LUMAPFAJIKA MO KITMHUYECKOW PEKOMEHOALIWM - LLKOMA CEYEHOBA

M'MnepTpoduueckas kapaMoMmonaTus

KnuHnyeckue pekoMeHaaumn MuHaapasa Poccun - B3pocrnble - peaakums 2025 1, ctaTyc «MpumMeHaeTca» Ha 04.11.2026 - MKB-10: 1421,
142.2 - AccoumaLns cepaeyHo-cocyamcThix Xnpypros Poccum, ObLiepoccumnckasn obecTBeHHas opraHnsaumsa «Poccumnckoe
Kapauonoruyeckoe obuecTBo», Poccunckoe ObLwecTBO MeanLUMHCKMX [eHeTUKoB

IvnepTpoduyeckas kKapavoMmonaTnst — NPeEMMYyLLECTBEHHO MreHeTuYecKoe 3abonesaHne C rmneptTpoduen
MUOKapa, Yalle MEXKeNY404KOBOW NeEPEropoaKkU, He 0BbACHAEMOM TOMBKO Neperpy3kon JaBneHneM nnm apyrom
CUCTEMHOM NPUYMHON. PekoMeHaaLmMsa oXBaTbiBaeT MOATBEPXAEHME AMarH03a, UCKMIoHeHE GEeHOKOMUI, OLLEHKY
puycKa BHe3arnHowm cepaeyHon CMepTH, neveHne 06CTpyKUMK, CEPAEUYHON HeJOCTAaTOUHOCTU 1 GUBPUNNALUK
npencepanmn, a Takxke AnuTenbHoe HabnoaeHue.

FnaBHOe

« Y B3pocnbix 'KMI anarHoCTUpyoT Npu TonwmnHe cteHkn JTK =15 MM xoT4 6bl B 04HOM cermeHTe no SXOKT, MPT
nnn KT, ecnu runeptpodust He OBbACHAETCH UCKOYUTENBHO Harpy3Kkon AaBneHeM. Y poacTBeHHWKOB NpobaHaa
OVarHOCTUYECKMM CUUTaETCH YPOBEHD 13-14 MM.

"KMIT — anarHo3 ncknoderus: npy F’KMI-geHoTune Hy>XXHO UckaTb GEHOKOMUKW, BTOPUYHYIO TMNepTpohUio U
creunduyeckme NpUUnHbI, Mpexae BCero TPaHCTUPETUHOBbIN U AL-aMnMnonaos.

O6cTpykTHBHOM cumTatoT FKMIT npu rpagueHTe B BbixoAHOM TpakTe JTK =30 MM PT. CT. B MOKOE Unv npu
NPOBOKaLLMW; reMOANHAMUYECKM 3HaUMMast OBCTPYKLLUS, MPW KOTOPOW TPebytoTcs bonee MHTEHCUBHaS Tepanua
WU XMPYpPrudeckme/saHOoBaCKyNapHbIe MeToAbl neveHns, — =50 MM pT. CT.

MNatnneTHWU puck BCC oLeHMBaOT Npu NepBruYHOM 06CneaoBaHumn 1 MOBTOPAIOT Kaxable 1-3 roaa nnéo npu
n3MeHeHun cocToaHmA. Mogenb HCM Risk-SCD npuMeHstoT y naumeHTos ¢ F'KMI B Bo3pacTte =16 net 6e3
nepeHeceHHOM OCTaHOBKM cepALLa Unm CNoHTaHHOW ycTonumnBor XT ¢ noTepent CO3HaHUSA Unu
reMoAMHaMUNYECKMMU HapYLLEHWUSIMU.

CopeBHoBaTe/bHbIN CMOPT Y BbICOKOUHTEHCUBHbIE Harpy3ku npu MKMIT npoT1BonokasaHbl HE3aBUCUMO OT
BO3pacTa, 06CTPYKLMM, paHee BbiMonHeHHoM pedyKkumn MXIT nnm umnnanTauum K. BonbWwWWHCTBY NaLMeHToB
PEKOMEHYeTCA PaCCMOTPETb BO3MOXHOCTb GU3NHECKMX YNPaXHEHU NErkKon M yMEepPeHHON UHTEHCUMBHOCTH
nocne BCECTOPOHHEN OLLEHKM.

MaLMeHTbl Hy>XOaTCA B NOXU3HEHHOM HAaBMIOAEHUN: Y KIMHUYECKN CTabunbHbIX 60MbHbIX T T-OXOKI BbINOMHAOT
kaxable 1-2 roga, 48-yacoBoe XM — kaxable 12-24 MecsLa, Harpy3o4yHoe TeCTUpOBaHne — kaxable 2-3 roga, MPT
— Kaxgble 5 ner.

OunarHocTuka

1. CobepuTe Xanobbl U aHaMHe3, BKKoUYas CeEMenHbIN aHaMHe3 [0 TpeTbero nokoneHus: BCC, cepaeyHyto
HeLOoCTaTOYHOCTb, CUHKOME, MnnaHTaumio 3KC, MHCYNbT B MOMTOAOM BO3PacTe K CUCTEMHbIE 3a60neBaHus.
YTOUHUTE NEPEHOCUMOCTb Harpy3Kku; NP1 ManoCcUMNTOMHOM TeYEHUN UCMOMb3YNTE MakCUMarbHYO NePeHOCUMYIO
Harpysky v aMHamMunky romMapkepoB XCH a1 BbIIBNEHWS CKPbITHIX OFrPaHUYEHWHN.

2. BoinonHute puamnkanbHoe obcnefoBaHue: namepbTe ALl B pasHbiX MONOXeHUNAX, oleHuTe nynsc n YCC, nposeante
ayckynbTaumio. [py6bivi CUCTONMMYECKUI LLYM BbIBPOCA, YCUMUBAIOLLMNCS NP BCTaBaHWUW, Harpy3Ke, Taxmkapamu,
npobe BanbcarnbBbl M MpuemMe nepndepnyecknx Ba3oannaTaTopos, NOAAEPXMBAET Hanuumne ob6CcTpyKummn BTITX.

3.MNpoBeaunTe pyTUHHbIE NTabopaTOPHbIE NCCNeAoBaHNA: OBLLUMI aHanM3 KPOBK 1 MOYU, BUOXUMMUIO C OLLEHKOW
3NEKTPONNTOB, MIOKO3bI, NMUMWUAOB, MEYEHOUHbIX MOKa3aTenen, KpeaTuHKMHa3bl, MOYEBMHbI, KpeaTUHUHA,
eunnpybuHa n Mo4eBOM KUCNOTHI, a Takxke pacdeT pCKO. NT-proBNP v TpOMOHWHbI HE BXOAAT B PYTUHHbBIN Habop, HO
aCCoOLMMPOBaHbI C BbIPAXEHHOCTbIO AUCOYHKLUMU, TMNePTPOOUM U GYHKLIMOHANBHBIX HAPYLLEHNI;
AvcrnponopumoHasnbHo Beicokuii NT-proBNP cneflyeT yunThiBaTh NPy AnddepeHLmanbHOn AnarHoCcTuKe
ammnonaosa.

4. 3aperucTtpupynTe SKIM npu nepsBryHOM 0b6cnenoBaHun 1 fdanee kaxasle 1-2 roga; npy cepaLedbueHn nnm
rONTOBOKPYXeHWW nposeanTe anutensHoe XM bonee 48 yacos, onTuManbHo 48-72 yaca. Y CTabunbHbIX NaLMeHToB
XM noBTOPSAOT Kaxdble 12-24 mecAua, a Npy CUHYCOBOM pUTMe u1 pasmepe I =45 MM — kaxable 6-12 MecsLeB.

5. BoinonHute TT-OXOKI™ ¢ npobow Banbcanbsbl, UaMepbTe TOMWKWHY JTK BO BCeX CerMeHTax, OLeHUTe
avactonuyeckyto GyHkumto, I, MUTpanbHyto peryprutaumio n rpaaneHT B BT/TK. Y CUMNTOMHbBIX MaLMeHTOB npu

LLikona CeyeHoBa - WKkonaceyeHoBa.pd/cr/283 - y4ebHas BbiXMMKa, CBEPANTECH C opuLIManbHbiM TekcTom KP 113



rpaaneHTe <50 MM pT. CT. npoBeanTe cTpecc-OXOKI™ Ang noncka NnpoBoOLMPyEMOn OBCTPYKLMM U CTpecC-
WHOYLMPOBAHHOW MUTParbHOW peryprutaLmu.

6. Mocne ycTtaHoBNEHWA anarHo3a BbinonHuTe MPT cepaLua C KOHTPacTUpOBaHWEM Kak MUHUMYM OLIMH pa3, eCnv HeT
NPOTMBOMOKAa3aHU, ANA YTOUHEHWA aHaTOMKK, OLLEHKM HUBPO3a, annkanbHOM aHeBPU3Mbl U UCKTIOYEHUA
deHokonun. Pnbpo3s =15% maccol JK nosbiwaeT puck BCC.

7. MNpv nogo3peHun Ha AL-amMrnonaos NPoBOAAT UMMYHOPUKCALMIO NErkux Lenen MMMYHOrTo6YynMHOB B KPOBU U
Moue 1 UccnefoBaHne CBOOOAHbIX NErknx Lenew C OLLEHKOM MX COOTHOLIEHNS.

8. MNpw NoJ03peHnn Ha TPaHCTUPETUHOBBIN aMUIOVMAO3 BbIMOMHAOT CLMHTUIpaduio Mrmokapaa ¢ 99mic-
nupodocdaTom. HakonneHune cteneHn 2-3 B codeTaHun C aHannaamm Ang ncknoveHna AL-ammnovnosa
noareepxanaeT ATTR-KMIT; npy COMHUTENbHbIX pe3ynbTaTax MOXET NOTPeboBaTbCA 3HAOMUOKaPANaNbHasA
éuoncus.

INNeueHue

« [pn 6eccMMNTOMHON HeOBCTPYKTUBHOM [KMIT He HasHavanTe 6eTa-anpeHob10KkaTopbl v Bepanamun/
AMNTUA3eM: AOKa3aHHOM NoMb3bl Ans 3Torn cuTyaumn HeT (EOKIIIC, YOO 5, YYP C). Y 66CCUMMNTOMHbIX B3POCTIbIX C
06CTPYKLMEN MOXHO PAaCCMOTPETL 6eTa-aapeHo610KaTop UK Bepanamun Ansa CHuxeHnsa rpaamenTa (EOK b C,
YOO 4, YYPC).

Mpu cMMITOMHOM 06CTPYKTUBHOM ['KMIT HaunHaTe npenapatsl C MUHUMaIbHbLIX 403 Y MeONEHHO TUTPYITE.
MNepBas NMHWSA — 6eTa-aapeHOH10KaTOP A0 MAKCUMarTbHO MEPEHOCUMOW [O3bl; NPW HENEPEHOCUMOCTU UMK
NPOTVBOMNOKa3aHUAX — Bepanamu, 3aTeM MOXHO paccMoTpeTb avnTuasem (EOKIB, YOO 3, YYP B; EOKIB, YOO 2,
YYPB; EOKllaC, YOO 2, YYPB).

MpY OCTPOW rMNOTEH3MM Ha GOHE OBCTPYKLLMM, HE OTBEYaIoLLEN Ha BBEAEHWE XUOKOCTU, MPUMEHANTE
BHYTPUBEHHbBIN GEHUNIGPUH UK OPYron Ba30KOHCTPUKTOP 6€3 MHOTPOMHOW aKTUBHOCTW, OTAEMBbHO UMW BMECTE C
6eTa-agpeHobnokaTopoM (EOK IC, YOO 5, YYP C). Mpu 06CTPYKLUMM HE PEKOMEHYIOTCA OpraHMyeckue HUTpaThl,
NMHrMBUTOPLI hocdhoamacTepasbl, AUrMAPONMPUANHOBBLIE 6NIOKaTOPbI KanbLMEBBIX KAHANOB U ANFOKCUH; BEpanaMun
He pekOMeHAYyeTCs NPy CUCTEMHOM MNOTEH3WUM U BbIPaXEHHOW ObILLKE B MOKOE.

Pepnykumna MXI1 nokasaHa npu o6¢TpykTBHOM 'KMIT ¢ cumnTomMamm XCH 1 noBTOPHbIMM O6MOPOKaMU HECMOTPSA
Ha OMNTUManbHYO MEANKAaMEHTO3HYIO Tepanuio; nod 06CTPyKUMEN, ABNAIOLLENCH OCHOBaHMEM And peaykumm MXTT,
NOHWMaIOT rpaaneHT BT/TK =50 MM PT. CT. B MOKOE UMW NPy MakCUMaribHOW NpoBoKauun. [NpoLuenypy BbiNOMHSAIOT B
OMbITHOM LLEHTPE MYNbTUANCLIUMNIMHAPHOM KOMaHOoM (EOK B, YOO 4, YYPC).

Mpu 06¢TpyKTMBHOM KM ¢ XCH NepBon MMHWEN CNYXUT HEBa3oAUNaTUPYOLWMI beTa-aapeHobnokatop. Mpu
MpU3HaKax 3aCTos AOMYCTUMbI HU3KWE [O03bl METNEBOrO UM TUasMaHOro AMypeTrKa C KOHTPOMIEM MMMIOBONEMUN;
WMATI®/APA 1 IMrOKCWH Ny 06CTPYKLMN HE PEKOMEHLYIOTCH 13-3a pUCKa yBenndyeHus rpaameHTa BT/IK (EOK lla B,
YOO 2, YYPB; EOKIIC, yOAS5, YYPC).

Mpu @I BCceM naumeHTam ¢ F'KMI npu OTCYyTCTBUM NPOTUBOMOKA3aHWUM Ha3HaYaoT aHTUKOarynsHT He3aBnCUMO OT
CHA2DS2-VASc: BapdapwH ¢ LenesbiM MHO 2,0-3,0 nnbéo faburatpaH, pyBapokcabaH Unm anvkcabaH.
AHTUKOArYNALMIO MPOAOIXAKT NMOXU3HEHHO Aaxe NPy CTOMKOM BOCCTaHOBMEHWM CHYcoBoro putMa (EOK IC, vOO
2,YYPA).

HenaBHO BO3HMKLLYIO O MPOAOMKUTENBHOCTHIO MEHEE 48 UaCOB KyrUPYIOT 3M1EKTPUYECKON 1
dapMakonorm4yeckomn kapamosepcuen ¢ BHyTPMBEHHbIM aMUOAaPOHOM. ECM ANMTENbHOCTbL NapoKCH3ma
HEeM3BECTHA, NaLMEHT He NoNy4aeT NOCTOAHHYIO aHTUKOAryAHTHYIO Tepanuio Unn ANMTENbHOCTb NPEBbILaeT 48
4YacoB, MCMNOMb3YIOT paHHIOK Kapanosepcuto nocne Yr-OXOKI™ 6e3 TpoMba ¢ 0653aTeNbHOM aHTUKOarynsaHTHOM
noJAepXKon NMBOo NO3AHIOK KapaMoBepCHto Nnocsne 3 Hefenb aHTUKoarynaumm; nocne Kapamosepcun ang
NpodUNakTVKL peLwmanBa HasHadaoT ammodapoH (EOK llaC, YOO 5, YYP C; EOK lla B, YOO 4, YYP C).

MK pekoMeHayoT Npy nepeHeceHHon oCTaHOBKe cepAua 13-3a XT/®X nnv cnoHTaHHon yctonumson XT ¢
rnoTepein CO3HaHNA UM reMOANHaMUYECKMMN HaPYLLIEHWUAMM, ECNI OXMAaeMast MPOAOIKUTENBHOCTb XN3HM
npesbiWwaeT 1roa. [ns nepsuuHon npopunaktikn UK pekomeHayoT npu naTuneTHeM pucke BCC =6%; npu pucke
4-<6% ero pekoMeHayoT Npu 3HaunTenbHOM MNMHI, OB /1K <509 nnu anvkanbHOM aHeBpu3Me, a 6e3
LOMONHUTENbHBIX HPaKTOPOB PUCKa BO3MOXHOCTb yCTaHOBKM VK[ MOXHO paccMOTpeTb. Npu pucke < 4% yCTaHOBKY
VK MOXHO pacCcMOTpeTb Npu 3HaunTensHoM MHE, ®B /X <50% wnm anvkansHor aHespuame (EOK 1B, YOO 5, YYP
C;EOKllaB, YOO 3, YYP A; EOK lla/llb B).
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Korpa HanpaBuTb ¥ KaKk HabnoaaTb

« HanpaBnanTe naumeHTa B LEHTP C MyNbTUONCLMNIMHAPHOM KOMaHAOW NPWY HEACHOW NPUYMHE rMnepTpodun,
TSXENbIX CUMMTOMAX UITN MOBbILLEHHOM PUCKE OCNOXHEHWI; BCeM NaLumeHTam ¢ FKMI pekoMeHaoBaHO
obcnenoBaHue 1 neveHne B Takux LLeHTpax.

« MNnaHoBag rocnuTann3aLmns HyxXHa A5 UCKTIOYEHNA GEeHOKOMUI U crneumarbHbiX nccnenoBaHumn, nogoopa
CNoXHOW Tepanuu, Hadana 6eTa-aapeHobriokaTopa 1nv Bepanamuna c TMTposaHeM nof koHTposem OKT, a Takxe
npv pedpakTEpHOCTH K papMakoTepanum 1 Hannmuum nokadaHuin K CM3, 3CA nnm 3KC.

« OKCTPEHHO rocnuTanmanpymnTe npu nporpeccupoBaHun XCH, oTeke nerkux, MHCYNbTe, ONacHbIX HapyLIEeHNUSIX
puUTMa 1nn NpoBoaANMOCTH, cnHkone, OKC nnv npepoTepalleHHon BCC.

« XeHwuHbl ¢ TKMI, ocnoxHeHHon XCH v ancoyHkumen JTK, Bkitoyas avnaTaumoHHY0 CTaauio Unv npucoemHeHne
PECTPUKTUBHOIO pEeHOTUMa, OTHOCATCH K IV Knaccy MaTepuHCKOro pucka, 1 6epeMeHHOCTb UM NPOoTUBOMNOKa3aHa.
Mpu rpagnenTe BT/TK >50 MM PT. CT. MMM CMIOXHbIX HAPYLUEHWSAX PUTMa PeLLeHMe O BO3MOXHOCTU MN1aHMPOBaHNS
NN NPOAOIKEHNSH 6EPEMEHHOCTU MPUHMMAET MYbTUANCLMUNNMHAPHbIA KOHCUMTNYM.

YacTble BOMNPOChHI

Kakow nopor TonwmHbl MMoKapaa noaTeepxaaet N’KMM?

Y B3poC/bIX — =15 MM B OAHOM WU HECKOSbKMX cermMeHTax JTK, ecnv runeptpopusa He 0O6bACHAETCA TONBKO
Harpy3kow gaBneHneM. Y poaACTBEHHWKOB NpobaHaa AvarHOCTUYeCKM Anana3oH cocTaBnsaeT 13-14 Mm.

Korpa o6¢cTpykuuto BT/TXK cunTatoT 3Ha4nMon?

O6cTpykTnBHas 'KMI onpenenseTcs npu rpaaveHTe =30 MM PT. CT. B MOKOE WUNW Npu NpoBoKaLmun. [1na 6onee
WMHTEHCUBHOWM Tepanmm Unmn Xmpypruyeckmx/aHa0BacKyNsApHbIX METOAOB NeveHns 0bblMHO TpebyeTcs rpaameHT =50
MM pT. CT.

YTO Ha3HayaTb NepBbIM MPU CUMMTOMHON 06CTPYKTUBHON TKMIM?

HaunHatoT ¢ 6eTa-anpeHobnokaTopa, NocTeneHHo noaévpas MakC1ManbHO NepeHoCMYIo fo3Y. [pu
HEeNnepeHOCMMOCTU UINN NPOTUBOMNOKa3aHNAX NCMOMb3YKOT BeparnamMun, a 3ateM MOXHO PaCCMOTPETb ANNTUA3EM.

HyxHa nu aHTukoarynaumsa npu @1, ecnv CHA2DS2-VASC HU3KUIN?

Oa. Mpun T’KMTIT 1 napokcuamMansHOW, NepCUCTUPYOLWLEN 1y MOCTOAHHOM @Ol npu OTCYTCTBUM NPOTUBOMOKa3aHNM
aHTUKOArynaHT Ha3HavaloT He3aBrCMO OT CHA2DS2-VASC 1 NPOAOMXKaoT NOXU3HEHHO, Aaxe Nocie CTOMKOro
BOCCTaHOB/EHUSA CUHYCOBOIrO pUTMa.

Korpa nokasaH VK[ ans npodunaktukm BCC?

Mocne ocTaHOBKM cepAua 13-3a XT/®X nnm npu CNoHTaHHOM YCToMYMBOM XT C NoTepen CO3HaHUS U
reMoAnMHaMUYecknmmn HapyLeHnammn KO pekoMeHayoT Npu OXMaaeMon MPpOAOMKUTENBHOCTY X13HKW 6onee 1roaa.
[na nepsuuHon npodpunakTnku MK pekomeHayoT npu natuneTHem pucke BCC =6%; npu pucke 4-<6% ero
PeKOMEeHAYIOT Npw 3HaumTensHoM MHI, ®B JTX <509 nnun annkansHon aHeBpu3me, a 6€3 OoNOMHUTENbHbLIX GaKTOPOB
prcKa BO3MOXHOCTb YCTaHOBKM MOXHO PacCMOTPETb. [1pu pucke < 4% yCTaHOBKY MOXHO PaCCMOTPETb MPU 3TUX
OOMONMHUTENbHBIX PaKTOpax.

BbIXuMKa caenaHa no TeKCTY pekoMeHAaLmmn U He 3aMeHsieT ero. MonHbI oduLmanbHbI TEKCT, KanbKyNsaTopbl U COKpaLLEéHHasa BepCus:
https://iukonaceyeHoBa.pd/cr/283-gipertroficheskaya-kardiomiopatiya. OduumanbHbIn CTOUHKK: https://cr.minzdrav.gov.ru/preview-cr/
283_2
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