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EBponeickue peKoMeHAALMUKU NO SIeYEHUIO NALMEHTOB
C XXeNnyA04KoBbIMM apUTMUAMMU U NpoPUNAKTUKE
BHe3anHou cepae4yHon cMeptu 2022 ropa:
KapauoMuonaTtum. Yro HoBoro?

T.H. HoBukoga, ®.W. butakosa, B.C. UrHatbesa, B.W. Hosukos, C.A. CaitraHos, B.A. LlepbakoBa

CeBepo-3anapHblii rocyAapCcTBeHHbI MeAULMHCKUIA yHuBepcuTeT UM. U.U. MeunmnkoBa, CankT-leTepbypr, Poccus

AHHoTauums

B o630pe npencraeneHa MHQOpPMaLUMs 0 HOBbIX MOKa3aHMAX, KOTOPbIMM CriefyeT PYKOBOACTBOBATLCA MpU AWArHOCTUKE
W NEYEHWM KeNyJ04KOBbIX HapYLLEHUI PUTMa Y MALMEHTOB C KapAuoMuonaTusMu. [laH aHanus coBpeMeHHbIX onpeseneHuii
U KnaccudmKaumi kapavommonatuin. NoapobHO paccMoTpeHbl BONPOCH! XeJyA04KOBbIX HapYLIEHWA pUTMa Npu pasHbIX de-
HOTMNaX KapAMOMMONATUIA, CTPaTUGMKALMM PUCKA BHE3AMHON CEPLEYHOI CMEPTU M ee NPO(UIAKTUKM.

KnioueBble cnoBa: JKeNynouKoBble apUTMUM; BHe3anHas CepfeyHas CMepTb; AWNaTauMOHHAas KapavuoMWonaTus;
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MWOKapS, XKemyA04KOB.

Kak uutnpoBatb

Hoswkosa T.H., Butakosa ®.W., UrHaTbesa B.C., Hosukos B.)., Caitraqos C.A., LLiepbakosa B.A. Eponeiickie peKoMeHAaLV N0 SIeYEHMI0 NaLMEHTOB C Xeny-
[J04KOBbIMY @pUTMUSMU 1 NPOGUIAKTKE BHe3aNHOW ceprieydHoi cmepTvt 2022 ropa: kapavommonatuu. Hro Hosoro? // Cardiac Arrhythmias. 2023.T. 3, N° 3.
C. 41-62. DOI: https://doi.org/10.17816/cardar567837

Pykonucb nonyyena: 29.07.2023 Pykonucb opobpena: 27.10.2023 Ony6nukoBaHa: 10.11.2023
A
5KO®BEKTOP Cratba poctynHa no muen3umn CC BY-NC-ND 4.0 Internationa

© 3ko-BexTop, 2023


https://creativecommons.org/licenses/by-nc-nd/4.0/deed.ru
https://creativecommons.org/licenses/by-nc-nd/4.0/deed.ru
https://doi.org/10.17816/cardar567837
https://doi.org/10.17816/cardar567837
https://crossmark.crossref.org/dialog/?doi=10.17816/cardar567837&domain=PDF&date_stamp=2024-01-16

42

REVIEWS Vol. 3 (3) 2023 Cardiac Arrhythmias

DOI: https://doi.org/10.17816/cardar567837

Review article

European guidelines for the management of patients
with ventricular arrhythmias and the prevention

of sudden cardiac death 2022: cardiomyopathy.
What's new?

Tatiana N. Novikova, Fatima . Bitakova, Valeria S. Ignateva, Vladimir I. Novikov,
Sergey A. Sayganov, Vladislava A. Shcherbakova

North-Western State Medical University named after I.l. Mechnikov, Saint Petersburg, Russia

Abstract

The review provides information on new indications that should be guiden the diagnosis and treatment of ventricular ar-
rhythmias in patients with cardiomyopathy. The analysis of modern definitions and classifications of cardiomyopathy is given.
The issues of ventricular arrhythmias in different cardiomyopathy phenotypes, risk stratification of sudden cardiac death and
its prevention are considered in detail.

Keywords: ventricular arrhythmias; sudden cardiac death; dilated cardiomyopathy; hypertrophic cardiomyopathy;
arrhythmogenic cardiomyopathy; restrictive cardiomyopathy; non-compaction cardiomyopathy.
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OB30PL

B HOBbIX €BPONECKUX PEKOMEHAALMSAX N0 JIeYeHUHo na-
LMEHTOB C XEeNyL0YKOBLIMA HapyLUEHUAMW puTMa 6osbLLUOi
pa3fen NocBsLLeH KapanommonatuaM. OOHUM U3 KIloYeBbIX
K/IMHWYECKUX CUMMTOMOB 3TUX OTHOCUTENbHO pefKux 3abo-
NeBaHMI MOryT BbITb HapyLueHns putMa cepaua. Knaccuue-
CKWM OC/OXKHEHWEM DOMBLUMHCTBA KapAYoMUONaTUin ABNSET-
CA BHe3anHas cepaeyHas cMepTb (BCC).

Paccmotpum kapamommonatun (KMI) B Toid nocnenosa-
TeNbHOCTW, B KOTOPO/ OHW MpefcTaBfieHbl B €BPOMENCKUX
PeKOMEHJALMSX.

llunataumoHHas KapauoMuonartua

[vnataumoHHaa kapamomuonatua (OKMIN) xapakTtepu-
3yeTca Aunataumein U CUCTONMYECKON AMCOYHKUMEN NeBo-
ro xenyaoduka (JIK) unn oboux enyaouKoB, He CBA3AHHOM
€ vweMmnyeckon bonesHbto cepaua (MBC) unu aHoManbHbIMU
reMoMHaMUYECKUMM Harpy3kamu (apTepuanbHas runep-
TEH3Ws, KnanaHHble nopoku) [1, 2]. BHesanHas cepaeyHas
cMmepTb uMeeT MecTo Y 12 % naumentos ¢ [IKMI u cocTasnset
25-35 % B 06Lwei cTpyKType npuumnH cMepTu npu JKMIT [3-5].

Yacrota BctpevaeMoctvt [IKMI, no gaHHbIM nuTeparty-
pbl, cocTaBnset 1 cnyyain Ha 2500-2700 yenosek B nonyns-
umm [6, 7]. OgHaKO UCTMHHAA YacToTa BCTPEYaeMoCTH, CKopee
BCEro, BblLLE.

MpuumHbl nosienenns y naumenta JKMI MoryT BbiTh
FeHEeTUHECKUMM, NPUOBPETEHHBIMU U CMELIaHHbIMU, KOrAa
reHeTMYecKas NpeapacnosioKeHHOCTb peannyeTcs Ha doHe
BHELUHWX PaKTOpOB, HaNpUMep, TaKWX KaK Npej- 1 nocsepo-
L0BbIi NepuoA, 3noynotpebneHne anKoroneM, XumuoTepa-
nusa u apyrue [8]. MaToreHHble MyTauuu BbISBASAIOT Y 25-55 %
6onbHbIx AKMI1, npecbnagaet ayToCOMHO-AOMUHAHTHBINA TUM
HacneposaHus [2]. Yalwle opyrux obHapyMMBaKT MyTauuu
B reHax TutuHa (TTN) (31 %), namuHoB (LMNA) (14,3 %) [9].
MyTauun B TaKkux reHax, kak LMNA, PLN (reH, KoampyoLmi
benok docponamban), RBM20 (reH, Koaupytowwmii TpaHc-
KPUNUMOHHBINA aKTop cnnavicunra) u FLNC (reH, Koampyto-
wmii dpunammu C) cBA3aHbI C BLICOKUM PUCKOM Xey[04Ko-
BbIX aputMmii (A) u BCC [10-14]. Hocutenn LecMoCOMHbIX
n LMNA BapuaHTOB MyTauMil UMeIOT BbICOKYt0 YacToTy A
n BCC, KoTopas He 3aBUCUT OT BeIMUMHBI PpaKumm Boibpoca
(®B) JTH [14]. BbisBNEHKWe NaTOreHHbIX MyTaLmii UTpaeT Ba-
Hyt0 ponb B cTpaTudmKaumm pucka BCC.

®eHoTUN, 0COBEHHO NMPU FEHETUYECKM JeTEPMUHUPOBAH-
HOM 3abosieBaHMM, Ha MOMEHT MaHubecTaummn 3aboneBaHus
MOXET He COOTBETCTBOBATb CTaHAAPTHbIM KpUTEpUSM 3a-
boneBaHMsA U MeHATLCA CO BpEMeHeM. Tak, Ha paHHWX CTa-
Avsx 3ab0neBaHus Y nauMeHTa MOXET UMETb MEeCTO b
cHxeHne OB 6e3 aunataumm kamep cepaua. B 3Toit cesisu
bbina npeanoxeHa Hoeas Kateropua JKMI — runokunetu-
YecKas HegunaTtaumoHHas Kapamommonatus (THAKMIT) [8].
FHAKMN onpepensetcs Kak 3aboneBaHue, XapaKTepusyro-
LLieecs NeBOXENYA04YKOBOM UM BUBEHTPUKYNAPHOM r1obanb-
Hol cucTonmnyeckon ancdyHkumein (OB JIHK < 45 %) 6es ou-
natauuu, Npu 3TOM CUCTONMYECKas OAUCPYHKUMA He CBA3aHa
C aHOMasbHBLIMM Harpy3Kamu Ha MUOKapL Uin 3aboneBaHueM
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KOpOHapHbIx apTepuid [8]. B eBponenckux peKoMeHaaLmsx
Mo BEeJEHUI0 MALMEHTOB, CTPAJAOLLMX KapAMOMUONATUSMM,
2023 ropa faHHOMY CMHAPOMY yaeneHo ocoboe BHUMaHMe.
MpeanoxeHo, Bo-NepBblX, 3aMeHUTb TEPMUH «TUMOKUHETUYE-
CKas HeAUNaTaLMOHHas KapAMOMMONATUA» Ha «HeaWnaTauu-
OHHas NeBOXeJyA0uKoBas KapauoMuonatus» (HIJTHKMI)
u, Bo-BTOpbIX, Bolgenute HIJTIXKKMIT B KauecTBe HoBoOro
camoctoATeNbHOro GeHoTMna Kapavomumonatuin [15]. Bee-
AeHHblii B 2023 rofly TEpPMUH «HeaWUNaTaLMOHHAsA IEBOXENY-
[04YKOBas KapamoMuonaTtus» oKasblBaetca boniee LWMPOKUM
noHstveM, yem THOKMI. HITHKKMI xapaktepusyetcs Ha-
JIYMEM HeuLLeMUYecKoro pybLieBaHWs UM X1poBOro nepe-
poxaeHus JTK He3aBUCUMO OT HaMYMS UAKM OTCYTCTBUA F10-
BanbHOro MK JIOKANBHOT0 HApYLIEHUS MOABUXHOCTYA CTEHOK
UNW N30/IMPOBAHHON FN00abHOM MMNOoKUHe3Nen cTeHok JTK
6e3 pybueBaHus. OueBMAHO, YTO XeENYA0UKOBbIE HAPYLLIEHUS
pUTMa XapaKTepHbl M 1A 3Toro 3aboneBaHus.

KoMnnekcHbin nogxon npu guarHoctuke JKMIT oueHb
BakeH. Ponb axokapamorpadum (3xoKI), ocobeHHo Ha paH-
HUX cTaguax 3abonesaHus, HeocrnopuMa. MarHuTHo-peso-
HaHcHas ToMmorpadus (MPT) cepaua ¢ KoHTpacTMpoBaHWeM
no3BosnisieT He TobKo onpegenuts OB JIXK, Ho u BbisBUTL
yyacTku ¢ubposa U No Ux NOKaM3aLmM YTOUYHWUTL 3TMONO-
rvio (MeMnyeckas — cyb3H0KapAManbHbIN, TpaHCMYpanb-
HbI MbpP03, N0 NIOKaNM3aLmMM COOTBETCTBYIOLMIA BaccenHy
KpOBOCHabKeHMs onpefeneHHON KOPOHapHOM apTepuu; He-
UweMuyecKas — aUddY3HbIA MHTEPCTULMANBHBIN MHTPaMY-
panbHbIM, cyb3anuKapavanbHblid prbpos nnbo cybaHaoKapan-
anbHbIiA, HO He COOTBETCTBYIOLLMIA DacceliHy KpoBOCHabKeHMs
onpeAeneHHol KopoHapHoii apTepun) [16, 17]. Kpome Toro,
AaHHble MPT Hapsagy ¢ reHeTUYeCKUMM AaHHBIMW MOTYT Cro-
cobcTBOBaTL CcTpaTUduKaumm pucka BCC [2]. Mo paHHbIM
MeTaaHanu3a 29 uccnefoBaHui, 06beAMHUBLLErO pesynbTa-
bl MPT 06cnepoBanuns 2948 ctpapatowmx AKMIT naumneHTos,
no3gHee KOHTPACTHOE YCUNeHMe curHana ragonuHueM (late
gadolinium enhancement — LGE) accouummpyetcs ¢ yBenu-
YEHUEM PUCKA apuUTMMYECKOW KoHeyHoW Touku (FKA u BCC),
Cepbe3HbIX CePAEYHO-COCYAUCTBIX COBBITMIA U CMEPTYU OT BCEX
npuuvH [18]. HepasHee wuccneposanue 1020 naumeHTtoB
¢ KM nokasano, uto Kak LGE, Tak u ®B JI} asnsatotca
MapKepamu puUCKa CMepTU OT BCeX MPUYMH W CepAeyHO-Co-
cyamcToi cMepTu, Ho Tonbko LGE cBsizaHo ¢ puckom BCC [19].
PekomeHAaLMM NoaYepKUBAKOT BaXHOCTb BbinonHeHus MPT
CepAlLa C KOHTpacTMPOBaHWEM MaLMEHTaM, CTpajalolwinM
OKMI/THOKMI.

Peructpauws anektpokapanorpamm (3Kl pekomengosa-
Ha He TOJIBKO MaUMEeHTaM, HO M MX POLCTBEHHUKAM MepBoiA
NMHWK popcTBa. Hanuume natonorum cUHYCOBOTO UM aTpuo-
BEHTPUKyNspHoro (AB) y3noB, 4alle BCero B co4eTaHWM
c 6nokanamu HoxeK nydka lmca, npy MaHudecTaumm 3abo-
NeBaHUsi B MOJSI0,0M BO3pacTe AOJIKHO Bbi3biBaTb NOA03pe-
Hue Ha LMNA-accouuvpoBatHyto IKMI ¢ HebnaronpuaTHbIM
nporHo3om [20].

PexoMeHpaLmm no reHeTMHECKOMY TECTUPOBaHUIO Npej-
cTaBneHbl B Tabmmue 1 [2].
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PekomeHaaumm no 06cneaoBaHMIo NaLMEHTOB U UX poj-
CTBEHHWKOB NMPeACTaBeHbl B Tabnmue 2 [2].

B eBponenckux pekoMeHaaumsx 2022 rofa npueeseH an-
FOpUTM CTpaTMGUKALMM PUCKA U NEPBUYHON NPOPUIAKTUKH
BCC y naumenTos ¢ AKMIN/THAKMI (puc. 1) [2].

YuntbiBas Bbicokuin puck BCC, naumeHThl, cTpagatolume
OKMTI, HyxpalTca He TONMbKO BO BTOPUYHOW, HO U B Nep-
Bu4Hoi npodmnaktuke BCC. B eBponeinckux pekoMeHpa-
umsx 2022 ropa LaHbl YeTKMe yKa3aHus, KOMY MoKasaHa
nepBKUYHan 1 BTopuyHas npodunaktuka BCC. B cBasu ¢ TeM,
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4TO OCHOBHBIM KiMHWYeckuM npossneHueM OKMI/THOKMI
AB/SETCS XPOHMYECKas cepAedHas HegocTatouHocTb (XCH),
neyenme XCH, B co0TBETCTBUM C AEMCTBYIOLLMMM PEKOMEH[A-
umaMm, 06s3aTenbHO He MeHee YeM 3a 3 Mec. 0 MPUHATUS
pewwenus 06 umnnaHTaumum UKJ ¢ uenbio nepBuyHOi npo-
¢unaktukm BCC [2]. NoBTopHas oLeHKa cepeyHoii hYHKLMM
M KIMHMYECKOro CTaTyca nauueHTa mocne 3-MecsyHom on-
TUManbHoi MeauKaMeHTo3Ho! Tepanuu (OMT) Heobxoamma
nepes NepBUYHON NPOGUNAKTUYECKOH UMMNAHTaLMEN Kap-
pvoBepTepa-aedubpunnsatopa. OB JIXK Ha doHe OMT moxket

Tabnumua 1. PekoMeHpaumm Mo reHeTUHECKOMY TeCTUPOBAHMIO MPW AWNATaLMOHHOMN / TUMOKUHETUHECKON HeaWaTaLMOHHON KapAuoMMonaTii
Table 1. Recommendations for genetic testing for dilated/hypokinetic nondilated cardiomyopathy

Pekomenpauus

Knacc
noKasaHui

YpoBeHb
[D0Ka3aTesIbHOCTU

l'eHeTUYeCKOe TeCTUpOBaHKe, BKIoYatoLLee Kak MuHuMyM redbl LMNA, PLN, RBM20 v FLNC, B

pekoMeHayeTca naumeHtam ¢ JKMI/THOKMI u

— HapyLUeHMAMM aTPUOBEHTPUKYNAPHOIA NPOBOAMMOCTH B Bo3pacTe Ao 50 ner;

unu
— € ceMeiHbIM aHaMHe3oM JIKMI/THOKMI;
um

— C/lyyas;MW BHe3arHoi CepfleyHoii CMepTU Y POACTBEHHMKA NepBoii CTeNneHu poacTBa

(B Bo3pacte o 50 ner)

leHeTUYeCKoe TecTUpOoBaHWe, BKItoYatoLee Kak MuiumyM LMNA, PLN, RBM20 v FLNC, cnepyet lla o
peKoMeHA0BaTh AN CTpaTU(UKaLMM p1cKa NaLmeHTaM € SBHBIMW CNOpaaNyecKUMm

JKMI/THOKMI, koTopble AMarHoCTMpyIOTCS B MOIOA0M BO3pacTe, UM NpW HanuuMu Yy nauueHTa

MpU3HaKOB, NOAO3PUTENbHBIX HA HACNeACTBEHHYIO 3TMOSIOrM0 3aboneBaHms

lpumeyarue: JKMIN — punataumoHHas kapavommonatus; FTHOKMI — runokuHeTnyeckas HeaunataumoHHas Kkapavommonatus; LMNA — reH spepHbIx
namuHoB; PLN — reH docdonambaHa, RBM20 — reH, KoaMpyHOLLMIA TPaHCKPUNLMOHHBIA dakTop cnnancunra; FLNC — reH dunamuna C.

Note: DCM — dilated cardiomyopathy; HNDCM — hypokinetic nondilated cardiomyopathy; LMNA — nuclear lamin gene; PLN — phospholamban gene,
RBM20 — gene encoding a splicing transcription factor; FLNC — filamin C gene.

Tabnuua 2. PekoMeHaaumu no 06cne0BaHMI0 NaLMEHTOB, CTPAAAIOLLMX AUNATALMOHHOM / TMMOKMHETUYECKO HeaunaTaLMoHHON Kapamo-

MUonaTuei, U ux POACTBEHHUKOB

Table 2. Recommendations for the examination of patients suffering from dilated/hypokinetic non-dilated cardiomyopathy and their

relatives

PekoMeHaauus

Knacc
noKasaHu

YpoBeHb
AOKa3aTeNIbHOCTH

MPT cepaua ¢ No3LHUM KOHTPACTHBIM YCUIEHWEM CUrHaNa rafofIMHNEM ClefyeT peKOMEHA0- lla B
BaTb NaumeHTaM, cTpagaowmmM OKMI/THOKMI, ons oueHKM 3TMONOTMM U PUCKA JKeya04KOBOM

aputmMum/BCC

MauwenTam, ctpagatowmm OKMIN/THOKMI, cnepyeT peKoMeHL0BaTb 3ieKTpodu3nonoruyeckoe lla B
uccnefoBaHue Npu HanMyMu B aHaMHe3e 00MOpOKa, NPUYNHA KOTOPOro 0CTaeTcs HeobbACHNMO

nocsie HeMHBA3MBHOW OLIEHKM

PopcTBeHHWKaM nepBoi MHWM poacTea naunenTos ¢ JAKMI/THOKMIT pekomeHayeTcs BbINOMHUTL

JKI v axoKapamorpammy, ecnu:

— WHOEKCHOMY NMauMeHTy ANarHo3 Obi1 NoCTaB/EH B BO3pacTte < 50 net unm MMetoTCs KIMHMYe-
CKMe MPU3HAaKK, YKasbiBaloLLMe Ha HacneaCcTBeHHY NPU4nHYy 3aboneBaHus;

unnu

— B CeMeliHOM aHaMHe3e umetotcs cnydan OKMI/THOKMI unam npexxaespeMeHoit BCC

PoacTeeHHWKaM nepBoii IMHUM POACTBA NauMeHTa ¢ ABHO cnopaauyeckoi OKMI/THOKMI mMox- llb C
HO pekoMeHaoBaTh BbinonHeHne KI 1 axokapanorpaduyeckoro 06cneaoBaHus

[pumeyaHue: BCC — BHe3anHas ceppeyHas cMeptr; AKMIT — punataumonHas kapanomuonatus; THOKMIT — runokuHeTnyeckas HeaunataumoHHas

Kapavommonatusi; MPT — MarHuTHo-pe3oHaHcHas ToMorpadus.

Note: SCD — sudden cardiac death; DCM — dilated cardiomyopathy; HNDCM — hypokinetic nondilated cardiomyopathy; MRl — magnetic resonance

imaging.
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0b30PHI Tom 3, N2 3, 2023 Cardiac Arrhythmias

MaumenTsl ¢ AKMI/THOKMI

MPT (Knacc lla)

v

lNopo3peHue Ha npuumHy, TpedytoLuyio @_, JleyeHue cneundUyeCKON NPUYKHEI, HaNpUMep,
CcreLnu4ecKoro neveHms BOCManuUTesbHbIX 3aboneBaHuit

[CEMEVIHI:IVI aHamHe3 JKMI/THAKMI nnu cemeitnbii aHamHes BCC (< 50 ner, pOJJ.CTBEHHVIKj

nepBoii cTeneHu pofcTea) uiu AB 6nokaga < 50 net

Knacc lla  TeHeTnyeckuit Tect Kn-—> LMNA

<35% OB JIX 36-50 %
¢ ExceropHble

KL ( > 2 aKTopa pucka? ) e
Knacc lla E @

@ HeobbsAcHUMbIE NKA,
CMHKOM3 Knacc lla
WP (Knacc 1) an?cmlla

5-neTHui puck KA
=10 % un OB JIXX
<50 % unn HYXKT nm
AB 6bnokaga

DNa

WKL,
Knacc lla

Habntopenve

WKL
Knacc lla

Puc. 1. Anroput™ cTpatMdmKaumm pucka u nepBUYHON NPOGUNAKTUKM BHE3AMHOM CepAEYHON CMepPTW Y MaLMEeHTOB C AMaTaLMOHHON
KapAvoMMonaTueld / TMMOKUHETUYECKOI HEAMNATaLMOHHON KapAvoMuonaTven [2].

AB — atpuoseHTpukynsipHas; BCC — BHe3anHas ceppeyHan cMepth; [IKMI — aunataumonnas kapanomuonatus; THAKMIT — runoku-
HeTMYecKasl HefiuraTaLMoHHas KapavomuonaTus; A — enyaoukosble aputMum; UMP — uMnnaHTMpyeMble NeTyieBble perncTpaTopel;
VK[ — vmnnaHTMpyeMbiit KapavosepTep-aedubpunnatop; JIIK — nebin wenynouek; MPT — MarHuTHo-pe3oHaHcHas ToMorpagus;
HYXT — HeycToiumBa enyaoukoBas Taxmkapamns; YMMKT — ycToiumBas MoHOMop®Has XenynoykoBas Taxukapaus; ®B — ¢pakums
Bblbpoca; IOU — 3nekTpodusnonornyeckoe uccnenoBanne; LMNA — reH snepHbIX 1aMUMHOB

2 0bmopoky, ¢urbpo3 npu MPT cepaua, MHAYLMpYeMbIe YCTOAYMBLIE MOHOMOP(HLIE XefyA04KOBbIe TaxuKapaum npu sHao3ON, natoreH-
Hble MyTauvm B LMNA, PLN, FLNC v renax RBM20. ® CornacHo pexomeHaaumam ESC 2018 rofa no AnarHocTuKe v niedeHnio 06MopoKoB.
Fig. 1. Algorithm for risk stratification and primary prevention of sudden cardiac death in patients with dilated cardiomyopathy/hypokinetic
non-dilated cardiomyopathy [2]

AV — atrioventricular; CMR — cardiac magnetic resonance; DCM — dilated cardiomyopathy; HNDCM — hypokinetic non-dilated
cardiomyopathy; ICD — implantable cardioverter defibrillator; ILR — implantable loop recorder; LMNA — nuclear lamin gene;
LVEF — left ventricular ejection fraction; N — no; NSVT — non-sustained ventricular tachycardia; PES, programmed electrical stimulation;
SCD — sudden cardiac death; SMVT — sustained monomorphic ventricular tachycardia; VA — ventricular arrhythmias; Y — yes

2Risk factors: unexplained syncope, pathogenic variants in PLN, FLNC, or RBM20, LGE on CMR, inducible SMVT at PES. ® The 2018 ESC
Guidelines for the diagnosis and management of syncope

CyLLeCTBEHHO ynyywntbes npu JAKMI, BbI3BaHHOM MUOKap- WKL, yMeHbLLAIOT PUCK He TOMBKO apUTMUYECKO CMepTH,
AMTOM unn MyTaumsmm TTN [2]. HO M CMepTM OT BCeX MpuymMH [2]. B To e BpeMs vacTble,
PekoMeHzaumm no nepBuyHoON NpodmnakTuke BHe3anHoi  6onesHeHHble paspagbl WUK]L yxyaolwaloT KauecTBO 3U3HU
cepreyHoii CMepTv NpefcTaBeHbl B Tabnmue 3 [2]. naumeHToB. MMnnantauns VK, umetowmx QyHKUMIO aHTU-
PexkoMeHAaLmm no BTOPUUHOM NPODUNAKTUKE BHE3aMNHOW  Taxukapautuyeckon ctumynsumm (ATC) m onTummsaums
cepieyHoi CMepTW NpefcTaBneHsl B Tabnuue 4 [2]. nporpamMmupoBanns UK, Moryt yMeHblwuTb KONWYECTBO
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46

REVIEWS Vol. 3(3) 2023 Cardiac Arrhythmias

Tabnuua 3. PekoMeHaaummu no nepeuyHOI NPodMNaKTMKe BHE3aMHOM CEpAEYHON CMEPTH Y NALMEHTOB, CTPAAAIOLLMX AUNaTaLMOHHON /
TUMOKWHETUYECKOI HEAMNATALMOHHON KapAroMMuonaTHeli

Table 3. Recommendations for the primary prevention of sudden cardiac death in patients suffering from dilated/hypokinetic nondilated
cardiomyopathy

Knacc YpoBeHb
PexkoMenaauus .
NOKa3aHuu AOKa3aTeJIbHOCTU
WmnnanTaumio MK[L cnenyet pekoMeHaoBaTh nauueHTaM, ctpagatoiwmm AKMI/THOKMI, cum- lla
NTOMaTM4ECKOi cepLiedHon HepocTatouHocTbio (knacc lI-I1l no NYHA) u ®B JIXK < 35 %
nocne = 3 Mec OMT
Wmnnantaumio UKL cnenyet pekoMeHAoBaTh nauueHTaM, ctpagatowmm JKMI/THOKMI, umeto- lla B

UMM naToreHHyto MyTaumio B reHe LMNA, ecnu npeanonaraeMblil 5-neTHU PUCK YrpOXKaLoLLIMX
YU3HM eNyLoUKoBbIX apuTMui = 10 %? u uMetotcs:

— HeyCcToHuMBbIE JKeNYA0UKOBbIE TaXMKapauu;

nm

— OB J1XK < 50 %;

uam

— UMeloTCS HapyLweHus AB npoBefeHus

WmnnanTaumio MK]L cnepyet pekoMeHaoBaTh naumeHTaMm, ctpagatoiymm JKMIT/THOKMI, lla C
npu ®B JTXK < 50 % v Hanuumm > 2 dakTopa pUcKa:

— 06MopoKuK;

— N03Hee KOHTPACTHOE yCUNeHUe CurHana ragonukueM npu MPT cepaua;

— WHAYLMPYEMbIE YCTOWYMBLIE MOHOMOP(HBIE EY[A04HKOBbIE TaxMKapauK npu 3HA03IOU;

— natoreHHble Mytauuu LMNA, PLN, FLNC v RBM20

[lpumeyanue: AB — atpuoseHTpukynspHoe; KMIT — gunataumonHas kapanomuonatus; MTHAKMIT — runokuHeTUyecKas HeaunataLMoHHas Kap-
avomuonatus; UKL — uMnnaHTMpyeMbiii KapanosepTep-nedubpunnatop; JIXK — nesblit xenyaouex; MPT — MarHuTHo-pe3oHaHCHas ToMorpadus;
OMT — onTuManbHas MefuKaMeHTo3Has Tepanus; ®B — dpakuus Beibpoca; ION — anexktpodusnonoruyeckoe uccnenosakmne; NYHA — New York
Heart Association; LMNA — reH sgepHbix naMuHoB; PLN — reH docdonambana, RBM20 — reH, KOAMPYIOLLMIA TPAHCKPUNLMOHHBIA GaKTop CnanicuHra;
FLNC — reH ¢mnamuHa C. @ Puck paccuutbiBaeTcs ¢ nomolubio kanbkynatopa LMNA-risk VTA calculator Risk Prediction Score for Life-Threatening
Ventricular Tachyarrhythmias in Laminopathies (https://Imna-risk-vta.fr/)

Note: AV — atrioventricular; CMR — cardiac magnetic resonance; DCM — dilated cardiomyopathy; HNDCM — hypokinetic non-dilated cardiomyopathy;
EF — ejection fraction; ICD — implantable cardioverter defibrillator; LV, left ventricul; NYHA, New York Heart Association; LMNA — nuclear lamin gene;
PES — programmed electrical stimulation; PLN — phospholamban gene; RBM20 — gene encoding a splicing transcription factor; FLNC — filamin
C gene. 2Based on the risk calculator LMNA-risk VTA calculator Risk Prediction Score for Life-Threatening Ventricular Tachyarrhythmias in Laminopathies
(https://lmna-risk-vta.fr/).

Tabnuua 4. PekoMeHpaLmmM No BTOPUYHON NpodUNaKTMKe BHe3anHoM cepAeyHoi CMepTU Y NaLMeHToB, CTPaAaloLLmMX AUnaTaumuoHHoM /
TUMOKMHETUYECKOI HeaMNaTaLMOHHON KapavoMuonaTveit

Table 4. Recommendations for secondary prevention of sudden cardiac death in patients suffering from dilated/hypokinetic nondilated
cardiomyopathy

Knacc YpoBeHb
PekoMeHpaums .
NoKa3aHuu AO0Ka3aTeJ/ibHOCTU
WmnnanTaums VKL pekomenayetcs naumneHtam ¢ JKMI/THAKMI, koTopble nepexunu B

BHe3anHble 0CTAHOBKM KPOBOOBPALLEHNS U3-3a XeSYA0UKOBbIX TaxuKapamii / dbubpuinaumm
KENYA0YKOB MIM UMEIOT reMOLMHAMUYECKU HEMepeHOCUMble YCTOHUMBbIE MOHOMOPGhHbIE
KENYL04KOBbIE TaXMKapLANM

KarteTepHyto abnsuuio B cneuuanuanpoBaHHbIX LieHTpax criefyeT peKoMeH0BaTh NaLMeHTaM lla C
¢ OKMIN/THOKMI v peumansmpytoLLMMK, CUMNTOMaTUYECKUMU YCTOAYMBBIMU MOHOMOPGhHBIMM

eny[04KOBbIMU TaxuKapausAMY, YacTbiMu paspsaamu VKL no nosony ycToiumBbIx

MOHOMOP®HBIX }KeNyA0YKOBbIX TaXMKapAuK, Npu HeaddEKTUBHOCTM, HAaNMYMU NPOTMBOMOKA3aHWI

WNM HenepeHOCUMOCTW aHTUApUTMUYECKMX NpenapaToB

[lobasneHune nepopanbHOro aMMoaapoHa unmn 3aMeHy beta-aapeHobnokartopa Ha cotanon lla B
cnefyeT pekoMeHaoBaTh naumentam ¢ JKMIT/THAKM n UK, KoTopble nepeHocsAT

peLuaMBUPYIOLLME, CUMNTOMATUYECKUE JEJTyL0YKOBbIE apUTMUM HECMOTPS HA ONTUMabHOE

nporpaMMUpoBaHuWe YCTPOICTBa M Nieyenne beta-aapeHobnokaTtopom

WmnnanTaumio MK]L cnepyet pekoMenaoBath nauventam ¢ IKMI/THAKMIT u reMoamHaMmyecku lla C
NepeHOCMMBIMM YCTONYMBBLIMWA MOHOMOP®HBLIM MKENYLOYKOBLIMU TaXMKapANAMM

pumeqarue: IKMIN — aunataumoxHas kapanomuonatus; THAKMI — runokvHeTyeckas HeaunataumoHHas kapavomuonatius; MK — umnnantupye-
MblIi KapauoBepTep-AedubpunnsTop.

Note: DCM — dilated cardiomyopathy; HNDCM — hypokinetic nondilated cardiomyopathy; ICD — implantable cardioverter defibrillator.
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pa3pagos WK, npoBoauMbIx B OTBET Ha KeNy[404KOBYH
Taxukapauio (XKT), Ho, TeM He MeHee, [OMOHUTENbHAA
MeJMKaMeHTO3Has Tepanus TpebyeTcs MpaKTUYeCKU Beer-
03 ANS YMeHblUeHWe cumnToMatuyeckux anusonos XA [2].
PekoMeHpauun no BbIBOpY aHTMApUTMMYECKOro npena-
pata 6a3supyloTca Ha pesynbratax uccnegosanua OPTIC,
B KoTopoM 412 naumentoB ¢ MK B TeueHune 21 gHs nocne
T / dmbpunnaummn xenypodxos (OXK) 6biam paHaoMU3Mpo-
BaHbl B 3 rpynnbl aHTUApUTMUYECKON Tepanuu: aMMoJapoH
nntoc beta-aapeHo6I0KaTopbI, TOILKO COTaNoN UM TOLKO
beTta-appeHobnokatop. Yactota wokos, HaHocuMblx UKL,
yepes 1 rog, coctasuna 10,3 % B rpynne ammonapoH u beta-
appeHobnokatopbl, 24,3 % B rpynne cotanona, 38,5 % B rpyn-
ne beTa-appeHobnokatopoB [21]. 06 3dderTMBHOCTU 1 be3-
OMacHOCTW MPUMeHeHUs BNIOKATOpOB HATPMEBBIX KaHanoB
[ANs yMeHblUeHus KosmdecTBa cpabatbiBanuii UKL npu JKMI
LOCTYMHbl JIUWb OrpaHuyeHHble faHHble [2]. Ouu MoryT
BbiTb NoNesHbl AN yMeHblueHus KonudvectBa A nuwb
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Y OrpaHUYEHHOr0 YACNA NaLMEHTOB, HE UMEIOLLMX BblpaXKeH-
HoVi cepAe4HOI HeocTaToqHOCTM U HU3Kon OB JTK. Pexomen-
AaLmmn Nof4epKUBaloT He0bX0AMMOCTb COMOCTaBNATL YPOBEHb
3 PeKTUBHOCTM M NOBOYHBIX 3QPEKTOB, CBA3AHHLIX C NpK-
€MOM JIeKapCTB, Npy Bblbope aHTUapUTMUYECKOW Tepanuy.

Mpu ounatauMoHHOM Kapavomuonatum npeobnagawT
MoHoMop@Hble T (puc. 2), B 0CHOBE KOTOPLIX NEXUT Me-
XaHW3M re-entry.

Iina ymeHblueHns Konmnyectsa MoHoMopdHbIx KT, Kpo-
M€ MeOMKAMEHTO3HOW TepanuW, MOXET WCMosb30BaThCA
KaTeTepHas abnaums. OpHako vactoTa peunameos KT no-
C/ne KaTeTepHbIX npouenyp Yy naumentoB ¢ JKMI Bbiwe, yeM
npu UBC: BbixmBaemocTb 6e3 XT uepes 1 roa nocne Katetep-
Hoi npouenypbl npu KM cocraenset 40,5 %, B To Bpems
KaK npu UBC — 57 % [22]. Papy nauveToB Tpebytotcs nosTop-
Hble MpoLeaypbl, NoCNe KOTOPbIX MOBLILIAETCA BEPOATHOCTb
OTCYTCTBUSA peumamBa aputMuun. lpu cyb3anukapamanbHoM
3aneraHuv apuTMuyeckoro $hokyca anuKkapavansHasa abnauus

Puc. 2. TeHeTUYECKUI PUCK ENYLOYKOBOM apuUTMUM / BHE3aMHOW CEpAEYHON CMEpPTU, TUMUYHBIE TPUITEPbI XENYL04KOBOW apuTMum /
BHE3amnHoOM cepie4HoN CMepTH, BO3pacT MpW NOSIBNEHNM JeNYA04KOBOI apuTMUM / BHE3arHoI cepaieyHoit cMepTy, npeobnasanye nona
W BapuaHT TUMWYHOM JKENy[0YKOBOM apuUTMUM MpW PasfiuyHbIX 3a60/1eBaHUSAX, CBA3AHHBIX C XENYLO4KOBON apUTMUeN / BHe3anHoM cep-
[Je4HoN cMepTbio [2]

— HaJmume reHeTMYECKUX PUCKOB; — Tpurrep — duU3nYecKas ¥ IMOLMOHANbHAS HArpysKy; — TpUrrep — nna.aHue,
HbIpSHUE; — CMHKONaNbHbIE COCTOSHUS BO CHE; — TpUrTep — pesKui 3BYK; — Tpurrep — ¢uM3nyecKan Harpyska
BCC — BHe3anHas cepaeyHas cMepTb; KA — xenypmoukosble aputmuu; MIKT — MoHOMopdHas KenyaouKoBas TaxuKapous;
KT — nonuMopdHas xenyaouKoBas TaxMKapauA.

Fig. 2. Genetic risk for VA/SCD, typical triggers for VA/SCD, age at presentation with VA/SCD, sex predominance, and typical VA in different
diseases associated with VA/SCD

— presence of genetic risks; — trigger — physical and emotional stress;

— syncope during sleep; —trigger — a sharp sound; — trigger — physical stress
ACS — acute coronary syndrome; ARVC — arrhythmogenic right ventricular cardiomyopathy; BrS — Brugada syndrome;
CAD — coronary artery disease; CPVT — catecholaminergic polymorphic ventricular tachycardia; DCM — dilated cardiomyopathy;
HCM — hypertrophic cardiomyopathy; LQT — long QT syndrome; MVT — monomorphic ventricular tachycardia; PYT — polymorphic
ventricular tachycardia; rTOF — repaired tetralogy of Fallot; SCD — sudden cardiac death; VA — ventricular arrhythmia

— trigger — swimming, diving;

00l https://doiorg/10.17816/cardar56/837
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Tabnuua 5. 06wwme pekoMeHAaLUMM [/1S MALMEHTOB C MyTaLWen reHoB, KOAUPYIOLLMX CUHTE3 TaMUHOB
Table 5. General recommendations for patients with mutations in genes encoding lamin

PekoMeHpaumsa

Juuam ¢ OKMI/THOKMI v mytaumeinn LMNA He peKOMeHYeTcs y4acTue B BbICOKOUHTEHCUBHBIX

TPEHMPOBKaX, BK/IK4aA COpeBHOBaTeJIbHbIe BUAbI CnopTa

Knacc YpoBeHb
nokasaHui AOKa3aTesIbHOCTH
C

lpumeyarue: JKMIN — punataumonHas kapauommonatus; THOKMI — runokuHeTuyeckas HegunataumoHHas Kkapavomuonatus; LMNA — reH spepHbIx

JIAMUHOB.

Note: DCM — dilated cardiomyopathy; HNDCM — hypokinetic nondilated cardiomyopathy; LMNA — nuclear lamin gene.

Heobxoguma B 27-30 % npouenyp [22, 23]. Ucxoa ocoben-
HO NM0XOM Yy NALUMEHTOB C NaToreHHbIMM MyTauusamum LMNA.
B cBs3u ¢ rnybokmM TpaHCMypanbHbIM, NepefHeNeperopoaoy-
HbIM 3aneraHuem cybctpara MoryT noTpeboBaThCs TpaHCKOpo-
HapHasi aTaHonoBas abnaums, bunonspHas abnaums, xupypru-
yeckas abnauws [24-26].

06Lwme pekoMeHaaLMM Ans NaumeHToB ¢ MyTaumein LMNA
npeacTaBnieHbl B Tabauue 5.

ApMTMOI’EHHaFI KapaunoMuonatua
NnpaBoro Xenaypoyka

ApuTMoreHHasi KapauoMuonaTus MpaBoro Kenynoqka
(AKMIT) — 3aboneBaHue, XapaKTepusyloLLEecs 3aMeLLEHNEM
MWoKapAa (Gubpo3HOA U JKWPOBOIA TKaHblo [27]. B HacToswee
BpeMa npasuibHee roopute 06 AKMIT obomx xenynou-
KoB [28]. PacnpocTpaneHHocTs AKMI B nonynsiumm Konebnetcs
ot 1:1000 mo 1: 5000 [29]. Yawe Bcero AKMII Bbi3biBaeTCs
MaToreHHbIMM MyTaLMsAMU B AECMOCOMHBIX reHax (Dsc2 — pec-
MOKoNmH-2, Dsg2 — pecMornenH-2, Dsp — [ecMonnakuH,
Pkg — nnakornobuH, Pkp2 — nnakopunuH-2), pexxe —
B HeflecMocoMHbIX reHax. Kak v B cnyqae JKMI, npu AKMII
PAA MyTaUMii accouMMpyeTcsl C BbICOKMM PUCKOM pa3BuUTUS
A B Monopom Bospacre [30, 31]. OuarHo3 AKMI crnoxeH

u TpebyeT noucKa 1 oLeHKK pspa Kkputepues. K coxanenmio,
HECMOTPA Ha TO, YTO B PEKOMEHAALMAX WMEETCS CCbIIKA
Ha nybnmkaumio D. Corrado u coaer. (2020) [28], B KauecTBe
KputepueB auarHoctuku AKMIT npusopstcs He [lapyaHckue
2020 ropa, a npegbiaywume, 2010 ropa, kputepun [32]. Locto-
MHCTBO [1afyaHCKMX KpUTEPUEB B TOM, UTO B HUX AaH aropuT™
AMarHoCTMKM He TONIbKO MPaBOXKESTyL04KOBOI0, HO M JIEBOXE-
nypoyKoBoro npouecca. Ha puc. 3 npeactasnena IKI Hawero
naumeHTa 16 net, CTpafatoLLero apuTMOreHHO KapamMoMmona-
tnen. 3KI cHsiTa Bo BpeMsi CYHYCOBOIO pUTMa, B Havase 3anucu
3aperncTpupoBaH MOMEHT MpeKpaLLeHns HEYCTOMYMBOIA MoK~
mopcHon KT (3 Komnnekca). Kpome Toro, oTMeYeHbl YacTas
nonMMopQHas 0MHOYHAs W NapHas XenyLo4KoBas IKCTpacK-
cTonma Mo Tuny bureMuHun. BoiseneH 6onbluoi MagyaHckui
KpWTepWin AUarHoCTUKM npasoesynoukosoin AKMIT — unBep-
TUpOBaHHble 3ybubl T B NpaBbix NPeKapAUanbHbIX 0TBEAEHNSX
V1, V2 1 V3 y naumeHTa ¢ nosHbIM nybepTaTHbIM pasBUTMEM
1 OTCYTCTBMEM MOSTHOW 6MIOKafbI MPaBoM HOXKM Nyyka [uca
(THM). KpoMe Toro, mpucyTcTBYtOT Manble [lagyaHcKue Kpu-
TEpUM AMarHoCTUKK NeBoxenynoukoBo AKMIT — uHBepTy-
poBaHHble 3ybubl T B NEBbIX MPeKapavanbHbIX 0TBEAEHMSIX
V4-V6 npu oTcytcTBMM nonHoM 610Kadbl IEBOW HOMXKW Myy-
Ka Mca (JTHMM) v HuskoamnamTyaHble GRS (< 0,5 MB oT nuKa

Puc. 3. 3neKTpoKapAMorpaMMa naumeHTa, cTpafaioLlero 6UBEHTPUKYNAPHOIM apuTMOreHHON KapanoMuonaTmeit (06bAcHeHWe B TEKCTe)
Fig. 3. Electrocardiogram of a patient suffering from biventricular arrhythmogenic cardiomyopathy (explanation in the text)
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[0 NWKa) B OTBEAEHMSX OT KOHEYHOCTEN NPU OTCYTCTBUN OXM-
peHms, aMPU3eMbl, NepUKapAUaNLHONO BLIMOTA.

Ha puc. 4 npencraBneHa 3KI ofHoro U3 Hawwmx naum-
€HTOB, CTpajatolmx npasoxenynoykoso AKMII, Bo Bpe-
M KNacCUYeCKOW YCTOMYMBOW KENYLOYKOBOW TaxuKapamu,
ABnAoLWencs 60NbLIMM KpUTEPUEM AMarHOCTUKM MpaBo-
xenypouxkoBon AKMIT — 3T c mopdonorueit QRS no tuny
6nokagbl JHMI 1 OTKIOHEHMEM 3NEKTPUYECKOH OCU BNIEBO
BBEpX (He u3 nyTn otToKa MK, dokyc pacnonaraetca B 06-
nactu ceobopHoii cteHky MK).

Mpy ecTecTBEHHOM TeyeHWW 3aboneBaHWs y MaLMEHTOB
¢ AKMI, KotopbiM He uMmnnaHTMpoBaHbl VK[, octaHoBKM
cepaua BcTpevatotes B 4,6—6,1 % cnyyaes [33-36]. B cBs-
3u ¢ Bbicokon yactoton A n BCC npu AKMIT tpebyetcs
cTpaTUdUKaLms pucka HebnaronpuaTHbIX apUTMUYECKUX CO-
obiTmii. B 16—19 % cnydyaes nokasavuem Kk UK, sasnsioTcs
obictpas T (= 250 ya/MuH) unm OX, cuntarowmecs cyp-
poraTHbIMW MapKepamMu NOTEHLMANBHO OMacHOr0 AN1S MU3HU
cobbitna [37-40]. HepaBHO onsi MporHo3vpoBaHMsA nobou
yctonumsoi A npu AKMIT 6bina paspabotaHa Mogenb pu-
CKa Ha 0CHOBaHWW aHann3a TeyeHus 3abonesanus y 528 na-
LIMEHTOB C YCTaHOBNEHHbIM AuarHozoM AKMI v otcyTcTBreM
YA B aHamHe3e. [Npun pa3paboTke Moaenm yunTbIBaIMChb BO3-
pacT, nos, aputMm4eckne obMopoku, Heyctoinumeble T, Ko-
nnuyectBo X3, KONMYeCTBO 0TBEAEHUI C UHBepCHen 3ybua T
n OB MXK (c-unpekc 0,77) [41]. Ewe ogHa Moaenb nporHo-
31poBaHua 0cobo onacHon ans xu3Hu XA 6bina npeanoxe-
Ha Ha OcHoBe aHanmu3a 864 nauuenTto ¢ AKMI, B KoTopoii
B KauecTBe NpeAUKTOPOB BKITIOUEHbI MyCKOI MOJT, BO3paCT,
Konmuecto X3 B TeueHne 24 4 W KONUYECTBO OTBEAEHMIA

Tom 3,N? 3, 2023
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¢ uHBepcuent 3ybua T (c-uHpekc 0,74) [41]. OpHako Heobxo-
OMMbl BaNMAALMOHHbIE UCCNEAO0BAHMS, MPEXAE YEM 3TN MO-
[N pUCKa MOryT BbITb pEKOMEHA0BaHbI 4151 KITMHUYECKOr0
Ucnosnb3oBaHus [2].

PexkoMeHpaumm No AMarHoCTUKE W BEAEHMIO MALMEHTOB,
CTPaAaloLLMX apuUTMOreHHON KapavoMuonaTuen, npeacras-
neHbl B Tabnuue 6 [2].

PexoMeHpaLmm no cTpaTM@uUKaLMM pUCKa W NepBUYHON
NPOQUNaKTUKe BHE3aMHOW CMEPTU NPeACTaBeHbl B Tabnu-
ue 7 [2].

Ivcdyrkuma npasoro xenygouka (MK) n JK accoum-
UpYeTCs C BbICOKUM apuUTMUYECKUM pUCKOM. B pekomeh-
[auMsX rOBOPUTCA O TOM, YTO MOporoBble 3HaueHus OB,
ABNALWMeCA NoKa3aHneM K umnnanTaumm WUK[, TpyaHo
ONpefenuTb, HO Aaxe BecCMMNTOMHBIM NauueHTaM C TH-
wenon auchyHkumenn MK (bpakuma MaMeHeHus nnowiaam
npasoro xenyaouka < 17 % unn OB MK < 35 %), cneayet
pekomeHpoBaTh ycTaHoBky MK[ ans nepsuuHoii npodwm-
naktukn BCC. AnanoruyHo nauveHtam ¢ AKMI co 3Haum-
TeNbHbIM NopaxeHueM Nesoro xenynodka (OB JIK < 35 %)
nokasaHa umnnanTaumsa UKJ B cooTBeTcTBUM C TeKyLMMM
pekomeHpaumammn ana UKL npu OAKMI [2]. UKL ons nep-
BUYHOWM npodmnaktukm BCC cnepyeT Takxe peKOMeH0BaTh
naumeHTaM ¢ cumntomMHon AKMIT (npecuHKonanbHble cocTos-
HWA UK yYaLUeHHoe cepalebuenme, yKasbiBatolme Ha A)
1 ymMepenHoi aucdynkupeid MK (OB ot 40 go 35 %) u/mnmn
yMepeHHol aucdyHKumeit JIHK (OB ot 45 no 35 %) [2].

PekomeHAaLmm no BTOPUYHOI NPOGUNIAKTUKE BHE3AMHON
CMEPTU W JIEYEHNIO JKEMY[04KOBbIX apUTMUIA NPeACTaBeHb
B Tabnmue 8 [2].

Puc. 4. InexTpoKapamorpaMma naumeHTa, CTpajatoLLero NpaBoXenyA04KOBOM apuUTMOreHHOW KapAMOMMUONaTWel, BO BpEMS TUMUYHOM

eNyA04KOBOM TaxmKapanm (06bACHEHME B TEKCTe)

Fig. 4. Electrocardiogram of a patient suffering from right ventricular arrhythmogenic cardiomyopathy, at the time of tipical ventricular

tachycardia (explanation in text)
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Tabnuua 6. PekoMeHAaLUMM N0 AMArHOCTUKE W BELEHUIO NALMEHTOB, CTPAAAIOLLMX apUTMOTEHHOM KapauoMuonaTven
Table 6. Recommendations for the diagnosis and management of patients suffering from arrhythmogenic cardiomyopathy

PekoMeHaaLUA Knacc 5 YpoBeHb
noKasaHuu A0Ka3aTeJ/IbHOCTU

MaumenTam ¢ nogo3speqneM Ha AKMIT pekomengyetca MPT cepaua B
Maumentam ¢ nogo3speHneM Ha AKMIT unum ¢ ycTaHoBneHHbIM AuarHo3oM AKMIT pekomengytotcs B
reHeTMYecKoe KOHCYNbTUPOBaHUe U TECTUPOBaHME

MaumeHTaM ¢ ycTaHoBNIEHHbIM AnarHo3oM AKMIT pekomenayeTcs nsberatb BbICOKOMHTEHCUBHBIX B
(bM3MIECKUX YNPaXKHEHWI

W3beraTb BbICOKOMHTEHCUBHBIX PU3MYECKUX YNPaXKHEHWUNA MOXET BbITb PEKOMEHA0BAHO HOCUTENAM b C

cBsA3aHHbIX ¢ AKMIT natoreHHbIX MyTaumii U oTCyTCTBMEM (eHoTMNa

Tepanus 6eTa-appeHobnoKaTopamMm MOXKET ObITb peKOMeH/J0BaHa BCEM MaLMEHTaM C YCTaHOB/IEH- 1] C
HbIM auarHo3oM AKMI

MpumeyaHue: AKMI — aputMoreHHas kapavomuonatusi; MPT — MarHUTHo-pe3oHaHCHast ToMorpadms.
Note: ACM — arrhythmogenic cardiomyopathy; MRl — magnetic resonance imaging.

Ta6nuua 7. PeKoMeHaaLmMM Mo CTpaTUGUKALIMM PUCKa M NePBUYHOI NPOdUIaKTUKe BHE3aMHO CMepT NpY apUTMOreHHO KapauoM1onaTii
Table 7. Recommendations for risk stratification and primary prevention of sudden death in arrhythmogenic cardiomyopathy

Knacc YpoBeHb
PexkoMeHpauums .
NoKa3aHuu A0Ka3aTeJ/IbHOCTU

Umnnantaumio UK, cnepyet pekoMeHAO0BaTh NauMeHTaM ¢ onpefesieHHbIM auarHo3om AKMI lla B

1 apUTMOreHHBIMU CMHKONaJIbHbIMW COCTOSIHUAMM

WUmnnanTaumio VK] cneayet pekoMeHA0BaTh NaumMeHTaM C YCTaHOBMEHHbIM AuarHozoM AKMI lla c

U BbIPaYKEHHbIM CHUXEHWEM cucTonYeckon GyHKLMK [T nam guchyHkumen JIK

WUmnnauTaumio UKL cnepyeT pekoMeH0BaTb CUMNTOMATMYECKUM NaLMeHTaM? ¢ yCTaHOBNEHHbLIM lla C

AnarHosoMm AKMIN, ymepeHHoi aucdyHkumedt MK unn JIHK unm HeycToMUMBLIMM ey a04KOBbIMU
TaxvKapauAMU, MO0 UHAYLMPYEMOIA BO BPeMS 3NEKTPOGM3MONOTMYECKOro UCCNeLoBaHUs YCTON-
YnBOI MOHOMOPQHOW XeNy[04KOBON TaxvKapanen

Y naumentoB ¢ AKMIT n cumntoMamu, nof03puTenbHBIMUA Ha XENYLOYKOBYIO apuUTMUIO, 3NEKTPO- 1] C
(u13nonornyeckoe UcciesoBaHe MOXET BbITb PEKOMEH0BaHO ANs CTpaTMdMKaLMKM pUCKa

lpumeyarue: AKMI — aputMoreHHas Kapamommonatus; UKL — uMnnaHTMpyeMbl KapavoBepTep-aedubpunnstop; JIK — nesblit Kenyaouek;
MK — npasblit xenynoyek. 2 MpesobMopoyHble COCTOSHMS UM yyalLleHHoe cepaLebueHme, yKasbiBaloLLEe Ha XKeNy[04KOBbIE apUTMUN.

Note: ACM — arrhythmogenic cardiomyopathy; ICD — implantable cardioverter defibrillator; LV — left ventricle; RV — right ventricle. 2 Presyncope or
palpitations indicating ventricular arrhythmias.

Tabnuua 8. PekoMeHaummu No BTOPUYHOI NPODUNAKTUKE BHE3ANHOM CMEPTU U NIEUEHUIO XeNYA04KOBbIX apuTMHii
Table 8. Recommendations for secondary prevention of sudden death and treatment of ventricular arrhythmias in arrhythmogenic

cardiomyopathy

PeoMeHAaLMS Knacc 5 YpoBeHb

nokKa3aHuu AO0Ka3aTeJIbHOCTU

WUmnnanTauma UK[L pexomenpyetca naumentam ¢ AKMIT u xenyno4uKoBoii Taxukapauen unm ou- C
Bpunnsumeit Xenyno4KoB, CONPOBOXKAANLIMXCA FeMOAMHAMUYECKON HECTAbUIBHOCTbIO
Maunentam ¢ AKMIT 1 HeycTONUMBBIMM MAM YCTONYMBBIMUA XENYA0UKOBBIMU TaXUKapAUAMM Tepa- C
nus 6eta-afpeHobI0KaTopaMu PEKOMEH[0BaHa
MauuneHtam ¢ AKMI1 1 peumameupyoOLMMK CUMNTOMATUYECKUMU YCTOWYMBLIMA MOHOMOP(HBIMM lla C

JeNyJ,04KOBbIMU TaxuKapauamu unu paspsagamu MK no noBoay ycToMumBbIX MOHOMOPGHBIX

JKeNy[04YKOBbIX TaXMKapAMi HECMOTPA Ha Tepanuio beTa-afpeHobokaTopamm, AOMKHA ObITh

PeKoMeH[0BaHa KaTeTepHas abnauus B CneLManm3npoBaHHbIX LieHTpax

MaumneHtam ¢ AKMIT n nokasanuamu k UK[ cnemyet pekoMeHA0BaTh YCTaHOBKY YCTPOMCTBA C BO3- lla B
MOXXHOCTbIO NPOrPaMMUPOBaHUS aHTUTaXUKaPAUTUYECKON CBEPXYACTON CTUMYNALMM 1S Kynupo-

BaHWA YCTONYMBOI MOHOMOPGHO XeNyL04KOBOI TaxuKapauu

Umnnantauma UKL, nomkHa 6bitb pekoMeHpoBaHa npu AKMI naumeHTaM ¢ reMoguHaMuyecku lla C
NepeHoOCMMON YCTOMYMBON MOHOMOP(MHON JeyA04KOBOMN TaxMKapAnen
MaumeHTaM, cTpagatomm AKMIT 1 peumamBuUpyOLMMM CUMINTOMATUYECKUMU XeNyL04YKOBLIMM Ta- lla C

XWUKapAnAMKU HeCMOTPA Ha Tepanui 6eTa—a,qpeH06n0KaTopaMM, cnepfyet peKoOMeH[0Bathb Jie4eHne
OPYrMMu aHTUapUTMNUYECKMMU NpenapaTamu

MpumeyaHue: AKMIT — apuTMoreHHas kapanomMuonaTus; MK, — uMnnaHTUpyeMblii kKapavosepTep-aedubpunnsatop.
Note: ACM — arrhythmogenic cardiomyopathy; ICD — implantable cardioverter defibrillator.
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Tabnuua 9. PexoMeHpaums no BefeHMI0 PoCTBEHHUKOB HONIbHOTO apuTMOreHHOI KapavuoMuonatuen
Table 9. Recommendations for the management of relatives of a patient with arrhythmogenic cardiomyopathy

Knacc YpoBeHb
PekoMeHaauus .
noKasaHun A0Ka3aTeJ/IbHOCTU
PoactBeHHWKaM nepBoi nMHuM poacTea nauuneHtoB ¢ AKMI pekoMeHayeTcs BoinonHuTb 3K C

W 3X0Kapamorpaudeckoe obcneaoBaHue

[pumeyaHue: AKMIT — apuTMoreHHas KapanoMuonaTus.
Note: ACM — arrhythmogenic cardiomyopathy.

beTta-agpeHobnokaTopbl peKoMeHY0TCS B KayecTse Te-
panuv NepBOii IMHUK KaK UMEILLMM CUMMTOMBI, TaK 1 bec-
CMMMNTOMHbIM MaLMEHTaM, X0TS 3T0 W He NOATBEPKAEHO AaH-
HbIMU KIIMHUYECKUX UccnefoBaHui [2]. 0TMeTUM, uTo coTanon
3¢ deKTMBEH AN npeaoTBpaLLeHns Bocrnponssoaumoctyi KT
npu 30U [43], HO OH He NofABNSET KIMHUYECKN 3HAYMMbIe
apuTMUU B peanbHoi Xu3Hu [43, 44]. JleueHne ammopapo-
HOM WNM NpenapaTamMu NepBoro Knacca CBA3aHO C TEHAEH-
LMeR K CHUXKeHWM0 YacToTbl peumameoB T no cpaBHeHuio
c cotanonoM [45]. [lobaBneHune dnexamHupa K beta-appe-
HobniokaTopaM unu coTanosy b0 MonesHsIM B Uccnepo-
BaHUM HebOMbLLIOW rpynnbl NauMeHToB [46]. Henb3sa 3abbl-
BaTb, YTO NpenapaTtbl NepBOro Kfiacca NpPOTMBOMOKA3aHbl
naumeHTaM co cHuxeHHon OB. KatetepHas abnaums moxert
ObITb anbTepHaTMBON MeAUKAMEeHTO3HoW Tepanuu. [lpu BbI-
bope TepaneBTWYeCKOW CTpaTerny HeobXoaMMO MPUHMMATDL
BO BHMMaHWe NOTeHUManbHble PUCKU, N0BOYHbIE 3PDEKTHI
NIeKapCTB M NpeAnoyTeHns naunenTa [47].

PexkoMeHpauus no BefeHU0 POACTBEHHUKOB 60MbHOMO
AKMI1 npeacraeneHa B Tabnumue 9 [2].

MnepTpodmyeckas KapauoMMonaTus

MMnepTpodmyeckasn kapamommonatus (TKMIT) — 3abone-
BaHWe, XapaKTepu3yloLLEeecs YBESMYEHUEM TOSILLUMHBI CTEHKM
JIX npu oTCYTCTBUM NATONOMMYECKUX COCTOSHUM, CBA3AHHBIX
C HarpysKoW Ha MWOKapA, TaKWX KaK apTepuanbHas runep-
TEH3MA UK KanaHHble Nopoku [1, 48].

MyTauum reHoB, KOLMPYIOLLMX CUHTE3 CapKOMEpHbIX ben-
KoB (MMO3uH-cBa3biBalowmi benok C [MYBPC3], Taxenbie
uenu mno3uHa [MYH7], cepaeunbin Tpononut T [TNNT2], cep-
AeyHbin TponoHuH | [TNNI3], a-tponomumosuH [TPM1], ocHos-
Hble W perynsaTopHble nerkue uenu mMuosuHa [MLY2, MYL3],
aktuH [AKTC]), soisenstotcs y 30—-60 % nauueHToB, Yalle
BCEro Y JINL, C YCTaHOBEHHLIM B MOJIOfL0M BO3pacTe AuarHo-
30M UNM MPY HanM4mmn ceMenHoro aHamHesa KM [49, 50].
B pexkoMeHaaumsax noauepkvBaeTcs HeobxoaMMOCTb FreHeTH-
YeCKOro TeCTMpoBaHUA NpobaH0B U CKPUHWHIA POLCTBEHHU-
KOB NepBOM CTeMNeHW poACTBa.

PacuetHas pacnpocTpaHeHHocts TKMI y B3pocnbix co-
ctaenset 1 cnyyan Ha 500 yenosek B nonynsauuu [51]. Cpeam
LEeTeN NoKa3aTeslb HAMHOTO HUXKe.

lopoBas cMepTHocTb Npu TKMI, no faHHBIM Mccneno-
BaHuK, Konebnetcs ot 0,5 go 2 % [2, 48, 52]. bonbwwuHCTBO
cMepTel, ceasaHHbIx ¢ TKMI1 B Bo3spacte < 60 net, npo-
UCXOAAT BHE3aMHO, B TO BPEMSA KaK MOXWible NaUUeHTbl
yallle yMMpalT OT MHCYNbTA, CEPLEYHON HEeAO0CTaTOYHOCTH,
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0OCTPYKLMM UMW CYyNPaBEHTPUKYNIAPHBIX apuTMUiA. [opoBas
yactota BCC mnm cootsetcTBytowmx cpabatbiBaHun UK]
coctasnset okono 0,8 %, HO B 3HauMTENBHON CTeneHu 3a-
BMCMT OT BO3pacTa W Npoduns pUcKa KOHKPETHOro NavyeH-
T1a [53-56]. BCC TakxKe MoxeT bbiTb CNpOBOLMpOBaHa $usu-
UECKUMM YTPaXKHEHUSIMU U y4acTUEM B COPEBHOBATENbHBIX
Bupax cnopta [57].

lnaHvpoBaHue cTpaTerMm BefeHWUA MauMeHTa, cTpaja-
towero KMI, HauMHaeTcs co CTpaTU(UMKaLWK pUCKa BHe-
3anHoi cmepTu. PaspabotaHa 5-neTHsas wkana ctpatudm-
Kaumm pucka BCC, ocHoBaHHast Ha 7 daKTopax: BO3pacT,
TonwwuHa creHku JIXK, pasmep nesoro npeacepaus, rpagu-
EHT BHYTPUKENY[04KOBOr0 [ABNEHMS B BbIXOAHOM TpaKTe
JIK (BTJTH), HeycToitumBan T, HeoObACHUMbIA 0OMOpOK
u ceMenHblii aHaMHe3 BCC (HCM Risk-SCD: https://doc2do.
com/hcm/webHCM.html) [2]. KanbkynsTop He npefHasHayeH
ANA OLEeHKU NpodeccMoHanbHbIX CMOPTCMEHOB, ML, C MeTa-
BonmueckuMmM M MHPUNBLTPATMBHLIMK 3ab0N1EBaHMAMM, NOCE
MWO3KTOMWM, 3TAHOJNOBOM cenTanbHoi abnauumu. Ing ctpatu-
¢ukaumm pucka BCC y peteii (1-16 net) HegaBHo pa3pabo-
TaHa cneuuanbHas neanatpideckas Mogenb HCM Risk-Kids,
BKJ/OYalOLLas HeobbACHUMblE 0OMOPOKU, MaKCUManbHYH0
TonwwmHy ctedku JIXK, gmuametp JM, rpagnent BTJIXK u He-
yctoitumsble XKT (https://hemriskkids.org) [2, 58].

B pexomenpaumsx 2022 rofa caenaH akueHT Ha gonon-
HWUTENbHbIE (aKTOpbI, HE OTPaXeEHHbIe B Moaenn pucka SCD,
KoTopble criefyeT YYuTbiBaTb Y MaUMEHTOB C MPOMEXYTOY-
HbIM WM HU3KMM PacyeTHbIM pUcKoM. K BayHbIM [0MOMHU-
TeNbHbIM (aKToOpaM OTHOCATCS CUCTONMYecKas AMCHYHKUMA
JIK, aHeBpu3ma B obnactu Bepxywku JIHK, cooTBetcTBYylO-
Lwue Gpnbpo3y obLIMpPHBIE 30HBI MO3LHErO YCUIEHUS CUrHana
npu MPT cepaua ¢ KOHTPaCTUPOBAHUEM, HANIMYWE OLMHOYHBIX
UM MHOXKECTBEHHbIX CapKOMepHbIX MyTauuid [50, 59-64].
BbisiBneHne 06LIMpHbIX 30H No3aHero ycunenus MPT curhana
(= 15 % Maccol JIX) npeanoxeHo B KauecTse XOpoOLLEro npe-
amkropa BCC. OpgHaKo noporoBble 3Ha4eHUs YpoBHSA Gurbpo-
3a Nopo¥i TPYAHO MCMONb30BaTh, MOCKOJIbKY KONMYECTBEHHAS
OLEHKA MO3JHEro YCUNEHUs CUrHana 3aBuUCKT OT cnocoba
nonyyeHus MPT 130bpaxeHus, TMNa 1 KONMYecTBa UCMosb-
30BaHHOr0 KOHTpacTa [2].

B cBA3M C TeM, YTO B XU3HW NaLMEHTa MOTYT NOSBNATLCS
HoBble (haKTOpbl PUCKa, NepUOAMYecKas NMOBTOPHas OLieHKa
pucKa sBnsieTcA 063aTesbHOM YacTblo AONITOCPOYHOrO Ha-
BniofeHns 3a nauueHTamm.

LienecoobpasHocTb BbinoniHenna 30U ona mHaoyumpo-
BaHua XA npu TKMI1, cornacHo pekomeHaaumsaMm, CnopHa,
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Tabnumua 10. PekoMeHaaumm no ctpatuduKaLmm pucka, NpodunaKkTiKe BHe3aNHOM cepieyHO CMepPTU U JIEYEHMIO XKeyA04YKOBbIX apUTMUi
npy rMnepTpodryYecKoil KapaMoMMonaTUm

Table 10. Recommendations for risk stratification, prevention of sudden cardiac death, and treatment of ventricular arrhythmias in
hypertrophic cardiomyopathy

Knacc YpoBeHb

PekoMeHpauumsa .
noKasaHui [L0Ka3aTesIbHOCTU

[lnarHocTUyeckas oueHKa 1 obLmue peKoMeHAaLmMK

MPT ¢ ragonunmem pekoMenayetcsa naumeHtam ¢ FTKMIT gns aMarHocTMHecKoin oLeHKu B
PexkoMeHayeTCs reHeTUYECKOe KOHCYNbTUPOBaHKE U TECTUPOBaHUE NauMeHToB, cTpaaaiolumx KM B

BbicOKOMHTEHCMBHBIE U3MUECKUE YNpaXKHEHUA MOTYT BbITb peKOMeH/0BaHbl HeCCUMMTOMHBIM IIb C
B3pOC/bIM MaumeHTaM, cTpagatowmm FKMI, npu oTcyTcTBUM y HUX MapkepoB pucka BCC

Crpatndmkaumsa pucka u nepeuyHas npocmnaktuka BCC

PexkoMeHayeTcs oueHKa 5-netHero pucka BCC npu nepBuyHOi NocTaHOBKe AuMarHo3a u fanee o
C uHTepBanamu 1-3 rofia AW NpU HaNUYMM U3MEHEHUN B KIIMHUYECKOM CTaTyce MaLueHTa

Umnnantaumio UKL, cnepyet pekoMeHAoBaTh NaumeHTaM 16 neT u cTaplue ¢ npegnosiaraeMbiM lla B
5-netHuM puckoM BCC = 6 %
WUmnnanTaumio UKL cnepyet pekomenposatb npu TKMI naumentam 16 neT v cTapiue ¢ npoMexy- lla B

TOYHbIM 5-neTHUM puckoM BCC (ot 4 go 6%) Npy HanMumm y Hux:
a) 0bLLMpHOro No3aHero ycuneHus curHana ragonuHunem npu MPT cepaua (0bbiuHo = 15 %
Macchl JIK);
nm
6) ®B JIK < 50 %;
nm
B) aHOMaJIbHOM peakLmmn apTepuanbHOro AaBieHns BO BpeMA TecTa C pU3NYECKOil Harpy3Kow;
unm
r) aHeBpM3Mbl BepxyLku JIK;
nm
[) CapKOMEPHOW MaToreHHoN MyTaLmu

WUmnnanTauma UKL moxet 6biTb pekoMeHpoBaHa npu FKMIT naumentam 16 neTt u cTapue Ilb B
¢ npeanonaraeMbiM 5-nethuM puckom BCC ot 4 o 6 % 6e3 fononHuUTeNbHbIX HaKTOPOB pucKa

WUmnnantauma UK moxxet 6biTb pekomeHgoBaHa npu FKMIT naumentam 16 net u ctaplue ¢ Hu3- Ilb B
KWUM pacyeTHbIM 5-NETHUM PUCKOM BHE3aMHOW CepAeUHOi CMepTH (< 4 %) 1 HannMuMeM y HUX

a) 3HAUUTENbHOTO MO3LHEr0 YCUNeHNs curHana ragonuimem npu MPT (= 15 % maccol JIXK);

wim

6) OB JI}K < 50 %;

unm

B) JIK anuKanbHoi aHeBpu3Mbl

[letam Monoxe 16 net ¢ TKMI1 1 pacyeTHbIM 5-NeTHUM pUCKOM BHe3anHoi cMepTH = 6 % (Ha lla B
ocHoge oueHku HCM Risk-Kids), nomxHa 6biTb pekoMeHaoBaHa umnnantauus UK/

BropuuHas npodmnaktuka BCC u neyenune KA

WUmnnantauma UK pekomenpyetca npu MKMI naumeHTaM ¢ reMoanHaMMYecKy HenepeHoCMMON B
T nnm OX

Maumentam ¢ TKMI1 n reMognHammuecku nepeHocuMoit yctoiumsoid YT cnepyeT pekoMeH0BaTh lla C
uMmnnaHTaumio MK,
Maunentam ¢ TKMI v peumnavsmpytowmM, cumntoMatueckum A nnv peumamsmpytolimmm cpaba- lla C

ThiBaHusaMK K], Cchepyet peKoMeHO0BaTb Jie4eHWe aHTUapUTMUYeCKUMK npenapaTaMu

KatepHas abnauus B crieumanuavpoBaHHbIX LLEHTPaxX MOKET ObITb peKOMeH0BaHa OTAENbHbIM I1b o
nauvenTaM ¢ FTKMI 1 peumanBupyIoLLMMHK, CUMMTOMaTUYECKUMM YCTONYMBBIMU MOHOMOPGHBIMU

T mnm vactbiMu cpabatbiBaHnamn VKL B cBasm ¢ ycTonumsbiMKU MoHOMopdHbIMU KT npu Head-

(EKTMBHOCTM aHTUAPUTMUYECKIMX NPENapaToB, UX HEMEPEHOCUMOCTY MW HAaNMYMK K HAM NPOTUBO-

MoKa3aHum

BepeHue poacTBeHHUKOB nauueHTa, ctpagatowero MKMI

PopcTBeHHWKaM nepBoii IMHKMK poacTea naumneHToB ¢ TKMIN pekomeHayeTcs BbINoNHATb 3K C
W 3XOKapamorpaguueckoe obcnefoBaHue

lMpumeyarue: BCC — BHe3anHas cepaeyHas cMeptb; TKMI — runeptpoduyeckas kapanommonatus; A — xenyaoukoBble aputMum; T — xenypou-
KoBas Taxukapaus; MK, — nMnnantupyeMbiin kapavoseptep-aedupunnstop; S — nesbiii xenynouek; MPT — MarHuTHo-pe3oHaHcHas ToMorpadus;
OB — dpakums Bbibpoca; O — dubpunnaums xenyLouKos.

Note: SCD — sudden cardiac death; HCM — hypertrophic cardiomyopathy; VA — ventricular arrhythmias; VT — ventricular tachycardia;
ICD — implantable cardioverter defirillator; LV — left ventricle; MRl — magnetic resonance imaging; EF — ejection fraction; VF — ventricular fibrillation.
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MOCKOMbKY MO AaHHLIM JIMTEPaTYpbl HApYLIEHUs pUTMa, No-
nyyenHble npu 30U, cunTaloTcs HecneundUYECKUMM, XOTS
UMEIOTCA U Apyrie TOUKY 3peHus [65, 66].

PekoMeHpaummn no cTpatudmKaumy pucka, NpoQunakTym-
Ke BHe3amnHol cepAeyHoil CMepTH W JIEYEHWIO ey ,04KOBbIX
apuTMUiA MpY runepTpodUYecKon KapauoMmonatun npep-
cTasseHbl B Tabnuue 10 [2].

MauneHTbl, NepeHeCLUMe OCTAHOBKY CepAaLa BCieacTBUe
HT/OX nnm remopmHamuueckn HenepeHocumon HT, oT-
HOCATCA K rpynne BbICOKOr0 PUCKAa OMacHOW AN U3HM
XA B bynyweM n Hywpatotca B UK pna sTopuyHoi npo-
dunaktukm BCC [2, 48, 67-69]. Mocne umnnantaummn UKL
ONSA NepBUYHON MK BTOpUYHOM npodunaktukm BCC Hanbo-
nee YacTbIM 330KYMEeHTUPOBaHHbIM noaTtunoM XA aensetcs
ycTonumBas MoHomopdHasa T, npu kotopon ATC ycnewwHa
B 69-76,5 % BCex 3nKu30/10B. B 370l CBA3M NpY MMNAaHTaLMK
cnepyet otaasartb npeanouteque MK/, obnagatowmm dyHK-
umeir ATC [70-72]. OtcyTcTBYIOT paHLOMM3MPOBaHHbIE KITK-
HWUYECKWE WM KOropTHbIE UCCNeA0BaHNSA, NOATBEPKAAIOLLME
Ba)KHYI0 posib NieKapcTB B npepoTepaLleHny BCC npu TKMI
[2, 48, 73]. AMMOJAPOH MOXET YMEeHbLINTb KOIYecTBO KA,
HO AaHHble 0 ero 3¢ deKTBHOCTM Ana npodunakTkm BCC
npotueopeumskl [73, 74]. Ousonupamug n beta-agpeHobno-
KaTopbl 3Q(EKTUBHBI 4151 KOHTPOMS CUMMTOMOB M 0BCTPYK-
umm BTJIXK, Ho noOKa3aTenbCcTB TOMO, YTO OHW CHUMAKT PUCK
BCC, Het [2, 48]. TouHO TaK e XMpypruyecKkas MMO3KTOMMS
WA 3TaHooBas abnaums He PEKOMEHAYIOTCA C Liefbl0 CHU-
*eHus pucka BCC y naumnenToB ¢ obctpykumen BTIIK [2, 48].
HecMoTps Ha oTcyTcTBME O[JHO3HAYHbIX JaHHbIX 06 addek-
TMBHOCTM aHTMApUTMUYECKUX npenapatoB, OeTa-aapeHo-
bnokaTopbl, aMMoaapoH, coTtanon, 61oKaTopbl HaTPUEBLIX
KaHanoB HasHayawT nauueHtam c [KMI n cumnToMHbIMK
YA [2]. KateTepHyto abnaumio Takxe MOXHO paccMaTpuBaTh
y TILaTeNbHO 0T0BpaHHbIX NauueHToB ¢ TKMIT u ycToiiumBoil
MoHoMopdHoit KT, B leYeHMM KOTOpbIX aHTUApUTMUYECKue
npenapatbl HeaheKTUBHbI, MPOTUBOMOKA3aHbl UMK He nepe-
HocATcs. B peKoMeH[aumMsaX MofYepKHYTO, YTO pesynbTaThbl
nocne abnauum npu N’KMI xyxe, yeM npu apyrux 3abonesa-
HWAX HeWLweMUYecKorn atuonorum [75-77].

HekoMnaKTHbIN MUOKapA J1eBoro Xesyaoyka

C 1995 ropa Hapsagy ¢ TKMI, OKMIM, PKMM n AKMIN
BbIENANAck rpynna «HeknaccubuumpyeMblx KapamoMuona-
TWiA», B KOTOPYH BbIMM BKITIOYEHBI HEKOMMAKTHBIN MUOKApA
XenynouKkoB U cuHapoM Takouybo. B pekomeHnpaumsx EB-
ponenckoro obLecTBa KapavonioroB No KapAMoMUONaTUAM
2023 ropna NoHATUE «HeknaccuduumupyeMble Kapamommona-
TUM» YNPa3aHEHO M 3aMEHEHO Ha «CUMHAPOMbI, acCOLMMPO-
BaHHble ¢ ¢deHoTMNamMu Kapamuomuonatuity [15]. C yyeToM
M3MEHEHMA MOAX0Aa K KiacCMUKaLMW KapAMoMUonaTuii
B pekoMeHaaumsax 2023 roaa BMeCTO TepMUHA «HEKOMMAKT-
HbIi MUOKapA» NpejJlaraeTcs UCMosb30BaTb TEPMUH «rUNep-
TpabeKynApHOCTb NIEBOTO JKENyA04Ka (KEeNTyLOYKOB)».

B naHHOM cTaTbe Mbl MCNOJb3YEM TEPMUH «HEKOMMAKT-
Hbll MuoKapa» (HKM), Tak Kak WMeHHO OH NpuBOAUTCA

Tom 3,N? 3, 2023
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Puc. 5. 3xoKkapavorpamMma naumeHTa, MMetoLLero runepTpabexkynsp-
HOCTb MWUOKap/ia NIeBOro XenyouKa. BepxylueuHas 4-kamepHas mo-
3uums. OBpalLatoT Ha cebs BHUMaHWe aunataums eBOro XenynouKa
1 BbIpaXKeHHasn TpabeKynsapHOCTb B 061acTh BEPXYLLKUA

Fig. 5. Echocardiogram of a patient with left ventricular
hypertrabeculation. Apical 4-chamber view. Noteworthy is the
dilatation of the left ventricle and pronounced trabecularity in the
area at the apex

B €BpONencKkux pekoMeHgaumax 2022 roga no neyYeHuio xe-
nynoyKoBbIX aputMuin U npodunakTuke BCC. HKM Brntouaet
reTeporeHHylo rpynmny GeHoTUNUYECKW pa3HbIX 3aboneBaHuid,
XapaKTepU3ylLWmUXcs cneunPrUecKUMIU U3MEHEHUAMM CTPYK-
Typbl Muokapaa JIXK, a nHorpa u muokapga MX [2, 78-80].
06was ana Bcex GeHOTUNOB CTPYKTypHas matonorus —
aHoMarbHble Tpabekynbl B JIK/TIK unn 0boux xenypoukax,
yaue Bcero B obnactu Bepxywky [78-80]. Ha puc. 5 npea-
ctaBneHa 3xoKI ofHOro U3 HALLMX NALMEHTOB.

Mpn HKM moryt BcTpeuatbca punataumsa JIXK, runep-
Tpodus JIHK, cuctonmueckasn, auactonuyeckas auchyHKLmMs
WAKM U TO, U apyroe ofHoBpPeMeHHo, KpoMe Toro HKM moxet
COYeTaThCsl C PasnMyHLIMU BPOXKAEHHBIMW MOPOKaMM cepALa
[78-80]. KnuHuuecku 3aboneBaHue NpoSBNAETCA XPOHUYe-
CKOI CepLeyHON HeloCTaTO4HOCTbIO, OMACcHBIMU [J1S U3HU
A, nonHoi AB bnokapoi, 6nokagamu Hoxek nydka luca.
Boigensiot no 9 BapuaHTOB 3aboneBaHms, reMOAMHAMUYECKM
1 KIIMHWUYECKW NpOTEeKatoLwmMxX no-pasHomy [79, 801:

1) n3onmupoBaHHas unu fobpokadecteHHas popma HKM,
CTPYKTYPHbIE U3MEHEHWS NPUCYTCTBYHOT, HAapYLLIEHUS FeMOAM-
HaMUKM U KIIMHUKa OTCYTCTBYIOT (BCTPEYaeTca y CropTcMe-
HOB, Y 6epeMeHHbIX);

2) apuTMoreHHas dopMa, Npu KOTOPOM 0CHOBHOE KJIMHU-
YecKoe MpOsB/IEHe — HapYLUEHWA pUTMa Cepaua, Npexae
Bcero XA;

3) aunataumoHHas ¢opMa, Npyu KOTOPOM KPOMe XapaK-
TEpHbIX MOPAONOTMYECKMUX U3MEHEHUI UMEET MeCTO Auna-
TaLUWA 1 CHUKEHME KOHTpaKTuibHocTn JTXK;

4) runepTpodmyeckas popma, Npu KOTOPOIA BbIpaXKeHHOM
OunatauMm HeT, HO UMeeT MecTo runepTpodus MMoKapaa,
MPeXae BCEro YTONLLEHME MWUOKapAa, He BOBJIEYEHHOMO
B NPOLIECC HEKOMMAKTHOCTH;

5) «cMeLwaHHas» dopMa HKM;




54

REVIEWS

6) pecTpuKTMBHas ¢opMa, npu KoTopon npeobnagaet
TAKeNas AuacTonmueckas AucyHKums;

7) bueHTpuKynspHas ¢popma HKM;

8) u3bbiTouHas TpabekynsapHocTb MM ¢ HopManbHoii
cTpyKktypoit JIXK;

9) coueTtanne HKM c BpoaeHHbIMM NOpOKaMM cepaua.

CBA3b 3ab0N1€BaHUA C FEHETUYECKUMM aHOManusMM Bbl-
ansoT y 30-50 % nauneHToB, MAEHTUDULMPOBAHO HECKONb-
KO reHoB, KOAMPYHLLMX CApKOMEPHbIE WM LUTOCKENETHbIE
BesKy, 0AHAKO BbIABNEHHbIE FTEHETUYECKUE aHOMaMK BCTpe-
yatoTcst He TonbKo npu HKM, Ho v npu gpyrux kapavomuona-
TUSIX, BKIOYas cuHapoM bapra [79, 80].

Iuarnoctnka HKM satpynHeHa, npeanioXeHHble pas-
NIMYHbIE AWArHOCTUYECKUE KPUTEPUM [I0 CUX MOP He Banu-
LV3MPOBaHbl U HU OJWH U3 HUX HE MPUBOJUTCHA B PeKo-
MEH[aUMAX B KayecTBe AuarHoctudeckoro. CMepTHoOCTb
0T cepieyHo-cocyamucTbix 3aboneBanuii npu HKM anano-
rMyHa nokasarenam cpeam nauuentos ¢ KM [81]. 06Hapy-
}eHue ovarosoro ¢ubposa npu MPT ¢ KoHTpacTUpoBaHueM
accouumpyeTcs C Cepbe3HbIMU CepAevHO-COCYAUCTbIMU
cobbITMAMM, BKIOYas apuTMuyeckue [82], ofHaKo fo cux
nop He pa3paboTaHbl KpUTepumn cTpaTuduKaumm pucka BCC
npu HKM. B pekoMeHaauusax roBoputca o ToM, YTo B by-
AyuieM couyetaHme MPT-KputepueB € AaHHBIMU FeHETH-
YECKOr0 TeCTUPOBAHMA MOXKET NpeofoneTb TEKYLLY0 He-
OMpeAeNneHHOCTb B OTHOLEHMM CTpaTUdUKaLMK PUCKa
HebnaronpuaTHbIx cobbiTuin npu HKM [2, 83]. A noka pe-
KOMEHAaLMM COBETYIOT NpU peLleHnn Bonpoca 0b uMnnaH-
Taumm UKL npu auarHoctvposaHHo HKM wucnonb3oBatb
Kputepuu, BoipaboTtaHHble ansa JKMI/THOKMIL. PekomeH-
AaLuM N0 UMNNaHTaUMu KapauoBepTepa-Aedubpunnatopa
NpW HEKOMNAKTHOM MWOKapAe JIEBOro JKemyno4Ka npej-
cTaBneHbl B Tabnuue 11 [2].

Vol. 3 (3) 2023

Cardiac Arrhythmias

PECTPMKTMBHGFI KapauoMuonartua

(MeHoTUN pecTpUKTMBHOW Kapauommonatun (PKMIT)
BCTPeYaeTcs PeAKo M MOXKET bbITb CleACTBMEM pa3/uy-
HbIX MPUYMH, BKIOYAs FEHETUYECKU AeTepMUHUPOBAHHBIN
1 NpUOBpPETEHHBIA UHTEPCTULMANBHBIA GUOpP03, MHPUNLTPa-
TUBHbIE paccTpoicTBa (Hanpumep, aMunonzo3) U bonesxu
Hakonneuus (Hanpumep, bonesHb AnpepceHa — Dabpu).
Nx BbifBNEHME WMEET pellaloLiee 3HayYeHue A1 Bbibopa
Tepanuu, Tak Kak Ans OoTAenbHbIX 3aboneBaHui, B KiM-
HUYECKOM TEYEHWW KOTOPbIX Ha MepBbIA MiaH BbICTynaeT
PECTPUKTUBHAsA reMoJMHaMWKa, CyLLecTByeT creuuduye-
cKas 6onesHb-Moanduumpyowas Tepanus. CepaeyHas He-
[0CTaTOYHOCTb ABNSETCA OAHUM M3 BefyLMX CUMMTOMOB
npu niobom BapnaHte PKMII. B 3aBUCUMOCTM OT EeHOTU-
na MoryT npeobnagatb npefcepaHbe UK KeNyL0YKOBbIE
HapyLWeHWs puTMa, B TOM uucne datanbHble. Hanpumep,
npu 6onesnn ®abpu 60NbLIMHCTBO 3aperncTpupoBaHHbIX
CepLEYHO-COCYANUCTLIX CMepTeN Dbl OTHECEHBI K KaTero-
pun BCC [84]. B cBa3m ¢ TeM, yto PKMIT — camas penkas
cpeay Bcex KM, KpynHble pagHOMM3NPOBaHHbIE UCCeso-
BaHUS 3TOM MaToJIOTWM MOKa OTCYTCTBYKT. PeTpocneKTus-
HbIi, HabnwaaTenbHbIN XxapakTep BosbluMHCTBA Hebob-
LUMX OJJHOLLEHTPOBBIX UCCNIEJ0BaHNA M HU3KOe abcomoTHoe
4UCNO CMepTeil BCNEACTBME CEPLEYHO-COCYAMCTBIX 3abo-
nesaHuin u BCC B 3TMX UccnefoBaHUAX B HacTosILLiee BPeMA
He no3BsonsioT pekoMeHgosatb UK/ ans nepenuHoii npodu-
naktvkn BCC npu PKMI1. B pekomeHpaumsax paetcs coBeT
TOJIbKO M0 UMMJIAHTaUUK KapAnoBepTepa-Aeubpunnsaropa
npu amunongose cepaua (tabn. 12) [2]. B HacToswee Bpe-
Ma UK]L cneayeT peKoMeH,0BaTh NaLyeHTaM, CTpajaloLLmM
amunoungHon KMI ¢ remoamHamnyeckn HenepeHocumMon KT
nocie TIWATeNbHOro 06CYKAEHNA KOHKYPUPYIOLLMX PUCKOB
HEapUTMUYECKON U BHECEPEYHON CMEPTH.

Tabnuua 11. PekoMeHpaumm no MMnnaHTaumm KapanosepTepa-aedubpunnsatopa npu HEeKOMNAaKTHOM MUOKapAE JIeBOro JKenyfouKa
Table 11. Recommendations for cardioverter defibrillator implantation in left ventricular non-compaction

Knacc YpoBeHb
PekoMenpauus .
NoKa3aHuu A0Ka3aTe/IbHOCTU
MaumeHTaM ¢ KapAMOMUONaTUel HEKOMNAKTHOro GeHOTUNa, AMarHOCTUPOBaHHOM Ha ocHoBe MPT lla C

WM 3XOKapAMorpaduUUeckux faHHbIX, CriesyeT peKoMeH0BaTh uMniaHTauuio VK] ans nepsuy-
Hoit npodmnakTukm BCC no TeM e nokasaHuaM, yto 1 npu JKMM/THOKMI

lpumeyaHue: BCC — BHe3anHas ceppeyHas cMeptb; AKMIT — punataumonHas kapanomuonatus; THOKMIT — runokvHeTyecKas HeaunaTaumoHHas
Kapavommonartus; UK — mmnnaHTupyeMbint Kapanoseptep-aedubpunnsatop: MPT — MarHuTHo-pe3oHaHcHas ToMorpadus.

Note: SCD — sudden cardiac death; DCM — dilated cardiomyopathy; HNDCM — hypokinetic nondilated cardiomyopathy; ICD — implantable cardioverter

defibrillator, MRI — magnetic resonance imaging.

Tabnuua 12. PeoMeHAaumMu No MMNIaHTaLMW KapavoBepTepa-aedubpuniaTopa nauMeHTaM, CTpaaiolM aMuona03oM cepaLa
Table 12. Recommendations for implantation of a cardioverter-defibrillator in patients with cardiac amyloidosis

Knacc YpoBeHb
PekoMeHpaums .
NoKa3aHuu AO0Ka3aTeJ/IbHOCTU
WK cnepyeT pekoMeHA0BaThb NaLMeHTaM, CTPaAAloLLIMM aMUITON030M JIErKUX Lienen Unn TpaHc- lla C

TUPEeTUH-accoLumpoBaHHon amunonaHon KMI u reMogmHammuecku Henepexocumoid T

Mpumeyarue: T — xenyaoukoBas Taxukapans; MK — uMnnaHTMpyeMblii KapavosepTep-nedubpunnstop; KM — kapanoMuonatus.
Note: VT — ventricular tachycardia; ICD — implantable cardioverter defibrillator; CMP — cardiomyopathy.
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Pasgen pekoMeHAaumii, NOCBALLEHHbINA aKTyaNbHbIM BO-
npocam onpepenenus KM, auarHoctukm, ctpatmdukaummn
pucka BCC, neuennsa XA npu KMI, npefcTtaBnseT 60nbLUOi
NPaKTUYECKUI MHTEPEC, TaK KaK (aTanbHble Xenyno4KoBbIe
HapyLUeHWUs puTMa ABNSIOTCA YaCTblM OCNOXHEHUEM BCeX
6e3 uckntoueHna KMI.

AOMO/IHUTE/IbHAA UHOOPMALIUA

KoHbnMKT uHTepecoB. ABTOpLI EK/IapUpYIOT OTCYTCTBIE
SBHBIX 1 MOTEHLMANbHBIX KOHJIMKTOB MHTEPECOB, CBA3AHHBIX
C NyBAMKaLMEN HAcTOALLEN CTaTby.
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