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'Mneptpodmnyeckan KapavnomuonaTtus (rKMn)y* —
NpenmMyLLeCTBEHHO reHEeTU4YeCcKun oOycroBneHHoe
3aboneBaHne Munokapaa, xapakrepusyruleecs runeptpoduen
munokapga JDK (6onee 1,5 cmMm), 4awe acMMMETPUYHOrO
Xxapaktepa 3a cyer ytonuweHua MXII, 4TO He MoXeTt
OOBbACHATLCA  WUCKIIOYUTENBHO  MOBbLILWWEHUEM  HArpysKku
OaBneHneM, W BO3HUKaKLlee npu OTCYTCTBUM  OPYroro
cucteMHoro 3abonesaHus, cesadaHHoro ¢ [NHK.

*3aumcTBoBaHO M3 [poekTa PekomeHgauunt PKO mno
KM o1 2023



deHokonun TKMI1 — 3aboneBaHus
reHeTUYEeCKOM U HereHeTU4YecKom npupoabl ¢
U3BECTHbIM 3TUONATOreHe3om, deHo-
TUNUYeckn noxoxxee Ha NIKMI

Bone3xuun HepombiweyHble n CvHapomsl
UHdunbTpaTtBHLbIE

MUTOXOHAPUAlbHbIEe Manb@opmMmauumn
3a6oneBaHus HakonneHus Ap cdopmay,

paccTpoucTBa




Pe3ynbTaTbl aHannM3a TPEHAOB KAlOUYeBbIX C/1I0B O
T’KMM c 2010 ropa™

mavacaméen -

genetics -

guideline -

arterial thromboembolism -
management -

outcomes -

prediction -

dagnosis -

guidelines -

prognostic value -
recommendations -

late gadolinium enhancement -
myocardial fibrosis -
prevalence -

g

mouse model -

long-qt syndrome -
heart-disease -
sudden-death -
laft-ventncular hypertroply -
gene -

abnormalities -
coronary-arery disease -
acute myocardial-infarction -
identification -
shkeletal-muscle -
alpha-tropamyasin -

rink -
heart-failure -

children -

outfiow tract obstruction -
mutations -
echocardiographvy -
expression -

(1 1]

ree

2010|999

2012

Year

2014

2018

2018

Term frequency
® w00
® o
® o
®

*3anmcTBoBaHo U3 Zheng X, He Z, Li M, Jia Z.
Global research trends of hypertrophic
cardiomyopathy from 2000 to 2022: Insights
from bibliometric analysis. Front Cardiovasc
Med. 2023;10:1039098



Cragumn TrKMMN *

*3anmctBoBaHo M3 Olivotto |, Cecchi F, Poggesi C,
Yacoub MH. Patterns of disease progression in
hypertrophic  cardiomyopathy: ~an individualized
approach to clinical staging. Circ Heart Fail. 2012 Jul HeraTMBHoe

15(4):535-46. pemogenunpoBaHue
—
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yeckas)

(«knaccuueckwii
ceHOTUNY)

BkaouyeHue B
O6HoB/IeHHbIe
PekomeHgauum
PKO no rkmMn *

*3aMMCTBOBaHO n3
MpoekTa
PekomeHgauni  PKO
no FKMI1 ot 2023



Mopcbonomqecme noaTunbl FTKMMN *

MMnepTtpocua [Bosiko- Bepxywe4yHas CpenHe- KoHueHTpu- Apyrue
6a3anbHOM BbINyKnas FKMMN xenygoukosan “eckas KM
yactn MX MXnN OGCTPYKTUBHasA

KM
8% 3% 1% 1-3%

*3anmcTBoBaHo 13 Neubauer S, Kolm P. et al. Distinct Subgroups in Hypertrophic Cardiomyopathy in the NHLBI
HCM Registry. ] Am Coll Cardiol. 2019 Nov 12;74(19):2333-2345.

46% 38%



2755 NaLUEeHTOB C

...........

- MNepuop: 2014-2017 rr. D
- 6 cTpaH (ceBepHasa ‘===
Amepuka u EBpona)* o=

MXT

*3aumcTBoBaHo 13 Neubauer S, Kolm P. et al. Distinct Subgroups in
Hypertrophic Cardiomyopathy in the NHLBI HCM Registry. | Am Coll
Cardiol. 2019 Nov 12;74(19):2333-2345.



*3anmcTBoBaHO M3 Ommen SR, Mital S,, et. al.
2020 AHA/ACC Guideline for the Diagnosis
and Treatment of Patients With Hypertrophic

Bepxyl_uel.l HasA aHeBpM3Ma n)l(: Cardiomyopathy: Executive Summary

Circulation. 2020;142(25):e533 e557.

2-3% B obwen nonynsauum 'KMI
10-20% B rpynne BepxyLieyHon 'KMIT
Bonee 20% B rpynne cpegHexenyno4koBon 06CTPYKTUBHOM

KM *

*3aMMCTBOBaHO U3

Towe E.C, Bos J.M., et. al. «Genotype-phenotype correlations in apical
variant  hypertrophic  cardiomyopathy». Congenital Heart Disease.
2015;10(3):E139-E145.

Minami Y, Kajimoto K., et al. Clinical implications of midventricular
obstruction in patients with hypertrophic cardiomyopathy. ] Am Coll Cardiol.
2011;57(23):2346-55.

Maron MS, Finley JJ, et al. Prevalence, clinical significance, and natural history

of left ventricular apical aneurysms in hypertrophic cardiomyopathy.
Circulation. 2008;1 18(15):1541-9.



Bo3morKHble mexaHu3mbl popmmnpoBaHus
BepXyLleyHoO aHeBpUu3mbI™

Cuctonuueckasi  cpegHexenyaoykoBas
ob6CcTpyKUMA:

S
1) MoBbiweHve aaBneHus B BepxyLuke JDK

2) CHuxXeHVe JaBneHus KopoHapHow nepdysuu,
0CcobeHHO B Cy6aHAOKapAnanbHbIX CIosix

CouyeTtaHue ¢pakTopoOB:

1) YBenuyeHve notpebHOCTV B Kucrnopoge 3a
cyYeT yTonieHnsi cteHok JIK

2) CHwxeHue o06ecrneyeHuss KUCMOPOLAOM 38 ...
CYET YMEHbLUEHUS MIOTHOCTM Kamunisipos
MuoKapaa

Uwemuns/
Bepxywe4yHasn

aHeBpu3ma

MukpoBackynspHas anceyHKuma 7]
CHWXXeHWe KOpoHapHOro pesepBa:

CyeHve MHTpaMuoKapamanbHbIX KOPOHaPHbIX — =

apTepun *3aumcTtBoBaHo u3 Yang K, Song YY, et al, «Apical hypertrophic
cardiomyopathy with left ventricular apical aneurysm: prevalence, cardiac
magnetic resonance characteristics, and prognosis, European Heart Journal -
Cardiovascular Imaging, 2020, 21;12,1341-1350
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Bospacr Bospacr Bospacr

NYHA knacc NYHA knacc NYHA knacc
*3anmcTBoBaHO M3 Lopes LR, Losi on on on
MA, et al. Association between OHMK OHMK (G+) AJIKOFONIbHAS
co;ann CTrdiEvaSCUIar risk factors neHNr BepxyleyHas 2K cenTanbHas abnaayusa
and clinical phenotype in patients MpaguenT B BT/IK .
with hypertrophic cardiomyopathy ;A DK (G_lfl)K Epa':cniﬁn UHa CreHOK
from the European Society of L e AA m
Cardiology (ESC) EurObservational JDK (MPT)
Research Programme (EORP) Bepxyweutan [JIK IpaguneHT B BT/DK
Cardiomyopathy/Myocarditis A4 1K
registry. Eur Heart ] Qual Care Clin MHr (G-)

Outcomes. 2022;9(1):42-53



O [MporHocTnyeckue LI.IKaﬂbI/ mogenun crpatudukauuu

O . O pucka — oAgHO M3 cambiX 6bicTponporpeccupyroLmnx
" = ‘ HanpaBAeHUii B megUuLUHe

NMPEMMYLLECTBA






U3BecTHble moaenu cTtpatudukauum
pucka BCC npu TKMI.:




LLikana oueHku pucka BCC
ns nauMeHToB nocne

arKkorornbHoOu cenTanbHOM

aonsumMm npu o6CTPYKTUBHOMN
'KMIT (ASA-SCARRE)*:

«0» — rpagueHt BTITX < 30 mm
pT.cT. n TonwuHa MXI < 20 mm
«1» — rpaguveHTt BTIDK 230 mm
pr.cT. WA TonwumHa MXKI 220 mm
«2» — rpaguveHTt BTIDK 230 mm
pT.CT. 1 TonwmHa MXI 220 mm

*3anmcTBoBaHO U3 Veselka J, Liebregts M, et al. Prediction of Sudden Cardiac Arrest
After Alcohol Septal Ablation for Hypertrophic Obstructive Cardiomyopathy: ASA-
SCARRE Risk Score. Am ] Cardiol. 2022;184:120-126



YacroTa passutusa BCC npu FKMI1 Ha cerogHAWHMMK geHb (nepuog 2015-2022 IT.)
Hu3kas (0,32%/roa), 4To B 2 pa3a MeHblLUe, YeM B Nnpebiayliue nepmnoabl (40 2000
rr.).

Haubonbwemy pucky BCC noagBep>keHbl MoaoAble naumeHTbl ¢ FTKMI.
YcoBeplueHCTBOBaHMe cTpaTernin crpatudukauymm pucka BCC M npumeHeHue
UKA ana nepsuuHon npodunaktukm BCC onpegensitoT 3ameTHOe CHUXEHMue
yactotbl BCC c TeueHnem BpemeHun *.

“3aumcTtBoBaHO M3 Abdelfattah OM, Martinez M et al.
Temporal and Global Trends of the Incidence of Sudden
Cardiac Death in Hypertrophic Cardiomyopathy. JACC Clin
Electrophysiol. 2022 Nov;8(11):1417-1427.

'l AKTya/ZIbHOCTb MOMCKa HOBbIX MHCTPYMEHTOB NPOrHO3MpOBaHUA pUcCKa
HebnaronpuATHbIX cobbiTMM Npu TKMI



HoBble moaenun ctpatndmKauum pmuckKa
pPa3BUTUA HAPYLUEHUN PUTMaA cepAaLa
npu FrKMI:

3aumctBoBaHO M3 Carrick RT, Maron MS, et al. Development and  *3aumcTBOBaHO U3 Derda AA, Abelmann M, et al. A pilot study for risk
Validation of a Clinical Predictive Model for Identifying Hypertrophic  stratification ~ of  ventricular  tachyarrhythmia in  hypertrophic
Cardiomyopathy Patients at Risk for Atrial Fibrillation: The HCM-AF  cardiomyopathy with routine echocardiography parameters. Sci Rep. 2024
Score. Circ Arrhythm Electrophysiol. 2021 Jun;14(6):e009796. Feb 15;14(1):3799.
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- BospacTt 49116 nert

- 62% mMyX4uHbl; 38%
XXEeHLUMHbI*
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*3aumctBoBaHo 13 Carrick
RT, Maron MS, et al
Development and Validation of
a Clinical Predictive Model for
Identifying Hypertrophic
Cardiomyopathy Patients at
Risk for Atrial Fibrillation: The
HCM-AF Score. Circ
Arrhythm Electrophysiol. 2021
Jun;14(6):e009796.

PacueTt no
6anbHOM
cucrteme
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*3aumctBoBaHo 13 Carrick
RT, Maron MS, et al
Development and Validation of
a Clinical Predictive Model for
Identifying Hypertrophic
Cardiomyopathy Patients at
Risk for Atrial Fibrillation: The
HCM-AF Score. Circ
Arrhythm Electrophysiol. 2021
Jun;14(6):e009796.
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HCM-AF-Score®™

MpomeXXyTouHbIN

Huskum puck
puck

Bbicokun puck

<17 6annos * 18-21 6aan <22 6annos
Hactota * Yacrora YactoTa
pasButna  OI passutus Ol ot paseutua  OI
<1,0%/rog, 1,0%]/rog, A0 >2,0%/rop

2,0%/roa




- Mepwopa: 2011-2022 rr.

- CpegHun Bospact 57
[45-66] neT

- 59% myxuunHbl; 41%
XEHLWMUHbI*

*3aumctBoBaHO 13 Derda AA,
Abelmann M, et al. A pilot
study for risk stratification of
ventricular tachyarrhythmia in
hypertrophic cardiomyopathy
with routine echocardiography
parameters. Sci Rep. 2024 Feb
15;14(1):3799.
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Tunepronus
Bospacr >75 aer
Amuaber
Hncyasr

CC3 (TTHK, 3I1C, AC)
Bospacr 64-75

JKenckwuit moa

Papmakotepanua N'KMI1

MaumeHtam ¢ TKMIl1 u Pl pekomMeHaoBaHa
aHTUKOAarynsHTHas Tepanus C NOMOLUbIO
nepopanbHbIX aHTUKOArynsHToB npsAMoro
aeuncteua (MOAK) B kayecTBe nepBOM NUHUN WU

aHTaroHuctoB ButamMmHa K B KayecTBe BTOpOﬁ

nuHumn tepanun, HE34dBUCUMO OT OLIEHKWU
CHA2DS2-VASc! *

*3aumctBoBaHo M3 Ommen SR, Ho CY, et al. 2024
AHA/ACC/AMSSM/HRS/PACES/SCMR  Guideline for the
Management of Hypertrophic Cardiomyopathy: A Report
of the American Heart Association/American College of

Cardiology Joint Committee on Clinical Practice
Guidelines. Circulation. 2024 Jun 4;149(23):e1239-el31 1.



MaBaKamTteH (MYK-461) - obpatumbii
CeNeKTUBHbIN annocTepuvecKkmnim MHrMbuTop
munosnHosou AT®P-asbl

EXPLORER-HCM ' EXPLORER-LTE

* TpoaneHHoe (>48 HeA.) HabnlogeHWe 3a yYacTHUKAMKU
EXPLORER-HCM

*3aMMCTBOBAHO U3:

|. Olivotto |, Oreziak A, et al;
EXPLORER-HCM study investigators.
Mavacamten  for  treatment  of
symptomatic obstructive hypertrophic
cardiomyopathy (EXPLORER-HCM): a
randomised, double-blind, placebo-
controlled, phase 3 trial. Lancet.
2020;396(10253):759-769.

JBoliHoe-cnenoe nnace6o KOHTpO/IMpyemoe

uccnegosaHue

* 251 naumeHT ¢ obcTpykTMBHOM FKMI 1 cumnTomHoM
XCH II-1Il ¢.kn. (NYHA)

30 HeAenb

y"quueHMe ®K XCH, no CpaBHEHUIO . V}/heeler MT, Olivotto |, et al. Ef'fects;

of mavacamten on measures o

) ¢ nnaue6o (37% M 17%’) cardiopulmonary  exercise  testing
M CHuXxeHune rpaguveHTa O6CTpYKLI,VIVI beyond peak oxygen consumption: a
MaBaKaMTeHa.: BTITXK secondary analysis of the explorer-
hcm randomized trial. JAMA Cardiol.

YnyyweHne nNUKOBOro MNOrmnoweHuns 20238(3):240-247. doi:

kucnopopa npu KMNT 10.1001/jamacardio.2022



MaBakamteH (MYK-461) * — obpatumbiu

ceNeKTUBHbIN annocTepuvecKkmnim MHrMbuTop
munosnHosou AT®P-asbl

VALOR-HCM 1 MAVERICK- HCM 2

° 112 MauMeHTOB C NUKOBbIM rpagueHTom BT/IDK >50 mm
pT- ct. u XCH OK HI-1IV no NYHA, noaxoaswue ans
JleYyeHUs C NMOMOLUBIO METOAOB CenTa/lbHOW peAyKuun
(MCP)

+ [pynnbl MaBakamTeHa (5-15 Mr) 1 nnaue6o

* Cnycts 16 Hegenb NPpUMEHeHUs:

1. KaHamaatbl ana nedeHms ¢ nomouwpto MCP - 76,8%

60bHbIX, MosyyaBwmx naauebo vs 17,9% — rpynna
MaBaKaMTeHa

* 59 NauueHToB C HeobcTpykTMBHON TKMIM

° 2 rpynnbl MaBakamTeHa (pa3Hble A03MPOBKW) U rpynna
naauebo

* CnycTs 16 Hejenb NPUMEHEHUS:

o CHuxeHne ypoHa NT-proBNP B rpynnax
MaBaKkaMTeHa

23anmctBoBaHo u3 Ho CY, Mealiffe ME, et
al.  Evaluation of mavacamten in
symptomatic patients with nonobstructive
hypertrophic cardiomyopathy. | Am Coll

13aumcTBOBaHO M3 Desai MY, Owens A, Cardiol. 2020;75(21):2649-2660.

et al. Myosin inhibition in patients with nponon)Ka[OTCﬂ
obstructive hypertrophic
cardiomyopathy referred for septal

. . nccneposaHusi: PIONEER-
e o e e OLE, MAVA-LTE, REDWOOD-
HCM 1 HORIZON-HCM * KoHorierKo N8, (apwarotepanus

runepTpoduyeckon KapAMomMuonaTuun. FO>Ho-
Poccuiickunii ypHan TepaneBTUYECKOM MPaKTUKU.
2023;4(4):6-13.

*3aumcTBoBaHO M3 WrHateHko TNA., TapaguH I.[,



AdunkamreH (CK-274)* — ceneKTMBHbIU MHIIMBbUTOP
KapAnaZbHOro MMO3UHA HOBOIro NOKOJIEHUA

REDWOOD-HCM (BTopas ¢asa) ' SEQUOIA-HCM (TpeTtbs ¢hpaza) 2

Safety, Efficacy, and Quantitative Understanding of

Obstruction Impact of Aficamten in HCM

* WccnepoBaHue c 2022 roga

* 282 naumeHTa c cMMNTOMHOM 06cTpykTUBHOM FKMI

* OueHKa 3¢pPeKTUBHOCTU B TEYEHME 24 HeAeb

* [lepBMYHAA KOHeYHasi TOUKa — U3MEHEHWE MUKOBOro
notpebneHns kucnopoga mno AaHHbiMm  KMT ot
MCXOAHOr0 YPOBHS

3a 10 HeAeNb NPUMEHEHUS:

*  YctpaHeHue rpaaueHTta obcTpykuun BT/DK B
COCTOsIHME MOKOS, MO CpaBHeHUIo ¢ naauebo (93%
vs 8%)

*  YnyuweHue QK XCH

*  CHwxkeHue ypoBHeld NT-proBNP

*3anmcTBoBaHO 13 Maron MS, Masri A, et al.
Phase 2 study of aficamten in patients with
obstructive hypertrophic cardiomyopathy. |
Am Coll Cardiol. 2023;81(1):34- 45.

*3anmctBoBaHo u3 Coats CJ, Maron MS, et al. ;
SEQUOIA-HCM Investigators. Exercise Capacity in
Patients With Obstructive
" Hypertrophic Cardiomyopathy: SEQUOIA-HCM
Umeer Gonee KOPOTKUU nepuon Baseline Characteristics and Study Design. JACC
nonyBbiBeAeHUA Heart Fail. 2024 Jan;12(1):199-215.

o cpaBHeHuIO € [JocTuraetr YyCTOMYMBOrO COCTOSIHUA B
MaBaKaMTEHOM: TeyeHue 2X Heaenb

He okasbiBaeT CcyweCTBeHHOro BJiinAHUA Ha
LUMTOXPOM P450 (y|v|e|-||,|_ue|-|y|e *3aumcTBoBaHO M3 WrHateHko TNA., TapaguH I.[,

KoHoHeHKo N.B. ®apmakoTepanus
runepTpoduyeckon KapAMomMuonaTuun. FO>Ho-
Poccuiickunii ypHan TepaneBTUYECKOM MPaKTUKU.

2023;4(4):6-13.

MeXrneKapCTBEHHOro B3aumoaenucTBus)



2024 AHA/ACC/AMSSM/HRS/PACES/SCMR Guideline for the
Management of Hypertrophic Cardiomyopathy*

MaumeHtam c ob6cTpykTuBHOM KM, y KOTOpbIX COXpPaHAIOTCA CUMNTOMBI,
cBA3aHHble ¢ 0bcTpykuuent BT/IDK, HecmoTpsa Ha npuem beta-6nokaTtopoB uam
HernaponupuanHoBbix 6aokatopoB Ca kaHanoB, pekomeHayeTcs gobaBneHue
UHrMbutopa MmMosnHa (ToNbKO ANA B3POC/bIX MALMEHTOB) WU Ausonupamuja
WK NpoBejeHune cenTasibHOM peAyKLUN.

BQPEMeHHbIM XXeHWNHaM NMpuMmeHeHne MaBakaMTe€Ha MNMpPOTUBOMNOKa3aHO MU3-3a
NnoTeHUMaJ/IbHOro TepaTtoreHHoro Bd)(l)EKTa.

Ana Monoabix NauveHTOB B Bo3pacTe A0 45 JieT ¢ HeobcTpykTuBHon KM,
0bycNOB/IeHHOW NaTOreHHbIM WAM BEPOSATHO MNATOreHHbIM reHeTUYeCKUMm
BapuaHToM 6enkoB capkomepa U «MArkum» ¢$eHOTUNOM, BaJsicCapTaH MOXeT
6bITb NoNe3eH ANA 3ame/ieHus HebnaronpuaTHOro pemoennpoBaHusa cepaua.

* 3aumctBoBaHo M3 Ommen SR, Ho CY, et al. Circulation. 2024 Jun
4;149(23):e1239-e1311.



bnaroaapto 3a BHUMMaHue!



