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ERBMI VL OO, BEEEOEEIHML T 5.

ko OMEIREE 127,718 MZBU B 0B LME R3S
AR 79,400 N (62%) T, B 57% vs 43% TH -
7o, BEEODHHHHFL 31,819 A 25%) T, D) b—fk
TRICE 2 HEB23 25,756 A (20%) Th-7- (B 5
AEINIELE 66%, SR AT 24% (BAK—4, IR
Bt - BHRAT, RfE - ATV, SREE, BEESR L), B
5%, TOMTH 5.

— T RICE B HEDH > 7 BERICBNT, WHLLE
AT OB (VE) 3B X ORI CE 483 (VT) T
HolHED 1 7 ABRAETHEIL 36.2%, 1 » ARSI
X 25.1% Tho7z 10ERE T 5L, e 5.9
RAYDM, 46 RA Y M EALTYS, 5612, HEKRE
PHEL BB 1 » RBAFERIE55.7%, 17 A%t



F1E FRROERSIOREE

[ MBI B ]

127,718 A\
A 4 ‘
DEMMELE SE DB DMELE
79,400 A 48,318 A
A 4 ‘
B4 1) B L
31,819 A 47,581 A
3 3
— BRI L RS (ﬁ%@aamgaa§5u1
25,756 A\ 6,063 A
I I
3 ¥ 3 ¥
HEAOER D VF/VT FEROERID VF/VT LI HEAOVEXD VF/VT WEROVERID VF/VT LIS
4,684 A\ 21,072 A 666 A 5,397 A
1 h84%5 | (Amrwe| (155 [ AmmEe 1hB%55 | [ Apewe| [1h855| [Asswe
1,695 A 2,989 A 1,889 A 19,183 A 371 A 295 A 818 A 4579 A\
E1 bHEICHIFBIELSEEDEE (2018 FE)

(RAFEEIEBAT. 2019 LUHE)

KEIRHIL46.1% &, TNEN1B0RA Uk, 114 KA
Y MEFA LT

HARKRNEG — - ) oA v RA T UBFIES T,
A 41 ik & ) OVEIRICE 572k v 7 — OB O 7 I
HF1, 132 N2BU B AREIROMEE A BHET L2 NI
BERRTEAEENRAS 73%, TRARMEAEENRADS 27% T, HAREA
HARIIEIREAZIRICHE L TEERTE L (P35 58 %,
vs 70 %), BNARHR. AL EOABHEDN D o7z, M
IRPEAREEDRD 38% (ZHIREIE L TW7zs, Wiz 2 &
DEZERIED =T IABFIE B EZ EN L. FHHID) AT FF
D EEE A Rk 2AERE ko7,

2.1.2

RATEDIRAEE RS

ZEIRDUMEIFIZE B ERE, GEME & FE IR S
N5 (BBE2HE34EK 18EBM). bOENIBIT L0
BOWFIE, EEPREED 50 ~ 60%, L FAEAT 30 ~
35% CTH 5" (BE2R). EEMEAEIREEIX 10% PINT,
ZTOMNZTIERE 7 &V EEED LIS, B EAEEAR R
12IE, QT IEREMEMRE, QT EiHAEMERE, 7V ¥ IEMRRE,
RIS RIEGERE, 7737 3 VBRSO S,
T OB E D S E N5,

H AL DR FE 245 D UBAH A AT 70N A A 3 88 6
F—4~—2Z (JCDTR)' 12k % &, B LHEBINT 5

HAARTIIE) S (ICD) OEAEINE, —d&FFi7A8 2 &,
TR TR 8 HIREEETH o 7z, ICD #YIEE)RIZ— KT
Bifl & IR PRI CRIRE Th o722 Eh 5, AL EIG
FIEDBF ENTNDERLEND.

B, ICD D#IEAV & 72 o 72 E O LIRS & 5541

A DEREMEMELED

B : ICD/CRT-D #&iAHD

® EmE RS ® EMmMOEE

IDERAE © JFEREMMHRREL OENIE
O EEMERER O BEXRELOARAE
® it TIVA S REERE
® LQT
O FERREMAZE OEIE
® T

2 DEMEMELEEEDAER
(A HayashiM, etal.2015" & W {ER, B: NodaT,etal.2014" &) {FX)
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FETEXCTWARWITREMEA G 211 5. Nippon Storm
Study ' Tld, 2010 55D 2 T 48 flisk » 5 T34
A 1,570 A [ICD 68%, MLEE—3 » 7 FERefH A
AIUHE)Z (CRT-D) 32%] 2388k 3 (B 2B), 2 4F[H
DT F =T v T bN Fhnld 62 + 145%, Bk
78%, FBE BRI RS 31%, LAIE 36%,
AR 13% TH -7z BB TIE TR T
— KT D 3D RO, UK L CUFE, TVl s
FEMEREZ: I3 — KT & ZIRTFHiANEIZRE ThH - 7.

FEAME & O ILEE T, RENZ BT B D22 IR 4R
20~ 45 5N RMTIE 30 NI R kB
2 JE R BIE BRI BT 80% & RS H A HvBAS, Th
S OMEMNIER TR A7) L RE R D HrEl
~FLETIZERAHDO S DAL, /INE~RBEEIZBNT
GOAIE, EEEABRYS Lz 5o b, —J7, 35i%E
TORNIBW TR REOEGHML, 35 %
AL ERPITOHEIERS 52, 45 % Lo
14,628 A& k5 & L7-Hilf] & I — } Rotterdam Study T
1E, 1990 ~ 2000 {EI2BT 5 1,000 AEEDH 72D DL 2k
FEESIEZRIL 4.7 NTH 7225, 2001 ~ 2010 121X 2.1 A
LA LR iU, EEIIREE OGO 2 RAlA
AEIESHEZ: (ICD, CRT-D) ORIFRIZL D EHEHS NS,
LMEZERIED & 57 DI A D702, UARERCEIETEA
IR T 2=k FBix A& L72) A7 @R, 7%
SNCHIEM COTPH A ERELEZ HN b 7,

2.1.3

DB ZRARTEDEPREF

bor bEERGHRNTIE, VI/VE B I OUMEIEORE
1B, FLCERIBEORIREE 7 T b, FiEk) A7 OB
HALBIEEAREIRE RO AT 53, Bk E 5 58 A
DRI T 2 EEAINETE I C OV T S H 5 .
BRI L HMETH Y, BB AR Y -
FREEEMY AN = A 8% LML DL L Tna.

ZEIRIE L OB B BB IR EBRRF & LT, &
JE 2, BEIRIE S, IRESLHRE Y, B Ah 5. 20
M-S 2 iRER I DB AIE) (AF), BREREREE 2 23
bNb. TNHIZZERILICHEE T M L72HFTH D,
LR E OREERESE LSS KBRS AT~
T4 Y7L 2= 5 G OEMERE T
e L7215 5Bk (39,908 A, BEIR 424E) oL
Ea—IZBWT, BRI DS EREZIRT
SHL DD, FERIEE WD S o7 TOFREWD,
ZEBRIED E N2V O ZE I R VI REE 2 R L TR
0, FOMEE B X OHEMBIEMOZLH A VT/VF & &
7oL, DRZERIED R 72 5 L IR SIS,

72E ZIX\IMERETIE, THEI2LSHEERETE TOMME
(Tpeak-Tena [HIFE) DEEEIE VT/VFE EETOFRIRFE 720
BHZEDPHSPIZENTWDS T BERIFEEIZOWT 30
o S HER (304,323 N) W gETIE, ## o
AR T (R (BMID), 7T A btk v 7k, B
BIRGEE), 7 a—)b, WEROIER &, B IOV
B fERIN T GEBIIREEE, A4, AF, HIL AT
O —)VIIE, SIMEZRE) 2L T A7 3% 1TV,
BEVRI L AR TOBZRIEDAERT ) A 7 5B 2 &8
s SN2 oML LT, MR E ARk 2
FIH L7z QT IEE R LIHEBIOIK T A VI/VE 2 & 72§ &
RS TVD |

% BITHETIE, BAEMEERIFRES S CAPAS
P40 SRR 2 1B BEIEOT I oW T H A H
SN, TNENOIFREILZERICIZ BT L 7284 48
ITENHSPE EIN TS,

3.

IDERREOEM &Y

LERBANL, R, IR RE LR 0oL bE
B LEHEINTEY, NEROMBOAZLST, 1)
A7 FHHIC A E N TS (RS).

3.1

12 FELEE

12 FFELEMIOEEKR DS - & QR A TH
L. VUIED 4 » 7 & BB 6 % FTdFF 10 18 4R 1 FEAR
MO R2OFEER M TS, MUEREE I, 1L 111, aVR,
aVL, aVF) (& NG ORIRET, KB (Vi ~ Ve) &
HREAOAKFER 2 il 5. BFIC Vir, Vg &V o072
HIMEBEEER, 4 MR & 0 b mv B R EEEE % 6
Mm$s2eddhsb. 12 FELERITOEEDHFELIRS
DAVIZ, 2B OB H D & SN L ERNK, W7
Ty 7, ST-T4AL, THRE, QT ML ZDIEH-E
2 (QT dispersion) 7% EOF AW T 2DICH T
ﬁ) Z) 43,44‘

3.1.1

QRS EESR

QRS DIEEL, HLAOAEIRFEHOTFHA T L LT
HHNTWA, QRS #HARIBOWTHALL 729 (fragmenta-
tion) &, AEENREMEAZLFE (ARVC) / AEENR O
EE (ACM) R 7 WA FHEMBERED ) A 7 GG & T
AV



3.1.2

TRER

T W oREE, RIPIEAZL &% KBS 5. EAT.L
Wi (HCM), 72 S DILMHE, A LI T T,
ERBEVE T % R9 2 L%\, THROSHHE, QT IEE
FEERE (LQTS) OBEEZIFETL2DICHHATH LY. 7
735 3V HRSTAELEEII (CPVT) O— iz BTk

K3 DEREREDOTEIRZKIE D ATFHEIC ST HHRE
IEFVAUNIV
#E | IEFTUR
IS5 (29 1))
12 SFEDER

12 FELBENZ, FNERORERRELDTE
FiREE, ARVC/ACMIE EDERERID
REDHRICEAT D.

12 FE0BERZ, QT ERERE IV
HIERBE EDBE G ERER S E
SZHICERTS.

RILY—DER / ANV MDER

ML —DBHZ, EROFHEICLDT
FIEEDOTEIROBREICERTS.

W—TRARY L D=5 7%, ERDE
RICKSTRIFMDAZIRDMRL (SR lla B
THLEZEERTD.

FEI—TRARY NUD—F %, ERE
REROBEFREHNDIEHICERT D& IIb B
ZEZBLTHLN

IDEZRATED D WIS BBEIEREIRD FH]
S, RILY—DEBHOERZERATSC llb B
EEEBRLUTHKL.

EESEEER (DER)

BHaRBRE CPVT BEDEHHFER
MOEREIROTEICAND T EEERE lla C
3.

Enamaiiz, £XRMELQTS hEEHNN
BEEDZMICBNTEERTS.

ENEFRBIED HCM BEDMTERES
Rit%E, DIEZRIRIED U R 75 CHL lla B
BTEEEETD

RHMODNERE=S /Al BEE

AERFHEDEHIC, AN—RTH VA
BAXSEDERE=ZY TOIS LDE b B
BEZELTHLN

RERRBHDIZHIZ, AX— I 5 v F
DEHTOISLADEREZRLTCHEK b B
0w

Al 7)LTU X LW AF ZREEED
BENEEAEZRLTHR

Ila B

b C

F1E FRROERSIOREE

SRy (ZE8R) 12 T ISRV C U k% 380 5 2 L hvisy
ENTVE Y THOTEEAPLREEITHET S L THE
55 Tpeac-Tena FIIRIE, FFOBOAN—ME2 L, &
FEERBEATO) AZFHM AN TS Y, QT 4
FRAEWBEETIE ST HV DA ST, Tpeak-Tena [EIFBAYEE L,
FEATREOREE T &R~ d .

3.1.3

ST-TZE{t

ST-T ZAbiZ, PolER LAHZE % & OEEINREE, L
FhE, 7V FIEBRECRRO HND Z N0 Y LR
OBEEN LD ST-TZLEZRTHTIE, FNarRds
WEEIZH, EARTEIR Bl DR 2 IS B R B L &
T3> F72, T EOEEE AR T A TIE
HTHHEDHELDH L. STHITOELZE>TTIVH
FIEBEEEDOFRRZW DTN THBY, ) A7 3 biEH
EnTns

3.1.4

QT £58

LQTS ®FZWicB VT, RFELEMIIAHTH S,
QT HEOFHIIC DWW T, % 12 FHELEXO I #FE
F721T Vs, Ve TtV B &2 AV TRHFEMIC
PRI 20052 F L, AEIRDHFAET B350, Pk
<L B3 LADOMEMDIFIEE KD 5> R
LQTS 122\ TId, 7% QT iEEX/RT 2 L s
TW5h, ZRMELQTS 122V T, QTIEEN O SIS
Babdiud, QTHBESEF CTHLILbHY, QT LR
EE1TMODOERIPAFAET B L) KA H 5. 1EIR
W29 QT IERETIE, ASEMREER 2 U LOBEET
Oy 7 OFFEE, OHHEUHED T OZAL, R on T BOH
AN D FEB 7 EHSBWRATD >,

3.1.5

QT dispersion

QT dispersion |3 12 FF3E.LEM O KK QT MME & i/
QT HIlEDOETH Y, LEF OB O —EDT
fECTd BT R KEYIR A E
ARVC/ACM ®' TLE TR LI Z2IRIE D 5551 & B3
TLIEPHMEIN TS, Fy b 7EIZDWTIE 70
ms it & 95T ENLW, 2751, TETIIMoOFE L
DEFMIREOESLH Y, R CTOMHIZH-> TV,
3.1.6

BHIBEME

FLHE MU A2 LR 5 N5 T EDZ S, Rosso
501 mVELED ) EADPEZETHLEL, Vi~ Ve
FE OB WM 2K <, TREFEE (11, 111,
aVF #58) $ 25\ 31, aVLFEToO ]l EFIZEE T
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AEIROZWE ) A7 FFMIZBE ST 2014 K14~

ETHHERE L TWAD Y 4E, FMIFE e 0k
SEMERE) & OBECTIHEE EIN T 5,

3.2

S g TRY=5

B A, WHTHHINE. TIATAF
A 2 DODOEME VD MFHELERTH L, —HIZiE
HFEENPHWLNDS. CMS FEE2 AW CRILOZHIIE
HITHZEnHLH, T LENTIRIER oM, 74
bHSTDOLERAHLVIIETOHEIIRNEETH L7720, &
MEZELEESZ DI EIETER . ANIENRO B
ENDHIENL,

3.3
RILY—iDE

12 FHELEMIL 30 IS OMAETHL—T, FILVy—
LB 24 BB OFEFRATTTRETH 1, IR BRI
HEARE B O N2 &, FEICHRET 35 2 LS RETH
. RUEREARL Y MEES R, Bt T ARRE L REL
LHEATVD, BMOEZ IO AR FE S 52 &
L\, RIMOZRIZEN S CM5 FE L, RNEROZH
IZEEILD NASA F8 A A G HED eI TH 5.
TAETII AR O RLE T RE R KB OB S T 5. fif
Wb L, DIEZERIETFANCAE R E SNB0LEL A b
RFVUxXN, THANVEF YA, QT sHlFEE, L3
FENT, Y —E 2T ADREDREL > TE T 5.

RN F — LR THRI S IR RO A &
W, FEEVTOFRAICEHTHLLENTWE Y, /-
TV E — WEXGELERH ORISR D JF R & AT L 72
TIE, L=EME) (VF) 258%, bV —FKERT7 ¥ s
13%, VT 725 62%, HIREA IR A5 17% Td o 72
CPVT Tl&, FN& — L EMIGEB &R T
BEMMRNSODFEHTH Y, FHEB AR A T TE %
WIER (BEARRIERIRP S B 7 &) R0, &Ik - THERAS
WIS 2 &) RAEFIO LR B X OGEWAREAROM A
HATHs%.

3.4
ANV bEE (FFEAHE)

ANy NUOERIE, ANy NOER (La—5) 12koT
FLER SN LEXEZTRT. 24 B ORIV Y — LEXTAR
BRI SN o 7235 AIHEISIC R A 2 &%, 4
NP aA=FIZREFEERIATHH LD, K&ELD
JFEN—TKAR P La—FE Q=TI ML a—
FIT 5D HAARIZOWTIAE | 32 6 SH).

3.4.1

FEIW—-TKARXY bLO—F

FAERRCHERT LTV 2L a— RIS T, A XY bR
Y raffd 2 TURBREREETH2DDT, EREEFET S
BETORBINE 5. HLETLEENHGOMPEERH
DIZDIEHTHLDTH LA, FEREAIIR L DR
BEMBIZIZEHTH 5 (HBKRE 35).

3.4.2

)| VE k= e € N Y W Bt

B A M L CB LB NE M TR T 250
T, V=T THH7:0, BIERE2 ST ~Hri s
HDIF> TOLEXEHDTTRETH L. V—TROLERT
WIIAARTI b B2 (55 1 5 6 BIR). FEIROZVEHZIZE
WCHREROBIEIZEHTH 5 .

3.5
EERENE

TEEIATRILNR A N P BLOZRIEO T & &8 T LA
12, SR M LQTS, CPVT, ARVC/ACM, HCM 7 &A%
H5b. FRVELQTS OFEAMAITIL 12 FELEMDIH Y,
IR TS &0 % TIRERFE 235 1272
L, BIEFERLETHERME LQTS DK 40% T4
FE QTe 2SIEH & MESNLTEY, QTALEEL TV TH
HENRIEFETH - 72BN ES w2 & 7L
e\ 70— CPVT O 12 FELLERIZIZITZIEHR T QT
ERDBDOON LN LD, HEZSHIZIEMN v FIV
BRI EMABES L A THS". ARVC/ACM 128
2T 3T7IVERE LEABIROFRICERLES
BT PV TN FIREGERICB 5EE)) A7 1Y
LFE=2Ix o eidviawv. LaL, EEiEEREo ST
FABIO VT IIAEER A X2 O L 72 FHIAA & 72
e WL VEBOFIRICOWCTHRE 2 At
b, FHEBICBT L EBEMOFMIL, H2HmEBMS
N7z,

3.5.1

R

R ARIRDFHF S SN C ARLITO
{REREE R A ARER T, EEIAMICL ) S (RS
WEHEEINDL DD P EIERIMME EETH 2 wEH)
MR AR A EpER A T, BB &M IR AR
DENLZEND D,

3.5.2
|®§%ﬂﬂﬁ

HEFEBEPEDOFAET M 6,101 A& xS e L7z KT &~—
MIFFECIL, EBrPOSEE L LEIMIGE (PVC) O584E



1%, 23 FERHOBIRFREIZ X > TCULIEFE O Y A7 &
MBS EDNPSNE L7270 7530 LD
Gt CEEY BT ERER 2 S L 7 DI AR RO 72\ 2,885 A
T, FERE R () 2SESETTR O PVC 384 &R
MBEAH Y, 15 FEOBEHH TRIECROA E R EH)
oL T RE O R RIS B O] & 22
EMREDIEHEALDNT ¥ RITRR T 545, BB K E A
REORAEMETCHED 2 VIGE, LI O RITE B DSHKES L,
SR EEIREED IS 2 2 L MHN TV 5T, BT
V27 OFWAREICELT, &8 o PVC EEB LU
Thn & EB AR PVC SSAEB L O In % it L 720 7e 28
BB, AL, CIRFEAE, NEROBEDO WML Y F
VBB AR IS E 29,244 NE MG E L2k —
MFZETH L. ZOFFEETIE, EFHP XD & EFREE L
DOPVC T A FMICEH ThHo7zeHiEEINT
W Z) 79.

3.5.3

MERR

50 LU T OFAED HCM B2 BT, BBk
X BIME EFIEDOAED 5 WM TIE, D FE
fERET O 12TH 5% FHEHCM 161 Az /FHIZ H
Ly FIVEBEMRBREZFERL, 44 =20 » HOBHR%E
ITo72METClE, 12 NTZRIEAFEAE L, T _F5A-BUS
RN K BRI TN LIRS 75%, HREE 66%, Bl
HER 15%, MR 97% Th-7- Y. 72, HCM 126
NS5 L)V T A — 5 —GRFREO LT F A SUSSE I,
DI FETE D FEE L B Tz GEEMIR 3.7 ~ 4.7 4F
(2B B EE R 14%, BPEETE 95%) %

3.6

RAMDIDERE=Y

3.6.1

BRI UVAFEIS T«

AR =T F YDA ATEIFITREH T, BONDLIRE
OIEF S OHIERHEST B2 LN TES (BKRE36). =
512, BRIEDEE ZFNTT 52 L2 XD.OEMB (AF) @
AT BE T 5 5% (BRSO W TIEE 2 8 2.13.c
ZH).

3.6.2

MBIV AFEIS T«

AT - AR O.LHIET ORI DO ST b, B
BRI LTI 2T HRATRAY— T+ Y NEA AT % H
WCHEHEOREIRE Z R L, COEBZRIET LI L1
L) AF OB 2170 RADHE SN TN Y,

F1E FRROERSIOREE

3.6.3

ZFvOX MUy IEEMES
BIMEFHIREZFH L TUEZHET S (Fax
N w28, BFIMTEROA 7IZHES Lzt > —1308
FE AR C I BE A & 5825 3 B WRIE OB A S AR D
BHEAHTET L INETOWMETIE, AFBRHOEED
FRREED 90% DL E BN EAVREN TS P

3.6.4

EREDES

AL O WAEROMLIZ1E, REIMELSE ] 5E
70 75 AL IG5 FHEL ORI %72, 75 AL GIAET
X, Av—1FTrvFDLH %) ANy N (EBKRE 37)
LR, hv L AR (BRE38), 7L ALy M|
FeAZ Eh3B B M ERALLER (BRE39) 13T Vv
VY OMENZEBRAFEVIATNTEBY, F2I/NLLER
PAFF 2 2 LIk Y BRI D22 D OEMAFLER S,
INEREEFE T V5 VKR 7 I FIZ7 vy 7u—FL T
ZWrix17T) (BFRE40).

3.6.5

AY—hRE—H—1E

AT —hMAE—=Hh—F, FsEoN/-EE N LARE (AD
PPLL, fERENTZWNIEITHI LD THS. AY—FR
E— 71 =225 18 ~ 22 kHz OIEW ik % LRI ¢
L, TORFERTEMITTA2ZLICLDLIE=SY
YUDUREL oz b WO MEN R EINT, S5, 2
UL CHIDOABLHNE S BT HE T, NEIROBMI IR L %
LR RSN TWAS, F72, A4 270k (10 GHz)
TR ARG L€, B CE/EHEZ T 5 2
LI XD IR HE T 2RSS S TWE . e
BFoOBHICHKESTIUL, BT822 oz il
ZENTED, MR ST, Ny FEISKETIUE
FIHE % RSB L L s s s,

3.6.6

AN—=RIFVEAN—PIIFYF

A=+ 7+ Y ENMFTOLERFLEES R i) &
[ FFPELEMZREL, TV YT ENZAY—= T+ 2D
77V LT, PDFAbE N/ LB EHRTHIENTED
(AliveCor #, HHRE40)7"*. A~— b7+ v FIZ7 4+
FHEE & NEIVESY, T2V MCEBRSDHY, I
il s 2 &) TIFLLERPRGHFTE S (BRE37).
FOBEBINRT ) Y TENAT— T+ DT T ET
PDF b &7 0ERZERT A2 LD TE LY.

2021 4 1 JICEINARR DSBSz A~— b7 4 2D
[REMBE=F7arSn] &, A= 749 FD
[REROGEF 707018, —REER B #
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REROZWE ) A7 FHIICET 274 R4~

e EON T T —Tlde, EREIJEEB - RIEL
SHRRT [REMEBRMERR] &L L ORRBSN Ihb
\Z& 5T AF % EORERD G DL AT LS 72554012,
WY e R T REE R Y R 2 LR, FDY RS
BHGEE LTI B EN2b D TH S, LirL, AF BE
DFEAEOBEZMEL, FNUL > TR OERZHC
HIMICER DI R El3fTo TR bRV, A— b7+
FafER L TIFHELAOFEEFL 1TV, AF LA IO
A B L 72Wi5e i 237 SN TWh RS, F25EHEBRS
[ZId W 100 A tg s 2w — by d v FIZE D [RERD
JefE] & EFRICEREME A 22T 2 BBV LT
HMEND.
FERiEZNSICE D [AEERROEE ] BT FLOKEEE R BRSR
ZHRELTBLE LB, BIROMEEZINILE A HEY) 7%
EHfER T b o TTVY, ZORERIZEDSWTIHELITH Z
ER BB ICHIAT 208D B 5 ' [, BOFe R A
HEL, Ay M EICRIBO R WIERDST v T SNV R
Aok edis, 29y RIZ7y FLALERICEEZRS
BAMNEHROWRZ: EE2G 20, Hitda) 74 k5% %E
FHBLALENDH L, INITFER o MHIERN L,
[RER I E=y7arsa] & [REMOER 70 s
TU]BEDE) L) AT RNRAT 4y Ve HT HPEIAH
THhb., SHREMIR: EOERIEEZ®BL, 77) O
B L CEimo gt e il e ax sk asatm S e
W5,

3.7

ATIXNEEIC KD BEEEEHR

NLAHIRE (AD 12X 22 FHE, KEofHkzt 2~
Vo — B CIRET A 2 e SRR E 2 ), Aoy
EEIT TS, AlZ T OFKIEEMSE (ML) TH D,
HCTH ABORMR RO = 2 — 0 v 2 BHEFMEL 7%
Bt =2 —I VA Y 7 —2 (DNN) 2MEHENEZ &
%\, DNN Z{EH L7 ML T, %< 0BEHEH,S
BRI L 725810, &89 A—% (EAENATR) %
L TR 2 e 5 11 SRR AL Z RO
GIRAT I V7556, ADIRTIZD D5 W BER /38 —
YETHAWEETH L. LEXREETO Al HEZ KO %
CIEIFEEBETH B 05, ANV M FINCETRELIRD S
IRz H 5.

3.7.1

il - P2

ALZW Tl 12 FELER 2 S B EHEERDHEE T
%% HESESERDSFAER L D F L CEWIGE, DI
DT R BIME LR BB DS 1 | EHROTiHhE

HETREE OMELH B

3.7.2

IDEEEE < DIEX - B OEEFE

12 RO AL SWTI, Aossikae 1" HeM ",
KBRS AE > 10, AV ERERE ", ) Al
fiE " AHEETTREE STV A, IS b A B B U
iE " BT B ZEIR S 2B . LQTS TIXEE AR5 1
TOHBNZ ALZWAENTH S . —J, AlIZE->TH
—FHELEMDOMHIE QT MEEiEE T&, LQTS O A
)=V THES LR BRSSP

3.7.3

EEARESHR

ALDZWIT7 VT X 20%, & HRLGITEN R HELLE
A S X B B FE L E R 5 O AF ISR ST
V2 TR, 30 AR 0 LTI A T
12 FEHHOF LW 21T - 723 T L, ROC Hi# T~ A
(AUC) 0.97, F1 227 (AL HHEOFAITH) 0.837
BRI RBER TV A 12 FELEN D S FIHIE
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DY A7 FHIZET BHERE T AL NLER10 1S
R

IDIEERE BLFRES

EEEERTF l RERF

[BREEFHNEE]
BOBRE
Bl (E) 2%

ERREETRE }—»l

DOZEMEAREEAR]

IDERREN (VF)

DR (VT)
TdP

IDEZRIATE

4 DEZRARFEDFBAN=X L

X9 DERATEDFAHICERTNDIER

FREEEIER EREER {EEHRTF
IDHEREREIRIZ B~ A—1EE BEHEEEREE
o |VEF e EEKPVC e HRV
o NYHA D#aE o JERFHEIE VT (NSVT) * HRT
* BNP SRS * BRS
e DC

e TWA
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DAY hOUZSHEICHET DHBETET YR
LA

x10

#E | IETUR
IS5 LAY

LVEF

DERERERELDDNFDAREBEICBNT,
LVEF &R (85~ 40% UT) ZiDA N/ | A
DU R T EHIICAWLD.

NSVT

DFfEER. DCM., HCM BE(CBNT,
NSVT ZiA R hDU X 7 5l IS Z & Ila B
I5.

EPS

LVEF&F (35 ~ 40% LIF) DIDEHigEzER
BE(CHBUT, EPS % NSVT LEHED Ila B
BTCURITFHIBICEWVWS T EZEET D

Bl / BOBREZRINT HIER

DEEER, HDVIEIERIMEDAES
ZCBWVT, DELP Y TWALEDIER
BRLOBREEEHEI+GaDETURIET
MICAVWDCEZEBRETD

DEBER DD WVIFIEEMIE DIEERE
[CBWVT, DE LP ¥ TWA REDIHBEE
BIDBREZDOVNFNH % LVEF S lla
BB TCURIFHAEICAWVWD C EZERE
ERN

ARVC/ACM D&DONIcBEZDZIIICH
WC, DELP DHEZEERTD

lla

lla B

JIVH Y FERB DD BE DB

BUT, DELP DRHEEET . lla B

B ERREZRIRY 1ER

IDENEER DD VSIFE MM DHIERE
[CHBWNT, HRT %2 TWA RTcIE NSVT &
HAHEDETYRIFHAICAVD &%
ERID.

lla B

DHBEERBED U X IFHMmIC, HRT,
EEDHEREZERZ (SDNN) EED
HRV #81%, BRS, DC ZAHWD T &%E
BULTHKL.

b B

7.1

E=ghaE (LVEF)

CAEBEDINT % LT 2RI O d 575, K THH]
REBWrEEE CEHll N5 LVEF O T, FfEiEo IT—
WRAZ = FeoTnb, BEDOEZA, ZHENL
EHEEBTLEZIIBVTE, ol EF AN
MEVIRIECTH D, LVEF OILTFIE=35% F72132 40% &
EFRENDLZEHLW,

F1E FRROERSIOREE

LVEF O FHERE L L COR RN, AL BERE)Z
(ICD) O—kFFi (G AEERE —FEb &/ L2 ED
WEE B DAEIRFEO TR & L COMn % aFfi L
7Bk T MADIT 11 i5% (LVEF = 30% OO REL
AR SE R BB A0 Y, B X U° SCD-HeFT ikB#
(LVEF = 35% O.UAEBFIIBUT BE-I) '™ 12 X - THE
VENTz BPETY, (LEHMEREEIZBWT LVEF &
TOEREDFHMI S, LVEF O v b 7EIGRCK & 2
%5500, LVEF KT EE (= 40%) TIEBGEHE L=
REERA N2 ML N EDIRENT P LVEF DF v b
F 7 &R T IUS DI ZERTEI R L COFFRE L 255
A, BIEEII T ->TLED. IS OERREROK
5, LVEF KT DA v bt 7fl1% 35 ~ 40% 374 L &
NnNTn5,

7.2

FEFFRE IO ESEA (NSVT)

RN & — LERTHHE S L5 CESME (PVC) B &
INNSVT E, BIERYE 725 VF R VT O M) =&
BARERTHY, <2 OHICHEAEIRD 5 I3 hESE
PAEOTFHIRE L L AN TE 7 PVC ISR
ZIEMEDOMGEIZ) A7 B LTSNS DS, FHIRE
LTHOZETFTYALN)VIE, NSVTDIEHHNPVC LD
—,%l/\ 253.

NSVT 1% 3 #FE LI o PVC o, EEIA% 100 41/

SUEEERTAOP— I TH B4 UL,
MERLIN-TIMI 36 #EE TR SNz L 912, X0 EedE 2

EFR (4~ 75 S5 8HRELLE) #HWIT) 0Nk
WEOHE L I ENTWAS P NSVT o4 HMEIZOWTIE,
LFREZERS, PERELLSE (DCM), NEARELLHAE (HCM)
BETHEL L TWDH Y2 2 ch HCM BEIZB W
TIE, BAEDILRB, bobEHOBITATREEL>TW
z) 133.

7.3

IDEEREEZNRE

OISR R A B 2R (EPS) (2L 57075 A0i#0,
LBZERIEDTFHN BT D — OB 2 RAETH 5.
EPS (IBEMLMETH DI LMD, AV —= 2 7T
ALV ENIE, fEREOECEZEERD AL DO K
WAl L CRiEDIT 55,

FRIFREEEL LCo EPS O kX, MUSTT stB# *° (2
Lo ORE N BT, L %ER% CLVEF =
40%, NSVT # AL, EPS CULEMAEIR Btk VT F
7213 VE) DSFRENBEFIIBWT, ICD D—Rk TRk

23
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L COFAMPBRES N ZO/F, EPS 4 K FTO
ICD D#ILREDFE L1, $7%b 5 EPS 25 FHIIRIE L L
TEHTHLIEDRENTz. T2, ZORBEOH 7T
T, EPSIZL D LEWAEIRDSFHTE SN BE, FRS
Nl o7z BE & ARTHIEHEAEENR A X b OFEH )
BWI EATREN.

—JT, FHIRE L LT EPS DR % 645 L 72 Bk
D 5. MADIT-I SRER O 7T *7 Tld, EPS I
LB OEREIROFED, ZDHO ICD O#EEIER) (L
ERNEROBERISIE) EBE L o7z Z EAVR SN
EPS 12 &5 VF F51kL, 7V ¥R EOE ) Ay
BHEORFZBIZBWTAIEH SN TS5, ZOHFHEIE—
HL T 70176258 SR BestBr 7’0k 2 — Lo (F
AR ORISR T RO E R L) TTFANSEAIZ(L
TH720THHY. UL, BRI LEREE (547
D ZRL, HRAHORMOERL S 5 EEICBWTIL,
EPS TV A7 #filis % Z L 5%\ 2,

7.4
NEFII0ER (SAECG)

SAECG &, #HDERILENTIZ/ A ZIHBNTL
9 &) e hEME, (LERET R INEFISLELL T/ A
AxbpET LI EIZEDMNT 2FETH S, SAECG T
RLER SN AAEM LBV NEMIZLE LP 2°% 1), QRS XK
RO bNns (B5). LERITOREIZ X 2 BELRED
BN E L, B ((25) 252 K5 %

SAECG D FC§klE Simson i I2H L, FHiEIX X, Y,
Z %8 % 2 I 72 vector magnitude T, /A AL
V0.3 uV EUT, RUEFEM, NS R £ 200 ~ 250 4L,
40 ~ 250 Hz ® band pass filter = 25 DA TH
5.

LZE LP O 1L, @ fQRS (filtered QRS duration),
(2 RMS40 (root mean square voltage of the terminal 40
ms in filtered QRS), 3)LAS40 (duration of the low am-
plitude signals <40 4V in the terminal filtered QRS) ? 3
ODENHVSNA, fQRSIZT 4 )V 7 —HLE S 7>
QRS fiF, RMS40 £ QRS #4KEB 40 ms (2B TREFR S
72EALD 2 Fe IR, LAS40 (& QRS #AKF T 40 4
VU TOREMOFFFEN CTH 5. O fQRS > 114 ms
(2) RMS40 <20 uV, 3 LAS40 >38 ms d 3 DDIFIED
95, 20U ETHIEREE R G E I LE LP Bt L
W5 72720, CoORBILOHEEIIBITL) A
e L CRIBSN/2DDOTHY, FEEICLoTHR
BHDTHEENLIETH S,

O LP AR, (O ZERR D VT 712 & OBE A

Vector Magnitude

100.07 : : 1

ol _ : Il |fQrs133.0ms
: : RMS403.0 uV

7001 LAS4060.0 ms

60.0

4001 : : —— 40V

3007

312.0

v : B T o ‘
B 50 - 125 - 200 . 27!

ms ==

5 SAECG D36l
QRS #&RERICDE LP (KED) Z386H2.

B ST 20228 IR Ak DV 281 2009 2 P
TRREDTFERRIIAT OIS L )2k T It BB
Rk C 20 AVEICIRA 2SS 5 = L Qg s 2029,
— /T, TIVHFIEBEREICBT DO ER
BROFHICOVTIRARE T G DH Y202
ECHERENTWEOD, TEF Yy AL LTI S
T\, TIVH FIEBERETLZE LP Sl s b X 7 =
ARELTIE, HRELIMEROEERIEDZ DR & LT
BRI T2 " DCMIZBWT, L= LP 2555
MARBERO FHIZER TH o 72 & DM 508>,
FOHEREIHET SN T, T2, REIREMEAZO
fE (ARVC) / ANEERREE CAE (ACM) TIEEERIZ
ELP %70, BWEED/NERICZOEHANEFENT
VB L, DIEZRIERLBRE AR O T AN B
T 5EREIZOWTIEHL IS T e,

DFRAEZE 7 EOFE N LR BEE T, 0% LP I3 HM
TE% L, MOIFEN.LESFE LA HE TERT
Ll DBIERAIENRIEDOF IR S S 5 2 L HMb N



T 5. L LP % FHINIIN 2 7225 E O £ hit i 3L [F wi )
Xz (JANIES 3B R NF TORERICBNTY, %
B OEBBESTILLE LP S Mo IR EN.LES IS
HMAEHLEDL EH AU ET L EE2HELTWD T
L LP %2 &0 72 R EMNLEZIREOMA S L, O
e EOEN LB BRETOAHE V2 B P

7.5

TEFIVLYFV X (TWA)

TWA LiX, TEOREL L THES 1T LIS EISHBLT
LHRTHY, LEOFGMEE % KMd 2 7 Atk
I, FEAERE, EEOAS, AR OB,
QT EEJEMRE (LQTS), 7V FEMR LR & TRl ah
LHIZENHHNTND.

TEBY A SRS L 7 OB AR ARY MVIRITS 5 2 &
THESLNLTA 70K b TWA M-TWA) 1220\ T,
I G R IR I DA E R E T R & L7244
ORI EREBEOFERESHENTEBY, AFFEIIZBNTH
ZOHEMBEDTREI T B 222042702827 9009 412 Hi
EN72 ABCD #HERTH, (LAEERILOHERERE (BF =
40%) 1ZBWT, M-TWA IIAREENR A X > b B K OVZe8k5E
DFHNZBWTHHE LTS, Ui L MASTER X5
T, O EZELOEREEE 2B W T M-TWA % Hlt
TEHliL 728 25, LEIEOTF R L CIEFEHTH -7
bOD, RNEPRANY M LTI T AR o727
CAUZLD, BIEMEAREENR T AN 51T 5 M-TWA Hplffi
DHRENGESNIZZ L% 5.

TWA &, BOCHEAEEIRT FC BV TR P ERI LR <
— I CEMEEPEIEDLO TR E V) F#RH L 7 %
D720, TWA IZGHTHEICE > TH) A7 BEZRIET
DIRETIE %R, BMEHEIZ L > TRY 27 BEE RO
FTIIREE ) T8l b, BERORERD A 5 T T, TWA
2Rtk & IR (it 72 R EARR) 1240 CEHi L T
WLA, T TWABMOEZRZFML b0 vz
57 bHETYH, ROEEREICREL T TWA OF
FAPEZ w0 2 ZFRAG L 72 35% (PREVENT-SCD 5li%) 23
fTbN7=25, BACHAEEIRIZ G L C R\ et e 2 7R
LT3

TWA I, OIERENCEAREL A GLELZ L
T, DANRY M (BOCHAREIR, (OIRZ2R5E, (OIRSE) 7
M T 2ERAMERETAZEPMSN TS Y T4,
DM EZBREEICBOT, M-TWA b LCIZHBRT 5
modified moving average (MMA) # % H \» 72 MMA-
TWA & HRT % #lAG 75042, OEIEB L 080
HEAEIROFINZA R TH D EAIRENT VL P02

£18 TEROERSSUREE
IR EEE S CEOREN GERBREZTRICL 2R
BROO X & FRITC, (CHEZHRIEII TS 2 TN 7% 570 L 7
& 25, LVEF, EEIRELEDHEE, M-TWA BIESEE
LYPMRFELTETON, INSOMAEDLEIZE BT
filild LVEF HHIZ HARFHZOFUAEETE N EATRE
N7 RN EEREICB VLT, TWA IZHEMTZ
D IHRIEARIE & A S D TEHT 5 FHERE S »
Xi Z) 133.

B M LR BB E IOV TH TWA ORI TH
NTWDY, ZOFRABEIE—EL T, BIESI
D%\ ALPHA 3BT, LSt & AREEPR A > bl
L M-TWA A EREL TWLL00 ™ /BT
BB HMBOHERTIZEOF R LGE L T\ b,. HCM X
BAEVEARER B E (ARVC/ACM, LQTS, 7V 7 e
) %El2onTh, TWA OFHMZFHEL TWAA8, »
FTHLNE LR TH L0 YTV AL LIRS
Thb.

AT, AVY —LEMOMEIEE MMA & XX AR
FHIANT, 5\ 1E M-TWA & [RIBR R RIS ) A~y
FVAENT (FD-TWA) T 24 IREHERTIC TWA ZHt 4 2
WEELHY, T TICHEAAINTNL2H00 5% 1
BEIET Y Ao T,

7.6
DB ERFIER

7.6.1

TERNUZEUT <« (TWV)

TWV X TEOEFIMEZ ML, FOmoIXs2& %5
i AEECTH A, Fiak L7z TWA IIXKHICEE TS5 T %
DOEFHFML 725D TH A0, TWV/T wave amplitude
variance (TAV) & T HEOIIK, IRIE, MEOLILE &
THHTS 2 CTH L. MADIT L EEDY 7 2% 714 T
1X, LVEF = 30% D-LifEZEC ICD {GHEAT DL AER]
IZBWT, TAV > 59 uV BIRER A X2 M OF MK T
(HR2.01, 95%CI 1.2-3.5) TH A LARENIZ?. 2D
fil, DCM IZBITBAEERA XY b2 2 X =T ZAFFTO
SO A7 BHUL ™ ICER L T AV H 5. Fil
T T HOREEEZE L 72 TWA (T-var) DI DR
IRA XY bOFRNCHEHE O LD 5.

7.6.2

QT SHAEIE

TEDHA RTAVRAT—hAY NTHIESIN TS
EHI2, BYEM O BEE TR OIRISRIE RSB AN LR
DY) A7 FHIIZ BT, QT dispersion Z 1 Ld e 35 QT
MEEEOA I G ENE ShTws P LaL, QT/

25



26

REROZWE ) A7 FHICET 274 KT 4~

RR slope 7% & @ QT/RR FAMRIEIEIL-LIRIEOF A H
EENTWA. QT/RR BARIZ AN F —LEXZ Vi
Fraf, RRMEEREEEIC, QT MiEEMtdic 7oy LT
BoN-HA X5 ETHEL S5, QT/RR slope D
EAREVIZEZRIEB L OEIET) A7 HEWE SN T
BY, L EE TIX QTe/RR slope > 0.18, (WLAEHE
# T | QTa/RR slope > 0.20, QTe/RR slope > 0.22
By NEZHEHC ST S P02

7.7
Bt EEREIEE

7.71

IMAZEE) (HRV) IR

HEEMREOW 5 X2 X 203080 B A B 2 AL H)
ELT, WH XA BEME R T 2 S 5.
B2iE, AV — 0BG EORBEM.OERRERIZBIT A
AR RR MR NT S 5. BN RS & 3E
IR S NS, BOBATRER I, R ST
I (SDNN) 7 & & W Egpriaes RER (LF), &E
% (HF), LF/HF % &1 2% 5. IEMEMENTRZ 121,
Poincaré plot, 777 ¥ VigH (al, B) R&NdH 5.

TR R BT 1377 < 2 & DA ZE TR D Z2RAE & DG E
ARIBEENTEY, oL LRI SN TS 2,
R ZE R B 2 R G L7z an S B2k (ATRAMI
#XE%) Tl SDNN = 70 ms D& Tld CIEIE DX fE ks
JEDE L T B T AR ENI P,

JE W BRI AT I B T, BRI R 2 LR
&2 mIE 2 Et S F ST RRBICBI DR
DINT v A%FHET 57212, LF, HF, LF/HF 2w
LNTE7.

JERILFRAT Tl Poincaré plot fi##TiE DCM HF D 1)
A7 FHMAEMTHAHZ EHmREns:*. DIAMOND-MI
RERDA T A% 7 1 TlE, detrended fluctuation analysis
(DFA) % FIVCEIB L7287 7 7 ¥ Vigfial <0.75
Oty B OMIBEZEZEEOIT O A7 5
5 2 EDHLDNIR Y, (EROFMEE S L ORI EGE
BUFRATHEE L ) SRR BT 5 2 L ARLAZ Y &
PO ERE 2R E LMOREBETIE, al <1.025
& B= —1.507 DWSi7AS, FIEFIEARTEEINR A N> b OFFFE
CEE LTz AL, JT4FE HRV BATIREEO G A
FEETAMIEEROIENTBY, Bz, E R
W CdH 5 LF 14, LF/HF &S EMERRE O M E L C
WD Z EIIEBRADH LO0E Lt

7.7.2

AY—Ea1S52VX (HRT)

HRT &3 15D PVC &8 & L, REEKRIEED
RR [HFE, T2b5L0HBED L) ICEHT L% Azd
DTHAH. ZORIGIE, PVC HO—@MEIMmEL T2 d
B SHBNIRIA T S2 AR DA & B Rz A L 720030
JBETH Y, FIZCEARERES T I8 CTh 5. Jeib
L7z HRV I3 PVC 2565 5 LI T & %2\ 25, HRT I
W2 PVC 2 iGH LIIET 21/ETH 5.

HRT i3V 5 — LB E FVCTHEE L, AR
% ® RR Mg o f i = % 2§ turbulence onset [TO (%) ]
&, ZMUIHE< RR BIFEIE R O M turbulence slope [TS
(ms/RR)] TEHliZATH. LAHEEREELTRE L TT
D17z MPIP #B#%, EMIAT iBRIZB T, LAV B
LOHEGFHROTIIRIEL L ToO HRT OF A /RS
20 NS 0REBETIE TOB LTS @ BH L,
TO = 0%, TS <2.5ms/R-R LEF SN2 LA RIEHT
25, HRT BEED A XY M FHNCBIT 2 H TS L,
CAUL LVEF KT L RO FRREE 2 /R L7z, HRT O
ENWIE3DOHTT) =B, TO & TS O STAIEH
HDLVIEPVCBIFEALHIIL T e a 173 —
0, TOFE/ZETSOEELD 1 OV ERELRGEE T T
) — 1, WMADSRERGSEATTY -2 LEHRSNTWY
L. BEHEICE AT T = 2 BT E D%,

OEZE RS A WL OAEIZ BT, ORI & 3Ex
BLOR Y AT TLBIEIZ R 5 FRIfaREE L Cof Mtk
RORTEEA R SNTE Y Y, BHR B2 R
% LS 2 F A O C HRT 25 - & BN
o T\ 5D, HRIZ, TWA L OHAE DL TOEILO T
RSB H T2 IR L7254 280 28230030 gy 2
DR AE DR OF HME THET 2 B R S (REFINE-ICD)
BITObILTW5, F72, KOHRED 5\ E LVEF 28R
7N 7 e SRR E B F T BT, NSVT L OFAED
HCTURIE S L SR DO F RN T 5 H HEEZ R L7z
HH BN bAE T b7 4 Rk S R & SRR
(JANIES #E8) T Z0OMAEHEDLEILTFHIZBT
A HMEDREN P’ HRT % & o 72 IR E .0 B
B DA G DL OO ) A 7 FEfilc BV TERH & W
2_ é 133.

7.7.3

EZEFEZM (BRS)

KBRS B L OEEIRAOFEZ ARG LY, mEE
AT 2 B ORI EAFREE A LA ), FEICK
5 L CRHMEA 2 2 4. BRS REE Tl a 2 A ERHEED
T L7 yaEEL, PHREPINE B ORI 2



RR BRI EOFRE % 2= kL T BRS f# (ms/mmHg) &
32 EEHEEETOED? S 5755, 8~ 15 ms/mmHg
EENTWAS,

ATRAMI X Br TLE O 28 2 B 12 B\ T, BRS,
HRV, S — LB TOREIR, L= LP ETHEDH
SR S 7 2 odE R, BRS (<3 ms/mmHg),
LVEF B XU PVC #ATHEIRFTHh o7z, NSVT 23R
&N, 27O BRS <3, $4\:E SDNN < 70 ms OH:DT
FRIIAE T, LVEF = 35% ¢ BRS < 3 OB TIZILTEHRAT
W EATRENTE UL, BROREED G T T
fibN7-FERRERTIE, BRS OFHTFHNCBIT 5 H 1T
WZOWTIE—EDMENES N TE S LLHERED
IR/ 72 BB CTILUBZERIEO PRI L L TOH
FAMEGET AHELH DY, ZOEMIH->TETW2.
T =L 7)) VERIIRENTE TS H720, L% S
IR ERA 2 AN L BRI D R ST %72

7.7.4

deceleration capacity (DC)

CBEEISBANRRE, 1 OIS SO E 2 HIE L, M
R HT LS T A, DC I RR fEOZE
giomrs, HETO RRFELD SIERET 2007217 24l
WL TINESF L, ORI AR S & 2 DR B o il
HESI % I 2 981ECh 5.

ORI ZE R B E 20 R & L7298 T, DC < 2.5 ms A°
HRV $8EE (SDNN) &£ 1) & P FillkEA <, DC > 45 ms
T A XY MEERPMRNZ EATRENPE. —FT,
OFEREAS I IR 7o 7 DA 3% (LVEF > 30%) %5t
A L7258 T, DC DZRRIEE L OARERA X2 b
FHNC BT DA RVEIR EN o723

8.
AEIROSIGFHRED
FiEENE

8.1
BEFHREL(E

AR DML I TE & B TFIRAT - F2WrEiT oM (2
PR, REEPREERIZB W GRIZZEIIRT - ZIRTORRRNE
EVEE o TN5, BRI T — R 2 BRI A & 1%
B0, TORKRIIIMRL B CEET ARV EEN
Bz, BAH, MAREE HEE EROBHR) 7ot
ADWTNHDVEETH L, BEILFIRAEOIEMIZHEL T
1E, 2011 SRICHARESZES DR L [ERIZBIT A#R5
BIMRAT - BWTICRET 27 A K4 > 30 Zlsp L, #ish

F1E TEROERS SUREA
TR VT RGO IRA TR ERIRERER DT 2 D BRIE
TTOEMALEE L.
RAEOEIZHT-> T, BHE T RRIE R
FEOFIREFERITIIOWTHHEFZFLETH . FH
KM% e B a2lE, BO N RICE > TERE~D
WELEZ DVERHHZERFHL, HBEEL /2
RIAEE T HIREEZIR, BRI LIRS SSET A5
BOFSERZINICOWTIE, FHIE LTRASRKAL, H
SLHIHIET T & BERIC R o THBITINETH 5. FIHf
O Z VFEE T HEFAN LI VIRY, W38 &0
R CLRAICE T RETIEARN

WA — 7 24— (NGS) % V7R R i
HABHISHT 21T, 2 REFTR, - B389 Lo
B R ARCHARE R & BIR T AFEOFHTIELR &% 2T
BLZE, WEEL L CET 256 THHBERSDKRE
AR TBLIEDPUETH L. BIFIIMRAEIRE T 5
BLIEF VALV ERITIORT.

8.2

MR ELDNEIREE

AR ARAATEN SN L ANEIREERIL, OIEZ2R3E
DIRH E %21 ) BZBICHEAFENRE FERE L, K, Z2RED
JEIK & 7 BN, SERME QT IRHEMRER (LQTS) %
BT 3T 3 VIERLSTLEEN (CPVT), 7V & e
T EPRENLIEETH 5.

SERME LQTS OEIRFIIMAL, NERELED 2T
IXDOASETIEME—ERBREH & > T\ A, JeRMELQTS I2
xF 3 B BT, IE 5 N RRE 28 IR 0912 58 Kk
LQTS < S a, HHWVIREFEIRTY 12 FHE.0E
T QT EEAWETH L6 CREAE © QTe = 480 ms,
A A =500 ms), X512, FEMEICEE 7 LQTS
DFEHRBIETERIZOWTOZRRHFEIIEmAIHEIE SN
z) 8,317'

CPVT 22T, R CPVT L Wid 5\ L5k
ONBEHITS LT, BWTERE D72 ORI F I A SR
END. FLFRIT LT, BHEHIIBNTADODPS
BB TREOFEY AT S 2L RSN Y. T
A FIEGERIZ B CTUL SCNIA ZERH) A7 FHiC A &
DEL B HHE, BIRE M TOBBFARA O IHE 28
JEFEHEIL 70\,

ZOMIZHERYE LQTS ™ AT Ul (i & 2,
TR EIRAERERE, QT FUMREMERER, AEENRIGE A 20
iE / AFENRIENE CAE, BRERELLAE (DCM) O—#ie &
DLFHIE b BRFIIR ORI E TN, FEIZT I V0
AL PRI DU R R I & B 2RI AR R B &
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FRIREEOEEPIORECHET S RETEFY

i
O35

IEFVR
(Z2a917

LQTS

FERHENENRRZE, REE DBEX
(ZERE5 12 FEDEN, EHFEFF7 R
LFUvam=g) ca<ERMELQTS
ZEEDOERICH LT, IXRNTD, FelF
LQT1~3 (KCNQ1, KCNH2, SCN5A)
[CDVWTDI5EXRME LQTS Ba T2 ZT
0.

QT ZRAER IO ER (BHFEERE, DL
K BTOvY, LWhdDEHRMLIN)
Wig<, —ED 12 FEOENT QTe =
480 ms (RREE) F/eld= 500 ms (A
A) ZET DMARD QT LERIERITH U
T, IXTO, F=lF LQT1 ~ 3 (KCNQT,
KCNH2, SCN5A) [CDWVWTDEXME
LQTS ELTFaeWiz T3,

FERM LQTS OZRIEF el SBYFMGE
[CHULT, FinECAESNCRESEE
FEEDBELFERZITS.

—ED12F BB T 480 > QTc =
460 ms (GRAEEE) &F/c(F 500 > QTec =
480 ms (BAA) ZET DIIERD QT FE
REHICHULT, gXTOD, FllE
LQT1~3 (KCNQ1, KCNH2, SCN5A)
[EDWVWTDHEKRM LQTS B F2liZiT
SCTEEERBLTHKL.

b

(DVERAE

REM CLEREZEHI D DCM BE
[CHULT, XV ACELGTFERDEE
Z(75 (REREAN).

CPVT

FRERBIIC CPVT EE2Hidp D L\IFEED N T
BEICHULTC, ELFREZTI (R
@RS .

CPVT BEDRIRICH LT, HimHECH
WCHDOD O CEGFREBDRAZER
92 (REERA).

Ila

TV S fElREE

YA T1DEBEREEL, JIVHYERE
[CHOIBFRERBROREEZE S DIE
FICHUT, M@FEND L <IFESCNSA IS
REUCEBLEFNREZERT D (R
BEAN).

lla

FinE ([CHERS N TV TR DR
HAECTFREEDETGFIREZ, REKIC
WUTITO I EZERT D (RIERAS).

lla

7eg 7z P AR IIRARIC X B RIS O BRI 2
FREV . FAUSIERAO.CEE B (R L2 ED)
RMFIEFRERDBEETY, W5 OIRIEIE AR %R
DHZLDD.

8.3
RERLE

ERFRAOBE L L Cidmig (4i) 25—,
MR DA IMER2S DNA il 9%, HigEREgEe L Cid
ethylendiaminetetraacetic acid (EDTA, 2Na ¥ 7z 1% 2K)
AD OBRILE 2V, A8 3R 27—V E G
(PCR) ZMHET 270 LA, FHIE LC4I% 4°C
TIRET 5. MM IIIER S & 1AM 25 0
DNA HlittiZe &b WFETH 5.

DNA ¥ —7 > Afgft IR E) O7z0ilb oL
WS 7 J7113 Sanger £C, HIY L 3 458 ({5F @ DNA #H
% PCR CHMEL, EKENEZ IV CRIZ IO
BEHZHES B, 72720 L0 o L 73R o)
RRBEHREE, IV —HER % & OFHTIZIE multiplex
ligation-dependent probe amplification (MLPA) %254 H
‘(\‘&) z) 323.

NGS % W7z ZF i & LT, R oBER (I
MR DFHE 72 &) DR REAR AL o 727 S VRN 05 F
HTH5H, AENRCHET 2R ERREE & LT, Fl
POHMADOHERT A2 I LOTHITTELA) Y M3 5.
72721, ARAAE RO U TR 2 M LB CH 5.
AR 72T THIN T E R WIHEICIE, AR FEREBMO
AZ T, WNBHREOEME, NAALT+<T 47 A
DOFMRRELEHEL, FRRTEHRE A L CEEIERS
. F7oBASRE R BEICEMT 25 E12E, HlomdT
Bt (Sanger {172 &) THERBZAT) ZEDEF L,

8.4

FaRODEFR

ERAIIREOR R, — oA, b)) 29 <
B - R T 208N 5. T2, BNLEmE0
MEOEROAIZE SbNDL I E %L, MOBKRESITE
WA ERNHET L CRIETRETH S, o THHHE
FR FORNEIDMEE LT\ (variant of uncer-
tain significance: VUS 7 &) i, ®&EFH100% Tldk
WIGEI, NYT Y MOKRP PR LT L R L IIBIR
W EbHY, MAHREEHN - FRTABIIEES
RIER AL Z LD XM LOFEEL LD LT
BH5b.

T3 BEAEALT B L) Rt REIECH T, PR



HEEDLRODREDLO TRMALELH L. Z010,
HBERA ST EF LT — 7 N= AR5 L & CHRDEK
TERESINTWDL LD, EEEIIBEEDO L NEEOIEE
BIADOMERAWLTETH L. FRIEE N L RE SN
FHEW B T8 IAEESH Y, ARANIBITLT—
T R=ADLHW T 2LER DD, F7RERIBEETH-
Th, RNERBEOEE JEREHALEEIIEETHHDT
IV LR EITRETH .
8.5

B A BB &K UEAEIGREROEURL

BIEERICT 7 2 2 ERERE L, EEEROK
P+ EE L, EAOBIEHEHRZ YR 2 L25KD
bNb. TTICHIEL TV A BEFEOBM &z HIyE LTirb
NIERFRIBA ORI, JFHIE LT, oD
fR LR, BFEOBRIBRT SEBEEDIA S 514
e LTI T 2 LED D 5.

9

FEIREEOEHHED
REELBE

F B R B RO T WAV IR & R0 /N R O SR A
HEHIZOWTL, HARNRERGBFROTARTA V%25
XN R RS A TSR 2188250
T EE R L BAREEO® S 3H N E (MET) T%
T AU LEHF N D S O T, 1
MET i 1.0 kcal (4.184 kJ) /kg/hr T % > B kg
DIREEITHEEREE 3 MET A, H5EEE 6 MET i, @6
MET ML LT85 5. 30 43 LL Lo s o f ik 5 & )
2 2.5 BRI LY, F7203 20 UL O ERE 0EE) %
W75 43 LL Y, FAGHEREE &R A A A D IS
500 ~ 1000 MET - F§RILL BAT9 &, (DIMEREDO T &
EHEICA LT, NERFEAEOHHIRIEI T & 5 77
—77, BEEEO LW ADL L EE), FHIEEE D&,
REPRR EHEFRE L5 A0 9 5 73,

ANEENREE BN T 5 8B 2 5 2 HBRICIE, A LERO
A ETEET L. LOHIEE, RS AR, ER
PR B E IR B OB 5 BE T, ANEIREE
B (L OREER - HERFRE) PERE R854 L
TEEYAE D DIMATEIRE DO ZALAAREIRDFET [ & 72 0 F84: 3
DGEN DD, ERECEEDD B LERREY1T) 2
ET, LHRIMOUEE, BEMAREOTIHZ: &1 X ) AR
HHEOEAL - R IE SN AR RS TE L. RER
BEOEBFFAFICHT MR LT AL NV ER12

F1E FRROERSIOREE

xK12 FEIRBEOEHFFSICAHATIHRBLILET VAL
~NIb

#E | IEFTVR
ISR I2aV1V)

ICD tEiA##BETld, BEUFERTT
DEEYZFFI T D

AF BETIE, EEMEREDE L7z B89
FREUTOBRBNIER ZEET D

A

lla C

FAU—RTIF EEREDOERIKE
BlcrDET VI VTN /\E2 E
BEIJOvIDEGEFESHRZ LE)
CEZEERTD.

lla C

PVC BETIF, B CRERTITE
BRICHEFELVNL 2 EXHDBE, R=EN
IDVEEBEDIEWNC & ZHEER T E NS ESDH
RZEUEVWC EZEET .

Ila C

PVC BET, EFHHIUDEEHRICEM
FIFZIRED 3 EHL L ZRHDHE
[C, DMEIFEICHT DY XTI ZE R
9B.

lla C

CPVT BETIL, SEDEHZETD

CEEEETD. lla C

ARVC/ACM BETIE, BRAR—YP

EREDBE R DT L EEET S, lla ¢

LQT1 BETIE, BMUWVEBS KU KK

BRI EEET B, lla c

TIVAIREREEETIE, BMUWESRE
®IFERZITOILET, EFEBRLT b C
ESENAY

(7N
9.1

RIREARERIR CRA2ERBED KU

BEJOvYY)

T A= MIBWTIE, FEFEEOINER, EEIcXY
QY L Ny NRIES 7Oy 7 E L R WIEE, B
BB X ONERIC L2 2Ry A - BEREE 7Ty
7 F723 3 EHEE T Oy 7 BT 25 AR LET
&) Z) 330.

9.2

BM7ovo

se4AM 71y 2 (CRBBB) T, L AL (PVC)
W, EET2ED FOEZE 70y 7T,
SEEPE DY A I BB HIBRIZ LB 2 v, E R AL 2= £
I EIIFEE 7Oy 2 IETT A8 0H 0, BaaEigs

75
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AEIROZWE ) A7 FFMIZBE ST 2014 K14~

EET Ty 7Tl BRENEENRL, 2EEE Yy Y
Pl EDREE 7Ty 7 ~OHFT % 2260 70 1 AU TEBHIRR
WFTE N PO,

9.3

IDEHASMINHES &K U EEAS U

LA (PAC) (2N e & b IZHIINS %75, EH)
EDOBBEIZ—ETIE R\ P PAC 2MESS L € b MATEhRE
OWkEId R, 72720, IR LEME) (AF) SSiE & 0
HICHAET 5.

LEHANGE (PVC) HSHIEMET, ZREE /213 EE)+
DOHIFE WL 2 BIEORAIE, BRI LE R, &
LD LEET A PVC 1L, EEIHIR O LT
v, BEEEVERERNE (42 ~ 53 7%) 6,101 A& xtRIsE
ByEm R AT, LR, B, EB) RO RENO
PVC % &4 (2 358 % 7213 30 BRI 10% L o),
AR, MRS, 23 SERBEER L 72 wim) & ok R s
B, EBrh B X OE O PVC B C O
B EEIC S o727, EEhREB) o EEHO
PVC 28019 561, %R 3 @D E% 720 561 Clk
FASAMLTETH 5 ™32 R, EENC L DT 257
1y 7 B¢ QRS MEAY 130 ms 82 5 PVC (TR W EE
THhbHM

9.4

IDEHRE), (OEHEE

DEME (AF) 3EEEOES THIEENE, ok
ZVAEENRTH B P! B ARIEE) - EB) & AF 5E) A7 13,
— AR, TA)—N, FERICIoTHRRL P

— iR AT, HEESEOEEIE) S & AF OFIE
HHNFI SN AR B 5. 65 LLEOKENE K 5,446
N%E 3512 L 72 Cardiovascular Health Study Ti3, 1k
HEIL OV (keal/38) 25T E 10 ERID AF FEY A7
BB 5723 KGREE & SRR L, R O
B C AF SE) A 7 IFAEICE A - 72 2

FEAMET) COEBNAES)) & AF/CBHLED (AFL) 0%
IiE & OB IR L 72 6 WL (205,094 N) D X FFEITIZ L %
&, Ao Eix AF/AFL 58 A7 % 9% K F S472 7,
b o & B EBHAREDMEEEI A, ST 28%, %
T EHET 49%, AF/AFL OFSEY A 7 HEAETH - 72 7
—77, FHER 18.2 O 1,126,899 Ax B8k, 26.3
EMEHR L7 AT = — 7 Y OR(IA & 2R — MFFETIE, K
TIo¥mE & HILMEREDFIE) A 71T L7225,
AF EIEIREAIEIR D FEAE LTI DOEAFITEINL, AF
FHEIIAT) &3 U FHOBRE R L7

2011 4E 9 H F Clodiis &7z AF B8TEME, Rk, 7k
BV ) BEENRIGESC G REHEOEES
FHE L 72T v ¥ AL EGERS O A — MO Y ATV
T4 w7 LEa—"TIL WIREOEE) THILEFOE
(QOL) #m kL, —F4, EHMOEMEDESEL AF O
IS A7 BWINEE7: 0 mREOEE ML —=2 7D
e B oG AF, AFL & b2Bns, F720M
HXEIET 2

TEEN IR 2 R E T B O EB ARSI SN 5.
KELERF 2P (ACCF) S RELER 2 (AHA) O
A FFA LTI, TUEFYARLTIE R RBRANL Y,
DB 2 HE T 60 ~ 80 1/45, HIRIEOEE) T Tk
90 ~ 1154/ DR LN TV B 7 Z2ERIE AL 110
/R CThHIUL, EEVEMEEO LI A ORE, B
HAREAR, EBEEH, E— 7 OREBLER T, EEOBETG
29 5.

AF B BB AT 2. 0308 EAOREIRE L,
A—BETLZOL EOERFN L RO KIS 20 5
BELHY, ORI KRB R E SN CH L. T
BRI OB IL, OMEENET BRI X B HR MBI
TORMEPOHT L. MLy RIVRAETIE, HiRE
BT O IRIGET B T MET O 40 ~ 60%, 135k
FEEMT 72 & 20 ~ 40% OE B HEE TR % 479 .
LR IS 110 31/ 5 % B2 T biE, TOHDE
Bk 57, EB)RER EE) R A B F 213 <
T 5.

AFEFITE, OAZDOEHOF L 2Ol % 1455
ToThLEBOBREZHETT 5. F72, WMEEFHOH
W YRR TN TV D 2 EARL W0, e
DIMFZ L BRI EPHE I T EE T 5.

9.5

IDELER

TN OERD 2 L, oI RGO (VT)
DT TV —a iEEE3I» AULVT 278075 \W7 A1) —
T, AR =Y ~OMERIFETH 5 7. @B
& B ORI O, SBARREDINH], B2 AR
DERAREDOEFEEZNL, LEEAEIROIEIAIIGF S
B, 3 I LR LMD VT 254 U228 AE, 8%
k3%,

9.5.1

QT ERAEIRE

SR OBBO AT O E OMEE, EBdH 5 \VITIEE
B % DS AIEIROFET L 2 b 2 3d 5. QT ERIE
Bl (LQTS) BEaR—bD2WFRICE B &, i AR—



VRL )T =gy AR— Eikit L B oEBTh
DOFECHNE 2 <, FEFFEMELR Y ME 1 A/ 650 A4E >,
0 N/755 NMAE LENTH o7 BHERFEROIREIZLY,
EFNC LA VT OFERIMET LT 5, &) 27 6l%
EEP ISR E RS L2 EBE, FRC LQTL & T,
—HLZ [ L~V ] OB B ® KK OZERIE L
DOREED LQT1 OHFTH 57200 >, LQT1 TIZEM
T COKGKIIRES 5 3

9.5.2

AF A VFERSHEOEER

HEREE DL EOEE) R A N L A TLEUAEIRDSHE T 5
7o®, BRVIEBIHIR & 2 b L ARGEAESRE S B Y
HiE LT, #7373 vBRE I eEEN (CPVT) B
T L OV OB B & R O RO AR — > (LT
B, =, BEMRIZK LT ek L BERE OEM
TTIEAR—VIZFFRETE 51,

9.5.3

REIRFE MG ZEDEHE / FEIREMEOEEE
TEENH, RICEREE BB DZHRIE ) A 7 AT Y 7
AEV = AEHOBIGT-REN T T A — MR
Wikl % &, ANEEIRIEEA 20 (ARVC) / ASEENREE:
UFHIE (ACM) BEOZ LA B 7256815 ARVC/ACM
BEO—KTHar— MR T, EREOESEEAE
FEEARIENRDOSAE & B L, FFI2H 2.5 B2 B 2 % L5
FECTho/P MAARTEMEZE (ICD) MHAATEZD
ARVC/ACM 129 AERZIZ, itk 5 AR OEERILD
224 & 1CD 1R 8) & OB 2 M) L 72if9E T, EBjo &
BIUOKHOWTNL b - & QKT L72#ET, ICD /EEhAH
HEIA o722 ARVC/ACM B FH Tl AR —

F1E FRROERSIOREE

VR OB A IR L, FRuE e LU ol 2.5 R R
%, 3 12.5 MET - BREILUT P I3fFAR &N 5. /2R
FEOBIG I N L — =0 TR SN D Y.

9.5.4

TV I IEIRE
TNHFIEGERERZE Ty 1 —RET ORI S #
B BB RO EEIC ST LARKME X7 L7-#E0'H
() TS EB LR 2

9.6

TINAR (N—RAX—7, CRT,
CRT-D, ICD) i&:Ad &

NR—= A A= NHAMET, FEENIR—ARX—=TAKAFL
TWVAEEICIE, BAEOB VAR —VIZHT 23 Wk
12B1F 5 ICD flsAAR 7 A1) — T 372 AOFiA & T R— M
JETIL, AKR—2H ICD 1E#hd 7 <, WY REHEOT
ARVC/ACM LISV TR O BiFe AR — Y ~DEIHH
WHETH 727" ICD HAARD LA EEE T RIE
T EBFREOL &M E AR i L7 6 WF7E, 1,603
AND A ZFHCIE, 12 AR OEEHE CEBMT AT =
W2 L, ICD fEEhiE 53% ARk n-727". 1CD F
7EILLE A— T HR R AH LA RIS #F (CRT-D) A
AABOBET, BT EERLEOR &ML H R
BhRERRE S LB L 72 16 WI9E, 2,547 A X 5 fEHTCIE,
sl 84 HROEE Y 3 v Z4EEHZ Eh (0.9%) T,
109 H ¥ B Er A Fh o> ICD 1FE) I3 EBEET 32% HEIC
A7, BB A RRIGES R CAHZICM LA ICD
A OB 1L E A, 1CD HEA A @) 7 JE B L
T OREEEFREDI RSN
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AEENROZWT L ) A7 FHHICET 274 874 >~

F2E
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1.1.1

FUSHIC

RSREA AL, BRI O 512 X 2 —8& (]
WY - AR OFN, H D WI&’“@%& 1L RS
&ofﬁzéﬁﬁwﬁﬁﬁﬁb TS ET HBIREDL T <0
EREREEDSE L L7205 &R ENLRETH 5.
DL, BUHRERIZE > TEERBENEL, 75
DA - AN—7 AEGRE, (OARE, B RESHIIT 5D
D% SSS & L8 —RICIEEGATPRIZEH &S, ~—
AR =N DWGHBEIEEE 2B 2T, FIRICHED FEROF
XX DOOTEETH L.

1.1.2

bak |
a. FEEEBD S D54
o TG - ARBRAY (—aEiE)
o SRRy (121)

b. DERDHSD5HE (Rubenstein D54E **)

1R IR (<5041 /40) (B6A)
-Hﬂ‘ﬂ%ﬁXE6B>itiﬂ%7Dy7(E6G
o T 7 - ZARAFARAE M5 (B 6D)

1.1.3

R&A

JFERE L CEFREO L ODZ 0D, RO LI b DI
HERL CHEL AR E0 5. —#ME (W - 4
) Ob oL U CRIKIEMFEERIRGE, S5, B R
W, ONIERE, BETLE, KRR Y, SRER (EE)

I RIRMEEENR

DOLOLE LT, BiM-OEE, SILE, OFE 7394
F—= 2, DS, sk, BEWRZZEVNH L. —BmED

W2 EEOTFREAEZEL ST RIGEH ), W

AElRD X URSE

59 DRAEDBHE

Fﬁnﬁénnnun”ﬁﬁn
D AT
RS

6 DEMICKD SSS DHEE
A 1B CRfRAIR), B: 112 CAFLE), C: 112 CRBEJOvY), D
12 (FRERSEIRAEIREE)

FOENDPEE LN DB D,
TSRS S 2 AT C, —#RICSSESHRIE 70 ~
80 AL 5 & B4 P B, A EHHAL
b L SEFLER OG0 2, Sz &3
LTWhEEZLNTWD, /INRIZAE U ASE13E KR
BIPE B ENL L, —H CRIE TR KRS
FEDSHI STV DAY BRI D v, FEERE, 4
R BEAMAREDRG-05K &, RIRIGEMICEHTH 5.
TEIRAFALIIY & ORYE, XS IV FEBEREEOETED
s, WEEBICOIEEDLETH B 0F,

1.1.4

L]

SSS DT
R
a. BEEIA
DHERETICE 2 2B - B, BIXUO—E%
fRERMLIC L B F v - Jepl - BRATHY RS — 1 TH 578
B IEIRD S M E TR F ST RERDSHRIT L. BHE
ﬁm%ﬁ%#%947%%mf§é% #%éf@ ﬁ%

T a4 VT ALV AR13 12

Eﬂﬂ®ﬁﬁ,fﬁ®ﬁﬁ Frels i, AL - @@&®ﬁ
PR, FEAIRUL - B, A - R - SRR A B L 2 OB



F13 SSS OEMICETHERETIET VAN

F2E TERSKLURET DREDZENE

AR, WRASERIRE, FHE X)) I ZEABEATS D 2
TEETHDH., LHBER - BRI RO
Bah <, - SMOIERIZIR 7Ty 7 R
DR EHE . BIREIERRTIE, I L 2By
LIS E 0 - SRR E T2 5 DA T 5.
SSS DA BHEL LTERAH ), OERIC L HIERAT
WRCHHIE b DD, F7, EBCHEL R (S,
O, TR, o3, B, SR, ORek
) REOLHE, EHERHOERRER T, B
DU S RO WA MR <5 TH5 (@7). LIS
BRIGIE, — B B BRI OB RIS [220
—AE /5] &SR B BIT IR OO 85%
BBV THIET & A A I B 4 & K135 5%,
b. HETBEEOEEDF T v Y

2 FELERTIE, HET 2 REREETTY 7,
Ty s, BT s OHEDF = v 7 B RETH Y,
LT — A HIA TR B A T 2 2 LI, RIEA X
O LBEB OB LE T s, KHORIRE 205

W2 | IEFUR
ISR LA
SSS ICRDERDEOND D, FERED
HEREFEHSDER CIHRSN TR B
BT REREE TS,
ERORERNDEHIC 12 FEOEBX,
EEED T JO—MiR&E (TTE) IEEDRY B
U—ZVIREETS.
KIEDBECADE CESRELBRIGE R B
75,
FERDEHCEELTLDEEZS5ND
BEIC, BEamOBNETDCEAE Ila B
BID.
REICEZRERIRZRD DIEFI(C, BREE lla B
FRIFGEZTOCEZEETD.
KMEEDERET S DBET, FED
DERTESZ SNHEWEAIC, EPS & b C
TS5 EEEELTHEN
TERE
DB TIEREET N TOEWL

"2 EBIERDEONDD, ERE DERREHEN }

12 &0

SFH75 R EHRER

EE & DEhEM

B IO-%=EERAY V-7
WEI S|

[ —smtt e - exmen) WAL OB |

Eo)

N
14

EBEELED |
HZI S X lla

BEOBEMNRE FEEDBEICEHLE CGER)
- RIVZ =B

AN L=
=73 —=%
“ILR*
DERTRENESZSNEW
EPS
[%%@%%ﬁ%%%}

REANR b

| R R
#EI S X la

BISZ b

*URYRY AP ORIEERE S ® ) AVREB Y HRHMICRRER

®7 SSSoEMiLaEOoT7O0—Fv—h
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Yield, BEIRFFENROF L T = v 7§ 0ED B 5.

WHAYIZIZ, SSS DB, LERMAICT, HIREE
KD A EFAHNT 22 L ThENS, LERIIBIT
% SSS 4L, < A5 Rubenstein DA H VS
T2 (H6).

I8 GREIR) 50 31 / 53 LUF IR NASHO R
B (kB OHE 7Ty 27) @ jifEkiE PP BT

AFEED PP MIBED 150% LI EICZHRIER L 72354 1

P71y 7 1% PP WA B AR AL > PP PR O HEEfE 12

MR LA
11 & (BRARAENRAEETE) © SEIRIE, CEMBIS S\ hN 0

MBI LEHIAOHE DD 5. EIRIIERIZED S5

5 EN% Tz, HEOLERGEETIEZI L2724,

R OCERGESASEHTH L. BRI OERIZIE, &

VW — LB, AR R V=T L a—F, filfiAdk

AV —7La—% (ILR) 23575, 0K R H 5

BETIZILR VEHTH 5. BEDEIROHE IR

(ZAbET, W% OENRAEL FRT 5.

c. EPS

TABEREAN 42 & JHEIR & DRRBIRATENL L T e\l
&, UIRES AR (EPS) AEE NS08, 1
RYMLI—FRILR DEHIZ LY, SSSDOZWHIT
EPS % i1 4R 13> T\ b, BRI, MOAREERIZ
xF L CH T — T IRREE - G OBRICHIBINIC TS 5 2 &
W TH 5.

EPS 13 O IHREAZOB KB LOEERE - & 1 7O
fili, @R —=ARA=HEMLER—=T ¥ T E— FOPSE
ZHE LTINS, EPS IC X AIAHEAERHBOTRIEIZIE,
OFAFEEERR, @B RERM, O AR
Wb Z0Hb, SHb-oE04HLERTWD
R D SR R0 S TAT D TR i B BhRE ORI C &
P B0 e L bR — Y Y RO RS F
TOWE % £ IAEETRIERER (SNRT) Th b, EHMHEIL
1500 ms N TH 5. HODOEARREOHELZZEL -
SNRT & LC, MBS EEAERR (SNRT — FA4% ],
IEE B 550 ms DIA) R0 254 ERI TR L 723 @ (SNRT/
FEARTER, IEFAEIZ 150% LUAN) 2358 5.
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EETTY 7 BEODH
VAEEA4 TR
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it
BETUY 7 L, LED S OENIMATRE S D

ISR AHERLE T AL

x14 BEIJOVIDOZHICEATIHREIET VAN

#E | IETVR
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BEJOYIBEICBNT, FHITRE &
FEEN C BHARSERZ(T .
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DEMiZETS.
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FJOvY, REUEETIOvVY, 5E
BEJOvY, R2EETJOVINED B
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EEVVYIR2EREJOVY, 215
FIOOvY, HEUEEIOVY, SEE
EFJOvY, BEEEJOVINRDHS

N BEELGE DAEK AcHD | 1 C
B EDEO B, BRI

EEETD.

1EEREJOvY, x4 )V /\#2
EEZTOYoPEOSN. BMEDS | | c

YT, DR, ACHD EEHERNDND
BEF SEBREZHT ZERITD

1EBEJOvY, x4 )\y/\B2
ERZEJOvVINRDSN, REHDKE lla B
BORONDBEE, TTEZEZETD

21 EEJOVIKRE, JOvIsun
BOMITELFRWESIC, BEJOV Y

BBKOLS CEDaRLERREE | 18 ¢
ZET.

RENRET IO Y I BUERSHIC

TEBEVEAIL, BE IOy I a2 lib C

DIEHIC EPS ZEE L THLL.

TP EOAR=YR, DYILOA K=V R, AEZOV A=Y
2, D7 TU—REE

"2 MRI, DIEEZHE, CT, TEEHALE

12, MMEERO VBTN, (BEGH, e 2K, b
A -TFIFVIR) AZBWT, (BRI F 72138/ A
DOHENBHLD, LEFKEND S
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ak ]
FEE7Uy 7 OLEBREOSFHERT.
1 EREZE7uy 7 (B8A) ' PRHME> 028 (> 038
DA, R E W %)
c 2EEETUY Y
Oy nNonfilEFE7ay 7 (Fy Y 1) (B
8B) : PR MIfEASHIRIER L CTHE7 1y 7 A5HBL L
70y 7[5 % O PR MIEAS7 0 v 7 EHiO PR HE
L0 B AEHET B A A Y KT
@y vIEEZ70y 27 (B8C): PR HEREOILE
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2.3
F{EME =458 (PSVT)

2.3.1
FUBHIC
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BEHREU IV U455 (AVNRT)
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T3 A B AR A AR 38 3 3 AN I D v i3
% (fast pathway) &, {REHEHE ANIGH DT E(RE
% (slow pathway) @ 2 KO(LEEEH T 5. E{LERK%)IE
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BEAA % B H T AVNRT & 203 % “* (B13). slow-
fast type (£H > & HHE DT AVNRT TH 5 . E14
(ZHLEIG o 12 ARG EM A RS BT QRS JE oK
AT LFEHE RS P IR ER > TV A.

A 55 A & ORI CNERE S fast pathway 7> 5
slow pathway 123 1) 28 2 7-B12, A % B L 72 fast
pathway % i {R3E LBHIADFH I SN 5. F{RE O fast
pathway O FIAPEI A ER A (Lh) Th
. BEHIHPICE AROARIRH DY A 3 ¥ I ANTZHED
5 OWFIBIL 05 = BT L 22w, S REI RS
BEZRL, e ARNR— 2 7T, QRS IEOERIZPE
V> Spike-A B OIER %300 5 2.

Maruyama 5 &, SHFTHRIHEIIEHI LD 10 ~ 40 ms 57

Eafig

T EHRRE B/ O

13 Nakagawa SHZAEE L cBEE AVNRT O5EHHEIER

(Wilber DJ, et al. 2008 & v %)

©2008 Blackwell Publishing. Reproduced with permission of John Wiley & Sons Inc.



HR:175  10.00an/aV 25.0m/s

14 AVNRT (slow-fast type) DLERIDZEHF]
WHELREN D DF —/N—= R T4 TR=2 2 T H2ATW,

MUK 2 EREHFE UGS AVRT & 5\ 3 AT %
AVNRT &5 2 A% it LT %" AVNRT O
WL AVRT B LU AT ORRIVZIICH 5.
b. IFEREE  BEELISND AVNRT

I F T L GE R fast-slow B, slow-slow B2 & 1
T\ 7273, leftward inferior extension slow-fast 4, left
atrial slow-fast 8 , superior fast-slow F b iy SN T 5.
R E IO AVNRT T, #HH1H O P25 RR HIE O£
FE8 (RP IR > PR IR (I2AHNLZEDH 5 (long
RP’ tachycardia). #i5ll& LCid slow 7 > MR & ¥fi{r3E g
L L7z AVRT, AT diFHis
i. fast-slow type AVNRT

fast-slow type AVNRT (&, FBEAEFIOLHRG M5

E28 AERSKIUEET DREDZHT
#45 (rightward inferior extension) & /&7 (ZAHUN % E855
(leftward inferior extension) (2 & W E41% AVNRT &
ZZ LN TWw5, AR % leftward inferior extension,
W3 % rightward inferior extension &3 24H1C, #H
TR L B die - LA SR e B IR ) A 1 A3 T
% * Kaneko HI3-UE i T T v A= I
J512 & % superior slow pathway % i {5 % & 4 % fast-
slow AVNRT O—ifl % #efy L7z *7.
ii. slow-slow type AVNRT
slow-slow type AVNRT (%, Bz

#B43 (rightward inferior extension) &

RO S
TR B8R 55
(leftward inferior extension) (2 & DI S4L5 AVNRT &
Z 25N T\ %, JH{zE L rightward inferior extension,
W R T leftward inferior extension T V), $HIAF D[
i IR AL LB IRIA A R AT %

2.3.3

EEZLF45EE (AVRT)
a. WPW TEIREF

SRS O L LEE DR CRIIEER (7~ M H)

%ﬁ?’é%@@%\“(, T FRAIRE DR R 2 DR RIS 2 T4
BRI lEx 29 2IEMHEHETH 5. 1930 412 Wolff,
Parkinson, White & 25%ks5 L7272 WPW SEMERE & L iF
NDH, FHIEEREERE & VW) b H 5

RRER S L D E NIIE ) =2 M) — [T
SN, Hieo FEFIEEE X727, —NICTFRETO
HRTH DD, WPW IEMEREIZ AF #6085 5 L 33EH-L
EAERICRATT AEREND Y, 72 2 MEFETH -7
ELTHEERET L

WPW JEfHEIE, Rosenbaum 52L&V V, FHET R 2%
CAEZEAGET R ICREE D H AT, 1S /85— T
i:%ﬁ‘% ZEEEE S B B Rl ’\*EZ\ nrz* &5
12,V FHEDN QS /38 — vk BT DA I BRI
ﬁ‘?ﬁﬂié n, HYETIE C I ’\*Eéiﬂt “! " Arruda 5
(&, 12 FHELERO A O SRR T2 2 L1c X
D, BUEERORESHEENRETH L WG L Tnd *2

12 FFELEKTRZER (AJK) 2R T3S
WPW EMRRE & JidN 5. BEVE WPW JE B O BI(ZE %
iE, 12EAEDIEFITUED S LEDNEE L LED SO
BOF(RELHT 5. ﬁiﬂfﬂ‘?@?@i‘ﬁ\/‘llﬁﬁ‘lﬁcgﬂ{ffiﬁﬁ%
BT BIENLEZRIED ) A7 058 —h, L=
SULERETOEEEE S LRGSR O FAEL, EPSICX D,
X U CENDEROFLESH S 2N 5. REEGERT
TN EWEIZRRD T, SEIESVERE A T RN B R O TE
DEEDIL, BIENE WPW ERBRE &) 72, —@PfEizA
WASHRF/IMHT 25 4 T 0B Y, BRE WPW SiEfE

Rz

43
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REROZWE ) A7 FHICET 274 KT 4~

EREILERR)

® 15 AVRT OLERDOREA (EREE

B XIEN 5" B1512 AVRT O#IIBI0 12 35 0E
Mz7R. BT QRS OB F I THEIIE % /R P
WA SND.

EPS T FEMH1% 5% L 0.LEE ORI E~ v
Yo 7 LR, RO U S STl S R R LA
DRHCIIENREROGFAEE 5D . BB ONRED %
ERALL, TFHE, & DI ORISR D i R
RAFES 5. WREEOM AL LR 721354
OB R FINEER L FET 5. BIRERIIFHEL T
LIENDHDHI2D, 6T L LERORFY &0
OREWN—FH L 2w ehdh b,

BENmEBROFAEDTRENTZE LT ?é Z ORNRERE DA
ACEE L TWA L 2T 4720121, REHEOF
WA TH S, LT E%#%zxﬁm?ﬁ%m
A2 7S R A, S 0. UG % A
LR O) £y M 2R CE UL, BSOS~
ORGSR CE S, BWNCERET 201, TR
B THDH. Hirao S, L ARR—=T 071280 g
IENRE RS & B mE L BT 2 Hikd i LT
VW5 F7- Maruyama SI13EHIHIZ 10 ~ 40 ms 45
WBOHREL—/N=FF T R=2 7% LT, AVNRT &
BT B HEARRE L TV5 Y,

% { ORVEEBE IR 05 — /L2 O RN 25
T4, INGENEERE L CUIMEMZREL, LEX

SEERRIR A IS,
naowna 454-456.
b. 455415 R AR ZE RE(R BT

BRI % S5 B~ N A DRI T O
WA ET LY, SATHEEL RO L VENRER TH 5.
A WRRNEH R, B EAG % S5 R ER 3 5 AVRT
wHELH DY

2.3.4

DESEE [(AT), DEFHSKD

P ITL— aviliEo AT LIS
FEHEHO—HICAT P& IS, 2 FELERTIE
long RP’ tachycardia # 23 5. P’ OWIIZFFRAIF & 5
7 %. ATP (L, narrow QRS tachycardia |2/} L CHEI1%
FEILSERIERE L DI Ar?ﬂﬁm&mﬁﬁ IZEHT
HbH. AT RTHEIROMGA 121, ATP 12 X 5 5% i Hifri
OPIHIFIED P T Wm#&w_&f ST 2 fEES 5 2
ETEL. VED ATP #5512 X D FIET 28EH1E, ATP
JEZTE AT & KiZhz 5849

EPS I ZAEHHR DL EDO~ v ¥V 7T, ri@%uﬁ#
i B\ L5 EAEEIFIS AN T o 728y iAr%
AN, BE %%ﬁ&@AT%ﬁT?%;ﬂ@%F
FE HEhRE (AT R ERE, ﬁ”@@)%?%7ﬂUl/b
) =2 X B HEIRBEZRT AT (LLF, BUIRELER] AT) &,
~zul) Ty M) —|2L5 AT % 5. Yamabe 5%, X7
INIVIEZ M AT ORI =2 M) —Th D5 L E it
LCWw2 513, BEEEIES L UHEERwmHoN
T8 IVIESE AT V20 LT, AP o S R B L ©
DEMAEFLELI2EE, LENOLALEIL— LD
WL — P TR=T VT EfTWV, Y= 7 A ML MLA
YAV MBS PBIEINSZ R R LT
a. RIREZER AT

FIRBUERI AT RS, RS, BEaGEHEER
AW, FrERES, s FieE ERIR, LOKEIR, IR
ALES, DBk, LH, 2ESFSETHY), ATOYY
o ZIZd3D Yy EY 7V AT APLETSH B4
Tang 51, FAREVERI AT TI, 12 FELEKTPED
RSB TENL, TORELZ PUTEZ EHMEL TV
%4 REFINC X)L~y ¥ 7RI i T &
BN, KRBT 7u—F3 RS HIUL LB R
D72 % (B16)*.

b. ¥20UI> MNU—AT
FEhOEBSERFY~Y vy SIZE )y za)ny k
) — AT OBWIHReL %2 5. v M) — AT &
SR T REIRBES I AR L 2 IRl E T AFL &9
FREL, LI LIZREBEORF OSEINZT L THWLN TR

TEHHIRERZE PN AT B BIRE R b s &



F28

EREERAT

negative or isoelectric P wave in aVL

Yes/

N[*

V=

=14

AR A CIER

positive P wave in inferior leads

positive P wave in inferior leads

positive P wave in V1

VAN

£ TR £

T

M 16 PIRHICKDHEIREER AT EREMIDER]

(Tang CW, et al. 1995*° & V) k%)

©1995 the American College of Cardiology Foundation, with permission from Elsevier.

D, BEREISAHET R ORIV LEERITE v,

2.3.5

TAFEETU T bU—144838 (SNRT)

SNRT (&R E IO —# 2 ) = > M) — I 5,
RO P IZER AT O P ST . 12 FELE
M IEA S SNRT 235 55 Y! ) FEEZ WL EPS 12X
DHBETH 5.

3.
SEIRIE DEARRIROZHR

3.1

IDERASINGE (PVC) -
FEFF IO SRR (NSVT)

PVC IZRIBEDOH, FEHORERIEMOFREIZL - T
DFOX)mfEns, 3ubb, H—DRENGAL
QRS A HL— 7 b DX HIEN:, BHEORFE,rSAE LT
B QRS A R TH AT LML V. EREEO
FMIZAD AL LI TEL AL DDIZMANE PVC Ok
PRIEE] 2 5 TR O IEARPIL ORI EA L 0 2 f512
%bHb0EFEMRMEEE VS, T2 1A THIUTHE,
2IERET A B DIF 23S E KUY, 3EFELEIEINSVT &
%5 (B17).

RVY —LDEHRAZIT) LEEATO —EHET
PVC SRlER SN 525, LIEREREEF O % WEFEET
1Z, PVC 3772 B UIRERIEDfElf N F- & %2 5 2 L1372
WA R B AT R ER O BT B X ORI TN 4
PVC %, fERNT127%2 % L3 2850 5747, PVC »°

ST HIER 1 H =1 HHEIE = 10% 2 L) TlE, A
BIRFFEVEO DR T IEE T 2. LEME) (VF)
DEREL 7% PVCITIBHEOBIN & 72 % 74,

PVC, NSVT DU ZERIEANDOBG-1%, JERE & OF%
AR T OREIC L > CTRAR L, OHEZE TIIFE 13 B
DD NSVT IIARERIEDfEIR R F 127 5 & 3 2 i 7A
5 4 GISSI-2 BRERIE, IMARVAIRIRE: % 52T 72 ER)
D NSVT (IHEZE 6 7 A DORIBLE & DRZEIRIED TRl HE
T2 525, PVC (10 48 / IRER DL ) A& F IR 712 7%
%l L7 RELGHE (DCM) T HEREE T &
NSVT F721& PVC (10 1 / B L) % &069 2 EFI T,
fil A AR B SR (ICD) 2SANEEARIED —IRFBIZAHR T
BHolzZ LRt DH LY

BV OASIER CIFEREZ MDY, OEIEE T 0%
fTIZfE->TPVC - NSVT 2384019 %. Val-HeFT [/£Z 5K
Hi# (LVEF) #730%] **, CHF-STAT (LVEF #J 25%) #
BTz "™, PVC - NSVT L UL FHIR T & % 5
7 o 72H%, GESICA (LVEF 20% L T) 2tk * <l
NSVT, PROMISE #t5 **° ¢iZ PVC (30 18 / B LL_E)
& NSVT AEUERE & T L 72 DR ZSRIED TR 1 & 722 -
7z.

LBZEIRFED ) 2 7 Tl 12 FELOERKISI A, &
Vg — LB, B OER, NEFE0ER
(SAECG), T#A NS F A (TWA) Btk Ll MRI#
A5 SON LRESEFL A (EPS) & &AM Th
B PONS 2 R BRSSO ZEIRIE D ) A 7 FE
ilicERAET2HEDHL E1ETESHR).

PVC - Ffith D440 (VT) OLIRZEIRGE) A 7 5HiiL
E@Té?ﬁﬁklffﬁ/l VN)U%ﬁ 17 63, 64, 154, 159 L:ﬂ?j—.
EPS I2DoWTIE, 418 42 bBMIMEN2\0,

REEE & UBHEY DRAEDBHE
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AEIROZWE ) A7 FFMIZBE ST 2014 K14~

1

¥ .”L_,-i.-',-, B e
| 10mm/mV Js«-q/s HEERE R
HEH FHH |

T

i e .
'h*‘i"'“"a’;:

i

IS

e -- -.--1--; e e e e S e e R e S B L‘- .‘ )
| EEEE ’mM” |  ESEH IE 0k (A1 Tom/N |
i | fe 5 ! !
e i

ﬂ_- q ....... e

i i

A, B SERUERIERCEAMOSESR PVC, C: RRM 2 BFHROEHNNGE, D ZIREOREHEDS KO 2 EFROEHIUNE £ FRED NSVT

3.2
FEEO=EER (VT)

Fierk VT I3 12 iFE0ER TR 25", wide
QRS W% B3 4 LEHINE O EPS HHTH
B 208 SE TR VT OB B o BB IA
ORI ZEDEIA1F 35% R LKL, FRRImME LD
O LEIEDTE T FEE VT ZPTAR IR O AR R
M, BRERECRETLIZE LD L. ML ELRE
DRVEEEME VT (L, BT, (GBI, AHm G
T END., HEFGHBHRIR VT Y LRI 33 vkt
Y MY =1 VT OBEDE. — iRk
BIFEENDD5, SOOI UMK T 2554 (4
WK OHEEE) 25 5 %, Ry —LEX, EEERC
B X BFEHE/ XY — » OIFNTIE, HFRE R T A5
HHTH 5.

VT OJER & 70 5 28 E I RBIZIZ LT O 003515
N205, AEENREIEG = OFE (ARVC) / AR L
JE (ACM) IZDWTIE, $2F 4.6 xS/,

3.2.1

SO EEE

VT/VF % {3 ZE 58 R (48 e L) 1241,

BIECOLBAMECOEERINTH L. oAU ED
VT/VF 350 7% 53 LA FPHRAROHET LW 2D, £h
DIBE (48 BERILLRE) I25ET 2 b DIZ DWW TULREE 2 A5
ﬁgtﬂgiﬂé 4947496.

ST FAFIBAMELAAEZERER O 2 & T (57,158 A) T
1%, ST b5, MEZESERW, BE, Yk MEFLLE
ORI, KO3k, EFE7ay 2, KH ) AMGED VT/
VF SREDSEMRA T & 7o 72 ¥, ik, DU w i,
LAEZEDBERE, Killip /M FHOEAERE, RIEEAEZE, LVEF
KTZ2ERNTETHRELD LY. 12FELEXD]T
WS VT/VE FE L FRICEET % & o b & % ¥

3.2.2

EtEEiREE

BHER IR RIZED VI/VF OB L 285 =0k
) —C, BELH COMRERIE & SR EIRIEE 2 5.
ANEERRA N NEEAB, L5 LR S OBRA BN LEZIRIE
DE) AZVZEET D (TR 2002 —kFRiCla,
LVEF DX (30 ~ 35% LLT) A7 L2 fak k1128
FHA B 5L MR MRS X B AN RIEE 0 5F
fifiz T BIZED A S B ™,

) A2 FHMETlE, SAECG & TWA itz #lAaahE b
LT, BEOBVIEATEL LT LMENH LT K




F17 PVC-VT O2MiE YR IEHEHICRAT DRI E
FYUZLAJ| & 154159

#E | IETUR
IS5 LAY

fi M4 /DVERAE K fz (& 3F A M 14 /DB AE DIE
I LVEF AIEEREZ1TV), B0 HEREAE A
Bl (30 ~35% UF) =gt g 5.

F M4/ OERAE K Tz (& 3F R M4 DERE DR
IDHEREAERI (30 ~ 35% LAF) IC, NSVT :
DFHIREZTTS.

BEROREBNREDOND VT ELITIE, &
BOIRZB ORI EHHO D (CDIED lla C
MRI &F/zld CTIREZZRT D.

I OEEE, FEEMMEOEE, Fl&
FERMEDEEMBMALT, K@ElE
VT ZZESIERD D DD, —RFBED ICD Ila B
BENRICHESHEVES, Bt VT #
FED R IEHTEIC EPS ZEET D.

77 O—EET AT, 1 DRLED
BREF (EEHEET, NSVT. QRS
18 >180 ms) H'&HdHE, DIEIARIED

b B

URXIFHEIC EPS ZBR UL CHRL.

HCM FEBIDIDEZRIRTED 1 R & 5 (C ]
No benefit

EPS (3RS RN,

FERM T FBEREFOEVNERED
FREBMBENTIE, DEZEATEDY X
FHIHIC EPS (SRS UL,

]
No benefit B

KB, ORHEIREOR A Z S L72Ed A5
%3000 UL IS IR EAMA 2T, ICD O
JO& P B 2 EFHERE S LTV R,

DIE DA IENRIESEY G T A K4~ (2018 4Lk
R, R D HIEFIIZ NSVT 256 ), SAECG
TLELA MRT v v (LP) D04, EPS fifT
LT D ThbE, OEBIIREE (OHEERE
75 40 HEL L, IMATHEM# 90 HULE) 3B, @+
SREEYRED TN, @ LVEF = 40% O TAH 1,
@NSVT % A EFIZ, ® EPS T VT/VE A% Sz
Yty MUSTT Bf%E 2 #5581 U C ICD iR 2 58§ 5.

3.2.3

HaERBYD\BATE

PERALOHE (DCM) BHE OB D 2IERIT O &Ll
ZERFETH ), LIRZERIEDO EHIL VT/VE Th S, L
FHEI L SV X B REREESANEIREE & %0 5.

LRI D fERIAT & LC, VI/VF DEEfE LVEF
T (30 ~35% LUTF) 2SHiTwv s ™% LRI T
B (LVEF 30% Kiifi) 1255 NSVT 1dLgHRIEDfE
Bl T & 7 01555 JLEKICELEE S LD fragmented

F2E TERSKLURET DREDZENE

QRS TWA BT X 7 EBOERNAH A TH 5 &
FTLMEDA LIS, EPS & AV 7ZFHli 2OV CIEEHREN
7 BUIRAZ B Ll MR AL & 5 AR IS O Rl
ST AWgEATHA X5

3.2.4

BEXRBYD\EAAE

OAEOEFFATIE, JERBLLFHAE (HCM) O4FEHFE
THIE 2.8% EHESNTWS ", FER OB UEZe
SRIET, FRIEITEFEDORRLOFRE L THEHETH .
FEfelE VT & OB ZEPIEDBERAVR SN S —F T, NSVT
B AR5 TR,

NSVT 12/ UIRZERIEDfEfEm R F o i L, ks
FALE VA (95% DL 1), Bt o S (20 ~
25%) ¥ EBE R T O R IIE KIS (25 mmHg
Ko L&, FREMELT, RO — R 72 1K
T) S OIEZHRIEDERIA T2 H T S5 ¥ L MRI
BANZ B BIBIEE SO HE L JLA5) 1L, SHRIE (3.41 £5),
LEFE (2.93 1), #IEE (1.8 %) (CBET 2 & L7z A ¥ iR
M ORERDTHAE SN T 5. EPS TOHRFEME VT OF
BRIIFEL L, LIELIEZIEE VT, VE SR SNLDS,
INSETFEAREZRET LR LTV RN 2
D728 EPS % 720 2 7 FFINEHESE ST Ze v,
SAECG D% LP HSARENR A X MBES % & o#is
D HH T s L7 RIRIZE 5 TUTW R,

2017 4F @ K L 17 2 (AHA) /oK B i 5 5%
(ACC)/ KEARENRSF4 (HRS) # A Fo4 > 2013, Her
SNFfERFE LT, OFfetE VT - VEIZ X A0 1k
MHOwA, @ M F 7212 TEIREREE % 1 S Rtk VT
O EIRSERE, 3 HCM 2B L 72 2 RIEO R IREE, @
30 mm DL EDEEIK, &6 » HLIPIZA U725 KA
DI, ®NSVT, @ EBIFO T UGS, 5T
V5. 2015 SEORRML LIRSS (ESC) A FI4 2 ™1
SEMOZRICFER %, fERKNT% V72515 (HCM
Risk-SCD Calculator) CHiET 5 Z &2 42E L T\ 5.

DOOEDCHFIESIRT A FF 4 > (2018 4EETHD ¥ 12,
BRI DGIFEMNED 5 WIZFERA DS, W 7% 5 BEJE
(30 mm LL_I1), HCM Risk-SCD Calculator (X k-l
6% LL 1) ZIRICEE R RN ICMEM T, Zofhofi
AT (22830 DF BRI, NSVT, SEBIFEO I BUS %)
EAEART (AR MEEHZE, Ol MRI AR C o)L
71 B) = ABERE AT R, YRERAH HCM, (O=9E) %
KA A7 BRI LA HERE L T 5.

3.25

FEXRMDEETER

TR MR BAZAE D FilE VT 12D ik, 7 70—
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AEIROZWE ) A7 FFMIZBE ST 2014 K14~

BOE & SE KIME TN OMRER & 5t R & L7205 %
V. FICKCUE transannular patch % FIVW 72 fEFI T, VT &
ZHRIED ) A7 DN E R SN CT0 A5, DASE O
ZECEKBEDFERIZES TV 2 P, KR
MR O3Sy T, ) ZARRERE T2~ 0y M) —
VT I TH A2, <470y k) — - kY
I M) =MD VT bIIET 5.

EMRT-& LT, 77 u—UHEA R IE B ORBET T,
O HEED FoBIR S, @ Ffelk VT ofEE
QRS FMER (= 180ms), @ LVEF KT (< 40%) 75T
S IR T A MATEIRE R L LSRR T
BRICEEHINTWDS 7 EPS 1220w T, ESCH
18T 4 2T, EEKEAS, NSVT, QRS IRIEE
(=180 ms) ™95 1 DL EDERRET-H3d 5 5B 0 &l
IZIFEETEL (SR 7 A1) £35—75 %Y, falHT
RIERD % WIEFI~D EPS 13 L Tne v (27 5 A
1D "% EREOHESLL AHA A K514 2 2028 H D,
fEE T L AR 5 7 7 0 —TUBGERT B RER T, #
felk VT - VF OFEHE % 55 5 72000 EPS A3F H - (HESE
77 Ala) EFIRSNT VD,

3.3
MUV — R RKR7Z > & (TdP)

TdP (&, QRS Dk & IRIEANIIZ L 12H ~ L 21L L,
FEMBEHE L TR LN (twisting of the points)
WU ZIEME VT TH 57 (B18). TdP 25780561
HREM P BITERE QT MR (LQTS) R4
KEVEFREFSME VE (SCIVF) TH 5%, LQTS IZDWTIEE 2
B4l EBHEINIV. 2, BEBETOY 2R EDOE
IR =4 KRR 72 & 0D B i B %75 7> & short-long-short se-
quence ® QRS HFEHIDEIZ TAP HEL L2 E0H 5 (-

18 TdP DIER DR

19 VF OIERDEH

WM LQTS). LaL, RO LY Y — R, Fofkn]
FEZR ) — FEDSBRSN TV AEAIL, 20 L) 38iER
RO CNAVFITEILE SN D LITRS 22,

3.3.1

iSSR0 =S (SCIVF)

FHEFEIIO PVC 13 TdP %° VF 25 & #2232 &A%
51T &7z SCIVF i idiopathic paroxysmal VF & 72
FENTHBY, 300 ms LT OFEGERS S TdP 2 2
2% LERICQT EEIFFZFO ST, TdP THY) =78
54T VT OIEIRIZE 572\, Leenhardt 5% H3HiEt L
72 SCIVF @ 14 AN Tld 30% IZ22RIEDRIERED D 1),
FEHNZ S 245 ms TH o7z, SCIVF IZId i n AR W
CODPIBEENT NG P08 29 = T WK E L TR
T, HROPRETII R (BIEWANLV A, #7373V
38, W% L), ehwz, BWNX VF BEROTL X b
J—HHLWIFICDRLER L EE N L TCOARIREE 4 5.
CASPER #B# ™ Tl M1 D FR & LT SCIVF & #H
Ba /NI L TR TREMEICE R LT b, RV —i0
B, A XY PMLERGEZHCTEZSYY) T 20K
T2 ED, HEEHOEWPVC ZFAETAHIEN, Z
WrOFR00 &2 5.

3.4
I0ZEHAE) (VF)

VF O8#1E, QRS JEIIZE LW E) % 1) NHAIRE
SUGEIT, QRS DIEEMHE L & Hod Tl O 1 300
/45 (BEFH<200ms) 28z 2" (B19). VF il
L DB & 7% DHICEAEIROPTEH - & b FHPE
V. BHEICII SR RIREDE ST 2, BAICBIT 5 — K
B2 JE RN G PE & FR EPE ISR S s (R 18).

FHENLEETIE VT TRIEL VF ~NBATT 57885 —
BT D DB, T H YRR L E SR P
SHRAS (EPS) 12BW T LIZLIE VE 205 O3S JEREE
b, LQTS, QT EHEMREN: (SQTS), #1737 3IVik
FEEINECESE (CPVT) I2B\WTIE, £ VT % VE
PR TRV R LSSHE L, electrical storm DIRFEE 72 5
B D,

ZZTIE, BERORRVE VE IO TR#EiT oz kL,



18 MELZEERLLSDEE

|. 23EBHVEESD D EMEES
o SMTEAEIREE
o TEEHRIEIRVE
o BRIBMEDEIIBRER
IEF IR
e HCM
e DCM
o TRMDEE(DTILIA R—T X,
F=0O0A R—=IRIEE)
o NEERIFIMEERIE
o DR
o NERRMEIBIEFRIEIREE
o SRR
ZDAth

* LQTS

* SQTS

o JIVASEIREE

* ERS

* CPVT

e IVF

e SCIVF

o WPW EIREFZ 5 AF

e 11 BECEZET D AFL

o FRIRMEAEENR (SSS, BETJOv Y,
ETHDECEES)

o Tt

FEDEE

I A o MR ZEARE

o R BIRERRE

o RMERBIIRIEBIKRE

o JEXIMR

o JEENHM

e Chbhh

o FLUNRIRIIEAEIRET (FRBI(C CHERE
21T

o T

o SMZ (BHSME, FESMS), DE
RE2Z=20

o BEE

o FUS

o BRMEEMSE

o FK

e Z1

ethE (NHTTAY, FUBDTH-X
ABVBEDZIVADA K)

o T

Il SRERIDEREL

I1. A

LQTS, SQTS, 7V ¥, FIE s EmER (ERS),
CPVT IZDWCIL, 28 41 ~45 2B,
3.4.1

HEOFFRMOEME (IVF)

CASPER #B& CIE M EFFAG T & 27 LR B D 2 W E
KA D& 1E 200 AASHERE S, fESERZINCE - 72 81

F2E TERSKLURET DREDZENE

ADHE 28 A (35%) IZ#E LA (ARVC/ACM, i
#iE DCM, L7 &) v, 53 A (65%) 1342
DEBZHEDLZVEMEEAEIRZ EOREEHE SN
720 BRI OB R ED R WEEE O, LQTS 22%
ERS 16%, CPVT 12%, 77 ¥ ittt 8%, SCIVFE 6%
Tho7z.

DFIRICE D TR TOZERDBEAF ST D 2 BIEEA
HOLEE, REFEORIEM VF (IVF) L EZREIN S, [
B RS & OAER A S S 2 BE T, SR T
WI)ZALZHEDWTHRIIZEL T TOWMKNRT 7
O —F % B 2 Th S8 o R S WL
A RITAYDAFAE L e\ 7280, TVE Ol L X128
BWERDIELDHDHE, FrRIVIRD A I = X LEHIC
LV BWHEERD LA L7720, TVF OBZEHEE I T LD
Db, — T, IVF DEFRLELAZLL TV DL T
OFETIX, FHELGEIEBRORRERICBIT S IVF
DFZWAHEILS5 ~10% & ENTW 57 Paris-
SDEC L ¥ A M) — Tl MR AR 7 0V 7 5 4E
BRI D 720D T V<)~ (Na F v FIVERE) At
BROFEREFRITD T 20% K TH 72 . REREED
FEANXLERE=) V7, BELZEIEZE (EBIRE
¥, EEIIRCT, O MRI GCBEAZE ), &l Ba,
BRF A 7 & — O TG 72 i R ER A3 B2
Lfiﬁﬁéﬂ&bj'haitf ﬁ) 7::”) 71,178,535-538,541.

T/, BRAER T+ 0—7 v RO G2
FREEDET LR ETNETH 57, REIREBIZBL
LB TREAERE LB AOETIIRA 20% 120
13), REMOBEESCERB L USRI S5
AMEIRICH T 227 VT A% B 20 127RT .

a.
B EIRDZ A

4.1
QT ERAERE (LQTS)

4.1.1

S
FeRME LQTS &, QT MM IER A Z LITERLTH
V=R FRT7 Vb (TdP) &\ B 7 1 L= 484
(VT) 238A: L, Hin o NOEMB) (VF) 2502
BRIEE AU ) AIBEECTH L. RIETIE, B & 2258 F
ANCESABE, BRERCHEOFEME, SEEAERD
W T AHA T4 Q01T HELETH) 500
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| mem mzomm - pea - o | {amoEE  oTESGREM pEEE :
PR N KFrRIVESE - BB :
"I smred#EEl |1 - ACEI/ARB/ARNI - b= THRIRE ASIARY) :
— 1+ SGLT-2 fAEE AT LIVE—E S IIWF T L '
| eSS | t . MRB - CRTYDI :
IRV EE TP, REE B Na F v VI
DEREESY | DEREREL : ' ' '
I o B —%i LQTS DR / ;
- DR/ DRR “RURIR :
L Y b T ;
: ——— BRSO OB RS
| DT\ R | "
SMERBIITRREE &Y EL
o e 1
RRBER SR ERUEREE BRSO 12 FEOER
- DS (BEHEOERESD)
e Biny R BHmES masy | mEsL
| | | | | | |
I_CLBBB ew ||BEQR STt IR QT 5548 QTIEE - TdP
WV, ~Vy) || STZAE V), V5) FAR—=VE| | ZAEMVT ———-
b I = PR
¥¥ i FEEL | EEsY
IOE CT _
EHMM ERFELER ¥ 1
SEHR CT R TERTER | J7 88 | |*7L ] W\ v R | SR LQTS | | =2ei LQTS
DRES RS Ach BT8R L 4 =
VBT —TIVRE l BERERA 'gi
DBER TR ! e S,
1! - BUEDE Na 7 %/ LEHTE K, £ Ca, fE Mg
- BIBEOFER - DB EEHR E
BREDEE - D% |
Hﬁﬁﬂlg\ﬁfﬁ 24 BRIV —DEBER
HRREL DR AE ARV MLHER
HRADGE — \ =
B~ TSR CT (_bn BAHEDER
REIRYE
e ——
sz [ prp—— -
R . SRR =R ¥ 4 - TR \%KEHJTE (S\S,S\, AVB)
Smmsposz || RS (7wnsmee ﬂfﬁf@ﬁ%ﬁﬁAF
Hibaq K=o 2 )
+ SCIVF
R
ERMEDER
Eh C weEmors, zon (D FEREs
X 20 (DEMS)/ EiRtE0EEE - PEA - (DEELEICHT D27 ILIU XL
PEA | MIRIESIEE), CPR: DEERLE. ACEl PYIYZFF VY VEMBREERE, ARB: PYYATYIY || SHEERE. ARN 7V
FTFUVUBBRBR TS A Y UBEE, SGLT-2: F RUDL - FILI—RHEEE 2, MRB: SRSV ILF A RSB AERE,

PMK : R=ZX—7#, ILR ! #8AHE)L—T L I—4, CLBBB: "2EMTIO v Y, Ach: 77EFILIUY, SSS ! JEAREIERE, AVB: BE

JOwY, AF:DEHIE), AFL : DEMEE)

2020 FEYETANEIRIEDHWE A KT 4 > NIZiED. K 41.2

FERIZBOWTIE, BRIEFMIERE 22 04L, BRPRECHRE 4

T2 BEMEOENEDO LY F U AN ER SN2 L & R LQTS DERRZIICIE, Schwartz D Hk it 3455

0 4 RIS & BTG O TS A R L 72

EDE\E

ST ) 2 7 FHEZ R L 72 (R 19).

IS VSN, BfEOLDI, EFEmiT b Einsih
722011 SEYETHTH 5 (R 20)°7 LEXITRE (QT MR



F19 XM LQTS DEMICRETIHBELIET VANV
#E | IEFTUR
ISR 2a91V)

TRMLQTS BB LIED X T, LQTS
URORAIT7 3.5 U EAERMLQTS & C
FRPREZHTT 2.

“RMLQTS ZBRAULIES AT, DR
USCEREN/ZDEBR T QTe 500 ms Bl E C
ZFHRME LQTS EHRREEHIT 3.

QT ERICHh A5, LAQTS BEETT
DRANEZEERZROHDHEIC, KTXRME C
LQTS LELFEEHITD.

“RMLQTS ZBRA LIS AT, #DIR
UECiR S N/2DEBR T QTe 480 ~ 499
ms, N DHBAD DD EVEMZSRH D5 lla C
BlC, XM LQTS LERRET D&
ZEETD.

TRMLQTS ZBRH LD AT, iR
UEERSNCERT QTe 480 ms Bl E
TR LQTS SRIREZEWM T EZE
BULTHKL.

b C

F2E TERSKLURET DREDZENE

TdP, T#ANZF A (TWA), /v FRIT ¥, SEEAH
ISZTRNR), BRAHEIR (ph, SRR, RIEE % mEdb
L, 3.5 AL ECBWmaE: sz F72, 2013 4F
IZHER S NIREIARER S (HRS) / BINAEENR 4
(EHRA)/ 7 ¥ 7 K EHAENRF4% (APHRS) DA AT —
M X2 MTIE, 2011 4ERR Schwartz O W2k (LQTS )
AY AT Z3.5) Rl ERWEEICH, BB TR
HEHICTREINTVD, 2F), #HDRLESEKL/GE
I BWTHEIZEIE QT Mk (QTe) #7500 ms UL CTH 5
JEFIR, QTc %480 ~ 499 ms TH > T b JE K T
T ER VR E DB 2 HEF] S5 R LQTS & L TR
ZWETREE L2 E512, 2015 FEDOFIN LIRS 2
(ESC) ®H' A FF 4> Tlx, QTc 500 ms Ll EiZZnE
EHGEIRIEDE ) A7 OFT A TH Y, QTe 480 ms UL E
DB RO THEIRZ W A TTHEL T _R& LHESEL T
U\é 188'

%B, HEER T, BROZER (BIR S5, BF
BEFERE) LA TRED L IEHBAM LQTS & Lidh
% QTIERDSHEE 25 2 0% <, JeRM LQTS D&

i

F20 KXMELQTS DURIRI7 BB

B#IEH =t
= 480 ms 3
QT BEDIER (QTe) ™' 460~479 ms 2
450~459 ms (B%) 1
N EEhafEt 4 70 Qle = 480 ms 1
DENFTR
TdP *2 2
B[BEOEL TRAILY T VR 1
Notched T (3 FFELI L) 1
FERARITORIR *° 0.5
A RVAICEDED 2
EN G
BRPRAEIR A RURICEDIEDIEN 1
SRR 0.5
— FESRIF e R QT IERAEIRBEDRIRRE *° 1
ZKIRAE
30 i CDRIMIED R R IE 0.5

REDEFHCELD, =235 BHifEsR, 1.5~3 R 52,

cNB.

=1/ HEENMED, [TH%E

BERISADVE QT ERZES IETERIITAFHEVRECECIR U, Bazett DMERZRWNT

Qlc ZHHT 2.
2 TdP KRNI HDIBEFET 2 R

S BFROTREITMAND 2 )/ \—tV 5 A )UEZ TESHE,

A4 RSA> (2017 FeSETM)° Z#5H
4 WHEHDBEIFE 1R

BEEHAREIROZEICRET D

RN QT ERIEREFYU AT X7 2 3.5 DRIEE

(Schwartz PJ, etal. 2011° & ¥))
©2011 American Heart Association, Inc.
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21 ZRELQTS DBHBRE

o ERIMT FIARRE, MER NEEE N7 UVILF—%
FUBHRE, SEMESR, FIHAED

o 1R

e EE_JOwY, SSS

o BRERE

o { K IMfE, & CaMfE, & Mg [MAE

o DER

o SEDEERE, DEEE, DERR, T DIFDEREE

o fNMEREE

o MMM, JERTHI, BIEE, ZOMOKHERRER

o N RHER

o ERIRERIEEEIN ™E, SREBMARE, ZHNILEY

* QT ERICEES T 2EFIDIEHIF CredibleMeds DD T TH A
(https://www.crediblemeds.org/) =58

21k, INSHBRER (F21) 2RI 729 2 THET
DD B
a. [EEEHR

QT MR L% (84T RR [RR) 12 & o TEALT 5720,
QT kg% 5647 RR Mk 2 Feil THl % Bazett O Hfi 1E54
(QT K3 /RR [HFE 2) CHEIE S N7z QTe & v 5 2 & s
B"END. 72720, N LB DSENER] (= 754/
43) Tld QTe 25 KFHM S 7200, HA/NEIERREF5S
WX, FAAEZ O QT MR IEICIE 3 e % v 72 Frid-
ericia OAIE (QT MM /RR HFE 7)) %, 0.31 FDOHMIE
3\ (exponential correction) ZHEFEL TV 5 HEHE A
@ QTc DIEFHIZ 440 ms K& S, 440 ms PL % QT
MEE L EFRT A, QTe 77440 ~ 460 ms 13 BEFIHTH 1,
480 ms LT LQTS O HEMEATE W &Ik 3 4.

QT HIMRIER & & b2, TI,DTEHEL ZZHIR b HE %
BThsb THEOREBIEHEFHMILIEVDH Y,
LQT1 Tl&, BEIAV (broad-based) T, LQT2 %/ v F
%49 AL (low-amplitude and notched) T 3, LQT3 i%
ST #45r D F\» (late-appearing) T 1M TH 5 (K
21). TIHAZENRIZ, 1 OAT LI T RAZEILT HHRT
HY, LQTS DA, BHEINIL DD D T ROEZ FED
BTENDHD.

LHFIZQTIEE WS 2 ThwEEIL, LQTI O
36%, LQT2 D 19% TR 5 . F2 T, FIREERL LA
75 LQTS "&b N A BRSO BEIIB VT, S5I1HF
HEMET 5. Ay —LERIE, QT MO HNES) %
Mt L, ZEBIEREEET T B HMROBIN R BN 2 & &
3 CCS R CMS FFfx i /-rliehs it s g,

b. EHGENDIEER

EHAMCEMIL, EBAM & TRIEY 4 5% QT
HERSBWICA R & S, 2011 4E122LET S 7z Schwartz
DTGB E TS 2 RN LQTS BE T,

QTc 530ms

QTc 650 ms
QT 520ms QT 720ms QT 650ms
RR 960 ms RR 1240 ms RR 1500 ms

QTc 530ms

21 LQTS DERDRES]

TEB) B O LI EIE N % QT Ffa A T4 T, &
T T O EFE T QTe IEARO B 5 2 [nlff
Mo QT B =T AN X ) #7215 LQTI TiZM
FENEE LT QT IEEDTA LN LA O* LQT2 BL Y
LQT3 TixRIEF O QIe LE X Z L, BERZEHT
QTc HEED D B 57,

SERMELQTS 14 AL ZDOKEI N, BLUREEE 40 A
P GAEB AR L {7 A &, [IEN 1 0RO R K
25 TEROTAN F TOMEE Hv7-25# (ART > 25 ms)

BIIREE 1L 73%, JFELEEIL 92% TH 72", LQTS 69
ADO#EWE (LQT1 28 A, LQT220 A, FEF+ 1V 721 A)
RRRIC L MES T, 2 QTe & 4 437 QTe Dl
ALY, LQTS v ) 7 2§ 2% 94%, 4
BREIX90% TH o727, ERELQTS 0 KEDH b,
KCNQI/KCNH2 I A g &7z 115 NEIZT 5
&, BB AR L AWK 92%, FFEEIL 93%
THo7z > Fro, EEER OREEZ G B s TR OH
ERBETLIER R ETT FLFY Y EARRB2EHTH
%)565.

B, BEEMRLT FL ) AR RBRORITIZE,
TdP %° VF OFIER E Y A7 bfE) 720, Bah— ek
MiBhes* ST 5% E &S THLLEDN S 5.

c. K& TdP

LQTS B&H BT A5H1E, HXEIET S TdP &£ 25
NTBY, TP H3FEE L VF ~NBATT 5 L LIRZRIE % &
D, BRMELQTS DA X2 b (St LR ZEIRIE)
OFRICIE, BT LA D 5 7 LQT1 I,
RREAPRERNEDO F 0 EE) (FFIKIKH) BFERERD,
LQT2 (%, 1EBIA LA iR HERS) AB85-L, BERAHO
HiEE LR EOSREDSTHR & 2 5. 20 LD SAE
MENZ LQTIIZHA, FEMICLEIEL, WERiZDL
PRV LA XY RSBV Db LQT2 DU TH 5 43, —


https://www.crediblemeds.org/

75, LQT3 1%, HEIRHRLZHHRFICISIET 5.
d. =HEE

Schwartz DS Wi HEIZ B W CEM SN L KR &1,
JeRVELQTS Ll sz B2k (IiFE ThiuL
W) IZWB T, 30 AR TTLRIE L 7on e (—H%E
WLTHEDE) P DLTED2 HTHD.

4.1.3

BIEFMNIRE

1957 FEIIZ LD THE & 172 LQTS (&, SR PEaR I 2
PR gk EE (BEE) BERoYVy—) - 5
Y- =—)btr (JLN) JEERE CTh b, SRR
Lt oo, NBRMEETIZIRICEESR LQTS & LTH
EThhb RO LQTS FHEIZT ThHSHKCNQI &
KCNE! OFREBREWERIHEEN TN D,

—7J5, 1960 £ 12, Romano & Ward 235l % IZ# 5 L
7z, BRI A PED 2\ LQTS (T~ /7 - 7 — FiEMRE) 7057
1, EOAEERE (BER) B, 20%S
CORZDE SNz B TERENFERSNZIAIIZ
LQTI1 (KCNQI), LQT2 (KCNH2), LQT3 (SCN54) &
ST SN, FOBRBTENTTLT v 18 HoEzE
FHIAHRE S, BUAE  JER AR o B i 2 fie
VT T 5 3000 (R 2D)  [RIRZII S 7z LQTS ) B,
50 ~ 80% & IR | n T AR FE SN,

Wil

®22 EXMLQATS DRAEIGF

F2E TERSKLURET DREDZENE

TR L OB L HEDI ISR SN Twb 720,
2008 4F 4 H 1 HAF CHEIRFEIMEDORIRZFES KR S
T, BIE T2 oficid, HRS/EHRA OATH L& A
IN=FAF—=hF A2 FTIINED (551 E S B,

BT O, LQTI A¥40%, LQT2 A% 40%,
LQT3 ¥ 10% &, LQTI1 %*5 LQT3 M4 T 80 ~ 90% %
B b, I, LQT1 ~3 % AY v — LQTS LIFRL, £
MPARE IS 58 L S 7250 % R OB LQTS 1Z~ 1+ —
LQTS & LT, Hoffif 3 ICEETFAEMTLL Y, 7
& 21 LQT4 1% ANK2-LQTS, LQTI17 iZ TRDN-LQTS %
L < 1Z TRDN-mediated LQTS, 7 & EF#T5 2 &A%
FEhTwng 7

4.1.4

U R 5l

JeRVELQTS ) A7 FFfil, ¥Ex 2L 3 5% H
BB E R, i, MR, EETFEICL ) A7
flinssta T s ® (T 23).

BIZFRIBNEF S 2 &, xSzl A Ry b
1%, LQTI & LQT2 IZH# L T LQT3 TRV & i 2T
VW5 M T LQT3 T A XY M0 AEIEHA
N MOFIED TN EDPRE SN T M kI
EEEETLE, BEPMURETIE, LQTIL & LQT2 Ok
DBHEL D LA R MM % B B O —

BIEFEE FREIEF

Ox ./ - J— NERRE

LQT1 11p15.5 KCNQ1 ks (@) BV HIR RS

LQT2 7035-936 KCNH2 ke (@) BRI K DI

LQT3 3p21 SCN5A INa (@) BRBRARDZRIARIE

LQT4 4q25-027 ANK2 | Na/K ATPase EERIRZD

LQT5 21g22.12 KCNE1 I ks (8) LQTT (Tl ERRE

LQT6 21g22.12 KCNE2 ke (8) LQT2 (Tl ERRE

LQT7 17928.1-q24.2 | KCNJ2 k1 TPIHI—=A - I 4 UIEIREE

LQT8 12p13.3 CACNA1C lGaL T4 BV —fEIREE

LQT9 3p25 CAV3 I Na

LQT10 11g23.3 SCN4B INa

LQT11 7021-g22 AKAP-9 I ks

LQT12 20g11.2 SNTA1T INa

LQT13 11g23.3-24.3 KCNJ5 [k Ach

LQT14 14932.11 CALM1 | GaL CPVT4 EDA—\—ZwF

LQT15 2p21 CALM2 [ arL

LQT16 19913.2-13.3 CALM3 [ aL CPVT6 &EDF—/\—T v

LQT17 20q11.2 TRDN | arL CPVT5 EDA—/\—ZwF

N/A 4413.1 TECRL Ca/\>YRUVT? | CPVI3&DF—/\—ZvS

Jv—N) - SUY - D)V ERRE

JLN1 11p15.5 KCNQ1 I ks (a) LQT1 KDEE QTIER, SERUEZMHD
(homozygous)

JLN2 21g22.12 KCNE1 ks (8) LQT5 KDEE QT IR, FLRMEZHD
(homozygous)
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77, 13 RO LQT1 & LQT2 Do A N ML, ik
B L CHETHBICEH VW EIRE SN TnE 2 %
f;Pmm%“iLQB@OE%@®&%QR>ﬂMT
EUAZE LTV, BIEEEEN THETRWET S
=/ A%

& 23 XM LQTS OIDMERASEY A T FHEICRET DR

EIEF VAN
W2 | IEFVUR
ISR LRI
Fim, R, ECFRICHEBMRIC, QTc C
500 ms A EIFEUR T THD.
QTe [TEBIRIC, DAY~ (K@, D C
{=1b) BIFEFIEHU R T THS.
BIEMIEIC & B ABIC DN 5T 5
EEOBTEEG, SURITHDEE lla C
B9d.
LQT1 CREBEHDZE, LQT2 TE
BEER7EEOI RV IZERG, &Y Ila C
ATTHBDEEETD.
QTc 500 ms FiGh' D 13 Bk DB I C
LQT1 3, hURSTHBEEZRTS. a
QTc 500 ms FimH D 13 U LEDE M lla C
LQT1 (&, BURITHDEERET D.
QTc 500 ms Fi@mh D 13 U ED % lla C
LQT2[F, FURTTHOEERT S

UODAEDREVVNE
HERBINTWD.

TO QT BIFEMIEIC(F, Fridericia DHIEH

aVR =

aVL

I s4

aVF

22 SQTS DLVERDZESHI

4.2

QT FEHME7EIREE (SQTS)

SQTS &, QT Jffi% TR VF 12 X 2 It Ll Ze ik
%%Nrﬁéih&%%f%5.mmﬁ’utwfﬁi
SN L WIEEE A TH 0 8, WEZT SRR
B, BIEFAIBET D72 SIiTn v, HiEIRY 72 SQTS Dl
BHEEZE22 1277, Wi, QT MMM,
BRAREIR, R, BT EARZETRAL UThbTE
Y, 2011 4£1Z Gollob 575 LQTS & [@AEIZY) A7 2271k
ZRATVD?, SEFEN SQTS DMHBIZEHTH 5 L
IWRE DD DAY, RRMEHETEIITFH STV
v 838209013 4£0) HRS/EHRA/APHRS D4 [E A5 — k
AY TR, BRRATRAZZEAE 912 QTe 25330 ms LT D
FEB % SQTS L2452 LR INTWE Y, —T
2015 4ED ESC H A KT 4 »TlE, MEHEETIE 40% D5
FHDYA0 R E TICRRIE T ABREDOF WRETH L L
REB LY EEEEEEOMIBIEELEO 5720, QT
340 ms LT CRMI§ 52 L 2SR L T 5 ™ MEEmEME
SQTS ® QTc 1 v M4 7ffi% 330 ms & 3% 22340 ms &
TLENEERDD LD, KHAKFTATIE, ThETO
WERIEZE % % £ 2, HRS/EHRA/APHRS O & [f A7 — b

A Y M X BB e L iR ) SHZ e U CHESER 2RI L
7z (F&24, 25).
SQTS ¥ F Gt fmitEfn (EMEfR) BzLy, Bl

EFTICK Fv 1), LA Ca? 5+ %), CI'/HCO3"
IV AF X =% a— K325 8 ODEREBETH
W IN TS P (R26). B, 202241 HBIE, b

—

QT 280 ms,

QTc 330 ms, RR 740 ms



HYETIE SQTS 123§ A BInFAIMRAT O P-BOE A 1 2 .

4.3

TV FTEIREE

TINVH FIEGERRE, 12 55 GFER O MRS B
VT ARG 7 ST RA- (U midls) 221, &L THFE~
FAEBPEASEINC VF % 38E L CRPIET 2 REE O H 5
RETHL. bOEEEGHRT V7 CHRBIAREDN
ml, Bk AR OERT R TH LT FE (54
71) ST E5F1E, Bk ATIE0.02 ~ 0.15% EEEL S5

& 24 SQTS DEWRICET DHEETET VANV

e |IEFVR
ISR LRI

QTc 330 ms U~ SQTS & BRREZHTS
)

QTc 331 ~ 360 ms DERFIDDHB, LT
DEBDDE 1 DL EZEEETESITIE
SQTS DEgkizERT D.

- SQTS DREEELFESNEESND
- SQTS DREENG S

- 40 A CDRMFEDRIEEN DD

- RERMEBZEHDIEVVT Ficld VF
DEIENSDD

C

lla C

& 25 SQTS DIMERASEY A JFHEICR T S#RETE

FIAUXNIY
#HE | IETVR
IS5 LAY
SQTS EEZMSNICBEREZEEDS 5,
UTROWTFNHFclFmEZRDIBHD
& BURITHD. C
- DR LIEDELE
- BRFEDRGME VT (KD E (TR
DL
SQTS LM NICRIEREZREDD 5,
DIERATEDREREZRFDODDIE, U lla C
AT THDEERTD.

& 26 SQTS DEFEIEETF

F2E TERSKLURET DREDZENE

DR L% HARATIE 0.1 ~ 0.3% 7 L s
T2,

4.3.1

TNH FIEFER OB 12 R 0ERFTRICE > TR
SN, JEROFEE B bR, 12 FELEXICBWT,
2mm (0.2 mV) PLEZRT ST RIS EfnCRE T
WrxrmTboesy 47 1.08K (37 FRST LA) & X
K. ST ERZFHDLPENT 2o nb oz Fv
Ny ZTIST kA& XU, ST OFEES (M5 7) 1 mm
0.1mV) U LEo¥aizsy 47 2.0 1 mm (0.1 mV)
FiOBEE 7 47 3.0FEXE LR (E23)°

B A o582 ~ 4O Vi~ V) FEIZBT
A 1FHELLET, ARISE, FBEEB LU Na F v VKR
FAMBRIZY AT LB EZ RO 12887 VI & R
EEWIT A E51, FERAHOMER, VF £7213%1
P VT, RO R, JFEAHH S 2> T vz i
D DA H AN 7V S IEGERE, RO\ WA R B
BTNV S REERE LIRS E AT 1 (P4 T 28X
¥ 47 3) LEROBEIIT IV Y REERE SR SN e W»
A%, BEREREE E & 128 A 7 1OERDSHEL T S RetEds
HDHOT, Fampis: FRCIAEBIEOS2) BUETH 5.

JRRASRH DM 1E 2 B DBFAFEBNZ T LT, 7 H s
SEBIEOA A B 2 BI9T, SR O mHgEs
B DITA, Na F v VMR X 5 50 & it BR
ITH LR EET L (27

4.3.2

U 2 5l

TIVH FIEBREO CERETE HNEB H 228755
D, HE R R TH TN Y LERANELT S
CEDDOREDPSHEENTVE, SO0, EHROBR
B2 AR IE R L XTRIE 2 A A bE T D) A 7 35 A
SNTWB 7295 R24 (27 )V H ¥ LEHE RO
HOMAETO—F ¥ — MR

EREETF

SQT 1 7G35-036 KCNH2 I @)
SQT2 11p15.5 KCNQT ks @)
SQT3 17023.1-924.2 KCNJ2 s

SQT 4 12p13.3 CACNATC lcat
sQT5 10p12.33-p12.31 | CACNB2B I cat
SQT6 7921.11 CACNA2D1 I car
sQT7 3p21 SCN5A I Natar)
sQT8 2435 SLC4A3 Cl-/HCOg-

TIVAYTEREEDA—/I\—Z v T
JIWATEREEDA—/I\—Z v T
TIVATEREEDA —/N\—Z v T
TIVATEREEDA—/I\—Z v T
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K23 JILAFEREDDERDORES
(Wilde AA, et al. 2002 & V)

Translated and reproduced by permission of Oxford University Press on behalf of the European Society of Cardiology.

K27 FEETBHEDMELEDSOBEFCHIFDTIVAYE
IRE¥DERICRIT DERETEST VAUNIL

#E | IEFTVUR
952 LAY

[RERBADIDRLED SOERERICH LT
SAMEORERAS DBRREZTD.

RARBADEIENSDEHER DD B,
AT 1DERARE., BULIFTILA
SRR DRRREVR 72 8 T DIERICH
UT NaF v RIVEMBEEEFHBRZT
3.

[RETBEDCRLED SDERERIITH LT
Na F v RILEMEEEERZERE T ©

lla C

a. FERDBEE

TN T IEBEIERE T, DEEHIRMEAEEIRIZAE S 4E
ROBEEDFHIAIEFICEZE THSH. VF B I ONOHiEAE
BEAEDIEA, B S TR WRMIESEFED 7 VT 5
JEEREE R TIROA XU b (DIRZRIRIESB KUY VE) 25k
RV bAEICBIT A TV FIEBERED A XV b
SEAEFIE, VE BEEBICIEAE 8 ~ 10%, JEMiBEERI CII4E
0.5 ~ 2%, HHEMEGITIZE 0 ~ 0.5% BELFHESNL T

2170396 B IR IS DWW TR SO g (I kR ik

PRI L OERNDELETH L, SR E BT S

WA, 78247 1 LERTH 728 LT SRR

TN YRS TR,

b. 12 FELEEEE
INET, RDOLD % 12 5F80EMIEED) A 7 @5l

{LIZEHTH oo e E SN TV 5 B H

@ gﬁ:‘g{\%é—k‘@y /r 7° 1 ‘l:)%EE‘ 177, 178,597,598

@ FiMEEEE, TRIBEAEIC BT 5 QRS i) (fragmented
QRS) )3)? =) 43,599-602

@ T%ﬁﬂ@%éﬁgbiﬁﬁé ER (J ‘(Ei) ﬁﬁﬁ 170, 596, 600, 603, 604

@IFHETO S (0.1 mV UL, HBWIE/ HOIEA 40
ms P I) %

®aVR FHETOEILR R I (0.3 mV LLEO¥R, 50
($ R/q 1L 0.75 DLE)

® V) FFETO RI R (S PIE) MR (90 ms L) 0%

@V FETORYE T A (- 105 v D)

WERFEC O T OTEE 2 S FE TORER [Tpeak-Tena
IR (Tpe)> 100 ms] & ZDIXS5DE (T, dispersion >
20 ms) 608,610,611

@V, FHETHOQRSIFNDILEE (90 ms LI E) & 21k
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J7 FRBETY FILINy 780 ST ERFRR

2471 DEN
EMEEFREIE) ¢

(BRbEZ=E)
I
! S !
4 (Na F v 2 LIEKE) BfET5
BEABOOELENSHREDSEE SR | 2171 (T2
‘ DER

- EHABNIC 12 E L
BHREZTOTCA
A 7 1HBRERD

AR

R
REAHOLELE, | | REFAORS | P Fe———
VF 7 1d S A VT LD BEHE
' 2AT1I0EX 24T 1 OB

REDERIRER ! L LEX

EPS CREIGHSR ] l

HEISZ lla
L EEToRla g, 1B, REE,
2 ERIBLLTCO VF 8% SCNSAZE 2, QRS #k - BBER
. DELP, A& | | - EEROEMNGRER

gl 5

IWZ2—=DBXICLS
TWALGEZER

!

|CD HEiA B iR ST 5| EfE LD
WIS 2| £zl lla (RR FERBEZTD
DERIFAERP EPS FEHD
=)

EPS THREEARAFHAER
RIS Ib

24 JIVAYLERERDEEOREIO—Fv— b

QTc DIEE: (> 460 ms) *'°
Vo FH3ETh QRS IEDIEE (90 ms LI L) %012
@ QRS HMDIEE (120 ms YL k) ©°
@ PQ MIBDMER (170 ms DL k) ¥
c. EBEEDIER

1990 ~ 2013 4ED 7 )V #fEfEfE B (18 # L, 166 \)
ERRELIZVATITA v 7 LE2—TI3 >, EEjgd
PO VTIE2 A, Z5RMECEMUE (PVC) 121 AT
Hotz. BEHORMEEIZBVTIES57% OEH T ST
FRADPED BN, 3 NTH FoNy 2 RBIpS a7 FRIANZE
b7z, AME ORI L 2 O RHIERER ™ O F
KT DEZDREL, TNVT TR BT A )
AZIHT AT =T s idv iz, LaL, E#i
MO ST EABLIOVTIE, REJRA X2 Moz L7z
FHHRT-L 200" MUVGEBOHIRIZOWTHR
A aHH 5.
d. {5 O EREER

B AT DT IV T IEGERED TN LU OS5 AT
MDA AR ST 5.

i. SAECG

IS0 (SAECG) (281F 502 LP O,
DEICBIT HIREEE (R MRERE) SR OFTE 2 K
LCwh. LELP & VF BEOEZ R CHkIZ b s
E2LoMEE2mOIcEHb D, aimEHAERICLoT
HH AR SN TWBEH B TvFr 28 LT
TGV R LDELPIRANEEH) ¢ 7
WA T LBEKEEASHE L TOBERIZE R s s .
Abe 513 24 AV 7 — LERKIZBIT 502 LP OFF(
AVF BLOLEME VT OFETIICERTHL 2 L 2
HFLTWD ™ (15 74 )
ii. HRV

ZEE) (HRV) $8IEE BB 2 SHMT RECTH D),
RV SR BB IR Tl E SN REIR  8T — il
PRTERRIG B & S L4~ 4. Nakazawa 513, VF %
FEDH BT NH TIEFEREE B CRE RS 2R A
BILOEHEGEYE 7V SIEFEIFIC IR CHREICHE TH -
TR L T YRR BT B0 AR b
I RIRLIRES, BEH 5 VIdERICEZ NI EDHSNTE

TEIRS S URHEY DIREDERIE
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REROZWE ) A7 FHICET 274 KT 4~

0 OISO VE BE IR E AR B O TCHEDE G- L T B
EEZLND.

iii. TWA

TWA 30T % 3 218 TH 605, TS
SEMERE B E CIEAIRMICERAITTREZ: TWA 28 LR\ 2
ENODEDPHL CHREF ST 5 202028 F7- 0 9q
B R L & — BRI 35\ T SE I CEAT S 72 TWA
DA R EERE S Tn g 2,

e. DIEETEEFNRE

DRSS AE (EPS) (&, HREED Y 171
LDEXTHRIAHOIMD D D54, H5HVIZERIEED
¥ A7 1 LEKCERE, RERE, oo LERSEEHT
R, BETERREDERIC) A7 2 E BT REHHND
DA ISR MG 5 (F/28). LEMSEO 7T b
TI— V2DV, £W3E TR ->TRY, TivE T
SN TR,

— A1, BIEO 2 50T, ARSI E A SR
g5, FEAREIZE 600 ms & 400 ms (3 5\ 1% 500 ms)
TIT). HRELRREAERIBIED 2 2 H5 2 2w LI
3 E CTITV, AR B R 1 200 ms 25— TH
L. LL, HOED Asada HIFEIEGEVET N A &R
V2o L CHIEE FE 180 ms F TOAMIELAS VF F84: T3l
WCERTHo 72 LT 5 ™%

FHROBGIAEL, —i2I2 30 BBL EEED 5\ iZimeT
FHREAHIHE L BB 2 LB L $4 VI BL U VF &
XN TW5h. FINGER LY A k1) — " 2 PRELUDE L ¥
AR =P Tl VT/VE B30 A XY b FHIR T2
137% 5 7% 22> 7255, Brugada H513—8E LT EPS TOREHR
PR D BTN 2 S LT\ B 7 EPS 12X 5 VT/VE
DFFFEMEDA XY FOFRHAT-L 720 ) BIOWTIE,
WELZ—EDORMIIESNTWRW, LaL, ZOEOIK
WAL E Lz A Z AT T, B3 E 7203 2 Ml caA%s
ENDLHEICIE, FHRTELTHERTHL EMESNT

x28 JIVAYERBEOZHE D X IFHECEIT D EPS
DERETIEFVAUNIY

#E | IEFTVUR
IS5 (29])

BAFKEDY AT 1 DERTREANHD
KEDDDEGICH LT, EPSZERT lla C
3.

BAFKEDY AT 1 DERTEERMT
HoOTH, BEINEMOERARE (F
i, MR REEEE), ZOMO0ER
EEHRMREQRSMK JRE L),
SCNSA BLFERZHI DEAICH L
T, EPSZERLCHERLN.

b C

Wy Z) 628, 629'
HOAEEOBEEAEROBIEICET 24T 14~
(2017 4EYETHD) TiE, #4717 VA7 LERTER
RHOIAN % X7 LT B84, EPSIZL 5 2 Ml T
TOF M ZFTET A2 TY A7 RBILDSEIZT A2
R TGS~ EEEME TV YRR R
I28B1F 5% EPS 12X %) A7 BRI S22 £ - C
WO, HIREED Y 4 T 1 T NH T LR TR IR
SCN5A 25, QRS M, J ¥z LM IR+ 23 %
Ak, EELTL LW (FR28).
f. BIEENRE

SCN3A4 ZZ2E, & <IfL (pore) FHISIIE R Z 720
BDYFEIEE D) THWHBNIIEL L TA XY MEAEDSS N
EDbRE,SHE SN T A5 UT e
SCNSAZRPFHTFINIAEHTH L Z Lo S Twn
50 AT N TIEERE L E 2 S NDIER], BLO
B BT ERZ RO A0S I LT, &
R EEZRFTRETHDL (F1ESSMW). —4,
TN TIEFEREEB ORIEEN 2 VWIEY AT 1 (1472
BIUOS A7 3) LERKENICHN T 5 BRI,
FHREDIZE TV AR W E DS EHIITHIRETIE
tﬁ\/‘ 317.

4.4

PHBMEEREE (ERS), JIRAE(REF

LERICBIT LR W FES M (ER) BT, WS
HWEEZLNLTWAS, T4 VF OFEICES L Tw5
ZEDHBE MR o720 1953 4212 Osborn 587 2 K—3
AN o TAREIR DA X12HB VT, QRS HEKRICHEDS S
SIROWI (F ZR—= %) 75 VE SECERLTwas 2k
FHAEL72O DAED S Aizawa 541993 4E1Z ER
%5880 VFE & 38E L 7AE B & s LT % %2 2008 4R 12
Haissaguerre 57%° VF & H ) R 0E B % £ & Tt
HL O, TR BAERER (ERS)] &) B &)
MEE7z. ER OFFTRERIL, M AT 3 ~ 24% & O
REMLEEEZEDL WV VERTIE 23 ~44% TH
() 633 641647 i NAZHART VE BBV TE. 72,
FAERME, 72 —=F, 77U HRKEABLObEE
GEUHET VT ATENEENTWS M 7k 7 i
fElE L3, BRRIER, (OEMPTRIZBW Okl AS
WS, HEEM DT 5

iﬁj

a2

ERS O, @ 12 FELEXICBITS ER AT L@
FRPRAT RO & 724 2 & Tirbn s (F29) 5%



F2E TERSKLURET DREDZENE

a. 12 FELEHICHIT S RHBESMERRR

TREFE D 2 FHE P F 2B 2 SFE D
W LIZZFOMEIZ 0.1 mV PED ] EREZ - 7254
ZER/NF— LR JIIE FOWRE,IS ) v FHE R
F—INZEE NS (BE256). Wruy 2 Loy, /v
FEIAT — 2RO GEFEIZBIT S QRS 1HAY 120 ms
KiGTHHEERINTVDLY, RI0 D L) REBIHE
9 ER i L L 59 5 N EH D 5.
b. ERERFRR

B 20 2 2R RO EE 2 b7 VE b L IEE M
VT #8805, 201370, FRAHOORERAES 72 L
OB ZESRFERER b Erte. 72721, EEBEICPE - TR S
N7z VE b L IS TNE VT SEBIZ B B 0 E 03 5
4.4.2

U 2 5l

26 I ER /X7 — VLENEZ RO GO 70—
Fx—heRT
a. EREREEIR

VF OB 2% 5 ERS BHTlE, KMoBtE*HF T 5
FEBIS LIRS W E R S Tw B Y —75, VF OB
BB L OME LA S ORREFI LIS T, ER BT RE AT HIE
BB HZEZRIEOF NI E DO THRETH L. B A
)= TRl ERITAZEOIZELTYH, 1FRH
|2 VF 23T Afafithiz X b TRVwE W R S 2

b. 12 FELEEIEE

12 FELERICBWT, O MUBEDL#iZRFHEIZ BT
LIRS, @02mV ARSI A, @ST IS
ACPRLY L TR, @ HNEBIRHEZEOKRE ]
WATRIL, OANY FRIEDE ) A7 ZREd 5% Ka-
makura 5%, VF OEE23$H 5 ERS B& 31 ADH b, H

& 29 ERB&U ERS DZMESE

ER DZH

12 FELERICBVNT, TEFED 2 FEL EFRIFAIBEFE
D2 FERE, BLLIFZO@EEIC 0.1 mVIILED J R ERZEHF
S, AT—BFEEIE/ vFROD ERII\Y—VZRBHDBE

ERS Dz2Hi

LUTDEAIC ER XY —2 =520 DHE
- BBERDEBZHDIEN VR EAEWVUIESEM VT ER

- [RANBAS D CTIFIEVVDFERAEAESITE L U DE SR ARTEAE B

(BABRBEFR. 2018°£V)

/v TFE

o

25 ER DR

& 30 ERS &ERITREBBHIFERE

DR TJIVLAB I EREE, ARVC/ACM, REINMEOEE,
- DR, DR, DIEES
DEELS | EISBE BREEY (K CallE 5 K IMIE)

TRREEEEICHITS ) AER

|
AR R
3 ¥
VE, ZFHVT ERHS [%@,@@,&%EﬁﬁW%} e
BB B L B <  BEROERN R
REIRLND CEHRIC 12 FEOERRE
EEEE 5G>T ARERS LU B
ETBOAES | BOBEE
D iEABsaRERE D BRI T 3 ILR BAR -

VF, ZIAEVT %
BRI

HEI SR |

26 ER/\Y—ViDERZRSHBEEORETIO—Fv—h

RIS X
(DEMDEDNDIZE)
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WHERFHECIES A 71 (FA4T2BLPY 17 3) OST
&R GEE B XU Na F ¥ OVEREE AR R L IES A
T1) D12 ATIE, COFREED L5719 A
IR THEIL VEF BEP Lol Z LG LT D %2
—J7, TIWH FIEGREE I FHIBEFETO ER 2 A0FLC
WAAIZVEDIIEY A7 BEELZENMS5NTW
500 Ik, TIVHYEBEREB XU ERS & DA
HRFEIZBIT A ERFTREAT LI LD VE IEDE
AT TIHHIEEREL TV,

ERS B#FIZBWTIE, VFFAEY A7 OFFHIi H Y TREAL
IR 8 & O Na F v A OV ERTESE B 12 & 2 A igResa. (&
O AHTH 5.

c. RO ERIEIR

DED Abe H1E, VF OBLEDH 5 22 A% ERS BF&H
7 NEFEERS B 15 N2, 24 ORISR 5
Wi 53 8 S DIRIE T db % 0% LP & IR B FRAT L 72
ERS BECIIEMNLE LP 2SRRI L 7 5 HNE B %
IRL72Z 5, D LP O HNZEBIEEMAT) 2 7 ERIML
WCEHTHLIREME R IR L T 5 . —7, Soliman 5
3RV — LERBEAEL 1T L 72 687 Al2BWT, LEN
2B 5 ER AT L& LP B X VAL BT 12 B
WD ozl ERIREL TV S
d. DERESEEFNRE

Mahida 513, bOE%Z &Lt 5H D VEIZ L A0
fEIRBEEDH % ERS B 81 A CFI4EHG 36 1%, 1% 60
A) 12xF LT EPS & fafT L 72 ¢ 18/81 A (22%) I VF
WFEIEEN, EY THEMO 7 +0—7 v FHTbisz. VF
FIHBED 6/18 N (33%), VF IEFHEFEHD 21/63 A (33%)
2 VF FEEDSRAD LI, MR EDN e h o7z ZoHE
13 < FTVFEEAEBIZ MR E L72b DT, MEEMFEF % R
KEIZL TS ERS BERIZBIT A1) A7 @RI bE L
T? EPS O MRV EEZ 5N 5 P,

4.5

A7 S VFERSRIEOEEH
(CPVT)

CPVT I BRI EFNARAEENRTH Y S0 BH 10 meni
BCHES), AT ITIVEGREIZLD VT R VF 2 3E
L, FEEOIMIBIEREPICORINE L CEETH L Y.
CPVT BE LGS, CT, MRI 7% & QWG WT T
75 REERTE 2O L L3R, REROERD HI -
TREET R, L2t T, — IR R I B W
THSEIRD CPVT BEZR AV ) — =0 7552 LIdiE L,
BT AR T ALV ER 31 IR

& 31 CPVT OZEICEISHELEIET VANV

#E | IETVR
IS5 LRIV

THEFOEBEN #RBELOII-KBRE
(TTE), CT. MRIEXEDERZHI CE C
B - #EBEMEB DN Z1TD.

CPVT TV LEEREBI R T & VF DY ERER
BICHERINTVDEAICH L, FER
TEFaEEV UEYaERRN RS
S0, BILPIREZTD.

SIMEVT, ZHEM VT OFFHZENE
UeBBE &7 FUF UV atEstiiz lla C
EZRID.

LM VT, ZHEME VT Otz B8 &
UeRILY —DERGREZEET 3.

VT/VF DFFFEZENE UIZEPS 2175
NETFEL.

4.5.1
BRFRFRR - IRE
a. eIk (R#F(E, VF)

CPVT O EELWFERIZLATH Y, @F, &b D
WIEEE A B L A BE S THET 5 94 %% Sumitomo H D
PiFIo LU, CPVT LBlr S 7229 A, Jpi-Cc R
SN0 23 N (79%), LMEIEAT2 N (T%) TH o7z .
BAIOIANE 20 % F T (BHIZT ~ 127%) 1254+
L% ELICHFEERIIMEIEOSELH Y, L)
VEZEIRACAERETE © 4558 VE OJFINAY CPVT Th 585
EbH 2. FLEEORETH L VITFERPEFEA L
AFEOEBIHE KRR CEARERSFMA L 2720, RN
LQTSI & (LQT1) L O\ AP EZETH 2. #I
LQT1 & S CTWERIASEIE CPVT Th 5 Z & 451
B4 52 L3 2w,

b. REIFOER

CPVT OZ#IF OB — MM IE R #7228, %
20% DREBI TGk E 7810 2P KB UK ERD LS
EbH DY LEME) (AF) RRTAARSERR (SSS) LD
FEAEEIRAY 16 ~ 26% TR S B 026664663,

c. EFEREIDER - ERIGENER

B AL CPVT 22292 Tbo L bF 7%
AP TH 5 CPVT Ixtd BB A B E, HH
D> CLEAEREYFRT S LD EETH 5 4
JEBENIC X0 LT 120 ~ 13040/ 45282 5 L PVC I
B 5758, EEhEGLC LD I VT, ZHE VT (1
T &2 QRS OIS 180 FEZE DY), VT MM 0 EAE
AT M) BSHBLL, XbOHTHW VT/VF 28
FHIEEIND L LR 2RI % S 50 (g 27) %




F2E TERSKLURET DREDZENE

SEIE

e e e s e

>

T s B B

o
—
—
E:

T e S

3
s
5 o e
F—
e

=

Ci=rym i Bl

ey
-—
=L

B i = o

5'11 T e ;‘,v ]

i

7 RLFURER (0.20 ug/kg/m) ICERSH SN EAER

27 CPVTICHIF2 251EM% VT & VF DILERDESH

(SyRW, etal.2011% &¥))

©2011 Published by Elsevier Inc. on behalf of Heart Rhythm Society, with permission from Elsevier.

ZOHIAE VT 13 CPVT IS & S b5, o3l
KI5 LAEL R, BEMTIEPVC OHIED D
WVIZ2BROBBOLENLZEHNH DL, EH7Tay s
(LBBB) + Fh#lxtES 2 BilRD 5\ 3 BERiZ, CPVT
HEEE) (BRI ER 100%, FEMEEHE 92%) L &b
M A7 oy 2 (RBBB) + Eila Ry #EdH
D © —EDQRS DAY F ¥ A%EbE WAL S
VT 2232635 5 EIERO CPVT %K JE
W L CGEB R 2T A VT S B T 5 2 81

Lo T CPVT L2 S 7286 OFFEREIL 97% Th o7z
A, JEEEIL 50% T o727 CPVT LRI E 2 R
|2 Andersen—Tawil JEEHE (ATS, LQT7) 2% 575, ATS
BH CILEBEMTRTIC RBBB # VT 2VHEZ IR S
HEEY— 72 VT IZHI S 7225, CPVT & TIR%
BRI L AR IR 12 70 <GEEDEEIZ B 3 12 LBBB FLLEAEER
LN Y (A

7 RLF) CAMRERD, EEAM R 1T T E v
SEBIOZBW O OIEREEZ 5N 5% Ll CPVT
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BHE 36 NEZOREAS NITRL, 7TRLF) Y HEmick
LUOEREROBBOAEL AR, ORFREI
98% TdH 7278, JKEEIL 28% L& o 72 7

d. RILY—DER

Ry —LERIL S, & EE AR EIT TE 4
WIER] (BRAETRIEBICHIE R &) REFEA ML AE-T
SERDSHILT % L9 BAEROBIICHE I TH L0, A
JRAH D P LB B B akBR 1S TR D L @,

e. DIEETEEFNIRE

CPVT IZREO LA A VT R4 VT, PVC X
TIWF L LEIETH L EOWEN DY, AP R A
ARIEEHIB) 7 (ICD) SHEWEBFIC S L TET 7L —a >~
HHEL B D 1 2L LTEZLN TS, LA L, EPS
(I2& % CPVT OFZ Wil <, ESC 71 FF 1 »Tldze
SRIED) A 7 5Fflie LT EPS 12X 5 VI/VF 581325 &
ENTna '

f. BIEENRE

CPVT HE D 60 ~ 70% |Z T RFEDB o000, Bl
T CIEEEOFREET2ME SN T2, 1ZEA
ENNT )T VB ROEIET RYR2 TH S (R32) .
ESC 1 K54~ "™ Tld, RYR2 & CASQ2 D&% CPVT
DFEHBETL L TW5.

INFTISOL EDCPVT DFINE#E 2 515 RYR2
DIRIZE RN SN TVDBDS, ZD% HUEEDFEIIC
FHRLTND P, Fom R OAEEEEE 250, RIE
WHREIZ D % IMFBBID LV Evb b, CASQ2 7 %
TRDN 7 (& gt i Bz a £ L, RYR2 BHOER
IVIEELEZONS. CASQO2 D homozygous & 5 \»

& 32 CPVT O

1% compound heterozygous @ %% % 4 9 % CPVT £ &
(FEnE) 36 N&—HOBETREDHRAET HHKET6 N
AR TAER T, BIREDZRIE) A7 1L &b TEL
(76 ~97%), heterozygous FEHDRIRIZB VT 33% °
CPVT LRI s 7z .

L7223oC, BEOWRE, RIEE, CENFTRZE2S
BRRAYIC CPVT &3 o Wit b Nz BEICH LT, &
W2 D72 D AR IR AT DSESE S NS (7272 L AR
). FRKETF L TE, BHEBIIBVTAOPo7
BIETREOFELRET L2 EAWEEIN L (18

CPVT IZ# M LB A RO T, LERADIEF 7 40 7%
KB T, EEDLIIATITIVHKEICLY, i
JFRDE Z 5N VT, Z1EM% VT, %
PVC 25555 SN A4, $£7213 CPVT B4 5 {5+
LREDODLIGEIBMSND. RIEOFRETLHEEZ
ROBRVIZHEDL ST, BN L DL PVC R
VT b LIZEME VT 253538 S 484D CPVT &
Wrens

4.6

AEIRRIEG=0FAE (ARVC) /
AERE % OERE (ACM),
FEIRFEMEEZEOEE (ALVC)

ARVC 1%, 02 OISR - M LS AT
% fibro-fatty change % J¥# & 5. H=ERLIFHO.LEALE

CPVT BiE&EE
CPVT1 CPVT2 CPVT3 CPVT4 CPVT5
ATS LQT4
25 (%) 50 ~ 60 1 <1 <1 <1 <1 <1
btz AD AR AR AD SMFEB AD AD
DFEERFER () 10 7 22,18, 4 4 2,26 14,9,17 ?
“E M :F) 1:1 1:1 1:1 1:1 M=3 F>M? ?
REFEETFE 1943 1p13.1 4p13.1 14932.11 6022.31 17924.3 4025-26
REE&EGF RYR2 CASQ2 TECRL CALM1 TRDN KCNJ2 ANK?2
)77 J)3)~) =%
JP/IYRNAVEILA | recr [ ALEYAUY| RUPYY | Kizda | PYEUVE
E7N ~NJ>
ZIRFERLER (%) ~10 ~42 ~57 ~18 ~25 ? ?

AD : BRBHEMNER. AR BREHBMER
RYR2 U7 /I 2, CASQ2: DILEIIAKUZ 2, TECRL : trans-2,3-enoyl-CoA reductase like protein, CALM1 : A)LEI2U V1,
TRDN : hU77I>, KCNJ2 - KF v RIVNEEERT T T F7IU—J XVI\—2, ANK2 . 7VFU22

(AABERBFR. 2018°LY)



MR 4 UZ2BRIED RN & 7 B L L C LRI 2 5 s &
N, AIHHEIE 1,000 ~ 5,000 A2 1 AL ST o700
BT OEEEE L TRES T S, MRS T A€
V= NIBET DT ONT OEAAR, L THEE
FHEEEROEGAREEINTVHSE ™ UL, HETIE
FETAEY —LRHETFICHAE L 2wl S TH
DO FRRLEORLESTHLED S\ LEHARIC
REDNROOLNDGELH Y, KELPHMALLTACM
EhXiEncns

SRR, BRGETETHEREATH LY, R
&7 DI EN 2010 412583 X172 Task Force Crite-
ria (2010-TFC) &7 %°Y. Z0tk, B{EZH L&z T2
WrooAEAXIZ LD, 2019 4£121 HRS expert consensus state-
ment *° 7%, 2020 4F 1213 Padua criteria ®*' 3 £ OV ESC @
SWIFLEE - SR O ° SRR S
ARVC/ACM (LD ZEOREEZLAEE D L <L, WS
A7 DFEREAR T 257 VR 2 5 BOE M O E AR % 56
FELZERIER & 7210 b7, BEOTHREVHEBENID
SRMIBMIAEEL 2%, Bhe ) A7 FHHICE$ 2 %
LT T VALV ARBBITIRT. HEICKE L CTILICD
DHEILDERE ST 2LEND Y, BIREDAZL &R
HEMLZBWLEI RO SEND. KT A FF1 2T,
2010-TFC (R 34)%* " % 3AR L LT, 2019 450 HRS ex-
pert consensus statement O A% & IL) AL CTHER L 7.
TFC-2010 (X 6 HHB Y, T e kILie L /N3 T
BNTw5, KIEMER 2 pi, /NEHER 1 T EEL, 408
LG, 3 MASEER, 2 HUCHREME & W) I 4
N5,

4.6.1

255 5L\ EFTDEEERS SIBENZEI(L
DEOEAR - RO RS & fEEr2ebiE, Lxa—
D L 10 MRI CEHIIS 4. BRI/ Cli MR SR 5%
B %2925 ARVC/ACM OB WA TH 5. HEE
FCORMIOWTIE, DRI LA EME /1T 55612
BROME T2 T L. $72, H )= A
MRI A, Bt A9 < ARVC/ACM DF4}
TWICHERE R BWREMNH L. 2721, MBEED
ARVC/ACM LW SN2 6121E, BRENR 7+ 10—
Ty TINEEE D,

4.6.2

AEEDHBFEE

2010-TFC Tid, Lk d L /Rl OB IZHRIT
LD EARTORHIE 7> T b, A E BT O/
EHOFT LA FRD 2 B 522 OFAT T A.Lifila o= &
DR NEEEICHHET D, ZOBE, BRITEROA L

F2E TERSKLURET DREDZENE

# 33 ARVC/ACM D2lr&E U R IFHIEICRT HH#ERET

EFVALXIY
#E | IETVR
IS5 LRIV
ARVC/ACM D 52 I [C 2010 £ (D Task S
Force Criteria®® Z#RW\%.
DEHERS S EENELZm T D B
HIC, DIO— - g MRI 2175,
ARVC/ACM DDz (T, 12 BN
EXTREBFEDTREDKRE, <k B
QRS KD KGIERRE (TAD) Z5Hid
2.
ARVC/ACM Z58 5 BE(C/RILY—DE B
N&EZITD.
ARVC/ACM % 5% 5 8% (CRIEFE - BE) C
[EDFHAFEEENZITD.
ARVC/ACM 7z 5¢ D 8 & D 52 W (C Il B
SAECG MEZZET 3. 2l
DEDRBFENFHZTM T S/26IC,
ARUZDLAEEDE MR GEEEET lla C
2.

b Zevs WL MRI OE{RESINIC & 2 Mk 1 EHIc o
WTIIB WL I CBR I S TS, F4E MR #i{52
Wrz L2, RATOBERBEEEDEME, &8 = ARIE
R LA A b 72 ARVC/ACM S O T i X
TV BRI TR L TRV 0%
BCTHD.

4.6.3

DERE (BS1ERE)

FHOoMEFIE sefAM 7oy 27 (CRBBB) 774 <
QRS A 120 ms DL ET, HHREIMEEEE Vi 225 Vs (Vy
Vb)) @ T kot z il b ad kit fLit 42,
CRBBB %°7: < Vi, Vo ihi&, F7213 Vi~ Ve iFED W
T T EELE o 5854 (B28), CRBBB %780,
Vi~ Vi TTRIELL TV AGE I/ NEEDIRIEL 7 2
4 ELLFIZOWTIHEF A THH-TD, Vi~ Vi lZTH
Bt LA oD B, HIEREMEITITFEY Lo,

O AED S, NEOLERKFTR T, TR O
WFHETO T B, AiMEFHEO T ¥ oA # Gt H
ARVC/ACM O¥ T 5 L3 iGN H 5 .

4.6.4

DEE (ROIERE)

FHNGEEEE T O QRS #&K 225 T LA T ORIRIF
55 TH5edlE, ARVC/ACM | 2 LB KA R T
Hsb (E28). 72721, MOBEETD e LM T 5.07E
MTRAASARLND Z LD, HELRFMSLETH 5.
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# 34 ARVC/ACM DZHEREHE

ARVC O Task Force Criteria &K DZE GCCHIOARSE, /|\E#)
e« KE# 2D, FIEFAEE1 DBLU/NEE2 D, FFELEDHTIU—HS/IEE4D
BR KB DBKRO/NEHEA D, FEFEFDAHATIU—DS/NEEID
AJEEM  KEH#E1 D, FRRFELEDHATIU—HS/NEEE2D

2852V FFROMKEEES SEENZEL

BFOAZEDOEE - ARNHED U <(FB7ZFR, IRFHAICT
501 D&Y
- AERHENMERERME T 32 mm ML (FEREEDHZD

BROAZEOEINE - ENHED U< (3B7ZR, IRFHICT
01 D&Y
- AEREBOMEREREER T 29 mm DAL 32 mm Kii (F

DIId— 19 mm/m? b)) KEEHIZD 16 ~ 19 mm/m?)
- AERHEOMERBEEE T 36 mm M E (FEEEDED | - ARHEEHERSEEHE T 32 mm LILE 36 mm K& (&
21 mm/m? LAE) KEfEDIED 18 ~ 21 mm/m?)
- AEEREZ(EEH 33% LT - AEEEE(EEN 33 ~ 40%
BRrOAZDENGE - ENGED UL FAZENEOIEESEESR | BRROAZEDRENG - ENGED U< FAEZENBEOIEELEESR
&, D1 DZEmCT &, D PFEC 1 DZEmICT
MR - ARIERABEANMRREREDED 110 mL/m* U E (8B | - ARRKRPEESENATRERE DD 100 mL/m? _E 110
14), 100 mL/m? KAk (Z214) mbL/m? i (8B14), 90 mL/m? BLE 100 mL/m? Kiig (%)
- BEERHEER 40% LUF - BEERHEER 40 ~ 45%
AEEY | BROAZEDRENG - ENED U< I3EERDD
GEEQEBFIISE

AZEHEDOHEBRAD 1 DU E TR RN DERZR
&, FEREEHRIFAT TR DD 60% Fid (HDWVIFEMRIIC
HETE 50% Ai)

IDARRDEIEEAR COMBBDIEBIROBE I DEN

AEBEBEBEDMBBIZEAD 1 DL ETRMCEBNDBRER
&, FRESHAIRIT TR DEIN 60 ~ 75% (65D W\ EMHIIC
HETE 50 ~ 65%)

DR DVAEAR CORBRB DB BIRD A RERIDEL

DER BIBER

GRIFEEFEE (V, ~ V) HDVIETNZBR FE TORME
TR (F#n > 14 5% C QRS B5fE 120 ms LD CRBBB h'1%
)

O ARIFTNEREE (Vi ~ V2) 3DWIE Va~ Vs TRRME T (5
% > 14 #% C CRBBB h' &L EE)

@ARIFIMEFEE (Vi ~ V) TERMETHE (Fis >145 T
CRBBB h'&%2154)

DER BRIBEE - mEER

GRIFTNEFESE (V1 ~Va) [CHBITD el (QRSIEIEERNS T
ROBIROBDBIRM NG S EIRIEES)

OFELBEHOQRSEHEN110ms ZBA D T &1L,
SAECG TODILE LP D 3 DDEAED DB 1 DU LT
- filtered QRS duration (fQRS) H' 114 ms MUtk
- 40 pV FimdD duration of terminal QRS (LAS40) H' 38
ms At
- root-mean-square voltage of terminal 40ms (RMS40)
n20uv T
@CRBBB A" d WA, Vi~ VaD SHEAMN DS QRS #&FK
(R Z2Z20) FCTORKGERE (TAD) H155 ms KL E

TEER
DOLBBB ! - FAHDULDDDAERLEERLE (I, I, avF
LBBBE! - E75% (I, I, aVF A& T4 QRS, aVLF#FET FE TR QRS, aVL #FE TlRIE QRS) IS LIFREED
514 QRS) DIERHGEMESD & WIFFHEME VT IS FTIE D D W\ F 85T VT
@JLY—DEBRT 500 [l /24 BRI ED PVC
SRIRRE

DAFBHEET ARVC/ACM EBHFS Nz, 5 1 EEHED
i

@EiES U < (3R T THRELHIC ARVC/ACM & B
NIes 1 EEREDFE

@FEERREDEE T ARVC/ACM (CESES U < [FBEhEE
SNBRREGETERDERE

OXRZMEETIE ARVC/ACM EEZITTERWVD, BEIC
ARVC/ACM &EBIISNIZEE 1 ERREDEE

@35 i CRIRTEE =z LTc ARVC/ACM EFENDNDES 1
EREDFE

@REBFM D D L IFIRED Task Force Criteria T ARVC/
ACM ERZHISNTE, 52 BRREDEE

(Towbin JA, etal.2019%° & V)
©2019 Heart Rhythm Society., with permission from Elsevier.




V,

Vs

Vs

Vs

REERS:

TmV
1%
28 ARVC/ACM DDERDZEH
AE2EHT70v o (QRSTE - 110ms) D eR M TIRZZRDD.
KED e, * [ [EMETR

m V3
aVR V4

oy

o
2
e

1 sec

29 LBBB+_ A% VT OOERDES
A DEBE, B:DEMRL C:LIO—K

VT [FFEEFE T QRS D21, A RU ZD SR MRl TEZERES KU DZEHBEEROEESS (LGE) &7Zs8h (KD,

HADEDINAEEEE N 2D D.

F2E TERSKLURET DREDZENE

FEIZMD ARVC/ACM % 589 BT LAY WIS & I3 ER T
Y5,

SAECG 72 bR 72LELV A MRT ¥ v )V (LP) TD
S, 12 FHELFEX O QRS MEAT 110 ms R DME 12
fR%. LELP O3 2ODIRIEDH B 1 Ddhiud/hEREOHL
Wk e b, —F, 2FELEXTIE, CRBBB 23 2WWHA
T, Vi~ V; DWTNADFETS WO T 125 QRS
D#E (R &) T TORKEIERERH (TAD) A55 ms
DR A NS AR Si- Lo 7/

4.6.5

FEEHR

LBBB %, 8O IEFHeE: - Fidild VT 1Z ARVC/
ACM ICBIE 3 2R S, REEDKEHELL 22 (B
29). —75, THENE7IIAEHD LBBB B OIEHHE -
etk VT 1E, FHEGEREAEE Sh, BRI RY
INEHEDIEHE L 72 . ARVC/ACM % 5t ) BR OB A 4 Bl
FETOLEWUAEIIROFEEIC OV TIEB I ERIZE S
N7y, ARVC/ACM T, Fv g —0EBRIZBWT 24
FE T 500 38 LA LD PVC SRBO HILA Z &L, Nk
HepFLHe L 70 4 R TEED S OIIIMIHI A S it H
PBE D LEREEDE L, Moy FIVER AR 12 7
R )Ly — LB % &CPVC O QRS OIS %
b,

DIJ—MT

65



66

AEIROZWE ) A7 FFMIZBE ST 2014 K14~

ARVC/ACM IZ BT A AREIROILBUIRE K FRICEE
RATT 720, WEBIICES WA TH - THEMIN
ARV E — LB TONEIRGHHIEETH 5.

4.6.6

SRI&EE

2010-TFC T ARVC/ACM L I S 7z 4 1 i
(BET% 50% A L T2 T - Willfith) 752854,
FE 2 AR OB ISR IC ARVC/ACM &2 IT &
N7 1 BRI VLA RIEEDIEL 22 F72
SEH OB EIZB VT ARVC/ACM (2B 5 8 (5 T2
RO RSB NG b RO REAEL 72 5. ARVC/
ACM &R TIE, FAEY —2MMEEETERIZEED
#150% TH ), ZOHRTH—HFELVDN PKP2ERTH
% OHED S OHGETIX, DSG2 2N 48% L %
THHN S COBETEROMEIC L D REIROFA
RTFRIZDNWTEDN D L0 E) DI E o T\,

4.6.7

iE&I& ARVC/ACM

ARVC/ACM 17 AV = MZZW I ERMOENTHEY,
TEERIE 120 U T ARVC/ACM 25473 5 2 & A5 A1)
EWZETRENT VLY FEMIZ ARVC/ACM & 2T
SN, AN SN BE LT, BAT)
WUERAR=VEN (R TV R0 A M) =74 &)
DRERED L D072 % Z o7z, EB)IE O TR FEI
WFIEWICEETHSH. ARVC/ACM IZBU L7353
BN OEREIROFIICERLEEY KITL ™7, EH)
VHOBZEIRIE ) A 7 R BENN &5 2 b i &5 8568 gy
ZAR—=YRBEDEB L 71) T—3 3 ViFHENLE R HIR

T HVENH 5. EB AR L OERL BT 5
WHIITE A EAR SN, ARVC/ACM 37 A% 412
SER T L EB AR AR LT 5 &, ST LEAEENR
DFLERIFIAVTaTFL ) — VAT THEEICEro/2 D
WiEHH 5 (89.2% vs 43.2%) ', ARVC/ACM 29 A% it
G L7 U EB A RERIC BT, EETFOIRKIED
{61 (VE/VCO: slope) 7734 B2 5 HBETIZ, hEp/
FEOHEPIR L DRED L NMEANIH 572 7,

4.6.8

ALVC D2

JERELOEAE (HCM), LQTS, 7V #fiEfEdt, CPVT
e EOBEMREO—TIE, RGBT ORI L LM
BHEORFEIIHEREEZ 5N TWh. ARVC IZBL T,
TAEY =245 L IR (intercalated disk) OH¥RERE
Eh R ILERK &5 A5 (final common pathway) 75%
ZHNTWh, —HT, ARVC/ACM D WL % ji/-
T, ERRFEOCEUAERS L ZORHEEZLARD S
1L ARVC/ACM 2B § % it = T4 5 (Desmoplakin,
Phospholanban, Lamin A/C, Filamin C 7 &) AR S 1L
728 & 121, ALVC b L < & left-dominant variant of
ARVC LR a5, (OEXPTRE LT, TUEGEFEDK
BAL (0.5 mV #Kii) 2 MEBEFED T O L
MThHH, VIIZRBBBEIZET 2 (BF30). FEKITIX
ARVC LB SN2 BB ICEZOLHEES, LR
DLEUAIEIRDFED LN AW LER L H ), SRR
Gx 2T 5. BEFENRE L GO TREMICENTT 54
UAYINE SV

- P8R B L
- FRMET R Va ~ Ve)

- e

cPEMET I Vi~ Vi (~ V)

- VT (LBBB %)

- EIEEAL

« terminal activation duration T
- $BFT BEAANHE

- BETO MRI BIb&E TR

- AEYLK

- AEPGEREREE

- iR LB ER (DMBRER)

TRAEY—L
NTEMR
AFFvRIV

B30 ARVC/ACM DZtRiFRIREY

/ \'
. L\b
fHR BN
TNz
TILaAXT
AFVFvxIb
ThaRUT

ARVC ARVC + ALVC ALVC

@]

- VT (RBBB Z)
$AF T % PVC
AZETD MRIEIEERFR
EEEEES




4.6.9

FELEE & DERI

ARVC/ACM T HERFEOLEWEAEIRE D 572
O, FEREEMERHEGEIA VT 28003 2 080 H % . F7-
JEREIYIZ ARVC/ACM EHW T 20D L L TT R —
MO, DN MR, TS MUERED S 1) B % B9
% 2R IR RAEATIIRE DA S N AFERITIE, LRI
fiE (DCM), MFEEEE, LV I A =2 &, Wi
G EDFERNIBWIZ BTSN S, 2010-TFC TIXZBWIEKRE
DEl, DIV I F—3 A% SRBICE - TdB s
AT LDV IEETET 5.

4.7

Z Dt DB EIREER
CETHORIGERE (PCCD) 5&]

PCCD KM AF - DBEF 2 E 055524 F 5.
1Z PCCD % HMIIRR B

PCCD \3#4THE, KIEMOBEETuy 7|7y 7%
B e L, e =2 XA = FHAAR DR & 7 5 & fmik
AEIRTH A, PCCD IS F S FRIRAED S 72 HIEHERET
HY, REENR, OFE, B A/ 3F—IXERIIZ b E
RN A —N=F v TTHLEEZENL, REBN
PCCD D& 1L FEAE IR E D 72\ 50 i LN @ PCCD %%
FETHLHY, FOREIEL &) TED, EEELERED
L RETRENRE) D, B I AT — 2RI
EPEIPITE LTI — SN2 B 2B
LIBRE T T ALV ERBE IR

4.7.1

BRFRFAR - IRE

PCCD (32 L) SSS M 71 v 7 7 & OfmiE
EDOEHDH LN EHNDH LA, DERPTR, RIKEE, 5

ZZT

#F 35 PCCD DZHErICET HHREIET VAN

#HE | IETUR
ISR D241V

B OREBDEV 50 mU T OLETSE
fBE (ZERHOBRTIRIOVIPE
EvyYIEMEDOEETIOYY) T, R
IREEE UTHRICE0 A TFDNR—AA—
NEAHBHDNIERATED D DB ECIF,
MRIBHY(C PCCD DM TS,

PCCDE£&ET, A9 2 DCM PEER
FLEEEEDZRY, DYILIA R—
VRAPTZOA R—=Y RIEEDZRMED
HEZHR T 2BEMT, BIWEELTI—
XM#& & (TTE), D ECT. D MRI,
PET L EDEHREERZ1TD.

F2E TERSKLURET DREDZENE

FEEHGIC & > TH HFEE LI HITHETH 5.
a. fER

PCCD DIERIIZEREEDREICL ) ST EET, MWAE
ROLDDE, K50% HF, Jop, FER MEIE
ZEHRILE TROOLN D, TRIRICHED BB IMAER (74724
A s AN=2 AF$ME) HAHNEZELHDH. PCCD IFH
—DEEBETIERL, F == v T T LOFER T
I ANTF—ICL o TERIIKELRL D, HhTD
LMNAZESFZ X %5 PCCD 1L, —#%12 30 AL E Cldfz
EEELLEANEIRAET, 40 RIS OEIEDEKT &
FIELEAERT GOFL, Z2RE° DCM ISETT42 L
7173‘%77‘/\ 321,322, 6944
b. SR%EE

PCCD DOFZWHIIIRKIEREIZE DO TEETH L. 50 m%
LUF D= A X — D KA BRRPZEIRFC D RIFIED 8 B 35512
X SCN5A X° LMNA 72 £ D {nF 5 %6 A e
(=AY
c. REDOER

HETEO(REREL RS OEMFTRE LT ZH 7oy
JETECy Y N2 EYD LOREZETOy 7 EDH 5.
LA L 2235 NS P ) (R38R 5 C O FH O L ERIFT U
LIZLIEEE OS5 7200, RBBB RHMONI Ty 7, |
EBLOY Ny \M2EFERETTY 7 DOADLERM
FUEPT RS, RN DS 70 DL oI5 F1IE PCCD
PO 5.

O Na F ¥ R IViE(ET- (SCNSA) ZRGHRITIE, 7
W TIEFERER LQTS # 74628 bH D, LMNAZ
BCALNDIREREIL P IR, PQER, L,
SSS, Wi7avy 2y, BE7ay il bh, 20
FERIERRIC L BZHRIEL S\,

d. RILY—DER

RV F —LEMIE, HEIREAREIRD 5\ ISR EAEENR
OMHIZAETH L. ZI_Tuy 7% 1 EEZE70y
7, EEEOEEREE 7Ty 7 1 3ERIEDfGRET L 2
5hn®,

e. MEEREIESENIRE

EPS |2 & 2 {AHETREIER, AH RIFE<° HV BEOFHI
I R—= AR = AR OB EH7ZH?, Tar I A
I X A VT - VF OFEFENZIRIED ) A 7 OFFHI A
HPE)DPOIYE T A0,

f. EFRE

PCCD (Z— I ORI ESETH Y, (OEEEIE
P72 T WD T ED L. 72721, SCN54A R LMNA &z
THE 7 E—E80 PCCD 12 DCM R L ERUF LR E L, &
DOUHEER &P A2 825, Lxa—, Ll CT % MRI
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T OEESHPEH CH A, o0V F—=Y A%
TIOA R—=Y A, MOOFHEZ &b Ol mE R = EE
TENR, CAEREEAEHTLIEDS, BRREICLS
BIVEMID LT TH 5.

g. BICEIRE

EEFIIMAIL PCCD OJEREREOEINICGEHTH 5.
SCN5A4, LMNA, RN I FF ¥ F v 2V faT
(TRPM4) * EFE R #ImT L E 25N T\wbh, Makita
DI XIUSFIEE PCCD D 19% 12 SCN5A D2,
15% |2 LMNA D253 5% Stz ©°

g 5T PCCD 2§ 4 EARFA IR A OREIR 19 A FH T
WZOWTIERENTH Y, REEEHACTHS. LaL, I
#aH D72 PCCD RERIED FIRIED B 5 31213,
AR TR WIR Y, BRSNS,
F72, 9 CIIFE ICEEFERDEE SN TW LA
FIEOBIZTRNTZITH 2 L1, TETNOB S, HEE
Th5.

&I LMNAER O 1%, 2R AR E D5
FEAEMDSTAERI LI & 722 2 2 L D38, 9 55 L b IEIR
OFEIZESbT, BETHOEREE 1 EEE 7oy
7, LEAREIRZR L) SeiUL, FOEEOG L ENTL
VAZFHIT 2 Z EDEIOHILS.

4.7.2

EOLE= %3

VIT O 4 &t %7233 0% PCCD LZHi§ 5 °
O #ATHEO RS ELZ R TOERFTRE LT, ZH Ty

JETEE Yy N2 ED LOBETO Y 7278905

@ Ftiire EDBIRIZ & BIEIRF 7213 — A A — B HHIAAD
BRI R RIS %

@ BWARED AR 70 %A

@ BWHFOBIEB L LT, SHALEE, SHHI 43
F—, FNaf F=T A, HOREWRE, BIIREELYE:
FEHEATESND (BoBOEP COFERCH R I 473
F—n G LZHAETYH, BIRICE 2R - gD EN
12725 Tn D, &5 WIIRIRO G055 b D IERNE
Bt L)

5.
[FEARHDK DR

5.1

ZZERDED A

—EPEERR R L AL, [2EIRTIE T 5 il R 581
THY), FEREHCHARRE T 2—BEOb 0] LEFKSN
L. OB, EEIREEL S ORI LETH b T
(ESC 71 K5 42009 X 1 ). —#@MkE#k%kc
1, AR TADA, LRER EORREEDS G EILTN
B0, PIHFHMGOTBe9Zdkmh gz B a2 &
TH, FiHREEORDICIR - FEM 2R - 5 15T
A LDERSE R ST ([B31)°. BEARADAL LT

—IEMERER (REDEEL)

| 1
st St
i
r - |
FEE 2T ﬁ?&ﬁﬂ:ﬁ&ﬂi EEDRE,
DU & DR
| DEERRERS U R ET SREODBEC & SHE
i I l \
HY 5L 5L st
1 AR s serblg 1 EE flEEN

SHIEHME, AR
h

DEMERICE EDNT
ENTHBENZERE

®31 X#HOBE7O0—Fv—b

BH, BRSRP
RESHERAEDRE

SRS T



HBEDERIZEI LS.

St & A BRI TADA) LOERET592T, T
APACET 26 HBREOIERIAF b kOO, 72k
ZAL, KR TANATIE, BERICHIRL TWb 2 et
2Ozt L, DRERMEFEIETIZPARL TW5 Z &% \n»,
FEVEDFHGRIFICEI LTI, Jefiid 1 43 DI & En o2t
L, JERMCIIRRe R, Eilkiy LRI ERE R
CHEICE, RN OFERER L ZET 5. BiFERIC
FlEfEWCERMOEMRERE &/-L, EREAT RO S
WA IZ LM 5

ek, [—@MEERERE &7 LRI OMER AT &
Gl B b0] LEFESNDLD, FMIERTH ) EEL
TIEZ\, SR BRAAA 23— B oD A I A R I C 5 A
L, ZOJERA S RS, PRI, O
D326 NS (B32). MEEHHOMRE, KHTh
BRI L7232, DEE R L ST W N EE
Thb. FMOFERE % 5 EOFRBA 2 piBER, Hifk
JERIEH 5 Lo L THBL. ez, ERBEOAL
LS ATBRRE TR 2 0 ) 35 A (LA KB i v e 2 B85 . o7
L B I 2 6 0 R Lk 32 MR E 255 b B 35412
X, BEELZEORAOEELLELRERE 2L (R
36A). EEEEREED B VIIWEAEIR DT T A A
AT ORMRZEIRIE DO RIEE, 2N LB L FERE
KT, »2VLLETIH 7Ty 2R EDsH U0
JEE I A 5 (3R 36B).

BAREAREEIR O T, IRIRSEDRAE M 0 F8 VR 25
Ty 7t RMOERERLZENL VL. Z2TE, A
HURIC & 2 BTSN EERRME A & AREAR DA OIEA
RS (BOHICIMERTICES) 1250, 20—
IAEIROFE 2 TR T 1”3 >, AR I AL, =
KBS L2 AIEIRIC K o THIE R S skl &
7z

F2E TERSKLURET DREDZENE

5.2

U X &5l

FAATEL EebN LD OD, JFREROMESWTIZES
RWBEIE, VAZEHEETT) (R38)°. WU AZFIR
BB IUDDEEIMOTTREME R BEvy, ZEEE LR R O
REZe & B LEBAMOER, Ay — LEX, KR
DLEXNE=I 2 EEBT L. T2, LEIISE TULEES
AEBEERIRAS (EPS), (LS 7 — 7 Wi 7 & TR & T
FELTWE, FUEEEICH X558 #I2 1 R EOEET
FERDSHIUE, FFFRNY—LEXPEHTHS. B 1
Do Th UL, #HERH Y — 7 OER R
TH5D. FEHENEF L0, HHVIIAEIZE
HELTWLEGAEICIE, fAATDL -7 L a—% (ILR) =%
BT 5.

—H, B AZERD %, MIREIED D\ IZFEEHE
NELDTLRWEEAEINE, BREBIZEOATIV. LaL,
B A7 AT RDS 7R TH IS A SN ) R A1
&, B EREL— 7 ROERTO A AE R, O
SR R 7 & O IR DFE I BRI L 729 2T
AEEPRE OB G-% B 572012 ILR bAHTHAH. ILR
DFISILHEIZOVTIE, 13 6 B L UNEIRIEEY) 5%
HARTA 2 (2018 FELLFTHR) 2SS,

5.3

—RIOVIZBITHEED
[FERBAD K

LERTZH Ty 7 (BekEM7ay 7, HhH0IEsE
M7y ZICEMER W LEE T Ty 7 28 GE
T QRSE > 120 ms) AT 2 EKAHOLMEEL T,
LIFLIRRIESREE 7Oy 72 &7, @OIBTER (R
ZERIE) E OBBEDSHSNTBY, R_=2ZA XA =N EERON
AR ST &7 EPS T HV B 70 ms DL L
HDHNIR—  7REEFAN (TSRS ©2~3

[ i j [ R j [ RS j
1 1 I I
- ISR S - ERATRRE R N
- SEEARS - EERS - IR - KERERA TR
« ROt > FEEME » SSS - HCM
- TR ST | /i rPEETOVY - s ME
- SRR - RENATAAERE
> FEM
b DM

®32 KEDEFERESE
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R 36 KHEHDBHICREATDHRETIETVAUNRIL

#E | IEFTUR
ISR LA

A. [REHESR S SRR IE

BRRBOEVREANCHRETHERMT,
HAVBYSRIBRIER (RIJK) ZFHL), JIfI&
R - BMICK D THETDHAIC
(&, MEREMEERAEZHT S,

KMNEBENTER (%, BFR HHE
wT, B ER) B HOVEED
BRICRETDHEICIE WRKMEZ
#gd.

IARICEML, BIABCHERLME
KT (HREAINE 20 mmHg ML EZFTz(&
JEREAINE 10 mmHg I EDET) %53
HBDBEICIE, EILERIEIC K DK%
LREWTS.

LEREEEZE T HIRITER TIEEN

B DRMERBZEREDOE DRSNS lla
Al MEREMFMRMD DV (FIE
YMHEMEZEEET S.

B. [DEMERH

DEBRTTEDRZRDDBEICE,
AERME RS ZZBICBNTERETD.

- AAEREEZT > TLIEWLIZHR DD
57, TEERFC 40 1/ DFRBDIRIELR
BRODFFEE, DDWIEF 3L EDRELE

RHD

CEEVVIE2EHDVWEIEERET
Ovo

- A E RO IOy &

- VT H2D VAR DIER IR WVFEEME
_E=8EIR

CERRESTEEVIBXUQTEER -
bk

CIMELIEZEE D R—Z X =731 ICD D
AERR

SYOEEMICH DKM TIE, DEIEN
ZTDFRAETDORIERMEZUTTD.

DEMRE ERAR—ILEME FE
REPIRFAIRARE, FEIRERR, HHVE
RIEREIRARRL S & DBE (SRABER D
HBHBEICIE. BENDLHERICLDK

HZEES.

EEET Oy 7 BFHERENIGEITNE, R—A A= WHE
OHeFEZ FATHSTH L. L LERETay 7 950%E
EICHERZ SN THE ST HV K 70 ms K06, ~<—A
A—=NEFRIE 7 T AN #IETH L7290, HIERTIZ ILR
X REMBIE ATV, FHREELHBEST LI &5 HELE
é ﬂZ) 698,702—704.

5.4

EE0ERTEEBOERDEREDIFL
[REABAD S

HRECEED 2 COHRED EF T, EROENEETS
bOD, FEMEE 70y 712X Dk (I 5 8
VAT HIEDNRESNTWE T 757 U2
EWEEZME RS0, T/ V=0 VB (ATP) Bt
FETOY 7HLWIMET T/ v UEETuy 7 XiE
T2 EPS THREMLERIMS REILZST,
PRAGIZIZ ATP 20 mg BHET 10 BLLEOBERE 7ay 7 % 2
THIETBMENS, 77/ Y VM EEIIRL, LE
AL R D EIIYMGE I EE 70y 7 OFR &R 5
3, BEZ7 Oy 7O PP MMEIIEERERLIZIZFE LT
HbH. VHODLFIBIEBERO R NEEEIC L 5 FEEEE
Ty 7T, BRICHEREEZE 70y 7ABITL T
EN—RITH DA, ATP B WSt RE=E 71 v 7 Tld
FtEE7ay 7~ oI NEFTHRESN TV L
VT A T4 YR ERIEDTRIE ST B8, BlE
HTOIEFT Y 22450 BESET ~—2
A =N OGN FAT BHEIRIEE > T e\,

5.5
TR
[ DM - BETA K54 Q012 4EUETH) ] ° T

(&, BORHPESRAIN S 2 FIREDSHE— S 4, AR EN P It
R A AR TP R R B R 2 SO HIFE I ST 2w,
B, ROOPPECH I, A kA pi 2, BRI
FERERE, R, CTADAMERMAE TN TS, b
PERAHD L AL MG RIS G @, SHED AR 5
BELRPEMOE SN SV, BIREREOKTICE 5%
FEAE D EERRE 70 & DN L EE DI 2 & 0 B2 2R oo )
B o ME BB E A L7 SF s S b. 2o
PO & % BB EAHRE OB ELIRAS, — Bk LHEusd &
MERTZL7261L, ZofER, kgl z &7:32
CIZEYRMCE D, AHERPEEOA L ST, FE
Ty IWFEIET A E DB 5.

I8 KRS, O LHIHIE, @ i #piE,
@MWHEZEIIRER], (5 INLDS, LHIHIEClROME
IEERAE L FHIC R R EDB L %L, TV AR
DORIBEE, TADPALEREZIIENLZ L H L7120,
FEEDLEETH 57, BRI & 3 AR L O FEIR
I2E2BL LW ERL7: (R36A).

ZWnZiEF v B E R CTh S, TV BRI I
RN ODEREREN Y, L2dSo T, FIVE



F2E TERSKLURET DREDZENE

& 37 —BMREERORE 5D AEIRMERE S IETEIRMERMDIEIRIC K BRI

[RARZRDESE

TEEIR IR

(BB, FRPEIRCRETSHD)

RIRME - SBARERNEIRIC R DD R, 254K
[BHITDIFEE, TADAMEERM (ictal bradycardia/
asystole) ZZ0] 15&

FEAEER R e
(BHIC, MEETTRETSHD)

EMMHEME, REHRMS (SHICMTETR) 5L

AIJE (RUBRAEIR) D
E:4

BEFEOEEPDRMECHEENEHE (L - DEHR,
RIREIVEREF S L), REMETIE, FHER Bk, B
M, fER DESARE REERRLE

REHETIE, BB, Bk, B, ISR DB,

DRETIFFEEDBEER DD D, RETERMIFILAIP

RIMHRMES, ZABSICRET D, REERMISILAL

FE (B, FIEE)

BERICOIFFEFPRIZERA - A NUVADRETS.

PEM COIMFENFPREER - A NVANFET S,

BmEEa &0 ale)

R BR DRI REMERA T3EL< 1 HLADSL 1 HLIRHZ L

BPOHR LELIERBDD M~ 16 BiEE) DIE

BIERODE BEER BEER

BEMEDHR TADAIC R DREIRMEAHTIEUIF U FN

BRI - KRS | CADAICKDTEIRELHTIELIEUIE 5L

e FNED, KETIFEAIE FNED, TADAFIETIFEAE
i - SMEERMI BEE - PR BEEL - PAE

B TRMDFHFE SN LD H 5 VIFEERIEIRE[F TR &R38 DEREMEXHOUZIMR

FRENIUSTEEDM E DD, FREINLLTCOLEET
LI EIETER, ZOOFMAMZIC L ) RS
HZELURETH S (RB6A). —71, T Fakbriz~—2
Y TEREEET AEEICBWT, BROAFMEO TN
FEHTH2M M REMREEIAE, RREOADH
BWIEERLOIRRET, RR, 57, Bz &Ry - W
REYA ML R, NRARCHSHZEM 7 & OBREEZRNATHE R &
HOFEL, WA, I, U, BRARE R B Lo
HIBRREIR AR, ZEBEE RO 2 W H I IE S B A
b, EEE ORI T, EARTEREIRASZ L <,
RO AT L EDL T80, LIEMES A DERA
EEL 2 (R 36).

5.6
Thb AR

TADAFEVEIROTE RN I PG 12 X ) A OREHE R
TONAZMNE) ZEDZVD, T TADAIIBIT L8
W FElETIE, EEIARER I & A% ORI E R,
BRI WNARHME Z b5, BBNE R BRkIIE,
FAEROFREORALRERIRER EPRBDOHNL. TAD
AFEEIRR VRSB AAERRRE UL X 5 ictal tachycardia (3
DICAMAENR) #2352 05— AITH L. HIBHETA
AN X DHHET 38T, CTAD AR £ 2 ket
MRS 2\ 03 h 735 3 VIS & A5 R R

1. BEEDOHFENLEED D WFEEIREE
DAZE, LVEFET, DEEZERHE

2. BRIR L&D WVFDEBERDFHH SAEIRMERHHNRESIND
HD
@ FEFdp 2 W\ FANEABRS D
@ KEBFDEE
® IDVEZRATEDRIERE
@ FERFERIEDESEIA
® ZTROJOvZ (EM70vo, Afi70wv o +EREisE
EFEMERTOY2), QRS = 120 ms DZDMDIN
ENGERE
® PBERUZERMEERELER N —Z2 T DIEVRETIEE
iR (< 50/43), AEJOvVY
@ RHIEZEAEIREE
QT ERF (iR
©® TIVHYDERINS—
ARVC/ACM ZRE T 2 aRIMSBAEDRRME TE, i,
IDE LP
3. ZOft
EEDEM, BREEHETE

2 X B REMRE S 2 F T 5 2 & THEIRRGELE (ctal
bradycardia/asystole) 2VEL, ZIRMIZEME G352
EME ARSI ESND. Ik [CTAAMES A
LEATWEG, TADARIETEIERZ S/ MEIRIZE
DRI AMEE T 52 8T, TADPARIEERDEIET S
Tenh, —HEOERHHMEE b EZSNTWD
TADAMEFAOLERPT R, 8 R EREE A
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72

AEIROZWE ) A7 FFMIZBE ST 204 K14 >

WRFCZEBY & BB, STBI Tl —@ Mo O BB | &
ot CIEARIR 2 S L (IMELR) ~NEEFT 2 e
IEEERNE A E < 10 B DL Lo IR D T CldZe v,
2070, —REDTARSIEGER LA ENR—A X =7
EEMTON TV BGEDHLDT, EEILETHD.
TAD AL TS 5= 2 A — D IHEED B RVEIZ DN
TiE, TEFVADPELNTELT, PTADARKRET
R=2ZA A= NEB % RO R ool b DHFELH LT,
F72, RARX=HHFICE D TADASESEE L&
OELH L,

6.
SRR ZEDZ R

6.1

B=

ERPERIEZE (cryptogenic stroke) 13, JEERAHH il
FELEFREIND Y. WHEOB S AT 7 71— Al
PERZE, (ORMNER, S/ HED 3 OTHL T o
D 3OLHOFKE LT, IIHFLBTRIC & 5 # Bk ek
iE, DETIEE, KBRS 7 70— A2 X BEMESR &
GEIND. —HT, SEFEERMEEIT-> TOHEKARHD
CENHY, IhE—BICEREREEE AT L
P o TR ZED SN, FKN %2 HE TE B NHES
BT 22810k ThEND, HREMTENZ I,
Mt 32 2 LT ELWRIEE LEME) (AF) 2 ERTH
rrEZENTWS
FERFAAINZERE (ESUS) L) FRENH 5. T4
WG L CIIINERAE L BTSN 5205, R & 7 5%k
BEHRRDENHE NI L&IET ™ 9%, ESUS IBERE
IR ZEDHIC & FN2IHRETH 5. ESUS &) kL,
AF (SRR T % B ERAE O F B 38T dH 2 B TR
PLEEESE (DOAC) OFEHIZLY, ZMEHENL LI
Lol

6.2
2B

6.2.1

E{RE2

PEIRIEHE, SRR, — e TR E S SEb
A, AN OBERAZATH) LRI TS, I
BB MRI L, 22062 HWT, o MRI & —47 >~
AR CT I BWA A=Y v 7 LTERENE T (i

5 OB THLHGRM MRI 2479 Z £ DS TE R WA
X, CT TRAT S, 12& AL OEFRMERMEZEL, CEM
BLIZAF I A LFEENERLEEZ SN TVED, K
DAT v 7T ELT, RV —LEHRAXY MLEREH
WT AF Ot &A%, FFHC, FEMBE LT o — XA
(TTE) TULEAD MO AH B OWTHEHIT 5. A OH
WAL TTE TR TH 505, KRS
T e WIS R /e IR O M 7 &1 TTE T M fig
THs™.

BEPBI SN o 725410, S a—7% 8
* HCCTHEHENR A OF A FHG$ 5. 21T EED
SN h o725, LTI — Mg (TEE) ©
FOENOMAEOE #5535 ™. TEE L, TTE &It
B LT LD EWIMAR OB E . JHRE L Tiddiewn
A, WRUEROWEEEEAE 2, THEIRT I — TR
BRIARE, TEE CIRMFLEAER LR B RIBER E D v
Y MNRBOAEEZFML, < 51IZKENR CT T ETKE)
ROBEFE Mk OF M2 F- 3 5. DL o7 0t A& FE T
HAHFETE Do/ MY, [HRERMEZEE L2k
3% (%39, E33).

#x 39 EBREMRIEEDEZMICEATHHREIESTVAUNIY
#E | IETVR
ISR XL

MEIRDREDONCBEHICBVTC, RYD

WA X =T TigE e U THREGEEE MRI A
Z115.
MERDRERRE U TOREDED NS5
alc, TTEZTD.
RZE2DRAE UCTAF DEDONDHE
S, RILT—DEBHBLUANY MDE
MZRAWCERRBEOBNE=Y UV I%
13.

BRMEMEEDRRE E LT AF DD
REBOBREZYU Y I TREESNZ B
WBEIC, ILRIBAGHNTZTTD.
MERDRAE UTAF BREDNDHE
[C, TEEZEET D.

MERDORABRRE L CERMET J—
TEERT O— - XERCT ZEEIT D

AN—bhTFVPAX— KT F v FIEE
ERWCRIEEAF DBHEEZRLTD IIb C
INOY

MERDRRRERE LT, REEDEN
EZHUVIZEFUHET DIEREMIR
BZ{TDTEFUIS, ILREAHMZFT [\ =il
S EFHEREI NN

lla B

Ila B




EEREE - BHAR - —RIEE }

BEENFEONTIBE

B A =D TR
SRRRHLATIREE MRI (SRAEREED] T3 EREE CT)

MEED EEON fI5E

RIVZ—IEX - A\ bOEX -
OHIO—

AF - DAMEDGED D THE

SRENAR D ST
SFEMET—
(KfclE MRA, CTA, MEAHT—7)VIRE)

FERICRED B O fBA

{ DB

TEE - TAGB#IRT 31— « AEAR CT }

HEDNGD OIBE

N EESS

[ AF ZEEDTD ILR J

33 REEHNFEONCEBEOZMFIES ILR D&
(Nielsen JC, etal. 2020 & W &%)

© 2020 European Heart Rhythm Association, Asia Pacific Heart Rhythm
Society, Heart Rhythm Society and Latin American Heart Rhythm Society.

6.2.2

DERE=SV VIJIC KD DEMEIDREH

Tl F 721D AF 13—k OB TR S
WM T & 278, F81ETE AF ORBHEIZEE L W2 & %W,
BAEDRCK DA K54 2 Tld, —il@k GEVE) AF 73%t
i, MOREIEDJFE R AEE ST Wi R 2E
FEeURIMERAEROBRE T, TFIROERE=S) ¥
TEITHZEEREL DL Ry —LER (24 ~
48 ) &%\ A N> MOER (2 ~ 4 81) A S
L. AZFRITIZBWT, LERIE=S 1) ¥ 7 OfEGRER A
Flnl, ¥i#l AF ORMINENEL D 2 EMHRE Sh,
EZF ) TS T2 W R O A1 5.1%, 7T HELLET
13 15%, 3 7 ATl 29.1% DOEE THHIZ AF B s
727 RETE, AR— b7 URAY— b I F R
WCLEREZ SR TEX LY AT ANEEENTBY (&K
B 37 ~40), o2 fHTIES 51 AF OftiEEH
B b3 2R H 5. 7272, SOX) LH Ly ER
ZHWTO AF OHICB WL, B A TIEZ < ORIR
BIOTEEND Y, ZRICBVTUEHTELRITTIEZR WV,

F2E TERSKLURET DREDZENE

6.2.3

1EAHBILEETIC KD AF D&

WA, RHARTEDL— 7L a—4 (ILR) 4%, 1&RIEREZE
BEICBT 5 —#ME (FB1EE) AF ORI EINS &9
1272 5T\ A, AF OMHEIZ ILR D139 23R EA0E
MEDHEEIIENWIEDIRINTWA, ILR T2 ~3
EMLERNEE=F) Y ITHIENTEL, K2, BIE
BEHEOBZIZBWTIHEHLZY -V TH 5.

CRYSTAL AF B Cit, ILROFH T6 7 HE Tl
8.9% DIEBITHHFUZ AF 2 SNzl LT, fiesk
OIFRENLEXE=F) V7 TlE14% Tho7z 127
HETTIZZENZN 12.4% & 2.0% THY, ILR OF M
AURENTZ . EMBRACE 5 C b [ARE O AE s i &
N, AF P72 &N z01E30 HE O ILR #%1) 72
BHED16.1%, 24 BT =% v 7 %2272 BHTlE 3.2%
Tho2* JZFHLE2—TiE, LEREZFY 7D
IR & TR NERT v 7E8EHI LI2EY, B
BHED AF OB EDIEG 2D I EDPREINT VS,
Tr—A1 (BEAEN) 7.7%, 7=—A2 (AFREHA’H)
51%, 7x—A3 RADOIRZZIE) 10.7%, 7=—R 4
(A Ry MLERR ILR ORI X 5 2 [ H OS5 )
16.9%, TOHDILR 2L B 0B HE=SY) V7D
HRFBET 23.7% O AF 2 TEL 2L AR LT 5 Y,

ZDEHIZ, ILR 2 AL Z & T, 512 AF O
B ET 4. AFIZKA%EBIERIO) X7 @R LA T
(CHADS, Aa77%&) REERFEHLT, WREKo Tl
BHUE=F )7 %479 &, S5 AF OBHERITE L R
6 723.

6.3

yiot-Vaki

AF 2Bt Sz iU, RPN ZE o 55 — SRR X
PUM/IMEEETH S, LA L, AFE 2SS, inklige
(%K) FRiD7280, DOAC HAHVET VT 7)) virlx
WeHE L OBINE BT 5. LIS LT, PR
MREEH B VNET 7L — 3 2L BIAFEEHR:, $7238
JEWIHE 7 &1 K 2 IEERET 2179 .

7

IDViEZRIATE D IR & 15 D AZE L
KEDERZH (DIEE, 10
fEE &)

ISR DG ZEIRIE ) A 7 S B $ A4t ¥ 5
YALNIVERALED IIRT.
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AEIROZWE ) A7 FFMIZBE ST 2014 K14~

7.1
nId—

FEMBE T O — XA (TTE) &, E{gREOFThH-
&b BE CHREIFEA T RE AL D 1 D TH A, (LHifiE
LI MM I BV T OEE % MR EER I 23R 5
CLTE, AEEIERROIBE Ch 5 - == (LVEF)
AR EZHRIE) A7 BN Z EDHEE ST B

MADIT-1 #BRIL, Ol 28 CHEE M O IRt 5
B (NSVT), LZEt¥RElEs (LVEF = 35%) 2’0,
g B R B AR T T a4 T X RN R 7 Hre i
VT, LZEME) (VE) 2SF3 SN 5 BHOEFZRDS, i
AIIEMEN S (ICD) 12X > T 54% B SNH T L 2”1
727 ZO% MADIT-ILRERIC L), LEUEAEIROH
R 0b 5T LI ERICEE O L EREEAR
4 (LVEF = 30%) %% % BFIZBWT, 1CD OFFhiiE
ARIEFREZLET D (31% DITRFD) Z LIRS
nzz

SCD-HeFT #ABRIL M, FEMMOMITIZ L 504
BHERBG LI AKBUEO—K T 7 7 2GR TH

K40 HEFEREDDIERASEU R VFHEICEET $i#RET
EFVAUANIV
#WiE | IEFVUR
IS5 LA
IDFERE - #ERHEIC TTE Z17D. A
HCM DDiEZR AT ) X T s3Il D f= 8, I :
Dl MRBESE ZE 8T 5. l
DCM DIDMEZRIRTEY R O 5HE D=8, 1T m C
fili MRIEBIE SR ZEZEB L TH KL
BRI - IEERIMEDAL(ICBITDTERT
BlDf=H, MIBGDHY VY F IS T 4% b C
I2CEZEEBERULTHKL.

X 34

DM MRI TER8 517z LGE
A (HCM) : BBRUfCEZERIBEDAIDHEIC LGE Z588 2 (KED)
B (DML R—2R) + EX=RIBLDSERIC LGE 25358 (KED)

5 BLGEEAETIO3 » AU LD LAREEEAT
B, QT Tk Ty o EWEESR (ACE) HESE, Bkl
FIZL B OAREHEEZIT TV D, B LVEF = 35%, @
Za—I—2LEHES (NYHA) (OHREDH 1~ 1L O 4
HHTH Y, EEIREEDEERD 52% % Ho7z R
ICD I T TR, 73450 B LIETEIH 20%
T L7 INSOKFEIL, LVEF T % 49 2B 1.0
BB T AR ICD A AR T 200 TH
B, REARIEEDER T A K4 > (2018 4ELETH) T,
MBI - FREE M UG E S #E T LVEF = 35%, NYHA [
FERe 1 L EOIUAREERE A3 5 85 TNSVT 3%
WEHERR Y 5 21, TN 7 A Ma D ICD #EE LT
AV

F72MERELLAHAE (HCM) (22w T, TTE BT AL
FEREEDOWENEECTH D, LEMRKOREE L Z2R5E) A
Z IR TBY, LEEEE 30 mm DL EOFHL LKL
LRZERIED EBfERR T- & ST b ™,

7.2
10fig MRI

L MR BT 5B IEE R (LGE) (X#RAE L 17 hE %
RBed 2 & S, SO ZE R OBIE 72 & O B Y LIS
BhTRloosNns (B34).

7.2.1

SMS KLUREIBM DA EE

R ZERIZ 2B L UBEHEOWVT 1 LGE 25320
S, S OIS SAIEZERIPA L AR T 5 2 LA L Tw»
%7 F72, LGE il & L CHlE SN 7B 1 Xidpt
FOTFHTMATTH -1 EERFR LVEF L) N7
FHTEREETH S 2 L S Tn s 7™,

7.2.2
| BB EYDVERAE

WAEDWIFEIZ L Y, HCM Tid MRI T LGE i3




WITEZEIRIE) A7 N EL A 2 e RSN T 5
m%ﬂﬂHwaﬁ%Mm%%wt@ﬁfi Fﬁ&
LGE OfFAEIZ B M L 7- T FHETTH D,
Ingiﬁﬁiﬁimw%%ﬁzét,ﬁuxat%x
STV 72 HCM TH BRI A7 3 2 f51270 5 2 & 5
HEN2 FE2,993 NEMES L7z 2 & AT Cld, LGE
BHEAET D ERRIED ) A7 BB RL, ZOF v Xtk
3.41 (P <0.001) THo7:. %72 LGE DJED Y ILLe
PRACOBEIE A EICBEE L TEY), LGE O#HiPHAY 10% T
I — R 1.56 (P <0.0001) THolz, N—=AF 4~
OFMEAETHHIE L T LGE OJEAN I UIRZHRIED ) A
7 EAREIZEE L Tz OF—= R 1.36, P = 0.005)°".
7.2.3

HisREYNO\BAEE

LGE & U2 O BRMEDS S SN TB Y, Gulati
SIEERALLHE (DCM) 3% 472 A0 9 5 LGE Fikix
132 ATH Y, LHIERIED 4.61 51275 L L7z
%72 Assomull 513 DCM B D 35% 1L E D LGE
D, TD XD BB UIEIRIED 5L VT OFEAE
M2 R BEHELTWD ™,

7.2.4

REENRIS 145 2= DBHAE /

AEERIR O EHAE
AmmMCMi%ﬁ@%ﬁﬁmﬁﬁtLTHaw&t%
2%, ZOBW, AR A2 FHEIZEETH L. T
4E Aquaro 51%, ARVC/ACM 140 A mmMm%mw
7o Wik R IN 2 BRI ZE 2 1T o 72 Lol MRI S5 (BEE
BySLE - LK - RIFRE - LGE oW 1 2Ll E)
12126 A (90%) IZRED B, FEEHMIREDT 58 A (41%),
M= 52 N (37%), ZEEHH 16 A (12%) TH-o7z. F5
EOT+U—=T v T T8N (34%) DA XY b (Z2IR5E,
ICD 758, OM51k) #2384 L7275 Ui MRI TEE D%

F2E RIS KLURET DREDH:

V‘$%T° 1ADDM olz. ZERMHTOFR, MRI

O BN EIRENT A X NN L 7B T T
%ot(nﬁ—bm4zpzonmn“ﬁ
7.2.5

DEYILVIA R—YR

WlET VIS =Y AEEE7uy 77 uy 7 8
DAERBEETRIET 52 ED% L, AT 5 L BIEHEAR
MRS 22858 % %7279, Greulich S13IIRZEDGEHIN S
VA F— Z#HE 155 NZOIE MRI % J61T L, Al &
IZHIZEL 72, LGE 139 A (25.5%) IZf2o 6, F352.6
$®7jn—777fqzk<ﬁs%>#m4«/b(%t
ICD fES) - (vfEIk) #5847 wIRHTOMER, LGE
@be/Fﬁﬂibtﬁo%ok%%ht HIFFT
ot ONVF—FH31.6, P =0.0014) 7

7.3
MIBG iD8FY > F I 5T «

I-123 metaiodobenzylguanidine (MIBG) &/ V7 KL
7V VOB R T HEE L, (ORI RE
F 2 B T RE 2 R R T 5. MIBG Ll v~ F
777 413 I NFE TOMZETOMERRIL (H/M ) e
L= (WR) 7% EOERIFREEAV LA A BT 5 T
WCERTHLEMESNTNG T,
PAETIXZERIED TN D A M SRR SN TEY,
Tamaki 5 (% LVEF 40% i O/ AS 2 9E T WR DL
EZRIEDOMN L 7-fERR T CTH 722 & 7%, Akutsu 5
(X, H/M LD TREFIT (2.8 Kiili), 22RIERLBIEMEA
IR NZ LB HE L 7277. $7- Kasama ST 0L A
BRAEBI A Xt R & L, SA R CREER & IEEERD
WR DZETH S5 AWR BERFEO TN HF A TH o7z L
HLTWD P8
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AEIROZWE ) A7 FFMIZBE ST 2014 K14~

HEREEDTEYANV—YaY

®35 FI—TRA~XYhLO-F

BEF CEABERZ DRI AP ZEFICH T, | FEOBENZE
THEEERT &, AF CAfBmZE DRI AE7ZE MESICH
CTHENFELBRDEERDARECHD. T—F7%2Z)\VIVD
PIUCTERUCEMZEITD.

36 AV—hIxVZEAWEMENXTIVAFEIS
a4

AN—hT 7 VDAASEDZIRT TR, IRROIRS)

oAz 30 WEAIES 2. IRROZEZR#TT S EITK

D AF DRREDRIRECHD (EEFEIERAREGR).

e

sE00a o,
2uh,

®37 AV—bUxyFERVCOEREER

AR—bD7# v TFEEENTIVED ETCIFINIL MIEBH D
D, WRADETIZITHMNDEICKD IFBOERD 30 ¥
BRI CED. NPUVITESNEAR—RT 42D TYU LT
PDF {E SN DERDMEEED CTED.

K38 XRvIUABULEETICKDDEREER

KT URABITFINA IRV EF S b T(TI0EsTZWNE L T
Hb, 30 MWBDENZEEFRTD. DBERT—HIFAN—KT7+
VD7 TUNSTTIRCIvIUTCEMZETD. (REREE
HER)

¥70BPM

"/Q\erwﬂ/uﬁhmw&f

X 39 EREDESICKDDERER

BRELDEEHE T ¥ v Y ORRICEROHELWATNTHED, £
CITNBULEEZI DT D Z & IC KD REREICHIZDIDEN
DECFEND. HNEERRT I )URRP IS D RNTT v T
UCagliz 7o (EIRELEBIRI S =R RAGD).

®40 SMIIFDERERERRICLDDERER

SMTT D BRI EARICHFDIE CHMND LT, IFHED
Bz 30 WA T ©. AN—hD7wF D77 I LT PDF
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