3MBHbIX TecToB — KT-KAT KAl EOKIA, YYP B, YO 2; KT-KAT: EOK
llaB, YYPB, YOO 1.

IleueHue

* Nleuntb KM no npuHumnam XCHHOB 1 XCHyH®B: 60ne3Hb-moanduumpytoLas tepanus, KoHTpons YCC/AL/
Bonemuu, npodpunaktmnka BCC n T30, koppekLms xenesoneduumTa, aNeKTPONUTHBIX, SHOOKPUHHBIX U MHBIX
BHeKapamasibHbIX GakTopoB.

Mpw cuMmnToMHOM XCHHOB ¢ ®B JTX < 40% Ha3HauaTb KoMBUHUpoBaHHO VATM®/BancaptaH+cakybutpun*™, bb,
aHTaroHUCTbI anbaocTepoHa u HIIT2 (aanarnMdnoavH** unm aMnarnudno3vMH**) Ans CHUXEHWS
rocnutanusauui u cmeptu. YYP C, YOO 5.

BancaptaH+cakybutpun** pekomeHayetcs npu AKMIM v cumntoMHon XCHHOB npu oTCcyTCTBUM
NPOTMBOMOKAa3aHUI; y FOCMUTaNM3NPOBaHHbIX C AekoMneHcaumnen XCH ero HaumMHaloT nocne ctabunusawmm
remoanHamuku. EOKIB, YYP B, YOO 2; ang uHnumaumm nocne ctabunusaunm — EOK llaB, YYP C, YOO 5.

IMpw 3a0epXKKe XMOKOCTU Ha3HauaTb AMYPETUKM ANS YMEHbLEHNA CUMMTOMOB U pucka rocnuTtanuaaumm. EOK l1aB,
YYPA, YOAON.

MBabpaanH** npumMeHsioT npu OKMI, cuMmnToMHon XCHHOB |-V ®K, cuHycoBoM putMe 1 YCC =70/MuH Ha
PEKOMEHI0BaHHbIX MM MaKCUManbHO NEPEHOCUMBIX [o3ax 6a3nCHON Tepanuu; Takke Npu HeNepeHOCUMOCTH UIu
npotueonokasaHusax kK bb. EOK 1laB, YYP B, YO 2; npu HeBo3moxHocTu BB — EOK 1laC, YYP C, YOO 5.

[urokcnH** BoamoxeH npu XCH I1-1V ®K, ®B JTX =409, CHYCOBOM PUTME 1 COXPaHAIOLLIMXCA CUMNTOMaX Ha
6a3uncHomn Tepanuu; npu CK® >30 mMn/MuH/1,73 M2 06bibHasa no3a 0,125-0,25 Mr/cyT ¢ ueneson KoHueHTpaumen 0,8~
11 Hr/MN. EOK 1B, YYP B, YOO 2.

XKenynoukoBsble apUTMKUK: YCTPaHUTb NpoBOLMpYoLWMeE pakTopsbl, BB — ocHoBa Tepanm cuMnToMHoM XK3;
aMMoLapOH** BO3MOXEH MPY YaCTon CUMMTOMHOM X3 nnu HeycTonumsom XT, HO HE MPUMEHSIIOT AnA
beccumntToMHom HeycTomumsom XT y naumeHTos ¢ XCH. Bb: EOKIA, YYP C, YO 5; amnoaapoH: EOK 1IbB, YYP C,
YOO 5; 3anpeT npu 6eccuMmnToMHOM HeycTonumson XT: EOKIIIA, YYP C, YOA 5.

Mpu OKMIT, XCHH®B 1 crHycoBOM puTMe 6e3 ApYrux NoKasaHUm aHTUTPOMOOTUYECKNE CPEACTBa He
pekomeHaytoTcs. MNpur OACH y naumeHTOoB, He NonyYaoLWwmx aHTUTPOMBOTUYECKME CPEeACTBa Mo APYruM
NOKa3aHMAM 1 HE UMEIOLLIMX NPOTUBOMOKAa3aHWIM, MCMONb3YIOT renapuH HaTpus™, apyrue renapuHbl unm
doHOanapuHyKc HaTpus; npy @1, TIB nnu TOSTA aHTUKOarynaums NnpoBOANTCA MO COOTBETCTBYOLWMM
pekomMeHaaumam. bes nokasanunn: EOKIIA, YYP A, YOO 1; OOCH: EOKIB, YYP C, YOO 5; ©M/TTB/T3MA: EOKIA, YYP C,
yOAaS.

Korpa HanpaBuTb U Kak HaénoaaTb
- [ocnuTanusaumns nokasaHa npy HecTabunbHOM TedeHun IKMI1, HEeBO3MOXHOCTM amMbBynaTOPHO YCTaHOBUTb
NMPUYUHY YXYOLWEHUA N HEOBXOANMOCTU PELLEHNSA CMNOXHbBIX BONPOCOB MeANKAMEHTO3HOM O NIe4eHUs.

 [ocnuTanuanposaTb Npu AekoMneHcaumm XCH, BbiCOKOrpaaHbIX HapyLLUeHUsaxX putMma, Tpebytowmx noadbopa/Hadana
aHTUaPUTMUYECKOW Tepanuu B CTaLMOHaPE UNW Hapy>XHOW Kapavosepcum/aeduépuniauuu.

+ HanpaBnsTb B cTaLMoOHap A1 MHBa3WBHOW ANMArHOCTMKM, OTOOPa Ha BbICOKOTEXHONOMMUYHOE M XMPpYypruyeckoe
neyerve, MMK, TpaHcnnaHTaLMO cepaLa v npefonepaLmoHHoe o6cnenoBaHme.

« BOPUT HanpaBnsaTb npu gekomneHcaumm XCH ¢ kapaOnoreHHbIM LLOKOM, HEKYMMPYIOLWMMCH OTEKOM NErKMUX 1
BblpaXeHHOW/MPOorpeccupyioLLen OAbILKON, 8 Takxke NPU XU3HeyrpoXatoLwmX aputMuax nnm T30 ¢
reMoAMHaMUYEeCKOM HeCTabuIbHOCTbIO.

« [MauneHToB C TAxEnon TepMuHanbHon XCH HanpaenaTh B CNeumnann3vpoBaHHOE OTAENeHWE NN aMBynaTOPHbIN
LLEHTP C OMbITOM NeYeHns Taknx 6oNbHbIX; NPy pedpakTepHoOn TepMuHanbHon XCH 6e3 o4eBnaHbIX
NPOTMBOMOKAa3aHW — Ha TpaHCMNIaHTaLMIo CepALa.

YacTble BOnpochl

Kakune OxoKr-kputepun noareepxaatot AKMI?
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Kputepum srodatoT KOO JTK =275 MN/M2 y My>XUMH 1 =62 MN/M2 y KeHLWWH, @B JTK <409 nnn 41-49%, anpdy3sHyto
runokmHesuio JIK n OTC J1X < 0,30 npw nckntodeHnn MBC, nopokos u AT

Korpa npw AKMIT Hy>XXeH reHeTU4eCcKuii TecT?

Mpw kNnHWYecknx npoasneHnsax JKMIT go 60 neT pekoMeHA0BaHbl FreHeTUYeCKOe KOHCYNbTUPOBaHME U KOMMNEKCHbIN
aHann3 MeTo40oM CEKBEHMPOBaHNSA HOBOIO MOKONEHWSA C BKIOYEHEM He MeHee 15 reHoB. PoacTBEHHWKaM NepBon
CTeneHn poAcTBa NPOBOASAT KACKaAHbIM CKPUHWHT, eCrvy NpobaHaa HanaeH NaToreHHbI N BEPOSTHO-MAaTOr €HHbIN
BapWaHT.

Korpa ctasutb KB npu OKMI ana nepsuyHon npodunaktukm BCC?

KBO*** unn KBO-T*** pekomeHayeTcsd naumeHTam ¢ AKMIM un CH ¢ OB J1XK =35%, HaxosaWMMCS Ha ONTUMaribHON
MeanKaMeHTO3HOW Tepanun, ecriv oxmaaeMas NpoAOMKUTENBHOCTb XU3HM COCTaBNseT He MeHee 1rodau
®YHKLMOHAmMbHBIM CTaTyC YOOBNETBOPUTENBbHbIN.

Hy>HbI M aHTUKOarynsiHTbl BCeM naumeHtTam ¢ AKMM?

HeT. Mpu XCHH®B 1 cuHYycoBOM pUTMe 6€3 ApYruX NokasaHnm aHTUTPOMBOTUYECKME CPEACTBa HEe PEKOMEHOYIOTCH;
npv OCH y nauneHToB 63 NpoTUBONOKa3aHWU NPUMEHSIIOT FrenapuH v apyrue npenaparbl, IpeyCMOTPEHHbIe
pekoMeHgauven, a npu 1, TTB nnun TONA aHTUKoarynsaums npoBoAMTCA MO COOTBETCTBYIOLLMM PEKOMEHAALLMAM.
AHTaroHucTbl BUTamuHa K ¢ MHO 2-3 MOTyT NPUMEHATLCS NPW BHY TPUCEPAEUHBIX TPOMBaX 1 CUHYCOBOM PUTME.

Kak anarHocTupoBaTb nepunapTanbHyo KapanoMmMonaTuio?
MKMIM nogo3spesatoT npu pa3suTun CH B nocneaHWn MecsL, 6epeMeHHOCTU Unn nepBble 5 MecsLeB nocne poaos,

OTCYTCTBUM ApYron npudmHbel CH 1 cuctonnueckon anchyHKLMmn JTK, 0bbiiuHO OB <45%. [INarHOCTUKY HYXHO
NPOBOANTb HE3aMeaNuTenbHO; 06s3atensHbl BNP/NT-proBNR, OKI™ 1 OxoKT.

BbIXMMKa caenaHa no TeKCTY pekoMeHAauUmmn U He 3aMeHsieT ero. MonHbI oduLmanbHbIi TEKCT, KanbKyNaTopbl 1 COKPaLLEHHasa BEpCHs:
https://lukonaceyeHosa.pd/cr/1008-dilatacionnaya-kardiomiopatiya. OduumanbHbiv UCTOUHKK: https://cr.minzdrav.gov.ru/preview-cr/
1008_1
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