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Abstract

Cardiomyopathy is a group of myocardial disorders that are clinically common and characterized by complex etiologies,
heterogeneous clinical manifestations, adverse prognoses and strong associations with genetics. In recent years, significant
advances and breakthroughs have been achieved in its definition, classification, precise diagnosis, and individualized
treatment. This guideline integrates the latest evidence, systematically elucidates the definition, classification, etiologies and

pathogenesis of various types of cardiomyopathy, and offers recommendations for diagnosis, treatment and management, with

the aim to improve the clinical practice level of cardiomyopathy in China.
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BELERINERK TS RREN

e HHELR UK FEX

HEHEER
I BAFSCAD (8 ) —BAIAE#. EAMNERNBRESEST, #
EEA
Il
lla BRIFEM( R )WARETHRF( K VAR, NAXLRE
AT R EEN
b BRUEA( 3 )M A NEEHFTMEBEE B = B, X
SRR S 6T AT RN A
i BAFSEA( 5 )—E/AAT AR = )T, FHX—LLRBIaTsE
HENBRIESETT, THESER

Pz =y e

A RRRBET 2 TN BRI s S ST

B FRERR T S IRE AL B8 I PR it 6 5 % B s i 2 JERE AL 5%
© FRRR AT RLRBRA( K VNAEZR . BIMMERTS.

MR

1 DAREX .. FEERITRE

AT G TR Im PRBUIR FRBRTE: [E N MR R 2
55, KO AU E SO . —dAAE OIS A (B ) 2
AeSea, HAm I . R S kR R A PR Co I
SRR O JIE s R 41 DR U R 9 A A2 DA e o L AT 7
LU o

A F T KO WL 53 26 A o0 20 LS G g
O UG, BT A 0 F5 IR JE AL LS Chypertrophic
cardiomyopathy, HCM ). P gk B L e (dilated
cardiomyopathy, DCM ), [R il B (LIS (restrictive
cardiomyopathy, RCM ). JOrEERH A IO . AR
O . SR AR DU . TERFE SO L
HoAt A2 R AR S O U 9 R

F L B i A HE R A S s, A
HCM SRR ZY 0 1625 JTAEK, B R 15 f ik
LW AR K, HCM (R Ak 17T 3% 17200,
DCM fE 258 H Aij v i = 56385 58 AR I T 27
ALER, fTT DCM A% 5 HOM AR 0 15y
NHE, SO R E MO Z L (arrhythmogenic
right ventricular cardiomyopathy, ARVC) [ R
175 000~1/2 000, HoAth UL 1 Bl 2 7T 903 27 4
Pio B EBARFIS W B RS, O UL 1
A RER T HALA

T 1O WL B 1 4H 1 S E 3 ka3 K
O ML OO L R HEC 2R 4 R VBT R A 66 K
BEBESIP R o, 2021 4E0 LR A Be AUk In] He
K 25.5%, [a) 39 eECo 0 R e I s 3 4K 43331 20.7%
1 64.8%. 2021 4.0 U 112 AT B A E0e 2017
ARG BN T 38.6% F1 33.0%. HCM Hl DCM Iffi &
RAHE I, 5O EIZ KUY 90% LA 540 % L

FROAURER FESER B, B B2y 2:17,
2 DAVRIZETEERAER T E

OHUREE S @A, B T RE Wik
PRAEAR | BAAAG B Ry O WL B8 5 110 28 2R T A el
B=, n] BETE.C LA 52 ARG 248 B R II2IA
TR B

HERE T A BE2 B2 1.0 U S 3 31 T R Gk
PEAE A2 T, ).
2.1 e

AEIE S BT O LS R ) B R 2 — . i,
WAL PG ZEEL AN e RAERTE 25 G AETE B A JLFNEE
JUHEE RS UL, B A LG HUR IR 2 1 TE M AR O AL
o A AR E AT 65 Z L |

ORI, B M AR . BRI
LA LRAAE . B RS SF RO IR AR T RES /R AR
RO IR R A AR O U

R B 5 ST SR RE LD R SR O U Y AT B DA B
WA A, ARAE [OIEHESESE (sudden
cardiac death, SCD ) AJREREHE A ESIMET |, A
PRyl CONERS A . AR B O I
BB ( implantable cardioverter defibrillator, 1CD )&,

2zt 3~4 AU R A BT e A% 05 201
2 KU G P R B HGEAL O IS Ry 8 Y (8
R PEse; A B RFEERE, HIEmXE T
e, WVREE X EBE L A7 R RN A, N
FIRARLR L o R IICR I A REHERR B E e A
2.2 SR AT

A SR FEARBL ORI, DR
PR B ) SERIRI 5 B AR R ( 22 2)
2.3 LsEfa A

O LR A 1O L S T RO RS A F T
REAY U, TR IA O 2 S i L 2 1T DL B e o)
S SW, WA EEMAN . OF . R,
PLK QRS e B PR B e o e 2 RV S8 i
12 O A sh O i B A, I R B
AR/ ARIEAE AN R i A, SO I A B T
PFAL SCD A2 H XU -
2.4 LA

Z Wi 70 3K (ransthoracic echocardiography,
TTE ) A LAFERRR PG FIREDT IR, AT PPl OGS
HFTRE, FIWCA TS )50 Itk T
OWIIEE RSO BESE, UG e,
BN ER A ZAAEEEC T, B) " WU AR AR (3
FOBEHORBH AL LG ) PR RO ) A2
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FERTIER (o D REREA 7 TS > BCE U ™, HL
A7 B TR VIR IR P, O as BETUAM 25 iU T
DAL AR AR 25 7575 v] BE 20 W B 2 ol 45 4 s Dl R
e, SRR I AR 1 =R O gl R
HERRITAS ORI DR 21 5 n] DL A4 2R
OB, FUINUNEEZ D ARNEIERLC LR 4

BESR AL A IS, [ s UL JIL L o R L B2
A R P O ) PR T3 A e LA OG0 JLis Bl e s
AR HCM 8% B B AR . 28 20 3E 0 3l ]
( transoesophageal echocardiography, TEE ) 1] BH#fi45 JC
OB, JHEARAMRRSY (1 HCM &
B ERFRRAA ) BB

AEFRBOIFBEEN IR ERE

KETE EERE PikRT RERE OREERE
B ME; BF. Bk, REG, JLEHES, ALEE S, BNP/NT-proBNP v v v v
P %ﬁ%%ﬁ;ﬁ;j?ﬁ%iz%hﬁ; v v
it Bob LS MiB%k. $EE, HHEORE v v
BEERT WERB, WEXD v
BREEL & B v v
DR BEBRNERTHIMNFE S, M55 ACE WV v v
FTAIRARILL PR PR vV
IEORFE T opmmens PR M v v
o Pompe J& GAA vV AV
EHER o—Gal A ( B );Gb3. Lyso-Gb3 vV AV
SRR A% RILES v v
BB AL R 5 REES W, ERER. AR v vV
AHEBME MEEEG, RENG v WV,
AL-CM m%/ RESETEK, ME/ REZRFEEE v

& :BNP. B ZUFI SRR NT-proBNP: N Kif B BUFISARRR : ACE . ME KKK, GAA: B o - ERTES; ; o —Gal A: a— FILETE A,

Gb3: KL= BB Lyso—Gb3: i ZEtE Gb3;AL-CM . EEE QR HEEMRE T L IK.

TEVTAR 5 28 R /NFI 2 BE LB LA K D RER, HEIY
SR EDOR AR AR LR IR R S Y )L
BETRRFRHARI T IE, @A Z 8 RV
ST RPRIEZS ). B LR 25
( Paediatric Heart Network Consortium WAL iE & (m ",
2.5 OEREAEIR S ( cardiac magnetic resonance, CMR)

CMR AILGE 278 . 2240, 2V H IR ss
PR LS . DR SRR “—ub=07 PEAL .

ANIA) CMR FFAE AT BESE AR AR A (35 3).

RRREOAFRI A AERKE R CMR $51E

T CMR e i S L 2741 . ELAEIR 1Y
5% (late gadolinium enhancement, LGE ), Zh[a] 55t [H]
IALRAR (T1 weighted imaging, TIWI)., &[5 i)
JINBURSASL (T2 weighted imaging, T2WI), A3 251417
AT T1 2 JE RS (T1 mapping ), T2 ERE (T2
mapping ) &% T2 mapping. LGE J&HFI G CNLF
bl AT, LGE AAE S . A3 A Bl BAki=
P B T O DR RS R L P LGE (LGE =
ZEE TR 15% AT 18 5 HCM A1 1CD AL M,

LR E mE CMR %
N ERE S FRBIEEE OIS ZAIERNFRIEE, o IEEE BB R B M BE AR LGE
EEEm TR LIS g@iﬁiﬁzs ),ﬂi\z/hng\i;;:g]% LGE; B8 T ERR (s AR
TEMFET LR BN AR TR SEMN AR LGE. WA T1 HBES TS, ECVHS
RAE MDA L ALINET LGE, (OAET LGE LR
TANHTS DRBEEE LGE
kR EZSuE AN RS T2 mapping =& T2" & "
[N iR (81 )EERACEDERKE LGE B, #AEFZRIA “HIRAE( hook sign )’
Duchenne Bl EFRTR /Becker BEFAR Z/OETIMUBELSMNET LGE
PRI E BB MR DRI  DRBROLA YL AL OESECEORAREOABET LGE, TEHLKEL MM
DERERE N ERESRREUIE HUEBEN, ZOERBECMNETEONPE LGE F( 3 BEHER

7E:CMR: (LIRSt RAUR  LGE: $LEERILSR  T1. YhmsthiReYia); ECV. MRS,
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O JUUSG BB L2 MR B0 0 0 VA B 2~5 AE AT
CMR Fr ol Btk g | BN a4 2 5B A 3.
X L B 85 7 00 78 S T B A% O LS SR
5L, CMR A By TG A2 o B A . HAKG &
AW 4.

DAFEREN CVR BB RN

WEIN LR ITIEAKE

OB ESE BN ITI g CMR & Y I B

DR B E BT N E R T L g8 CMR 183, 1) lla C
BNERE. BERRSRSERERE

KM OIS . SRIB OB, CIRETR. EAHER lla C

DHUE. SEMEROIRESE, NEEREMAXLE
38 CMR #ATREIF0TT R0 Al

ERBEBRERNRED, BEREMMEREEMENR B
AR 52 R B AT R EE 4238 CMR™ ™
NFHROREISHAREIE OB EE, EREBMEN b C
RIKM R T HERITH EE4E3R CMR, UFSENIZHTFI T
R IS

£ :CMR: (SRR R AR

2.6 TEHKZHFEZAR ( computed tomography, CT )

BT EILP 2 =R E R AR R s
Bt Al AT J O AR S0 kTSI 25471 4 1 A8 i
1% ( computed tomography angiography, CTA )i P!,
CT 7L I 2 W Al o i 1 R B R

XFFEE2 LN ERE , RSBk CTA Al T
HEBR TR 20 o 28T B it MO U 0 72 JLE
A AR ] T HEER S R R SRR RHE .

CT L3 AT MEE U 22 5, TR ik
CTA S5 EHG AT S WO L TE 22 50 Boxl bEsR) 5 4L
XoF F 7R 5] Jag A0 i A T BT EE ), B OGS H 5] ) 4
B AT PEAL O WU ZUR R AR, HLA5 RS CMR S
B — Bk R4 BT ARSIk CTA SFEIHSR
SR EURBXT L, AT A extracellular
volume, ECV ) ; J&F %R 3k CTA 4.0 3 Fi # #)
BIE, O R B A EI LR 5.

DAFESREN CT RESHSHERERERN
HEBR WHESR IERKE

75 X 5812 ATTR-CM 84 B3 317 ¥Tc"-PYP 8 =iz I B
IRERIIHE DU B S o Y

FL OB BEBE CHRBGRENEFECMRER lla c
R EE, NEEITORE:E CTRE

S OIREE, NERTRENK CTAREMUERNE  lla c
RIS RAREN B ESR S 2 OB

NEEBRZLCIETIRGTGEOIREERTESEE la C
IR SR BN BB TR T BE RS

FLACHETROLCINRES, ERHT la ¢

SF_FDG-PET 134 DU EhIZ
SE.CT. it ENMRES AR ATTR-CM.: BERRIBEEE QELEHET O
3% CTc"-PYP. *Tc™ fRCEBBR £ CMR . IR SEIRAR  CTA, i ENUE
PHmMEME, °F-FDG-PET. *F- IR B S EHEE B T A 51T ENWE B %,

2.7 W R A

JBCE A% 2R A A X R O L Y92 B
WL WA M PTe™ brid B ER Eh (PTe"-
pyrophosphate, “Te"-PYP )i A4 5] n] K545 A Je b
FEEF YR OS5 BEIR AR, NS / PR B SE R Sy Bk
BRI BH PR, P Te"-PYP {2 1% BH 2 Wi % FOIR
i 3R A 1 B T A A A L 1140 A e B 7D T 00 1
HEIE 100%, JLF AT AR N LG LTS A5 24

3RO IHE T AR E wT 3 B BT U S 5
568 Co g o 670 A R EIR S T 140 JIL 268 X o A
TEER S K L At 25, s M) TR 0 P T A B o e
FEEMEGETB P AR iRz, &
R ILAE PR 180 WL A6 AT 75 PP A SEEAR Sl B A 3 1
Blo

Bp_ AR b 18F—ﬂuorodeoxyglucose, BE_FDG )
IE TR BT 5 ML B )2 B8 (positron emission
tomography, PET ) 75 ELEAR I A X e, *F-FDG $3HL
B Ay O RS TR s W P, B A
%5,
2.8 U PN B ILTE A endomyocardial biopsy, EMB )

EMB XF0 MU B2 WA S 2AME, AR

S, TEC VRIS W EMB 5 i A A KU A

Moo EMB RIE BIE S AE Sk L 1 580 i 8
OO IR L RHE B R AT O WU L B LTS K
e gp ARG I AL, F 6 ) s

%612 HCM., DCM I RCM # 17 EMB W] 5k /b
g 1B 0 MUIE IS O EY sk ElET sk D BE 2 FRAE A
O IR FIZR S AP O UG . S 2l b 7 mT kG
DA R il P B TR BB AR, A SR ) AR 1 1) e i
B B 5 S U SO LA N AR 0T
RSP R 1),
3 BRI EE SR
3.1 HEPRAGH

LRI B O U I AR FR bR
O WU R0 A T R DR AGE I R BB 1Y T 2 4R 4 6045 12
Wr. TUEHIWT . BT T, AL A
RE R R S bR AL B BT, o n] R4 T Bk RGN
BHONURREDR LA L 6.

BER N BURE , m HCRE (ot R
5 ORI A, IRE X IR R A R T A
W, AWy XAEAFPORAG I . A5 —FOR R L E
fHL AR, EN ZPOR R AT A A R
B0 78 S 1 3R T8 R n] S TR YT 5 SO AL e 4
A I A S R VA AR D
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KE

e

JEPAS: SHMEBRE XA G TEM. BHBEFEHME; HC. 2&

TR AT

DU BT EE, PAS (+(E A BEBEK, x200), TEM |
| BT B REES, x15000) ;

CHBBE B EE, IHC & LAMP2 A5 A (B A RHE,
EBEEFLRERRIA, 200x ), LC3#HF (B CEEEHL,
x200), TEM Nl B BE{RIEFR( B D B &%k, x15000)

DR SAEEEE, IHC & «-Gal A Bk (B A REE, |
BB E&EFLREERIA, x200), TEM st/ MA (BHC B
@&k, x15000)

UHL4BEE COX+SDH M3, COX Rk (2HE, HABEE
sk, x200 ), TEM MK S dkuth, MRS (E B Gefix,
| X 15000 )

CHBREREFAS SRR, BRI (+), RELTEER
ST B A BEFL, x200), TEM RBMHT4%E (8B 26
\%’ﬁ%, x 25 000 )

BREMZAIRE, CHAERG, BREERRER (ReH
SRR, x10)

DAL ARB EBROTAR( B A B &%k, x200), HTELIE (+)
(B BARE#XL, x200), TEM A8 FHEMRIRA (B CEE
&7k, x8000)

EFBARTN AR (BABEEHL, x200), HC %!
CD68 (+) (A B &Sk, x200)

IHC SR#TBZE48%E B (dystrophin) ABAEEFRIA KIS ER L ( BEFT L
Rk, BEFLREBRA, x200)

OB RS, IHC REE A ( desmin ) B (A 26
&1k, x100), TEM H4BzeFrtsE( B B Be@dsk, x15000)

DHARER, BTG REFIRRRE Y, x100)

R S UERR IR AR AR ( B ETk, x100), E&:bm)ﬁmﬂfﬁ?
A Eesisk, x100)

(DAEFD O AR LT AHEAE ( REFTIORRRE 4, x10)

DR ELT (B A BEEL, x100 AL ENE(HBE 66!
&k, x100)

D PUBRAEB R TR RES LIRS, x200)

AL LAMP2. B EBAKERIRPUR 2,LC3: EEXED 1 25 3,

o -Gal A: o — FIMELEE A, COX. At XE{vAE, SDH. IR B8, . iRz 0B E f % AT B 77 ™3t www.chinacirculation.org

BT HEHIE,
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EROUFHBRFEE

=87 HCM DCM ACH = = Hih LR E U HLZ RVER REE
ARVC ALVC ABVC
ACTC1 A% +& AD
ACTNZ2 B h& AD
ALPK3 B354 (AR)/ 58 (AD) AD/AR
BAG3 B3 BUR £ 4w AD
CACNA1C Timothy & 1E AD
CSRP3 9574 AD
DES 8574 (AD) % (AD) 182% (AD) 18 (AD) & B %0 HU% (AD/AR) AD/AR
DMD BB Duchenne ZLBEFRAR /Becker PIEFAR xR
DSC2 BA%5 (AD/AR) #83% (AD) AD/AR
DSG2 B [EES LEES AD
DSP 3% (AR) BA% (AD) 4835 (AD/AR) : 183 (AD) Carvajal Z2&1F (AR) AD/AR
FHLT Emery-Dreifuss flEFHF TR XR
FHOD3 BAHA AD
FLNC 8% GEES LiEES HUR A4 AL AD
GAA Pompe & AR
GLA EHERUIR XL
JPHZ2 % (AD) % (SD) AD/SD
JUP 3% (AD) 183X (AR) Naxos #& (AR) AD/AR
KLHL24 P AR
KRAS Noonan £ & 1E AD
LAMP2 Danon & XD
LMNA 8% (AD) 183% (AD) F8% (AD) Emery-Dreifuss JlEF AR (AD/AR) AD/AR
MT-TI th& (52 0RuN ST LR
MYBPC3 BATH AD
MYH7 B35 3 AD
MyL2 B4 AD
MYL3 BAA AD
NEXN h& AD
PKP2 3% AD
PLN B8R B h% LiEES [PS AD
PRKAG2 PRKAG2 TR LR E1E AD
PTPN11 Noonan £ &1 AD
RAF1 Noonan £ &1 AD
RBM20 BAHH AD
SCN5A BAHH AD
SOS1 Noonan £ &1iE AD
TMEMA43 BAHR AD
TNNC1 BATR BAA AD
TNNI3 B35 & AD
TNNTZ2 B L AD
TPM1 BAHA & AD
TRIM63 h& AR
TTN BAHH AD
TTR HPRIREE QRN T IR AD
VCL b AD

JE BAFRNEBASN, RPFIHKZTE ClinGen Wt 5 &0 HR KB R AR ( definitive ). 3& ( strong ) F1 % ( moderate ) BIER, =
NERZIIEBREARORER, RINHXBFERRTPENER, EHTONBERENN, NESXSTFSERNPHROBHFER, ClinGen Hfk
i - BEXBGEREATRAOES I E M IS ( https://www.clinicalgenome.org/ J» HCM: JEEEL LR ; DCM . F 3k B HLE ; ACM . B K E Ml
B ARVC: BULEEREMA LR GIUR;ALVC. BUbEREMNAELEOIR, ABVC: BUMEREMILE LR, AD: BEREEREM AR. BiE
TREE M, SD: F B M XD - X B M XL X FERED XR X R REEN, - ETHOIRSENEEZTRED, ERIIERNXHERET
ClinGen W&, #AX I ‘8% " #k itk K fom 5 E B XK

S
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3.2 SRR L

0 e TR A Y 7R S N — o i B0 7 S
H Hij i 5L T 36 [ BE op it AL o 5 R R A Ao 2
( American College of Medical Genetics, ACMG ) FRUEXT
AR SEIBORPEIET T 5 oS P A RS SRR
SESPEAEDC, AR S SCREDW ( pathogenic, P Bk
AJREEUN (likely pathogenic, LP) ( A+5FGH ik “2
AR5, BRARFARULI], B ACMG FRifESt e
[ PILP A2 53 ); #4540 TR SR8 AN BN,
$4738 55E SR (benign, B )aS AT AEAED (likely
benign, LB); # k4 A R 80A A —3, WA 5
E X E RIS S: (variant of uncertain significance,
VUS ), SRR INBAPEAS REHERR PR L R B0 1 T RE

BEDRIARG NS, HE 1) 5500 G I I 14D DI S P 3 s

DAE R EEER AR EEREY

RIS S, FRIREE R P, ACMG T T A 0 UL 3L
FRFER b AU R B oA Y, (B R AR AR Y
EHEA B
3.3 wEEIM

AL U B A B R R ] B N g A
PR WU T (R RRE | 0B R 568 55 1T B2, 4R T
BERLR, SHEMBEE, WREE™, g
SER AT IR, fRE YN AE Lol A B Ak i T a5
iy, AL RN LTSI R TEAL . AR b o
il ARG PRAL . AR SRR EE . A E R, OHE
FRENE . Bz & F G sR OEeE. 5
RIfL . & 1CD ., AEREERIEEE S, Hito
B o A N R

FREDRRSI A A% 5 ) ELAR UL R 7.

WHEER UHEKE

AR B F N

EHBBE L. TEHER. 87, £BRN, IFEPHEERTH

FtTEERED v

EREEHN, HENFSOIRSMIREN S B

ERRVEARNESEERUTE. EFR%E. MANBESZRER, #EEETNNOIBRPORRERSEERER B

HDBARLFT T BT

HHEEASI S FHIEH NS EFARERONF( NEFR 6 hHEERMLHFFNBRER BTRELN
T X 07 H B0 1R BOR 2 R 2 T & 4T Sanger MR 3 E MAHERRMER B 14

HERARAR ACMG RN 5 BG4 R AT B0 11948
HF VUS, HELSERAFERSNGE Rit— SR TR TS >

EHPHTERNEFEE, HEBRAITENEYIRRETERGN
NFRHRLHIVEN IR REEE, ELRIFEBTEEHTEECN IIb

FUEEFBEELN

LEEEGE PLP BB, HERBHTRIRERGR 2
EHRDE DT REPFTH LIS VUS MBURTE, NEBAE XS IRRFEPRN VUS lla

LEIEHERGH P/LP R0, FHEENTERFEBHTERGN

BEAH

O O W W W O

O W

BT WA RIS SIFERRE M0 IR B R E R BB RSB IR R 13 (% 41 0 I B
B A TR BN 80 0 BURS BZ RS N BT A04E M % 15 1 I

EACMG: (EE#&EEHFSREFAEFFS P/LP. TTHES / B0k VUS: BXRPESR,

4 FFOAFERIER RIS =
4.1 HCM
4.1.1 X 50%

HCM & F 4t L/ IN 1R DG 2R 11 358 R ) B0 A2 55
SEY, B R BB L IR R RRAE (.0 L
Aot RERZ SR UL, T HERR LA O il AR B 4
SR AR G )0 = REE R

HCM ATARE 2RI 75028, 0 WA 320y
A ALHE : AR I B 5 3 AR E HOM (4% i
SRR RELE AN B EE AR R ) ANAERERRE HOM ; AR5t

B2 R 5553 0 O RN M 5 AR i IE RS 22 0 138
B M A FEIFENCHRALIE . 220 FHERIEE | 2R
TRALIE | 22O RESRIEMEALIE | X0 28 BEAE K A
ST AEFL SR LIRS ¥
4.1.2 Lk

WA, BAOIKEE CMR KA & AL B a7
SR AT A EREEE = 15 mm (S /F7E HCM %
% B Bl S PR ARSI PH PR R 28 BEJRL R = 13 mm ), FLHEBR
Yk N Z G HEAODUER)S , ATk RS2 HeM™ ™,
HCM HiZWii 2 an &l 2.

S
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£12 HCM

HCM RS2 FRBAREREIR( I00FREHE. JE. ZHFOE |
AR ASTICBESE . R/ EREK

v

ARDEN - BEMRE > (EEREEM
\ . | b, mELHE. MR, | v

EPREY. BRGNS | %

0

#H PILP B 57 =

BE IGER2 8 HCM
2/ RH b A
F‘ BRI i s HER HRERRE
FEmt— B ‘ ) v v
. LS ST, SCD K. |
SRR R O opmdn. oesws | BEERTS H8 R ES W
l P/LP E5 £ P/LP Q%lﬁ vUS/ ﬂ%*‘m*—l

:
G e "

¥ HCM: JEEELULHRS  CMR . (O RERE I HRAUER . SCD . (O BEMESSE  P/LP. B / TT8EEU% ; VUS: BX RBPES,
| & 2 FlENE g

4.1.2.1 2

(1) AEARFIANE . HCM AOSEIR 22 50K, ALk
HCM & T K BIJCRER, H™E & v 2L SCD h i
RF, HCM & DAERNE 3 51 kA4 SCD f i UL
(s Rl 22— PRI IRIME . Bgdf . O, PRI FILE:BR
H Lo 15.8% W) HCM i35 2/0 KA 1 IREWK, &
Fizgshit Bl Y, HOM SLEIARAE 55 22 0 2 30 HH B AR

HCM 9 TTE #h#sgiy

BH (left ventricular outflow tract obstruction, LVOTO )
FBIRIR LA K

(2) ImARFISE I A SR . DA
A ARSIk CTA/ SIRBNIKEE R « Oz s, 7k
SRR o0 EERY . EMB AT 20 (PIE R
IEIEALD RIS SRS 7R 2003 ) B .0l
CMR A FEWHSNE, BRI 8~10.

WEEL SR IR
5 HCM B E2F0BRIFHHTISE TTE 1%, SFEFELAL. I557F0 Valsalva shER HEZ 200 i I8 1R BE. I B
W EIRS T ISU N IEER M HCM BB 175 MR E AR % I B
HEMEZEEROIUERARN HCM BZTE RGBS CahEF 2iEE | B
TTE SR BAHSHTAN AR EE . (DA EEEH AR PEEHRNN HCM BF, NEELCEFFEERKRE lla B
WEZERRBSRERMATREMFH HCM BF, 17 TTEEL I B
XFEEBPAMEEREPEMENME, HETH TTERE HCM BEN—FEE, HEXRA TTE #ITRAVIF | B
HCM BEWETREMH A4, HES 12 E8ETIE I C
JE:HCM: [EEELUHUR  TTE: £ E LahE,
HCM i TEE #hassgziy *
WEEL HHER Ny &2
WEESINZERRBABARNESE, FANNFARGT TEE S I B
BTHRIEERRAAR. ZEROICERARN HCM £F, 8HELRENNEE TEE£E Ila C
WITAREAZEEROIUERAES, TTE BGERERES, NERIHTRI LFE TEE £ Ila C
HCM &3 O FEIEsBHE A CEMANES, NER TEERE lla C

JEHCM: [EEELUALR, TTE . £ F UaiE TEE: @ RIEBFE LEhE,

S
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HCM #) CMR #h 2z

HEHERER WHEER  EEKRE

SEUHCM BB LA BRI RAHN EE, #ET CMRKES | B

AL IRER. MBS FERE T ELEURIFRMMECRFEENESE, HETCMRES | B

BEH—SITEEOEEM( ILLIBE LS MR OHFELNESE, #HTCMRIGE | B

FEHTONIEEHLEZNZU( R UK. ERHROCTRRZH R OERE WEE, #ET CMREE | B

HOTEERRABARANARGIESERGTEEN, STBE OB RFEEH TR WAL LNMBIEN, ABEFER IIb B
XOCBREZEARS SN EE, T%ET CMRIEE

EHIZIEIHCM HEETEREH( 5 3~5 F 738 CMR K&, MHE) SCD MBS R IIb ©

B REE T1 mapping AN STRETEHKA, KN HCM BEIRKRTHCMA 4L, GHTFRHARE CEEM, Ib C
R EEEE

7E:HCM: BEEELLALR ; CMR.: (ARG SEHRAUR ; SCD . OBEMEIRSE  T1 mapping: o3 IRE BIEEAM R

4.1.2.2 FEH 2K

245 60% 1) 2 Tk HCM 34 1 30% 19 #0 % 1
HCM (835 1] LR S B i Bow 28 5 ™. HCM £
WYL E R R R, WA RESLNRE, o2&
A5 HCM AL ARZ (% 6), (HIFHE 2
%) B A 250 B PR 3292l MYBPC3 . MYH7. TNNI3,
TNNT2., MYL2. MYL3. TPM1. ACTCI % 8 1~ i,
AIGRAS LN B FRZE DN, PRI, HOM gtk “AiL
INTIBR 7, Hod MYH7 Al MYBPC3 5& [ #0728 5+
29 &5 A S LN L R B0 AR 1Y 80%0~90% . &Y
7% (BB E GRS, IHRRMAEE,
XHER = 2 MWV SER BOR AR R E, Y
BT, S PEAL SCD KU ((Ta, B) P JRA WS
B RBR T 2 B0 2 DL AR S 1k ARG (Rt A s B0
Gh, H LA S 1 5 ZR st R AT R L2 HOM 1 AR
R, FE IO S R ARG I E P/LP AR S B

EXRl = 5 Ea 0 BAsia 8 i te 2 O SRR BRI

H, PRI H:

OB R B R GG , AT R
i . U EEARIC RO . ZORIAEEHG . RASopathies, fi
ZWUAGEG . RS DS, 2 B Bk i
AR, dRiE HCM LRI % 18, 4
FIFLHNSW . FAAERRIAFZAE (A ARH IR
F, HERERG N AT RE A 7 T HCM 1 Bk S X s It
KA A R (A IE RS i ) (1, C)s

HCM ()35 PRSI 5 35 A5 45 T DA ST 3 R AG:
W5 3B AL R BT
4.1.2.3 %52

HCM 7528 5 4 B sl b A e R (% 11)
SO ENEEALER, b B E B T,C).
B SRR SO 110 A o 25 B JE 8 it 38 AR 43 A 2R LT
HCM, (HHSGEAFIHLE] . H AR ANA 7 RN

— [49-50, 56-57
[ ! g

HARINER RYAFAE o] 4E HFR A LW A
2)L(0~12 1B ) B, ABAR,; REMHRR BRI RE. &R ER S R% 4% 7% RASopathies;  HAEJLRBITHE, HEREHN
M EA)LE bE B BRRR T B HITE BERAN

4hJLHA N & BIEIRE BHE; 1 Lhi{RE&ESB; RASopathies AL, EEREN
EUPEE
HIOEH BRINE DS EHES Pompe #5. Danon 5% ; kA% ; Friedreich BI357 KT A biFs, WA WTE, 2R
o
AREHR ZEHES; ARNERH, B BERURF. Z65R0IUkE. SREORSREMER, SLhES, BENRTE, 2R
EEZ R Friedreich Z14£35% 501 SR 2 U ALRS R B MERR &

4.1.3 JEFEIEAL

HCM & e A TR 2 5 & 914 HAbgess
XA T B2 R R R AR RIS . 43 HCM
BEAIEHEONE, BT A E M R A, R
SEARSINIZ AT K Y & IF I sh ks H4E Ao
R, P2 RRAR RS A T T 5 T sl £
HCM 83 vl ) B 58 5 /N R I8 2 % (estimated

glomerular filtration rate, eGFR ) <90 ml/ ( min+1.73 m’),
25 15% R eGFR<60 ml/ (min-1.73 m” ), 3XAELHE
Rl S A WA R S R TR A L, X —
FBEA RPN, Flfs PRI s 2 S,
FERSZHTE . 2R RIBRAHLER ™,

SCD. L 7 £ 48 AL il A A 26 & HOM /R 3 4L
ToH = R FBEE . SCD 4 & 4 R4 19, 0

S
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T LS I o0 B B 690 1155 (heart failure with
preserved ejection fraction, HFpEF ) A3, & E%dE
IR, 43.5% i) HCM &35 0] 3 J& o4 HFpEF'®Y, A2
OE S MSE (LVEF ) H238 50% B, S A0 %
W hREA 4 W, R B AT UERE 2 HOM 2K,
TR EH A BRI RERERT . O 5B E 2 HCM
S AR ZER B UL IR, 0 e B Bl A A T e
SRR FERAEIET- R 0.19% 7 IfR 2 1.5%
1) HCM A 2.0 DRI ks, SR HOM AR,
KRB IIRRIE, O )l SCD KU Ry,
AAEFRE RCM B 1Y,
4.1.4 /Y7
4.1.4.1 JEFERAYE HCM 9I6YT

X T AR HOM 3, 1697 B S A T kAT
XPEZIPNAYT . WRRIGRAIR, D O R B AL
JIREV AN R F A, AEBERHPE HCM B I RAE IR 5
O WUIEJEA B B HIF AIEA G . TEICAE R T,
HEAA AR O RN RS DL B A2 ARBHAS I A3
D JIEEM . DAVR I, HEREIRIT T 52 5 4E HCM

HEBRE HOM AZomiayraziy oo 7

BRI . DAREAMCT, C),
4.1.4.2 MFHYE HCM 3597
4.1.4.2.1 25967

X RERHAE HOM B3, 1R YT 8 S T R
FHEZE . sgietk . BRI . LVOTO HALEH
TRAERE HCM /) 2590367 A IR, 24 550 4 A 1Ak
(IMa, C)™,

A HLZE (mavacamten ) S AN7E A E A
T A R] N T AR BH A HCM 8O TLATLBR 2 i 751
HEEmERA T OMMERE A ATP [, 8 s & -
JULEREE FARERR AT I, DTS2 O UL AR sl B Wi 1
o FHAERE L2 12,

55 AN WULERER 30157 aficamten H Fi i A&
A B TR B, [ P f
fi [ B SZAARBHARIFNC 2 HE S RER RSP | 3
REZGHIET T BOAERHE HCM B3 W A aficamten, A
AR LVOTG . MEELIIREN S, Had et RiE ),
T3 AR5 i HLm] B pR RS e MR, A
SASTBIG ARSR R 1 AR i 75— T

HHEER UEKFE

BHAYETT

EEEZERETWMZERLT, R\/OKR, IEFER, HEENNFIEFBEER B AT, FLBEERATWZFE I B
B RAPLFHIEKE AT ZHNEE, HHFEAEZSMIZRSBRF( Fhnak,. /RS ) I B
SHFER B R H / EE SRR BER A B NAESEROES, HENARIER I B
BN HCM BB WA EFERNE, EHRENFEFERT, #EEAHKCIHES LRI LHMT EMIIEEH I C
MEWER, HTE5 B LEEHHHKSEA
WTFERBELH / ACEXRRESNEEM HCM £F, TEEOR/NFIERRT, BRITEF R Ilb C
R M HCM R EEBEBAMEY SKIEMNZY (20 ACE/ ARB. S IEEGITE ) StbE®, TamERE ] C
JEAE P
T # S8 LVOTG>100 mmHg 8948R HCM B3, GRiKTEEE ] C
EARESE/bieyd
FRT B AN/ FEM RSN ENEBEE A TR EEEER, #E3H%G LVOTG = 50 mmHg B
B LVEF = 55% B NYHA CIhEES R 1| / Il BREIRA HCM B, #HEFENABKY %R, #HEEWBTE 25 mg, &K
FE®15mg, SEOR 1K
TR LVEF < 55% 8 HCM BE BahInkys57r ]
BRYENAHEEERNENES LVEF Tk, WFHEMKRLEThaERER( LVEF<60% J# HCM BF, BIUEIEFEA [
B ES
REWER p LEFFREEZAMIEXSGENT . ARITEENESNABLEKINSE, RERASENECE [ C

W B Th RS A0/ 0 N SIBAEIR RS, BIRAKRERHR

7E:HCM: BEEELUGAUR ; ACE: M RSk BB G ARB: MBR5KE || JEAFEHH, LVOTG: A oFRHERNDMNE; LVEF. £/0FS

M55 NYHA: AL UGBS, 1 mmHg=0.133 kPa,

4.1.4.2.2 E[FFEBAA

=[] B D A AR A A 2 R B A TR, 2
HREIR . R TARER 256 P B 2o
ZE I B R 10 22 (left ventricular outflow tract gradient,
LVOTG ) = 50 mmHg ( #2305, 1 mmHg=0.133
kPa) R, MEAAEARF R HCM FO ik 7]

P A AR AL S# LVOTO ( T, B) ™ FRBILEX ThE
REFEEELL 54F . B RMWRR . O Esh A
DR EE, R R T E R A 7 3
XPFICRER BB (TeiefipE ™ ERRE ), HErs R
TR R RIS AR R UESEA 2 . HAREIUILER 13,

2 [0 BRI AR AT Ry AR 2 [R) g 25 AR 28 B

S
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R PRI A LWL E ] RESE LA ( percutaneous intramyocardial

58 19 SR} =5 1] B I 28 AR BR Morrow TR, I
AR E R R KA Morrow FARE . XFpFA I
AT [R] o b PR3 B . A M T TR Ak T
(78 1 AMRRT AR AR I L T LR A AL TR
Jrora, SRAEURBIEIR, I RE AR DA B
i AR R b A S DRI B, (EAE 2R T 1Y
Hly, XEEFFRAETFANE DL

AR, BN E] T ARAWHR L. Wt T
B R RSB R, AT R B TR,
AT ARZE I, XTE I IR AL 1 R
AT ARIAL 2R 7, f 3 v 2 B AR A T
LR NEAFBEE IFRLIERA, ATr 2l A
EER, T LA F ARG T (B SR)Z I R
i 2 R

22 B = B I A AR T R — 28 AR YT T 3
JEH3E B AN RE T 52 SRR T AR BT AR XU, 45 s 14 A8
#H, AHSARCRA AN BRI A, HARER]
Ao P S A5 A 5 22 T AR AL B 28 T
AL 2 B i N A ] RO JULTE AR (percutaneous
transluminal septal myocardial ablation, PTSMA ), £ [

HCM #y 22 i R L R a7 sy 7

septal radiofrequency ablation, PIMSRA ), £ 7 >
Jist 2 [R] B B 5 IE @R ( percutaneous endocardial septal
radiofrequency ablation, PESA )3,

PTSMA 3 i A TR SRR A ZE Hi R SR —
a2 SRR S, H A AL SR A O JIURESE
{2 ()P AL IR AL T, LAARBRAERH . PTSMA Ayl IR
L, ATASEAL LVOTG , Blsfetk, K
JE R P R EBLER R L, 29 7%~20% M
VAT e8] 1 2 N

PIMSRA JZ 45 H 122 5 K BB AR e %R
AL OB S 5 | SO IEAEERRET, ¥
SRPBRLAT 228 B 22 0 9 27 ) 1) R S92 it S A0S R A ol 2
() JEE R AR, SR A AEREL . v BRI NS K A B
Vit 7R PIMSRA S AR . Zefae ik ™7, fHIE
KT SE3 , AR A AR R

PESA JE7E 8 O S5 | A1 A Rl 4
TERERE 2 (A BREA T ativ i, (oA JEEAEREL 2 ] B
G240, MIMTZEARAERA ™, PESA J& HAirfE—rI 7€
AReppric i OIERAE R RGN TR, SR ED M
T B RS TR, AH A PR 2 8 22k

HHEENL HHEER TEHE K
HHF HCM BB ALK FE N AREEAZ HARIF KA R HITEERMEAR I C
WNEREPRRBERIEMENILE, URBFERBABAIETEFTEFATHREM AR (Il LBER. BUKRE I B
XMEREEL MBAERSE, HEHTIRERRREAR
Xt F# B HREE LVOTG = 50 mmHg, Z& KM YA AT NYHA LHEENE I / IV EH HCM B3, # B
7= BRI A A BB
WF HCM &HEEEEE, EHTEERMARN, NEERNHTEEZENBRA lla
WNFZEERBAIRGNEETEE_RBRANES, NAERIAREE, WBERNHFETEE —LBRIR, lla C
BEETLBEREAR
X FE# DS AE LVOTG = 50 mmHg, @EMAYET NBEELAMENEERNES, NERHTEERBEEAR lla C
IFERERM (NYHA DTHEEDR | 2k ) BEMAYETT TR ES, WREHSIHAS LVOTG = 50 mmHg B b
BETEE ZLMEENERN ZRBER. CETMNTEELOCEY K, TEEETERRBAEA
HOFIEN HCM BEEZERBAALRE S, TEERH#THIELCETNERAT( )2 CEEILHEDBRA IIb ©

X F# S HRASE LVOTG = 50 mmHg # HCM &%, FEWHT - AMERREZERMBSAKERL OFRH [

el

7 :HCM: BEEELLHLURE  LVOTG: ZOERIIEEAZE NYHA: AL0H S, 1 mmHg=0.133 kPa,

4.1.4.2.3 FA U I AY

X #8438 80 & JF LVOTG = 50 mmHg
SO HZYNATT TR RS, A E S (R BR
BARRITER R, SR & AR O I A% 5 BH iy XU 44
R, A2 R AU AR, 38 1 P = 0 A
Fe A g 28 1A B 25 AR LVOTG, I 238 25 W17 3L
(I b, B) ",
4.1.4.3 HCM G0 S 36T

HCM 38 5 8HERR A O T 32 v A S I B AL Bt
12 4h, HATsZ 784> B UEdE 2 B HCM o3 Bt
O by 5 HA R PR T 8500 1 R AR IR YT D AFAE 2
S, B FREALZER (1, ¢) ™™, By %n]
SR EO N EEBIZ WA RS 2024 ) P,
4.1.4.4 HCM G I HERH MIRYT
4.1.4.4.1 HCM &30 8 sh iayr

HCM 5310 BB sh A7 i L 3% 14,

S
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HOM & 3f 0 BB AT IIN

HEEN LR EEKE

HCM &HBEROHME 1 BE BT ERIE, L8 CHADS,-VASc 2R, HFHUELSTT , BRIE O BB A B o i, I A
SNEERE MW ETEWORITRAY ., 5 EM DOAC IEA—&EE, f4 R K BRFEL gz ™

HCM & X T EROCEM MRS, B RIEFSENEREIT 24 h, T CHADS,~VASciFE A BN, HEEETT, B
DOAC fEh—4ik#%, H4E T K ERHEAN &R ™

HCM BZ &3O HE i, #EROEIs ST RN TiEETT I C

HCM &H TR O FEs 0 EE, BRERFSEE > 5 min {8 <24 h, NEZEEEST lla C

HCM E&Ex O BEEh A 2 HRE, R PER T o= Rig I B

DEREBHIWESER B AR, E-ENIE S I C

HCM &3 AR B HE LY I ZNEE, NEESEYEMASLT TR lla B

FER B A EERE, EEXT LVEF<50% 00EE, T5 p RAMEH. BX - MERKIRGMHIF . BE lla C
B AN REFRFB A A, R RN (A ES, TRARMER

BEACEREEER, NEEERSEREIOER lla C

HCM BFZ BRI AZENHR A MR A2IRE( WRME. 2L CEOCNTB. 2R/ AKERE ), KIE lla C
TMEEEREEETT

HCM B&E&HAVEEX (£ 0ERRZE > 50 mm ). KEROEEE . LVEF<50% s NYHA S IhEESR I / IV B, lla C

&V REIFOERESIEE NS, NEREESERIFE N OB

JE: HCM: BEEZLUALR ; DOAC: EE O RIUSZY; LVEF. 2 0 5240 NYHA: AL 0=,

4.1.4.4.2 HCM GIFE M OHRH IRTT

FEPE DR H 5 HCOM 35 i SCD % U1 54,
YRIT I BB H RS E O R, BGERE
AR, IR ATE R, B SRR IVE e 25,
FERERS T 37 A B0 T B A5 R sz 50 (1,
B) P X P B A2 KB RS AT RE R 1
FMEOEIHE , B 1CD A R E L A HOM
AR AR ( 1T, B) P9 SEpaa( 1, C)mR
Mgk (1, C)o XTFAFERREMEE 0 gl 5
B2 % HE S BB HOM R %, #5172 7E 1CD A

S RAVEREITE: (Ta, C), WAL 4.1.5SCD
P 5 TR 71 .
4.1.4.5 HCM Z AR 697

DERSFE S HOM 2R AT e s F-Be (1,
B), HAANESIL (H ERAEERLL P2 B
RITIRE 2023 ) P
4.1.5 SCD 14k 5 il
4.1.5.1 SCD i XU PEAS

SCD f4 JXUBS AL S HOM HR 35 1 PR 4% 3 (%) 2
Ay, WAEE UGS W K2 G B 1~2 ARk T

(IIb, B) ™,

EERUEBUR A A REHEZ 1ICD,  A] 2% & e i e T
FEHBAIGT T AE s = PO

ARG AR SCD K PFAE ( T, B) #7077,
HCM 5 ) SCD HCSGRE R &R I 15,

EXE HoM =51 SCD X R ERR AR 50

EREE TE X

RIRFHT MAHCM BEF+, KRFHRES SCD KHEHHEX

SCD RIKE —FEBRRFEEE < 50 F ) SCO REL( PHB A HCM S5 ), IEZ M=% EBHE SCDRE

TR E 2R = 1 RFPHREN—IMHEIREKR, LEHE6 MAANRESRHERERZRK( BT 5 FRRAREZMKS SCO LHE X
B, BImSAMAIEMERN, BEREERTAOERTIEER

EHMERN FE MBI REREHENMEFS < 20 mmHg M & KXIZE)EF)§ 20 MERFK < 20 mmHg, #4920% # HCM £&

FEFSMECESHETR

ELEY R
EELEUERE
L ET B
L E G RERRTS
ELELNREERR
CMR #27Rr]73Z LGE
BREET R

Fizahfikfl kRN

ERFMEMOINTREX = 3 REMEHE, WEE= 120 K /min, FHEEE <30 s, HFHENFEEBEE(<30% )
SCD MFUUMEE KR

ZiNFEREZES SCD REEEEX

BEOHES CMR B RACETATEREAEEERE = 30 mm ( FEEAHHEER, =28 mm W2 5HEH )

BEFFRE LVOTG = 30 mmHg 2 SCD KB EE

@B UEE S CMR 7% LVEF<60%

RENTFAOERHIRIAEETR, FENBBRLIZ, TREKN

LGE EE=ALEREM 15%, BN LGE 46T 2

HCM BE M PILP TR 5K SH SCD KGIEX, £R—BEZHH=2 M PILPER, SCD RKES

SE.HCM. BEEELGHLE, SCD . (U BEAIRFE  CMR . L BERESIRA & LVEF. Z/0E 5 M A4, LGE. L3 iR1E8, LVOTG. £Z/0EREEE LM
2. P/LP. BU% / TTEEEUR. 1 mmHg=0.133 kPa,

S
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4.1.5.2 SCD Wy FRs FIAYT

FEA ICD JE TR MG YT HCM & & A4 SCD #x
AR FER I, FEMRE B E SCD a2
HATUR

2023 4£ ESC /L IUF A FIFE 1w 15 FHIE 280 L
SCD XU Tl ( HCM Risk=SCD ) #5571 AMAALIEAS A,
N HCM ## 5 4E SCD XU 7, 2024 4F 2 [ .0 IE By
2> ( American Heart Association, AHA ) /35 [FE.0 R 2~

2% ( American College of Cardiology, ACC ) $RFa{KIEHEE
A G SCD &6 2 [ 4045 SCD Kk s . A B Jsi [A]
BR. TEEAOEARE, A DEWARIRERRT . DRE
BEEE RS E SO 3 (non—sustained ventricular
tachycardia, NSVT) & J{Z LGE] 448 5 1CD A A ™,
P A SIS B, fE R E HCM ABEHT, AHA/ACC
1 SCD fE s 432 T3 T REPL T ESC 19 HCM Risk-SCD
R ¥ HOM B3R 1CD A AT AR LA 3.,

BRAE A A RREMA( DIEE. b — = SCD —HFH —» BEEAICD( |, B)

mEh. FHEMEEOHETRSBEER

as
RMADNFRE VETHHES=1F ——» SCD —E&Fk

v v
2023 £ ESC (L UmtsrE 2024 £ AHA/ACC HCM 57
v v

WfEER. SCD ZRE. FHRERRK. IF
oM OsHERE, LDUOFER. EOF

THES—MSCORKL. FH o 5ESCOAR  FEE
RERF. FEELERE, £ —> FHEESESL —> HAICD

RAEREREE. A0 RHEEAME FHMHE <50%. LREEE ER%E (lla, B) (Ila, B)
! E L
SR ERE a =
«— HCM RS —> wspi s znigyg Ty 5 % SCD RETHEIES
5 ERE= 6% 5 FERE <4% MR OhITE —— B BRI (12, B) ‘
v v B "
& A
o KBS ELCEH M5 E <50% =
- oSN ICD
4% < 5 ER <6% K (=) LGE B8 >15%  CMR IS 37 LGE —— > b B
\i \i
RIEEHEA ICD AEEA ICD THEEMA ICD 5
(lla, B) (llb, B) (llb, B) =

E:SCD: WEMIRSE; ICD: BV 0T E AT  ESC: BUNUIERH S AHA: XEOEMS ACC: ZE VB H% ;CMR: 1

PERE SRR HCM: BEEELUARS  LGE : $LEEIRIE5S,

BEE] 545 smEt HOM 254\ ICD Mgy &

4.2 DCM
4.2.1 EXHHHK

DCM J& — 2 5 Btk D WL e, 8 SO A&
LD Y KPR D REREAT ,  HASRE A 09 0
JULEI I A0 S R A (g I . RS O A
A RAE DRSS e, DCM AT FE L 2EFE A
FR A O IEF A8 0 28 B A S Mk 5 Bk 0 Ry D Tk A

JE & DCM LA LG 728 A ) B R == 22 11 g
AR, ARG (1) et DCM: 2917 409%, FE N
oo fiiifl, BIMEHREM;(2) P15 DCM: #£
AT RE MR TEA% S Rk S B, 32 5l 3R R R4 e
. ORYPE DCM: 8 UL AR AL 59 25 [ Wiz
WEE. MR EE . AR EER T . T SR
LEOIEEMIEEE 2 (SARS-CoV-2 )% |, 4. /%

FRm . B ARA R Cnts i ) . 2944 95%,
ZAPOCNBTRBATE . @ EETE DCM: # UL 8 £
RS 299 (DU 25 . Dok Hiezs . Hiad
e 2y as )M )E iR (ki B0 RS ).
(S FEIAE 00 JULG = A W A 0 B8 7 e ) 0 N B
RN AT 2L S R R O . DEFRERZ
DCM: # DL G e 1l (WDTERER=Z ), P
ZHE . YEER B, BRZAE . QHUEFTEFLYE DCM:
WO D AR RS UAE | (RBERRER MAESE . (3 Wik
P DCM: 297 30% , £ & DCM 2 {H & 5% i R B

A AL DCM RO S 2 R GBI (1 SR
W, (1) AEREEEEN: ARSI RRE |
SRR AR R O . B O LA | 4
T PERRYE I EZ AR R . U PERRTE R AT
Rl RAEPEN |« FEXRBPE TR | BAENUIC 155

S
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(2) W SAREHAEES . QIR . BRI BE
W ARG IR RE S . RS . TERR AN .
JERIMAE . (3 )HA: WIREFAE . MR ANk ss )5
4.2.2 LI

4.2.2.1 lIfIKZHr

(1) FEARFMAAE : Cffizghi & FRE. 97 31k
IR DRI | s A R A T A e e O R e A 7B ]
KA HoAth 2 AL S B AR At A JCREAR OO D™
O EASCREAR . AR AR ZEIF A AEEL SCD. AME
A PRSI B L DRSO ST JROK
i

(2) sEmas k. B BORAN K /N R B B4
I ( BNP/NT-proBNP ) # I 2 F+i5 . WIS & 14 B
TR AP O AL O DRSS o 5835 F1 4t
C [z W E 1 ( C-reactive protein, CRP ) I IR AA AR RE |
B S e USSR A A7 B T W e 1 DCML 99
Ko PO BT FRPESR R B RN AATE B B S il
B, A0 e i g P, bt L R4 5 S B A
PR EIREREE B 1 Z ARG AT DCM &3 1Y
SCD HA M Sl o ' HEFE DCM A2 5 LS
BT OB AR AL S e 2 W . SCD KUK PEAR gt
XHERITHRIEC T, B) 7,

(3) LoHLAER AT . O HL AT B Bt % 1k
ODERHE . BEY R RHBE, ST-T 828, %]
DR ERPE Q e (75 5.0 JJUREZEARSE S )o 24 /NI 2
BORE LR RIEE K, 8 E EHE
REZALALO NS s, A BT /™ B A
TG I PEAL

(4) X ZR&H i BRI 00 JIE 48 55 1) A= M i
XN, O >0.5, & RT Rl . i
il 13 Jk v 8 P B 55 O ) AR

(5) #A L3 DCM [ 48 75 L ol [ il 2 B
W R QO BEY K X F b EARAEN, Bk
O EE KK BN AL (left ventricular end—diastolic
diameter, LVEDD ) = 54 mm 85250 B 475K K HAATH
('left ventricular end—diastolic volume, LVEDV ) = 128
ml, ZPE LVEDD = 50 mm 3 LVEDV = 107 m1"™,
Q70 & REIE B : A0 5 RE IS Bl R 18 P U 55
FREAXAREE, AEIEAOERES I QL=
WA RE T : LVEF<45%, /203 fdhda i (left
ventricular fraction shortening, LVFS) <25%; @/
TSI RE A% . RIS O PN S [ 7

(6) CMR:LGE F1 T1 mapping 4 ECV 77 51
O WLRN BT LR 4EAL Jy T EA DL, XA RS fa R o

J2 R W s F W A M E. LCE = 7.5% KB
SCD KU & 38 m P, RAEPE AR LOE # WAk
A, OSSR LR LGE 5 “#R1AE”, LMNA
o E AL H R R E RIFE S LGE 4347, DSP
N FLNC #8578 S5 4 5 RN LGE PR A5 7™,
T2 mapping AI G OILNERTTR, B2kt 200 7.

(7) ARSIk CTA/ TR Sl ks 52 1 Ao 0 1
51 A B SR B0 i O AR 5 8 A DCM SR A

(8)EMB: £I AR SO, 48
PE, REF b sk 2 R B B G R B AR 36
AR SV ENUR A AR il . SRRIGE 2% . #50
BN LR LN STV 28 570 5 PR AN R 5 #7
WS BN 22 JRIAEY) , 7575 JEAS B A DGO U
4.2.2.2 LA

AL DCM o 5L B 2 P 7E NN . 40
M BRI (K 6) ™. FLbIL A
A5 ST Be S REERIG RFFIEAR X, U LMNA/SCNSA 7%
S A I E A O L T RS . WS UEE TR
<50 % B 12 DCM. A Ilff PRAFFAEBE /R 15t 4% 9 1]
H DCM R s i R R IE S, it —20r)R
P TIRR A AL TR C T, €)M
4.2.2.3 %512

S A O L 93« 32 O IR R H i RE RO
AR AU 5 O UL A4 BT B SR sl bk = S A8 R 3]
FEI VR R RS SIS, 2 DCM. #7508
B SeER Bl CTA/ AR sl kit 5 45 mT BH kit 34
TEWARTSC 4.9.1 Sl PE D WG EETT

FR IR O WL AT« i IR ] R 220
KA AE T RERE AT K M ps s . OH R, &
DB R R], CMR A7 B T4 LIRS
LAl TEILASSC 4.9.2 & i Fp O L BT .

DEEEA S TREA LD EBEA S (left
ventricular non—compaction, LVNC )W n] HE5 DCM
AL R, {H LVNC [ #8750 3 - AN CMR AT AL
WAGFARON, BHONVNERE NG ES S
AR, (RS ERSIRARE  EILATS 4.8.1 0
LB A ST

RSP OO « IR RS O R0t T 5 [ O = 9
KA TIREA 4, 7 0 Sl 1 Al 38 BT S A5 ) 245
FFITIRE SR, A PEAR O /N L O LJEEBE A
AETNRE. O TR O] LA 0 R RN LV 3
J1% 28, DT AR A i e R

DN : 5/ E RIBm B . Shhk T R
VA A T] R IAE Sl T3 R VR IRIME | s SR

S
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EEALOIEY R OB SF IR RSRBL, Wiz nlfy
FROEPEA S o RS O Sl 1 AT I T 75 533 14 67
Ty, O-SERAR AT — 20 BRI O N Y
A
4.2.3 JRE b

T4 B 254 S0 1 DCM AR ] Te s ACREAR
(BT EE MBIV AN, JTHGEA DCM K # . &
ZWLO W DCM B, DIEZEHY K. 0=
W HF I RESEATHERRAR, S IF RO R E A E b
PEOHRERE  AERRG AW . MARFEZERM SCD, N
LA 7.0 ) 3 I R P e SCD XU PEA
424577
4.2.4.1 Z3WNRTY

DCM B .0 DGR T AT 2% (Pl
JIEE SRR PR R 2024 ) P,
4.2.4.1.1 JUERIIMIRTY

h TR BRE G20 ) v A, AR M
KK R LA ) (angiotensin converting enzyme
inhibitor, ACEI) ( T, B) / M4 %5k I Z {454t
71 (angiotensin receptor blocker, ARB )a{ [fil i 57K &
ZARGHERKEE 55 (angiotensin receptor-neprilysin
inhibitor, ARNIDRI B ZBH#FIC T, €) ",
4.2.4.1.2 DCM &30 1= IaTT

DCM 5 i 53 BRI 0 77323 (heart failure
with reduced ejection fraction, HFrEF ) [ H &, N
2l GDMT, L&A RG] B ZARFH# 57 . ACEL/
ARB /ARNI, ME[EERSZARSEHUR . 4 - Hia P
FEH 2 #HiI5] ( sodium—glucose cotransporter—2 inhibitor,
SGLT2i JFIZES, PEIRAE . B4 GDMT [y HFEF 3%
WS T 2RYT  BRE ET 1O I AT s O 13
UBREAR | AR T T AR R A AT a, B) M,
A B S 4 TR AL T 8O 1 3 s e AR AN A= 1 o i
( Hb, C) [103]O

SR AT D 1L 3 ) S L B8 P AT )0 )
uy (heart failure with mildly reduced ejection fraction,
HFmrEF ) 385 R R G ffRER . RIEC T, C).
47 HEmeEF £ 0 ] SGLT2i LARRAR O J1 515
B LG L FE TS KURS: (T, A) " A R Y
HFmrEF B3 7] % JE 3 ] ACEI/ARB/ARNI, B =21k
BELTI ) L TR T I A2 A S B0, ARRARG O ) v P-4
Be AL M FET- KB ( TTh, B) ™

S8 I 2 B0V S R AR I 3 A 0 ) SR I Y
DCM J8E 1524 J5 25 o B 20 0 28 WA T e a0
Jixgiid ke, IR IX PR B 4R2E GDMT (1,

B) [I()7]O

PEYEL 1R I DCM B3, B4 0 4TS Q10
TBYT AT HGEZE S & D IIREARIER( Ma, B) "™
I SEAh R, AT RO B R BER, MR
HLOIHREC Tb, ) ",
4.2.4.1.3 DCM &I BIIRYT

DCM &30 FEshiaTr 22 (O mEshiz W
MG E R ) 1

DCM A EE W OHRE IRT 2% (hE
OSSR FRE S 2024 ) T (2020 F L
e E A AR 2016 FHRTHR R )Y M
4.2.4.1.4 HLEHATT

DCM JBF0 . DEY R, DN WA R
MAETERL, 5 EPEHEYT, RS GO
EEIGTT o E L R AR 2022) M,
4.2.4.2 TWIARTT

X F GDMT>3 A~ H Ja 1 £ 28 A 4E K.
LVEF < 35%. P02 R AR . QRS BFER
= 150 ms B, HEFOIEFFRIAALIATT (cardiac
resynchronization therapy, CRT ) PAFE{X DCM & 1)
SRFET R SRR T, A) ™,

e B AE B (left ventricular assist device,
LVAD ) aJ{E N2 R DCM 58 3 160 IRl Rl 0 1
PERYT , s O T i A R IAYT (1 a,
B ) [112JO

O MEFS A S 2R 1 DCM (194 #0697 i, e
EF T 0T Re ™ EE A I AR T ISR E B0 )
WREECT, B) Y,

4.2.5 SCD (KPPl 5 FiB
4.2.5.1 SCD il XU P

SCD /& DCM fie B 25 Rz —, HFEERY
2%~3%, i DCM A 3ET- i K1Y 30%, H4i k=
BORAEAEBESN, MELIAS B A RA

R4 LVEF < 35% J& DCM & & 4> [N %€ 1= Al
SCD Myl 37 fa b [ 2, {H LVEF $iliill DCM & 3t X
B A e SR PR TE, FEPRERLA TCD BB 255 % e H
fl R %, #E4F LMNA . FLNC. PLN. DSP 1 RBM20
LI BUR AR SR AT F LVEF B PRIE G R &
SCD 7o & JE PR A0 K A 26 f I R 26 L 36 167, 24
25%~35% 1 DCM £ & CMR #; # 7] i LGE, LGE
JEARAET MR DR s AR, A fE
BRI Z AN K . NSVT 247 B T35 5 1CD A A ',
4.2.5.2 SCD 5 F1iRYT

DCM /875 1CD fHAMER LR 17, AR ILE 4.

S
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EX 0CM £ SCD BRERARALERES

HRER £ SCD A4£EXK SCD X ERER

LMNA 5%~10%  LMNA REF4 (https:/Imna-risk—vta.fr) Tl 5 £ /& % & 65 B0 L B R

FLNC ( BREEES ) 5%~10% LVEF < 45% ;CMR & Il LGE

PLN 3%~5% PLN R & 4 (https://plnriskcalculator.shinyapps.io/final_shiny) iU 5 £ /& & 4 &5 09 0 B 5K % KUK
LVEF < 45%;NSVT;CMR #&Z& Il LGE

DSP 3%~5% LVEF < 45%;CMR & I LGE

RBMZ20 3%~5% LVEF < 45% ;CMR & Il LGE

7E:DCM: ¥ 5k BB, SCD: O AEMEIRSE; LVEF: ZE 0 SF M 4347 CMR U BRRESEIR AR LGE : $LAEIRHE3E, NSVT. FERGIEE MO ENITIE,

EXEd oov s 10D piziy

HEENL WHESR  UEKE
RIS
HEM OISR/ CERH S ORBENEES, RMRH HF T REOFEMEEMOTEREREHN DCM £, I B
W THMARE, HEEA ICD MK SCD foe@FET- R M
— I
% LVEF < 35%. NYHA LTIBED R Il / 1 R, BSREDYETELINBAMBEEH> 15, NEEEAN lla A
ICD, DA% SCD Fo&@EIET- R "o
% LVEF < 35%. NYHA STHEEQ R | B, BEZREAMEITEL 3NBETHIEEH > 1 £, TXEEA ICDY IIb B
3t DCM EZ 1T SCD RSN, NERELERE lla B
xtF LVEF > 35%. ## SCD £ EE 8 DCM £F, ZHEMXBREE( Nk 16), NEEEA ICD Ila C
xtF LVEF > 35%. ##4 SCD £ EE 8 DCM BF, EAFAEMXBRESR( N& 16), TEEMEA ICD Ilb C
Xt LVEF > 35%. FE# SCD S EE  # DCM &, ZHE2R P CMR&&ER LGE, w%EMA ICD IIb c
XEFHEME NYHA DIhEESRIV R DCM B35, R RIBHT O ME. A LVAD 5 CRT, #EEZEMA ICD 1 C

JE:DCM: ¥ 3k ELUGHLR ; ICD: 1B = /0 fF & 2 BRENES ; SCD: (O ARMEIRSE LVEF. Z2/0F S M 240 NYHA: AAGETHS ; CMR: (O RERE3ER
Fif% LGE: $L3ERHE3%; LVAD: £ 0EMHENEE CRT. DMEBRESLEST, SCD SREREGIEER LMNA. FLNC ( REFEES ). PLN. DSP
0 RBM20 EEFEHNERLFo

DCM B3
OIS S MR R ARE 2 HAEMA ICD
SELCINvPuptd > (1.8
; s
LVEF< 35% = NZEFEHEN ICD

(lla, A)
*Eﬁ\

= Z A AR ES = N &8 [ B E R Icp”
SCOBEREM FHEEXRRER RLZETE [ ST [EAEN

(% 16) (lla/ llb, C)
|= | =
v
HEELHK CMR 2 _ TEEA ICD
#®ER LGE . (llb, ©)

5.7 SCD BREEBEIFES LMNA. FLNC ([REMETS ). PLN. DSP 1 RBM20 £RHENERE S, *: HESRIRER 16
P EEEEM SCD X BREXE ST S, DCM.: F3KEGHLE; ICD . B OIS 2RSS LVEF. A/ OE Mm%, SCD: 0
MEIRIE CMR . UBRREEEIRAE  LGE . $LIEIRIEE,

EADCM EE 4 ICD fFikiiie

4.3 RCM FERWE/ NI DGR, 38 H A O = BRI AEE 7,
4.3.1 XK zt%ér‘ﬂ?%é.‘lmﬁbwiE%E%nmﬁL%, W DA B AR i

RCM JE—ZRPIZE 03 M (B ) A0 p R 1 W%jluxwiﬂﬁ#@ijz%i%fmﬂ@ﬁfﬁﬁﬂﬁ% RCM. DI
TR ZAUAFHE, FESOASEZE f (B)EFIR IO = W RO . TER RO WU S A

S
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O MEFRR IR, (HE GO NIRRT
FA, RS AL E T RCM 5%,

RCM MR H8 AL s AT 43 Gk SR A 5 AR
I B e AL ST AT 43 A O LA 2 ok &
(TRE S LA ST ), DN AL 27 B0
(A SEUNEFEfe ) 50 W Bz B E (LIrgER
PEREANIE MO IR | OO LT 4EfL =25,
4.3.2 LW
4.3.2.1 lmKZ W

FEERM AL, A0 BFE LT Z
KSR FARAE " BNP/NT-proBNP & L4525 11 7K
FTtEr, O H R A B R O B E R
fE RO B KD E NARIER, O &F 5k 2 GE Ik
B, WA REIE B B BRI . ARG ) AR AT L
1E LVEF 1E% B e RCM B3 LA i lic s S it vk oh
AEZ A", B IO BB EhI 25 5 B D
CMR A B F %512 W 9 B, andead 280 s |
P TR OIS Y SR ] R O R Ik
A RB I TR, MARLE R ITHELE P
R BEAE, (R " WA A
%18,

RCM Hi2 B 4 25 52 38

HEBR WHEER  UEEKFE

HF RS ESABE LR RCM 5 G BER S I C
L H HCM = DCM™™

#EX RCM BF VIR EMRGHTRE, DIT C
EHENRRSEZ RAH MR G ERR

RCM BERNEEHTOABELIUER, HITRSEM lla C
Bs E L5

7E:RCM: BRHIZLOALR ; HCM: FEEELUALE : DCM: 4 3K ELGAR

4.3.2.2 JEH 2K

W98 @5, MYBPC3. MYH7., TNNI3. TNNT2.,
TTN 2L A28 5 5 RCM M5, Horh TNNI3 fie
D E AT _E IR I PR RCM S0 3 14 3F 4
BASTE A, EEOEEL AR RCM AR 3 I S DR RS I 245 1
4.3.2.3 K512
4.3.2.3.1 FEtEOER

MDA R A DAL R G R B Ak R B
i RCM B & DALIEH . CMR IR S5, &£/ A
OB FERLE S B R AR A AE 1 A5 0 28 WO v AR B
ARED S U T S R B A AN, T
AL AODEMEARBE S, XJE RCM 5457
PO R B EEX ) 1
4.3.2.3.2 HAWEEHS T B NTE BRI FE AR BB

IXEEP 2 2 RGN, WARTE A2
REROLAT Ry O NLARRE P AE (bR, i B A AN
BROCZEIRL ). D WL AN L B 28 ( Qe s 1y
I . TERIFEAR O LR T BN IR AR s R G A
FUAE BRI PE O R T3 AR 4EAL ) RN IR
A (s RS T AR e AR . 289 ). R IR IR
BN

BEIEI A . B RGO IER R =2 R A0 E
JE, (It AT B I BRI R AR U g AR
FHL . LIS FERA . EMB DA LRGN AT L5,
TERATSC 4.5.1 B U &1

DA B O : SRR BN, TR
FR T RE e AR, (F H: f M RO R R IR 22 O IR
WA T DU AR RSO AMRFIE B 1),
TR RFRIN . S 00 Al . EMB LA
FEIRIN S5 . PEILASL 4.5.2.1 YA dRi_ s 19 .

BRIT ORIV . T B M A 5 Ak A PR
B NE, PoTRTEC AR IR, R Rk
PNETSRINBEREAS, 5 RCM A, SRS WMrTRas4E
o sk (LA B S 2y 7 o ). S s A A (kAR
WHEtE ). AR HAHSUEK (M /7 SMETR ) LA
R SEDRAGN (A6 HAMP . HFE Z58057A8 5 ) 1207,

CEZETT : 75 B AGOMER —FhIE T IR IR5E
PEPIZE S 12, B DL bk B 25 37 RAE AR
Mo O R A AT UL P E B . O Bhad A O
AAE P CMR F L CHT ) ZE b0 % LR B
LGE, WAIZRHAEIRAE, “F-FDG-PET ] T
KILIE Sk . EMB J& 12 W0 25 e 11
é:&\*/_ﬁx(ﬁ [128, 13()]O

TEBFEAS. O . 2 35% TERFEAS O LG
FEAE O MERR R RE s Y SRR AR O LS R AE 1
DANRIL (B BEFPREEAAE LR GAE ), 1L/ R
BB [ E LUK . MIE T SRR A . HEUER .
[ 2Ry A S L DR ARSI 45 B T4 0] T AR S 4.7
TEMFEAR LR Y .

RYNEMACIE : S —Fh N IS5 4R 4 20
AT RBLONELF4Efl, I RCM. HAFEMER B
WG RRAEAL . SRIEILG LA E e didl, BE Tk
H 2RI U 25 AR R RIS B0 A
A5 RCM A5,

O N B A YRS A . 2 0T L, UL
P I JR s R Aol [0 o vy Ry BRI O AL
Z BH RO R, IR IERR A M, R
OBl R FRAE PO o R RE JE U5 EMB 7350 P JIE 5t

S
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FIEFYEs A RS W A bR
4.3.3 JEFTAL

RCM WY AIRFEZAE, OERR GRS AT REA
SAFTETHARRE T, WnT HAERIGGR B B B, Bl
JE ARSI 5k, AN, O RR A Bl ARt mT
RETEZR Y] HCM 2 DCM & L,

RCM FilJ5 22, 24 75% W /& AR 12 Wi I B 804
N2 IO J 3, A4S R W e sE T B0 E RS
B TE ARG YE RCM g, O R E
FRETZJEIN CGERIT 40% ) 5 847 00 I BRIl 1k e 28 A
HCM 3 5 4EAAF5% 2 50%,

4.3.4 JHI7

SR E BRI ERRER | O I T R R T B 5
RIE. TER WS, AR AS [RGB A 74 X
TRYT R A TS DG
4.3.4.1 24997

9IRS RCM IR YT LA, 38 2 B i Y 1A
AL FIRA . B SZ AR IR IR, 2
SR o TEA IO s B A B O AR 1 e RS £
HrN R sEEAYT( 1, B) M
4.3.4.2 ZHRELA

BEMEBUE S EZ F1 . BESAER, NET
Pk — 25k A I PPAL AT Jo AR B 5 B0 O Bl 2
WHELE P A G AR . N H MR A RCM B E
ICD A AFRAE . $EFETE O BRI F AP A TG sk A
o IV B 71 2 AR = MR 1) RCM R

E3B Acm wisring

HLAICD, AFEAIE SCD A4 IFET- I KB ( T ,C)",
4.3.4.3 LIEFSAE

Xt T 25 W b IR 7 O H RCM AR
OMERS AR ] REJE A IR T 14
4.4 DHKHEHESCOIUR
441 oo AR MO WL Carrhythmogenic
cardiomyopathy, ACM )
4.4.1.1 ESHR

ACM J&—2& DLG 30 U 2T 4E A 15 20 2 Ay
P A o BRI 382 A RO JUL 3 LA 3 1
DR SCD B KR, B VRN LT3
W, SRR NRE 8 RO AU TR R 2 — 0
o R (1) Bob AR FE A OO LR M
FHERIAODE, EOELRBRMTE(2) Sobht
M A2 Z O L Carrhythmogenic left ventricular
cardiomyopathy, ALVC): F % B K L=, b
=R MO E(3) BLo AR E RO E O IR
(‘arrhythmogenic biventricular cardiomyopathy, ABVC ) :
Fe. ADETATZ R, 2019 R ELREE S ACM 1Y
L — MK - S8 - PRRHESE ) ACM 1 “BSMy
B IR B EBRAR]
4.4.1.2 LI

BEE XA A0 w2 RINHIRA, 4R
ACM 2 Wb fEANBT OB . BT 2020 44 H Y IA 2
FUARME ( Padua criteria ) 1 2023 AENGH TAEZH IR,
WEAZ AN 2R (2% 19 e E 5 ) M,

RS HLERRKE

ELERRRE

DIESRE

Birfofe S5

EMFHE

FHORRE

TEOE: HOETRIMEZENEEG. SaELkRFEE (FERE ),
FEUT =T 1) BUEEEY 3K (RVEDV #0 7 ) (2 ) B UEE
R4 T BEFERS( RVEF BE1E )

REFOE: BOETRITEHES. ZHEAAZTEB( THELEY
KR UGBTI REFRTS )

TEE. RERERARD, 01 RONARGFEETHEER,
ENCE sy
RERAE. B ADELEXEHIETHN LGE

REARAE(1) BUBTSE (V,~V; ) I Epsilon 3% ( QRS i EtZERE
TRz BINRIRIEES )(2) FEEZLM RBBB B R T,
VooV, 8V, SEE QRS IELRBIERFSETE( M S HREAE QRS
AR SRES A, B3 R'E )= 55 ms

FERAE. FEERSMRBBB B8 J & /STRESHNERLT,
= 14 ZNBELEHRI(V,~V, EL SETHAEE

RERE: (1 REERS M RBBB B2 8L J & /STREEHNERT,
= 14%5BWV, AV, SETHEE(2) HIMEL4 RBBB i, V,
DISNGEE T HEIE(3) <14 FBEV, UNSE T HEE

T Bk LBBB s B m E 6984 ( >500 0K /24 h) EHFHEH
=M EhiTE

REFRAE(1) LBBB EAEBAE FHSNA (>500 K /24 h) EHESR
W EMOFITE (RVOT & ) 2) bEEsh s st =1 o shid
SRS

RERRE: ZOEBRGGEINRERRG, IR 0EY 5k ( LVEDV
#hn")

TEE: BELINECETR HIOIMNET SO D EIR, B
FREEIR LGE

REFOE: EEOCENBENEERENEE 152 PECETRS
HIOSMET S U $E LGE

FEAOE: BASHREBE (QRS<0.5 mV, BRIMEMEFWEHEE
TR, BERE. B SBP SO BIRS )

KRB TFEREM LBBB BT, ZMET(V,~V, )SE T &
FE

REFRE:( 1) RBBB MUK ( >500 X /24 h Sz shif L E 14
4, 2 RBBB EANZEMUENITR( RIMNERZ SRR )i(2)
(O EEIEN S E O R S BU O TR S

S
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(%32 19)

e HLESRER FEZRRA
FEIOE(1)BERE ACM BIRERNER (P )ESR (2 —REBFEFESRZEIREN ACM BE (3 ) —LEEPELFRIFAREIE
ES- 3 WE-375k SLH) ACM BE
| REFE: (1) EERE ACM BIRERNITEEEYR (LP )ER( 2 ) —RERETHEACMBE, BREPHESHERSWIRE (3 )—RERBT
A ACM SEé <35 % IRIE; (4 "R ERBPEF SR LM ERZRIERISH ACM BF
S BN B ERIBES . MAINGRBRETRESHE, © N2 2 MEEYEWEIER, ACM: BL@EKE M LB, LBBB. ZREMEM;LGE. 4L
FEIRHEE  LVEDV: 72 /0 E4EFKREAZT, RBBB: AR MM RVEDV: AL EEFK AT, RVEF: AU MmA 4 RVOT: AilERdiE,

WRLEYEE - EAFRRONEMFEIRE (EBIRERRENAE ) PHED—F

RECEHE | £, BUEHHE RECEHE
v v v

DRG] v svesmen | srsovsrs
I |
v
kBREDENTOE, HRT—R.

(1) 2 FEZHRE; (2 1 FEEFIOERN 2 FRERRE; ) 4 FARBIVE
|

v v v
- ABVC ALVC

JEACM: BULEKREMOIE ARVC: BULEKEME OE OIS, ABVC: BUUEKREMNE GHURALVC: BULEREME O

EJO: [Er
IEBR Acv s izE

4.4.1.2.1 s KiZHr

(1) AR FARAE : ACM 115 IR 26 PRAS Sk K,
R AE [F]— % 2R sl 857 [l — SO S AR S ) R 2
B], FAIH A M AR AT LU ACM B & R
PR A AL EZRERE L, B
PACH E SR ) F AR 2 50% MRStz
AL, AT AN, O U, (HG
FRtEtEBm e OB SR 1Y EOEZREFERS
WL S22 M B R A B A AR R ACM Y0
SRR, EHE BB L, PTREFEIR Carvajal 25
AAEFN Naxos % 7,

(2) SLE KA : ACM &350 1 538 12 T &%
UG PR A bR S 14045 BNP/NT—proBNP 1.0 L
WS 4 7 CRP. FAAN . IR IRsE 1
o ARBIEERERE 2 HASIRE BT ACM £
RUSWE ., fak o2 LB PR 11

(3) DHERE: 49 91% ) ACM B E 1A 17EO
B S Y B . WAL SR
Ji A S 156 QRS 90 6K HEL R A2 Ml S BB T 90t 480 B 4R R
ALVC, HS5 A ZELGE M HFEM L, fE= 14
BT, A ST BAEE (2 90% HAE T
) J& ARVC BbR B R 4 5 £ S Epsilon

W2 SE IR PR AR AR A, (H AR AR AR R (K
0.9%~25.0% A5 ), HFESHEAR, shilomE R
PEAG O H 2R Frgimtin] | RS, F Y
EBEMWOHERE R 5% WUEZEMRA (5500
K 124 h Y& ACM B2 WiHEhr .

(4) MDA 24 45% B E A A OED
ik, 2930% MEEMEAZO0EY K, P LVEF
53.09%"". B 5 E B R PN RO = N AR S, A
TR B AR AR A DXk & BE AR T sl O SR, DA
AR E a2

(5) CMR:CMR B i & ACM [ 14 1 M 1% 3
AU LGE-CMR AT LB BT ACM #4743 25 F
fEkisrZ, LHRALEZ REE P,

(6) CT:CTFHT BnLERAE . OINAIAE
I . TR CTA 47 B FHERR & O O I T
OV I AR T O JUUREBE

(7) EMB: 0 LA 448 2 ARVC i %2
BWibrEZ —, TR0 AL &
FEXUS, EMB AR FHAFAE SR P
4.4.1.2.2 FEH 2 W

AR AE ACM 2 Wi FN S 7 4328 vh A5 B A
FHUSL i PP AR S ACM B2 Witz —, 3K
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S A8 S R 2 509%~60%, )L H T ik 80%.
ACM FE R F PR B st L, BORIEERE a2 b
KiFE (fL55 DSC2. DSG2. DSP. JUP. PKP2) FiIHE
kiR, BARS AT 3 JERRGIN a4 o 21y .
4.4.1.2.3 %512

T ES A OERFEAREREEE O E, O
JUE 5 - A e O s il . AR R
PR Bl SR AR S 4 ) AR TR S A R
KRR S LR RO EA S, I8
TAECHER R FAR S HIAOZELEF I RESFH
A ICHEHT o BE R AR 5 45 A E S SR T (L
4.4.1.3 JRAEIPAL

ACM J&— ik JePEsns, PAFIAFSE R, ACM
RBET R 1A 16% (FXIRaETII ) 10 4 ) 9, 0
I A% A L A9 1T 35 8.39% (- 34 Fifi 1 i A] 2.7 4F ) 17
ACM (835 A B O H FSCD 1 RS 38 s, BT
A1 B3 YN e WIBE VT IR PR SCD XU . e,
ACM JEiEE R B2 Tot:, BRI R R
T N Lok ARVC B3 A U g XU o e 1
4.4.1.4 HI7

ACM PG YT R O e AR, B 22 955 s ik Jie
FEF;IF KAk o 69T I E AR TS ) (I
AIL52 BHRE TN ). AWRIT . RETEROR
ICD FAFLC RS
4.4.1.4.1 2490677

ER) ACM tS e s mA s 1

PO H Y AR S0 st il
) ARVC B3 N B Z BRI T ,c) ",
MHH B SZRBHLI IR RESS R ORI, N %
Fieit i ( Ma, C) " FRME/RC b, B) ™,

FoO IR ALVC &I 20050 1 550
WF, %08 GDMT 377 ' ACM B3 A O E LN
TR Y, N{EF ACEVARB. B Z{KBHAEH . [
i sz R FEFU R AA R ( Ma, €) ", [ a]
TSR BRI A DET i ( 1Th, C),

PUEEIRIT - AR O B . LN IR s sh
[ WIS ) ACM B I THUEERY T (1, B) "9l
BIEAE 1 A0 EE ERERE ) ACM H 3 ] % [ H TG T
(b, C),
4.4.1.42 SFENRAR

SN A ] BB K ARVC BE R E 03
T G O (A AT DA RS RURS: s e A A
KA, SOSBENE A ICD Wil SCD By vk,
AR 20,
4.4.1.4.3 CIERERE

XHFMEIA MO 13 (1, B) B2 1ICD FIEHHR
SEWHMAIRTT R R A Bt = O R (1,
C) L, OB A G T i ",
4.4.1.5 SCD F1FAS R 7

FiA ICD J2& H Aj HiBs ACM H 3 & A= R AEmE—
BRURETT I N, BRI 21,

HHEEL WHESR ERKE

X FRRBAERETT TR T REM 5200, FHEEMEERUEROTRREREN ACM BF, NERLARE/ DINERKSSEH Ila B
RAIETT

XF B REBEFF () Rphu O RABEAYET TR TR 26, ENFEREFEUEEHOHTRATRENE lla ©

R ACM B, NEEOCARE/ CIMNERRES SERRAIGST

REREFFERID OISR ACM BE, EHYIETTHEN T X BT SEHRRMASST IIb ¢

7E:ACM: BULER B ULALR,

EX Ac™m s\ 10D &1t

HEENL HWEER IEHEKE
Zmbs
FBEE TS R & T Mk s S AR B S = 1 U ahid iR B9 ACM B3, HEFHE ICD AR SCD s & RstT R ' | A
MR 28T MM UEhidE R ALVC 0 ABVC B3, &M@ ICD"™ | B
MR HZRENEMOEHITERE ARVC BF, NEEEA ICD"™ Ila
— 4RI
LVEF < 35%, NYHA OThEENE 1 / 14k, BEiES >1 £6 ACM £3&, #EEMEA ICD" | B
LVEF < 35%, NYHA OITheESR | &, Biifi%d >1 F£60 ACM £, NERMEAICD""! lla B

HASREE 6 ARVC BENEEMEA ICD

lla B

SEACM: B LB MOIE; ABVC. BULEEA B MHNE LIS ALVC.: B EE B A 0= 0K ARVC. Bub@%EME U 0IUE,
ICD: #E = O EEBRTS, LVEF. Z0ESH M NYHA: A0S SCD . (EMIEIE; RVEF: AUEHMAE., *: SEFEEEMER
UK, EFEUEH OSSR, EEABRETEAHFEMERMEEM ONITE. RVEF < 40%. LVEF < 45%, SBEEHH 2019 £
ARVC X eitE8s 5 FNAEFLEUEHOEELE R TTESE T www.arverisk.com o
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4.4.2 Yoo AR E O LR
4.4.2.1 & SRk

R ek I A2 KA P e O AR H SR O IE T
K. DINFET IR A B ML M RER
PR A PR ORI PO UG o HEARFAE S TC i T HAth
W IR DI REZ W, HAEOHR HE SRS,
D IIRERT Ay sk 8 i hl . B EALHEO St O
LS | O 5 B st O UL 2 A O L 17
4.4.2.2 KK ILFIZ

I R LG O Mk, <E . &K/ Jedk
T RS RIS R N0 ) RV AR SR . o HL 2E A A
CIRTRe | 2 d SV TINEE: TN 723 b BTN 72 1 b I
MR AE PO sl 3k 8 D R e R A R O
g LRI A (U BNP/NT-proBNP 45 ) IS4
R (WA OSIE . CMR %) A B TR OlE
ThREFISEAE S 1

H AT I R B 12 PREU O R PO L o LAk
fPE, BT 5.0 WU A I P s v O HE e w550
A3 P LT I R, DR R HERR L [l
LW, ARSI O s U0
REZ A pomE—E N, HAELIE.Oshid 35 6 A W
N L e R A R
4.4.2.3 AI7

F B PP R 25 R RAIR YR
SO U, RIS A O ) 2 R e
MPee sy U, HEO s IE HLOTRE
PR IEH o
4.4.3 g AR E VRO NE
4431 EX

RIS PO (ARSI Es 2 B . e
FRAME ) 5RO RE AR B g T
AR E AR DI H RO
4.4.3.2 KK 512

FERIA LT ERER (kg =77,
e R R )AL etk Canffgfel . 4R . KR
), D HLEARG A AT SR B A R S R 8 PO AR
W, BNP. #/.080E . CMR 28462 Al 7 B P4l O
IES5H 5 TRE

H i s —i2Wibs e, B4 5.0 0UR L%
RO IRE . KOS g, Lol
SeTF O IHAEE T B H I LA S 20 1E O i 28 S5 0 S REK
HIEEEA YT 2W
4.4.3.3 1GIT

FE ARG T B S5 U eI REIR A

T IO SR U ) 0 B R ALY R YT s
4.5 RO IR

A WU B THE I e BT S AU
O UL BE 7 A AR I RERG , S BGOSR
RESZ I — S AL PR O WU . Bl XS AR IR A
AR AR, RS WIF S JE1 T
TLIRYY, XUGE A AR AR TS 22 e %,
4.5.1 WA

B I AR o — AL A AR, 2R
BEIAAE S Bl el i S R, B e I A i
B A A AT UES B T RE IR AT . BB O IR Y S
JEIEAYE 1/ 1 a B (Pompe 3% ). HEEIEANG 11 b
B ( Danon Y& ) FIEABERR IR 1% AL A 1T (adenosine
monophosphate—activated protein kinase, AMPK ) -y 2 il
HeHmitFE R PRKAG2 28 UL AAE 7,
4.5.1.1 Pompe il
4.5.1.1.1 EX

Pompe i J& M % 65 B8 Pk o - i 25 B 1 1§
( o —glucosidase, GAA) ) GAA FARAS . GAA I
REBRBE, VA T A P R W DS R B AR A T i A= I AR
A B RIINRERTEL, W Y AR RS
4.5.1.1.2 53R

AR 9 AF e AN [R), 23 O 22 JL R Pompe
(‘infantile—onset Pompe disease, I0PD ) #il Mg & AU
Pompe J5 (late—onset Pompe disease, LOPD ), LOPD
XAy JLERIF AR (18 % Je e ), A[Rl4r7uf
2 BRSNS R R[] T LR TOPD (Y
GAA {1k < IEH AXIMERY 1%, T 1 % W, i
AR GO WURIEHEIL, il i R, A AT
BORIT, 8T 1 2 A 5E T 0 J) 25 il J W 5 0
LOPD B E 19 GAA W1 < IEF AIIEN 30%, JLE
TLLOPD £ 1 &5k, (OIE— Az R M AR
T LOPD ZAET 4RI ki, IR Z 1M 5 9%
57, BWHIALICT], GAA TEPEREIC, 1 VIR
T, OHL I ATR B PR B4 5, A0 Eh
AT DL AC 30 IUIE S H S R A i, I B AT
WA OEY K OWUEREE T O AR 2 9 A8 1
B, MRS Y (PAS) BHYE, BHHEEOM
240 A DA R /IMAIE B, A GAA TSR GAA Sk
PR 30 728 5 7T LA T2 8T
4.5.1.1.3 iHJ7

A2 RG0S Pompe 5 Tl 5 1 CHE, DIEEA]
IAZE GAA Ji% LR AIAYT (enzyme replacement
therapy, ERT Y& H A RAIETT ik "™
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4.5.1.2 Danon i

Danon % 72 i ¥ B AH G 11 2 (1ysosome—
associated membrane protein 2, LAMP2 ) i) LAMP2 St
AR, AWERICE S BHARLS TR B B WA B
FEANME N A REARIC AL, SRR T SS A AI D RE TS
IR N X EBL R ML

LI IUARJE | BB IR A B st —BRAE S Danon
I I L TRURRAIE . (HIZ I R RIS Bt e, WO L
HEJE AT LUEME—IG R, 24 JeietRa L SCD
Frg BRI M WUER B AT T, s 2 B
K REEA O H W OISR S Sk A
T8 LAMP2 25 6k iRl i oo, 2 0 s e il
B AR K LAMP2 JERE0RAS S 0T #6112

TEIT BRI RE O ) TR R OIS X AEAL P
4.5.1.3 PRKAG2 "B 5.0 1E

PRKAG2 755U ERAAE & i PRKAG2 JERAR
S FECAMPK y 2 PSS RE A, O LA AR
BWEIEACI SRR KRR, SR T IhREkrs, %
P AT e e AR B PR A . MRLIG R ZR A O WL
JE | Wi Es A A A2 T 0 R AL S R Ge i 7
Kt PRKAG2 ZERBUR AL ST A 2 E L, 77 R
Pz BB AL T R GEBRAVEET XA B
4.5.2 AT FY

VAR B S — A AR, 2T
SER A SR BHA TP IR K R EE , AN EYIASRE
T PR A B TR AR, SR AL RS B )

RERF AT I AR A AN ] AT 3 SR i i AR A ( 4
PATERIRAIEE ). B2 BUEFRRT FUES .
4.5.2.1 YAT T
4.5.2.1.1 X

AT X S, RS o -2
FLBEEEF A ( « —galactosidase A, a—Gal A) FJ GLA
BEAE ST H o -Gal A RIE, (EHAGIRY) = b
TEIEREAE T ( globotriaosylceramide, Gh3 Ve EATHEY)
i 2. 8k 3£ Gb3 ( globotriaosylsphingosine, Lyso—Gb3)
TE AR NIEAR, SURRhZ . Kk B IR IS
Zaw X R ARG OIS R PR A R
OV, PRI CBON A B O R 2 I8 51677
BRI ) 1
4.5.2.1.2 S} EIFISIHT

FRIm KRR I 53 Ry 28 WA FIIR AR, 28 LR 3
o —Gal A BHETEW] B TR B S ek, Z7e)LH
Wik, RIOWMz, BIE, OEFEZHEZR.
IR R TR P L E AR B, DARUAR S Ao 3,
FERF OB I R " (6 ).

A W 2 0 s B IR AR ARAE i 55 1k R
o —Gal A VB E AR IZWnE AT s N, Lk, B
AARBARIE o -Gal A TEHRERINNEE, &
ST GLA JE R B2 A, b2 i A T4 20
AT OISR AL E R A R o —Gal
A IR Gh3 FakIE . B G R WIRLC R
ARBEHIHE/MAT

ENERE + WTERES, ZREHER

- I
ik DIEER HihRERR
- X EFHEEHRIKEE DRFRE SLIER 5 Rk
- FEERZR(WEN. B * PR [E)#A%a5E * AERIKER
1 ZRE - BEEPS - Bt/ REMIT AT, HIB, &2
« ELFEERIRSE - LENITE - ME MR
c BH;OERNAR HLRG
TRERE B ROE, BERS. EBRL. B
- SEUCAAESE B /NT-proBNP #& AR RGE
EELHE BEmgESEHEaR
* FLKAAER WERY
s TRMREMMMEE, 2 - PERR - R MRS
BN @ ZRR < D3F, WA RREHENEE
1 A B LA AR * IRZET . RPN ER M & 1E

- EOCERRBTSMUECIA LGE
- ¥4E T1 BRI FEUXTHRER L )

< B/ BT ES

JE:NT-proBNP: N Kify B BUF|$HAKER ; LGE: $LALRILIR, T1. HhmIhIRES/E], T2, 46 WK E,

| & 6 B ol
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4.52.1.3 A7

P TR T ELAE BT X R B R SR T R
XA E 2 RIIRHEIRYT o e VBT ERT &
Sy FHBIAYT . ERT W45 AL 5 0 BT IbE G o 5 0]
TigEsE 8 (1, B) "™ 2023 4EEAM ETHTIER Z
PP FUBE T ( pegunigalsidase alfa ) W HAT B A 0
PEIGE , FPRCE GRS R RO 5/ 0 A AERTR
JPAE ISR E AR A o —Gal A 456 HAR E LIS
I TG /Ny 250697
4.5.2.2 LK

T A FR S B 1R 11 4 2 AR I AR B GBAL
SRR S S R L RGBT A SR TS
YL 1 s 200 P 5 it A b R R 1 o e e AR
e 1,

ST =R o 1 B R DL, 47 90% L L,
DATCHR R R E R, EMAEREZ R
2RV RMEMA RGZ B3 RUNEHEMARGEZ R,
HA i GBAT p.Asp448His 78 #5152 1 3¢ AU fig
FECONEZ RAEARL, RO 44 S
b, Eth rT B LA EE U5 R o 978 5 2 A A
T AEME A F GBAT BB 8 5 0] L4112 W

S IR YT IR Al ERT £ 78 G819
ity , AR ARt AT 1T B S B e L 400 o i 2 A

RIGA L ",
4.5.2.3 Fi 2 FE mucopolysaccharidosis, MPS )

MPS 2 i i V75 T A P 285 20 e A s I ) i K]
AR, RG22 WA B 5E 4 R T I RRAE I A
SIEMN AL SE IR rE. HijciE
MPS A 7 S EZRA ) B 1A X #E SRk iLsh,
IOV VL VI, IX RS R g R Bk e £ 1™

SBJLI AR TR B, Toim KRR ; (BREE
PERE , ZEEMEBWTERNER, SEBOMIL. BT,
P B S B DT A . MPS SB35 S DL AL
W3z BRFEEHEIURT 220 . F SR =20,
SEORBOCHIA S, INATRBE R OHUEE .
OMIEY I 0 MPS EEARAEIRIRRIL . IRBH 2
RS R L TR P A AL R A A T 2 T

TRYT FELAUE ERT s i TR AR HET R T ™,
4.5.3 ZRIASG

AP S — AL, S TRk
JBAAAZHERLIR ( DNA ) A% DNA g BEA A8 S S 3
M ERLARZE /Y B T RE AT, A0 AL B IR 1L 5
SUREHIE O B

e P 5 S I A0 3 SRR ik AU P o LB I

JiE R 25 WP FE & AE - (mitochondrial encephalomyopathy
with lactic acidosis and stroke—like episode, MELAS ) s
TE L WU ZE PRI A R 2T 27 4E (myoclonic epilepsy
with ragged red fibre, MERRF ) Z5511E . Kearns—Sayre 47
A E . Barth 254 1F Fl Leigh 454 fiF 45, MELAS 254
fiF . MERRF Z#-&1F K Kearns—Sayre ZEAHER] £ R
ARMIEE o, BIRZRRisE (hilrgoh
& DNA JL47 510 ) s Barth ZREAEFIAZIEN (TAZ 3t
) AR, G ERE ; Leigh ZRGAERT 2
FPLRL AL R B L A e RS, SRR A AL E
FAEIREHE . FARBOR LN Mgt n] 22 (it
PRLg A O AP S RS e R ) ™

LRI ARSI I R S BT R, TR R EZANERE .
O e R F RO NUEIE, FFias s 0
52372 N G120 W1 IR RB AW s S 8 s S Y | REE (22
R 7 G 7O LA P SRR P 8 5 R DG T
SR, BRI PARMIER R R /ALY
G S TR L T g 1,

FURT R CE R HEG 258, EE b se
FIFNEER 2 288 H RIRHEIRYT .

4.5.4 MR AR

e IR A A AR A = TR A AR IR B
SAALTHRERRAS , S 20 AE i AN 52 451 K rh ) A5
PIEBM LR —R505% " B0 LY AE iR
AR R T E RS IRiR B A LREhT
I R PR B = i
4.5.4.1 JENITR B AALFERT

NRIWITR B SRR H WL PR 2 — 2R 971
LT A S ( acyl-CoA dehydrogenase, ACAD )
BERRAAES, SBURNITR B ALINRERRT, 2ok
PRRE AL, B IR S A M7 M it h ok
EBG R Y, S E KRR

SR AL AR AR MAE . O UIEIE . O
Y. BRSOV R . I EDREZ BRI TP iX R 2 R &5
P " WA AT R A B T2

BE N AR, mER VR s, HAET
W ICE X TPEIRIT 259
4.5.4.2 JFURMERABEERZAE ( primary carnitine deficiency,
PCD)

PR B B T R e 12 R ARAR N AT B %Ak
I PCD J2 1 3 i1 2 A1) B AR Y e i 1k
SLC22A5 JENAS 5, SELABLRE IR ia kA
WHHT B FALRIIIRERERS, bRt d g, I
R S LA A o v A R R f s
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S PO

PCD "] RELOL. BRI A2 R G2,
O E FERIAOEY RALOHUEIE, Hrbhid
B L R E T IO AR R Y, R
MBS AR B FAATG, AGrH SLC22A5 SRR S 5
AUTHL., ZEANEAA RIS PCD I RA %00
S, R H N R VR A i aliz gh ™,
4.5.5 A HLER I 5E ( organic acidemia, OA )

OA Je—ZH B2 S RN S 55 AR . R
J07 R BRI 2ok A Y A W S R R B, v ] A
PR LR SR G N, Ak K AR R v RE M 1B
WEBENER., RN MR IMAE ( methylmalonic
acidemia, MMA ) F1E N R MLIAE ( propionic acidemia,
PA) J& OA T VLA TERN, Y20 Y Gkt
Wil . MMA J& MMUT 5[5 728 555 FFBE N R o
IEAH G A 7857 80 BRI B MMAA . MMAB 56 [R5 5
LR F4E4E R B, Bz AG BU# rE. PA
2 T G i DI BEART I A R AL 1S BE Y PCCA B,
PCCB JERAR 5T =,

MMA F1 PA ) 2R IUA O O U =,
PRGN A HLER T (0 I € A B T2 W, R IiAE ¢
S B RAR R A2 W A

TEAVEMRBS R, FERMIRYT B b Pl
ReAR I =K DA e 2 AR R A28 R GRS, LA
FANERS R g, KIIRYT ISR 3 P2
4.6 LEAETEC L

R FHLE LUK o ME RS2 Bl FER
ML LI T RSO0 L, AR B X 2R s 4 25
BAET I E SO ZEE ETE O LR .

4.6.1 RASopathies

RASopathies J&— 2 H 4 i 2 15 K LA 9 2 1
(rat sarcoma, Ras) / 222335 AR 10 ( mitogen—
activated protein kinases, MAPK ) W E AR AR
S FEIMIKEEGIE, XULE G IEAF A B &
I RRIE, ani22a)LZz LB B VB E . 4
RO . BbER/N . RIS 20, s
PR Ie RRRIE 25 & BE G I 25 Rk A iy, 15l
XF PR RHE A T AR R S X RE TR YT
4.6.1.1 Noonan 2551

Noonan £5 4 fif /& B PTPN11. SOSI. RAFI .
KRAS S5 JE DR S5 R A e (/R kst i, H
W ULIG RR AR OWUIEIE . R0 . Rk
K. HMIENE, 80%~90% BB EAAEDNEZ R,
o WUIR JEE 2 O 327 R A DL B, AEAE O L

B JEE 2 i g 2 B2,
4.6.1.2 Noonan ZEHEPEZ K AEBIRERE

R AL EEEBIRERE . O L B . R
oG, WSRO . AT . R E RS H
LSRR, 1971 4F, Gorlin 45 27 52 B8 L) [ 4 4E
M TRk 44 A SIEELEAAE (leopard syndrome ), H
HISE 44 Noonan ZEGIEFE 2 RAEBFERE ., 2 & H
PTPN11. RAF1., BRAF R:HAZ S5 LAY H Yk R
PEBL . 70% W BB AELEOIESZ 8, e U
JE A5 R DL P
4.6.1.3 Costello ZEE1IF

Costello ZEAfEJ2& H HRAS J& R 78 55158 A9 #
ufo (R AL . INIRRBUONFRRE 2 . ER A
HIRGE  MIEFMEFE AU, I8 B0 M | Bk
Mg R 5 P 2 85% MR EFELIME REZ R,
AR NUIEIE , Je RO . O H & P,
4.6.1.4 Oo—TH - JZRREEAAE

o= TH - JREi At BRAF . KRAS . MAP2K1
I MAP2K2 3% R AR 5 5] k2 1 8 e 60 1R &8 1 i A%
g P 2 75% W ERE AL IE R B, B DL
i sh Bk pe s, 2 40% B9 B E AR D ILIE R P20 B
AT KGRI SE AR 2, S B RMH .
JokF ALt BE RS T BRI B A B
4.6.2 Friedreich AIILTE2 9
4.6.2.1 £ X

Friedreich 7 55 2% 1 2 5 YL €0 K ootk 18t 44 1
PRI TR . R RIS LR R 1 frataxin 1Y
FXN RS S8 frataxin B, 51K ZbiA
BT B AA ARG, R TR LT RESZ
4.6.2.2 LW

AP R TE 5~15 F . FEERI I T
HF R EME CHATRE 122 . RIS ), &
W I AR LZ B, AT AR R RE . AR A
PRIG RPN B Bafig 45, 24 75% BB EDILZ &, F
HA LSO HL O A TEE RO WIUAE S R =, 203 H B
ODEP K, O, DERE, W EE
OZR . E RBP4k 35~40
%, DR R TR E N . ST AR
PR B R i 45
4.6.2.3 IRIT

BT AR GRS PR RE P T A AL IR T« B
L YEYEZR P (omaveloxolone ) 1] B ZR A DT A (L DI RE
Pz fe (1, B) P, HZERER (idebenone )
(1 a, B)Y5EEE ( deferiprone ) ( 11 a, B)n[isE
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OETIRE PP DAL R EATT T S I R R
4.7 JERFEAS LI
4.7.1 X553

FGNETER AL R B R B AT A AR R DR
B WTE AR LT AR AE AL AN TR, S B A
IR P2 B D REE SR B o DAL T UL
BN T T SRS C LG DR S 9 o A L,
FALSE AR (7 98% )« HpE BRI 11155 il U U
i AEAZ O L (light—chain amyloid cardiomyopathy,
AL-CM ) A1 FCAR i 38 2 1 3R 3 A 220 LA
(transthyretin amyloid cardiomyopathy, ATTR-CM ),
ATTR-CM 4547 JC TTR HE R E0 28 543 4y 58 AL 7l

MW AR, JEE IR T RN,

TERFEAS D UK FUS 2, AL-CM 2 W7 )5 44
HEAE A2y 24 4, ATTR-CM 12 W7 )5 - 34 4= 17 10
25 31~69 A~ , IR R 2 A X S 2o s B P,
AL-CM I ATTR-CM W] 12 DU AE s i ) o Sk i
o> RGER A TR S RN T DAy 21721,

4.7.2 W

LS HEJRAEAR S RAE (] 7) i P e
TEMFEAS DAUR I AT RE . E—2 25 50T / DR G [
SE HLPK R LI T B e A L Ol AL B
CMR. R . w3k CTA. O LG LTS
R ANE AN A i T2 . HARTURR LA 872,

ELEREE> 12mm + WTFEL—ANETEE, TRIENEZOIR

N
- N
RESREER LMERERR HihnRERR
< ILIRIB (=66 %) L.x3 % RGE
- EFIBRIRIKE (=66 %) - RME, REESMEBEREE * BERRARIE
- ZRMBHEE / SRR B IME BRRG
REBR LDRFRE - BER
- ATREEN ATTR RIRSE - QRS KB E / Zo U E R FEE R #MZANAFRSE
- EER QK cRERR, BEHAERE
- FEESEE + ZRMEEERE
IREWE - RIUPRE RS AE
- MBREKFEEET S * BRZKRIBN AR BT
REFRE
- QAN BRERHORIRE

- LARRT / 2/ LGE s ECV Fts

JEATTR: #BERIREE GEEMA T LGE: SLIEIRIER  ECV.: MBS EF,
| & 7 bl ket hr ey

| ECEERES120me ES—MERE(RET)
v

BOERRREORN. MENRERELER®E(K/A<0.265 > 1.65)
A/ REORZETBXRAMEE L ERERED

=
=

Py
=)

\J v
() MRS () AL . ERHHR . B4 RETFT VT"-PYP ER BiRIE
T RME( ARR U, BI SRR 2 | &
RESME, FESeBALAT
PIORERGEYE  EAMOHEOIERAIRT ke
. _ (OHUER= 2 4 ) 2K, FESEEALST
+*E S ! £ £ =
et PIERE mvemrEomas ATTR-CM BshEpH LA
TR YIE L mrmmmsmmE v
SEE, TH—5ER EESN
A PR BLER )

v

ATTRwt ATTRv

SE WBEARTERIRM, BTS2 RRRALLER, PTc"-PYP. *Tc" fRCEHBR 2 ATTR-CM . BRRBRETGE MRS
DBE; ATTRwt: BA RIS RRIRE R AR T ATTR. REEFRIREE S EUEMHET,

BEEY s D ALR RIS W AR
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4.7.3 KRl
55 HAth A2 U 28 B SR G S 50 L 2 221211
4.7.4 HIT

EB v oS SR 20 SRR R AL

TEMIAEAS IR IR 00 P RR 43 (1) BHLE
s H G TR E T UURRRY R IR 5( 2) IR RAE
A FHAEIRTT o

EtR FEEEUHLR ERERUHE

TEMTE T L ALR = M E MO

LR

B LR
RIBE,; ZOEREERE
A ; SAM 1iE

Mg T EF S, ECV F &
FEHPTREELMURE
BEAAECEZFLHN
/8] LGE

R SHRAUR

ELEREE; FEM QK AOUES®RE; 52 PR EH
AR EEBIEES L ZAELHENIERE, ZOET
SMIEE R R ER Y R (R

¥4E T1 B AR, ECVIEHE STt
= B LE T E T RMEES
FH=, ECVAFSE );
= TOMUBERRERALIE LGE

REEREEBE ELESBE
ZAELHIFIEE; SULEY K, £ H9IEE; SHEN
DERGIEETRTNAERERS L RE AELEY K
NEEFHEERKOORRE )
Mis T ERZETS, ECV IS, WE

MHOAET R EEMLH LGE

s T EEBSRE
EFE, ECVFH
= FESMEN
B 2K LGE

i

7 SAM: W GE B Z AR BT T1 . 4o Sk KT el

4.7.4.1 FeRYERIT
4.7.4.1.1 AL-CM

AL-CM 3697 B br 2 5 0T i 19 100 2 2% i
U I 2 A A 1 A AR AR AR IV 2 G2 ik 1) 3~12 1~ H
Ja PP~ RS IR R IU R, 4
DR IR TR Z UL, W BE DA fAOK R St )
RIFC 1, A) P
4.7.4.1.2 ATTR-CM

AR I AR D B OE RO R E
(transthyretin, TTR ) PYECREGENGHA Y TTR 73
To FARMRIRE—F IRk TTR B2 € #], 5 TTR 4
RARZE A B 1 LA 25 AT P AR, HEFER
RIETRIAYT NYHA D IIREr 2% 1 ~ %A ATTR-
CM DIFEGOMAEERE R ASET R (1, B) P, 5
— P TTR 25 7 Acoramidis DL X AZKEAZ R (RNA )
T 259 Vutrisivan FJ7E T 1 1 PRAE ST A s AT
AR ATTR-CM BB 1 2 BRAE TR AL L4 4 K
g 22520 Kok FIARYY ATTR-CM .,
4.7.4.2 I RAE S G IFAERIT

TE A AR U L S A IO 0 30 vl 1) 07 455 7
AN B YMAIPR . PR RES N EE A A I e B0
HRH, EBOEEHA B 2B, ke fi
ACEI/ARB % P27

F IR | AR SR RO s BBl R
Jeit CHA,DS,~VASce PEA 0L, 1EToAE BiE i
PERAIY (1, C) P, AL-CM SBE L5 IR .
THALTE H I DA R P P I 5 A R, FER IR0
B s R HUBEA T Z 0T, B BT EEG IT R £ A
XU B, Hfh IR A E S A IHEIRIT T B (B
FOR IR R 8 PO NESE M AR AR 12 T 5 iR 7 Hh [ & 23t

) B,

ECV: 4fashaFR; LGE: $LAERIEE,

4.8 At LAz BB
4.8.1 LIEEEAS

D WL A 2 —Fh S B A S D Lz 32
PEIig, DLy ZE NS 1 2 LR LN FR B A /N
ZRAIBREE AR, 678 T B R AR E, TR R
N LVNC, {EARKRER IS, TR 2R otk &
AP IEECE 2 RBUEZ NI S AT, AR
ZHTA I “Bom e iR, SO RN R
fRULVNC AT REE A 7,
4.8.1.1 LM
4.8.1.1.1 IfRZ W

JEPRAMRLE : 0 Ty 380 DR MR TP L
SRR = RRR S, A Ty 3 R A L I R
FEB PN, IR TR P M = O AR
-2 E RN b e

SARER A AT TUOARER L MNRE T BE DL R4
JEAEBUR LN 2 B BRI Z PR ZEAS A0 LS
F, OB IR BEHEECR 2 SER)EN
FEAE RN >2.0, JLEE >1.4, CMR R A9i% Al >2.3
(RN JLERREM ), ARSI S AT & 420
= AR 20% DL P

EMB: 2 HFHERRAE AR R 4B 4 s .
4.8.1.1.2 FEH 2

HEAF I RI2 Wl LVNC H. 2% FE A 7E 55 I8 1)
B MHERA TR T, B) P
4.8.1.1.3 %52

LVNC Al 5 IR 0N RSO =P 5k R A, 75
5 HCM f& DCM M4 5], — e oL, HCM B
B ARG, B TR A /N2 8] B
DCM JBH EREZ Y5 H, O IEEH H = R
H/NGE R ss . {HFR4> HCM A1 DCM H 3 7E A SRk 1
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Hh -t T PRLCo JIFE 67 £ i B L/ N ) S 1S 22
F/NREE] BEs A, $L 2= A RIGAS] LVNC 5932
FRifE

107 RTINS 311 o 2w N S B Vo ST 1
{EITCTR A WL N B B BN e i i, &80 i e
BE T PO WU A 4, S0 55 1A
FRBERR R, MRS IS5 5 S0 T
SREEZ S, SRR Y,
4.8.1.2 HJ7

B IO EIIRYT G HABI R 5 R 0 T 5208
T 225 O E AT IS R . Aiin T
FAHHRASE (a, B) ™0 XEIR0HEL . B
fimfetesE . ZZosmeIgs (1, B). ZALERE
BEfRARE( Tb, B), KN RbuEERT 2

I SEARE SR U A i . AEAR . NYHA 0T
REST . SR RAAAEE MR OB H . OB
DRI I 25 PPAG DR 2 A A A ICD LATIS AR FE( [T a,
B) 1001
4.8.2 Takotsubo ZEH1E

Takotsubo £5 & fiF, WL A=t FR W 301 O WL,
SRV —ad Y A 0 B RE S B PSR 1Y
OIS P
4.8.2.1 Ll
4.8.2.1.1 I RiZ W

(1) FEARFVAAE : 5w W T 200k N e
(TELF BRI 2R ) M 300 o i A R PR e, e R
B RO g T E DR S IR,
I R ¢ B 5 201 5 AR 3l ik £ G 4 Cacute coronary
syndrome, ACS )+43251),

(2) SEEEM A a4 LS H F A BNP/NT-
proBNP 7K F-F+ 5 .

(3) DHZERGA . AT ST Bedfm . T B A
QT [AIHIHE R .

(4) SARARA . 4R ZHL Takotsubo ZEAIE B
HABERT LVEF B R FEA%,  H 54 Be o AiE fse T
B HGN EHEARSG . 2R CMR /] L. TR i, R
R TLEL LT 4L (B CMR #2425 R W LGE ), CMR
WA O E FIRLLNEE Takotsubo ZEAAE I R AR & .

(5) ARSIk S A D E i 29 10% B
[ IF a0, (R Bl ke 52 Fie ULt AR 20 ko
ASFERE N S RS F AR ANICAC . fe0FE T R
A LAHRLE AL IZ S, fe e DL O ARER 2 3R,
TR TR, OEPE. SRR R
FREIN A2 R RIS G e O B T R

4 5512 Takotsubo ZEGME B4R iE 7, InterTAK
S T UK 2 23) B,

InterTAK 4>

[y T ()
B 25
BEEN 24
BIRES 13
7 ST BRIE1R 12
LEELAESTS 11
AR GER 9
QTc FEK 6

7E:<30 43 Takotsubo 4R &1E BT A1 <1% ;30~70 43: Takotsubo £ &

AR / el B >70 43 Takotsubo LR &4E o] §E 141X 90%, QTc: KIEH QT
IE:
4.8.2.1.2 %52 W5

Takotsubo Z5 A5 iF 75 22 5 5 5 20O ILRE SE A1
SO IR A Takotsubo ZEAHE H & 1Y LS 2
F RSP 3800 H TS Y TR XS 1 ACS SRE AR, T
BNP/NT—proBNP Ft & 8 B & .
4.8.2.2 iHJ7

Takotsubo Z5 &I SV W 96 TT DA SCHRHRIT N
&, BRI S R A A P I ARE ((a, C) PP
XTEHO S EE R EE, EEO TR bR EZ
PRAIT s XM TF LVOTO & 2.0 DI REA 4 9.0 Ji i
o, TR A & BB LR B e 25 itk 1 7
SCIEYT s X ICH . LVOTO {HI: & O AR TE i1
B, 2B T A EEN 2595 2596
S7 IO B, AL AL B0 SRR R 4E 7 1L 3
J1%RE . KHNAYT B2 RFEHIA AR,
4.8.3 HATHENVE A RO NUE
4.8.3.1 & XFI3H

HEATVEUE FRAS R & — 21 i WL 4 25 74 Fn oy
REAHSCHE DS S5 R st AL e . Horb i 2 %
O LR AEIGIFE Duchenne BUUE FRA KR ( Duchenne
muscular dystrophy, DMD ). Becker %I JJl & FEARR
( Becker muscular dystrophy, BMD ) 1 Emery—Dreifuss
Al & 32 A K ( Emery-Dreifuss muscular dystrophy,
EDMD ),

DMD #1 BMD ¥t gt Bt AL 2246 85 11 ( dystrophin )
f) DMD H [R5 S 5 | ST L2 4 4 1 D RE B A S 2,
(R SR v ot ARk S M SR R Ik N4 b i A &
ae. — &N X EBMEE L . EDMD %5 1 g
TR AR 11 A HE R EMD (G A% 27 )2 851 A/C( lamin
AIC) FREIR] LMNA 78578, Horpr EMD JE[R28 5
R X BRI L, LMNA BE R A8 S5 80% 1 2 5
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WY R SR, T R e IRBR B A Y
FHLI. SUNI. SUN2. SYNEI . SYNE2., TMEM43 %
FEAR S v S8 EDMD,

4.8.3.2 LM

DMD/BMD S O EAZ R EZRIA DI K,
AR IR OURE A O F R AR 4 P L
TG S A B2 Y 0 RPN 40 2R 1 R o)
B ATRER . EDMD BEH WG ZEn ( EZNN
154115 S VI NI 1711 ||/ SWA = LTI~ 13
7 o DA BRI 532 B, w0 B sl |
LNl O DL AT B, CEA R RS
WS EEFRA SCD. ZWIHRA A IRRER . XK
R LRGN G A A P
4.8.3.3 JRALTEAL

DMD 2 J% ., 6 % B 25 25% 9 % 1 DMD
HONZ R, 18 Z itz Rl 00% ™, K%
TBYT I DMD & Z7E 20~30 %38 T O i BE 7535
FLUHIRE VR 9T AT A K i & 30~40 %7, BMD il 2
WL DMD 2248, WU A4 Al ik 40~50 % 5 K .
EDMD 3 % 72 JL#E s i AAE R W, 2 7E 20~30 %
IO B
4.8.3.4 1697

B i - DMD B EWTE 3 B 5. issht))
AE T FERTIF A A0S IRV R . — e B HIT Ik,
B H H IR e EIR e E 0.75 mg/ (kg-d) Bt
A 09 mg/ (kged) ( T, A) ¥ fREE I J2—Fh
BT BT R SRR, N R WA (1,
A) P BMD HBE— AR MR, Bk E
HA IR,

OMEFF RAETRTT « COMEFF: R AE S 500 T 1) Gt
K2 . DMD & F W ffi 1] ACEVARB I [ i 37 {4
PRI AT O AU E DR (1a, B) B, 013
BT S AR . BMD (9343975 DMD AL, B
KTF O EZ 2. EDMD H 3 EAL SR Oshid
SR FEAE A GO R ERS , RIS % R S AA7E 1CD
FAFRAE( Ma, C).

HAIRI P EIERERIRYT . BIR R, IR,
BRI FEANRHIE TR . DMD B RIIRYT B FE
ARERAE,  ANIAYT IEAEIR PRI B B
4.8.4 S5 A0 IR

gh A OG0 DL B R R S A R
(desmin ) ) DES SRS, WLEF4EN S5 1 58 T
R, SENAEIIRERRFA G, SH Yk E
sk A5 P e LRI R B L T

WMITEHFCIZ R Bz 2 LT B Tl
WL, BRSO R AR
ORI O IR BRI S R B s B P, A Al
IRZREL . LR LSRG B DL K PRUAGH I 45 SR v 3
ITI2Wr o 2 H M JCRRRORIT ik, FEEXE
1BI7 .

4.9 Fi SO

TEAR B DK AEREAL | v I 0 PN 3 S 4 A
R ARSI RS, ANE T E L E
ONURIERE, AT r AR, 20T %8012
8
4.9.1 etk

BEAE B ke i PO U, i ™ B e AR Bl kg i
EAF YR IV (1 PR 17 NP T AN 4 B X F A 2
A EIREREN . 2 WbRifE (1) WA Y™ R
Sk iEdE, 2AHE PR IEZ — . BEAE R
1o I iz A el R AR A S D IR s A2 T sk AS T
Ko SCATAE >T5% W7 5 WIS DL B i s AR 3 kA7
TE >75% WIBk7g ;(2) Ao B DReRENS . BNP FIALAS
A B TI2WroR 1S VRS 8 O 3 KR CMR
AT IO IS 1 5 268 s ARk CTA FlEik
Bl kit 52 55 ] AL AR S BOM AE FR I s BT R AT
T AL E A2 ( single—photon emission computed
tomography, SPECT ) W] FH-TPEAS BT O ERETE
ISR S RO UBR AL . O JIERRIR AU 4R DI E s PET ]
VAL OIVARIRE . 1697 AT 2% (P RS bk 2
BAERE LW A e ) Y,

4.9.2 = IMLEAEC IR

BRAE AR i Hs M O R L RS g I s S S0
TR, LAZE OB XS FRIEIEIE . O WLEF4EAL S
IRERERF ARFE, OHLE SV +RV>3.5 mV 2355
WP A5 s O SIERT CMR o] FHFPEAS O IETE
AFIRe, HERERE — /N F 15 ™Y 20K AT
HONUEIEAE, IRIK T %,

TBYT I G ARG 7 XTI B 25697 45
DL e ] e L B4 R ( 2024 AFEITRIZ ) =2
4.9.3 4RI IR

REAEFR N 3 AP U, 35 SRR s O L
PO A HUIR PR R O L

W PRI O WL A5 2 1 TE R IR AFTE RIS LT
o B 75 0 Bl R FD CMR 55 32 4R 0 JULSS #8) A ) fig
AR T HERR BRI I S AR R e TR R A
T SRR, ATk IRERZ A, MR 4E s
REZ AW, LVEDV #5I1E% .

S




——

448 T EE A 2025 4F 5 H 55 40 4 55 5 B RS 323 8 ) Chinese Circulation Journal , May,2025,Vol. 40 No.5 (Serial No.323)

BEDRIR S0 . S . A8 R A (B )
SRS ILAE, YRR AL OIS P RyT
TR T, o, i I RR R A A
DR FERZEYGTT, TR0 b R IR B iG 45
(2024 Ji )y Y,

DR R B kO UL A% 24 ol HR AR B 5 R 1
O WU, 5 HERS e 1L A0 78 1M R 254k G I, 296
J7 R IR Sh B S 1EH 5 6 A~ H D IhRE i 15
IR P, 2 19 HUIRBREEAE 23 & R HUR R
PR, HBUEOEDIREZ M, TCEE v EUL
JEPEARTE P, Graves JREfe i WAYIRIN . 36797 H o
VR HURIE TR, HIkBLH T . B ZAARBH
A TE LD R EER 1T, B) 7,

4.10 L0 WL

O P LR F 1972 4R R AlRaE, Bk, £, W
KNP T EPOHESTF 2016 F1 2024 4585 IR
BRE RATHIE L Z AR, R T XHZ BRI
PR R, AFE R T4
4.10.1 & XL 55

O P U 2480 7 & AE R ZE i R RE ) 55
WS, HED1 RO L 4EL . HUWENRERE RS . da sk
H I RE AT RN = IR A I PR B A — B Y
WP B2 )y 4 B0 PP R O DR AR S
Z UL F IS BBl . MEIRIE . AL ;2 B
HFYfe ., 20T R WANE ;3 B LA
MEFLEACTAE, 20T 050 . REE O I 5 4
A AR R DU . (PRS0 LR ), 20T
PSL O IERAEAS . RZEM . RAERIESE

R B E IR EE, AT AT =8 27.(1)
BRRE (WIRRAEL ) HBLO AR BB AR A R
{HL ¥ TC0 i B s Bl B MU S RE RS AS 5 (2) .
L 5 S S5 K S8 a0 R MR RE A, fFREA:
Yivr&E (BNP U R R IREE )T A (B 0 b B
Bl 3)EE : AFELL T —Fha ZRelE . O IR
RETEM ( 2O I B < 35% ) 5.0 5ids 11 &
ZAAFE (ZEOENRE< 20 em/s ), = 35% [/
O RERFLUL AR IR Bk s (O R er 4tk . Rgliiz
. WMAEEARIE . RAE ), EELALHHK (X
DEHATERE =5 em, ZO0BEAFIEEH = 50 m/m’),
KRERrEtt / Ak APEO s

Wk 9% %& B, MYL4, NPPA. PITX2. SCN5A .
TTN %532 AT 8 5.0 D D IR A 56 B 0D
BShFREE RAE . O Tl . IR OIS . OALR |
L P9 S A FILIR S A AT 4 O P R

KAt BAERHIG, O AR, g E
P B 5.0 5O R I SE RIS KT
4.10.2 57

Pl i . BEIRI . R L RIS 2R
FHEFH ACEVARB., 88 [ i 32 AR FE BT 5 55, nl BB
S0 Dy U JULIG B a0 S 121290 HERE A 10 i A
L s Esh i BB PR T (1, ©) P9 &3F
BRER RO H F, N R RIS, A
FER BT ARH 250 . AR (5 ) A A
(I a, €))7 KIFFEREREOHERY &, #
WHEAKAGEFEES (1, C). &0 3EmRE N
BETE R HERERY O TR AR IE YT
5 DAFEH B EEE
5.1 HEAEEH

WO IR B E D24, (RFFIR AR IR
i, PERATEHE L ( body mass index, BMI )7E# 2431l
(18.5~239 kg/m” ), XtFRACELA R, —MrihEhE
AR 3 g/d, A AR HITE 1.5~2.0 /™,

RS AT REIF A& BN E HCM R 3 H S AR 12,
ANV U BB IR . W IR BT 5 RO JULET 4
b, DHURIE . DA oD IR, @RURE
FEURR R 270

XPAS NI FE . U 3 a0t A 56 [R) R 1) 5 1
TABLEC LS 88 B A AE O 3EPEAS AT DL R B
RIXFKEE, I REEA RO E A2,
5.2 EsER

O IWE RS EAER A SCD BB EN, iashik
I RE AT O B — B, F, OAUE
BEW ARSI A Bizgh, SO EA. MEEE
ZWFFE RS BB, X0 AL AR 138 S i U PR
—MRERST, T BRI )32 Sl KU PRA 27

HEREFTAT O U B8 E A 738 Bh Ak T AT AE XL
BrprAl ( T, C), #HEFERTA LIEAh AT LAz sh 0 AL
R E M TR R R (1T, C) O
WL B im sh i W26 24, 1B BhAHCBETT EEI W2
25, HCM B EE S usaE oA E R0 LS B
B s P E L R IR ) P
5.3 LFREH
5.3.1 fE RGBS A

A A R A T R F A2 A T I AT e KU
PEAL , 225 00 B A T A 2H 2 (- modified World Health
Organization, mWHO ) Z# 77 1.0 Ifil 57 JRURS: 432 32 27
M CHE R A D ERR 276 T 380 (2016 )) 7
RO TR Lo PR AU AU 392
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DAL B HE R

HHERNL

WHESR IEEKFE

BEEZ AR

EREAMHEREBMUSTERSRE / THIZ lla C
TR RS AE LVOTO REMFLELAEMHOERE, CFEWRERENTERRERLES, TXESRE / ZHash Ilb B
HRLHHMAE LVOTO REMNFLAEXAEHVERENSRGES, FRWSRE / ZiEw Il
KB Lm
HEEZAMEREE S B LMNA 0 TMEM43 BiR T SEHEIN )T ED / S2EEm lla ©
AR, BRI HEBCETT LVEF = 50% B EHIFLANERAEHOERERE, IXESRE / THIZH Ilb C
TR, KL HRBOETT LVEF 40%~49% BEEHFLANEREMOEELERE, TEERPREE b C
HER. LVEF < 40%. FHEBHFRNEXRZLOERESIES LMNATMEMA3 BREFNEE, TRWSBRE/ [ C
ZREE
BOERE MR
T EAEE 150 min B3R EEEN Ila
TOREE / EHOERERE. TTAUREERKR. CIREHMREERE . TUHRHE <500 X 24 h EEZHIFLNERE  |b C
HOEKEEE, TEERR/ PREESH
TRWSNEEEzs), BEEREMAMEERIRBMS i B

E:LVOTO: 7 i Eim A LVEF: £ LRSI M8

EEE s ssmiEsmEmingin

HHEER EEKE

WHEERIAGHN HCM/DCM/ACM BEEERIH 1.8 I C
HCM/DCM/ACM E R RMHERIIPEME, NEESERBIH 1K, UHEBEER. 347 SCD B2 E Ila C
REVNAE R BEshiB XFER SRS N E D FREE HCM/DCM/ACM BF, KEEST 6 AR 18 Ila C
#H SCD SERE " # DCM/ACM E%, NAEEE 6 NERET 1K Ila C

SEHCM: JEE RS DCM . #3K B L% ; ACM: Bub K % M 0B SCD . (MR 3E, . SCD S EA . DCM. tni#EH LMNA.
FLNC BU%sE %, ACM. tn##H DSP. TMEM43 BURE S EH S MER TR,

5.3.2 #EURIAA R

mWHO T %KLL F Ry R =R, O s %
B RIRL S 22 RHA R G, PO DIResh s
Ak, ANEIEIRE N AR, G B S ARRH
A A LA RSO (1 a, C), O rEishi
BRI A R IR, AR E G 4,
X4 (1, C). i FEIREE 2259, Wik
B . BTER% /K . ACEL, ARB FHENEEZE( T, ¢ ) 7,
5.3.3 Srif il

RO LG ZE A . NYHA O IhREZ» 2. O
2 T AR A 2 XU AL TP A 2 068 P B[]
Ko BF-FHEIE. PEERHEMEE . M E AN
[ MR O TR AR E RERE D LT
MRyTEE Wiy, Wi e = 1, ¢) ¥
534 JFJRER

7 e R R R DG R IR Bh 125 AR e, T
TG, BRI R 24~48 ho BROI
ARSI (mWHO 1 / T2 H NYHA O IhEESSR [ 9 )
HAMRAWILIAZE 2258, SRR R ZLIR SR
( ]]I , C) [273]O

5.3.5 JALRHIT AR EAL 77
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