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FEERIMNIBIERERERR

REJE Y0 LR ( hypertrophic cardiomyopathy, HCM ) & — 2f
KB AEFE R R FpE 5 | B8 B ok B i .0
. WATRFAAE RN, REWTEER HCM BERZHER.
55 i B 5 0 5O B BR AN R], B AT M B AGIE ERl
SCERAE R . (HHBOU BURBUN AT & A 78 83 A A A S A AR 4T
BrER, B XEEHEADE(LiEsh i) BIEM ERIER, HER
A HHEST I RMAT A Mt S w5 AT E, e 80y
A FLER R

(RR]

HCM .0 JIfE A 3] 1 A IR 7E 100 4R T, B E 50 B4
EAR T B T RETARAR TR B A B 8A R TR
T HCM i&yratft, G ya B MG OF) R, %
F HCM FORMERE , #EN B 2 5. HiS B-ULREQE
L[R5 748 S50 HCM BiAFF 1 T HCM #y5 F AR, B
JEEJL4RESE B, B 5k HCM M FAEY A T K 2M#
B, BUREER I, B A HCM RHIIYEBWENL, A
HCM BUR DL IR TR RE & T REHER. HX
HCM £ Frth i+ N2 %, R T AR EEx HCM B R
2, A% HCM — S EEARREINREFALE -1,

E /7 #0 276560 30 4~ HCM 5 R, 4 3 S Bg LY
H A F5BE A (calcium-handling) MIARAER , A AT IRE

1
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%11 HCM FEHRE

N 3 E & F T
PR Liouville H. Gazette Med Paris 1869 ;24 .161-163
P Schmincke A. Dtsch Med Wochenschr 1907 ;33 .2802
R Teare D. Br Heart J 1958;20:1-18
BHEA Brock R. Gay’ s hosp Rep 1957;106.221-238

WA ZEAE  Jarcho . A., N Engl ] Med. 1989;321,1372-1378
HAZ HCM £ Ali J. Marian ] Clin Invest 1999104 ;1683-1692
LiVEE VA

3| & : Braunwald .- JERG5E 4 B ( Thi%AR ) Fl Hurst’ s the Heart (9™ edition)

5 HCM FRIFREMHR(F12), @ENTEARZEREIH
WHCM BhE R, EHAMI MITEAZEAHE L
23 BB HCM, i HCM HuFR A UL HCM, DL B-AlL
BT (MYH?) fILE 4 &8 A C(MYBPC) & 4% Mo
FHEH IR HCM B2 ¥ 6k BHEB%E. 1K ERXRZEE
RIEPIRE FESHRCEMRRZRN T FEYFRAE, &
R4 (de novo) W, KEHREHBAEBRIIEH,
HREREREREAEN, P LERTFRNEFENLFAER
H, BEAMNEXHBNWEEMRERE, ANHMmEmERE
(I ACE EEMBRE RN L EN) IAENESHELE
HRBERPERERA, XTHTFEBRREEREXRT—
HH,

S4B ATHEER X K UL 425/ F 56 HCM, 1 Z
#&-HCM ( Z-disc-HCM ) F1 45 §%-HCM ( calcium-handling-HCM ) ,
A —eH A A4S AR E R OB BT R B8 HCM, L
£ 12, HWEARKEHHFERBERABTEZHE, AR —
HERBLERBEEZHE, I desmin (B ER ) RAAER
RAF, — S AR LYY P2 RO BE R RS (L HCM ¥ 48
KEF,
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®12 HCM 5BEE

K | @ B 5T E O £EX
(%)
U5 HCM
TTN 2q24.3 Titin <1
MYH7 14q11. 2-q12 | Beta-myosin heavy chain 15~25
MYH6 14q11.2-q12 | Alpha-myosin heavy chain <1
MYL2 12q23-q24.3 | Ventricular regulatory myosin light <2
chain
MYL3 3p21.2-p21.3 | Ventricular essential myosin light <1
chain

MYBPC3 | 11pll.2 Cardiac myosin-binding protein C 15 ~25
TNNTZ 1¢32 Cardiac troponin T <5
TNNI3 19p13. 4 Cardiac troponin [ <5
TPM1 15q22.1 Alpha-tropomyosin <5
ACTC 15ql4 Alpha-cardiac actin <l
TNNCI 3p21.3-pl4.3 | Cardiac troponin C <1
Z-disc HCM
LBD3 10g22. 2-q23. 3 | LIM binding domain 3 ( alias:ZASP) | 1~5
CSRP3 11pl5. 1 Muscle LIM protein <1
TCAP 17ql2-q21. 1 Telethonin <1
VCL 10g22. 1-q23 Vinculin/metavineulin <1
ACTN2 1q42-g43 Alpha-actinin 2 <1
MY0Z2 4q26-q27 Myozenin 2 <1
Calcium-handling HCM
JPH2 20q12 Junctophilin-2 <1
PLN 6q22. 1 Phospholamban <1
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a2k
HCM 5Pl FR RUFE B
HH A E4s LRR1E

TAZ Xq28 Tafazzin( G4. 5 ) Barth syndrome/LVNC
DTNA 18412 Alpha-dystrobrevin | Barth syndrome/LVNC
PRKAG2 | 7¢35-q36.36 | AMP-activated pro- | WPW/HCM

tein kinase
IAMP2 | Xq24 Lysosome-associated | Danon’ s syndrome/

membrane protein 2 | WPW
GAA 17q25.2-q25.3 | Alpha-1, 4-glucosi- | Pompe”’s disease

dase deficiency

GLA Xq22 Alpha-galactosidase | Fabry’ s disease
A

AGL 1p21 Amylo-1, 6-glucosi- | Forbes disease
dase

FXN 9ql13 Frataxin Friedrich’ s ataxia

PTPNII 12q24. 1 Protein tyrosine pho- | Noonan’ s syndrome,
sphatase, nonrecep- | LEOPARD syndrome
tor type 11,SHP-2

RAFI 3p25 V-RAF-1 murine le- | Noonan’ s syndrome,
ukemia viral onco- | LEOPARD syndrome
gene homolog 1

KRAS 12p12.1 v-Ki-ras2 Kirsten rat | Noonan’ s syndrome
sarcoma viral onco-
gene homolog

S0S1 2p22-p21 Son of sevenless ho- | Noonan’ s syndrome

molog 1

## [ JACC,2009;54 :201-211.
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BUREE FECHCM B4 KREBYIILEI M ATERE, AX
HCM 43 FBUR KR T 80T 72 A MBS AR5 DL AR HCM 305
Pltil. MAGFHMBOREN S HHEEHE, B REAN
My Sr FAE LA s PR 12 0 B HOM s AR PRAFAE .

F A Bebe (BEEHESY ) B9 2 REME SR 20 BBk T SO 22 B R
R RN, 78 HOM BURD R MR ABOA N BRI
TGN, B T EERSN T REEORNEEEASH
B AEMXR., 4 FHEMOMEEARZH, BRI XA,
N ATP EETEHERRAR M AL 2RSS S o0 5 RBUL A
WP WIS RN R, S, AR, R TR, W
HEE S TR S MR, A SBEHMALHRE, Wit
B, 440 HEPTZE RS . B, EIE A R A R R B,
IS Eif b R B A A, Bk R EE R A T RERIEUE
iR B, CIUKGEMED RSB ELARRIRR. X
FIAKNAE 1 X RASEF R B R T IEERZERO LK
4% EFIIHEER R F . BERZHUEEA ATP A RBL ., BEX
BRI Ih R R M R A SO A AR BRI R PR B R R
o M4 vEE R, TNNT2 F1 TNNIB AR JF A KRR, TRERFAT
LS5 B 4 B T AURK, o R BB W B JULET 4E X 85 8 T A9 R
TR AR AR A I PR 26 TR B R T B0 48 D UL 4 %8 £ B - SO AN
ATP Bg1E T, DI, S8 HCM X453 FHURM R, 1R, ¥k
R0 L% ( dilated cardiomyopathy DCM ) sk, {HLEF4E ATP
FiE 17 A A BER 1 R S B B R ELO LA
B ARSI ERL IR AR TERE . A LEB0R 5 7E 5 R BAE
P 2 AF S R R RON » F BT E LA RBEREE A
4 A7 S B BRI BRIE , JE R R RS SIS A/ Btk R (MYBPC) .
B SRR S RES R LY S kT R AR SR YLE A
DURAL TR G A SRR AT 2 . RS R RO T ik
Re BB, 8RR o-MyHC SR S EOThEER R H . HiX
BB, AR R G R IR 28 HCM, XHE, L



