( ) MIOHbCKAA r. CaHkT-MNeTepbypr - 24 wioHa 2021 r.
KOH®EPEHLU WA
B KAPAMOKAMHMKE COBPEMEHHBIE MNMPEACTABJIEHUA O KAPANOMUOMNATUAX

AKTYAJIbHASl KJIACCUDUKALMUSA
KAPAUOMMUONATUMN,
OCOBEHHOCTU NATOIEHE3A,
KPUTEPUN OAUATHO3A

pykoBoauTenb y4ebHoro ueHTpa AO «KapaAnoknnHmnka»

K.M.H. Tne6oBa C.A.



CLASSIFICATION OF THE CARDIOMYOPATHIES: APOSITION

@)) STATEMENT FROM THE EUROPEAN SOCIETY OF CARDIOLOGY
WORKING GROUP ON MYOCARDIAL AND PERICARDIAL
@ DISEASES
E%:ﬁi?« KAPONOMUONATUN
Heknaccnéduumpyemeole:
FKMMN | | OKMIM | | AKMIM | PKMI HeKomnaKTHbIN MUOKapA,
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. N

NaeHTUPUUMPOBAH reHHbIN OnpeaenéH noatun
He naoeHtnpumumnposaH A duump MavonaTiyeckas pPea, A
reHHbIV gedekT nedekxr 3aboneBaHuA
(onpepenéH noatun
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European Heart Journal 2007
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WORKING GROUP ON MYOCARDIAL AND PERICARDIAL
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EUnROPFLAN
1OCIETY OF
CARDYOLOGY

HacnepctBeHHble/reHeTUYeCKue

MwuoKapanuTbl, bonesHb KaBacaku,
cmHapom Yapparka-Ctpocca, NeKkapcTaa,
BUPYCbl, SHAOKPUHHAA NAaTO/I0TUA,
AePnUNTbI PA3/IMYHbBIX BELLECTB
(TMaMWH, KAPHUTUH, Cenex),
runopocpatemuma, runokanbumemms,
aNKorosb
TAXUKAPOUOMMWONATHUA

European Heart Journal 2007
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KAPAMOMUOMATUW, MHAYLUNPOBAHHBIE APUTMUEMN:
BO3MOXXHbIE TPUITEPbI, MEAUATOPbLI, SOPEKTHI U
@)) BOCCTAHOBJIEHUE

| Teosapaws | Yacasac | on

Tpurrepsbl MosbliweHHasa YCC AunccnuxpoHua JIXK HeperynsapHbin putm
AB auccoumnauyma CumnaTtunyeckasa gucperynauma
HeperynsapHbin putm OTCyTCTBME KOHTPAKTUABHOCTMU
NHTEpMUTTUPYIOLWAA TaXMKapAMA npeacepanm

CumnaTtuyecKkan gucperynauma

MeanaTopbl MNeperpys3ka Ca, HapyweHue Ca MNeperpys3ka Ca, HapyweHune Ca HapyweHune Ca remocTtasa
remocrasa remocTasa ??7?
??7?
ApdeKTbl ®dunbpos PemogenmpoBaHne MMOLIUTOB U KoHTpaKTuabHaa agucyHKUmA
PemogennpoBaHme MMounTOB U aIeKTpuyeckoe
afleKTpuyeckoe KoHTpaKTUAbHaA KoHTpaKTuabHaa ancdyHKumA
AnchyHKUmA

HelporopmoHanbHas akTMBauma

NleyeHve :\za.

— -

BoccTtaHoBNneHUe Hopmanusaums ©B Hopmanusaumsa ®B n pasmepos Hopmanusauusa ©B
27?7

Arrhythmia-Induced Cardiomyopathy: JACC State-of-the-Art Review 2019



C THE CAMERA-MRI STUDY
®

CENTRAL ILLUSTRATION: Change in Absolute LVEF From Baseline Ac-
cording to Treatment Arm

A Primary Endpoint: Change in LVEF at B  Catheter Ablation Lesion Set in Left Atrium:
Baseline and 6 Months by Treatment Arm Pulmonary Vein and Posterior Wall Isolation
25 4 Mean difference = +14.0%,

95% ClI: 8.5% to 19.5%

-

Roof Iine&

Change in Absolute LVEF from Baseline (%)

Catheter Medical Rate
Ablation Control

Prabhu, S. et al. J Am Coll Cardiol. 2017;70(16):1949-61.

Pl aBnsgeTca HegooOLEHEHHOW
obpaTuMon NPUYNHON ANCAYHKLNU
JIXK, HecMmoOTpsa Ha agekBaTHbLIN
KOHTPOMb 4acToThl
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JTKMIT KIMHUYECKHUU
CIEKTP

\

& EACVI
N

European Association of
Cardiovascular Imaging
@ European Society of Cardiolagy

MPERKTUHNYECKAA U

PAHHAA ®A3A

Het
KapAnanbHbIX
NpOoABNEHWUM
(HocuTenb
MyTaLLMKN UK
AHA nosutms)

N3onnposaHHasa
avnaTtauus
Xernynodka

Aputmndeckas
KM

(apnT™Mum nnu
aedekTbl
npoBeneHns)

KIMHNYECKAA ®A3A

[MnoknHeTn4eckas
He AnnaTtaunoHHas
KMI

(rMnokuHeswns bes
aunnataunm)

MporpeccuBHas akcnpeccus deHoTuna

[nnataunoHHas
KMI

AwvnaTtauma
JIK+runoknHesmna

Eur Heart J Cardiovasc Imaging, Volume 20, Issue 10, October 2019, Pages 1075—-1093, https://doi.org/10.1093/ehjci/jez178

OXFORD
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ApUTMOreHHas
KapanoMmonaTus - aToO He
TONbKO 601€e3Hb JECMOCOM, HO
N BCEro BCTaBOYHOro AMCKa

BcTaBOYHbIN ANCK - 3TO CTPYKTYPA,

KOTOpasa coeamnHAeT cocegHue

KapAMOMMUOLUTbI M COCTOUT U3 C/IeAYIOLMX

KOMMOHEHTOB:

1) LUleneBble KOHTaKTbl (HEKCYCbI)-
MeTaboNIMYECKN U INTIEKTPUYECKU
CoeIMHAIOT cocegHne KapAnOMUOLUTDI

2) ApresmBHble KOHTaKTbl, KOTOPble
COeINHAIOT aKTUH COCeHUX KNETOK

3) decmocombl



(A) IECMOCOMA C JECMOMMEVNHOM, JECMOKONMHOM, @ESC
MNAKOIMOBUHOM, MNAKODUNMHOM W AECMOMMAKMHOM. of Cardology
B HOPMAJIbHAA IECMOCOMA

C PA3PYLLUEHHAA JECMOCOMA
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OTHUOJIOI' MYECKAA KITACCUDOUKALIN A

AKMII

JUP

DSC-2

AEeCMOCOMHbIE HeLeCMOCOMHbIe
MyTaLMn dbopmbl

—

HenecmocoMHBIE TEHHBIE My TallUU
PLN, TMEM43, TTN, TGF3,

IpyTre

HepBHOo-MbIIeUHBIE: [[romiep,
bekkep, Lamin A/C, Flamin C

BocnanutesnbHble MMOKapAMT,
MapKonao3

ApuntmoreHHaa KMTI

BpoXaeHHaa natonorua
AHeBpPU3MbI Kenyao4dKa

NHpeKkumnoHHble 6onesHb LLlaraca

D. Corrado European Heart Journal, Volume 41, Issue 14, 7 April 2020, Pages 1414-1429




KOHCEHCYC HE AOCTUTHYT

2019 HRS expert consensus statement on evaluation,

DIAGNOSIS OF ARRHYTHMOGENIC

g Hﬁf,'{},m risk stratification, and management of CARDIOMYOPATHY:
Society. arrhythmogenic cardiomyopathy @ © THE PADUA CRITERIA 2020
* ApUTMOreHHaqa KapanommonaTus - « ApUTMOreHHas kKapanomumonaTus - 3To

3TO apUTMEreHHoe 3aboneBaHne reHET4ECKoe 3aboneBaHNe cepAeyHou
cepaevyHOoU Mblllubl, KOTOpoe MbILLLIbl, KOTOPOE NMOPaXXa€T rnpasbln
Henb3s 06BbACHUTL ULWEMNYECKON KEITYAOHEK, WM NIEBBIN XENYNOHEK,
bonesHblo cepaua, apTepuanbHON i 00d KETYAO0AKd, ONPEACHSOLLICN
rANEpTEH3MEN, KNANaHHbIMY (deHOoTNYEeCKon YepTon KOTOpPOro
ADTMOFeHHaS aBnsetca pubposHoe nnm punbposHo-
NMOPOKdMU. AP XXMPOBOE 3aMELLEHNE KapAMOMUOLINTOB,
KapAMOMNONaThA NPoABAAETCA KOTOPOE NEXMUT B QCHOBE 1106a1bHOM
nbpunnaunen npeacepamu, NN pernoHanbHON ANCHYHKLNU U
HapyLUEeHNIMN NPOBOAMMOCTU U npegpacrnonaraeT K pa3BuUTUIO
XXenyao4KoBbIMU apUTMUSAMMN. XXU3HEYrpoXarLwmx apuTtMnm,

He3aBMCUMO OT CTereHN BblpaXXeHHOCTH
XKenyao4KoBOW ANCHYHKUNN



C()) OEHOTUNMNYHECKNE BAPUAHTbBI AKMT

AKMIT

JIeBO-TOMHUHAHTHBIN
tun AKMII

-Mop(}o-(QyHKIIMOHAIbHBIC WIIN
CTPYKTypHbI€ KpuTepun s JIZK

-OTCYyTCTBYIOT MOpP(do-
(GYHKIMOHATBHBIE WU
CTpyKTypHbI€ KpuTepun s [DK
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OBHOBJIEHHbBIE AMATHOCTUYECKWUE KPUTEPUWN ONS MXK.
NAOYSA 2020

MOPDO-PYHKLNOHATbHBIE XKEJTYJOYKOBbIE UIMEHEHMUS 10
AaHHbIM IXO-KT, MPT uin aHruorpagum

BO/IbLLUOM:

PermoHanbHas aknmHe3snd, AMCKMHE3NS UIn Bbind4ymMBaHue B
COYETaHUN C OAHNM U3 CNeEAYHOWNX NMPU3HAKOB.

- aynaTtauma XX
- CHMXXEHNE coKpaTuTenbHon cnocobHocTm MK

Manbin: PermoHanbHas akMHe3nsl, ANCKUHE3US UK
aHeBpu3Ma cBoboaHou cTeHku MK
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OBHOBJIEHHbBIE AMATHOCTUYECKWUE KPUTEPUWN AN MX.
NAAYA 2020

- annatauua MX — ysennvenmne KAO XK —
KOPPUIrMpPOBaHHbIE C YYETOM NJoLaan NOBEPXHOCTU
Tena, Bo3pacTa U nosa, B COOTBETCTBUU C
HOMOIrpaMMaMy.

- CHMXXEHNE CoKpaTUTeNbHOU cnocobHocTu MK
(cHmXeHne OB 1K) B cooTBEeTCTBUN C
HOMOrpaMMaMMu.
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RECOMMENDATIONS FOR CARDIAC CHAMBER QUANTIFICATION
BY ECHOCARDIOGRAPHY IN ADULTS: AN UPDATE FROM
cooaasrmans | HE AMERICAN SOCIETY OF ECHOCARDIOGRAPHY

EACVI

Eumpean Society of Cardiology

AND THE EUROPEAN ASSOCIATION OF CARDIOVASCULAR
IMAGING (2015)

HopmanbHble 3xo-Kapauorpadpuyeckue senmumHbl gna MK

HopmanbHbIM agnanasoH cpepHeexSD
KAO IDK/IIIT MY*KYMHbI 35-87 61+13
(Ma/m2)
*KEHLLNHDbI 32-74 53+10.5
cpegHeexSD HeHopmanbHaA
BeNNYMHA
®B MK (%) 58 6.5 <45




REFERENCE RANGES ("NORMAL VALUES")
FOR CARDIOVASCULAR MAGNETIC RESONANCE (CMR)
IN ADULTS AND CHILDREN: 2020 UPDATE

©

HopmanbHble BenanuunHbl gna MK no agaHHbim MPT

(nannnnapHble MbiWLbl BKKOYEHDI)

20-29 net 30-39 nert 40-49 net 50-59 nert
KOO MXK/NAT MYXYUHbI 63-124 57-109 50-112 48-111
(mn/m?2)
YKEHLMUHbI 55-101 51-100 46-102 42-95
OB ITXK (%) MY*KYUHbI 36—69 41-68 40-73 41-74
*KEHLWMUHbI 34-78 39-77 44-76 44-78

J Cardiovasc Magn Reson. 2020; 22: 87



https://www.ncbi.nlm.nih.gov/pmc/articles/PMC7734766/
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SABUCHUMOCTD PASMEPA TDK
OT TPEHMPOBOYHOI'O PEXXNMA

<11-15 h/w <16-20 h/w

RV EDV
p value=0.02

221+5mL 237+5mL 253 +9mL 268 £ 15 mL
95% CR 210-233 mL 226 - 247 mL 232 -273 mL 235-301mL

Mean + SE 99 +4mL M+3mL 123+ 7mL 135+11mL
95% CR 90 -108 mL 103 -118 mL 108 - 138 mL M1 -159 mL

FlavioD’Ascenzi JACC
Cardiovascular Imaging 2019
\ol. 12, Issue 9 P. 1755-1765
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HOBbIE ANATHOCTUYECKUE KPUTEPUWU A4 J1XK.
NAOYSA 2020

MOPPODYHKLIMOHAIbHBIE XKE/TYJOHKOBAIE
HapyLerns rno garHeimM IXO-KI, MPT win

aHrnorpapum
BOJIbLLUOMN:

HapyweHnsa rnobanbHON COKpaTUTENbHOU
cnocobHocTn JIK (cHMxeHne OB nnmn nokasaTenen
GLS), c nnn 6e3 gunataumm JIK

Manbin: JlokanbHasg rMnoOKUHE3ns, akMHEe3ns
ceBoboagHon cteHkun JIXK, MXKIT nnu o6emx
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OBHOBJIEHHbBIE AMATHOCTUYECKWUE KPUTEPUWN ONS MXK.
NAOYSA 2020

CTDYKTYPHbIE MUOKAPANASIbHBIE U3MEHEHMNS
JIaHHblIe MPT

»bonbwon: TpaHcMypasibHOe OTCPOYEHHOE
HaKonneHne raaonnHna (nosnocaTbi NaTTepH)=1
pernoHa MX (BXxogHOW TPaKT, BbIXOAHOW TPAKT, U
BepxyLwKa B 2 OPTOroHasIbHbIX NPOeKLunsX)

JIaHHbIE 6uoricuu

»bonbwon: GnbposHoe 3aMellleHne M1okapaa B
>1 obpa3ue ¢ nnm 6e3 XMpoBou TKaHU
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HOBbIE ANATHOCTUYECKUE KPUTEPUWU ONSA JIX.
NAOYSA 2020

CTDYKTYPHbIE MUOKAPANASIbHBIE U3MEHEHMNS
JIaHHblIe MPT

Bonblon: OTCpoUYEHHOE HaKOMNEHNE raoNIMHNS
(nonocatbi NaTTepH) =1 cermeHTa (B 2
OPTOroHasbHbIX NPOEKLUMSAX) CBOOOAHON CTEHKMY,
neperopoakun nnu obenx (nckntovaertcs septal
junctional LGE)
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OBHOBJIEHHbBIE AMATHOCTUYECKWUE KPUTEPUWN ONS MXK.
NAOYSA 2020

Hapyiierns perosisapusalmm
AaHHble KT

BONIbLIOWN: NHBEPTUPOBAHHbLIE 3ybLbl T B NpaBbIX
otBeaeHuax (V1, V2 n V3) npu otcytcteum MNBIMHMT

Manbin: nHBEpTUPOBaAHHbIE 3ybLbl T B NpaBbiX

rpyaHbix otBegeHuax (V1 n V2) npu oTcyTCcTBUM
MBMHMNT

MHBEPTMPOBAHHbIE 3y6Lbl T B MpaBblX OTBEAEHUAX
(V1, V2, V3 1 V4) npu Hanuuun MNBMHMT



HOBbIE ANATHOCTUYECKUE KPUTEPUWU ONSA JIX.
@)) NAOYSA 2020

Hapyiierns perosisapusalmm
AaHHble KT

Manbin: nHBepTUpPOBaHHbIE 3ybLubl T B NeEBbIX
rpyaHbix otBeaerHusax (V4, V5 n V6) npu oTcyTCcTBMM
NBJIHMT



OBHOBMEHHBIE AVMATHOCTUYECKWE KPUTEPUI NS M)XK,
@)) NAZYS 2020

HapyiieHnus A4ernosisapu3aLimm

AaHHble IKT 4
Manblie:
€-BonHa B V1-V3
LLInpnHa KOHEYHOM YacCTu XKenyao04KoBOro |
KOMMNEKCA OT CaMOW HMXHEN TOYKM 3ybua S TAD
10 KOHUa KoMnniekca QRS >55 Mc B
(Bkntovaa R’ B V1-3 npu otcytctemm MNBIMHMT)

Epsilon wave




HIGH INTEROBSERVER VARIABILITY IN THE ASSESSMENT OF EPSILON
@)) WAVES: IMPLICATIONS FOR DIAGNOSIS OF ARRHYTHMOGENIC RIGHT
VENTRICULAR CARDIOMYOPATHY/DYSPLASIA

Pyotr G. Platonov MD, PhD, Hugh Calkins MD, Richard N. Hauer MD, PhD, Domenico Corrado
MD, PhD, Jesper H. Svendsen MD, DMSci, Thomas

Wichter MD, Elzbieta Katarzyna Biernacka MD, PhD, Ardan M. Saguner MD, Anneline te Riele
MD, Wojciech Zareba MD

Heart Rhythm2016l



HOBbIE ANATHOCTUYHECKUE KPUTEPUW ONA J1XX, NMAAYSA 2020
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Hapylerns Aenosispusanmm
JlaHHblIe K

Manbin: Hu3kun BonbTax QRS (< 0,5 MB ot nuka
N0 NUKa B OTBEAEHUSAX OT KOHeYHocTeun (npu

OTCYTCTBUU OXUPEHUS, IMPDU3EMbI N BbINOTA B
nepukapae)
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OBHOBJIEHHbBIE AMATHOCTUYECKWUE KPUTEPUWN ONS MXK.
NAAYA 2020

XKe/1y4OHYKOBbIE HAPYILLIEHUS PUTMA
AaHHble XM-IKI

BONbLUON: YacTble Xenyao4ykoBble 3kcTpacuctonbl (>500 B
CYTKWN), YCTONYMBASA UM HEYCTOMUYMBAS XKENYA04KOBaS
Taxukapauna ¢ mopdonornen BJTHMT

ManblINn: YyacTble XenyaoykoBble a3kcTpacuctonbl (>500 B
CYTKWN), YCTONYMBASA UM HEYCTOMUYMBAS XKENYyA04KOBaS
Taxukapana mopdonorum BJTHMT ¢ HUXXHEN ocblo (NaTTepH
3KTOMNM4Yeckoro cybcrpata BbixoaHoro tpakta MXK)
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HOBbIE ANATHOCTUYECKUE KPUTEPUWU ONSA JIX.
NAAYA 2020

XKEenyJOYKOBbIE HAPYLLIEHUS PUTMA
JSIaHHbIEe XM-2K[

MaJblii: 4acThI€ KEJIYyI0YKOBBIE AKCTpacucTonbl (>500 B
CYTKH), YCTOMYMBASA WA HEYCTOMYMBAS KEITYAOUKOBas
Taxukapaus ¢ mopdoisoruert bITHIII ¢ HM>kHEM ochio (3a
MCKJIIOUYEHUEM (DaCIMKYISIPHOIrO IIaTTepHa)



@)) KAK NMOCTABUTb ANUATHO3?

[ns noctaHoBKKM onpeaeneHHoro avarHo3a AKMIT (npaBo-AOMWHAHTHOMO TMNa) y NauneHTa
OOMKHO BbITb 2 60MbLINX KpUTEPUS UM 1 601bWON K 2 ManbiX UK 4 ManbiX U3 PasHbIX
KaTeropum

[MorpaHMYHbIA ANArHO3 MOXHO paccMaTpuBaTb NPW Hannyuu y nauneHTta 1 6onbworo u 1
Masioro KpuTepueB, Ui 3 ManbiX KpUTEPUEB

BeposTHbIM aAnarHo3 AKMIT ctonT paccMaTtpuBaTb Npu Hanmumu 1 60nblWOro nnmn 2 Manbix
KpUTEPUEB U3 pa3HbiX KaTeropmn (=1 Mopdo-DYHKLNOHANbHbIA UNU CTPYKTYPHbIN)

[AnarHo3 neBo-AOMUHAHTHOM (hOPMbl CTAaBUTCS Y NALMEHTOB, KOTOPbIE AEMOHCTPUPYIOT
CTPYKTYpPHble Kputepun (C nnn 6e3 mopdo-dpyHKumMoHanbHblX JIXK) B codeTaHumn ¢ MyTaumnsiMu
B reHax, xapaktepHbix ang AKMII.
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CeMenHbIN CuMnTombl N3meHeHus Kenynoukos N3meHeHus Ha
aHaMHE3 ApUTMHUH Ha OKI bIC ADUTMHUM OXO-KI'/MPT

Knnanueckuit mnarno3s AKMII
CrpykTypHbI€ 1M MOP(HOPYHKHOHATBEHBIC KPUTEPUH HEOOXOIUMBI

l

A

|

MonekynapHO-TeHETUYECKOE TECTUPOBAHUE

I1o3uTUBHBIN TECT

/\

ITaToreHHubie MyTaluu
B J€ECMOCOMHBIX T'€Hax

[TaTorennsie MyTalluu B
HCIICCMOCOMHBIX I'CHAX

A 4

\ 4

AKMII, cBs3anHas ¢
JIECMOCOMHBIMU
reHaMu

HeratuBHbIN TECT

Knuanueckun

OTp

CKpHMHHUHI CCMBbH

:

JudbdepenumanbHbiii AMar1o3
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OMB, II9T), uccnenosanue JIB
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AKMII, cBs3anHas ¢
HEJIECMOCOMHBIMU
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STHOJOTHUU

AKMII

AKMII

BpoxaeHHbIe Uiau MpuoOpeTEHHBIE
3a00J1€BaHMs, MUMHKPHUPYIOIINE MO/




