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25 M= 2SO A 2 Oly FAlst= Ao| EAEH, Olz{et 0= =+
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At 20 S, H|K A3TSHS2 Zdo| 20719 Mz2 CHE Hdds THZol 450

7}A| Ol¢fe| tHO|7} Etojst= Zi0| 25 o4 <
H el o227t 3A CHE & AUCL 7t St 222 148 FAA|e] MYH7 (&l H|Et
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St AZMEL HZERE0| Ol H{ED} ZHHO| RUACE 18 FAH[Q| TNNT2 (o2
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H2. HHHY A2ES 2 F44

> Alpha and beta heavy chain: MYH7(beta-myosin heavy chain)
> Troponin T and I: TNNT2(troponinT), TNNI3(troponinl)

> Alpha tropomyosin: TPM1

> Myosin binding protein C: MYBPC3

> Alpha cardiac actin: ACTC1

> Myosin light chain: MYL2, MYL3

> Titin: TTN, TCAP
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UZX|2E B-blockerE 12t %o = MEHSICE B-blockers £4E £ Q= 27150
7Lt LHeF g0l EA| 942 ZR0|= verapamil, diltiazem2} Z2 non-dihydropyridine
(DHP) calcium channel blocker (CCB)E MEHgt 4= QICt SIS SHZAAF|= 24|

(ACE inhibitor, angiotensin |l receptor antagonist, DHP CCB &)2t digoxin2 #f
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Patient With HCM

v

Treat comorbidities
acccording to GL

|

Obstructive physiology

YES

Symptoms?

e ]

Aviod vasodilators and
high-dose diuretics

v

Beta blocker,
verapamil, or
diltiazem

|

If symptoms persist

Septal reduction

Myosin inhibitor Disopyramide l therapy

J%2. Hiofd AZEHS 34 #H2|(FH: 2024 AHA/ACC/AMSSM/HRS/PACES/SCMR Guideline)
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#3. 2024 AHA/ACC/AMSSM/HRS/PACES/SCMR Guideline - Hi"d HICLHY AZ2HSC| =E 2=
=T

HisSa-37r=
=5 CHE oA d=2 H1 g (Class’ -
Level™)
B-blocker Metoprolol | Hild HItHE AHZHS| 12} 2|=A| 1 - B-NR
Verapamil 1 - B-NR
Non-DHP CCB |——ab B-blocker0l] £S40|7{Lt LMY Q= 22 AL
Diltiazem 1 - C-LD
SHEZ | Disopyramide | B-blocker, Non-DHP CCBO|l 2349l 4% %7} 1 - BR
Myosin B-blocker, Non-DHP CCBOl 2240l A< =7t o
inRibitor Mavacamten ) 1 B-R
_ _ ) Z&etol , Phenylephrine V(= 0|2t 22
At =4 Phenylephrine g-IAEH7|E|.c:%E_i'__T|1_|- 227) 835 gL pe locker & 1 - CLD
£q
MM DS ALA0l S AT HA
47 Ol - RS L AN SUA0| =2 ER, HEH AR 2 - CEO
AS 18

*Class: 1(Strong), 2(Weak)
*xLevel: B-R(Moderate-Randomized), B-NR(Moderate-Nonrandomized), C-LD(Limited data),
C-EO(Expert opinion)
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| oteZEEl (mavacamten) (HEW: ZRQA™MHE)

(1) He
LARAMMS MEHA AMZ 0|4 || (selective cardiac myosin inhibitor) Q! OfHFZE
(mavacamten) d=2| ZFAIZ HMY Holy AZHS si7id2 Rt A0, 2023 5

2 AFOIREMMA 5018 W F 2023 9ZRE A|ZHE MEQIFE(S|H)OIC.
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- mavacamten 2.5mg/T, 5mg/T, 10mg/T, 15mg/T

- HA LR O] Boto] ZHE 2 e

[

@ &8 7|d: Med A 0|4 AH|H| (selective cardiac myosin inhibitor)

HIoHY AZES0AMe Aot D|L-MHEl 7tz ezl 2pode| 22 Motz Qs
& =23 371 A9 Ol 5 &40| LIEILH AMAOoZ 24ld HO| FHYA
SR7t A5|AL HAastA El=H], oS A D[4S MEiHo=z Aste] 0|4

Myosin-actin Actin thin
cross-bridge filament

Myosin thick filament .
HCM sarcomere HCM sarcomere with CAMZYOS

Normal sarcomere®® (hypercontractility)>* (attenuated hypercontractility)**

J&3. mavacamten 22 7| (&2: ZA|AME EH0|A| (https://www.camzyoshcp.com/))
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o
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@ 8Y 2 8%

o WA AR B AA| 2AS0l 1Y 18] 5mg B+ £H

o Z{a4 H=EE(Left ventricular ejection fraction, LVEF) > 55%¢21 Z<02F EO
A2, LVEF <50%¢Q! 8% z[a 47 B¢ SH

o Sdd HMg HtHY H2ES S, LVEF 3 H&HE E(Valsalva maneuver)df| 9
st a4l F=E(Left ventricular outflow tract, LVOT) gradientE &7|42=
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HLE S0 8 =22 2 B IH O
o

. W8 o20| M2 8Y 2 U8

® F2 ojg =
OR|21=(27%), LVEF ZA(6%), &41(6%)

® 2|

+ 0] ofo| TN TUS0| Y BA

+ BSE-ZS CYP2C19 AMoHM, ZES CYP3A4  AMefdl, ESE-2
CYP2C19/CYP3A4 FEA| HEEO

« R RH V(- 3= AR 2/ Al HOfIA ®all 7ts)

@ 29|

o AHZ QAN @ LVEFE ZAAF|D £27| 7|5 O QUSH AHAH QU JHs

o 9fSH CYP2C19 E& SS& CYP3A4 AHofix HEEN

o ZZ MZOH EAHeGFR (30 ml/min/1.73m?) : OHHM T Q&AM 0|3+

« 43~3SZ(Child-Pugh A~B) Zt¥oHi 2tz : O] 2fo| 50| S7IE + UL =,
o Al F9f

o ZZ ZHHO{(Child-Pugh C) &} : £0f H|AHA

» B-blocker, Non-DHP CCB % CtE negative inotropic 28 24| : HEE0 H|HE

o OZ[HE B Al 28 Ex= 7|H 22 29|

 JI¥7| Y B TIZF ~ B SR = (A ANE Ol OlY

« FRE ¢ MY DIEHEN )t~ BH IR = 4HEN #f S Es
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OHHPEAEI2 2 CYP2C190] 2loi CHAtE|M, L& CYP3A40| QfsH CHARZICE. MEtA 2
= CYP2C19 AMoflA|/RAl E= SS~dHe CYP3A4 Z6hAl/a=AHl= O 29|

=0 g= & & UL

B4, ofF 3218 - DHIEZAE0 Sg= DAl o=
e

g oz A H3t ol o 22
ZE=-Z25 CYP2C19
AfsiiH, 225t CYP3A4 | O] o] ER S ZU} HeEe0 27|
ZaHA|
ZS=-Z23 CYP2C19 )
QEA, ZS=-Z25H | 0| %ol R =& UL HeE0 27|
CYP3AS QA
- g%_ CYP2C19/E5E CYP3A4 AfalA| £0]
§._|' |- | -| 0| OI:O| 7~I- A|7~ Q_E_ 5m
R
st St 24
% CYP2C19 A3|iA, oro] BI= Lr = s :, J
g%rgg 2t *4 gooa oror CYP2C19
9 ZEw CYP3A4 AfSliAl HEEC AlRS
ojstz= &t

« CYP3A4, CYP2C9 % CYP2C19 7|4 : HE Ao &5 s &

d
=2 TO|UAH (Progestin, ethinyl estradiol) : HE Ao EZ

e 2= = Az Og
2 E= 22y 8 37t /s (RY 7II~R0 3E = AN CHE DYy 2
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« dd 5 44 A 2V 84 5 a2 Uts, EUEE 28
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© %58t

- 37 B0 Al M&ESHA E4(Tmax @ 1A|1ZH, MA|0|8E 2F 85%

s A - A0 oot FeF - uR|W/aZZa| Ao|et e F0 Al S5 3AIZ AN,

=T Cmax 55%, AUC 12% ZAL|gioLt Moz Qol5izx|= oot 24T}

A SO0 &K Tt

st - Y& CHEAESH 1 97~98%

CHA - E%H_Af CYP 2C19(74%), CYP 3A4(18%), CYP 2C9(8%)2 Sdll &HSISH
- 8tZ7] ¢ (CYP2C19 normal metabolizers) 6~9¢%, (CYP2C19 poor

H A metabolizers) 23Y
- HiH A (85%), CHEH(7%)

gl HAld AHEHS A} 4 OfEE S5mg gqd(n=123) vs. % (n=128) 30 &
L QHMY ot FAeElY, ol5WH, 34 HF(EXPLORER-HCM)

o 1Zt HIMH (305 A|H baseline CHH| pVO22>1.5mL/kg/min, NYHA class 1 O]
& I E= pV0223.0mL/kg/min, NYHA class &8t ¢l3) 4 =t HIE2 Z
Zt 37%(n=45) vs. 17%(n=22), £z 7 20| 19%(95% CI 8.67-30.13;
p=0.0005) 2 OHIZHIZ0| =t TH| FlokA ZRUACt.

o 22} HIMHS F baseline CHH| 30 2 2& = LVOT gradient Hal 2
-47mmHg vs. -10mmHg, £zt ZF 210 -35.6mmHg(95%Cl -43.2~-28.1:
p<0.0001) 2 OHHIAEIZO|A 2+ CHH| FlSHA| 704 %[UCt.

o S5 st oy HE2 HA|2Z(17.1%), F8(11.4%)0[
HHES F 2 FABIACHEB% vs. 9%).

* LVEF <50% 7194 Zdas 242 798 vs. 280A HEECL RHe=Z 0[0{2
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QFA} Point

o OHIZEI2 B-blocker, Non-DHP CCB £ 7|& 80| 2240l mMAMd
HIEHY A2ES SA0M AR + UL

e LVEF, LVOT gradient ZAt Zitof| M2t £06f off ZA LU 2 20|
2ok AO|H, SS=~Z=Hst CYP2C19 AshiAl, L=t CYP3A4 AfsA,

ZSE~ZS CYP2C19 QEA, SSE~Z25 CYP3A4 SEH HREO:=
=70|Ck.
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1. A2 5|7AE #z20l(helpline.kdca.go.kr)
2. LieHRASES|(KSHF) H2d 22213 20223 JidH

3. 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;149:e1239-e1311)

4. o[eFZEQtALIZt (nedrug.mfds.go.kr)
5. Lexidrug™ (online.lexi.com)
6. 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)
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