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KigiE:  APMERERLONUE;  AO=ERBIERE; O
WUVLERZE 11 ATP B 51 57

A SR B — 151 71 2 A5 BH P A JEE A0 L (hyper-
trophic obstructive cardiomyopathy, HOCM) % 4 & % ,
ZAL B YR TT RO R AE, 20 Z P H 8 4 BH 2
JE, DOIREE T TR 2D WUNLEREE I ATP g0 i
) 35 A% 91 28 (Mavacamten) {6 97 5 i R 3%, = 0] R )2
JEE BR8N, A B R 2% 3 R R (R R R 2=
i1 55 mmHg(1 mmHg=0.133 kPa) [ % 18 mmHg], #2715
AP A X 2 4F HOCM f 3 B A7 30 i 0 FILAE JE ATl
HOIHERIRCER .

1 fRfl&E#

B, B, 71, R B I 7 AR A, N 1

T 2024 4F 12 7 3 HABE. 7401 R A s i
B O H X P, 7ESMBE A LA 35 1 T 28 56 A S fiki )
PR M BK B 4& (N-terminal pro-B-type natriuretic peptide,
NT-proBNP) 1EH, LR M 70 % 55 1fil 73 52 (left ventri-
cular ejection fraction, LVEF) 54.9%, % [8] f J 2200 % 4%
RE B i 1R (2 (A) B JEE B 1.90 om, 724005 42 4.46 om,
Ze % R BEJELEE 1,50 om, 6.0 % 5 BEJRRE 1.27 om, /2
O BT RE R 1.67 em, 760 % M BE R 1.66 cm) ,
A 25 T IO R ) A PR (2% 37 mmHg) o O
3L 4% B % (magnetic resonance imaging, MRI) : ‘& [&]
FAe ot 2 BERG L 12 W7 o HOCM., %5 T B 32 1A BH it
F LR -G 5 5K 2 - [ i 3R 4E (renin-angiotensin-
aldosterone system, RAAS) #ll #ll 71| . 48 P4 fig 53R 97, JiE
ARFB I Mt o MG i A8 M o] A A5t B, 3% Bl it e 2 i
T, ZREE.0NUEG . NT-proBNP, #H O E ., O
JIE MRI, -8 83097 7 58 (RAAREE SR YT I R L
Do AINWHH . NI s, Jo R 0 I RN KR
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o AR O L E BR800 FE AL By BBl R S R
I (FE D) 7R3k CT 148 & % (CT angiography,
CTA) K A oA UL W 8 56 R 20 ik pe 48 5 &2 45 .0 JiE MR A3
£r: LVEF 51%, % [ BT o Be St &R 42O = [T e . T
BE 0 R 5 A B A SR 2 28 mm, HIAY AR O A B A BE
JEL R 1 L () BE 14~ 15 mm) , 20 % 300 HH 38 A 4 30 8k
AP i R L, A AT T UL SAMY (Wt 4 1 i ] 53
3f, systolic anterior motion of the mitral valve ) {i, ZEiR
7~ 2 ] B LBE 8] | 32 R0 LA ¥ 5 B AR ik 4k
iS5 41 7L Sk WLIR WLk 5 1k (B 2) 5 T4k B iR
£k ("technetium™-pyrophosphate,”” Tc™-PYP) £ ¥ 42 /1% /0>
LA UL B S A55R) 48 B (0 43 ), 5 I A 52 B
X i g1 3T % H {E (hip/clipeus ratio, H/CL) <1.5, AN
75 I FROAR it R A0 L TE # #F 42 (transthyretin amyloid
cardiomyopathy, ATTR-CM) . #bJ&] Ifil 4 &b i 5 A A
s A Gt s DR 38 780 G 356 PR A8 S5 | I R 3R BB AH OG5
DURAR S | 1l RERARUAR S B AR 548 | 9 EE N BUis /m]
RE SO AR 5 . ORI I D AL B0l /T B4R 5. JRE
AN I o-2 FLBE A 8 A(o-galactosidase A, o-Gal A) ik
PRI EE, HAx4h -0 F R A B GLA 55 R 30 2%
A%, G55 I PRFRIETC A Bl #2028 5l W R 32 2, T HERR
AR TEN . 45 A B PTC-PYP 45 5, DL &AM JH i 4
A7 5~ DRGSR AG: 4 FHIR iR 2% 5% 12 28 11 (transthyretin,
TTR) $:H 58 7% , % & ATTR-CM ] fgtEM /I, 45 B
0 WUNE JEE A A X AN B ik, {EL.Co JIE MIRT B 38 58 £k
P27 2 7] B JIURE 18] Bz 20k U AR €1 44k, 455 HOCM
FIRAR AR, 25 [E I HOCM R MU PER 6. i
0 WU T R LA A BEL AR A, B O R AL By
izh AL IIREAS 42, D RN Z 2R 2, 452 T8
A A O AR 2 MRk A, 5 B MK R e o1,
L0 WUE A AP ELO IR AR, BN BHRSHRTT

2025 4F 1 7 16 H I b, 78 % MR I7 (R TP BEHT
e ZEK IR, B 52 1A BEL S 7] 1K 4% 51 4 4 35 00 28
) FEhilh b, S IS AR ELAR 2.5 mg/d. 14 A I
PR AR 23, 5 Bl B AR T, 2 AN AL 20 i P
2> (New York Heart Association, NYHA ) .0» B B /0 2% 1%
Wrel M2 M., A5 .0 80 B LR B 22 0 & I
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HH I R 22 W T B, 2 1) B B JRE R e A (LA B
H L5 2), L3¢ NT-proBNP K0 JULRE 2 7 B [ 2 1F
Ko BAEMDCHRERR: O BB (gL ERN
F), FH0E R 58 W/min, 7 UL R-R A3, £ K R-R
[ R 2.01 s, PTGl 8 1)) 38 Ak a4, i 2t GG 28
() 38 T i O A, 2k LR 700 IR OB, 298 ),

I e P ) 2= Pl 4. 411 vk, i 522 0 ol 1 = e e 480
o 44 H J5 (2025-05-09) B /i NT-proBNP 737 ng/L,
A L B0 P Sk 2 [ B L B R B R 40501 R 1.86 em
1 1.73 em, % B 5 AR 4 25 W50 i A R 5 O LR
FA 5, JHEEH 2 5 me/d, B WO I RE AL K
AR RN .

R 1 2017—2024 50D HELER | 1f3% NT-proBNP /K FIi2y7 )5 55 &

i ] RO FE R E 2% (mmHg) AP (cm) NT-proBNP(ng/L) TR
20174F 37 1.90 385 Bz A BH A )+ R A AS I 1)
20204F 40.94 2.22 703.5 BAZ R BELY 771+ R A A S 771]+ M R T 280+ e L)
20244F12H 55 2.09( LB 2885 Pt AR+ O HA 2

3 : NT-proBNP Ay 43, % A< 355 ik 1] JR 40 IK i 14 ; RAAS B -1l 47 K50 % - [ R R 45

A 49 Al 73 Af 118 V 150 V 44, Al 54 A 89 Af 58 A 34 AT 118 V 139 V 142 V 41 A 37 AT 36 AT
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HOCM J& —F LA 220 28 B X FR i JIE JEE A i1 T A5
BH A e 1E YO IV , A0 s BRAIL A D LI TS 2R B
FEPR [N B-LEK & FH E24% (myosin heavy chain 7, MYH7)
O ULALER 25 B 45 & % B C(myosin binding protein C,
MYBPC3)%5 ] 5875, 800 WLk FE W B fig s A 2R
fiir, B T B O B AE AR R O WL 2 Ak RN T R
DBeREfs . LG YAIT LA B A2 RFHME L A
ML W 24 05 3 1 RHL iy 245 A 32, 38 2o R A1 0 LR SR 2 0
AR IR AERE . B R . SR, AnAS i B OR, E
3 KB E BT BT SE F 24 , A5 AT 68 PALLCo JIL i A 22 e T

HE BRI DROR A B A0 B U R 22 T, R G B B
g WO HR IR RAE, IR SRS A AT
A5 6 75 i 2 38 2o Ao JULWLSsK R 40 ) 550 B2 e L 28
(Mavacamten) , il O Uik BE WS 45, b 35 B AR A0 0 & 0
HH I e 22 (R DRA 67% ), BRI RRE IR, 396 % =5[] o S
JE, I F#AR NT-proBNP. 32 (i3I 52 T 3 AR 4% 7wk
Ifi Tk HOCM I )36 97 0 6L, 32 foeoff [ i e 4
17 136 B0 HE Pp 25 /38 B0 B 9% 2% 2 (American Heart
Association/American College of Cardiology, AHA/ACC)
2020, Ma ZHfedF 177

R 2 LR A L LR IR O ES R S T RE A Al

- 1] el el bE EUERE Bk X p -~
Hgif AN LR OPRUEE  FEUSE W EBAEE  A0TN E’“(‘i':‘”i SAMIE f}z’f/ﬂ?
(cm) (cm) (cm) (cm) (mmHg)  iEJE22(mmHg)
WRITHT 2025-01-13 2.09 1.98 1.80 1.61 55 5.40 PR (4% 60
WIFIE 2025-02-14 1.97 1.85 1.80 1.57 18 47 4.81 FRPECT 90 60
2025-03-14 1.82 1.58 1.65 1.51 24.2 56 432 PR CTT 4% 64
2025-05-09 1.86 1.73 1.54 1.52 21 44 471 FHPECTT 20 65

FE - SAMAIE Ay WS 4% ST W 15 328 B AIE

AL Z T D e B O UNLER & 1 ATP il 11
il 700, ST A A B UNLEREE 1 EE B, Wb Lk
H WS E BB PFIE R, B R RO WL B W dE 7,
AT B8 70 8 3 Y R AL R0 JOLAE B AR LA
FHAE S B3 XS HOCM 1943 195 BAZ O —— WU/ T
HRE S H (A MYH7 B, MYBPC3 3£ 58745) S . HF 3k
15 22 Tl RS P A5 2 50k B L 28 16 7 R IR P A
BEL P TS J52 L0 WL B8 3 997 RCPE Al AF 5T (evaluation of
mavacamten in patients with symptomatic obstructive
hypertrophic cardiomyopathy, EXPLORER-HCM) T 1] 4}
A 251 BREIR T HOCM H 4%, 35 AR B 48 41 70 8 Ui
T 6 2% F- 3 F B =30 mmHg, . NYHA #0350 %5
TR AL (OR=1.78); Y IT 16 JA AT {ff 47% i3 5 5
720 3 0 T R 25 <30 mmHg O IR ALY 10%), FLAE
IR B R K R 7 (NYHA B3 =1 904 35 82%)
—TPPA B A L2 X A RE AR 1 AT AR AT % (8] R el s T
R F AT BEL 1 I JE R JUL BN B89 80 0F 5 (a study to
evaluate mavacamten in adults with symptomatic hyper-
trophic cardiomyopathy who are eligible for septal reduc-
tion therapy ) £t %F 25 ¥ ¥EIR 1 HOCM 3, AP 28R
I7 32 AR, 71% 83 B R APEE RIFR A T A, T
H M h BB (=65 %) A0 % Ui il 2% R
g 60%~70% 7. A 3 I ARELER S 19780
ERATIE— 2, R 1] 25 W) 7F 2 AF HOCM A i
Feo MAb, B AR BRINE | O 7 i mE s QT [A]

W AE A SR BN, 2T 32 Pk RN e A bE R AR Bl
BEEDRIIRIT 4N H R, ZRIME LB & B R
JE S5 R B U7 A (8] T (4353 H 1,82 em 3G % 1.86 em,
1.58 cm 34 % 1.73 em), i fol A 3 A i, 4275 7] g
ALY = AL ENHSI S, RAE
VALOR-HCM #F5Y, 35 AR HIL 28 1097 2005 50 s Al e, 59
i (5 mg/d) T HE— A5 AR A0 5 3 Hh 3 TR 22 0130
FERE T AR ) 7E 25 A PR A 8 T A2 M (LVEF 8 &
F 65%. JCAK I B QT MWK ) J5 , He e 1 F AR L
ZEF R L 2 S mg/d, Ji5 22T a0 s I s A
O HL P D W F R 2 b . DRI EE AR 2023 K
PO I 95 272 25 (Buropean Society of Cardiology, ESC) 5§
AU X TIRIT AN R H, TR AN R 2R
K 5 mg/d, [F]Af . LVEF FRFEZE <50% .

UEAE K, B NSNS % A A AR LA R R
HOCM Y 5 B 6 J7 % £ : 2020 AHA/ACC 15 7 #7515
R HLZE T HE R P HOCM H. 25 0 %5 0 Ol T 25 =
50 mmHg 1 BN BB, T H 4% 55 25 ) | AN 4 2
(a2t #) B, 2023 ESC 0 L5 B L300 88 38 7 4%
HLZE AT A K 25 W M VA T HOCM i — 2R 3R 97 ( 1 284k
12), AR SR AR AEIRYT, 7 WAL 220 %
IHAE R R 227846 ™, 2023 4F rp [ AR JE L O LG 12 -5
IRYT T R SRR T S 25 W e B A O = i
tH B 22 =50 mmHg ()8 (Ta 28HEFE ), A 75 U
M LVEF et At AU
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AR L2 7E S Y HOCM YR YT T i AL 3. (1) 28
g 25 R IR . e geiayr it P LU VR RS AR A2 0
20 A R 22, (HAT BE N AL F R B P A
151) 55 35 PR 120 28 R0 B B 2 (B R-R 1Y 2.07 s) TG
2 bR B A2 AR BEL R0 5, i AL 2 T O O R
BT, R O U, KL T % e 245 ) Y R
RS, BIEH FEIEFRE N EREE. (M
i S NVA s i W S e (111 R %)) ¥ N TR RIS R N
FE (=70 %) B ARG IET- AT K 3%~ 5%, H A I
O EFIK T RER A WU R L BRI AR
TRIMERI PR AAE I m AP IE et . (3) 3
e VA 7 o ST S R B, F AL % AT
T AR T B A5 38 s, WD LA AR

SV AP 27 RO B G PR N AT T i 22
R IR, 5 455 A R3S 5 52 BBk Rk — D
(D) K22 A B 2 Ve B AL 28 AT RERE K QT [H]
1, JCHAEE I D B Al FH A QT SE 4 24 49y (A i it
i) ) IF, e % D e O F BT I 0 R BEAR A BF 5
A it 0 e 4 XU T B AR L R K 0 s L
W 1 nl fiE 53 LVEF F %, VALOR-HCM Hff 5% 7R,
24y 5% B I LVEF<<50%, T8 257, [ kit
B4 LVEF 2Ry B, T VEAEDEAG XURE, 2 30 D
LTl (5F 4~8 A At ) . () 24l etk 524
et BT A LB TE R K, A A,
H AV HARTUE, BRE TR RN (3 BREG IR T R
FORESE A BRI 5 B 32 1A BE 3 57 5 4% e 1 BH A
25 I IS, Al RES I PN MR, S B0 iR =0 7
B, AR 2 RELLITR KA T RN %
SRR A IR A IR0 B B Bl S T P (Un )
FAPPE) | B I AR LR % EE 1l D) i ) 5 0 i R WA,
Zeps KU . 2023 4F ESC 45 B @, HOCM 4 0>
o B Bl 8 DL AR 4E A R K050 1 IR i 24
(non-vitamin K antagonist oral anticoagulants, NOAC), Jf
SE 01 W e TR A T ()RR N TRE Y R FH P Ak
AR BE I D RE N 4 3 X 245 1 T BR 00 52 e i oK
FEAEIE . (5) Rl 2 1Y I K 75 oK 5 SRR T
20%~30% 3 X B AL %8 S AN, W] RES S A (I
MYH7, MYBPC3) 578 R B0 LT AL RE FE ARG, 5
FF S 1500k 2 s k15 ok TG s T e i 2
AR B A T Rl R R R R, HAR AR AR XU

A2, AR IR A o B e 4 O L EE W
HOCM #& fit 1 g P (6 97 T Be o AS (9 31E 5 H AT R

R AR e S U e 22 | 30 O JULHES P2 243 e PR
EAR, A7 B BT 4 B AR, S A [ R AR R T 2
VEFIAT SR AL TSI BETT 4 A I % A] B ) B
A5, DL S ) gl 1 — A DA AL, AR AT BA
K A BE T AP 0] 128 0 8 1) s SR B 2 4tk

FlamRER AL EFRAREEAE TR A
ARG e, BREXRDG L LH
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