S %, Knunuka HUU cepaevHo-cocyancTtbix 3abonesaHun ®rboy BO MNCrbrvy
g &@? = um. akagemuka W.M.MaBnosa
‘189'/§ﬁf Kadeapa tepanun hakynbTeTCKON C KYypCOM 3HOOKPUHOMOIUN,

KapAWosiorum ¢ KNMHNMKon nm. akagemuka I ®d. Jlavra

«Kapanomumonatum n BCC»

N'yakosa AnekcaHapa AKoBneBHa

A.M.H., 3aBeaywowana nabopatopueir Kapguomuonatuim HUMU ceppgeuyHo-cocyauctbix 3abonesaHun HKUL,
®reoy BO «MCN6IrMY umenu akagemuka WU.MN. NMNasnosa», npodeccop Kadpeapbl ¢aKynbTEeTCKON Tepanum
®reoy BMO «MCN6IrMY umeHu akagemuka W.MN. MaBnoBa», BeaywMiA HAY4YHbIA COTPYAHUK WMHCTUTYTA
MoneKynspHou 6uonorum u reHetuku ®rby «HMUL um. B.A. AamasoBa»

HoHeuk
16.06.2023



EBponerickue peKoMeHAaALUMU MO JIEYEHUIO NALUEHTOB
C XXeJNlyAO4YKOBbIMU apUTMUSIMU U NpoPUNTAKTUKE
BHe3anHou cepae4yHou cMeptu 2022: yto HOBOro?

T.H. HoBukoBa, B.U. HoBukos, C.A. CauraHos, B.A. lllepbakoBa

Cesepo-3anafHbii roCy1apCTBeHHbLIM MeAUMUMHCKMM yHuBepcuTeT uM. L. Meununoea, Caukr-lletepbypr, Poccusa

B o063ope npeacraeneHa uHGOpMaUMA O HOBbLIX MOKA3aHMUAX, KOTOPbLIMK ClielyeT PYKOBOACTBOBATLCA MPU AMArHOCTUKE
M NTeYEHUM JKEeNTYIOUKOBbIX HapyLLIeHW PUTMa y NaUMEeHTOB C Pa3HOW 3TUOJSIOTMEN HApYLLUEHUH PUTMAa, B TOM YucCsie Y NauueH-
TOB, CTPaAaoLMX UlLeMMUecKon DonesHbio cepaua, KapAMOMMONAaTUAMK, KaHaNoNaTuaMK, BocnanuTenbHbIMU 3abonesaHmnamMm
cepaua, HeuMpoMbilleyHbIMM 3aboneBaHnaMK, BPOXKAEHHLIMU MOPOKaMKU Cepaua, AaHbl anropuTMbl AMArHOCTUHECKOW OLIeHKM
npu nepeom obpaleHnn NaUMeHTa C XeNyQ0YKOBbIMM HapylueHuaMHU puTMa 6e3 u3BecTHbIX cepaeuHbix 3aboneBaHni.

KnwuesBbie cnosa: XHenyaodyKoBbie apuUTMMK; BHe3alnHasa cepaedyHana CMepThb; aJiroputMbl AMAarHOCTUKM npuv nepsoM oGpame-
HUM NaumeHTa C Xenyao4YKoBbiMM HapyuieHMAMM pUTMa.

Kak uurupoears:
Hoewmxoea T H., Hoeuwos BW., Cairanoa C A, Lllepbakoea BA. Eeponeiciume pexoMeHOaUmM Mo NeHeHMI0 N3UMEeHTOB C XMeNyf04YHOBLIMA 3PUTMUAMMA U Npodu-

NaKTUKe BHe3aNHOW cepaeyHon cMepty 2022: yro Hosoro? // Cardiac Arrhythmias. 2022 T. 2, N2 3. C. 7-30. DOI: https://doi.org/10.17816/cardar1 10961




KapauoMuonaruu

* [ereporeHHas rpymmna 3a00J€BaHUN PA3IMYHON STHOJIOTUHN (4YACTO F€HETUYECKHU
00YCIIOBJICHHBIX ), COIIPOBOXKIAIOIINXCS MEXaHUYECKON W/UJIM DICKTPUYECKOM
avuc(yHKIMEH MUOKap/a u (B psJie cllydaeB) HEIPOIIOPIMOHAIbHOM
TUIIEPTPOPHEH WK JAUIaTaIieH.

Kapauomuonaruu (KMII) — rpynmna 3a0ojieBaHui, IPU KOTOPHIX MEPBUYHO
MOPAaKAETCd MUOKAP/, U TO IIOPAKECHUE HE SBISACTCS CIEICTBUEM:

BIIC, npuoopemennwix kaanannuvtx nopoxkos, AI, HbC, nopascenusn
nepukapoa.

O0Hako, amu 3a60s1es8aHua Mo2ym rpucymcmeosams 8 Kayecmaee cornnymcmeyroujeli
namoaso2auu




KAPAUWOMWUOINATUU

MEPBUYHbBIE

BTOPUYHBbIE

P v ~
I'enerudeckne CwmemaHHble IIpHOOpeTeHHBIE

AKMII

TKMIT

ApHTMOreHHast

AHCO.Ia3uA cepaoa PKMII

HexoMnakTHbIH
MHOKapJa

T InKoreHo3n!
(Danon, PRKAG?2)

Boae3HH HapymeHns
OpOBeJeHNsA O

MuToxoHIpHATbHBIE
MHONATHH

Kargadonatum

| Europian Sbciety of Cardiology;“

classification 2008

BocnaauTeabHbIE (MHOKAPIHT)

CTpecc-cipoBOIHPOBAHHBIE
(tako-tsubo)

ITocaepoaoBeie
HueaynHupoBaHHbIe TAXHKApIHEH

Y netel 0T MaTepeH ¢
HHCY/IHH-3aBHCHMBIM C]]

= Knaccudukauma BO3 (1996)

American Heart Association classification 200

(MaronB.J. et al., 2006)

Tenetugeckue ocrorrer KMII

TNNC1
TNNT2
TPM1

CRP3
MYH7

MYBPC3

TTN

ACTC

SUR2A/ABCCSY
SCNSA

/ Hapanomuonaria

rKkmn AKMN AOMK PKMN Heknaccubpmumpyembre
N - R
L — N 0
cemeiinbie / reHeTudeckue He cemelinbie / He reHeTudecKkue
Te He TH4E CKUM BaPUAHT He
Nogrwn 3ab6onesaluAa- Wanonate
WAeHTWGUUKPOBaH = e Mogmun 3abonesaHua-

(Elliott P. et al., 2008)

Kaparomeonaras (KMII) - rpynna 3a60.1esaHRil, OpE KOTOPLIX DEPEHTHO HOPAAA ETCH MHOKADT



BHe3anHaa apuTMUUYecKaa CMepTb U Kap4UOMMUONaTUA ABNAKOTCA BaXKHbIMU NPUYUHAMU BHE3aNHOM
cepAe4yHoli cmepTH B BeIMKOBpUTaHUU: pe3y/ibTaTbl U3 HAaLMOHaIbHOM 6a3bl AaHHbIX

B nepuogc 1994 no 2021 r. uccnegosaHbicepaua ot 7214 cnyyaes BCC.

S ——
e —_—
i
'

CHHOPOM EHE3anHOM

[JIXK He AcHOro reqesa
MWOK3PANT

53%mopthonormyetku

31%

SPUTMHYECKOMH ct:E‘m {CALC),

HOPManbHOE Cep
BNC '

WUBC

Mary N Sheppard, Joseph Westaby, Emelia Zullo, Belmira V E Fernandez, Steve Cox, AlisonCox

Sudden arrhythmic death and cardiomyopathy are important causes of sudden cardiac death in the UK: results from a national coronial autopsy databasel//
Volume82, Issue? June 2023Pages 1056-1066

https://doi.org/10.1111/his. 14889




HET BIepBbLIe
OpHMEHEeH y HNanHeHTOB
Mirowski et al. 8 1980

roxy

B 2002 r.
ACC/AHA/NASPE
PE€ROMEHIOBATH
Hcnoab3osaane UKL nas
NepBHYHOH
npodprnaarTurka BCC aopn
L' KMII (IIb)

I'KMII, BCCn

Hdo 2000 1. orcyTCcTrBOBaIH
HccaexoBaHAES 3 PeRTHBHOCTH
HKl 5 npodpranarraxke BCC s
roropre I KKMII

201S5r
Hecooas3oBaHHe

crparTadpEranaa pHcka BCC

or ACCF/AHA npusBeia

evmiasTamas HKT v 40-60%o

OHanHEeHTOB c IT'KMII

cpaBHenHuwo ¢ 20-26% op=

HCIOJILH30BaHHH MOIe JIH

ESC.




BHe3anHasa cmepTb MOXKeT ObiTb NepBbIM NPOoABAeHUEM runepTpoduyecKkon KapaAMOMUONATUM : AaHHbIe
peructpa natonoruu CoeguHeHHoro Koponescrea

10% > 80 yrs old MY KYUHb!

AWATHO3 no pesynoTtatam
gja IBKNOHSHUR

KAPOMANBHbLIA ®UMEPO3

KAPOUANBHBIE CUMNTOMbI

T ——

CAD in 16%

5582186
1.6+ 63 mm

FinocchiaroG. etal. Sudden Death Can Be the First Manifestation of Hypertrophic Cardiomyopathy: Data From a United Kingdom Pathology
Registry. JACC Clin Electrophysiol. 2019 Fab;5(2):252-254

o &

BCC 6uina nepebiM NposiBNeHnem [Kﬁn B GonbwuHcTee (78%) cny4aee

BCC nopaxaer niogei ¢ TKMIN 8 nio6om Bospacre (aaxe crapwe 60 ner), ¢
nukom B nepuon ot 30 no 50 ner

KEC otmeyeHay 16%, nonosuHa ns Hux 6einu crapwe 60 ner
B oTnu4mMe oT apUTMOreHHOW KapAuOMMUONaTUM, rAe CyLecTBYeT YeTkan

CBA3b MeXAY UHTEHCUMBHBIMU (PU3UYECKMMM YNIPKHEHUAMU U NOBLIWEHHbIM
puckom BCC

BCC B GonbwuHcTee cnyyaes npu FKMI1 sosHukana B nokoe unu npu
OObINHOW fQeATeNbHOCTH.

| Byaywwe npocnekTUBHbLIE PAHAOMUIMDOBAHHBIE MCCNEROBAHUA AOMKHbI

OLeHUTL NOonb3y U Bpea/pUcK PUsnYecKkux ynpaxHeHun y NaumueHTos ¢
CKMI.

—



HKnaccnueckmn deHoTun &

Prevalence ~75%

- Stable
PacueTt pucka BCC no kanekynartopy ESC +AHA ..,:: ! s
(rKmnm Risk-BCC Tt B [] HeSnaronpuanoe pemonemposanme
https://professional.heart.org/en/guidelines-and- o = \ T
statements/hcm-risk-calculator omm -.ec..a; e i
Ny

Cragnsal
Dormneprpod®wnyeckan

Cragwmsall
Knacchmuecknin

AP | desoTHn

Banbcaprau
MurmbuTopbl

‘ CRISPR/Cas9

Au1arou HMCThI Kanbuns
sepanammun/annsTmas
em

A
gnsonu bamwna

MuosuTommua
MErmMOMTOpPB! MHMO3MHE

Cragwa Ll
HebGnaronpnaxoe
PEMOOENMPOBaHMNE

‘ Cragwna IV
Houneyunan ctagua

D6, uxc,
NMeyenne XCH-

Panonosmu
MuoskTommna

c AR

(APHWM? , MHIT tTn2?
TpaHcniadTayma

B pekomeHaaumax AHA/ACC genaeTcsa BaXXKHOe pa3bfACcHeHUe
oTHocuTenbHO HY2XKT npmn XM 3KT, koTtopyto crnieayer
paccMaTpuBaTh Kak BaXXHbIM MapKep pyvcKa y aetem m
B3pocnbIX, Korga

npoaorpkmrtensHas (210 yaapos)

yacTasn (23 umknos),

> ObicTpas (Z 200 yaapoB B MMHYTY), MOCKOJIbLKY 3TH
xapalcrepuc'rmm Oonee npeackasyembl ans BCC

o o &
00.0 e

Cragua Wl - TpebyeTrT TULWAaATeNbHONro KIMHUYECKOro
HabnogeHMA, nNOcCKonbky <PB or 50% mpo 65 %
accouMmpoBaHa co 3HauYMTEenbHbIM NMpUCYyTCTBUEM
nosgHero ycuneHusa ragornvHmuem (> 12-15% J1K) Ha MPT m
MOXeT npeackKasarb nNporpeccupoBaHMe OO0 SABHOM

uc:onuuec&ounuctpyaxuuun}l(_u_pucuscc

CTaonaiv

FKMIN xapakrtepun3yeTcsa CBepXHOpMaribHOM CUCTOIIM4YEeCKOM
dyHKumen, rnroboe 3HavYeHue B <50% crieayer
pacueHMBaThb KaK TsKernyro OUNCPYHKLIMIO U onTUMaribHYH
MeOMKaMeHTO3Hyr Tepanmw CH B cooTBeTcTBMM C
peKoMeHOaumMamMm

CrtpaTtudpmkauma pmcka BCC m MK MmocCT K TpacnnaHTaumm.




[ KMl n BCC

— S
MNpe goTepaw e HWEe T

BCC Wil
e

CCAOHHEHHA
-——
f HHA w yeenwsenue

OCADHHE HHA
CrHuenue BCC
Hmnnantayma W

Major Risk Markers

CTpaTHGHEKAITHA PHCKA IpecTaRTAeT cOG0H KOMIIP OMHCC MEKIY

npenorepameHdHeM BCC ¢ moMombro FIK T H BO3MOKHBIMH O CTTOKHEHHAM

CBAZaHHBIMH C }FCTPGfICTEO}rI.

A}IEPHHEHCHEH MOIe/b: HCIIOIB30BaHHEM =1 @}EHIOPE PHCEAE COYCTaHH

COBMECTHEIM IIPHHATHEM pellleHHH, (95% 4YBCTEHTE/NILHOCTE), HO

OOHOBPEMEHHO BepOATHOCTE 0cToxHeHHH MK T (B 3HAYATE/ILHOH CTeNeH

CBA3AHHBIE C TDAHCBEHO3HBIMH CHCTEMAMH ) (crielHOHIHOCTE 78%).
Eppornefickad MOIEh
YYBCTBHTEILHOCTE 33 %, HO CO 3HaUYHTENLHO G0Jlee HH3KOH 4aCTOTOH

ocrnozxHeHHH KT (crieltH)HIHOCTE 92%).

HanGonee peantHCTHYIHO paccMATPHBATh CTIPATHOHEAIHK) PHCKA Kak
«HOMIIDOMHCC» MeKIy IpefgorepameHHeM BCC H BO3MOXKHOCTBIO
OCIIOJKHEHHH, CBA3aHHBIX C YCTPOHCTBOM.

CrpaTHOHKAIIHA pHCKA IOMOTaeT KIHHHIIHCTAM OIpeelHTh, CIeIyeT 1H
PeKOMEHI0BATE HMILTAHTAITHIO KapIHOBepTepa-TeduOprriaTopa (FKIT).
WK ]I BeI9BISeT YCTOHYHEBEIE KTV I0YKOBEIe ApHIMHH ((GHO P HIUTAITHIO
KEeTVI0YKOB HITH JKeTyI09KOBY K0 TaX HKAP/IHEO) H:

I17H MeITaeTCA HCIOIB30BaTh AHTHTAX HKAPDIHATEHYVEQ CTHMVITALIHEO 114
Ky ITHpP OBaHHA KeTYI09KOBOH TaX HKapIHH,

I11H BEITIOTHAST KAP JTHOBEPCHED («IIIOK» ).




Esponelickaa moodenb npo2Ho3uposaHusa pucka BCC HCM Risk-
SCD umeem oepaHu4yeHusA:

[MpoekT KP I'KMI1 2023

* He npumensiercs y nanueHToB crapuie 80 jet u moJjioxe 16 Jier;

* He npumensiercs y nanueHToB ¢ ¢peHoxkonusamu I'KMII, IJI2K y cnoprcMeHOB;
* IHocae CMD

Kovmenmapui :

LIkanv ne npumenumol k nayuenmam I KMII nocne CM3O 3a cuem moeo, umo ycmpaHaiomcs Kiouesvle napamempol
pacuema, maxue kak 1 /] ¢ BTJDK, monwuna MKII, npoucxooum pemooenuposanue JIK u m.n.

Tem ne menee, mpedyemcs oanvHeuuias oyenxa puckos BCC nocie xupypeuieckozo iedeHusi ¢ yenbio onpeoeneHus
nokaszanut k UKJ].




CtpatuduKauma pmcka 1u ctpatermm nepBUYHOU U BTopuuHou npodpunaktuku BCC npu FKKMIM
(Esponelickas moodens )

MoKasaTtenu exxerogHOU CMEpPTHOCTU OT CEPAEUYHO-COCYAUCTbIX NPUUYUH Y B3pOocCabix nauueHToB ¢ FKMI cocraBasaior 1-2%

R/ K/
0‘0 0‘0

Puck BCC y naymenToB ¢ FTKMI 6e3 TpaguumMoHHbIX PaKTOPOB pUCKa cocTaBasaeT 5,9% 3a 10 net
* Cywjecmeyem mpu modenu cmpamuguKkayuu pucka BCC:
* Ha ocHose mpaduyuoHHbIX (haKmMopos pucka (amepuKaHCKas mMmooens).

* Ha ocHose pacyema UHOUBUOYAIbHbIX OUEHOK PUCKA, NepcoHUguUyuposaHHbIlU nooxoo (esponelickaa modensb) — wikana HCM Risk-
SCD.

® 5-netHuit puck BCC pekomeHayeTca oueHMBaTb Npy nepBUMYHOM 06cnegoBaHnm nayueHta ¢ FTKMI u B ganbHewem nepeoLeHnBaTb
Kaxkgble 1-3csc /1-2aaroga MM Npyu U3MEHEeHUM KAMHUYECKOro cTaTyca

EOKIC (YOA4 1 YYP ()

e LLiIkana HCM Risk-SCD pekomeHAyeTca B KauecTBe MeToa OLEHKU PUCKA BHE3aNHOW CMEPTU B TeueHue 5 net gaa naumeHTos 2 16 ner
6e3 cnyuaes peaHumauum nocne 3nu3ogos XKT/PXK nnum cnoHTaHHoW yctoiiumsoun KT ¢ noTeper CO3HaHUA UK
remoguHaMmuyeCKMMM HapyLLeHUAMMU

EOK IB (YOA4 1 YYP B)

lposedeHa modughuKkayusa gpopmysbl pacyema ¢ UCnonb308aHUEM MAKO20 haKMOopa KaK MAKCUMAanbHAA moawuHa cmeHKu J1XK (e HCM
Risk-SCD Calculator — pekomeHO008aHO yKa3bieams He bosnee 35 mm)



ANropuTM NnepBUYHO M BTOPUUYHOI NnpodunakTtukm BCCy naumeHTos ¢ FTKMI (ESC-

moaenb) MpoekT KP FTKMI 2023

MepBuyHaa NpoPurNaKTUKA BTropuuHaa npodpunaktuka

AHamues, IXOKI, XMIKT *
MepemeHHbie no wKane HCM Risk-SCD: ® OcraHoska cepAua scneActene KT nim
OX
e Bospact e MaKkcumanbHaa TonAuwMHa mvoKapga JiK .
e CemeiiHblii aHamHes BCC e Heyctoitumeaa T npu XMIKI ¢ CnoHTaHHasA yctonumsas X,
® HeoBbACHMMBbIE OOMOPOKHU e Nuametp NN npmMeoaALan K obmopokam u
e NI B BT/IK reMmogmMHaMUYeCKMM HapyLleHUAM
Bann no wkane HCM Risk-SCD ¢
—— OH{H,D,EIEMEIH
HU3KWIA 5-NeTHUIA pUcK (< MpomeyTouHbI BbICOKMUIA 5-neTHUiA puck (> NPOAOCIKUTENBHOCTb
4%) 5-neTHuWii puck (4- 6 %) 6%) u3Hu > 1 roaa
Aok ok UKO*** moxeT 6biTb
UIRA™ obbiuko A UKO*** pommeH ObiTb peKomeHAoOBaH
He NoKasaH peKomeHgoBaH




OueHka pucka BCC y naymentoB ¢ TKMI (amepukaHcKkan
moaenb) MpoekT KP KM 2023

Ipegwecteytowee cobbitTne:

» MpepoTtepawieHHaa BCC UKO*** pekomeHngosaH (1)

» ®X, cnoHTaHHaa ycTolumsan KT

J T

AMmeeTcA XoTA 6bl 1 U3 :

» CemeiiHan uctopua BCC UKO*** morxeT 6bITb peKOMeHA0BaH
» Makc. TonuwmHa cteHku JIH 230 mm (2a)

» HeobbAcHMMaA cUMHKONAa

b

b

AnuKanoHaa aHespuama JIXK
®B £50%
JKCTpeMmanbHaa [JIH, runeptpodma MMM >3 cm

* @ UK *** moxeT 6bITb paccmoTpeH (2b)

Heyctoiluneaa HT

JT

» BoipaxeHHoe MNHI npu MPT

J Am Coll Cardiol. 2020 Dec 22;76(25):3022-3055.

«AHA HCM SCD Calculator» Ha caiTe
https://professional.heart.org/en/guidelines-and-statements/hcm-risk-calculator




Pacuet pucka BCC no kanbkynatopy ESC +AHA (TKMI Risk-BCC)

L—‘) \

PacuyeTt pucka BCC no Kanbkynatopy ESC (HCM
Risk-SCD)

Hypertrophic Cardiomyopathy - Sudden Cardiac Death Risk Calculator
ha ;
EUROPEAN N
SOCIETY OF Left atrial o Mbioon v 20 1343
10 -3¢ mm a CARDIROGY * PO By ALY e 010 O e
Max LVOT The ranmar LY 5% pagat eTion & 1% w
G
— w5 i el TR e\
. Q ~ - 1
L_rasms . hbiert
mankig a s iy
L
I CemeiHbi aHamues BCC l & No Ves o SERNEACH Moo I
€30 recommendation.
sno  Ove: @
I HeofncHumbie cuHkons I oA ey °
sno Cves @ ;
DB<50% B pekomeHpaumax AHA/ACC penaeTtcs BaxHoe
ANWKANSHEN » N o @ pasbAcHeHue oTHocuTenbHo HYXKT npu XM 3KT,
aHespuzma KOTOPYK cnegyeT pacCMaTpuUBaTh Kak BaXHbIN
MHC — - - @ MapKep pUcKay AeTew u B3pocnbix, Koraa
yacras (23 umMknos),
P—r—— “*npogomxutenbHas (210 yaapos)
) *+ ObicTpasn (= 200 yaapos B MUHYTY), NOCKONbKY 3TH
XapaktepucTuku bonee npeackasyembl ansa BCC
https://professional.heart.org /en/guidelines-and-statements/hcm-risk-calculator




CpasHeHue cTtpaternit AHA/ACC mn ESC ana npopunakTUKM BHE3ANMHOM

i

cmepTtn npu [KMI],

[IepextenHbIe
HKI
CoBMeCTHOE NPHHATHE PeIIeHHH
[Iposepeno NpOCHeKTHBHO
[ogoB0#t KoadbHUHEHT COOBITHH
[Iporrozmpoeanne codosrrait BCC
YvBCTEHTEIBHOCTS
Crnenudugsocrs
[ HOKH aropHTM
Komagecteo MK /], HeoOXoauMoOe 714 IeIeHHA
[ Icnoassyemsbie MapKepsl pPHCKAa
0OMOpOK
Maccusnasn [ JIK
HY AT
Centefinsrit anamses: [ KMIT-BCC

Bospact™
Oobcrpyvxkuna BTJDK 30 anv pT.CT.
auanterp JIIT

AHA/ACC

=1 MapKepoOEB PHCKA |
. pPeXOMeHIVeMEIe
: =

‘ He HCIIOIB3VETCH

95%

'7S°o

-

' 6.6

ESC
KommgecreenHas oueHka
OO0OBexTHEHAA OLIEHKA

HECT

YunuTbiBas HenpeackasyemMocTb apUTMUYECKOro
cybcTpara, Heo6xo0aUMO yUUTbIBATb BO3MOXHOCTb
CBA3aHHbIX C YCTPOWUCTBOM OCMNOXKHEHWUI,
BO3HMKAKOLWMNX B TEHEHWE ANVUTENbHbIX NEPUOAOB
BpemeHu. ocobeHHOo y MonoablX NaUNEHTOB
BKIIOYARA UHEKUUIO, BbIXOA 3NeKTpoaa U3 CTPos U

HeaJeKBaTHble pa3pagbl.

Boaee 5 aer

' 33%
92%
SaduxcHpOBaHHBIN
7.2

ESC - oueHka pucka nokaszana Oonee HU3KYH
yyBcTBUTENBHOCTE  (33%) AnNS  BbISBNEHUSA
nayveHToB C  nocreaylowmmy  cobbiTUaMU
BCC, nokaszaTenb B TpW pasa MeHblue, 4YeM npwu
UCMonb30BaHuM  cTpateruv  MHAMBUAYanbHOro
chakropa pucka AHA/ACC.

ObwveguHernune ctpatermit AHA/ACC u ESC ans
nonyyeHus pexomeHgauu no VIKO y ogHoro u
TOro e nauuweHTa, //HekoTopble kapguonom (v
pekomeHgauum AHA/ACCHCM 2020r




MNanepTpodmuecKan KapaWoOMHONATHA Knacc

Iona auarHocTHKK nauvenToe ¢ THMI pexomengoeado npoeoaute MPT cepaoua ¢ npuMeHeHWeM ragoMMHHeBoro
HOHTPacTUpOBaHMA

[eHeTHYECHDEe HOHCYNETUPOBaHWE W TECTUPOBaHWE peHoMeHOywTCcd nauveHTam c THMI
PoacTteeHHWHaM NepeoM cTenedHd poacrea nauwedta ¢ THMI pedomengyetca npoeeneHye IHT W 3xoHapOMorpaMMel

HMmMnnaHTauma KapauoeepTepa-aedubpyunnaropa ana NnepevuyHol Npo@rUnadTUHM BHE3aNnHOW CMepTH OoNM#Ha beITe lla
paccMoTpeHa y nauuentoe ¢ THMIN B Bo3pacTe 16 NeT W cTaplie © NPOMEXYTOUYHBIM 5-NETHWUM PUCHOM BHE3aNHOW
cepaedHoi cMepTH (> 4 go < 6%, uc

(3) 3HaAYMTENEHBIM NO3OHWM YCUNEHWEeM rafqonHra npy MPT cepaua (0bbiuHO = 15% oT Maccel JIHD); wnu

(b) @B MK < 50%; wnu (C) aHOMaNLHOW peadUMW apTepuansHoro qaeneHyvda Npv PU3IMYecHol Harpy3He?; unu

(d) anmHansHoW aHeepu3mMe JTHG mnmn

(e) HaANMUKMK CapHOMEPHOM NATOreHHOKM MyTaLMK

Y neteir B BozpacTte ao 16 net c THMI v npegnonaraeMeiM 5-NeTHAM PUCHOM BHE3AMHOW CMepTH = 6% (Ha OCHOBaHWUK lla
oueHsn HCM Risk-Kids score™ cnegyeT paccMoTpeTs BO3MOMHOCTE MMIUIAHTALMKA KapavosepTepa-aedubpuwinaropa
ONA NepEMYHOR NPOGUNaKTHHKM BHE3aNHOW CMEpPTH

¥ naumedtoe ¢ THMI ¢ remoguHaMUYecHK NePeHOCHMONR YCTOWYWMBOW MOHOoOMOpgHoA BT cnenyet pacCcMoOTpeTs BO3- lla
MOMHOCTE MMINMNAHTALUMK KapanoeepTepa-aedubpunnaropa
Y naumedtoe ¢ THMI ¥ peuyaOHMEMPYHOLLIEA CUMITTOMATWYECHONW HEeNYyNoYHOBOW apUTMHUER MNKW Pl OHBHPYHILLIMMK lla

cpabareiBaHuaMu MK cnegyeT paccMOTpeTh BO3IMOMHOCTE NIeYeHHA aHTHApUTMUUYECHMMIK NpenapartamMm

YyacTve B BLICOKOMHTEHCUEHLIX TPEHMPOBHAX MOMET BbiTh paccMOTpeHo ANd BeCCMMNTOMHBIX B3POCNbIX NaUMEHTOB
c THMI1 bez MmapHepoB pUCHa

MmMmnnaHTauma KapaovoeepTepa-aed@ubprunnaTopa MoMeT BeiTek paccMoTpeHda y nauventoe ¢ THMI e eo3pacTte 16 net b
M CTaplle C HA3KWM PacyYeTHbIM 5-NeTHUM PUCKOM BHE3anHol cepaeyHoi cMeptu (< 4%)Y u ¢
(3) 3HaYMTENEHBIM NO3OHWM YCHUNeHWeM ragonvHna npy MPT cepaua (0b6biuHO = 15% Macckl JTH), win
(6) @B JIH < 50%, wnm
(B) aHeBpHU3IMOW BepxXyLuHKM JTH{

HarteTepHaa abnauMa B cNelManM3IvpoBaHHLIX LIEHTPAaX MOMET BbITh pacCMOTPeHa Y oTAeNbHLIX nauveHToe ¢ THMII b
M pelOWBEMPYHOLLIEA, CUMITOMATHYSCHOW YCTOWYHBOH MOoHOMOpgHOK H{T, wnu cpabateeanuvamun MHIL npu ycToMuMBoM
MoHOMOPGHOA HT, ¥ HOTOPLIX aHTHAPHUTMUYECHWE Npenapatkl HesM@@eHTWBHLI, NPOTHEONOHA3aHL! WKW HE NepeHocATca

llb
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Zeppenfeld K. et al. 2022 ESC Guidelines for the management of patients with ventricular arrhythmias and the prevention of sudden cardiac death // European Heart
Journal. 2022. Vol. 43. Ne40. P.3997-4126.].




MNMpoekt KP TKMI 2023

IIpnnoxkenne BY9. AnropurmM BpavdeOHoIl TAKTHKH B 3aBHCHMOCTH

BapHaHTaA KJIHHHYE€CKROIo TeYueHH

OoT CTadHH

AcvmnTtomHan C puxa BbiCOKMMA
Aornneprpoduueckan = BCC — puck BCC —> UKAO
“33“" (exxerogmo)
HaGnwogeune ‘ l : | CrabwunbHoe
Ao6poKkayecTBeHHOe TeYeHne
ACHMITTOMIan Ha poHe dapmaxkoTepanmm
rmneprpodmnueckan T
cragwna
XCH -1V cT.
C ®B JIXK = 50% Neuenne
+ on (- o MHAan + o6CcTpyRUMA ; obcTpykumm BT/
runeprpodmuecKkan BT/ Peayxkuma MK
(Cm3, 3CA)
¢ cragmsa *
Mo anropmTtmy * XCHHI-IV c1.; @B JIXK <50%
neyerna o©n HeT obcTpyxkumm BT/
5 & — + annatrauma JIX K w/vnan pectpmkumna
S EMNM Kapawum n/mnn Mo anropmTmy neyernnna XCH ]
AVITHOCTHMKM M MwIeMMM MMOKapAaa
neyeHms - mnam OKC MKA, PCT
cTeHOKapaAnm
v OKC TpaHcnaaHTauma cepaua ]
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AvnatayMoHHaA KapgmomumonaTus
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C Kanexkynarop LMNA-pucka VTA

Ukana NpoOrHO3IMpoOBaHMA PUCKa YTPOXKaIOLWMNX XKU3HMN
MENYAOUKOBBIX TAXMAPUTMMIA NPM laMUHONaTUAX

ANK2 ADRB1
ANKRD1 N
CACNAIC 2 e
SNBSS R Cexc Mysexon Hereknit
Myraymun LMNA Sox a Rer Mymauing, He CERIAHILIE C MUCCOME BXMONIIOM SCmaaxy, deseyuy,
o o
Muccenc YOOK@IOUUE MYTHIQUUU LW AYIMOWUL, BNIROWIE HO CAQGCUNE
o) MoxanyGema, aabepume suctuyo crmeness, AB-Groxada 1-0 crmenes
Arp TpuKynnp OrcyTcrayer 1 crenern '
6. coomeememoyem uwmepasany PR 20,20 ¢, a AB-Gaoxada awicoxod cme
noxapa BacoxuA rpagyc = = =
coomaamemeyem muny I 2-0 wiu 30 cmenewu (no ve murny | 2-G cm
Heycrofiunean HXT coomaeemcmeyem &3 nocaedosamensimii semydousoais KoM,
»enypouxosan Aa Her <€ vacmomod 2120 yOapoa o Munymy npu 24-4acoeom aMmOynamopHos
Taxuxapawa 2ACKMPOXOPIURPAPUNECKOM MONLITIOPUNIY.
Dpaxkumn subpoca o Masmepernue PRaxyuy oubpoca Maolo wenydovKa, NOSYEHHOP U3
NOBOTO MeNYAOMUKA ' AXOKGPIIOIPAMM
PHOK yrposaroumx ¥Cuamm e yA0UKoaMY TAXHAPWTMKNR wepaes 5 net
%
DPOC MaCcTpPoex

YapOMarouue wusHG senydouxcesnt maxudpumauuy onpedeiremcn Kax 1) onesannan cepdeunan cawapine, 2) CoOomaemcmayrou(an
mepanun UKL onpedennesman Kok pasped dar npexpoluyenun BTA, unu 3) dpyeue nposanenun 20Modunamuscx mecmabunenod
BrA
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doxknuHn4yeckas wnm paHHas cpasa

(PodcmeeHHuku nayuenmos c AKMIT unu
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Mpepnoxenune nepecmMmorTpa onpe;
AunarauMoHHOW KapauomMuonaTtm
MMMNOKMHETUYECKON Hegunaraumol
KapauoMMONaTvvM U ero nNnpumMmeHel
npaxkruke: ohpuumansHoe sasenel
EBponenckoro obuwecrea kapamo
3abonesaHusiMm MMoKkapaa v nepm
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Michael Bohm®, Denis Duboc?, Juan Gimeno?®, Pascal
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Petar M. Scferovic?!, Stephan Schueler??, Jose L. Za
and Philippe Charronis?®
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I'lpoapeccueHoe nposereHue cheHomuna

*NMokaszaHo ABYMSi HE3AaBUCHMMbIMKM MEeToAaMu BUayanmaaumn, "HocuTesNb N He HOCUTENDL MYyTauUuK, NONOXKXMUTENbLHLIA UMK
oTpMUAaTENbHLIMA Ha ayToaHTUuTerna K TkaHu cepaua (AHA)

Durypa | OnucaHune knuHudeckoro cnekTpa OKMIM. ax JDK, asomanus neeoro xenynodka. JKMI Tawke MoXeT KnaccunpuumpoBaThbe
kak ND vnu D (HeaunarauvoHHas/amnartaumoHHas) mnm NH nnu H (HermnokuHeTuyeckas/rmnokmHeTnyeckas) unm mut+ (Hocuren
MmyTauum) unm AHA+ (NONOXXMUTENBbHBIM Ha ayToaHTUuTeNna K TkaHu cepaua) wnm A/CD (aputmusi/ged ekt npoBogMMOCTH).

lunokuHemuyeckaa HeduaaMAUUOHHAA KapOUOMUONAmMuUsa - JNeBOXKeNnyaoukosaas U OGuBeHTpUKynapHaa rnobanbHas

cucronmyeckana auchyHkuma 6es3 gunaraumm (onpegenseman Kak ®B JIXK (< 50% HO > 40%), He 06bACHAEMAA aHOMA/IbHbIMMU
YCI0BUAMM HaArpy3Ku uam nwemuyeckom 6onesHbio cepaua.



AnnaraymonHan KapAMOMMONaTHUA / TMNOKMHeTHYECKAA HeAWNATAUMOHHAA KapAuOMHONaTHUAa

leHeTUUYeCKoe TecTUpoBaHue (BKMOYanA No KpanHen mepe redbl LMNA, PLN, RBM20 u FLNC) pekoMeHayeTca nauum-
eHTam ¢ IKMI/THAKMI1 u AB 6nokagiamMm B Bo3pacte < 50 nert, wnu TeM, y KOro B CeMeMHOM aHaMHe3e eCTb
OKMI/THAKMIT wnm BCC y poacTBEeHHMKA NepBOM CTeneHu poacTea (8 Bo3pacte < 50 ner).

Ina poACTBEeHHUKOB NepBoOM cTeneHu poacrea naumeHrta ¢ AKMI/THAKMIT pekoMmenayerca nposeaerne 3Kl u 3xo-
KapauorpaMMbl, ecrnu:
— AMarHo3 6bi1 NOCTaBneH NauueHTy B Bo3pacte A0 50 net win y Hero eCTb KIIMHUYeCKue NPU3HaKu, no3sosnsio-
Lue NpeanosioXuTL HAaCNeACTBeHHbLIW XapaKTep 3aboneBaHusa, wim
— UMeeTca ceMenHbin aHamHes [IKMIT/THAKMIT unu npexxaespeMeHHON HeOXXUAAHHOW BHe3arnHou cMepTu

MPT cepaua ¢ ycuneHueM CUrHana ralofiMHueM N0JDKHa 6biTh paccMoTpeHa y naumedTos ¢ AKMIT/THAKMI

NSl OUEeHKM 3TUOSIONMM U PUCKA XXenyaoukoson aputMun/BCC

leHeTUUecKoe TecTupoBaHue (BHNOYAA No KpanHen mepe redbl LMNA, PLN, RBM20 u FLNC) aom«Ho 6biTh pac-
CMOTPeHO ANA CTPaTUPUKIUMM PUCKE Y NALMEHTOB C OYeBUAHLIMU crnopaauyeckuMu cnyyaamu AKMI/THOAKMI,
KOTOpPbIe NOABWIMCL B MOJIOIOM BO3PacTe WM Y NAUMEHTOB C NPU3HAKaAMKU, NPeAnonaraiolmMMy HacNeACTBeHHYI0
3THONOIruIK 3aboneBaHns

MMnnadTauusa Kapauoseprepa-aedubpunnaropa A0/MKHA ObiTh paccMoTpeHa y naumentos ¢ IKMIT/THAKMI c ©B
JDK < 50% wu > 2 dpakTopamm pucKa (CMHKONe, No3aHee yCuneHue curHana ragonuuma npu MPT cepaua, mHAyumpo-

BaHHan ycronymsas MoHoMopdHaa T npu 3PU, natoreHHble MyTauum B reHax LMNA, PLN, FLNC u RBM20)

lla

DOI hitps://dolorgA0.17816/cardar1109461
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AwnaraumoHHan KapauoMuonarusa / TMNOKMHEeTHYECKAA HeAWNATAUMOHHanA KapauwoMMonarma

UMnnauTauma Kapavoseprepa-aedubpunnaropa A0/DKHA 6biTb paccMoTpeHa y nauueHToB ¢ [IKMIT/THAKMIN v re-
MOAUHaAMMUUYECKU NepeHOCUMON YCTOMUMBON MoHOMOphHoM KT

Mpy HaNUuMKM POACTBEHHUKOB NEepPBOW CTeNeHu PoACTBa Yy NauueHTa ¢ aBHO cnopaauyeckumu AKMI/THOAKMIT mox-
HO paccMOTpeTb BO3MOXXHOCTL npoBefieHna 3Kl ¥ 3xoKapauorpaMmbl

Jivuam ¢ AKMIT/THAOKMI v myTtaumen Lamin A/C He peKoMeHAyeTCa yyacTue B BbICOKOMHTEHCUMBHLIX TPEeHUPOBKAX,
BHJIIOYAA COpeBHOBaTeNbHbIe BUAbLI CnopTa

Zeppenfeld K. et al. 2022 ESC Guidelines for the management of patients with ventricular arrhythmias and the prevention of sudden cardiac death //

European Heart Journal. 2022. Vol. 43. No40. P.3997-4126.].




ApHUTMOreHHAsl KAPAHOMHONATHSI

ApI/I'TMOFeI-II-Ia}I Kap ANOMIOIIATI  IIPABOTO I/
JIEBOIO  JKCIYIOYKa HasbIBacMasl apHTMOFCHHOﬁ

mncnasmeit  cepama  (AIC) —  3abomeBaHme
MIOKap/ia, KOTOpoe XapakTepmsyeTcs (GrOpo3Ho-
’KIPOBBIM TepepoKIeHIeM MIIOKap/a,
sarparmBaromeM kak DK, tak m JOK, ¢ mmpoxoii
¢erHoTImIMMecKoil  skempeccmell  KITMHIYECKIIX
TIPI3HAKOB.

RV

Disease LV Disease

< ‘\\ Isolated non-ischemic
) scar

Arrhythmogenic Dilated
Cardiomyopathy

Arrhythmogénlc Right
Ventricular Cardiomyopathy

'\\ Left Dominant Arrhythmogenic
; Ca. omyopathy

Hypokinetic non-dilated
“~._ cardiomyopathy
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dopmei

BuBeHTRpUMKYNAPHbBIE

NesopomuHanTHbie HopMb

JaMeHON MbLILLEYHOM TKaHn
Ha PUGPOIHO-KNPOBYIO

bopmbi




IAKI\/II‘I N KanbKynatop pucka BCC
(2019)

* Bospacr nocraHoBkKM guarHosa AKMI1

* [lon

* CuHkona3 B aHamHese ( nocnegHue 6 mecaues)

* Kon-BooTBE4EeHUN C UHBEPTUPOBAHHOWU T-BONTHOM
*  Kon-so X3 B cytkm no gaHHbim CMIKI

* OBmx

e Www.arvcrisk.com

370T KanbKynATop obecneunsaeT 1-, 2- MAK S-NETHIOK OLUEHKY PHUCKa AnsA

Bcex nauweHToB ¢ onpegeneqHbiM ALLKK

- Puck ObicTpoit yeTonymnaoi XA (Tonbko XT >250 ya/muk; ©X; BCC/BCA) Tonbko AN NaUMEHTOB C
nepeuiHON NPodUNAKTHKOR , T.2. VA

- PUCK 7epBos ycTonyuson VA (BKnyas sce THnbi)

- PUCK nepBoi YCTORYMBON VA, C NONPaBKOM Ha Pe3ynsTaTthl NPOrpaMMUPOBaHHON CTHMYNALMM Xenyaoukos (PVS)

Age at diagnosis

AR 2t whikh the patient fruifilied ARV diagnosis as per 2010 Task Foece Criteria (Marcus et al 20 1¢(

'Male ) Female

Cardiac syncope (<6 months)
'Yes C2No

SYyncope suspected to be caused by cardiac arrfrvthmia within & months prior to dlagnosis
Number of inverted T-waves
O

Maximum 24 hours PVC count

AManimoun number of PVCs jn 24 hours registered by comtinuous ECG mamnvtoving je g Holter)

History of non-sustained VT
'Yes () No

Specified 25 2 recorded ventricular tachycardia (» 2100bpm) eyxting spontaneously within 30 seconds

Right ventricular ejection fraction (96)

>

50

| ALL PATIENTS WITH DEFINITE ARVC ‘

Risk of fast VT/VF/SCA. within:
-5 years ) 2 years 1 year

Calculate

Definition and treatment of arrhythmogenic cardiomyopathy: an updated expert panel report
Perry M Elliott? etal., 2019 PMCID: PMC6685753

Al munber of precordial and inferior leads with inveetext T-waves on standard 12/ lead ECG




ApPHUTMOreHHaA NPaBoXenyA04YK0BaA KaApAMOMHMONATHA Knacc

MNaureHTamM ¢ nogo3apeHuweM Ha AHMI pekoMeHOyeTCca NpoBeleHWE MarHWTHO-PE30HAHCHOIO MCCNeqoeaHua cepaua

MNaumeHTaM C Noao3peHHUeEM MNKM YCTAaHOBNEHHLIM AuarHo3om AKMIT peHoMeHOyeTCcd reHeTUYECHOe HOHCYNETHPOBa-
HH2 W TECTUpOBaHKE

WMMnnauTauua KapauwoeepTepa-aedUbpuniaTopa NoMHHa PaccMaTpUMBaTLCA Y NaLMEeHTOB © CUMIMTOMAaTUHORY, TOUHD lla
ycTaHoeneHHoW AHMI, yMeperdHoln auchyHHEUMer TTH nnun JTH nHeycToHuMeoid H{T wiv MHOYUMPYEMOCTEH) YCTOWRYKM-
BOW MOHOMOpgHOA HT npu J0K

Y naumenToB ¢ AHKMI, mMewwmx nokazanma K MH, cnenyeT paccMoTpeThk BOZMOMHOCTE MCMNONB30BaAHWA YCTPOMK- lla
CTEa C BO3IMOMHOCTLH NMPpOrpaMMHMpoBaHWA aHTUTaXMHapQWYeCcKoW HapoMOCTUMYNALMKA NPW YCTOWYMBOWR MOHOMOPd-
HoW M1 BNNoTb A0 BLICOHMX YacToT

HocuTenaM NatoreHHbIX MyTauui, cea3anHeix ¢ AHMI, npw oTcyTcTBMKM (heHOTHMNE, peHoMeHOYeTCA M36erarte BeICO- b
HOMHTEHCHMBHBIX (PU3IMYECHMX HArpy3oK*®

Tepanua beTa-onoKartopaMy MoOMeT bBeiTe PACCMOTPEHA Y BCEX NaLMWEHTOB C TOYHO YCTAHOBNEHHBIM JUarHO30M b
AHMI

Y nauredToe ¢ AHMI ¥ cMMOTOMaMK, BEeCbMa BEPOATHRIMKM ONA HenyooYHoBor apuTMHUK, JDM MoMeT BbITE pac- b

CMOTPEeHD AnA cTpathUKaLUMK pUcHa

Zeppenfeld K. et al. 2022 ESC Guidelines for the management of patients with ventricular arrhythmias and the prevention of sudden cardiac death // European Heart
Journal. 2022. Vol. 43. Ne40. P.3997-4126.].
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