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DAL BRI F- A, 25 IR ERESN-E
BRI Ty A L7 72, bEICBITAL TR
MUWRBEDIR BEL) A, DAEOBEFERBIZOEE L
TRHESR AR L2, R A NI A4 VARSI BT 4H
EUAREIRSEO—BI L 2 5 Z L 2T 5. 41k #ir-
LHROERIIG U CHELEI SN I EDEEND.

%@:ﬁ
v Hﬂ

BIEEAEIRITEN B EEZ SN TE 2D, HED
JEFIFIEIZ LY, —ERIIBW T —EDOERECTHET
LI EMHSNE RS TS, SR LQTS OB HREILK
2,000 A2 1 AEdEsEEn Y BrS bLEMFTRICE O
CHRARIZ XD 2,000 ~ 5,000 A1 A LA ST
550 LR T VT THREDE L, HAARATIE
0.1~03% &SN Twnz™,

F70, BEWAERILOEZERIEOEZE LT RETFO 1
DTHAH. LIEZERIEIE, KETHEMK 20 ~45 TN, Bk
JHTHI 30 HIC R A EHEENTEY ™, 20 70 ~
80% ILTEBIRIE B 7 & DO EM LR BISRER T2 P &
EFECIIFRENOERBISER T 25 E2MET L, JEERAH
B B\ NINIENRIEZSRIED L DSFH ISV EE 2 B
TW5, DAENIBIF A OEEICITFERF 8 ~9 TN E
HWERTSNTBY, BAVMERL D A M UBFFEIC L) S84 %
HEDSHE SNTwa Y ENOHIEEERETIE, 5~
19 BED TR Z IR I A ZILAE I 2 ~ 3/10 FAT ¥,
FRE TS 22 % 2 B R D R & FRD T W IEIRIEASHY 20 ~
40% % 5®, FO—HBIZ LQTS, BrS, CPVT 7 & D#Efn
ARG ENDZ EATRENTWVS Y, S5 IZFEEAR
B 22 SR FE B3 % k5 & L 72 18 A% 1 &) B (molecular
autopsy) WFZE T, AFENRBE BT O/ N) T > k28
WAL THI 20% HiTf% 7, HANERITH 10 ~ 20% 12
FsESHTHBY ™) EEAREIRAE L JRIER 2 E

11
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BB % FRO T WRIRIEIC B W CEHE A #% F7- LT
WBZEDTREN TN A,

EAEHEAEIROFIERRTF ORI, OB
P B L ORI E 2 ) 55 FREORERTICH 5.
Na, K, Ca 7 ¥ A NVBLOZORETEEICIN A, Mg
MemEn, MigEEan, BERTFL2ExaI—-F35
BIEFZBUT BN 7 > ME, IGEEMOE, o
oA, RIS R, NEIREA O
g5 ([E@1).

VAR, EEMAEIROFEL, 22531 E—0RN
YTV FDORTHEINLLDTIERL, N)P=vr
VA7 ZAATIRESNDEHOBZTF NI T ¥ MILS
SRT-HIRE DB ENTH 2 ERER IO SR
(clinical variability) R ZRMNIZBIT HEE (penetrance)
OEZMART L) ZTEETHL, 512, IFEDNA I—
R OBIR TN 7 > MR T % a7 3B R
DRENRFIEICS- L) 22 L% %, BrS ICBWTHER
H B OB D AL 722 & O 7R 2 L3 B AR AR PR
REEME ST, AEREEL RN I DI ENMESINT
l/‘z) 25-27>'

PIEXY, EEEAERIE, BE—0ReN) 7y Mok
D IIET BIEBID S, OB NP E LA -

DB R EEN E L

+30mVi

ICaL

EAD
&

K )

! i DAD
IKs C .'"“‘
N— Y

—0mVi  EBEATSEES I
D& R
I T
./\——i~
Qs QTR
i [EE

E1 EEERRIROS FRE S OEEENEN

RHHEREEE DSBS HIEF E TR B OREANRT M T4k
L CHES 20D 5.

2.

2

EEMAEIROBINL, ERRZH & EFIIB W55
B 3078, JEHIE U CHIRAIZIIDMER SN, 22 2
IEER M LQTS Tld, LQTS A7 (Schwartz 227) 3.5
B R F 720380 K3 12 FHELER T QTe = 500 ms %
BOLEA, BrS ThiUTa 7 FEIST A2 b))
By LEXPT R, ARVC Tl Wi#H#ECTd % Task Force
Criteria 2 ESHWHN S (FEEDOBWIILIEIZOWTIE
Kk s, —J, TEOBEFIRER M ORI L
D, %5 LHMRZWIEEZGHZL T WERFT
HoThH, WYY T v NOFEER L LTHITICES
FEFISEEINL T 5. RGBS TRl m A o LS
DNTIFEMRIZBW TR 5.

FWICELIRRE LCIE, BiE ©F v, o, VF/ L
Bk EOERE B L CEREBEE 22T 52568, BIE
RTH - THHHRE - W2 2B 5 0B L R

LQT3/BrS LQT2 LQT1  ATS ERS
PCCD  SQT1
SSS/AF

SQT2 SQT3
il

lo / ‘R

-

s

EDENEENENIE A 4V F v RIVER (DEED). A 1 BEETEIRICED D OHREED T RFISEET DB TIEAENR - DEHE.
EAD : RHIEBOME, DAD | EERHRDME, /v @ DM Na F v RIVER, o —BENDE KER, lca i LB CaF v RIVEM. ks | EEETR

M KER BRMD). [« EERRE KBR CERD). [« NEEER

4 KEBJR, NCX : Na'/Ca2* 3Zi@#nE(k, RyR2 @ DFUT /I UERE

&, CaM: AJLEY 21UV, CASQ2: HILEIIT XA MUY 2, SERCA2: B/IE&ENDILY DLATP 77— 2, PLB: IRRKRS /Y,
DSG2 : TREILAV 2, PKP2: 7507 41U> 2, DSC2: TAEIUV 2, DSP: FRAETSFY



Mradie LT s N2 E L0 H 5. JoRIELQTS X
CPVT Tld, B8 L3E L2k Wh %<, BrST
IHER - ERRI SO A N ISR LR T W Y, BEERD
SR BERI A BT 5. RIERE (TEIUL 3 S
FC) OWHUIE DO TEETHY, 2hbTRRKOME
AT, ZHRI0 (& U2 40 LT OF4EE, K058 1H
FHIZEBHDEEL), TADA LTSI TWIRER,
HEETOR=ZRA=HHiAA, OAEOFEAZEIZIEE L
ICHEEERET LYY, $72 QTEERS T VAV ELLEN
b, REIREER L D 23R ORI OV T HERED
HETH L.

SR RAIZ S C OBIEEAREIRTIZIER Th 57,
LQTS O—EBOMAREICIL RS e, FEEAYBaS, TUL
B EORET R ERD L 2 DB, BIEBELBH
FEBECTHL. AL LTI R2FELERIEARATH S
A5, QT @R J 3%, ST-T PIEREICIZHN - HELEIN D
L7280, BEMOFREN L LFHIATERE SN S, 24 FFH
W& — LB A XY MOERIIAEIROBICAEK & D
MEEHEICE A CTH L. NHOMRETHFERAFFETE
NN AR 0 SR SERI TR, BOEHAIEIRD ) A2 % 5F
L7259 2T, 7272512 1CD DG & 7 5 WA,
HiAARIL—7 L a—% (ILR) ICXAFEHLERE=5Y
YIDERRBFICER TH S, b NI )VEB AR
1T LQTS BL U CPVT OFZMIICH M TH S, —77, Na
F X AIVERTERIC L B AR, BRFEEOI TR
RIST EA%Z5HD 70 H DD BrS 25 SEb N A ERNIZ B
WCERSN, 37 FELLERDHERE SNGEIIEBH
PHEET 5. NS OFFEABRITICHE DEAENR T 755
T RIERMED D L7280, FMEOREMT TEMT RETH
. F72, BRFEEY (KT, Mgt &) 3AREBIRIEA %
LERFT RIS E Y K3 720, b GHEZT).

IEMEAEENR CIEEHT & LTS A2 2B R R % 7R
DRV, ZRUAEIRC O OB B A B 5 HAY Tl
BRLWIIEZETH L. LB B A RO MRI X
ARVC /ARERIEMELAHE (ACM) T 3 Y UFHEED I
WCEHTH 2. BRAHAWMA (EPS) 1, #EMAEE
IROFZZWITIIV—F 14T b2, BrS TIEES L
JEBNZ BT EPS 12 X A ANENRFE M ORHIAY) A 7 J&
BHbDZEZ L LTHWONLZ DD, =B, BIEZVEAR
BIROISAE S L OFH I, BEMNEROALZ ST, 4
Wiy - PR - BRBEENASS-T A 720, BN L I
SO EREEE 2 TRATHIN AT TH S,

£1E 68
3.
BEEZFNRE, MGEORE,
BchovteUVd

BIZEAIENRIC BT, BIRFHIIRERLEETY 1Y)
Y7, Bl ENEOER, PR, BEEBIUR
OB BRI, S HICKBEORBEIICBWCEEREH
ERICT. INSOREARNREZT, BYY, ARAEB LY
BEAIZOWTIE, [2024 FFEETHCOIRIMAE BRI B
DGR L BiE A ) Y SIS AAA R A
YT RBRENIG, RETRATA KT 12beD
& EEUAERICEEORS Y MO TR T 5. %
BREFIMAETHEE S NN 7 ¥ M, KREFRE S
77 KWL (ACMG) OFE#EIZH & X, il (pathogenic:
P) - WAIDOUFEPEAE (likely pathogenic: LP) - JRAYE
FEABH (variant of unknown significance: VUS) - B1ED
REMEASE Y (likely benign) - B (benign) (234HE 1
b, F2IELAETARTIA T, WEOFERNEEZSZ D
N7 (P, LP, BXU—ED VUS) & [k ] L E£H
LTHEY, ACMG 7 A K4 OB En» 25T L d—
LW EICHESIN W,

3.1
BIEFIRE

A TEA R OB RIS B A EZ LT, ROEE
FIEV A7 2 FRIL) A& &I, MFHMTHA SR,
TRICZTWIN D TREME D D B, ZORMEEZ R F 2, #
REMMAEOFRFIIE, ToadiHE 7+ -4k
YRV NEATHEEBIC, FHIE LCHEE Y ) T
VIETH 5.

BIZFHIRAICIL, 0 F RSB, #BaE s
M, MR EFENZIED 3 BE S 527, &
REARERTIZF L LT FREESIZINESHW b
5.

—fERYICIE, RREIMERA S 72 2 DNA 2L, 3
TENX L D A T % [ RE L FEAT W] RE 20 IR HAR S — o
B — (NGS) & AT AT E 7o T\ 5. NGS FFT
1, FRATHIERLC L) O BB R ISR L7 S
fEEtt, @ $XTHOLY Y VHEBE RIS 5810V Vi§
W, @&7 ) LNHEAE R T 527 7 MRS
L. BIEMABROBECIB WL, TR AEEEE
FIXBVBEWT DN SN L Z L%\, — T, FrEDE
RPN 7 v bR eET DA%, NGS TRE S
72NY T Y DOMERENIZIE, (ERETH LYY A — N

13
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Hwbhsd, F7z, HBMREGRERLEE 2EOIE—
B4R, NGS 7— ¥ T CHEE SN B 132, 7 LA
CGH (comparative genomic hybridization) #: %> MLPA
(multiplex ligation-dependent probe amplification) T
AEli S L%, LTI, L DB E N 7 2 P ORE
2> 7)) = FEINGS B VLB EbH L. ZDL)
AR CE SNz 7 ¥ ME, — i ERIToOME
BEAIOSNA, PREENHEE R 2 AR CEHE L 729 2 TR
B OBEAIRE SN, RIS (2 S5,

3.2

Mig&E DIRE

FEIME N IRBDFR & 7 903 7 2 M ASEE S
iy, MixEICHBEAIMELIT, YN TV RO
HEEAMERT AL (WATF—FRZ)—=07) 1F, £5
FEH OFEIET B R FHZWT - BN AOBLN b EE 2 E
FEAETDH RAREMEE L, FANORIRIT R E MRS
BEELIZ, BIEY AT DB D IMBEE 2DV CRIBAIR
TAEMETT 5. BEWEAREIRTIE, N T2 N ERRFEED
KEETHLLEDDH Y, BRI RO TRKDFEREY A
75T 52 LIERETH L. CPVT T 3 VOHIET
FRER ON) T U MREEPEET H2EHE) 255 <,
LQTS OREHIIHEE L SNTBY, BRI OM
BT EDONWT, RISEE D 5 AETHRERLIHE N AT
ACE L.

— T, BEEN)AZPHONI 728 LT, 5
SERFI R EAEE A E NS T T 52 LI TE LW, 2072
O, MAOBERLRF, BEIOWTTHHICHHL)
2T, BMRICIBBEIT VL) VT RBEAT A LD
RSN 2,

3.3

Binhootvd

3.3.1

ERFEMEIC &L DEEFNRBEDRE
HEWAERD D B, ERME LQTS 1283 5 #EIZFH
WA PRBEH S TR Y, IREREEER THIUIFFED
Wik FHE 2 L E R 2 SRR CH 5. SeRME
LQTS DARHEHIZH &2 2,000 A2 1A (0.05%) Y &35
SN H IR, TERZAFZEOBIY T3 Clsifs
SEMIMRADSE S FERWREE e o T\ b, —5, LQTS Lok
DAL ARVC, T 3 Y UFBRER &N 485
FHRAEIIRBREE SN TB 5T, BEF I EE LT

AR LB ) A SR ETH 5.

AR R FERE B T b 5 % 2 WKL TH 5 (FhE
MEFZ 2OV TE, EERERTFEETITEE SR — A —
Vi ERBI). 72721, E{RSRIBRAE O T HEIL PR R
DOFMAZ 20D 5T, MIRFEHEIM @z h 7t~
7)) LA EETH L. BHTHTEBSIND
BRI OWTIE, [REFTEIREASE D 5 ftisx A e
WCHEAELTWLH0E LT, WHEARELRSIEIF
PRIRIRIFEREES, o L 3B SE MR CEM SN2 LT
Wb,

3.3.2

EIRER B & BT FEESBPIGE DN E T
LQTS #Z L& & § B M nEAEENRIL, KRFEIEERET
Ho THHRIBW - ML D FRULENMFETE S, »
bW % actionable % EEIEHETH 5. £ AvRgetafk
SEVE (M) EEETHL I ens, ERFRRAEITR
FAEMAFHE KT BB (DA —FA7)—=27) &L
THRAMUD . ZO7-0BA I E 6, JEERAEHE
& & B n TR M OB ERE M - BRER Y v
T—BLOHZEEEMEEMS S L, oIS 2EE L
TBLZENET LV, TR R & TS0
L0, HROMPDTHEALTBY, Zomrbb#Efa T
EIRERM GRIZ A v &) 7)) LD LIEE 7> T
5.

3.3.3

RHIER & ZEPPIRES
EEERIAEERZETH LAY, FIEY A7 I LERP R
FHOWEZ RELZITE, WhW LIEEBEROIME 7
DSIE - AL FEIASBEE 70 o 72307E, /R (& <
AR—VIRE), WA, MR - HER Y, BEOTA4 T
AT —=n Lo R A COREBRELEI R R T
B, /NEIEBRGE, TEERERARY, R, BIETEEEM AN
TR L, BRI RIZOWTHEF IV T 7
Eal U CHEENCIE T A5 Z LD EETH L.

4,

~
=

BRTEAIRO—IRIL, MEAEIR T H B A 2SR A R
e ThoTh, BOEEAEEIRIC L 5 LIRZERILE & 727
VA2 ZET 520, ZTOTHPHEHDOE - bEELH
HThb —HhHT, $XTOBEPE)AZEN)DIFT
137 <, IEMERBITE EE)2) A7 FFEfilC b £ O &, ik
DIEBNIS U708 2 PIET S ED D 5.

ERE LT, EEHIRZ EOAERRE, SRR &0



PR, RO OIZEY A7 BINIRTE 5731 AR E
Wb, TN REHE LTS, UIEZRIET i 2 B &
L 7-hiA AT BB 2 (ICD) R UG L el /- M=
N v 7R SROAA RIS Z: (CRT-D) 3% 5
B 72 BEMTEIARICHBUE O LQTS % CPVT % &2
LT, A DB AR DI Rl (LCSD) A8 # RS b
Wb d b, MU REREL, EEORE FEIROA E
ZEIRICDORIERE, HFRRAIT L S A RAIINCEEB LTl
Wrsisd, Kd - Al - REIIS U7z S EhHIRE, 389
GHEB L TN ABED B 2EIS IOV TE SR E
SR E N2,

EREAEIR T, B RFRREARE R BRI OS5
T AT FEMR RIS O BT A LI TET

F2E X QT ERERE (GEXRI%LQTS)

V5, RERRKIERE 2 E ORI, #{REeN)
7y MERE BT 270, LB S I EEEIR AT BE
L) OoOHD, — KT, IR (FHA) LEREN
ZWr R 20753 L= L 2wEbd ), mE
HRA L) AZFHIIZH & O HEERDKD SN S,
612, BIEBAERIIGETERSINGEZ EHEL, 4
BT, W57, AR—VEE), KIERERR EOHSNE R
WZHTAIE L) A THET 2 RET 5 2 LS EET
Hb. %L OBEVEARBIRIZ, B R OEE CTIIARGTH
HETH Y, TBRPERBBEIIEEICh Wk SND, £
D7D, BEBIOREIIF L TTHoRA Y74+ — AT
YRV NEBREAT R VT RTINS, GRS
BT HOUEIC LD EELLN D P,

F2E FKXMEQTERERKEF (EXMELQTS)

1

25w

QT MERJEFERE (LQTS) &, LEM QT MFOMER L B
QITHE)R A ML AL EDVREoRIF TRV —FFKRT »
F (TdP) & XIZN B LM LEM (VT) 2 VF 24 L,
KRR IE % 5 | SRS TEERTH 5 (B1). —ik
BRI AR (A~ B 128vs, ALK
FEREN AZEH Y, MRS SBNICE S F CIRL G E
IHEERD LY. LQTS D% I3 H dethSaME (F1k)
EIRTERE & 5. LQTS OF) 7 EHNLH A+~ F v AR
FIUCEE S 2 EH% I— N9 A& TN 72 b
WEESINTBY, LQTS OFWiIIBIT 5 BRI D
HENIX DO TEETHSY

VRS R (congenital) &K - 2 kM (acquired)
T TEZSNTN DS, FHREE TSR/ N 7 > b
2H 3 HIERIELQTS O 3 #id QT HIFEASIER TH 1) ™,
—h, BRMLQTS L&MWz EED 3FNI R
LQTS DEREE 2 BN) 7> b aBH LI LN 5Y, W

DREHNEHNFNE RN DDOH L, FTFETIE, LQTS B
BT OfEE, N7 NTEIITFEHEPERDL I EDTRS
NTBY, GHRERAEIIHZET L. RFOTLET VA
Lo &, OAENZBIT S LQTS BE DML 4B & ibE %
FEWiT B72ODFREHIRO NS,

2.
=¥

2.1
SEES

RN LQTS OARRIE, A5 7 OLEKAZ ) —=
T L BIGAIIBAR ORE R TIE, A IRR 2,000 A2 T A
0.05%) TH Y ¥, BAEDOILE 1 » AEZIZHIT 5 4,285
ANERGELI2AZ ) == 7 TiE, 4 A (0.09%) |12k
LTQTEE (QTc = 470ms) %72 % §7bb, %
R LQTS oA =T H 4 1,000 ~ 2,000 A2 1 A&
EZoNE. —), DOEO/NFEE 7961 NEFZRE L
o3k — MFZETIE, SERMELQTS fE%E (LQTS A7
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BIEEABIROBFICEST 274 NI 4~

g (H 1.0
1 NDEIE

[Schwartz 2271 =3.5) »°3 A (0.038%),
~3.00 288 A (0.10%) THY, 1,000 AiZ
THor .

2.2
i

SERME LQTS O SR 28830 70 LIl £ X > M
%m%#%mkﬁif%fwﬁﬁ:%@%ﬂé.%x%
Wrs s EgIFEEH» S BEMNCL L, BEFRITE
T8+ 75 W14 £ 10 e b, boSEOBRF
B (FPUufi) 1314 TH 52029 7277 LBREAERR ) A
71, BIEFRN)T Y MIE-oTRLZS. JJBIE - #ralR
A SFLEHIREMIC TdP R EE 70y 22 L b > T3
FET A EAEGFI DS 1E, LQTS2 B! (LQT2) F7213 LQTS3
Al (LQT3) THHA, £ LQTSS I (LQTS) (Timothy
FEMEHE) “ %) %0 CALM 1~ 3 A= F 3 EKH O LQTS b &
2404 (k).

—77, LQTS BHIIEABZ DI P L TULANXY b)Y 22
PHET 2T Tl v, & TR Lo BEE
LQT3 fITIZ 40 AR THA XY M) AT D E b
BN F722 KMELQTS BETL#Y 1/3 12 LQTS B
DFEAETAN) T ¥ MHBONY Y EHE TS A0
2 RINEER = A8 L 72B512 QT iERABELEIL L, TdP %4
LarEZLNDY.

2.3
51

P LQTS BED ) AZIZBWTEELRKNT-TH 5.
ANEEE (13 F T) TRBIEOFDLIEL W HFCEHEA N>
N R 7 ASEa S L 2 LQTST & (LQT1) oBET
VAZHEWEWDbNILSG, L LEFRHLKE 15meBz
5tm@b4«/b FIERILUO T EL ey >, &

2D LQT2 BB DY A7 9355 72 55459 e L
T, THERIVEY (ZA TS V) & QT I/ L %,
VLRI FRERAIC BT 5 QT MO ZELICBR L, AR
BTIRMEZEOLMEEENE 2615, EIZLQT2 DL
PECIZMERIE QT MREICRE RO S, Tusr A7 0
Y IZA MO YA ECIEE QTe BV E & Y, i

IZF A MAT B L QT MG T2 L E2 502,
FWI VIR ClE— i B A L) QT Mg (QTe) 28
SN e BIETHRIIIE, ROZIRIEA, BEBRE L
T BARIVE VHEET QT MV IEET 52 L hidh 5
COL)HEMEHT, & ABEM~RAIIBIT BERHE
LQTS B LML MEANIZH D, LS HRME LQTS
(thal) DV AZIZH 7D,

2.4

NI - dthig=

QTc lZIZANFEED B B L b, 728 213N T A DR
1,415 NExtg s L2208 12 5B 0B ofir iz, A
ANIANMIERQTe A EILEVEwbILT V5
LQTS BT ORI/ 7 2 M AFEZE - M)
HY, 72£2ITLQT1I DJERETH A KCNQI DN T » b
O - I AARN LWk A TR Z 2 . LQT3 DR
Td b SCNSA D/3) 7 K, E1784K b HAR N TlEihil
LN IZH\N . F7- QT MMRICHEL 5.2 53F
PN TN BIETER) L, ZOHEFRIAERH
WICLkoTREL®. $4bb QT MEO A - HilzED
JERD 1 2I2IEBOBODBIRT/N) T ¥ b OE AR

LCWAIEEEED D 5.
3.
BIoNES
JeRMELQTS Tld, ZWidshEzE S/ EE DK 75% 12

JEREA R T ORI N) 7 > "DFIE SN D, 1T ASIE
gett fREAYE (BME) BT, s L bk
V> Romano-Ward JEfE#E (RWS) 72785, FHUSHE G4
1% (1) MR TGN £ 579 Jervell and Lange-
Nielsen JiE & B (JLNS) & 72 5. 1995 4F~ 1996 4£ (2
RWS ® LQTI1, LQT2, LQT3 ® K ® it fu T & L C
KCNQI®, KCNH2™, SCN54™" 73 Hk\ THi &1
720 INF T 1T EEOBML T2 BEERET & LT
ENTZDS, 6T LEINLTRTOVERM: LQTS DOff
FR G TF L1320 P FE2ERIC LQTS B sl
fZH R A CTRE SN 58T 09 1L KCNOI,
KCNH2, SCN54 T 1) *" o 3 @\ETFOMIZHIVE
Va) Y DEET T D CALMI, CALM2, CALM3 &
TRDN % LQTS D5 (5T & LCleEE s ™. 20
fti T1Z KCNEI, KCNJ2, CACNAIC 735 K% LQTS
HHNIZFOMBERBEDFFEET L ShTwd ™. 72,
JINS OER @R T- & LT, ZNE1KCNQI, KCNEI
DHEFEELENTVE (R ™. bHEOLQTS LY AN
3,770 N2 B 5 BARFAIFFENT TR E S Mz m Rl 5536
#E2° 1R

JeRME LQTS DiEHRIE 100% Tld7Ze L, w7~
FEFLTHATH QT EERR LA XY F D7\ SEEFN:
REESFEET A 0z, KBEIZEENE LQTS TH
WIS T 2 DDA S GEIRTURIE & 7213 B )



& 3 EXME LQTS DRREIGF

F2E X QT ERERE (GEXRI%LQTS)

BIGF RIREY HEeEE RE=X LQTS EFEE{GEF & L COmERK
LQTS (LQT1) 40 ~ 55%
KCNQ1 JLNS ks () <19 R
KCNH2 LQTS (LQT2) ke (1) 30~ 45% S
SCN5A LQTS (LQT3) Ina (1) 5~10% fese
CALM1 LQTS (LQT14) FN<1% fresR
Calmodulin /
CALM2 LQTS (LQT15) BBIC tow (1) FN<1% ==
CALM3 LQTS (LQT16) FN<1% frER
TRDN LQTS (LQT17) Wﬁ?é?ﬁ“ EODTEN<1% | BIEEM - A
. FREW (JLNS TIFER, a-LQTS T
KCNET LQTS (LQT5). JLNS, a-LQTS ks (1) <1% AR - )
KCNE2 a-LQTS ks (3, Ik (1) <1% EEE (a-LQTS Tlaeszi - X)
KCNJ2 ATS (LQT7) ki (1) 2~3% FRER (ATS TlEhEsR)
CACNA1C | TS. JETS-LQTS (LQT8) lear (1) 1~2% FERME - b (TS Tldhese)

JLNS : Jervell and lange-Nielsen fEIEEE, a-LQTS : %KM LQTS, ATS : Andersen-Tawil fEf&E¥, TS : Timothy fE(REE

(Wilde AAM, et al. 20227% Z&E(T{ERK)

“E/EBENTOEEEER,
47.12%

CALMT, 2,13,0.3%
CACNATC, 58,1.5%

KCNJ2,100, 2.7% \
KCNE2,1,0.0% \ ;
MWﬂ4M%¥::>

SCN5A, 314,
8.3% —

/ Z DM, 10,0.3%

KCNQT, 1710,
45.4%

KCNH2, 1293,

34.3%

Py e

2 LQTS [CBIFDERRDIT

DHHED LQTS LY R MJICBVWTEESNOEGE.
TE/EANTOEAZE  LQTS BEEELTFICBITDEFCIFE
BATOERAZE, UN B

(AibaT,etal. 2025 &)

LQTS & 2 ~ 3 EIfFET 5.

SERME LQTS I i Hi—it a4 (monogenic) D
rEZONTELT. LiL, AURIANY 7Y b BT
ARBETOEEEICE LS, 72k 213 KCNEI-
D85N™ % NOSIAP #IET4M ™ O k512, HEEWAR

ROBFNITE N T 2 b5 QT FIFRIZEHES 5 2 LAY
SNTVE Y. & 574 FEHEMIT (GWAS) DA
5%, LQTS DY AZIZIZWVb W 2 B KEEF LIk h o
EVN)T U N OFEHURIBENDS 7 ERIELQTS 1%t
T L BIEFHIEENIZOWTIE, 5.2.6 BIRFAYHRA CHELE
LAV EIRT,

4

BRARAEIR - fRfEEETR

JeR M LQTS OMEIAY 70 FEARER T I, 1T WL ASE
1], ZZIRFETH 525, JRMELQTS DK EIRT- 1IN
IN)T 2 N 5 BEORERITERERT, 10 ~ 40%
IS 7% QT EE 2O 22\ % JERK M LQTS B
DIFREL, BEGEEN S ETORRILE CTREICLINS
HCHb.

FeRME LQTS 1289 7% TdP (B 3) 1344 vitA
DIRHE Y, VF AT LLRIEICE S Z E0%8 4. TdP
D% AIHKEIET 5%, JeRELQTS BED 5~ 9% 12
WBHEIR L U CTZIRIE D 5\ I OME 2 3D 5307 et
FELEH 5 ~ 1S ICZ RO LN, EEEEEORHY:
(L IZBIR) 212 ETIS, 90% 2840 7% F TISHRA)
DA NRY MBS 5 wbi s Y. F70, FEEERE
OFPPEULEE R 2L b > TERETEL, INHI
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BIEEABIROBFICHET 274 NI 4 >

A
13:31:00
Al [ i 1 | | Iy
HiNEEEEaL |SSHEH [BNEEE 5 i}
) ] | B |
13:31:10 - Tl
.S HE t Pg ‘:l ll.;_ 7 ﬂ||u = T
l: " A|/ N - AL A \\4 s ~— ] M| A /\\/ \ | 'I‘V\V'[‘ww
HEE - 1
1.0s
B
I

‘Wﬁfrﬂ’% s N“fmm\ \lmwm

I.Os

K3 FEXM%LQTS B&ICHS5ND torsade(s) de points (TdP)
FERME LQTS BEICBIFDHLHME VT (TdP) EAEROEZSY—DEBR. SBICHRIREIC QT BREMEERL, RRERENAE K- (short-long-

short) EZEEUIEIC TAP BRET D5E (A short-long-short /K& —2/) &,

IDAEOMER TIRDOEEN 1 DMACEICE(E T D TRA I

X (TWA, A) 'S TdP BHEIRT 2/(F—2/ (B ! increased sinus rate /\5—2/) h'$ 5.

LQT1 LQT2 LQT3
EREEF KCNQT KCNH?2 SCN5A
TFFEERD - 1 10 AR BELE >3 L
. g - KK SR, BIE, EEH ©E e
L3 (& < ITH GRS W wh, R
B TR R/ v FRIT R EFM T
T KD
V5
\
e e B3 (R R B3 RIS A ZHETER ()
BRLLE S FrRa—b, Fors/a-u Fra—iv
MEHTRENTWNS B R O e= o= R .
Z DDA Ax LF, XF/NZ)V AFLFV
E4 LQT1, LQT2, LQT3 ICHIF DERRIGDIFE
E B ) AT ZERIE DRI TRIB T BRI R TH 5 ol R SEYEE O R 5 (B4). SeRMELQTS ofy 7 4l

01985 4E IR A D LQTS FEBS & sk 2k — Mg ¥ 73
s STV L LAY D, T otis L 4 <
DIET v ADER, ) A7 FHlEOMEIZ L > TLQTS
BEOTHRIIYE SN TVE Y,

JERME LQTS TILEEENZ & ) .OEKFT R A X2 b
FEREFMRP N EV DD Y, F/00 A XY FOFFRR

5 LQTL ~ 3 I2BWTIE, E&EH & KA ORRAS
HHRREMHEIZ S THEY Y REROERD T JF
BE (B4, 5), AMBAL L0 05 % & 2 R
LT EHIHETH B Y
HEERTRICOWTHEEE], 5123 U#EEET
@of§AUT/b%m%ﬁﬁu;of&&ofgn”@



F2E XM QT ERERE (GEXRI%LQTS)

A [ kenar atn

KCNJ2 (ATS) l

*

s A r
AA/L\ Wﬂ

CACNAIC (TS, LQT8)

AL
AL

C [scnsa (LQT3)

II""A/_LAJ\/“/L
1

V5
1.0s

CALM2

®5 KX LQATS ICHIF HEREFIDHKRIIDERFFR
A KCNQ17 (LQT1), B:KCNH2 (LQT2), C:SCN5A (LQT8), D:KCNJ2 (ATS), E:CACNATC

(TS. LQT8), F:CALM2

A LQT1 TIFMEIL L (broad-based) T, B:LQT2 Tl&F./ v FZ & H7E D FE (low-amplitude,
notched) TiE, C:LQT3 CIREVWEBMDSTHMDETHOE—IODNERB(ICHDIERKET K (ate-
appearing T) DM THD. BEFREME T RPLEREELEGFE TS (LQT8) © F : CALM-LQTS THH#HH
NBHTENDD. D ATS TIFEFHIA UK (BB UK, *) &, ZEF(IC 2 A PVC (KED) DT
B2 (SCN5A - CACNATC - CALM1-3)\U 7> MMTED LQTS D T RFKIFEELIL TWLD).

KEN 1 2 5EE PVC

Je KM LQTS OERFIRRAILZW - TR T - (G
PEOBEIL L EbOTEELRRETH D (HIZFIIR
BEOBIGIZOWTIE 5.2.6 BIZFHMA TS, s J
Z D 37).

VIF, BHBET25EFE D D WIFREFEEO R LQTS
BT 5 A IO THRST 5.

4.1
LAT1 (RE&IZF KCNQT)

LQTS CTEIEHAEE SN AHHBID 40 ~ 55% % 5 5
(B2)%. FEHE#ETFThbKCNOI 33— F¥ 2% Kv7.l
M, KCNEI 22— F35MinK EHEEETLHIE
W& DB ) 7 AEFR OBV (k) 2R L,
DEMIEBEMOFESRICET T T 5. KCNQI OFERETEL
RS T Y MY ke SR L, QTEEEZEL S, Ik,
ISR (BRI CIHMEILT 2720, f#H
B CIERNC X 2 BRI O QT MMk A 53 4. Lo L

LQT1 T, ZIEAMHE (B522HA) R / SEBPIRE AR &
B (Tea) OBEIMIXT L s (ZHFTEIC E SIS T B 72
®, QTcIILET L. L7z25>TLQT1 AED.LA X b
3, HEy, LIV T YRRk EFRE 7B TRE C
DR3¢ (BA)Y, #HE 15EUT) TIRERTLA Ny
A2

4.2
LAT2 (FE&IZF KCNH2)

LQTS TH#ERIIAFE SN LH1D 30 ~ 45% % i 5
(B2)%. FEH#ETFCThb KCNH2 H33— 325 Kvll.l
ZH (HERG 7% 3 )V) (ZBIEEFE A ) 7 W BT O,
5 (ko) ZRERCL, LEMEEEMOFIMICETT T 5.
KCNH2 525 % Kvll.1 OFEFESERIZ L) Ik, 258 L,
LQT2 % X729 Y. LQT2 BE DL A R ME & IZIHEH)
REFHALTRIY2LTW Y (@A), Ik I XEIREC
BN OEGRRE VWD, LQT1 LIx 574 1) L EHE:
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BILHEABEIROZRIZET 2014 FF 1>~

RREREED LA NS FHE0Y | L LRIV E Y DR
BRI B2 (Fik) ) LQT2 BE DA~ MIEAEY
DIREOLEIZZ <, S HICHEBIIIC L0 A XY bS R D
2TV F 72 KCNH2 O—E o) 7 2 M T, 588
QT IR /LA NV FEERLPTVE b WbiLs 7,

SERIELQTS TR TADAZEHT A LD H B,
LQT2 Tl LQTS ifall & LB LT, TADNA, H5H
WIZTADPAMBEO GBSV EHRE SN TWE ™,

4.3

LQT3 (REEIGF SCN5A)

LQTS CTHEfZHIATE SNLBID 5~ 10% % 505 (K
2)% JEHE(ET T D SCN5AH 32— F$ % Navl.5 &
FHUT LD BAMKAYE Na F v )V / Bt (Ina) ZAERL,
DREENEM OB 1A (04H) 12459 5. LQT3 Tl
SCN3A OFEREERIIZS T L) Ing DANTEHEALDSRIE L,
7T MR BAHORBIER 5T D Ina (late Ina) AT
H7:9 QTIHEREZ AL 2 (R3). SCN54/31) 7 ~ b
(Bl : p.E1784K) DOHIZ1E Na F v )L DEERESEL & Bk
"ROMAZE/2Tb0bHY, QT ERIZINZ T BrS X
SSS, PCCD 7z & %465 5 .

LQT3 BB DA XY ML D24 & ORE L 7\
AR TL AN MBI 256050 ™, LQTI,
LQT2 & RBICHI LA N P DR EN Y F 7
LQT3 TIT L CHEIRE 204 XY 3% < (1 4),
QTec WEWIIEFIEHAEIRD ) A 7 55, Ko
bEmKETTH B,

4.4

Andersen-Tawil fE{&&¥ ([ATSI,
LQT7, RE&ILF KCNJ2)

Andersen-Tawil JEFERE (ATS) 1%, QTc 33D = &
ALEVHY LB ERE UNREEOLZ DL (A
5), ZHEHREDDLEAENR (LEIYIIGER B X
O VT) 23005 2 LM TH S, IIMREE L
CRIAMEU RO, SR g CNGRE, ARMIBAAE, B
MENL 7R L), FHEE / AIRIER E 2 2T 258 (LQTS O
3%) THb'" (RS, BE2). LHNRENSEMTHS ATS
FEBIL IS 5.

2001 4F, WInIEE5 7 ) 7 28 (k) 2 /KT 5
Kir2.1 # 2— K92 KCNJ2 % 1 Bl ATS (ATS1) OJE[KE
ZFELTHESNZ ™, ATSL IE2 25T L Y QT EE
ZETLDIITIEARL, KCNJ21E LQTS DN &R T &
L CIZBRER 2%, LR EZFEWZ UM, LS
B 20N - S VT R0, BIE, IR

7 BRI DAVEIII A 295 ATS (ATS1) D5 K& =T
ELTIFhEFETH L ™1,
45

Timothy fE{RE¥ (TS), JE Timothy &
LQTS (LQT8, [FEL&EIL CACNATC)

Timothy JEBERE (TS) 1 QT LR & Z DRz (e
RELEE) L8tk 0rbRE (G10E BPE, SUEAR
& WRRSSERER L) AT AERETH LY. L
DBMAKFEMEL B Ca F % F 0V (ea) 2T 5 Cavl.2
%3— F$ 5% CACNAIC ® G406R 3B L UF G402S /N 7
> ME, TSOERKE LTl shz Y wiho
N T 2 b Cavl.2 OREREERIC LD lea OANTE LA
FHIICEIEL QT MRAERE T 5. TSIEEboOTENL
7, CACNAIC ®/31) 7 ¥ MZiZ Cavl.2 OFEHEMELS )
JEC, #RI7 TS OERE 2 S 2w JETS A LQTS 3
FEES 2 1917 235 3 TS-LQTS DA I3 iy
{, LQT8 DAHHFILIRME LQTS & 2% R LIS
TV 7% (R3 E2).

4.6

AWEY 21V VEELQTS (CALM-
LQTS)

BN AFEEERATHAHIVEY 21) VM E I &
BICHEEL, MBENTAHVY AL %Y (Ca®) AL,
BFEFRANT T LEZNRR, A+ Fryoaniye
ZHIEIL, (O CIEERIZE ORI B R 2 R
72LTCWA, ANVEY ) RO RFNT5#ELT CALMI,
CALM?2, CALM3 \IFL L 728 mTCTHY, ThENE
7% mRNA ICHRE. E N 505, Wb E—D 149 @55
AHNVEY ) Y EARI-RLTWS, AVEY 2
ZEARIE, Navl.5, Kv7.1, Cavl.2, LEiUT /Y Fx
PN EDF v AIVERREIC R L OEAREIRE Ek T 27
9 e DAV MREEHANE AL OB RER A 1 1 1Y,
FKVIL EDERICED ke YA L QT EEAZ & 72T
WEEZLNTWD, ARFRIZEbOTEN (BHED
LQTS @ 0.3% A2 L e ) 752%, HVED 1) VB
BT /3 7 7 D ORIEEATLQTS (CALM-LQTS), &
VT CPVT, LQTS & CPVT O F —/N—F » T A4 4
D EBITUHER SR OATE (LETRRRKIE LEh
FRHR, BIREBA 2 L), EEME(EERE S, LA}
R L L CHRERE (ARME, TADALRY) 260352
ERBHD. ANVET 2 VBIETNYT 2 ML BRI
ANET 21) /7%F— (calmodulinopathy) & LiZiL, #HrA:
A, SR~/ NN BB I EE R IEE I & 0 BOETEL



ARV NESEL, BEFANL W HE STV
INYT Y hDIEEA ST RBERERTH LA, EREE
DI RIS A B3 53 7 G SILTWw
2RI ENDS, AN MRERIE (6 mUT) #1C
BACHEAA XY MEFYE L 2 E0 N IVED 1) Vst
)T M ORIERIGE Y, BIGERIBRAATR g S
ns.

4.7

EIERAALQATS

FoRME LQTS BE DF 75% 2 JE N & 72 B 5T DR HY
INUT Y R %FBODLDS, 12 25% O EE ISR % (5
FIRAZAIT > TORERD RO S\, LaL, #&fBH
A TH > THERNIZ LQTS L2l S 5541,
LQTS & L THHEER Y AV EMIZH 26 RETHDH. Bl
O HERILFEIFZEC LU, SRR LQTS T b #{nkl
WEZE S N7 LQTS LR, PRICKEL#ENII RV L
ARENTVS Y,

4.8
Z Dfth

TR LQTS BHE DL L, H—DIF/N) 7>~ M
Lo THRIET L5, BEFIAFZE SN ALK LQTS &
FHDOH) 8% 1%, 2 DL EOMBEFITHI N T > bR
LTwa ™ HHOMINY 7Y b b oBEE, —#kIC
H—DJFHN) 7 b b OB LYVEIETH L. D72
O, F—FKAZATHRLUMPN) T DX ¥ ) 7 THY %h
SERERFICEZ O LA, BEOWE ) T > o
G280 VWEDH 5.

CPVT OB N#EfET- T 5 RYR2 1%, QTIEERET 5
ZEbdHY, BRMLQTS & CPVT DA —/3—F v THEH
MG SN TS Y E52 RYR2IEHINNY 7~ MIER
9 % calcium release deficiency syndrome (CRDS) O—#f
X LQTS, H»A\E, LQTS I T AEBRE 2452
L9d % (RYR2-LQTS) ?". RYR2 DML —ZE 512 X 1),
LQTS & CPVT O F —N—=F v 7REUMEET L2 &
212 RRAMNTLQTS 5\t CPVT L\ o/ B 53
HRZ 2T 5208 SN Tw5 . CRDS IS
RIBEN/EBTH S 720 RYR2-LQTS D13 T 724
WS, SRENTAEEZLNS. DS, LQTS D
FEERT IR N 7 > SEIE SN WAL RYR2
DFFTAHELES IS,

F2E X QT ERERE (GEXRI%LQTS)

L

5.1
SOMREAE

RTARTA T, INFTOLYPEOTA KT A
2 B B 4 KESFE AT — P XY IR o 7%
KM LQTS Z Wik ¥ 2 M L, LQTS 227 (Schwartz
2a7) (A =358, F3EV R LSS 12
FELEM T QTe (Bazett fiiEx) = 500 ms %725 5 %5
A, HBHWIELQTS BEER IR 7 2 b2l b
AR YE LQTS L2 5 (fidtr 521D >7™ (R
&1, [2022 FUGETHAEIROZ W L ) A 7 FHHICBE T %
HARTA L™ E£19%2BH). 2B, 2022 DR L
g 45 (BESC) LEAREIROZENA FI 14~ T,
QTc 480 ms LI EdH 51 E LQTS A 27 (Schwartz A7)
3.0 HLLETLQTS EBis 2 2 LMt s T s Y

HRR 1 XM LQTS O2ERICET HH#RE

IEFVAURNIL
pi:2d IEFVR
I3 V2V
QT ERZ T R MERFHOFE L7EL
R T LQTS X7 (Schwartz X 377) C
= 3.5 DIFE, R4 LQTS L2209 5.
QTIERZ T ZRIERTFHEEE T,
BOBRURERUCI1I2FELERT, C
Bazett DFIETL CKEDZ QTe = 500 ms
ZR9iBa, SERMELQTS EEHT 5.
LQTS B&EE L FICBHShEREy/N 77
v hERDDHEE, FTRMELQTS 20 C

95.

LQTS B@EE LT IR/ 77 > MR
HT, QT ERZECT IRERTFHFE
UIRORR T, ERBED DIV R 7ZE R
DHBIERCBNT, #EORLEEELZ 12 lla C
FBIDEMXT QTc 480 ~ 499 ms &R 9
BE, ERMLQTS EEMTDHIEEE
B95.

TRMLQTS ZBRALUIE DA T, DR
UEEEEN/CDERIT QTe 480 ms Bl E

mAFIE LQTS CEFRRN T BT o mE | P C

BULTHLR.
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BIEEABIROBFICHET 274 NI 4 >

4 LQTS 37 (Schwartz 23177)

HAIFH =t
= 480 ms 3
QT BRDIER (QTe) ™! 460 ~ 479 ms 2
450 ~ 459 ms (BB1%) 1
BEIBEER 4 7D QTc = 480 ms 1
IDEBXPTR
TdP *? 2
\EORESL T RAILY T VR 1
Notched T & (3 &L L) 1
FERRIGOMRIT 0.5
PONIYA: 2
TN
BRPRAEIK FEX MU RS 1
SERIERHEE 0.5
HeSRIFSER M LQTS *° DKIERE 1
R
30 Rl CDRMIEDRRE 0.5
RBDEFHTKD, =353 2R, 1.5~3 R %82, = 1m0 ABEMENEL, (T

DIEEIND.

TURERIBD VI QT ERZS ISEC TRFHEVRE TR L, Bazett ODMIERZH

W QTc ZEH TS
"2 TdP &K H S BAEE 2 m

" SEBORERARD 2 )\t Y (ViEZ TR HE

@A DLGEFE 1 R

*PLQTS 27 = 3.5 DRIKRE
(Schwartz PJ, etal.2011'® & +))

© 2011 American Heart Association, Inc.

5.2
VAP
LQTS OF i, FRRAT R b5 12 FHELEMIZ X
% QT EREOMERN AR TH 5. S SIEEN AN LR,
BRARIEIR (St FHE), FKIEEEE (FE%E7 LQTS, #4EDZE
BRAE), IR Z B L TRl 705 (H8R2,
6). EHEFEE T LEXEHE, SR ER R R
ZWRME QT IEEOZEN (k) ZEALL 729 2 THEi
T 5. F72, JLNS Tiled 55 KSR, ATS 12
BRI g &, EEIENEREOF BOMERR, TS T
AOENDLEETRIEDH R RS 5.
72 BOYE TN R OSFE ARSI T LB % ik

SN, ZNEHRICLQTS LBlid 5 \WIdEEb N L HIA %,
Z D ROV T [2025 4E JCS/ISPCCS # A K5 A »

Tk —AART v TF— MUEFE RS 2SR
vy,

5.2.1

REAF 12 FEOER

QT MIFROFHINE T MK DUIEICKELSLELEN D,
JFHIE LC Vs 3 T FHET, HFMICERET T
FHET 2 Z eSS T % (B 6). Bazett 2L 4.0
HHIE SN7: QTe DIETHITS 2 71, HTFEIC K 2
MR CIIM G B 2SR & 7 52—, BlEEeMsr %

W L7-HBEHIICIE, BN T QT MR & (5T
MEhp@EmEDsH L. LAY ) —=v 7B THE)
Rl S 7z QT MIBRIL, i X 5 HEHl2s U HTH 5
(12025 4E JCS/ISPCCS HA KIGA ¥ T+ =N AT v 77—
MRS 22 R). NETIZERTO QTe ®
ZALLREL, bol bRV QTe AEDFH LT 572
00 EIRI O ERFHEZ AT 2 LA E L,

QT MMM, TWIEICEHE T 5 & LQTS #fmhlc &
DI IR RS A2 LS N TEY, LQTI Tik
&Iy (broad-based) T #%, LQT2 TiX/ vFx e b4
K (low-amplitude, notched) T 3%, LQT3 TidRWEE
LD STHER/T & T DY — 2 DEAHI2H HiIE5EME (late-
appearing T) T 2SO C, B0z EL%% (ED).



F2E XM QT ERERE (GEXRI%LQTS)

HREK2 LQATS [CHTDEGFHRBEOHERETIETVAUANIV
R | IETVUZ #E | IETUZ
952 | LA 952 | LA

BRERIE, RIEE DEBR (R 125
BLEN NLy— EBafEaik) o

BRERIE, IR DEBN (RS 125
BLOEN RLy— EBafEai) o

5 LQTS &2, FleldBERBEN RS 5 LQTS EEMEFECFERSBED BB C
BSEMICH LT, LQTSDERERELT C SHE BT U, CACNATC, KCNET,
E £ &8 & F (KCNQ1, KCNH2, TRDN DEGLFIIEEZEET D.
?Dfévé;wf%’;% ;ALM 2. CALM3) T LQTS 5T B KONQT, KCNH2,
: SCN5A, KCNE1, KCNE2 Di&E2H C

JLNS Z&E S B & (& KCNQT. KCNET, BEZERTD.

TS &5 584 [ CACNAIC, ATS 5% — —
S 1B & (F KCNJ2, Triadin knockout iE C LaTs 7\:'_) (SCDW:EZ 7\:“ ) 1o
REREFESIEA(E TRON DEEFHRE 3.0RHIT(E 12 HHLHEE T 460 <
555 QTc = 480 ms (GRELEE) Freld 480 <
o QTc <500 ms (RA) #2F2EERD | llb C
ST LQTS DRI L ETEMES LQTS EHICHT B, TRTD, Fhld
LT, FEEICRRESNL LQTS O c LQTS DEEE U TREMEEFICDL
EREHHHENIN T NN T BEE TOREZNRBEEZE L THE.
FHREE(TS. "mE], EK, BIEENEREES TP ZRDHEREE DHE
HIEWVDEBRT QTe > 440 ms (B), > 450 ms (&14)
IR - RREG S DS LQTS & B ik hh B 5 et
BEMICHEREE AT QT FIFEFAIL QTc (Bazett WIES) £ HH AN v/\
(Y, BRERE, KBRS REMOESRSE TN QTEEERMN) —
B]PA
1 Il

LQTS 237 (Schwartz 237) OFH (FEEHhef 0B CEERD QTc Z5HA)

| ——

LQTS DEEL LQTS OETAEMAEL
SeRtE LQTS L2inteEE
| EEyemE R SR~ ) EIREAR o
e e L LQTS s .
N T H@Ul (225 5 2 1Ib)
| SEER (+) LQTS | <

/RN 7> b N <
. _ . . < HRUR LOLEREE
A« N1 772 C fs A <
\E1E IND T MBI L fosREyA A — B
- BEERETER
MDEREERE

K6 SRELQTSEZWZ7O0—Fv—k

SERM LQTS DERREZHTITHE D& USRS NIc LR 12 B0 ERI T Bazett fIEIC KD QTc A1 500 ms KLk, 2L
LQTS X7 (Schwartz Z77) DSEEINIcm#N 3.5 mll FEm/c B IREMEE Chd. BRARMICIERME LQTS E520
EESNTH, BLENREIRETE - )\UFP Y MIBUCERWABED TR/, BEMNREFER<HRIND. LQTS
237 (Schwartz 2 J77) h1.5 ~ 3.0 [F LQTS DEFEVNETN, BIEZMHREBEEZERL, RW/\UT7 Y MOHFDHONUFERME
LQTS E2WEESIND. LQTS BT, BEILZHHRE TRN/I\U T Y MRH DO SEVEEY, EnPNRE A REMHEDS
AlCF, THNFRDEBERBEEDY —XA SR %Z1T5. LQTS X377 (Schwartz 2177) B 1.0 AT TIF, SR LQTS DE]
BEMEFEL, MBIGUTERDRULDBREFEZITD. “#ERKR2 #5R
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BIRHEABEIROZHRIZET 2014 FF A >~

TIAZ LIS T HOBIEDZALT B T A VY F 2 A (TWA)
3, FORBROAREEME LY, B ki —IH
HThs. F72, FERAHIBOBEIRIZE <123 LT/
RLQTS BITHHE TH A LM SN THY “ ™, S
LQTS OFWH AR R TH 5.

LQT8 TH LB LB T AR D DL I L%,
LQT3 L D#ER %% 5" ATS1 (LQT7) @ QT [HFFZ
BERIO Z LRSI R UEEREDLZ LN S
W 134) ( 5)

5.2.2

EFaEnER

EHEMOERIZ LQTS 227 (Schwartz A7) 12
SN B EETHOWREICEETHY, L ta
itk 43 OEEHICBITS QIe AEETH LY. <2
y— ZREBGRBRIIFECTH Y, ROIIESND I NS
WS, AL EMICEL VIS DL, BEAR—Y %
L CWRIEFIR, JEE)H M. LERGLEDIL I # Z
SN BREFIIRMIIIZ MLy FINVEBEGFRELZIT.
%8B, LQTI Tl AEB) R L ORI 4 47 QTe ¢
BMArE Wi L CAEICIER L, LQT2 Tld &SRO
QTc i3t LA i L, MEMTHOERET 2%, —F
LQT3 Tl EHprp, MEE 12 QTc (2T 5 LGS
T3 B85 QTS #AETIBIC A7 BB BT D QT
ZALOF AR S IR

5.2.3

RIVF—iEER

B — LERIIAERZEOE 2, AR O—
WD QT EEDBWH A TH 2 " F72/NEFIT
1, FNF—DFK QTe DT AN LrHE 12 FHELEX
D QT LD LAY POFHMICEHTH o7 L s S
TWwB Y 22Uk — L ERTIREROIENR, L
TENZE b n—#MEl QTe 2R E M sz, 7101
5 — O E7 e QT MBOBRIIZIEEDS LI TH 5.

5.2.4

BA#B)L—TL3—% (ILR)

RAFEVEDAREENRA XY b E2OHEHNC ILR 134 H
TdH 5" ESCHA FF4 ¥ TIRUIRZERED ) 2 2
PR ERAH O K & 42 0 323 LQTS A& 121%, ICD
T3 { ILR AHERE L 2o T B (HESES T A 11a) 2

x5 LQTS EIGEAFICHERNG R QTc ZbDFH

BFHA LQT1 LQT2 LQT3
EERAE R t | (BB !
BENE T 4 5 (BEHD) t t !

5.2.5

ZoftinaREnER

LQTS DZWi iz L2 sl LC, #7373
vEmRER, ALEMERER G KA R & 05D
hrag I vamaEE, TE¥x 7YY (0.1 ug/kg) %

5 fFEE S (0.1 ug/kg/ 43) L, $%5-BIMGHT

CRAMATE 1 ~ 25 (RORRRRE), BIthT: 3 ~ 54 GEHIR
HE) @ QTc OZALZFHNT Y. #7353 v AR
LQTS OB L OEZEOEINCSE L 555, #{RF
HIRRAEDEKIZ LY, 2025 40 ESC O3EY EfitRo 7
VAN AY L FARTF— AL N TR, V=T a1 v
TORITIER SN TBL T, NETIRE QICEFEREE &
ANQURY-Y
SEATETTERERE, AT S SIS 7 o 7 RO U B
12Eb 759 QTe 2L 5T 5. ffELRMATH LAY, 4
BEIHTEL AV, BIMTBIICHZ 250 TIE %L,
W AR ETH 2 1

PRI KBTI, 0~ 10 C % KISk & Az CHE T
BAKL, B L7 B RE E AL TR E 2 1, 13K
R el B & RIS AR AL CIRIR & 70 o 72 BRC QT HEEAT
BT 52 hH 5 W, N TR SThh
TED, BWRERPREFIMEOE RIZLY, &ET
EHFEDIThbIL TR,

5.2.6

BIEFEMNIRE

DU E TN, RSB ISR D AR T
HY, bHETIRERME LQTS 2§ 5 #iEF it id
R & 2o T b, R 2 (2R LQTS 123
DBIETEZWMOHIRE TV F Y AL NV ERT. EfidE
e KEROR, BEANOFH L L2V TIE [2024 4
ETRHU I B B B 2 ARSI & R 7 v
Y ZICHTAHA FT4 1% 2022 FEORINARENR
4% (BHRA) / KEAEENR 4% (HRS)/ 7V 7 KFHAE
k&4 (APHRS)/ 57 > 7 X ) h A k%4 (LAHRS)
DEFAT— A2 MY 2BE &N

6.
Fig - U XM

6.1
DEE

QT Mk LQTS D A7 A glE L L THEM ST



W5, EE (LQT1 ~ 3) 1224 5§ QTe = 500 ms O
FldE) A7 L &N H W E512, QTe 7810 ms HiN$ %
TENZ) AT DY 15% BN B & &Y, R QTe 8
EWELELANRY I AZITREW, #EETE TR
LQT1 T i* QTc > 530 ms (X < 500 ms @ 3.25 £5 %,
LQT2 Tld QTe > 530 ms 12 < 460 ms @ 3.33 15 %, (A
N MEERPEVEREEIN TS, LQT3 T QTc =
500 ms %/Tﬂﬂiuff\/l\')xﬁfr W E s
FHIBAIZ BV CTEIZEDHIETD, QTe = 460 ms DA
ﬁ@@ﬁﬂ@Lgﬁi&@%%&Eﬁ&éﬂfw%m

6.2
ZOfthDILERFR

BIRASIA XY MY AL BT 5 L s nTn s B,
ECICLQT3 B WTIRIREED ) 2 7 LA DPIEE S
5% F72 TWA 8 TdP S DGR 1127% 5 Z L sl
ENTWwD M 149).

6.3
il - MR

LQTI, LQT2 W ILZBWTh, 13RI CidBED
ARV MY RZPENN. —T, 13RI 8o
AR M)A DL R, BEMEZRIZHZOA R M)
A7 HSHHES B E bt B QTe A5 500 ms Kl TD,
LQT1 F£721% LQT2 @ 13 ko W%, [ 13 bl kot
PEZBWTIE, HEED) 27055 (B7)"Y. LQT3 |2
DWTIEHL PR EEITFED SN TRV, SERIKAT
LTEMED) A7 3@ %), BT A B
W12 X 2o A X MERIERIR 2SS TR S S
725 20 & mAER - MBS iéUZ?@éw@,ﬁ$
WVE Y DU TN ORELE 2 5T 5 (Fik).
72, LQT2 I2BWCIE, JEEY (iR, F&li)zb
NRY M)A DL D B L) EE R WE
Tho (414 %= R LQTS, CPVT L HBE DR
i, EEIICBI RN SR, S EEN RS
PEIZEME L 72 LQTS U A7 5Hiib & % 1.

6.4

SR E

FIEEOMERIL LQTS O WA K THSH. LiL,
ZEPRIER (oA XY S DFRIEIED A X2 - DGR T-12
LMEIDIZONTE, —FEDORENESIL TV W,

-

F2E XM QT ERERE (GEXRI%LQTS)

FRXELQTS DV RVFMEES I v F

>
=2s QTc = 500 ms
LQTT ~3*
QTc < 500ms
RURY LQT1 : BHE< 13 5%, ZHE=Z13%
LQT2 : 2t (FEipREH9)
E1)RY QTc < 500 ms

LQT1 : BHE= 137, ZE< 135
LQT2 : Stk (F#Epfing)
BLEFERZRI 2+ v )7 BERER)

H7 EXELQTSICHBIFDDAXRYERNURY
BOIRUEHFINDLZEBDERICT QTe = 500 ms [FEGR(TH
Mo TFEURTTHSD. QTc < 500 ms BITIF LQT2 DI 4IFEF
WICEDTHRIRITHD, LQT1 TIE 13mRmDBEME 13 /%L
LOLMIFHRYU RO THSD. QTe <500 ms D LQT2 B, LQTH
D13 EULEDBEME 13 mARmDLE, LQTS BEF DR/ U 77
V hNEBET DD QT ERZEBDFWVESIFEI R T ESND.

LQT1  REEEHOZE, LQT2: BEERVEG= AN
U7V haEe<IZeaURy

(Priori SG, et al. 2003"%) #&E|fER)

6.5
DA N SOBHE L HIFEFS

AR (e, IR BEAESNIIEREEEIC T
ZOHDLA N MHEEIL L DVF— FIHR) 3.11Y,
IAEOE TS, LQTS Wi OBFEEAIENR A X > M
%@&@bf“/F@ﬂiLtTM@¥kﬁ%§ﬂfw%
(HR 2.56) '\ bﬁiﬂﬁ@%émfi B ST i
LTWCHHEREDOY A7 HNEL, EEBGR S EUNOL
A N NSNS 14% & ﬁiéﬂfw%m%if,+%
T EEYNEE 2 AT - TH LML TdP &5 L 72 88 Tl
FIERIEIRA N b DY A BEEIE Y ICD A
RPEBIND (hib).

WMES LA X2 MEEAETIFEIX LQTI, LQT2, LQT3
DOMEIZ# . LQTL & LQT2 130 A X b & LTHmn%
WOIZIE LT, LQT3 Tl TP - (ML - 228RFE 7 & D3
FERILA X2 R 50 LA N RS bR T
THY, 1mARm Rz IENLE IZERET, HE
HHUED & &350 19159,
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6.6

BIEZENER

J6 R PELQTS (RWS) @ 7 7 T, LQT2 & LQT3 i
LQT1 & HAREER Y 2 27 A3 06140 %5 | 2[F] U 5
TY, WNYT Y INOENL, ¥4 7, REEREOBEIZL -
TYAZIENH D 5.

LQT1 T, KCNQI OEE M N7 > b, I Ak
Y AN T b, %72 dominant negative effect 2733 /)
7 v NOREGNE, QT MR, OA R MEEERIE
WEHRE SN TWS S K 5|3E4E, KCNQI DN T
YRTHELIZ AV EROEREENEDOTEL, KIZ
A3V A DF ¥ 2Vl (pore) 1275 S6 FHIHDZ S
MEIELHE SN TWE Y. —HT, HEMTFERAERE
LEND CHIMBHIH TH-Th, HEELREIRM L &9 3
2k ZN) T M B Y

KCNQI (& %12 KCNEI) 23) 7 v b oM (%51%) #E(x
EAZEKE L, QT HERIZIEFEHEE4 403 % JLNS
T, —fIC QT MFEb L m ) A2 BlhZ s

LQT2 T% KCNH2 OEE@fLED I At 2Ny T
YIMBIEEREE Vb E Y, X 52T 4 dominant
negative effect # 7R3 I At ¥ AN 7 ¥ ML, FEI A
AN T U NERZRINTOREI AR AN T VR
BIEIE LT, QTe 28K, ARV MDY AT PENE
s,

LQT3 Tl&, /N T ¥ FOEALE FRIZOWTUT 40
HENTWARWD, SCNSA DI Aty AN T 2 MO
TH, VAIIM ' %A KPQ N 7> b 'Y 24 F 2601%
FUATTHDIENMESIN TS, #HIZEIT84K X
DI1790G Bl R T BIF & Sha ¥ wihizd k,
INYT Y MORIED R TRHRIFEEZHRT$ 52 LIZES TR
%, WA T NTED) A FHESEETH 5.

LQT1 ~ 3 YA OEEENZDOWTIE, N T hTED
FEIEREFEIE RFEECTH L. LA LA S CALM-LQTS
DFHIZELOTRETH Y, TN TOWETILEK
PLEDY 10 % E TICBIEMEAREIR % 5642 L T % 7. ATS
FHESE, HEBMBIEE 2 5nTBY) 'Y bAEORE
DIETYH, LAY MEERIZ1FEMB2D 0.25% T
BB —J5, WP, EOBICHA N> b SSRESR
(7.9% /4E) DG ENTHB Y ' BREICL L HELE
ZHNTWS,

6.7
DRI ERIE

LQTS @) A7 @RMblzid X F & F 3 MligpsE s
TWwb. itk LQTS A2 7 (Schwartz 22 7) " 12 QT
HkE (QTc), JEIK, FKIEREDS A a7 %A LAtz
7% b, bobbHEARNLIHETHS., —HTHATT
W ZIZAF S - R B FIERAIR SN TB LT, 1o
EEAICBIALL72E S 3y FANRIB S LT g 1210
(B7)"”. &5 Priori 513 QTe & #f£%! (LQTI ~ 3)
2 AT 27205 T 5 AEROFICHEA RO FERE ) A 7 %8
95 1-2-3 LQTS Risk Calculator % B 3§ L 72 146165169,
5% LA ED) A7 DAL ICD HiAA ZRIB L TWA DS,
LQTS BV A 7 X EERCKB L LD IZELT 5.
Schwartz 513 QTc, MEIROREE, H#EEDOA XY ME

Z2xM L TWAEBEREI) AT THLEHEL T
2 168).

7

2% (A

FRME LQTS DiE#IE, QTIEREICE > THEL B3
FEVEAREENR (TP %° VF) Z&ER 0 SMEERE, s
2 FH$ 27200 EINGE (PRIRGE) 120050
5.

71

SEHEA

TdP (IR T 2856 LR L C VF ICRATT 286
b, BREILT A0 TV, A5 DR LMElE
ELTHRESNGY, BRMEIEET VF ICBITLZG A
7o 2B AE & BRI B S E L 2 B, TP O
(IR SO TFIAICIL, B~ 7 T A OFNE
(30 ~ 40 mg/kg, T b HLAEE 60 kg DN ThtER~ 7
AT L2g% 5~ 105 HTHEEL, 5123 ~ 20 mg/
SCRRE) ERTH B, BEREE (FuTs T
O—)b, Fry+a—)) OE'" SEHTHY, BFIC
LoTEHPIRERE () FAA UV BIUOXFILFY) D
Wi Ca FEisE («xF7830) 17 23 TdP O A XD 7 &
Lo b b,

HIRAS QT LR % WM S TdP D3 EZBIE T 284
12, —FFRR—=2 7 HDnIEA Y Ta T L ) — )Tl
e insE s, $£72, KK IMEIL TP 54 % B



E$40T, TE5721MiE K = 4.0 mEq/L % HEFIZ
JEIET 5.

7.2

FRERYaE

FERMELQTS DA X2 b (BOEHAENR) 12357
Fiftitis & LC, ARIRRE, Wik, JEEMIGEY S 5.
EDOWEBEEFIRT 2PITEETE D) X7 ORI LT
MEtEns (6.7 ) A7 BRMLOES).

7.2.1

4RSS (GEBNHIFR)

FE R LQTS BE CTIHEGRENSEE TH L. RN
LQTS »&8#I2, QTIEREHEATLEY (v7u7
A FRPuAAIZRE, 9. kM / R QT IERIEBERE, R
7. (IR3IZ2M) OIRHAZET L7720, EEEMEZ <2
BRI TR AEHET A L) IRET L. FKKT
MIEZE X729 L) ML 54 =y MIZEIET 4. LQT2

TIXHR T LRI ERG 72 & OZEROE R BT 5 X9

(23853 %,

BB B AR — Y BINOFF B3 % P72 Jh 13 7
WS, R B B A TER BB I ROV TE [2025 45
JCS/ISPCCS A K54 ¥ T H—H AT v 77— MEFR
DR 20 2B SN0, — I EY) A7 FIR0EE)
B ER AR S L72BICl, L VEBh R A R —
VITHET HRET, & I2 LQTI TIEEN R Kk 7 & Tl
ANV IHENY ZEps, X RERERR 2 E B IR A
VG&Z) 125>‘

LA LAEAE, RN 200 & § 58 ) 7 F B G h
S, 7o & ZEBYIREE OB VAR — v T O HIEHE
A XY POFEFRITEEN L 22\ 2 EDSKRED SHR T
s &z T £ 2T 2024 4£ HRS T A/8— ha v
b I AAT— M AL FTIE, LQTS HBH OEB 5 A
R=YNOBNMzE—HIIBEZETHOTIEIRL, EEEH
EBBEARAN (RBEEOLEIIREELED) N)AT %
WAL, TSNSy, BB OBY) K - R LR,
TEEY T (TRECTHIUTBE RN D) AED O#efi, s
BBRA D %2\ 72 A8 v TOEMT TITH, DS
F% A L 729 2 C, shared decision making % 1Tz (£
EERFAL AR — /«@%m%ﬁTféémf@&w#t
11—.,\.(‘/3% 174)‘

HATAME, HaHlEE, GENE (B ERENIRZES
ICD fHiAARZR) 7o EAMRLY, RNED 72725120 0EO
LQTS EH OMBEHIRAEFNEAE T 5 STV WS, 4
7 { & % shared decision making & \»9 & 2 Flx, SHD
LQTS BEDFEH AR =Y SBINIRNIISE L) ) 5.

F2E XM QT ERERE (GEXRI%LQTS)

FReEd &, KR A T4 T, BRMELQTS BED
B F 7213 AR — Y ZIMOH%L %R 6, B8 IIRT.
7.2.2

EWaE
a. BiEHRE

BIERIEEIE LQT1 & LQT2 OWIELLA XY & ZnE
74%*, 63%™ PHIL, BIEM LA XY MbERER
70%, 53% P52 & P ATRENTEY, FLAED
RV LQTS TH—BINFETH L. LIEWEDONARITE
HOBEHR VT - VF %5 btﬁﬁfiﬁ%f@@(ﬁ“ﬁ
S A, MFEIRTD QTe = 470 ms (LQT3 12 <) 0¥
WTHER (7 72D, MHER2D QTe < 470 ms T %ﬁ
T AR (%2 Z 2 11a) . LQT3 T,
FERR L Hirk B 82212 B\ T, o s C BEREE D A %D
PATEDLNT2A Y, ZOBOBETIIENEITREN R
Mol FZTARTA FTA 0TI, BEERO LQT3
TIE, QTc =470 ms THEXEZ 7 A 1Ma, F7- QTe < 470
ms TIZHELEZ 5 2 11b & L7- (HE8R 3).

2 BEWEEORTY, B EREORm A M7 oa—
W, 7T /0= ER B IEREDF Fu—u, 7o
7T ) a—=VOFHBENEAE N T L I LQT2 T
FFFa— LR Es N '™ 72 TRLF) UEEN
DIAEEEH$5H LQTI TIE, BECHE LA > M5

#IER 3 SEXRMLQTS [CXT D BEMFEOHEE

IEFVZAUNIL
-5 IEFVR
I3 uRIb
SABRDEEEND VT/VF ZZ 58D T ERI X U, B
BIEMEZRS5T 3.
QTc = 470 ms DEFAERES] (LQT3 (FER B
Q) ITHWL, BEMEZRSTD.
QTc < 470 ms D # fE & #l D 5 5,
LQT1, LQT2 DAER * T35 U B BT lla B
5%7Z295%.
QTc = 470 ms DFAERAI LQT3 (T L, lla C
BIEKEIR S ZEET D.
QTc < 470 ms T, KDEFEP VT/VF
[FIEVWDDEAREIRICKLDIEIREE T D lla ©
LQT7 FEFIICH L, BEMBRSZERE
g5.
QTc < 470 ms D | fE & 6l D 5 B,
LQT3, B aElmErcdREan b C
FEBICH U, BEMERSZERLTD
ENAR

*LQT2 RICIFEE LQTT IS U TIE, IR B ERTE (- FO—
JLEEIZTOTS ./ 0—-)0) hiEESNS.
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X6 XM LQATS BEOEHIEHHAR—YSINOER

EEEE
TERDEE b prvid) BYIEFRHAE | DAY MEFE
& th = R AR—Y
LQT1. F/lddELQT1 TEHED a18) A A
ARV NDD, Fleldkgas ™' =L O 0 A
HER WA —
JELQT1 TEHBELATOA Y &b O O & Lt
ale) T @) ¢) @) A
U O A A
LQT1 &FleldFigsE™’
318) O O @ A~ X *2
HRAEIR U
U O O O N
JELQTH
318) O O @ O
EERaE PREFESIBIEEROEHEE
3 <3METs | BREFTFELVEEDES (I5—F, AR YFEE) 82 \ED) C-D-EFH
B | 3~BMETs | ENFTON, BEULHEL, SENTAEIZEDES (5, JILIKE) REEDES | D EIGA
I=Ea\ o BXE| N AERS ‘%‘E NFSE ‘:'2 3 W -, ¢ W
= — ;ﬁfi ﬁgiﬁ SELSERU. SEIEMCREOES (Tyn— SRTYN | e -

- RKRDBEIGICIF, KA (REE) - EEERB TO shared decision making (AXS8R) DMERINTWVS CEZFIRET D.
- B2RRE - B LANLOBBSIICDVTIE, BERICLDDEMD I ZTP AED DEFHED, BEEZTDRIE,

RRIEEEEE ST IS S

ZUCESNDOHEEZERD, PHEBYPIOREMFRIEZER, LQTS DEZERRISELEMEHEMDIR, RETDHIL.
O 50, AT RIEDEFLL (22U, FAFCIIFREZFDBVEEDSNISHTBER), X | £l

TEGEIRERERDESE, LQT1 ICEUD. B LQTS TELIE PR AEZEER L TULEUEIFERDIHRN

TPAGKPEIEE, RIERICHmEB O M ER L

*® METs (metabolic equivalents) (FCHREZRTEBFMIEIZ CHD, FREFEEBEXRDBEFHX HIFREE LORLEEZENE L
[CEEXDTHS. MEFERNELDCD, AWHEHZHNEELZRTEHDTHD, BEFNILBERTIFEN. KBEEREICDNTIE,

MAE/NET METs (FR75D.

AR EN TV D DIZIEBINE BT HEDATHS ™. Ll
A5, LQT1 & LQT2 BETIE, H—#PEEL L TFHF
O— )b (F721370 75 7 u—)L) AsfEsgsing 27
|R3 @9 FrFu—), FusI/u— LVoMEHEl
EHIREBE T 1 mg/kg DHEREND DS, BIERERDZ.
BRI E L, HEEFHGR S ER= D 1/2 ~ 1/4
BEPLIHO, WA EEE LW (LIS Fa—)L
D).

LQT2 L BE T, BEHIMISOA NS ML, EE
D BEWTHENARIZ A XY RIS B2 5", i
IR~ PRI O PIIRDSERE S LB 7 (45 14 TEBI)
b. Na F v RILBHEIE (AFILF V)

LQT3 iE SCN54 OIEREMERTINY 7 > M X 2B
T Ine DWERDIER D728, BIENE Ing ERTFETH D A X
VLFIEQTe ZHEIEML Y, A X b & IIH
FHE F e XY LF T LQT2 I LT QTe

DRI R LA XY MR R DB 5 2 ARSI, Bl
WrEE ATl A X MITRIASA 55 7% EREGI~ OB R 14

HRETIESTVAUNID

HER 4 FEXRMELQTS [CXHT D BERIFUSNDEHFID

VF/CPA KTz (FKRHBIED LQT3 (S L,

-5 IEFVR
I35 (291

X LT B BT S, C
QTc = 500 ms D LQT3 ICHL, AF C
LF s R EE TS,

QTc <500 ms D LQT3 [CR L, XF¥ lla s
LF v assmEt S e EEERY 2

LQT2 139U, AFYLF VR [ c
BIAEREET .

LQT7 (539U, TLa4 = Ragsrels [ c
BIEEEEET . cl

1 KT IER (K< 4.0 mEq/L) ITXU, I C
K EIDENAEEERET 2. cl
EREFEIELQT8ICH L, CalEii

(RS)XZ)V) DEIEEEEELTHL b C
(AN




-

(| mysTmeLE

I
+

LQTT - Kt&&E

F2E XM QT ERERE (GEXRI%LQTS)

BEFRESIOERER6 SR .

E8 %X LQTS BEOEHIFHHEAR—YSMOBER (7O0—-Fv—h)

A ENTHL Y (#BR 4, B9).
c. Ca F v RIVIERE

Ca 7 ¥ FVIEHIEE (T332 )0) (2RI 048 % B
L, TdP OFENHNCEFGTHLEEZ 5N Bl
DIHTIT A N2 b DOFFEEZSEENIHIHIT S 2 WEBN
B sh RS R S LD s, T 0 RidA 7,

d. AUDLE / AUD L##T

B K IMEIRAMI & ) 7 ABF A R S8 5720, QT
EROWER T 12 THbH. &I LQT2 TIIiEK*
%Ml (= 4.0 mEq/L) 12D 2 &78 QT IR % Sk < ¢,
DA NS MBI FG S B EE 2 5TV S B 15),

7.2.3

LQTS BEREICH T 2EMAE
a. ATS (LQT7)

ATS 12X LC, CPVT [BRIZ 7 L A = K OAEE AR
PERATRENTWA ™Y LIS (PVC) DR B
(2 BT+ 7 LA = FOEAERR S n S 1Y (KR 4)
—F, BTSRRI 7203 BT + T EEHUANEIREE (7
LA REETa87 2/ 2) I PVC O E RV &
B, BICHEAIENRISHE OFIHIZ RIS A Tl e 1
(KAL), NF/53)V1 ATS O PVC 125t LI EH
BHHEENHH S BN 2 ARG R T R 4D

BEAHTHS, 735 arid, & LAFIEEARRKIRD
FHAER B S 517 2WHIBEREE LT, RI8ILR
ATP OFEIE ZHAVE VT %51k X872 & OFEBIHE A
&)Z) 190>.

b. TS, JETS& -LQTS (LQT8)

LQT8 (TS, JETS) Tld CACNAIC DIEHEIERFA I
$ U Tea DHEERDBIER D720, XTIV DAR & DS
AHn B Lal, LQTS IZx$ 5 Ca fEPin Bk
5oy r 203+,

c. CALM-LQTS

LQTS DAATH FERARBTH LD, EbDHTENT
BRI STV, BB (FRa— L Ezi
Ta7Ta—)\V) [z, AFVLFrELIZTLALAZ
R 3 FIBEFEEDOZICHEA N> MIFIR R ST
VBAS, TEF Y AL LTI STV 464019

7.2.4

IEEMAE

IEFYAERIL, R—A A=, ICD % EDF /3 Aih
e & IE DB AR T U BRAT (LCSD) 235, TbHd
W IEFRIL, — R AETETRE R T R EYEHR A 1T o 72
) A THHEIEMAENREZ 2> PO — )L TERWHE IR
IN5b.
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FEEUAEIROZHFIE T 2044 K74~

a.ICD HHEER 5 TR LQTS ICXT D ICD HEAH DR L
VF 713 0ME OB R E T 5, Wb 5285 2 Kk IEFVAUANI
FBEOSE R LQTS SEBIE ICD DR 5 A T#IS & 7
% (MEER5 E9). DAETIE, 1 KFHHMTOICD
1, PERIZO TdP/ OB, @ ZHEORIEE, 3B VF F@ D ELEOBEZR T BRI
SIS B RGO > b 2 EHLL L a iy | L (ODWAPERD,
AR S5 A MMa & LTE72"Y . 2O TLERIEDO R IERE BIEMI RIS B GISRIERN TS
R . N o NTWBICED DD 5 TEEREDES
L-OU\TCi, ]J 7\ 7 E:F‘Tﬂﬁ:[,?ﬁk LVCVJ 7:(: ﬁ)\j_ L %) :LE 7 v (C;RJL/, |CD *Eﬁaf%f?5
~ ai%‘lé ﬂ\ﬂo 53 (Hif), BKROLAF \7 12Th B BRI R & B GRS RIAEICRE
ICD OESIEEICE TN TRV, ZITRIA FI1 ¥ MO, FFBRTHDEERMED
TIE, BAEWRESENAR & BT BAERD R STV B MBI L, ICD A ZEEET B.
LS TR EE ) BT A7 OIER % #)E IR T BBMRDRH TN TVELES
G227 7 2D, PENENR S EERERLGRcas (DI COBAERSRECEEL.
( VF £ 1 DB DB j [ s CARE OBLE J [ maER j
QTc « BEEY QTc DREEIC LS T ( QTc = 470 ms ) ( QTc < 470ms )
lc&sd B
BIEFHIRE | QT2 K8 LT3 LQT1,27%x:& LOT3 -LQT1 || LQT3
(LQT3 L5Y) (LQT3 L5 Q .LQT2 || - EEEIREA
< ATS ¥ Freldkgz

ICD/S-1CD *?
HERISR)
+
B LYIM=E
HEISX D)

........ b= Ly -~ JSTRITIINY (EIPUDDIIOOOY DN CETPPCLIIPRPOIINS

[ebl:diie LQT3 \DAF Y LFV
v A

HEEISX)
VF/iMFIEF Fe 3 R DEEE
HEISX])

ERTEIARS QTc = 500 ms d

I L BES UETESS pEmE" )
LY - 22 _ #2225 S X 1Ib)

[ |

|

1

v i

T BEEEICREMA N SRR AR AICEN 4

EER
NZ/INZ)b
(HEES S X 1Ib)

9 XM LQATS ICHTZAEIO—F v— b

FRMLQTS [CNT DEEIE, FTTBENMRERDBIERICDIISND. BIEIRT VF XFDRIEDBHESIE ICD EEYRFEAME BN CH
D, & Cagan) OBEAITIE LAQTY, 2 TIEBIEMEZ, LQT3 TIEXFYUF VDB ERELLED. BMIEREDEEE QT DREPERL
BICKOTREMESDVEIAF I UTF VEEDERZERT D, CNOSEWEEDENDDVEBEMNEVEETIFICD ZEE L, ICD1E
A EDBYWEBN PR ZEUDHITIELCSD HBEET D. MHADEFGELISD LAQTS [T 2EYERDBINE TET Y A TIFEL.
AERIICIG U CEPIERERE CHIKIT D, 5H, INCOBREEFEEREEZIT O OATRREI D L.

" IEEIRME BERTE ( RO—/LFFTOTS/0-)L) BiEEaNns,

*? EV-ICD &,
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b. R EREEIE
-PQIEF: (170 ~ 200 ms DL b)), FEEREE 7Oy 7 4840
- QRS IE, RI ML (QRS = 120/110 ms/90 ms, RJ
g 80 ms/90 ms) 379, 422-424)
QRS % :aVR (R #=03mV F721&R/q=0.75), 17
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TIVAYT DERE L EFRIC(FIBRS
BAREMDH A ZEE T 5.
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ICD #EEIEED, &Y RXTERID 1 RFBA

FZIv la BFAARENRE | 200 ~ 600 mg/H 7O VE 2 h— 1
NTUDII IV BHAAREIREE | 100 ~ 200 mg/H 2O ICD @UI{FED
>OxZY—=)b PDEII pHEZ 100 ~ 200 mg/ H 7O ICD @& tI{EED




DRI TE 2 U7 2 23 A, kT ICD hilisk
AW YN ER) % 7R B AER, MERERECTd 2 0SAEER Y A 2
AT HEMCIETEL . ¥V L oRIERIZE S
WCEIEEL, T, MR, AL, FE, V— T AR,
PR R, EANEEIRVET (VT - SBIRMEAREENR) 7 &%
HHT EHEF=Y Y BEEF =Y 2 L LT 200~ 300
mg THI#E, K 600 mg/ HELEE $T) 7™ i T,
RIVEFZ [l L ©D, JUAEEIRSIR D S 2 L hvht
ENT D, SCNSANY T~ MEET QT I % & 1O
LBICIEF = v ORI 72 L nweE2 5N 5.
MU laBEOYVES I ROEMNEOWRENDH LD, =
Y7 203 AREERRY A 7 I3\ &S IS TEE
BEHITOFERERIL, 4 - IRATZ%: & TGS 5
b. XTJUJ)L

77 ATV TGS, CaT ¥ DVEHEETH 5725,
Lo EIHAIIHIL, Na BWHZBGRL, RTINS Y.
WAV CIIERATTRET, DAETOLBBIOHEDH S
é 478-480).
c. YORFY=VEEIEZZILY /Y (REERAN)
PDEII B E S Tea Z3EINS 5 2 & TOAEASE N
L, Lo BEZRAEELM. Loy — VI3 200
mg/ HO$ 5 THRIEAIHIS LD L S Tws 2,
6.2.2

SEEEE (VF 2 h—LE)
a./vOFL./=b

AV 7aT7L ) —=VDOB S HPAERERL, I O
mcéH s, BrS ® VFHil5E - A h—2B1TIE, V7
07 L — VOB IR S0 SR S 98 413 48548
D VF 8RAFITOMEHAIZBTIE, MBI LERED
BV ETH A, T2 JWIEBERED VF A b — LERIT,
TURAG =N EXRTYD NV EDBHPERNTH -7z L H
EENTVEHAS BURTIZ, X7 I ViEbAET LA
ERHTE R,

6.3
HEiAHTIN1A XA (ICD, ILR) gemx9)

BrS BHEOZPICTHIN AT TH S Z EDFEH ST
BHE—DEFEBIL ICD AR TH B 547 1.LEX
Wz T, DR - 8RR D 5\ ik VE OB A A3 5
B ICD HAADHERE 2 5 2 T D@L TH S, VE OREH:
BRWEIZONWTIZY A 7 1 LERE A LY, Rk
Fetdp 5\ I B ORI 2 5 5B TIIHESE S 5 A
Ia, FEERAHOEMEZHS LTI, 2 B0 L
TCTVEDPFHERSNLGEIIHEIE S I A Ha & Lz ME
BB TlE O BEAE B THAE - RIE 2 ZIRFE R IR Ao

B3 E JIVLAYERE (BrS)

SCNSAHEN) T > 78 BT, EPS 12T 2
HIAVRIELLT C VE 25 58 SN D B 5 13HESE Y T A 1Ha,
@ MEAEE CHAE - B LR BREREELZRODLLDOD
SCNSARINY 7 ¥ M EBDR, b L LB R
FFHET EPS |2 T 2 LA LL T C VE 2555 &
NDEEEHESES 7 2 b, @) FHAF - RIELRIEED e\
HEEEBICIIERIES A 7 1LLERE AL, EETNE
ZOMOERRT R, (s, 50, LERATR (QRS ik,
T L) #BEBAET A5A121E, EPS 2T 2 MO R4

#IEXR9 BrSIcxTdICD - ILRERDHEREE
IEFVAULRNIL

R IEFVR
I35

bAIb

FA4T1DEBRICIMATVFEIERRE
DEELEHERZE T DEMCH L,
ICD #81AH7Z1T 3.

54T 1 DER TR LMECER
BOEREITERZEE T DEGICK L, lla C
ICD {EAHEERT D

54T 1 DEBEREREARADREDGHD,
2EDEHNARBUTOTOT S LIDE
BT VF DFBEESNDEAICH L, ICD
AL EERTD.

lla C

5471 DEBEREFRRRBEOL®NGD
ERICHBNT, KBORRERENTOD lla C
LR {EAHZEET D

BRYA T 1 REEBE T DEERLT
EBE - BELERIERIEE DD SCNEA
NPV hEB L, EPS D 2EDE lla B
HASHBLL T T VF B EEFE S NDAEAIC
WU, ICDBAHEZERT B.

BRI A T1RIEZET DRILERMIT,
EE BEEBREARRKE " DH O,
SCNSARBIINU 77 > hAIEL), B UL
[FFRIRET, EPS D 2 EDOEHRSRIBLL
TCTVFOFHEENBDIERICH UL, ICD
BAHZEERLTHL.

Ilb B

BRYA T1KEEEE T SEERAT,
EERINTWKRAE (FHp, 4R, DE
MEHMRE (QRSEUE, JiFEE) &E
#HBEL, EPS D 2 @EDOEENFELUT T
VF BFERSINDERICH U, ICD HBiAH
ZEBLTHLL.

12 h AU EDRGBDPBAF CERVGE

Ilb C

(F, ICD. ILRW\TNHBAHEITINE C
TIFELN.

BHESEETHRECBRUEEDERY
BHPRESNIEVESFICD, ILRVLT C

NBIBAHZ{TDINETIFELN.

TEFE (240 D, O TRELNDEATE, Kl @ RIEN
DEHDZRIARIE (K BrS TICD BILEFDBDZEZD).
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BILHEABEIROZRIZET 2014 FF 1>~

T T CVERFEREEINLIELAIL, HEIT AT D
ICD #t & L7z

EEEAEIROBIRICET 274 KT 4 2 (2017 45
SETH) )V T, SRR OSB3\ C EPS T VF
FHRMEA S EIZICD OB E JD TS0, [EN 7 sk
DERAEETFFEIZBVT, EPS DZELEICE LT, &4
R4 N2 L7205 Tl ) A7 BHALDSITREE 7 > C
WBHZEDNHEENTWBEY. — T, 2016 F D
APHRS/EHRA/HRS/ 57 > 7 A1) .U Bl - B b
2.4: (SOLAECE) &l&i# ™, 2022 4E/ ESC %1 N5
A 2P Tid, ERAHO I L TId ILR fiAm % HE
BLTW5,

IR, RRAHORMIE % H 3 5 BrS FEFIIZ 51T 5 ILR
DOF A SN TH Y 2% BruLoop MF%E Tl 18
i 370 510> ILR AYHHA F 72 BrS HEBNIZBWT, L=
AEEIRIE 7% OEF ORI S NIz, LEAEIRRPIRIR
PEARBPRATE RIS S, ILR I X0 JERA o Ji )
BB THET RS A=YV A Y DT REE e 5 2 L3 X
NTVE  Zofo, KA FFA 0 TlE, BERAHD
JM A3 HBITIE, EPSIZT 2 #.LEHILLT T VE A%
FHHESNLLGAIZICD AR X HELE Y 5 A Ma 2z, &
MO KNHEE DO HE)TO ILR fAALZHiE 7 5 A 1la & L
7z

DAETIX 2016 205, S-ICD ABMEHITFEE 72> T
5. OAEONEE AR BSREREMNA JROAD) ZICICL
72if7ETld, BrSIZBW T4 S-ICD Off A LA L
THBY, 2019 FF21% ICD fAA DT D7z BrS FEFI D 9
B, 77% 12 S-ICD A5EIREN TV 72 BrS 2B\,
TV-ICD & S-ICD OF %%, et EiE iR L 7w
ZRCTIIHFLEL B0, WHEOEIZREECTH 275,
% sk 9812 & % S-1CD DA A O BrS HEFI O HilA
EWrgeci, RO TV-ICD O L ) A@EufEgh<e 7
INA ABEAPHESS EE DK o 72 2 L S Tw
B0 N T OWED N BIS T, ) — FIZH
WY LA PHEDIRHAIIFRE T & 5 S-ICD 1345 1 #IRU2%
D95, L»L%ad5, BrS TR OERKEEOHN - H#E
ZE% LI LIEFR, S-ICD OLERMAZ ) —=v 7 F A
N ASEECIEHN AW L D AE A & 7 DIEBIA I Z
TENHEEN TS SICD BT AEIIET
WA — Nt v ¥V FIZ L BAEEIEB % R 5720120
HEROERAZ Y- ko552 $72,
SCNSA B CIIIEREAEIRE ST 22 LB D,
NR=T v T B LA, TV-ICD S E SN 5.

20254E L) L v Z VT v NEAEAL ICD & AT A
(EV-ICD) »5FRBa@ & 72 1), BrSOEFIIXT 3 Ak b

fibh b E)12% -7 BrSEFITD EV-ICD OA#EYIfE
B - SIHERICOW TS ROIEFOERSLETH
5.

6.4

HF—=FIWT7TL— 3y mEx10

ICD #[E{EB % & & 729 BrS I2B W, VF 0L 7%
% PVCIZRT2.0HET 7L —3 a vk b AR
BB B LI T 7L — 2 a RS S
TWB B9 ez M M O B B AT 3 5 5
i H T —TF VT T L—ards, TNy RLLVERETE
IEFALL, if20 VF F5M L BEINZ VF F5 % 1)
THILICELTIETTICEHDOHE I H 5950,
BRAVO LT A N Tl 159 AD VF BEFEDH % BrS (25
FTLLIET 7L = a rylkedE L, N4E0 T+
O—7 v THEPIZEROT 7L -3 Y10 VF JEESE
FL81% T, BT 7L — 3 Y EORMEHIIFRIL 6% T
BHotz P LUz, TTL—Y 3 YRICERI AR T
W AT TLERSEB L2 WHITiE, 5440 VEIEFEAE
HAFERDY 98% LIFH I RIF MG RTh o7z

72, TFRARR O = G O R O S5 A & FR
EFTBDARLST, Na F v 2RI X Dk L7252
BN EELT 7L —YarR, AEfHEE BB
DEZETRECTE R MEBE| AR 2 BN A IR L LT
TV —3 3 » OB ST L5 09,

LAHET 7L —3 a v ORMBEIZOWTIEIARAZ D
%<, KA HERERE BN 5 MET 7L =2 a v o
HIECET 27— 3Z Lo, BEETIE, LER
R DSHERR S AT\ R B R SERE R L ok 9% 7 7
L—3a VidERIE LTSRS e, VF - OvE B R
A ICD Hli AR DA TH 555, ICD HE T - AN T
RS OIMET 7L — 3 3 > OFNIEDERE ST
2309 K1z, 2025 RIS Sz A Y BrS G
PG E L7z 2 DOEEALILEGER (RCT) 2B\ TH,
LAHMERT 7L —3 3 13 VE 38R A AT L2 8
ﬁ§$&%§ ﬂ‘f\/‘% 506,507)‘

[2024 4 JCS/JHRS A RFA4 ¥ T =N AT v 7T —

HRR10 BrSOVFICHTBAT—FTILF7IL—ray

DHERETET VANV
-4 IEFVR
I35 2V
VF[CX 9 2 ICDSEE{EEN Z2 & BTEL),
BEYSABD RN FEC(FBEERDZHER lla B

TEFVBrS ICHL, DAES UL LD
NIR7TL—2 3 VIsiTZEET D




MRAEE RG] 2 T, SRR IR O O VE
ST LT, VF OFFEE %% PVC IS A.LANE T 7
L—3 3 v EARFHEEHEEO BE BRI 50
BT 7L — 3 v OBIBAHESE 7 5 A 1 205 1la £ 72>
THEY, KAARTA BT HEEEEL 72,

F7:BrS TIX AF # LIS LIZABT A Z LB T W
23575 AR 13 VF £ ORE R > [CD ARG TIEA

B3 E JIVLAYERE (BrS)

F—FIWT T L —3 3 & B IR 5, SEYsED
WAid Na 7 v AVIERERII S TH Y, N7 U vksh
A EETD.

6.5

BrS OfRHE, a5t
SEBEPIOBE, Eh)$ A E 18 ~ 20 1R

BEMEBIDIEKN E 2520, BHEIHEERIND. 7

(A4

BARE

ol vl 217 1B
24T 1HY | - DBEXERE
- e
FE1ESC | Lz ( DB BT RIGERIEE | 517 175L !
7A40=7v ST * ARV
7S Che b e TR (5 - mEnsERsE — BBED
i [Z{A *
WOZ | EPS
2 EDEIMRETO VF 555

Na - . LR SR ES TR ¢ }——
24T 164 247 17zL

[Z(A
¥ L 4 ¥
] ( A ICD
=L GEEsS2b) | | @SS RIETR

L - RRE RIS b
@ EHDOLBERERATF  #EI S X b

18 fRAERE BrS ORES KUGEES

F70EUETET0—F v— O TOEETEU XY EHESNDERFIEE CHBHRE

TPEE (S 405%) D ORESRATEDRERE (B, F/cld 2 HELA, ICDBIhEED BrS Rigb=0)

QRSIER, QRSHR. Toew-Tew IR, FHIBHE, FEHEFEER ST LR - PVC, MEFOBRDELBISE
" EPS BKUFBAM ICD HBIAHC DV TIFEE - RIEE THLBETRERRERITD

CERZYY, XTUY), yORYY—)

*C IRIREASN

EREERE (MY RI)RE), RERBOEBREEZER

TBRBEEITNA Z RESTEER
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FEEUAEIROZHFIE T 2044 K74~

SEHH7S R R BREY

A 2 A 2 L 4
TR A RERBS FEDRNE
RATERITIR C S

~{ emgrs 7 g | [FERALLTRS
- RO
i LOZ
l Na 7 3 LR
R

ICD 675 -
B

[={W
AT 1R
(A4
A 4
1 () mOEENREL T | VWA
VF 555

B 19 K#WZHY D BrS ORES LUARELH
*'EPS, ICD AR ZFL LBV EAIFEAFEIL—TL -4 (LR) ZERI D, “FIY, NTUYL, YORFI-)

VF
VT
IMFIE

ICD
RIS R )

SRR
(RIS R lIb)*?

A 4
ICD #5:AB 7
< B

NTUD)V (RS S A lb)
YARZI =)L HEEY S X Ib)

A
[=( ‘

Con )

SRR (HEED 5 A lib)
HT—7 VBT (20 2 R Ib)

20 VF #8797 % BrS OiaEE:t



F£48 A7 UVFERSHIEOEEIE

(CPVT)

1

BEsm

CPVT I, EBEHRHAEZ 328 E L C VT R VF 2 5E L
FEAEZDIAIANERIRIEDIRR & 72 BB T 571,
LR OENIIBEERRE 29 2E TIRIZIER CTH L7
0, HEOBREZW 2 & CEIERO CPVT B % B d
HZLIIWEETHSH. CPVT I, #E M OB
BEICRERAROT, EED LAUIHTI T I 0055
WEND LI KDL Y, MIZFEEIEZ SNl
M VT (B21) %, ZINEPVC/VT 234 L 5 40 5% A
DBRFENZBWTHIRZI SN L. CPVT BED 60 ~ 70%
WY N) 7 v RAREE S, L) T Y v ER
(RyR2) #2—F$ 5 RYR2 D EELENEETTH 5.
ZOMh CASQ2, CALMI~ 3 TRDN, TECRL 7% & H)EH
BIET-& LTHE SN TW A, RO Z M U2k
FED—iRiE, CPVT AIERETH 2 fetEA S % .

2.
=¥

CPVT X B EFNREE T, AHHEIZ 10,000 A2 1
ML ZZ HNTWA, 72771, ZHELERTOZHK
IIHEEET, FHEMOZERIERESIZ CPVT 25& LT
LR D H B EHD, EHAERRIAHTHLY. 3
REPOIERTET L2 DD, WFEEFENT 10 hifZ
THLY, LR TOREIENTSH LY. BERIZIE
B ENT, 30 RLUEICZ W AiEE T B RERIS & 5.
2010 SEMX F COME TR LB L W EHIA D - 72757
S ST OME I IS0 CPVT IS
EETH LD, FHERERIZLDIENS Y, Th
AT (M) BIEERATRETAZ VDL
D™ FRED VAL S

CPVT LW S NIEBID D B 60 ~ T0% HSHAHR (M

FA4E HATFIASZVERZWMOEHRA (CPVT)

Ml !

aVR §

aVL il \qj N v J]“’W/ \fMA

V SO SV PO
aVF N N J Ve A __‘,_}l
1] |

21 EFEERICERSINTAEY VT
RIRDELS PVC (1) hRAINICERDRENTNS

IR DA XY N EREEEL, HREBEFIO 30 ~ 40% A%
20 BRI TR DA N b EARERL Ty p 159106518 72
B, 20 m AWM ORI THET SN2 FSSEFIE 10 T
HmTHo72 " T DA XY FAMELD BV
IZZRIETH - 72IERBNE 20% BBE L IEFIZEHETH -
7o 319518922 gl oy IR SRR BT SE B REDFE B CPVT D JE R
BIZTTdH D RYR2 DIRIIN) T 2 b RO/ 1LH 5
739529 CPVT (B 7 LB DR #3742 <, CPVT
\ZEBZERIEDE ) IAHTH 5.

3.
BIENER - WEEIE

CPVT X H RN (B BT 2zidH R ek
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FEEUAEIROZHFIE T 2044 K74~

B () BIEEROWTNATIRAE L™, Brifgeks
E&@%’J{E\% T‘%K/\ 521>. ﬁ 10 113, 115, 525-532) 12 CPVT @Jﬁlﬂlﬁ
faFaFEldsd. CPVT OF 60% IZJFEE & 7 2R/ T
YIHFEEN, FDH) B RyR2 %I — 55 RYR2HH -
t ?{)%b\ 2, 74).

RyR2 (3f5/Miafk (SR) DL EIZdHY, Ly A7 CaF v
AP ED Ca?t T AZ ML LT, SR 225 Ca2t #fitih
THEEEH->TWE™ (B22). CPVTICFESNS
RYR2 DFRHY/NY) 7 > MIFEHEESTITH Y, #F 7 SR
o0 Ca2t it E KR E L CGRIEERB SR E AL, LE
REENRAFIEFRIT 7Y, RYR2 OWFHI/NY) 7~ MEHiHZe
RERDPL VL OO, THEOWTNADENF A 7R
Lo TTHMAREL TORHEDH Y 2, FIROFEIIC
WIEFEEYET S, FREWICRIET 25538803
7Y MR RFEEL TV A 2 DB WS, R CPVT OFER

10 CPVT OFEREE&EILF

FEL TRV ELH S5, RYR2121E CPVT DIFHIN
7 ¥ ML IFEE SN B (hotspot) 725 ) ™, F
PV &t CUHON) TV MR REEL TWE E VT O
VAT DN E S BHEH DB Y.

CASQ2 [ gt kBt: (1) #EEX% L5 CPVT
DERBETFE LCTHRESNL Y. 20tk FYtkiE
M) EERRE LD CPVT G SN TWaA ™,
RN (B SRS L5 CPVTOLE T~
AL, Wbk (B0 B L EBER L S
TWb 536)‘

HVEY 21) &A= F$ 5 CALMI, CALM2, CALM3
1, LQTS IZH12 CPVT OJEE &% % %47 CPVT DJ5H
L7 B2EIE RyR2 ~OFEEDHEL, SR A5 0 Ca* fit

%,T,%i/%j_z) 529)'
TECRL & TRDN ORIk (Lt E5F

BIEF BRI #EEE1E REX (%) SRk
RYR2 AD SR LICHD RyR2 h SOBEFIE Ca i 60~ 70 525, 526
CASQ2 AR/AD | RyR2 RLEILICLD SR h OSBRI Ca? it 5 527,528
CALM1 AD <1 113
7= SV +nnp - -

CALM2 AD iig%zgg%ﬁzﬁ;&:é RyR2 NDfEGRE LR ICEHIED RyR2 O <1 115, 529
CALM3 AD <1 530
TECRL AR IRERHROER(CKD Ca® BREDZETL <A 531
TRDN AR FKBETICEBED Ca® BREDZIL <1 532

AD : autosomal dominant [BREAEM (B14)], AR : autosomal recessive [BREEEM (£14)], SR : sarcoplasmic reticulum (E5/\

)
(32K 113, 115, 525-532 =B E(TIER)

®22 DEU7 /I UREEF (RyR2) 1RUE

Junctin

o
o e 5/ N

L&A T CaF =)L (LTCC) h'5 Ca 7Y (Ca*") HHIEMICRAT D&, B \iatk (SR) BB EICHD RyR2 0'5

KED Ca” SN,



KX TCPVT DB E 7 5720, MGG O % W Hbish S
&Nz P2 7272 bSETY TECRL DBEANT
DA CRE Lot 2 5 .
IR 11 12 CPVT OB A
T ALV EIRT

B9 AifEdEe T

i

4.1
BRPRAEIR

CPVT | EB R EE 2 2k L 72 VI/VF ICX > THED
DU - MEIE R EMET LY. IHERESOMB R ET
PVC ZfEfE s, @EBET AL & — LEMT MM -
SN VT 2 B0OBWICEL L b d 5. EIRP L=
PEREEGHT LI LEL L, LM SSS R LZE 4
WMEBH s, BHPICCPVT OERZET LI ELH
2312538500 - S N L b ) BB R RAL L b H .
FERELXAEFLTLIELDY, ZOTru—HIZ
CPVT & 7% ) SR M I 2 FIET B 2 &3 53

4.2

DEEEZHR

LEROERIZEFEOZ L% v, EIRIE 20% O%E
B2, AF % SSS 7 &D FZEMWAEENRIL 16 ~ 26% DAEH]
RO N B, F72, —EOBETIIIEE 2 Ul Bl

gEAND. RNy — LB, EBERERERAEG
%&Q%M%ﬁéﬁwﬁt IZBWTC, HEAERNETORE
PRI CE I CHAH. CPVTL ié%ﬁﬁ%bﬂé%@@

BRTRER 7 ST E S 2 WHEA121E, ILR OfFH L
rans

#IER11 CPVT [CBIFDEIRFHIREDHRE

IEFVAURIL
i IEFVR
I35 a1
CPVT D2 B ZE 7= m fc IIEBICH U,
X SNICRERETT (RYR2, CASQ2, C
CALM1-3, TRDN, TECRL) DEEZH
BWEZETS.
CPVT DIRAEEDI/INI 7Y hHEES
NIZEFIDRIE S MBEITH U, K50 C
U7 haERNRE UTCETGENEEZT
3.

FA4E HATFIASZVERZWMOEHRA (CPVT)

4.3
BifaralER

TEE A ERE CPVT OZWTICHV O N FE B K
BThsH EEIZLDOHE100 ~ 130 bpm 12742 5 &
PVC SHFETHHIL, LB E 7% > T PVC 1334
ML, SHIHT B EZHME VT RS- VT &7 5
(BE21). BT, oA L L HI2PVC IR
5. PVCIXAEMT Ty 7 + TH#Eh (47%) 70367
Oy 7+ EJill (29%) H3%\ 7100 il o R B BT R
BRCIZBMIT R CEAREIRD TSR TE LN L b H L7
W s B R B A EE AT SO b a— L0k
FIES i STV F - BB AR, ZHE

128 PVC 233 5 ATS L DERICLEHTH S,

IE A7) CARRERIL, FFREXEVEOD (98%),
JEFEE I 720 (28%) 7, TEB) BT SRS MG R 70 i
BUZIZFERERET LT L7,

4.4
SR

CPVT &, 2013 4 & HRS/EHRA/APHRS & [f] A 7 —
N AV b OB L OXBITENS (R11) 2.

45
SERIESHR
CPVT L OENEET LEE LT, TAN
HCIRTE, LQTS 2 ERHITHNS.
CPVT 2L BARENRMEL MBS TAPA LZITEN TV 5
FEFIZZ V3 CPVTEBNC CAD ARSI T A L

A, TEEIIR

bHDW, TADALBW SN TWBIERHNS CPVT %
RS 7201213, k2T s L b1, EHEN

& 11 CPVT D2HR

A0 MABC, RBIDKEZRO T, LREDENDIE
BIFERCBWNT, BICREOEWVEESEEIEHT IS
SVRIMICKD, ZHBM VT FelFZEME PVC/VT B
BHHENDBO.

CPVT DREEE DRI Y hEHT HIEH (FinE
EYEEENIN

RENDREBZRD T, BECKDFEHIND PVC
F=HEM / ZRMVT 229 D CPVT FEiREDXKIE.

40 LT, BBNDEEDB LUBEIREEBZRD T,
ZEFDBRDIERBFERCHNT, MICREDIELE
BFRCFATIASIVRHICKD, ZA@ME VT Fld%

TP PVC/VT D586 5N2ED.

1,2, 3IFHERE. 4 (5L
(Priori SG, etal.2013” & ¥)
© 2013 Heart Rhythm Society. with permission from Elsevier.
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BIRHEABEIROZHRIZET 2014 FF A >~

KR E T L ENEETHD.

RBEIIREMGR T, HEFEE DOZRIEOFREED 1
DELTHOLN TS, MERIEO—AE 7 L ER R T
I — XA CTHT A2 B AU v, BOERL SRS RATL
CEBEFOFIEBIER - LAY 30% DB 5N L&D
WEAH Y, REEZATHICELZ LICEYEEIRCT T
ZHTExn™,

LQTS ®FTH 17 (LQTL) &, /NEH (10 mEaifR) 12
S OCEBRE VAR T LCERNICH DS, BRI
BEO QT EEX#ADLE LQT] L3S EhH D),
EEEET 5™, CPVT L EHAUIR 25 HDD, RYR2
DOWERETELTIN) 7 0 ML o TRED QT IEE* 2§ 5
BaELHH, F7ATSIE, CERC A VT 25
FTIENDHLD, DHEFICELLRVWHEET LI ENS
W ClinGen D433 T, KCNJ2 13 CPVT O JFE & L
TIBEN R TEF Y 2L ERTWEH P KCNJ2 N1
7 v MEFEEOFRIZIE, KEREO PVC IZ4 7%, CPVT
LK EBFH R PVC BN BIEG A H D 1,
ATS & CPVT &L OERNIIFERE L ET 5. LQTS & i
BICBWTIE, BRFHIRESEHTH 5.

5.
U 2 & 5¥i

CPVT 2B B0 A R MNSED G TR0 2 O FFAliE:
IZ2WTCIE, FEESINZLDIE V. CPVT DA R b
fabERF L LT, BREnc s I 2 B L 72Epl, EB)H
frsBRC 2 WL E oo PVC % B 7ER], X W RE#T
TS NIER], BAERIEE DR G ST WIER],
CASQ2 O (%51F) ik &S ShTwng >
W52 133 N RS E LS hERkmin Epge T, fakrK
FELTHEDH 7O s, @ HERE @ BHED
SIHHDGE SN, & ThH DI EDARPRIMBIEDTE
BT T B L s o,

CPVT s O 2R ORI O R 51 (ER) 734 —
S EDWY AT, ER NS =V ERTEE
HECERMOMENEZIIE o728, IMEILOBEEICIE 7
Motz ¥,

RYR2 DIFEII/NY T v s DI L 2578 Tld, C oKl
DONY TV ME, NEBRONY 72 N EHEL T, NSVT
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I5A

V)%

VT ZRH DA L, ICD iBAH =T C
5.

RERRMF MR DN D ER T L, lla C
ICD BAHEEET D

DEEARFEDRIEEZE T D AR (C b C
U, ICDBAHEEELTHEL.

ICD BiA+# VT/VF DEFER DRI IE

BICHL, FTIVBRE5EZRLTHE I1b C
0w

ICD IEBAH DRI NDHDD, ICD B
AHBRECFET UERICH L, F I1b C
ZIUVBRSEEELTHEL

REPRIE MDD NDESSHL, + b C
TIVRSEEERLTHEN

DERARFEDRIEE =T S D EAERG(C b C
WU, FTIVREEZERLTHRL

BSNA M—LERODEGICTHL, b C
v7a7L /IS5 EEZELTHEN
BE(CEE MO EE S DED

[T L, BRWAR— VDRI EERT lla C
¥

BEFHIICH L, ILRICKDFMEER

% lla C
SQTS BHEICHIFT DDA X5 C
BDIHD EPS [FHEEZI NI,

7 Q¥ ZEL,

HO6E

FHE

7%, AF OEPHC X D ARBEUNEB DS ESRDTH N L1
{f%iﬁ%‘?{f?)%} 201, 608>.

5.2.2

EaE

ICD BEDOFIEH B D D DOD, Aif & OFLH THEA A A
TERWVIERIR, ICD A& R G DEANEROFH LT M
DRSIEGITIE, OEAREROFHAN TR =D V5
AEET L. XUV QT MEE L O LEA BRI
RIER S, LEARNERE T2 2 EAHE ST
B 330060 - F e BRI A N — BIIHEY B AEAm L
LiZf v 7asL s a— LvofiiHbigstsng 02,

5.2.3

E£iEEE

B AR =Y NOBMOWEIZD W TR D 5
B3 7RO SR B L 2 AR S A O BEAE S B B

TIESMEHIR T2 2 L SEEEN5.

B EfiElxEF (ERS)

=
affl

1993 4F, Aizawa 5l

T TRIRAAF

. LHEMIT QRS HOMAKLRZ / v
WKL VF 2 &727

FER % s L 72 ©Y. 2008 4, Haissaguerre 513, IVF
# 206 ADH B 31% T FEES X OHIEEFAELZ 0.1 mV LU
Lo IEEREZRDL ARG L, [ F I
(ERS) | &\ FHBEAZ IR L 72 Y. 2010 4E, Antzele-
vitch 513, #EMEEZ 2 515 ERS %, J O MBFHE
I & A4 71 (RiIBE: T, Va~Vs), 472 (TEE:
I, 10, aVe), &4 73 (L) 1258 24711



EBESLT A — MIZL, VFIZENTHHDITKIL,
AT 2IEBMICELL VER &L, 2473 EBMHICE
CVEVAZDS b oL b8, BRAMAN—LE2ET 254
bHDHEINTVES, ERIVBEEICHEHEICROLN
B728, 1) A7 RBRMER S 7 &SRR S LY
BOTHA—T Y THRETHD. JHOLEA%E ER &£E
#T 505, JHEAZ I KEELTIMED SV, K
HETIEER = JHE L CRLab 3 5.

2.
=¥

2.1

BRE

2008 4F 0 Haissaguerre 5 O O DUk, — R &
HBL, IVFIEBI CHBFRDIE N EAHE SN TS,
14 O TR R X OIS VE SEBIC B B,
PER - NFERIO ER Bl £ L0 5. ER DFHFIL,
EFRRLEMICIVITSDEDDH 5.

2.2

=

—FERB L IVEEAOWTIIZBNTY, (LEKX
TEEEEND ER IZHEMIZL O 5N Y, ERS BF D

K14 —RERBKLU IVF BEICHIFSD ER BRE

68 FHBEOTERE (ERS)

IR ETH LY. F-, T Rar U EIREEICL D
J R EANUEL-E0HEDRDHY, ERICITTAMATO
> OIGAVRE ST 5 Y,

2.3

Fiip

ER IZEEFEHOBMEIZH - £ DL FROHN, lEIzE D

WAFTREIME T2, F7- ER IZBMEALVEY (7
ANATOY) OFGIZEDIERT LI EPMES LY
5 629)_

2.4

e

Bk D% ERIZHBT, ER %300 5% 0 Sl @0,
FMBERT OV 12 ER 20TV L ST
BY, BIEMEROBESARIESINTNS, FEEIREZEA
Wor X772 144 #2363 NOFEHEE T M a—)L 359 A
IR L 72F5e T, BRIER &2 LRI B VT
ER DR FEIEH o720,

25
Fiz

—MERIZBIT S ER & PR EDRIHEIZOWT, T4 ¥
T v FO—fEAR 10,864 A GRATBIAAEFI94EE 44 7%,
Bk 5,693 N) 2RRELEHRENHLYY. Zoak—1
IZBWT, 0.1 mV LLED BER 28257013 630 A (5.8%)

2 St g
ANE-H HRE
2AER ER % 2R ER % 2EHI ER %
_ 2009°"
10,864 | 630 5.8 5,963 422 7.1 5,171 208 4 T4V RA 2011 619)
6,213 | 811 13 3,035 439 14.4 | 3,178 372 1.7 | RAYA 2010%%
9,444 | 423 4.5 7,131 321 4.5 2,313 102 4.4 | 3—0Ov)R 2011 %"
97 1,42 24 2,612 1 1.2 364 14 18. 201152
R 5,976 9 6 815 3 3,36 6 8.3 | HEA 0
73% I—0Ow/(F, 623)
15,141 | 1,866 | 12.3 | 6,707 | 1,420 | 21.2 | 8,434 446 5.3 07% 7T D% 2011
7,630 | 264 3.5 3,108 253 8.1 4,522 11 0.2 BHAA 2013%%
74% I—0Ow /X, 25)
14,592 | 278 1.9 6,444 132 2 8,148 146 1.8 6% 79U h % 2016
206 64 31 122 46 37.7 84 18 21.4 | 92% I—0Ow/CR 2008°"
94% I—0O v/, 26)
IVF SR 363 84 36.3 155 32 20.6 208 52 25 5% FUTH 2011
64 24 37.5 46 22 47.8 18 2 11.1 | BEA 2013%7

(32K 615, 618-627 HEHBE (TIER)
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BIEEABIROBFICEST 274 NI 4~

THY, WINHPOFEIZ0.1 mV U EDER 2705
A, DEMIET ORI 22713128 ~1.62 £ EALTW
7o, 72721, ER BN BT Hi0A XY MY A7 D 1
SR BB IS ELE, 60 UEICED SN TEY,
ER %89 5 & TN RN Z2 BIMEGEE, BLOEC
&b 7% ) BOCHARBEIRDFEIEH L\ 2 L AVRIE S LT W
2 618).

DHED 30 L EO—HER 7,600 Ax 3t 5 & L0
72 (FIABRIGRSTYO4EHS 52 5%, 591 3,108 ) T, 264
A (3.5%) 12 ER %720, 15 FEHOBEHRMIZB W TOA
Ny MEEY) A7 OMIY A7132.54 L EFLTwiz &
IR MM CEEIEC O ) A 713 4.66 £, 74~
52 RO L FAREDRERTH 72 Y. ZobhEOWE
T, FAEEBAGAIAE G 60 FEA & 60 mk DL 1 C R Bl AT
HATHITEY, 60 mEAMEIZ BT 2 MMk L5 EIE T
DX 2213 10.71 &, 60 FELLEEE (Hxh) 2 2 2.66)
LI CHERIE Do 7.

ER DIEIRIZDOWTIE, TEPBHBWVIZEH) A7 THY)
AT —RF 713 v F RO ER, b WCIIKFRF /2T
FER ST AV TPHRAR LM S 5 EDHME SN TV 5.
—fEERIZBIT S ER LBMNOERRK T, P oI
O\/\Ti 15 618-620, 622, 624) L:;j—‘_\.j—

b

3.
BIENER

ERS IZBIFAAREIRFSERK D 1 D& LT, IHFEEAE
1 H2 B4 2 FHZ AT T OLHHER & O AR 0. U 22 A7 12
B BRI —ULBEZ SN TVLEY, 20720, I

15 —MRERICHITD ER &FEDEE

BRSO 2 M THEES A4 F v F v 2
(ST 2SERS OFFE 20 9 5 (B 15H). ERS
WADFERBILET & L THE SN2 Kare T ¥ £V D
WWREZDIDTH LHKir6.1 #3— K3 5% KCNJS
PS4RL THHN ), 7o arF—IVRIYYATOA
TUNYT Y REXYYTH4% b5 2 0D, ERS
DOFEFE L TREEWE STV, 11212, KCND3
%> SCN5A 72 £ DFEALF1ZDWT ERS & DRSS &
nTwa 74, 334, 634) (5 16) 334, 634). ERS L:ﬁ?élﬁ{iiﬂﬁ
MRAEDBIGIZOWT, VF O Z A3 5 ERSERNIH L
TIIHES ENDRE7275, LERT ER 2780 5 D ADHE
FEBEBI G LTl s n ™,

KCND3 13/ & — B K Fry AVD g 71=y N T
HDHKv43 % 1— KT 5EETTHY, ERSIZFESN:
N T Y MIWT NG RRREESRRIT, @K Sy A VE
W (o) ZHIIMERES 4 = hafi 7z 1, ANEBE
2HICBITALIMETD ) v F 2RSS, JTikEHES
BLHEEZEZLNTVE,

SCN3A XU Na F v A V& I— R4 58EFTH Y
HERETE ST A s ERS OJFH & 7 53 SCN54 DFkfE
FEHRIN) 7 2 MME ERS DA% 53, BrS X PCCD D Ji
&7, 72 ERS TSCNSAN) T ¥ MSFEE SR
ST, W—/31) 7~ hFx 1) 7H BrS 2 PCCD O FH
WMAESTHIEDNH LD, ZOFRBAMOEHNSE L LTI
BH & M2 7o T\ 99,

LDEMOER BT RIE, GWAS 12X 2 #E T - £/
DOFEDED SN TWD, I—1 v /%D ER #H 5 2,181
ANE 23,641 ATy ba—LESRE LT GWAS DAY
fEHTClx, KCND3 \ZB8:#9 % —1i3/N1) 7~ A ER &
M52 SRS PT. 72751 2026 48 3 HELAE,

ENOBEREF YR 95% {SFAXRS NE -
L TEDIE 1.83 1.12~297 | BAA 20112
DMEFE 2.54 1.40~4.58 | BAA 2013 %
o R 1.28 1.04~159 | J4YS5VRA | 2009 °"®
0.1 mv Ik TEREOER L 3.71 1.44~9.53 RAYA 2010%”
TESIORIBEFED ER REDIE, 2.5 1.29~4.83 | BEA 20112
RAS—RBLO/ wFRDER | FEDIE 2.09 1.06~4.12 | B&A 20112
KR &R ST TEENRTE 1.43 1.05~1.94 T4V RA 2011°19
TEFED ER DMEDE 2.98 1.85~4.92 | J4YSYRA | 2009°®
0.2mVILE iggfga ERBEUKTR/ |y 514 166~6.30 | o =, | 201177

(32t 618-620, 622, 624 EBE|TER)



ERSX° VF Y AZIZHT AR ) V==
WEINTnWiwn,

v IV AT AT

4.

2

4.1
BRPRAEIR

ERS OEFEFEIRE LTIX, VEIZED ) O T, e
TERIRENEG, O E L, OEZERIE R ED BT S NS. E
RoOMBLUL BrS L RERIC, THOMERPLZHEF, H5H
WIHEREE O BRIETI T IC S W E SN TWEPY -7
—EBOFEFITIEZD L) REHAITFRO RV ETLHED D
299 F7 bHPEDSIEAF & 23% 1A 0T 5 LD
Hnsd 5 %Y.

4.2
DR

VF #E 3 58528V T, 12 FHELEKTER %789
LA ERS LB & A. — %I, ERS ZHidEE &
%% BRI, TEEFE 2 FEL R, F 3B S 2
FELLE, HLVIEZOMEIZEDHNS 0.1 mV L ED
TR EREERINTVD, ERIZZOWHEPH AT B
Oy FRNHENS M 5L, LB low-

68 FHBEOTERE (ERS)

pass filter DiE T ER DF ML L TAT—MH L0 IE/ v
FRIOHE L LB HZ & b:?ﬂ‘i%fﬁ%%f‘%% 2 ERIZ

%‘%< ST EAOF MDA, ST H5 T LAEL K
. FREENZEENDLZ L b d 520 ( 28). ¥/-
ER %a@&)twaﬁ% 2B 5 QRS IEIE, —#%IZ 120 ms &
i L EFENT VS,
4.3
ER OEEER

ZILZFE T2 ERS OMEEZINIA % Ao S 1%
. 72720 TPk R RS H VIS S AT - SEANE
WOPREEN TV S,

ERS %58 HA121E, HNB L O HELE 2 E/E L 724

DIELOLERREDSHHEEZONDE S LA R b
DYE - RIS\ 2 L P RV s —

B E & HCCHARRGE) L Tk L OBREFE T 5
CELEEEIND, T, FEWRC T IEANER Lf:é:TZo
HELH LY. IVFREBIT, TikE BHMRE ORI
WD ERIEE M A VTRl L 72058 T, J(&%ﬁff
LIEBC O BIEBE M GRS LG ST
Z)ﬁ47>.

I T P OIRMEIZ Db B EK E L CTLAEEIN D 5.
ZLOLGETHERIC L DG §TALHEINTEY,
A RBACERFET 5 Lo F v AIVIIATEHEAL 2 S O[5S
AT/t SR I, A R Ot WID 161 Nt R < P L A N =
260 T FEL D T W TIE, B O R

& 16 ERS OFEEIGETF, &EH, 14 /F v RILNDRE

BInF
KF v 2L KCND3
Na F v =)L SCN5A

AZIF v RILND
= [
Kv4.3 lto 380
Nav1.5 INa B

(Watanabe H, etal.2011%%¥, TakayamaK, etal.2019 ©¥ #&Z(T{ER)

AZ—8 /v FE

I ,,\L\_ ”

(RN RS A

28 ERERODE
ATJK B:STHS

B

KR TrEE

JL
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BIRHEABEIROZHRIZET 2014 FF A >~

THIENDY, BOBETEOEGARIEINTVGS S
) RIS, =3 v 7 2NV, SEBI AR
AV TaAFL ) — VAERIZE D D OHIEENL, T IEORK
REHAi L 5 7D T e A S B Y

BrS OZ WA H 7 Na F v 2OVIEWRER &L, ERS 12
BUWCIEOBEEETHIENL WS 2275 2 g,
B = LM R FT C O BARBE A LS C BT T P
B Cwbboo, LEMEIZQRSIFENIERIZE B2
VBT B EERENTVWA S BB LT
Hwnshafvy7arlL /) —, =V, YOAY ) —
)]/Ci_‘ﬁ)%a: J (&%()ﬂé% é“@_’%} 485, 615, 617, 653, 657, 658>. _73" 7°
075 ) 0—)LRNF83 UL ] 2 EE S5 Lol
bH5HY FrFLa) rOEEIRNES T IO
LRI SN TVDDS, W SN AMREETld %

W 659

4.4
bl 2L

LERIZBITS ER I, LERAREREELF T A6 TIE
HEDHEE RS A3 529, ER L, BIEMAENRE %72
L9588 FEFROERIIBWTHEDSN, BrS, ARVC,
REIPE O, Ol gs, OAMEZE, OIS 7 & 2385
Zre L ThHIFHN 5. L IZER A BrS IZABEL 723
&, VERIEDE) A kB LRI ERTE ) 7242
A SRR Na 7 v VBN E T 2 & 0 LB
R & % BrS OB EHETH D, F/EHMEIC LD
ER2SHIAL, Ko VF 2 &3 203 5720, #hl
WL LTEETHL Y, LRELSIOEREE LTI, &
REER TR R (K Ca? " IE, ™ KT IE) 7% &0
U‘%hz@) 296,616).

4.5

ERS 1%, #EM.OEEE &b VE 21340
VT HEFNZBWT, ER 4.2 2R) 20556128 sh

& 17 ER KU ERS DZHIELE

2 (1D >V, JEHEA U BELE B <0, ISR FE B b
ER %O 58541213 ERS W &A1) 5748, Wiz &
GIEBR TADPAL EOAHIEZTH L. BER ITEF
FHD 5~ 20% BEIZEESNADS, BT TIL ERS D%
Wi I B RIE IR D FEAEN L TH S, 2016 4 O HRS/
EHRA/APHRS # > 77 L » ALK — FTiE, ERS OZr
FHE L L, BRRIER B L OB IR IR L @ a1
SR MA - BRI T HARBENR Y. LaL, by
IZBWTERS LW s L BEDH L, RIKILORIELE
RETHDIL10% BEICEEFLY 72 K150
HT ERS W ENSEBIDH B, J A EFA 02 mV R
WCRBREE A LRWEERNZ, FiEAZ 7 T T8V ] O
SWTEME L A S v, S X1, EEFYE ER Flo
Bz &0, SHESRIBFDLETH .

5.
U 2 5 -

5.1

U R J 5

VF BEAEBIEB L OVME LIRS S O#RERE % A3 % ERS Fill2
BT 5 VE BREOGEHE IS 2 M5 ZR0 5500,
FABI R MAEREFNC BT B ) A7 FHEINEETH 5. #D
RAZ) == 7L ER 2072 5ATH-oThH, I
Ffl7: VE SHEDEHRMEIT & b T, B S CRATHT
ROATVFRIERZFITLZ IR THLEEZON
5.

5.1.2

12 FEOEE

12 FELERIZBWT, FTHBEOLHZFEIZBITS ]
EER, 02mV 225 T E R STHG KPR
T TREEL Y 2%, VF REEOR Y A7 LERFTRE LT
WEINTWE, LaL, TNHOFTRITEEHEIZBWT

ER Dk

RER (=/ YvFRRXEERS-HOD JR) ZRDD5E

12 FEDBHRICBNC, TEFED 2 FELLFTCIAEEFED 2 5FEL E. HdHVEZOEEICSNT 0.1 mVELED I

ERS D2

UTOIERICHNT, RHBHEZERDDHE
- B BRIDRBZ IRV VF ER, FT2FZ R VT EA)
- [RADBASH CTIFIEVVDFERELES], FTldDEZRAIEES!

(Priori SG, etal. 2013?, Zeppenfeld K, et al. 2022 #&Z(ER)



DI EHEICED N, bbbl VERE) A7 H
N DS, LEXMOATICD HEEEHETL2 L
IIREECTH S, T/, VFEEABICIIEELEHOKRE %]
WABOLND ZENMESNTWLEL Y, B RLH
FOLEMEE TINS5 2 L3, B
IZBWTHN - HEZEBOKE % T k25 VE FIE) A7 &
bl RIRLIREIE R, RITA NI TlEING
OFRZ7U—F v — oA L7 (B29). Zofho
IREMMAEIIOVTD, FEEY A7 FHliic BT 546 Ak
ERTHO%IET Y AR EN TV,

5.1.3

VF BXEBIIC SB35 VF BROERETF

VF B0 # 5 ERS Bl BWTIE, ENE iz &
D, TMREEFSE N 2 CRIMEREEE J A A AAERIT
VFEEBLEWI ERFE SN TV Morita & 13
ERS IZB1F 5 VF BZEOT MK & LT, QRSTRDILA
(=100 ms), fragmented QRS, J JIFEDILK (= 57 ms),
FEICBIT 2 REDEEICEDL ) T/RIE (2042) &
Vo LB RSEHTH LI EZMELTWA. &
NOHOFTRAEE T LRI T, ICD fAARIZIZ, VFH

E6E FHFMEAEREF (ERS)

BT ABEELR 7+ 0—=7 v THLE LW

EPS 2oV T+ ¥5 v 234, VFEAEDD
% ERS BEIZBIF A VEFFRIR, 7r0—=7y 7HF®
VF B TFIIZERTIIZR W L2 S Tn 5 Y,
5.1.4

5t - SRH&E

Kamakura 5%, 75 ¥ ADZ ik B T, 143
AD JWHRHT BIMENONTIHRE LTV 5% fal
BIEP OEAEIRE FAE L 72 5 AT TXTC, BBRAEIRS
FREED R AN LM GEDLNLIESTH Y, T
AT HIEBNC BN CTIAO T 2 WS EE L L
Twb. ERS BEICBWTERILORIERZH T 5D
2~18% TH Y, VERIEDERNT-& 72089 213
ST ¥ — T BELEREOREREL A
THIEGIPFETHIELFETHY Y, REIRIFIEE
E 2 OB KRR L B MERINEORIRIE = § HhE
BIOEHIZOWTIE, ICD @it % & o, EEICHET 440
DD,

FHABIR

([ vrzb—n ] ‘ DB DRHE

l VF £l SHME VT

SMH v T7OT L/ —IVREREE
(7 S X lla)
FZI VR
(R S R lla)

) ICD
HEISX)

(0w ) |

1

F=Iv
(RS X lla)

ORZY—Ib
(25 > X 1lb)
NTYI)Ib
(2 S X 11b)

SRR 1

REPRIES AR
IFNA
R AR R

=AY LERMRR
EEMZRATEDER 75 R E
ERS DZRIEE
DVITND 1 DDBE5E

! 1!

ILR " ICD ’
(22 5 X lla) (#2255 X llb)

l VF ST B VT 5 1)

ICD

RIS R])

(HELES S X Ib)

AT—TIV7TL—2 3> ’

X 29 ERS ([T HAEEIO—Fv—b
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BILHEABEIROZRIZET 2014 FF 1>~

5.2
S
=]

5.2.1

EWa

BrS IZE &3 ERS ICD AR TH L. 1V 7uTL
J =V EEEHEIZ A b — 2 0HENC D o & L AR FEH
Thb FTOBRONREL L TEF=Y v OFIMEI»E
WO HARACIEF =D L B TR LM L
REWEHD L W2 LD AN T WD, XTI )R TR
=), HENIINLOPEHDL VFHIHICERTH S
T LD ST B 80800 B AR EIZ D W
TIEARHTH 5.

5.2.2

FEEMR

HIREMBEM ERS I2B\WC, VF BEED 5 I3 CiifeE - 8
AR H T HREGNE ICD AL DHESE S T 2 1T #ILTH
5. FEEHIR M CEAREIROBEED S 254 bR 5
A1, L7z 2016 4 APHRS/EHRA/HRS/SOLAECE &
M £#>, BXU20224EMESCH A KI5 4> Y Tk
ICD OdE 7 7 A Ha @I IEFEE ST v, [EntE
REENROBERIZET 254 K54 > (2017 4FESEH) 1V ©
1, MRS S A b EIGE LT, KM TuhA, KO
TR A L, D OURE 2 N LIRS RIER T %
HYBIER, MEETH-TD, &) A7 LEMTREA
L, DOuE % OIS IR IR IR IR 2 5 2 el A8
HIFSENT WS, FHEREIZOWTIE, VF BEA R 210
BIZ BT VF BREDERE T L1355 we § 58
by B MY KH A WT A 2 TiE 2022 ERLESC A A K
FTA VHERL, ERERMOINC BT, &Y A70E
BUFT L, FHAEEZRIRIEDORIREE, ERS OFRIEEDOW3 1
P 1OEET A% ICD OHEREs 5 A 10b & L7z (MR
£ 18). MJEMEFITIZ, ICD OFHEICET AL T
EF v 2FZ L0, @) A7 LERIIREEL, ok
JE 7 ARV O ZEIRFE R R IEE £ 7213 ERS ORIERE % A5
556 % 1CD MAAOHERE Y F A TIb W& L7z,

ERS IZBIT A ILR HHAAD ZE T ZIEIRHNL TV S
B, 7T ADEHERIEIIBNT, Tz L% L
B 84 N2 ILR MlIAR DT, FI68 » HDO 7 41—
7 THIREHIZ 20 A (23.8%) THADHEEAFE S,

#2EXR 18 ERSI[CXT S ICD - ILR B DR &

IEFVRAUARI
bi:2is IEFVR
952 (VZaV]0}
DB E LB ST (& VF BFE BT .
FERICH L, ICDBAHEITS.
TEIREEMDEONBEAISIL, IR [F c
BABEEZETD. cl
RERRMSEM, (TN A, REEREIT
ROBEEDVTNLEEL, BURID
BEFR, REGEFEOBRATOR | c

IRRE, ERS ORKEEDWVFND Z5B6H D
AEFIICH U, ICDHERAHZZERLTCHR
L.

HEREDUTOEY RO DENRREE
BU, DOEBELEEMDEERIEDR
IRRE, &icld ERS ORIEEZE T DS
ISR U, ICDIBAHZEERE L THLL. b C
O TRIBRDL#SFE(CHID J A LR
®0.2mVEBADJELE

@ ST DEHVKFRIE Tz TR

BULBFERITOEARERTIER L, BIREAEIRTH -
720 KHA RFF4 2 TiE, ER & &b WAREIR IS
HEEON DA ILR OALZHELEY T A 1la & L7z
ERSIZ T A5 HT—T)WVT7 7 L—3arid, VF DR
LG BFE—HIED PVC S L TW A 541E, PVC %
F—=ry heTBHIEATES. Haissaguerre H1X, 8 AT
26 #FTD PVCISEEN < v ¥ ¥ ZFHET, LEi2iEs
16 77T, FNF 2y TBEEI10 7T THozZ & aHGL
T2 Nademanee 5%, %M VF 4435 18 AD
ERSEFNIR L TLNIE, (LAME~ v ¥ Y 7 %2170, 11
AT ER OFFENZ—3 /LI MRS B 3 1 5 AR
ENLEEBMZFRD, 77— 32X VE DHHH
ENFZEERHELTWAEY, B DT ANTIEREEMIE
BOLNT, TVF L LRFEPVCANDOT 7L — 3 28
AN THoZEEREL T D, EHRIKPUED VE 0
G NT—TNT T L= a NIERIRIEERERD D) BT
O, fEBE2 5 A 1b OFIGE L7275, BEREE ik T%
BENLNETHL. HT—T VT 7L—2aroEH
LAHEMECOWTIIESHRE SR DEFOERILETH
5.



B7E R[HRBOLEME (VF)

FTE B"ERMYEOEMS) (VF)

1

BiEm - EEBLR

IVF (&, (MEIED D\ VF DR S NERA: S 7z 8
BT, GO, WkE, RERE, B SOBE AR
PRENTWBEZEEEME L, BrS % ERS O X ) 7 22 HE;
LK DD,

IVF L85 27201213, ZFGERM, LTI —[X
1, EB MR, EWAmRE (¥R 7Y, NaT v
POVIEWTER), EEIIR SR O AR E SO 7 U T —
TV e &2 Ei L, QT IERAEMEHRE, BrS, CPVT 7%
EDBIEMEAREEIREBRAT S O FHIEE B4 5 2 &8
WVETH LY. ERIEOFEREZ TS 52 L3 LETH
%75, IVF OFWII BT 2@ n 2o f kIO Wi
B STl ze v 7,

2.
=¥

IVE DA RRIZI S 2 TIE WS, =R R AEFER O
44% DERARHTH o - L s anTB Y Y smEhksbl
11 BED 5% FREEASIVE &% 2 HT a5 %67,

3.
BIEHNES

—#OD IVF IREIEIIFIET 575, £ D% A #
ZFDRHS DI o TR, T 2 T DIIRIEFRIZB
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[REENRIEEYIEIRATA B T4 > Q018 4ELETHD) 1Y 2%
WOZ &, R AF IS 2380k iz N & mlg,
FAE R E A EE LMY e - A2 8IS 228 TH
b, 728 ZIEBrS IZAPEL 72 AF Tld, Tc BEOHIREIR
H2k ) a7 FRELGERZALAHIE F 7213 5m L, Boelk:
REEWPRFERE) A7 DSEE HBNDH 5. 72 HCM IZEPE
L7z AF TIZERFED ) A7 D@\ Tasd 970 dps 2
BOTH R OHBREBRESLETH L™ 512
HCM &10f AF Tld, Wkl iixlL, 77—y ar
BIROBNMEDNSE L iz, FORIBIZ DWW TEEIHR
%TTZ)M‘%ﬁS‘&)Z) 7497751).

AF BEZ xR E L7z GWAS T S L7z IR N
V7 2 MZOWT, 4925125 5 PITX2 fHIBO/N) T >
NMEFEAE Y 27 DR 5§ 727 HRIERE A D
ST R T T L= 3 VRO T LA
HTHHIEDPHEEN TS, 2024 SEODLDENZBIT S
3,067 AD AF B2 RICL72HETY, AF7 7L —
va VBB OIS E PITX2 880N 7 > MBI L
TWAHIEDTRENTTY. 2750, 2026 43 ABAE N
V7Y MIbEDWIERIIERSNTBLT, 4HOM
AEDSUEETH S,

RixtERA=EREF (SSS)

dysfunction: SND) (2L o THL S, —75, LiHlaoMR
HEAL - VDA G-3 B IS EI A 5 OB~ OIREREE (5
HHTTY 7) 12X o TORIET 5.

SSS THIENFHIERCEFHEFIEZ RO DL Z LN DY), #
(EEMEROBGARRENTE 2™, 20 bEEN
ERENDH Y, BIZEOH S A7 b D% FKIENME SSS EIFFRL
TV 77 L LB R #Id7 <, MomErEA
IROFEHIMD 1 DL LTHEENLZ NS, 72, &7
HEER LD Lo TELLRIENSSS &, #ITHEET
Oy 7 RW7ay 7% FRkE$ 5 PCCD IZUfEEN LI L
bHY, WEOBEFHERIT ML TnD 512



KIEME SSS 1, MioBEEMEAREIRER, JLREREIZE
PELTHRIEST B DL, H—0REMAELLTO
BT RREEDS TS NI R > TRy, £
TARAA RS 4> TlE, PCCD &R, fhoskBEH
DEEEZPHD ST, [50 LT CRIE L RIRNER % 72
% SSS] FF M SSS & HIRIIZ T L 72,

2.
BZ

DEDFBLAR— A A — A AR BE L 2020 4FDUFEE
442,000 A& H 2 CTEY, FAKRIEHOK 4 EAHTSSS T
hoHr$HE, FEHTIEIBLZ 17,000 N EBEE SN LT,
LA L SSS D% <1t 65 i EOE#HE TH Y, 65 A
THAET 5 SSS (FHAEMESSS) X EFNTH A, KEDTFH—
NFFEIC X B &7, 45 B DLE® 20,572 A& 17 4ERT 7 4
O—7v7L7zE25291 A (1.4%) T SSS %780, —fi%
ANENZBUT 5 SSS DAL, 0.8/1000 A - 4F & i &
NCTna, P, IS SRBETE L, Mgced
HWREFIT EA GRIEICHR A 173 ERH) L, ®ik
DHEAE (S4RCRITO) FIER TN TH S EHME ST
5. BEOFE 43 N (OHEO/NFE~EREIH T2
%) DL F—H12E 5 L0 BB HIERD
HRRHIL 0.025% T, BIRIZRRLWEIAHRE ST
b,

DOAENZBNTUL, Pk 28 4SS @R A 78 4l
Bhér - BEATR B ORISR FE [ RIS RERER O
AT 5 & BRI BUCBE T 2058 1I2BWC, #HS
AIHANZ WL SSS D 38 RAZMHT L7277, 38 K AD
IBL2RRATHCNANIT Uk, 3FATSCNSAN) T
YIERELTHBY, B SSS # A T A Y T % ifT
LCTw2™. HCN4S) 7> k16 5%, SCN5A N T >
k32 K%, L CIERIEM: SSS (IRFEHI) 538 A& &7

F 20 ZIEMY SSS DB BLIFFEEERF - 8

F10E FERWRTAERE (SSS)

A B ERTORER, FEEF R (P R E) (X, AFHE
(74.3 £ 0.4 %) I8 L CTHIEM: SSS (35.5 £ 5.454%) T
HiEIARD o7z, SCNSA/NY T >~k 32 55%1%, HCN4 N
N7 M 14 FZRICIEL T, SHICEEIETH Y (20.0
£ 17.6vs.39.1 = 21.7), ~R—A X —HHALER Ko
72 (17.8 £ 16.5vs.43.5 = 22.1). =B, HCN4 /XU 7T b
FEBNZ, 55 RUBEDIIED DRSO BOTHY), ikt
374 TH o7z Lo TREROATRIENE SSS ZHES
HIEWFTELWI EEEDPLETH L.

3.
BIEHNES

SCN5A, HCN4 @ 2 D5 FE R FKIEVE SSS OJF N (5
FELTHESNTWE T 20325 HimEs
CEBIZEBIT B4 4 v F X ROVRIET, PR SR
CMRESSRE (B S 2 B (5 T, TRSERIR S4B 5-3
LRGSR EME SSS DFINER & L TS T
Wh, bAENIBWTIE, HARANFKE SSS @ 38 A%
fENT L 7248 58 3K RIZSCNSAN) 7 2 b, 2K RIS
HCN4N) 7 v beEZELTWA, 72 SCN54 & HCN4
DN 7 > MEMDOHARN SSS HARE R E LBEH
£oT, MYH6 XU T ¥ MHREENRTW AL, Ht
KiFmd v, EREROBVEE L FEREET - 5
WAR20 17T

SSS DFE R Z BT L LT, T4 AT Y FCirbh
7N Z: GWAS M 12T MYHG, Z D% ORK T
b7z 2 HD GWAS ™ 12k 5T, &512 AF L4kl
HIEBRZMMIETF TH D PITX2 & ZFHX3 % L TL
JEFIEICBE 535 TTN/CCDC14 7% EDSHiE ST 5.
F MR & & LCld, PCCD & IAIKRIC LMNA N
V7Y IHPEETHL ™. B, ANK2N)T VR %
GNB2 /X)) 7 >~ N2 X B R M SSS D b & 575,

EIGF /8 BInTFE £R (FEEE(k) RIRE! / E(REY
SCN5A 3p22.2 Sodiunjz\{oltage—gated channel alpha subunit 5 (FEE7E AF. PCCD, LQTS, BrS
K, Ina BRDIET)
LMNA 1922 Lamin A/C (MIBIEEE, ELFHIHEEEELE) AF, PCCD, DCM
g N8Bl (PITX2 3afE)* 4425 Paired like homeodomain 2 (PITX2 DANEYIFERIFEIR) | AF, ASD, LQTS

DY/ LREF PITX2 BLFHEEDIEI— R DNAERICH D, TIYV— LB PELT/ (RIVBTCIERERZRE TERL.
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BIRHEABEIROZHRIZET 2014 FF A >~

WED L ZAREEIMEC P EE L FIN & T Cld T
BEMED D 5.

2025 4E|ZHET SN2 SSS AR E L 72 GWAS™ T,
SSS & DFRWEHARIZ STV D PITX 213, I EE
T LA END FROLEL ZPET AEERTO 1D
THY, WREEMBOSLIZOEG 525N T
W5 M PITX 2 OFBIHEI 217 #IK (4925 OIa—F
DNA i) ORIBIZ L > THYL RN (B #mEak
DOFRGEMSSS # L 52 MG aN, BAEMYIZ
PITX2 75BFFEH S 5 2 & TliEEiRaEN 2 GRS
DHLRITILT) BELLIEARENTVEY, 20i3
AL IO BE 59 245/ F- & LC TBXS5 \1)
72 bR SHOX2 3 7k TR0 i SSS D5
K& 2B05, #HEID v,

e

i

FWEE SSS OIRRE R BT AL HE I AE L o v, L L,
— k7% SSS 7570 ~ 80 AL H o & B LTSz
65 ULT TIEFE L AW DIk L, Kk SSS FEHI
TIEHFETORIENSE L, FRNIEED SSS BH - ~—
AR = NHARBEZRD DL ED L, JHH & 7 b ElE
F LI EDRRIREEEAS LR ), SCNSAN) T v &
R E § 53413 BrS %, HCN4 /XY 7 » MITIZAEE
A LEEL EORBENEE LA/ T2 LN LITLIED
2 BRI - F g TRY R SHOX2 73 & DML G
N T-BE R TN 7 2 MTlE, LERRERIER &
R CEREZ AT A ENENTTY L2 TBXS D
TR NY T 2 MCE o THEL SRV b -+ —F LR
O EE L R DRI E &0 52 & T
SNTWB™ 22T, KHAFTATlE, DLFOLM:
DWTNPIHKTIZTE DL HDIE, KR SSS % 5\ i (ms:
M2 a3 A 2 L 2R 5 5.

FHEME SSS # 58 HFM
S e S B OERE R ED e\ 50 LT IS O
SSS
IR EE AP L 72 50 LT I35 SSS
ERMVERB L ORENGEREOFEYHDT, K
FCHEL D SSS B - R— A A — AR BT
HT 5560 SSS
MO BAREAEIRIEED TR S NI R RN ASND
50 WL T 91560 SSS
UM IR EE L TERTREHEL HIT 5.
LHNVIA F=2 AT, BEEEZROOEREE L
TETBHIEN—RNED, BICHAL2 2755007
55, FAEMEHITIIEINZHITENETH L. #fnlk
FIUAFALF T IO N=Y A, 777 ) =R ED
BB REETIE, OHNOLEWIZL VIR ET R
THIED DS,

5.

~
=

FHEVE SSS IR AR FAEL v, BIRICE b2
VIERDIBHIUL, N—ARX— D OREABRDHEIR SN G, K
i SSS DEAEBE OB, HHER TIED 205 E DL
KBAHRLNDLZENHY, HIRICE D OIHEKTAAEE
PRIZE D RE ST L REIOAETH 2T RENER,
UDFHEZ G L COWLIRRESEZ SND. 2D L) BiE
BITIE, =2 A= HHHARIZ X B 03 BRI RILR
DOERAZIIHT L REED D D, HERTH > TH RO
N— AR = NAR G T 5. KRN SSS O —#BIg,
SCN5A OFEREFELRINY 7 M LD bR TH
D, BrSIZSSS # &9 5 EHR, M—%RATBIS &
SSS DM FALNE ZED LN TS, LarL, R
RIHY SSS DA TH HIEBIZ, VFIZ L HZHRIEFH % 4
TICD #HiATs 2 LIRS LTV,



F11=

1

BEsm

ARVC 1, HAEzrulb L7z O OBMEIRITEIIC X 5
HEATHED O EZ S e 5, BB LFHETH 5™,
HERBPOLDEREIRE AL, ZIFEOFEKRERD. Hl
BOI% ST LED B \WITAE DB IFZE 2D b
L2Habd, ACM &) iz HEL M SN 5.
2019 4EHRS D ¥ ZA/)X—= A vty H A AT —F AV b
I2E 5L, ACM IR - SIE - FPEAE SRR L 722w,
AENR COBEAEIR - DEAEENR - (2E8REE) 2523 5.0
FiE & EFRESNTEY, BEMEREZTTIE R vads
F—=Y A 7304 F=Y A DG MiRE - IsEto
DS - X =T AT EORRGMR R A, ANEIRE
£95DCM R EEMEFEEEL LT —N—F v T T 5,
ERICHFADILVIEBIATH L™, KI A FFA 3%
EWENZERL720OTHY, JHK & FHRR OB Y
T 72 2023 EHLESC # 4 K54 > ™ O ZILY
A, BRI ARVC IZB L CRt#k§ 5.

2.
=¥

ARVC OAFFERIEH 2,000~ 5,000 A2 1 A& S
TW5 ™) ARVC DAERBITEED S SR E £ TIRIA W
W, FEREAREGIE 20 ~ 40 HAUT, 20 AFIEND oL D
L\ PO MRS X ) % <Y 50 B TR
E O BVRICREEPR A N> 253%™ ARVC LTS
72 BEOREBIIRIRIEYH L5, 72751, ARVC
DIRHE 723N T ¥ MIREEERE TIERED RIER 7272
0, FRNARRDEVTFMS TS 52 7.
HANTIR RS2 X912 DSG2/3) 7 > b itk (451%)
BIEERTRIEST A2 0% Y RRNFAEE D
WARWZ EbHDH, ARVC BEDOTHRIE, IR E LERE

AEIRRIERZL)

ENME TERREGEOHE (ARVC)

hifiE (ARVC)

REFE 1 Z L B AR EICRE KAF 3 5. B4 (K355%) T
FERIED LY. BLIZE) A7 BENE N HIER
PRI — 2 D785 5 I13IETHDT 0.08 ~ 3.6%/ & Sh
TWBDS, M= ZADFE Tl 1%/ EAm e S, B
FREADPEOTLOEL WY bAEREDT YT T
? ARVC/ACM DFEFT — F 15Tl

3.
BIEHESR

ARVC OB 2 FERIZ T AE Y — AME#EET (PKP2,
DSG2, DSC2, DSP) &, TMEM43, DES, PLN T3
(B 32).

ARVC BE DK 60% IZJEHMEZF/N) 7 ¥ M E S
A, BKTIE PKP2 S EELRRHEEFTH LD, HAE
N ARVC Tld DSG2/3) 7 ¥ bhib ok b0 [k
TR JUP X DSP O/N) 7 v N otk (B #ERAT
BEREEZORE AT 5 ARVC bE ST 5
2 bAETIIFEEICENTH S, —HbAETA,
EERRREOERYE b7\ DSG2 % DSC2 DR EHEA
REENTHEAG LV B (B #EEAE LN
)TV N STV B Y e (1) BIEOYA,
B EDOFIBOARDREE 22 LW REED DY, HRT1d
FEIRD e WRRF N2 D720, IWEFDEHIZHAZLT &
Wb, TORDORERED %\ ARVC BEITHLTD,
BRI AH TH 5. ARVC OFRIANIF N EE
FIZE 0 EAY, MmAEI RS PKP2N) TV b
JFH &3 % ARVC BEIZS . KRG T O AR
21 801, 806-821) Lﬁﬂ%&bf:

ARVC DEAZZHAIRAIZ DOV T OHESE % #885% 20 1R
T AR (2024 AESGETHCOIRINAE B EBIZ BT 5 # RS
ML BIZA T ) Y FITAHA N4 2 1P %%
Dz &,
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P120-H7=>
B-H7=v
a-Ar7=> N-7 KA >
| T EALYR
e A=V
5y$1U>77:7Dt/ TREITLAV?2
e - FREV—L
FREFSEY | FRETYY 2
7Za741)22
| FrvT
e A=V
A fHARE fHARRRR fHARRE A

E 32 NERETFRAEYV-LZSUHEER

#& 21 ARVC OFREEET - (FEER - RO
ARVC [CHT B HEERER

(%) EEA
FRAR B&
PKP2 Plakophilin 2 45~ 55 20~ 24 AD - THEIMYIE ARVC BRERtE, AZEEENTS
- DEIDRIE - S - ERUERESE DA H DS °
. - THODERERR 27 HE0 &7
DSE | Desmoplakin 816 | 2mas | ADAR L ol EREE | FNEMERS/ (T MHRET,
FEREELARERE DD 808909
- ERIGEEEDAHNZ ) 81081
DSG2 Desmoglein 2 2~17 31~40 AD/AR - HA A ARVC Tld p.R292C, p.D494A DR EEE SR
felFEANTOEE/\U T Y hhi% L)
DSC2 Desmocollin 2 1~2 2.5 AD/AR - ERIEREEEEHT D O
Junction C FOVRAR D FUERERESGN\U7 Y SRR, FER
JUP akoalobi <1 <A1 AR FELBREREDIED
plakoglobin S FOVAEBBLUBIDBL(CH L O
- BEEENEHR
Transmembrane cZa—TJ7YVRISVRBEZEUSHIK - BMNGIDIC
TMEMA43 rotein 43 <A <1 AD p.S358L BXAER D = 58D &1
P - BHEOLODEARERFEERNS L, p.S358L DEEZH(F
100% *'®
- EEIGEEEDEHDNZ <, DCM DERTHH D
PLN"| Phospholamban | 3~5 < AD | S SRl p R Adel RS EEDD O 0
- EEREEEEDEHNS L Y
o Desmin | 5 AD - DES NU7 Y MMEEIRISHM S 7 ) (CF— 2 & BIED D
fE (LREER) THEESN, BEGEEEZEDE
5T LGB 2

AD : BREAIRNE (BY) B AR BREeEEE (B &5
(3Zik 801, 806-821 HBE(TER)



#32R 20 ARVC [CBIT D EGFHIREICE T DR L
IEFVALRIL

HeR IEFVR
I52A

2V

RIRAYE L <[FBIRT ARVC ER2HIEN
fe NS U, ARVC DRRELFELT
B SNoBETDEGEIREZITD
ARVC DRABIETFEULTHEIISNET
NTCDEGFDOECENREZITD

BEAD S —PEFIDMRRKECK D
T, 3MRICHIEDRIEDREREZTT
3.

BLFPEERFFPOEMIRICE > THEM
SNIETF—LICKD, RESNDERE lla C

IRBEDHERZERT D

4.1
BRPREEE - fEIR

ARVC 3K E < 3 20T 5N 5™, REfIdH
WEERE DD, HoTOEET, LLARERY A7
GRBYIRE) ATE\. DT ZRIL L V) T e b b 5.
WIZBASEHIC VT 2 e HHIL, A2 s Lz (—H
D) BENRESROOLNDL. BT E5ICH
EBLOLEZEOOHEEIEITL, HUAED DI
REDIFRIEDOHRLE RS,

ZOL) RFEOREEIZE DV, TNEREB LA A
IZEbho/zBhE, HF W, (EUZHEICELAR)) KA,
WP R, Mo, &L COMEL /OBt L o o8 F
KE ARSI 2 008289 L sk Y LT, PVC,
VT, VF 2% 1), AF %&bl (= 30F0) &M
ROEDED 22% THROH L ENE . FHmZid ARVC
& LT OREER - FERER S E 2SI CHEIR O 58 H 1),
IRRETEATIC & b % o TEIRAI T 5. — R ERRREIR
1320 ~ 40 AL THIS b A A DL Y JEET A
X fl3, ARVC FEBIOD 10 ~ 20% 2BV THIBERER & LT
MBI /DB ZERIE R RO L 2 EH ), FDHH 72% 8
TR TH - DL 5550 LRIk b R
I RERIE, FIENIZEETH L2 EEBMEITIZE 5T
HEL, —HEMCIEERAE LA I L D BREEIS L
28889 WRb P ORA L ) ARV, BGOSR

ENME TERREGEOHE (ARVC)

PRICE D BREMEID & 2 2505 A, IPDIEIRD 35 %
T CHETLZ LIS OB EE 5 FRIRT- & S
'(\/\5 828>'

4.2
SR

ARVC #Z 2 32T 2010 4125 % & 1172 Task Force
Criteria (2010-TFC) 7SEIfE COIEMEN 2R EE 2z b
580 0k, WEBNEBEFIRE DM EEE
DIEEREEBR EH S, 2019 4ED HRS TF A/8— b O
YRUHAAF— kALY 2 LT 2020 4D Padua
criteria®V 12 BT ACM B X O R 5% 12 22 U i
(arrhythmogenic left ventricular cardiomyopathy: ALVC)
V) U AR SR TR ENRE SN L
L, COBMEBWHEEDOZ LI L Cd#Emo A
HY. 2020 EDEERTF 25— F L AE— p 52 T3 ER|
2010-TFC #5581, ACM BX W ALVC ICT AT 2~
MIBREWE o TWEH, ZD72D, KA RTA U TYH
ARVC I 2 W2 #13 2010-TFC Z 3:AR3R4F & LT
B 27 (%225, 2010-TFC T 14 %L T T
I EE TO ARVC O IZIEIE SN T e v
75, bAENIBIFB/AED ARVC & % & 72 Tla,
Vi~ Vs O T ¥, "iESEELZo T O HE M)
ARVC OF AT RE ) ) 5 2 L Sz ™,

4.3

Eif% - 282

4.3.1

RWEEODITO— (®33)

HEOPKITINZ, RIS 5\ IE O F AEO P4,
I, TEATICE QR WEEEIL L7 AR % 3850
5. HEIKIZOW IR ML LR E, =M%
EEDENLEETH LR E, LT a—TORERIZ
ARVC IZHBETII L, FAREOBEIWELSED
HY, WL MRI OEEEDHEIL T 5,

4.3.2

MRI (&1 34)

HEOYK, BT, BELES)RE - FEEAL - BRE
b - EHIZe e RS, URFHEL, BREIZE OFFM
DWHETH L. HEOALLTLEEREOBIREDS (T
I—|ZHRTE. 2020 EI2FEFRENT ARVC OF LW
Z W3k Padua criteria CIEARMEILZ /R IHRES KY) =
Y ARG BRI T 0 MY,
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& 22 ARVC DZErE#E (2010 modified Task Force Criteria & D %)

AE#

1. 2 - FFROREERES SEEXL

B

DI d—

BFFNFAZEDOEINGE FEEINERZIFENDD, NDUTDON
TN 1 Dbl T
- FERERMETOAE ML 32 mm L (FREEDED 19

BAEAZEDRIETEFEENEZRD, NORDOVNTNH
1 DZigfcd (haRAHA)
- ERERMEG TOARMLEE 29 LILE 32 mm Kl (FXREREDIC

mm/m? k) D 16 LI E 19 mm/m? i)

- EREEMETOAERLEE 36 mmE (BREEDED 21 | - EHESEME TCOAEREE 32 L E 36 mm Fii ((FRERED
mm/m? 1) D 18 Ak 21 mm/m? Kiif)

- AEEEZEEE 33% T - AEEEZEE 33% KO AEL, 40% UT

MRI

BRI AZEDRIGE FEUENBECIIERHAZNBEERD,

DDOLLTFOWVTNH 1 DZ&TEfzg

- AEDURRERESD D ISRRABEN 110 mL/m? DL E (Bi4),
100 mL/m? Ak (Z2%)

- RVEF40% LI

BRI EZE DHEINE , FRMEINEECIIIFFHAZEINEZRD,
HDOLUTFOWVWFNH 1 DT
- AEDAHERERED I D IRABERD 100 LLE 110 mL/m? i
(8B1%5), 90 LLE 100 mL/m* Fiid (Zzi)
- RVEF 40% KDKREL, 45% AT

a=EER

BRTNIEAZEDRING , HFREIERC(IREZRDD

2. DEBROEBFIE

EAEEHEEMIEAD 1 DL ETRMECBEMEBIRZRYD, BHFEOH
RN 60% FRig GEESHMDEGE 50% ). DPIERDEERERE
TOREMBEROBEEFEDEN

AZEBEHEERMFEAD 1 DL ETIRE(CIBBIRZER0, EFLEH
2N 60 ~ 70% GHEEFHMDZE 50 ~ 65%). DWERDEIERIE
f# COBERRBEIROB IR DEL.

3. BABER

15 U LT QRS 1BH 120 ms I EDFTEEEM T Oy 7 VG E
[CBNT, BIlEEAES (Vi~Va), BULIZNZ-ATORMET
P5d

15U ETREEMTOY I EWVEEICEVNT, V1 & V2 FE
TOBRMTIR, FelE Vi~ Ve WTFNHDFECTORME T K

15 U ETREEMTOY IDHDBED Vi ~ Va D2 T K

4. 1 - (REDRE

AREEEE (Vi ~ Vo) [EBIFDA4TVOVEK (QRSIEDEDOH
5 TIRDIHRE O DEDBERMED S S IEIRIER)

QRS BRAMEELEBR T 110 ms KEDHBEICEWVT, INEFED

BRI TOEIEBEMD 3 DOEEDDH 1 DL LZEEET

- filtered QRS duration (fQRS) 114 ms Mt

- QRS #&FKEBT 40 uV FimDIEBADFFHERERE (LAS40) "' H 38
ms Bl E

- QRS #&KBF 40 ms TEERINICBAD 2 BOFHBEDF AR
(RMS40)*? 20 uV AR

FEEMTOY IDEVEE, Vi~ Vs DLWFNHT, SRORRES
5 R ZZ0 QRS #&KF CORKGHERR (TAD) H' 65 ms KU E

5. FEEHR

E7E (1L N, aVF FEORMEFICIEARET, aVl FEHHME) O
ERT Oy ORI Rr T VT

T7Eh (1 1, aVF FEHHZIET, aVL FENRM) RIcETEH
ZRe EMT0y SROAERHEEROIF T E 2R VT

TILZ—IDEBRIT 500 /24 BB ED PVC

(RR—=(ZHE<)




ENME TERRREEE0OEHE (ARVC)

K22 HE

6. SRIREE

IREDZUIERET ARVC EHEESNEE 1 EERE (BHE 1/20 | FEMEBECTIIREZHSNIEWVD, BEIC ARVC LTSNS

BLFZEHBEUTCVSHRT - k) Hd 1 EEHED NS

Bl z JFiT CREZRIC SN 1 E . . . . .

D{tﬁ;gf (FHBIFT CRIBLZHIC ARVC EEMSNCE 1 BREE ARVC DS 35 B CRATAE LIS 1 EREE A S
e . FRIPEHD D VISAEZMTELE T ARVC RS NI 2 EiRRE

IES UREE § =) -~ Neheray

BAEDEKRET, ARVC DRALEHETF/\UT7Y M EESND GEETFE 1/4 55) BB,

definite (FS2) | RE#E 2, Ffcld, KREHE 1 LNEE D, KfclF, NBEE 4 Z/BICIHE

borderline (RB5REY) © KEAE 1 L/INEE, Kfcld, NEBEEIZHICITHE

possible (ATEEMG D) « KEXE1, Ffclk, NEE2 ZHICITHEE

BRMREEGF, INTCELSDHTIU—NSEHTS

*Tduration of terminal QRS < 40uV, **root-mean-square voltage of terminal 40 ms

(Marcus Fl, et al. 2010%” & v %)

Translated and reproduced by permission of Oxford University Press on behalf of the European Society of Cardiology. OUP and the European Society of
Cardiology are not responsible or in any way liable for the accuracy of the translation. The Licensee is solely responsible for the translation in this
publication/reprint.

33 ARVC O#X[gE: 0T I—FIR
A BEREeRME B EREEHE
IR UTEAEREE (ARMmKH) DR TED.

4.3.3

fHEEZHR (R 35)

WHRPT R I3 BEDIEFAL - Failed, HAEPEIIER
& 7 %, MAEILIZ ORI S IRA%Y, AR D ZEHE S
5. RGBS OIMEIIZHY S, EEMICHAL S,
7 WA TR L H OMMENRII L2 720 5 2%, AR
BCONRIESIILIHTIE 2,

4.4
IVEREZHR

ARVC 2B % 12 FFE0ERORFEWZETRIE, A7

sk, BERAZFERR (terminal activation duration:

e me e . E34 ARVC DD MRI
TAD) JEf, BETHTHS (BB6A). T1MBI LD pappmpmy (e, momm/ wHE( G5B, BLUE

PVC, VT ® QRS #iJEix & CIZEM 71y 2 1 E T B AEIAESRDD.
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