FRER AR OIEZEISafriarm ( 2358 )

EER , CMEEREMYFEER O ( hypertrophic
cardiomyopathy , HCM )& , ER/MNIEASARERANFI
iz, BEEFRTREMNHREFNE HCM ROIZEFNIETT. 2003 &
EEOIERFFS (ACC) FIRGMOERFS (ESC) BIX&RfHT HCM &
RIHLIR[1], 2011 FXEOREBRZEREESS ( ACCF) /EEOEDS

(AHA)RERTH—H HCM 2 5iairigra(2] , 2014 FFESC R T
HCM 2l 5iafrigRa3]. EHE , 2007 FHhEEZSONEREDS
HEOIEIZEITSiaT TERARH 7 HEOImIZETSiaT &il[4] |
2011 FRFR T "IBEEER S OIRZERROIERANPEERLR
"[5]. BT, pEEFROMERFIRBLRE 7SR , HEWA
TliRARRFITS%,

AETEE T HE—INZHEGETIINE | MEEXIHEEFSEAIRRE
iHFEmERNA .

I35 {5BIESEAN (B ) —HI0INBI. BRMANIERIESRISTT |
#ETFEA.

135 : 5B (5 ) BREHERBEF BEFEREMRAERF
=g

a2 : HXIHEMN (2 ) MARETERT (5 ) B3, MAXLLE
fEaaT 2SR,
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IIb 2% : BXIUHEM (8 ) WREAsesz o AE R (5 ) B3,
BIE=vazER

3% : fEEIESEAN (8 ) —EIAFTAR (5 ) 753K, FXI—Lmfl
ARER SHURIEEATY | FNHEFER.

XHIEHERIRAKERIAAN T,

IHEKFE A - BRRRT SRR RIR S S EZE DT,

UHE/KYE B : BrlkiR T BRIpE UG R ie s 25 T FREA | XTBRHA 53,

UHEKYE C : (RAERLRENM (5 ) IMIEAR. BEIREHAR.
EAAR.
EX

1958 £F Teare 55X "IEEEL UMK "HT 7 IF4EHNIA | BEEHLSAMT
BTRRE  WRENMHIRONEERERRERS6,7]. BRHAS
HCM 2—FLUOANIBERFHERYIOINER , EERNALDO=EEE
BEE_4Er OBNENZ RS OEEEE215 mm , EFA
HREEEEE 213 mm , BEAMEBEDOERA X, FHBRAEIEN
NBIE. kR AEFITR IRkl FIRIEES R O =EEEE,
ITImEF

—ERRTREARFNERRREE R HCM A4V, EERRFEA
(23~35%, 51~77 % )HCM By 200/10 /5[8,9] , HE HCM &
w2279 80/10 B[10] , HHESEREHEA HCM BE#EE 100 /3.,

HCM BR8P EMENR BN EEIREZ—[11]. OBEHE

( sudden cardiac
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death , SCD ) BIlF 10~35 ZRIFREE , OHO=IB (1O=) 5%
CERETHESRSE , HCM BXAVOBER) ( BB ) SERIZEHNILIE
FREZN. SCD NEkMMEFRIEKmmEHN Mg , (EARiER. =R
ErOHiZh HCM BEFFRTERA 2%~4% , SCD ZE&EERRIZERZ
—[12].

RESRFIE

#ARERD HCM 2EREAREMHRE | £9 60%HIBFE HCM BE TG
MR BFFAREURERSSEE[3] BRI FIEIEFHRIESE 40%~60% /995
VNS EERIERESREE ), BRI 27 MEUFERES HCM 18X
(1) , XLERROHENZ. M2 ZR2ENEAHISEREXE
H. IEFRIZEE HCM 5, 5%~ 10% 2B EMEE IR ERRS [
( ) BIESRMEAEERR (AFERCEYS. PRERRs. A8
TRICFE ) |, FRRAPIESS (40 Friedreich 3554508 ) |, ShiiiEms | 15
EEIE | REMEMHERS (£ 2) B] , XERInARERSDW., 75
INET 25%~30% AFRERERIOIEER. EE5 T8  TERARA
ML 7%HI HCM BEFESEREGRE[13,14,15]  AmAfeiRpE

FRZEER , [RRERIEE , MEEE.
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BRI HCM YA mHLE BRIAAR. SREHENEESR
T SHANAFHEWAETNRERIR  NTTUEMERIH IV OB EAETSKINRERRHS
EEAREREERRZSEESEASEEERESN REECEZEIRM ,
MMHIVOINBEER., 4L, IETHERFIZRAL R EFKINAENER., XL
BRI FEER 7 HCM RIZURAEI[16] , BT 2R,
RIERIN

HCM CEFTEIEIN , AIAIER OB 2 5 (£9600g) , = 1000
g LAE[17]
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o ANEIEATWOREX. OEAMUEBE. O/, —RAO=E
BEEREEETALE. 90%NIFGRERE , BRI AT 0= O
BE. DU=RERER. ODRHIEES. HRBE WOATHERTIZEEL
RIZESFE  WiROINEREALETFAS. BRI eim O mEe
K. [ERFECAMONERNSRKFE (EEEE. S8\ )
[18], HCM BE OISR BEIVNTEERE. NRTHERRS
RalISTEE=sEIE S,
$E

WRiEEA OERERIENA OEREESENKIEEEDMNE

( left ventricular outflow tract gradient , LVOTG ) , [ HCM E&

DAEEM. FEEEREEREREN 3 f3RE8, R LVOTG230
mmHg (1 mmHg=0.133 kPa ) J9fEfEM ; LF#EF LVOTG IEE |, fafy
ZEEY LVOTG>30 mmHg ABREERMY ; LERskfafht LVOTG $9<30
mmHg J93FERR M. FB5h 49 3%NBERR AL OEFERER Y HCM |,
afRe O ERHIERERE | tEFoWaR — SR Az ( systolic anterior
motion , SAM ) {iE5xR. BAFIANXERERNIRRERNA TS SHER M
HCM HEE  EEEE[19]. R, FSEREBMFIFEEY HCM BELE
Bl G 1/3. XMDEENTRESETHERE | ZERlGRSE B
PETTE. WHMBEIEESNL , BaIn AORIEE. AU=BEMIMNZ %
FLELHABERY HCM,
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2013 FHAOEEEL OIVERBTHNGEDEEAES , 7R
MOGE (S ) o8[20], ZoBUREE T XIORAZSIIBERNRA] | TR
THRRAGREEN | (BENARARAR , (ESE,

2l
—. TR
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HCM IRFREERES MR , BUBETTKPLER  MELEEERE
WKIENESE, L ESEFNERZH HCM BEERES. MEEE. fE
REEOERLEERE. OWEEZIR, REAREEEOVERESEX
[21,22,23] , EZERUT,

FHHMFREME | & HCM BEREIER | BERKEE T 90%LL
EBLERI[24],

B9 : 25%~30%H) HCM BE BB ANERIEIR25] , 254N
B BB AHEREESSREERETRERRER | ERREIKES
IE®,

0 - SOTEERIRS OEEKER X, BEE HCM BEENROE
KEZ— , REFRLN 22.5%[26].

EREFIKERR © 15%~25%H) HCM BEZE/DEET—IRERK[27] ,
5E 20%MBEBIKER , — AT IENAI[28,29],

SCD : SCD. LhEfimieeERE HCM ZETN=AFERRH[30,311,
SCD Z5H@MHOEREEGX , SAEWOMTIR (IFERMERIFRFE
) . O=E) (=8L) , TAAEE. BE=EESES.

29 10%NEEREL V=T K, #RZ29 HCM F75KHR , J9 HCM &R
PRI — , IGAREREIATH SKELOIRE | (OBNBRRIEFIFESA
EHEMEIZ—[32],
=. {1

HCM (M8taBEMISEEERHFRNSEX  BERESA O ERIES
BEEX , TaiEiRiRAYEE BT FoRA B AIPEMEAMIE.
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DI ENNEMAE SO OEREEREEN —RinE X, £
LERHEEREE A= EREEEELN SAM 5|2 SHE—U0ES1)
[EHMBBRANBIERB RIS | HUORMBS S E&EEM, TUE
HEEENEREOIEREER , BUTERENE, &8, (IENEFEHTHR
NEMZEHBE |, LUK Valsalva s, =4 RREEAEIEEHRYIOIELE
tEREY (S FRER EHfS.
=. iEneE

FRT HITEEVOIERSEIZRREEEIE. MStaELSN , EFX
FrEBEHITUEE. FEFEFNE,

1. /ORBE :

HCM BEOBERMMHNRE | I TIRRER | 8 BEENH T
DEERE[ES] (I, B) .. ZNERMES  BNFEXE, 8 90%
A HCM BEBURBENE , ZRIUNERFE. OBESEEERERN
IR QK , AHETESEL (I, M, aVF)FIMIEESER ( I. aVL &
V4~V6) ; FERIPIK ; BiAlR , OXRIEEZEEN V2~V4 BB TR
=
2. BEOEA :

FTE HCM BENHITEENENER OIERE |, 5 "45HErm.
FRSEH. MESEH. ARETHZF (1, B) [34,35]. A HCM
BEEUEZHNE: DOE OIHIT RIS TREEEE> 15 mm,

FHERS [ O RAIBINRYEfRR  ISIE. TERS.

iy
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HEFEMER OsEREREL - (1) REAZ4EEMeNAOETERM
BEREORERAETKPAZESE ( I



, C) 5 (2) WEOEEFRIDEHITZRETAN |, B RNRA IR
ROBKPZEENIGE. “RIPMANS EENRERS. A KMITUESR. b
KRB ENEOBRNIBRUE (I, C) ; (3) WFEE
LVOTG<50 mmHg FNEEREE , fEFEZ. AFNEDEMAYZEENE
BT ENZEER OERE |, =R EEEFIEmES
R ZoMiRim[36,37,38] ( I, B) ; (4) HH=EROINIBRMAETE
WIRIRKER OB R FIES | LIAEHRE39401 (I ,B).,

NEZ=EROMTIRANEZE |, £ TEFAREeEER UshE
wE , AL OEROEEBRNG , ESHEFAER , iTHTFALER
MAREHEE , FaliERAaO=EREEFEENERE41] (I ,B),

3 . iSO BELEN

FE HCM BEIRIAT 24~48 h shZVOEBEEN |, LUFEZEMOERK
BIETEINEG , BEFHOESERARE42,43]1 (1, B),
4 . ENAEEE :

EOERHESEFIKZ AR LVOTG 2T ST
Kgs hMRmEREE (WX, KB, 188, Z5). K. B%EF ) %
M, EtXeRe A O ERHEEEMEEREE | AEsRmEia
B, LHBRSEMREE, e SR T ReiES. MERRIKE
SREFRETNLEBERER. IE. OF, LVOTG NEWUARETH
ROODERESER  REENRSENNSMARRIRE. EEhaE
B3 580RE Bruce 55 , IRFTETIZHERE  WERR G EEELYIE
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& ( ADItHER=KEE. SEM TR, RAE_LIRRK )ilie Valsalva i
[3844] (I ,B).
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5 . (L ARREEIRRER

DR AERAG B DR ERMAVERES[45,46], SLXTLLFIZER
381k, ( late gadolinium enhancement , LGE ) 2iREICEF L EBRT
AI75i%  LGE 538, SCD FXBGIEFER[47,48,49], 29 65%H) HCM &
FHI LGE , ZFRMABEOINA B ESEE HRGEX | L=RRBSAD
EFEERXFL IR R HE,

HEF OBEILIRAEETRAES] : (1) T8 HCM |, (BEEFIZHIAEA
Ha[501 (I, B) ; (2) a8OREREkMIBEAE/E A AFRR I M O = B EERT
BE(I,C); (3)BH—SIHEEUREN (FLLAFEES ) RO
g4 (Oa, C) ; (4) SEMGLUAO=EBEARIAIOIFEHITER
2T (I, C) ; (5)BUTIMRLOBEIRGA | SBAE OB EME R
ZMEFNZLLAN ARSI |, Al T OB RIQE(45] (Ta, C) ; (6)
SRV e el HCM NEBEHIMTORZEERIGE ( Oa ,
C).

6. X&ME :

HCM BE X & WAO=EX JRa]fEIERSEE AT WAGERF |
{EF=ERHKII (I, C),

7 . BARBKT SRR G SEIREBKER -

ERTEREORIEER | TR G T—Ea7 SRR
BESHMTOEFANES | WFEOEEENMFERSE | e THE
HEEOVELENEERETTREKTE (I, B) [2].

8. LANSENE :
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2 HCM |, FREUT—MEZMER , IfT0RSERE (Ob,
C) : (1) FESRFZELOImSEEIEOEKER ; (2) MEED=E
EREE |, BIaRRMMNEEIREZREFEEER . (3) BITOAE
EIERIARERERIONE ; (4) LOIRBENEE RIS,

M. EEiZkh

BERRTEEAES HCM BERNSRRARRE (£ 1. =2) [3,51],
BREEEMSERZH T#EELD  MERZEYTEM. HCM BE&EK
HRBXIFHEE  WiEY HCM RAISEE . KRBENERIZIER |
LR IRISIA HCM FIEREIZHT.

HCM EmERERIMER BNETEURERBEREKE HCM RILER )
79 40%~100% , RIRFIRFRMEBRA[S2] , WEEIZHERBERNIE
1B,

1. FEEREESS

FKIRFE— RIS HCM RIBERR A" TIEE " TIEREH—LIRK
I ERERE , #EE HCM BEHTEEEEE,53]1 (1 ,B) . &
tEEaN I SAIGEEESBARIT , DRINES, BEZE. O
B2 (CHEY. XESFS I ARNEEHTHEIES  ERD THEH
FLAART HCM, BITEEER |, thaEBr i R tha< ke RAYHE
KER  HMTERREE , AT —PHREFENRAIEENZER.
2 . GFEEERE :

HEEREIRRIZETI HCM B EFHITERTFES,54] ( 1
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,B) . GEEEMMLIANFNER  BRifEEralsi=zREsE
BEFRELEENFRGS (I, B) , SFEREAZE | Uit/ EFaE
BERARE , #Rnm2 (1, C) . sBERNDAYERIEEXE , F
EX I HAVRIEEBUR LR 1T Sanger iZ—RFEIE , LAEHERR[S5]
(I.,B).

BERBENMITE RHEIVNTERER (£1) [56,57,58] ( T,
B) . WTFERAKIEARIRGEIELRNEE | NENEEHEEXS
BIEREURER (F2) [2059] (I, B) . WFEFHIEAAHLAIE (200
BEE ) NEE  RACE BRI IR T HCM B SETHAERIEREFS
(AOBEEFEBER ) [60]. HCM ByRERGNEEESNRRMN
L= , HEARRNTWARIHATEI(I ,B).

2 RiEstEE I EEOCIEENEE |, NHZRFERIRKRE
hze o EInARER AT cERREERRRERDH TERG.
AVNEEXERFERMEERAALEHRR HCM[53],

XHZ MR ES HCM BE VBRI EIZNEZER ( DNA ) A
TEURERKRN , MERBRIBBXETFEEEGEZENE6T] ( Oa,
C).

Bl HCM NERE - IGFRRERNXRRREE NEYE ST | BILER
TWEERT HCM SBiEElnRElas R, EHMFIESNMETART
fa[31.

3. ZEEFRIERARS :
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RrffE HCM BEERFERRAINAZZHERERR. SHILER
72 HCM ROFEMRRS. BIEXE. MEFSTIEIFMm. YERIE
IEEHTHIEE SRR,



TR BB EURRERIZE | AIRTIEE TR HIFRRERRE , B
BEER¥XRELICEGEBIRATI , 19#E5F Sanger iZ— (U@ NILLEYR
5RZ[3] (I,C). EINAEEERRRE (THREHZRZFRE )#H
TFAENIERAE. RETEURRERFEBE—RAFEIARIE | BEZR
MIEREARZRNRAKR , WEFEHTIRRITS , F<HARERD. BT
HTRNBEFEECHZSERERE , FLAIERFERER HCM lEARERI
S5&REEEHEER  WENTSERRELERUF[13,14,15]1 (T,
C).

ARG ZBAFREURRIRIZE | WIRFTIEE RARHTERGN |, 80
WEERARM | BiENZIRARRETIGRE X ARENRE , %
BMATHFARIRFRIEE. BT FEINBEREFRKIREEINEY | %
BEEHIEAEEDG3] (I, C) . WTFREOINBEEAARZZHRER
FR¥ERE  BULUER 6~12 MEHT 1 XInkeE (Da, C) , W%
XEERBTHE , JEKEENE. FEIIFERXERIINENHT
I PRIFA.

A. BELZEERZ
1. WS ERRIEBEERESERI HCM :

£9 60%89 HCM 2EAVNTEBHRYRIGERSRTAE , BXEURER
&1, ImARRWAHEIEF HCM |, ERIZETEMIZFS5 20 EEF
BRZz—.

2 . FEENCFRR
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IZIRHIL R BERETBERZRFNIRATN , FENADL=EE , B8
PR KE , BAOETAFIESRESOBERN. (1 )Danon fx:
B X EMEEEE M AEERICIRRE | RiwhY 2 BUAEsAME
KIRER (LAMP2 )HIEFERE , SEABAREIEEMTE  /InbkE
ReeatafiTigg. HCM BEDZEEGT 0.7%~2.7 %121 9Itfs[62,63],
BEMEE 20 ZLAR). TS EmFRRR, TERNAERIE. &
RBIRENOIRE. UHZETEXRNATENDOENRERE , =
BBEEE 30 mm AL, DEELAOEFSEERAR  80%LALHNEES
FITRERAE[64,65], (OBEHILRAEIGE LGE ZWF /0. MIF0 (5% )
REERIORIRT. (OIAEEEEY , BE=EERAZER[CC], AEEO
e B WA RYRIRNE |, ERCNBEITI2M. (2) SEERIRER
im e AEey2 WERISERSEE ( PRKAG2 )DIEEGEIE : 82—y
BREAREMEER , B PRKAG2 R, RESEOINABN S
EMERR | IRRERRAEOERE. FSGESIEtRIES R SR
. 29 0.5%H7 HCM BEIZHTAILR[67]. IxmiEE IS O =EE |,
=EEEEE>15 mm , IENRERES RET TaEEE FMUEE | BEAF
EOEREERERM SAM {E, KEBHBETORINEI , LHABER
N&HE. EEGUSETIRFEIHT.

3 . Anderson-Fabry #% :

35 ZLAEFRM A HCM RIEE 0.5%~1.0% 315K, GLA BEFEZEZE

SECAEBRNo-FFLHEERS A (o-Gal
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