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BRI, CHOEBIENAZTERT 244 F v
Ve ZIUCEE T M AEN, &AL S Ea—F
TAHBIATFOERIZL S THRIET HEEDRIETHY, &
TUZHED CLERMEE R IR % F85E L CLIRZEA
FEORH &7 % . SR OB BICPE ) AEEIRIZHT LT,
BIEMEAREIRIZB LA 4 v F v ROV REEE R L,
S Dt B R E 2 ED W ERS, (1 F 0 F v
Wl BHLVNET T T4 —FREMREE] s b XiIh 5.

HEWEAEIRE LC, e R QTHERAE M i (e Rk
LQTS), BrugadafEf&#E (BrS), #1737 I ViFEHL M
LEHA (CPVT), QTHEARAEMBETE (SQTS), HHIH 471
JEMBERE (ERS) " IF SN A, Tz, AT I EEREE
(PCCD) I, THEEDISRERCHERIZHEIZA G- L T b
7o, BIEAERE L TERIA FIA VIZED. I
SOEEDH L, LQTSIZD - &b R 05 ERMIE )
O, JEERETEIR CHEET 2R D - & DA
RED1DT, FT75%DIEGI TRIZTEEDIFEOLND.
F 72 CPVT 34950 ~ 70% DHEB THIn T EERD; RO B 1L,
BIZ TS AR TH Y. —7, BrS TldifaT
LD E SN D FEDHI15~30%, SQTSB L UNERS
TIEA10~20%TH Y, JEKEERF 256 E T E %\ AES]
LY, EHEMABIRIIEETERICED - F o4
IWHSREREEDSSSRED T H & & 2 5N 57A%, BRAMRERED
AL, 1EEZ L, ANV A, BB EOSMYIN T FEEC
ML CTWw5, F72, BrS TR EMEILI5E0
SNBREBIHH L &Y PCCDIZEREM R 2 &0 5
=AW bIEINE, A FrF xR VHEEFOR—&
R PRBE LTI TR, SEEELBEMRINERRE
KIOER, BREBERZ GOEREE L TES 2 LLEN
H5b.

BEMAEIRIGEI D7) BIEROSE D H LAY, L
S (VT), LEE) (VF) % EOARERE FEET 5 &,

i, OFv, KRR EOERERL, OMELE - OIRZER
OFEREZRD D B, Lizhio CERIEUABIROZEIZH
WC, BIEMHAREIROSIE) A7 2l L, #Y) 2
D EIZ, WIS - BEERIT) T B Lo TUIRERIE R FF)
FTHIED, Lot bEELHETHS.

LBRZEIRFCIL LB N 3 2 TS N BE T, KET
RIS T ~45 W AP L 2o TB Y, FHROKS
E & R MM DR B DTV A —T, Bt s B
DFEFIES~10% & ENTWVS 9. bAENZBIT HZ2RIE
DFMFEARL, AT TIZ 400 EOFER 1075 A
H7:0 89, HUERTTEROFATIZI0 5 ANH720 102, FiiEE
ROSEULEOFETITI0TAH 720 145 L3 ENT
W5 L3, HARANERIZBU 5 22RED4E R 5
AEFRIZ 107 A 720 100FE LM S, FRBI1BTTA
WIERIE L T B EHERF SN A, FER & LTl B E
Bbolb% <, WHMEREBEIC L 5H AT,
ZEIRIED D BULIMEREAT65.5% T, 209 LEBiREE
H376.5%% Tz AILETRFZETIE, 1962 ~20094F
WZHEHR A AT L 721,934 61009 B, F89E 24 e LUN D 229K
FEIL 20451 0, 2D 5 B ZEIRIEAH 10041 (49.0%),
I SEAT68 B (33.3%), ZDMi3641 (17.6%) TH-7z.
LR ZERFE 10010 9 B, I LEEEATS9% TH Y, i
WA D LR ED23% TH o727, 2D &) IEKFAHD
DRBO—HIZ, BEEAERTH TR H 5.
W OFRERIEH CTE B R B % FRO 72 2o 72 Z2IRAEIE BN
L, #mInA9E (genetic autopsy) = fEfT L 728 25,
17.6 ~26.1% CHRADEAEEIRIZBIHE T 2 R T IS FEAHFR
OOENIZEHEINTWSE Y ZNSOMAZED S,
DETIZAERK 13T ANDRKIEDFE H Y, TDHE
17T ADSIERZERIETH D, BIRHEATEIRIL LRZIRIE
DKI10% % HD TV DB EHEESNS.

B, KA T4, 20134ED Heart Rhythm Society
(HRS), European Heart Rhythm Association (EHRA),
Asia Pacific Heart Rhythm Society (APHRS) @ 354312
IR ATFT—F X2 P24 55T, LQTS, SQTS
BrS, ERS, CPVT, PCCDIZ DWW T L 72, Lyt
®, short coupled torsade de pointes % & & 72 5 3¢ D HF 5



HLEMENCOWTIE, FEAEDVELERFSTELT
TVUFVANEDLDTL W Ex BT 2T, SOk
T LIFCwew, B TARIET v Ao
X, FRIIZBMENDSDEEZ D,

2.

2

BEEAEIRE, B1E o3, Jf, OEIRR EokE
KEEL, SHERELE T SINLLEL, BERTH
0 205 RKIERE 72 E ORIERCKS % £ TOLEREE % 2
BRI TDN, BWICELLE LD LY. — A,
LB AR A2 LI MR, B IR E R 72 & O Wi
TOBEICH S D et B RE RO SN, T2, 3,
IR, MRS, M5 &I X2 ZIREAEIRIZ
AL SN D, TR 12358 LRI, 24FEH AL & — 0
MBI EETH A%, 12 FHE0ERTIEHNZES)
BEISoTH—DORBTREZMTELVEELDH Y,
LQTS, CPVTIZBIT L H 735 3 AfER BrSicBlF
% NaF ¥ 4 )VERTSE AR B &, FRABRDSBIICH
Mpdbd b, EEERFARAI L OE LR &0
JERZ W, FREOTFMLLYAZHE BLXOTT
L—YavikEr HIE L CEIBDHRE S 5.

PR, BRFORI L SR TR - BT o4 2
P, BB 2 BIZ BT OMES TS o TET
W5, EIZLQTS Tld#75%, CPVT Tid50~70%123
WORRK & 7 2 BIRFARDS RSN, BEENE2D,
BT OB EZEES RV, FoEETEROE
5 VIEROTFN S F R TFINA RS ErHY, 1)
A7 FHEO—BNI 7 AT REED S 5. LQTS Tldi#fnT#
WrstRBREH & 72 o TB Y, BRI REEORER, ik
B TOHN TS, BIRFIRAEDOFERIZH 7> T,
TEERZFIROBW L GBI T 2714 KT 4~ Q0104F A
FIRFZEHER ) (ORI R S B A B iR A & i
EZh ) ZIZET AN A RTA > Q04ESETI) ]
ZHICHEL, NESFT A2 EAMER SN,

I %85

3.

-~

~
/A

BARTEAFENR 03 B ia ek & L CEBHIBR 2 & DR
o8, SEUNGE, BT —T VIEE, BLXOT N AGED
HIFoih, HWE MEFRZE2H) A7 HEEITV,
% DIEBNIIE U CTHERBEIEIR SN S, EIERDH B
BT L LMBI, VT/VFEEED® 5 LQTSX° CPVT D&
BT I AIO@EINE Db, Tz, OELE - DERERNT
IR TINA ZHRIBO 7 5 ATOHIGE 7Y, VE RF
PEVTIZ X B OO BEEBNIHLAA T BN %F (ICD)
BB E 7%, HAEREFE D 2016 4E FEIE SR RS
FREMAIC L 2 &, DOETIZR— A X —J OFHHEA A
HMER 35,0005 L1 L, ICD O #FHL ORI A A L4 -I#) 6,000
7 (9 BCRT-D (ML — 3 e &) 2589 2,200 1)
THY, WIMEMNTH o725, Z HETRITNTH B Y,
N=ZA A= HAADFRRERIEERZE 70y 7 )3
46%, TANEREBERAT40% % 5D TWE Y. 72 ICDD
TS RILRE IR M DR B 8 F & Ho 548, b
AIE TR ORI ZED28% 12 & &% B —T7, LiE (IR
PERRAY - AHEERR G 2 OIE) A341%, EIRMEAENRDS
26%% HHTND 'Y,

VAR, BAAEHENHROMESR S T — T VGO FAlT
DO &12 K- T, LQTS, BrS, ERS, CPVT 7% &0t
EHEAEERIZB T, torsade de pointes (TdP)/VF D k1)
H— & BLEIMGREICA LC7 7L —v a Y ERifTL
BRI L7 L OWMEDP L SN TWD, Mz
CBrS ClEAERM SO SR IR IEE R % F2D T 7
L—2arazfiv, REREELBHTLZLICLoTH
FEMFICEL LMESNTBY, F/ZERSTLRYT 7
L= a Y DERITH LI REEDSIRE S Tnwp 7 72
ZZLBIRE AT, SEEAEEIRICS 57 7L —2 3 ik
JRET YT Y AN SN2 813V A, IS I3 YRht
1A — AFEGIRC ICD A RLE Y EEIRER] 2 & IR H L.
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Il. EX1E QT iERAEIREF (SEXIELQTS)

1

BEsm

56K QT HE K JiE 7 #f (congenital long QT syndrome:
e KM LQTS) 1, QTH g DI & & torsade de pointes
(TdP) & XIIN B LM LEEHZ RO, T2kt
FIERIIEERTH L " QTR L 1L, 1#% Bazett
DT OHIEIE S 72 IE QT B (QTe = QT/VRR) 7%
440 msec DL F OB &R it T, LEMEEERINIC
L0 IR QT IR EHA S L5 2%, ZHNIH T
ITHAZ QT OMEE 7217 T <, THOIERERE IZEH
THIEPHETH S,

1990 4E A B D FHRAZFI RIS LY, BRI
DL LD OIEENENEZ TN T 544 v FryrveIn
WZBE T DR E A 7 & h O— N3 A8 E T LOERIC
EoTRIET B EDVHAL 72772, RELQTS T,
BRIREZ I 5 D\ 72 BE OFF L, ECIHREE R T RICER
WEZE SN, MIETFZENIIRBE & 2o Twb, ik
f&FHITdH % Romano-Ward i 8 D 17 (LQT1), 27
(LQT2), 374 (LQT3) Tl&, #fxFH & ERKRAT R (£H
HI) & O RF 3 (genotype-phenotype correlation) @ &l 72
Bt hie S, BRI, EIE 2RI DRRRIT R
HEN, FRERWBE T 5D bR ER (precision
medicine) 239 TIZEE SN THE Y, HZEAERO O
Yy F A=V EBVIREEETH L,

SRV LQTS DEFIEZ W21 TH < 2*5 Schwartzd V) A
7 AATHBHCHNTES REIE2012FIYEPH Y 2,
Bz (R B B AR M AR 44312 81F A QTe = 480 msec
C1RZEISES 2HEADMDY, GREATT7H35LE0Y;
AR LQTS OERIRZ ik E & 35 (p. 15, &|10).
%72, 20134E12583 & 72 Heart Rhythm Society (HRS),
European Heart Rhythm Association (EHRA), B & O
Asia Pacific Heart Rhythm Society (APHRS) ¢ 3543 (2
EBEFMAT—MAY T, BERZEICBW T,
Schwartz®) A7 237 =3.5DMBIZ, JERMELQTS B

BT OWS P RRIER, F7213 )KL 12
FELLEX T QTe =500 msec D, W N %R L4
WCOHRMELQTS kB 52 o7z, /2, kM
LQTS BB m TIIA R A 20T, SO O RV IH%
O HHENZBWT, QTeH 480~ 499 msec /R T 554 oG
KUYELQTSEZW LI A Ellzorz (p.15 | V. =
DEHZINFTLRICBHEREL LI L) L v ) EH)
PN DDIE, FRELQTS T, MiGEOH A1 40
WE TP EORBET LAY MFAEL, F/2000
AR b ELTERIED B\ I OME IR % 380 B 613 5%%
WCHILDVGIET L7200 ThHLH. KA FTA 2 THHM
|22V 2013 45 HRS/EHRA/APHRS Al A7 — k X &~
MZ#EL 72 (R9).
FeRMELQTS BB OETFHHRERHRIZOWTD, fifES
CDIETF U ADPHE SN TV D, HA &I R B 25
(ICD) OIS 2OWTIE, LQT3 TIE, LA N> M
AEFIZLQTI, LQT2 ICHARTERWAS, FIERO A X2k
BERIBNZ LR EEREZELTY, $TIIZOH0H
FENTWTRi 4 H] - GIAILET A A R4 2B,
OTdP, KO, Q@ZERIEORIEE, B BEKHED
ENEOIHE DA G HLEICLVIET L I EE LT
(p. 19, |14). —7J7, FEWIHEED 77T BT DGR E
WCOWTHOIZETF Y ALERENTBY ®P, 201340
HRS/EHRA/APHRS A H AT — N A ¥ b Cld BERIEE D #
SRS LA L, DHENZBIT S BIERHEDE,
BB TR OFMEZBZRL Y, KT FTA
TIXMBE DI GREOHSE 7 T A% L7z (p. 18, R
12, 13). oLl A E IR 12D T FISHIN T
A P77, 20134 HRS/EHRA/APHRS 4l
AT—=hMAVMCTE, MIAZERET IAIOMEIRE Sh
TWaH), bAETOYRELEDEEEERL, RITA
R4 TIIMBEOHERE 7 5 2 %% E LT (p. 19, &|15).
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ARE

FTRELQTS 0% {d#EEM (RIEM) ThH Y, LhE:
5 QTHIEAEE L TWAIZ DL\, Lirl, BEX
12100% Tid7 <, B FERELA L T TOLENER
EIIE L RWHIRH O 2R QTIEEZRE L \WHINH D,
EMELRHIRREZRDDDIIHNEETH 5. 44,596 51D HE R
ERRELTA Z )T TIONO TORIN EHFFEIC &
L DB A BT 06, ERMELQTS
DOFEFHEIZB L 72,000 M2 1A (0.05%) L3EESHTW
5% OAETLIELy A DRI E A7) —
=V THTHIL, QTe =470 msec A3 5 &\ ) L EM
A RAZFED\WC, 428561/ 451 (0.09%, #11,100 A1 1
N) BRERELQTS LW ST 5. F72, bOET
VX 19944520 B/NF1AE, S T4E, B 4R TR L E
WEZDHEIT SN TV 5, BaT it & 7%\ Schwartz
DIHERZ WA (4 500 1) 12X, HE1ETORR
KL HEL, 1,200 AT ATHH72Y.

2.2

i

e RMELQTS DFEAE -ty (WIHLLA N> M REAR ) 13 7L
WS AN 3 S 225, SFEM S BEM 0%
FEAZ . ISR B K, Wik 14T, WL
AR MEED 0% D 407% F TIZAHN L. BHEFSHE T
115 DB 20 o TRIL A X2 S HSFEET A 611 8% 12
BT DD, HIEMmE TIE40% 12T 5, FR ORI,
RFWHEETHITH A LQTI Y, LQT2?, LQT3 P Dy
NTHROOEN S, NBERMELQTS B 3,0156D1L
A MY —=I2E R, 1~ 12O BRI OE IR F 721328
PRI X7 HRITB D 5%, RO 1% T, BROIITHH
FEODSP 1320 TIEMEEIE R P, 18~ 40/ TldL
MHRBUEOIEOEAE 25 —J, BRI - #rA B
SFLIEHIRIIC TAP R EE 70y 7 % ko CTHRIES 5 B
O—WNDHDbH D% IILQT2 /21X LQT3 TH Y,
LQT1ix ¥ TH % *. Jervell and Lange-Nielsen i {5 #
RLERMELQTS » 8#! (LQTS, Timothy fEMHE) b FLIEHH

Il FEXM QT ERIEIREF (SEXR1% LQTS)

(ZFERE L CEAEDFREM 278

2.3

=

FRELQTS TR LIS W EHIA B % . JeR M
LQTSOZERT LIVIZHIB L QI E~EE L3 < (45%
x155%), & AZHEE» S LIBANHERT 2D EH LV
W hid 0O LQTSHLIEIC S W Eo—H EHEE SR
TW5,

DANRY N - TAPFEY A7 I2H W=D Y, Efn T
SRR Lo TR H A, LQT1 TIa/NEEIIZ B o 1Z
AN ED QA RS P RAZAE L, THIEHERE
YLD SBAEEEAS RN L IR 5. EE A B
L QTeldBUTIIEMEL, KETEIAETHY, R
ELTOIANY MNEEY A7 1IN R BY. LQT2D
ARy M) A2, BEYET 3N 1B ETEL,
B (13~405%) 3 ZETRW Y, LQT3 DA X
YR AZIZOWTIE, MBIV ETLHED Bk
FWETHHEY, EHICRE TR RV E V) Wi
bdHD, —ELTawn? GiERR L EMB) (VE) 72
EOFFCHY LA NRY ML, BLELICLQT3ITh oL b5

EKHE L (18~19%), LQT1 & LQT2 Tl d Wik
DL bE (5~6%5%12%)Y.

INLOBEEIEMRVE VDS TLEEZONA.
IANT VA =VIEQTRIER S, AEIRFHIEH I H
LD LT, TAMATU YR 7O A7 X 1EQT [k
A SR, RNEIRIEIER S 2 L E2 5N Tnw5 ",

24

EXiEd

JeRVELQTS 1d Jervell and Lange-Nielsen JEf#HE 72 &
BBl RE 1 3eASITFERBAEEEEER RIS
A TIWVELRIEATTFH SN L) 0B RIE T
5. SERMELQTS B 1,534 Bl OMeE Tld, T4 D 87041
(57%) D3 —ZRBIET- DX x) 7, 66451 (43%) A3k
XX YT ThHo® Tz, BETERIPHRHEINER
PELQTSEED 8SBIXH B L DBIZTH Y, 15%A de
novo CH-7-". FLUBMFEOERER (LQT2, LQT3) T

13 de novo DHLERDTENAD),
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Fig

BAEMIFIGEE AT O N WA, IR EN S 14E
PINOFIEERIE 219% 23T 5537, @Y7 pEWrEiGmRDs
TN, ISEMOBIEEIZ 1%L SN TWE Y. F#
IFEETEIZE>TOEAR Y, LQT3 TIXLQTI, LQT2IZ
HARTUA NS b (BRI DOFEFRIZE DS, B
FEHY LA R b (IR, Z2RFE) DREFEDREH NS,
WAHN e IR A R L 72, 2 D% 104/ T o 0fE
1ERZERIED ) A7 H3FEFITTE L, BUERTEE DA X b
FHINE O AL CTH L™,

3.
BTG R

FERMELQTSIZ, BIRTEAREEAR D 7% 20 TN 5

x5 XM LQATS DREEE L THREESNTLDIEIRF
BIEF HEERR SERE Xk

Romano-Ward fEf&=EF

LQTAH KCNQ1 lks ¥ 30~35% | 58
LQT2 KCNHZ2 I 4 25~30% | 56
LQT3 SCN5A I T 5~10% 57
LQT4 ANK2 Inak aTPase? Inox? | 1~2% 59
LQT5 KCNET lks ¥ 1% 61,62
LQT6 KCNEZ2 I 4 <1% 63
LQT7 KCNJ2 It ¥ <1% 64
LQT8 CACNATC | lea t <1% 60
LQT9 | cAV3 he 1 1% 65
LQT10 | SCN4B I T <1% 66
LQT11 | AKAP9 lks ¥ <1% 67
LQT12 | SNTAT Ia T <1% 68
LQT18 | KCNJS lacn 4 <1% 69
LQT14 | CALM1 loa 17 <1% 70
LQT15 | CALMZ low 1?2 <1% 70
Jervell and Lange-Nielsen fE1EEE

JLNA1 KCNQ1 lks ¥ <1% 71,72
JLN2 KCNE1 lks + <1% 61,62

BTS2 REATH 5. 195TFE IR IR E
QTERE % & PF3 % Jervell and Lange-Nielsen JiE 5 #F 73
EIDIN LR, RARANTOMM D S, 1995412
LQT2 & LQT3 DFKEIET-TdHDHKCNH2 > & SCN54™"
7%, 1996 4E 12 LQT1 DR 5T CTd 5 KCNQI1 ™ H3[F5E
SNz, TS 3DDRRBIEFICHE, INETIZISD
JF R F DS ST b (RE)™ ™. ERKIELQTS D
% TR % £ 7 v Romano-Ward SEEFETH 1),
W, EYOAEEEEER Y LD — T, BRUEE
9 Jervell and Lange-Nielsen SEEHE TlX, KCNQI £721%
KCNEI O E G tB R nr% & .

FERMLQTS TIEBR T ERDFE SN ARV E L,
JeRVELQTS L HEE B S5 BE DK 75% 8 (512
HEPFE SN S, BIATAEDFE S5 EED9I0% L
13, LQT1, LQT2, LQT3 @K #EfnTTdh b KCNQI,
KCNH2, SCNSADWTNNIERDFEESNSL D, Zh
53OOMRTFRITIE, RHBIIE 25082 OonTh &
CHIgEENCBY, ERERLERO THIERE (R6) 75
EETIIA T A2 e TEDL. T/BRERFHRICO
WTHBETRL SHIIEFAUEE TR TH-> THLERY
WREEY A TICEVEL->THEY I, BRELQTSD
BIZFZWNEEW - FETFI - BEREREOBE» O b
MThsbLMESNTNDE (RT) ™. 2011F RSN
HRS/EHRA |2 & % BIZT-WICET A AT —h A2 b
T, BEYA T T EICHIZTFBINEIND 7 7 A5 HFE
HENTW5D, BIZT-2ZWE, %83 5 Schwartz DGR
HLQTSD ) A7 2Aa7 (FEI10ZM) 7 &2 X ) ERIRIIC

&6 LQT1, LQT2, LQT3 DERFKIZDEFE

LQT1 LQT2 LQT3
REEET KCNQ1 KCNH2 SCN5A
5B 30~35% 25~30% 5~10%
o . | 10mtET e |
o ot BRI DL
QTEED | o | memowm |
%Iﬂ Eéﬂ. 7J</ﬂ< 1%% ﬁ‘ﬁ%
TR | EEOTR | PE/ oFRTR | ERMTR
BEMED | . %
R = Gk (2t)

®R7 KX LQTS BEEFEHODIIR

U FETA

B FEEIDER e+ 4+ ++

RECAEIR

+++FERIT3RLY, ++380)
(Ackerman MJ, etal. 20117 &+)



FERMELQTS b NDIEGNI T RETH S (FR8).

20134E12 %83 £ /2 HRS/EHRA/APHRS &[] A 7— b
A2 P TIRN R BE AR RO 55 RIELQTS
WL TWE . HRADERMELQTS & OMGTIZ &
L, En T ERIED STz 5260 4661 28 56 Kk
LQTSUAZ A7 235Thl), KESSWE LU IFRRE
80% CHlfn T AROTFHA T HETH 727,

FRMELQTS DR EIE T, T OAIEEhE 2 BT
L72K, NaBXUCaftrF xRV EIa—-FLTW5S (R
B). KFvAl%&I—FTa#EFTIE, KF¥ ALk
BEMLT (loss of function) 4L, NaF v )L & CaF v &
V& 2— R4 BEETTlE, NaZ/zid CaF v p IV othE
JuHE (gain of function) 24 U 5. T &) HERERE 12
LoT, GHEIEMIFFROEEB X O QTHBNIEE %
&7

FELEETRL B L OB EER G Foln 1Al
WDV THERL T 5.

3.1
LQT1

LQT1 DN EIE T TH D KCNQIZ, LGB E
SRR O IR LG K T v A VB OBV (k) AL
HKVINITFXYANVDa 712y bad—FLTW5. Ik
IESREAIRE (B ZR) B X I S QT RIFEA™HE
#9525, LQTI TidIks i % & 723 DT E I EBI
HEIZQTHEAIER S 4. 20720, LQTI TITHIREE,
& CITHENFEC QT IR IER Lotz & 723, 2720,
SR 2 B 2 BT E R A .

Il 5EXM QT ERIEIREF (SEX1% LQTS)

3.2
LQT2

LQT2 DJER#IE T Tdh H KCNH2 1, LAIHE R T
S ARDIEIETE G K T VIR OH 5 (k) 242 0
% Kvll.1F x4 Vv (HERGF v V) % I—F L TWw 5.
Iks EATRIRAYIZ, Ikl ZEEIREE OB AR IZE 5§ 5 720,
L 2549 % LQT2 TIFERMREFIC QT MIFE A IER 3 5. F
7o, QTEERE%Z X729 HYWOFEMIZHERG T ¥ AV TH D,
TR GEEIE) LQTS THEIRFHIQTIERIIBAFE 42 5.

3.3
LQT3

LQT3 DJEH#EIETCTdh % SCNSA LMk Na T~ L7
7t (Ine) AL ANavl SO oY 7=y 82— RFLTw5,
Ina lXTEBV AL OM OIS 53 2B TH D, ANif
PALDSIEE I2H . LA L LQT3 DZEE NaF v A )LD
A, NEHEEDSA T3 TH Y, BIEPED D L TQTUE
FEx&729. SCN5AIZ%ERELQTS 7217 T7% <, Brugada
FEBERE (BrS) R HEIT A EREO R KHBZTTHH 5.
BrS R AT B R E % A U 525 5 Na 7 v 4 VI BB
THITH LA, EITMKERIZRFESNL L9127, 120
SCNSAZERIZ L > Ta— F &5 Navl.5 AHERETUHER B
JOHRIR T RN OR A b OB D. 20D,
LQT3 B FE B 8T BRI, FRMND BrS R T
BEEBEDHFIICHEFERZIES ) LEDNDH D,

&8 KXMLQTS [CXHT DEILTFRMDERETIET VARV

Minds Minds
H =~
aﬁfz IE,’;EZ e | IEFVR
AVES S pak]
BREBFENRKRRE, REE BN (ZE5 12 FE0BR, EFFclEhraczY
ek Tm AR LQTS ZRDEMICSHT 2, IRTD, F/zld LQT1~3 (KCNQT, C IVa
KCNH2, SCN5A) [CDW\WTDHKRM LQTS EinFa2H
QT ZIERI D ER (BREERS, DIEX MTOvO, WHDDEFFREUN) DK
<, —ED12FENEM T QTe > 480 msec (REAE) FizlE> 500 msec (BA) % C IVa
FEITHRERD QT EREFCH T D, IXTD, Ficld LQT1~3 (KCNQT, KCNH2,
SCN5A) [CDWVWT DKM LQTS B T2l
RinE CRIESNCERM LQTS DREREGFERICHT D, HEF/cITEYLMEEDE
= — C IVa
ERENELTZ
—ED 1258 DER T 480 = QTc > 460 msec (KAL) FfzIF 500 = QTe > 480
msec () 227 BEERD QT IEEAEM T T D, TNTD, Ffzldk LQT1~3 (KCNQT, b C IVb
KCNH2, SCN5A) [CDW\TO5 KM LQTS BisF2h

11
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3.4
LQT4

LQT4 DJEKEET Th D ANK21Z, SFEFhEAS
MREEICEZET 2@ 225570 F) 2% 3—-FLTH
b, HEEHEATEE W CEE SN, L Lt R4
RN T AT I VFERSEMOES (CPVT) FkOLEIX
AL R U BB AN D B0, ANK2ZEFRIZ X >TE
UAARENRIEEREZ [ 7 > %) VR IR b 5 5.
F72RMELQTS TH LQT4A DS HE X T 5 ™),

35
LQT7

A= ==

LQT7 (&4 5 IR GE VRV 1 DU ISRk, T RE S8
(B A, WARfREE, FREEIEE, A8 L) 218D
Andersen-TawiliE 5 BE O O EIR & L Ty &7z ™0,
LQT7 DJE N E(E T TdH A KCNI2ZEX ¥ 1) 7 D7 h 2
1, EHERITBEMCUERD AR T LBIDAAET B ™.
LQT7EZEO.LEMTIEUEAEETHY), QTHETIX
7% QUIBOIED M CTH L. 2070, foidfz
TENZEEDFE SN, LEMTUENEECHLIGE
121E, LQT7 %58 ) LEHH 5.

3.6
LQT8

LQT8 D E KB LT CTdh A CACNAICIZLEI CaF v 4
VOolY 7=y b2 a—FL, OHEBIEMNSE 125
2T TO T T P—MHIERIZEHF S L T 5b. LQTS
DR & % 5ZER LI CaF ¥ )V T, AL ANELE
FTHZ LI BIEMED CaBifAAEL, QTHBOMLER %
&7-9. LQT8IX4%), etk %9 Timothy iEMERE &
LT s 7208, Timothy SEMEREEH O CACNAICZE
H L L TIZG406R & G402S L RIE SNk o7z, FD
%, MRS —47 2 (NGS) & HW7Zf#ITC, 5 iER
LR VERIELQTS ZARICPSSTRER D 2 I Lo L ¢
5% D CACNAICERDFEENTWEY, LQT8S T
LQT3 D &9 2B 5 TH 2RO 5720, LQT3AEEbi
LGB ERDEE SN TR o72BD 72, LQTS A
FEN TR ITREE D H 5.

%L DR LQTS B 1L, H—BfEFERIZE->TH
JET 5, MinTHAREE SN LERELQTS & DK
8%, 20U EOBETICEREZRAEL TV, #Hl0

BIETERESO0E, H—BE AR & K L EAE
THb 0O, M—FKATHLERFY)T7TH) %
MOEIEEIEEZ RO L5123, EROBRFERY v
)T ThHLNRENE RS DUEDNH 5.

M FEH T NEERMELQTS it famy iyt & L C RYR2
ERBBITHNSH. RYR2ITUHHEHN O/ MK L2 H
L) T )V S E R E IR, ZOZERITLEHD
CaBhREIR N ROEHTH A, RYR2EFIZICPVT D EE
LIRREETTh AH05, ERUELQTS & CPVT DA — /3 —
Ty TREFDHRE SN TWDE YT, WP o#HiE S QTIE
EA2E2LTw5b00, CPVTIZHENZ = M GZE 4
R B TBY, INSOERFZERELQTS L
W _REPE ) PIISHROBETH 5.

A, #inTHAEd SangeriE & LIEN L5 AL 7 b
= Y A NGSIZ X BB ICBRITL 20 d 5.
Sanger{® & WK L, NGS TIEREH TREOEE T1EH
RBHZENTEL, INFTHEETHRBREENTE
T RELQTSICBWTY, HHOBMLTERIME SN
TLAWREELGS D, BIZWEROMRHIISHS SICED
EEZBNA.

41

BRPRAEIR

FERMELQTS T, AEMAEIRTd 5 655 FHINI 52K
T HPIET, BEIZLVIEROBED R L, —HIC
FRVELQTS O#MIE T AR YA T 5 BB ORI A
WTHY, 10~40%75H 5 5 7% QT HER % FRad 7\~ 2455,
Fe R LQTS O MFI 2 BRARAER LA, 1T WA
ZERIETH 5. FRMLQTSIHEEI e AR T 5 TdP
12, L DYEBEREILT B728, Kthdh B\ TSR
oD, FIICTAPHS VEICBAT LERIBICE L 2 &8
HV, JeRMELQTSHBE D 5% A A FEAEIR & L T8k
e BV MEIEZ RO L. JANTE T S S 15O
2% R, EREEREHEOKFF (L QIZHR) 2125 F
T, 90%A 40 7% F TIZIAN DA N> b xfebid 5.
F72, GEEMEEE O P BILES BB k> TERE 2
L, EE)REE I PE D g RIE DRI RIZ T 5 4 5
EHEELRFRTH LY. B TEIIFRN RO RS T
OFHDPHESNTBY, KikhooA Xy MILQTILIC



B TH 2. FOMOLQTIDLANY hOFEHRE L
TE7r=r7r7, BE Ry, BELREDNHSD. LQT2 T
FHE T LIFFIRERFEONIVE % EOBEREFHRE 2D,
F 7RI A XY DS WP LQT3 TR B,
BEIRH IS0 A N2 P ESHIET 2 2 L3,

4.2

VB

OERZW CEELFT AL, Schwartz S D FFRZ T3
HE(FRI0BM) I2&ENLQTell, /v FEITH, TdP, T
WANE F 2 X (TWA) RETH 5.

QT MR FHAN L E 123550 EM O NFE X 7213 Vs,
Vel CITV, MR 2 W CTHFICEHIIT 20
HEF L. AARERSAFIET 256134 7% &b #fi3
CHIOBEEBOFE 2K 5™, Ukid@s QT Ik &
DRGNS, T E UNAE R > THEDXTERWIGE
1%, TUBAW T b RERWOVKEE CHIlT
%7 QTR LI IEIZ DWW TIE, {8 7 Bazett D
WIERAMEHEN S, 72721, HIREIERIRIE, B0k
BRI MHIE SN 72 OFEEDSBETH LY. —, %
T35 RREBO3IFMTQTHIEZKRL TRkob5N b
Fridericia O 1E=UZ, #HAR - FRARIEE O BFIFIE, /N
IEORED L NY, AA/NBEREGFEA T, WO

LQT1

-

500 msec

TRIAUN TR

LQT2

500 msec

A&/ v F T

LQT3

1.0mV

500 msec
EWEEMOD STEHDE
TRDODE—UHEAICHS
EFMET R
K1 F£XMHELQTS THESNBARNGE THESR

Il 5EXM QT ERIEIREF (SEX1% LQTS)

/N T o QT IR ## IE 1213 Fridericia O i 1E 3\ % $RH
TLEIEDTL, ERELQTS BB TIXQTe EE L
Lol RWVQTeAZDFHREMET L7290, EHIZL
M Z AT L HEFE L,

SERELQTS ClEdEm T I L ) TIRENERY, T
WIERED S BT RO A D HFEEEETH SH. LQTI
13MRIA VY (broad-based) T#, LQT2 AL/ v F-#4 (low-
amplitude, notched) T#, LQT3IZR\WEFEALD STH >
ETWDY =27 055 H12H %125, (late-appearing) T
MR TH S ().

TdPix, QRS DML IRIFEAVMAZ 122 bL, /AL
MAENC LTINS & RN R EIEE 25 25T
LEMNTH S, TAP O 11 H O LZEIIMNUEORR T &
LT, R R 5 OGBS L, TdP OHER
WXL ERH B OTEB B FR MO —HIc L5
I M) =DE5THEEZLNTHL Y JEE, TdP
FAAATE AT RR HFE (L short-long-short /8% — > &7k § 2 &
2% {1 ECICLQTISHF I E ST ' Zoft,
RR [H [ A3 #5412 43 < 72 A increased sinus rate /¥ ¥ — >,
short-long-short ® ML %! & % 2 5 11 % changed depola-
rization/ X% — VR IHEBI B FET S (B2)'7.

TWA L, THORE, Wem, WL &1 41k
TLEHRTHS (EI)™. TWAITEE 2 BLNRLE M
BLORTOBGBAE—EOIRETH Y, HEThe%
TWA (visible TWA) & AN 7] fE 22 TWA (microvolt TWA)
73% 4. visible TWA (X Schwartz D IL#EICE TN TH
D, LARY D) AT EAEBIE T 5 M FilgiRE
THHIl S 4172 microvolt TWA S TdP & B4 % & O#iE b
})5 106).

short-long-short /\2—> (msec)
' | 540 1920 580 il
W A AR o A L EER R e
__ﬂf/\‘ v \_‘/‘ 2410 [ W i ’\ A
N e T L A
C2 1€ Co ]
increased sinus rate /\Z2—>/ (msec)

LGB bt

(msec)

2 SERMLQTS THOENZKFNS TP R/ T —>
(Noda T, etal. 2004 ' & 1))
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w i WAL Y Y
o LA

®3 TEAIWIFVZ (TWA)
(BAEREFR. 2012 &1)

4.3

SR

TIRNAE 20 & BUS A 72 B AT AT T, Do
W QT MR IR ATl MEME L, R LQTSHEET
IFERT 5. —HTQTeldfEm A, SERELQTSEH & D
ICEEET 575, EICLQT2 CHEEHNHEETH L.

LQT1 D 36%, LQT2? 19%I3% I QTe A3 1EH & %\
WEBEFIETH Y Y, EREM R IT) 2 LIS X DB
DFRELQTS DB WHABE A mD LN AWML H 5.
R LQTS Tl LIS 3 % QT AR T4 Tdh
D, BT % QT IERDSBIEY 57280, AfH T 1
BB OEES QTCEEL RO 5N '™, HEO
QTc DHERITE TR L D E N ZFED, LQT1 TidAIfE
WA E L CQICIEE X720 5%, LQT2B LU LQT3 Tl
FEH RO QT ERIZZ L <, MEMHI T QT
Fa05 %10,

71737 I AR ETEE OB RMELQTS, &<
LQTI OFZWICHEHTH Y, EEY AT AW EEZESTH A
MARATZAMEDH 2", AR FEE, 120550
BHEZFSEL 22T YR T 0.1 ugkg x K—F A5
L, Z0#0.1 ng/kg/min OFHHEG-% S5HATH . TE A
7V rxIEL, E5IC55HLENEREET S TR
7)) Y GEGE, H5-FG%R1~25 T RRIEME R
D K& W (peak) &, ¥ 5-BAAG3~ 5% O 7% 7 K EE
(steady state) [2B VT, QTcx =Ml % (K4)". LQTI
TITEFIRETQTC LR (FRMEQTIER) VOO NS.

PRIEZ AR, EEVERT, 77 3T I VA& OIS,
HIRCTOQTIERZFFli§ 2 A TH Y, FERELQTSAHS
Sebn b/ NEoBWI AR THL ™.

4.4
byl ERYL ]

PR 20 I - BRIRFT I - RIRIE A A5 2 A 20
HCIIBINLIERNAE S T 575, IR % T EZ
RIS O QTIEREBITIE, M KERRE IS, ST
PRI, ANEEIRIEMEA = OFE, CPVT, EKELLAGE,
TADA, BILOEHE (& IZEERE), 722203 0ER
ERENT LLEH D

4.5
BHEE

LB, BRER, REE, BLXO#ETEROR
MR EE2BZEIZLCHW§ 5. 20134F ® HRS/EHRA/
APHRS &R AT— kA ¥ b ClE, BRMELQTSY A2 21
7 =3.5, SERELQTS B EE T I S A R AE R %
RO D, HBHWIEQTe =500 msec, DT NQxFED LY
&, BRMELQTS L#Wid 5 (R, F72, JERMELQTS
BB AFICARZROT, JHOORRWEMZED 5
B BT, QTen 480 ~499 msec % /R 34, ok
LQTS O fetEAs e,

FERELQTS DEFIRZ W Schwartz 5 12 X » Tt &
N7z A7 ZAa7 % HWTir) (R10)>". QTHIFEIL,
U 5.2 ZEYREEIFLEL TORWEETT
M 5. QTHMICIZEAL DY), B TIZQTc=450
msec, ZTVETILQTe =460 msec CHE % IMFE T 5. QTe
=480 msec ¥ 355, 460~479 msec X 25, 450~459

IERTIRERETICRERBE I~ 5270
EEIREEED QTc DZE =35 msec

YES NO

[ TUR 7 AR SR R SR 1 ~ 2 50D }

BANERED QTc DZE=80 msec
YES NO

() (

K4 AHFOASZ0aFARICKBERELQTS ICBITS
BIGFROKE
(Shimizu W, et al. 2004 '"? & 1 %)

LQT3 $EER )




msec (BYEDH) (X1 R MFET 5. EB AR HEREET 4
FICBITHQTc=480 mecld 1 & MET S, 72, TdP
PERER S NIHEII2 0, TWAIZL A, 3FFEMETH /v
FRITHEIZ T ZENENINET 5. FEAHICOERIE
HE 3T O/NBIZEH S5 ", NEoLHEIZ oW
THGET L7 I C D &, KRR OLHHIRE LD 25—
s AVE ERI1D"O % THLEE130.5 52 M5 5.
IOV TILEBRRIFIC L 2 A ML AIZREI A, 4%
RUELQTSIZHBTH Y, 2% MEL, Zhlidtodk
XIS MET S, 72720, TdPZ DT TIZ25 %0
BHLTOVASEIITEMTIImE L v, 2a7 =350
FOBAIERELQTS LB Wi§ 525, RAZ 7 ILkEH
BIED QTe R R IKEDH 72 MR e L2 XV 4 F 392
2ZAbd 57,

5.
U 2 J5H

5.1

QT k&

Moss 5 DOFRETIX, QTRHIEOE SIZFERELQTS DL
ARV M) AZIZEH L, QTe=500 msec DBILE A7
THUY, QTe=600msecTIFE & IZ) 27 D n .
Hobbs & &, LQT1 Tld, QTc>530 msec® #lliE QTc <
500 msec DB R T A XY FAT32505 %2 k7
Shimizu 5 1%, LQT2 T & QTc > 530 msec D Bl 1 QTc <
460 msec DBNZ AT I33FELA XY PHBE N & EHRE
LT3, Priori5 %, QTc=500msec®LQT1, LQT2

&9 XM LQTS DZEEE
(HRS/EHRA/APHRS GRRAFT— kX2 k)

1. ITDBE, SEXRELQTS EE2WT S !

a) QTERZEC I Z A MERFOEFEULZWVWIKE CEXME
LQTSURIROT7 =3 5MEE, BLU/EIF,

b) EXRIELQTS EBGTFICHASHINRNERZRDHDHEE, $D
W&

c) QTIERZECT TRMERFHAFELEVKIR T, BDIRL
SCERUC 125380 ENT, Bazett DFIEI CRHIZQTe =
500 msec ZRd BE

2. MNBLGTEEZRDT, QIIERZEETCT ZRERTFHEF
FEUEWRRT, SO DO EWVNREZRDDEFICBT,
BORUEER U123 BDERT, QTc 480~499 msec’z

mOHE, SERULQTSEZHLDD.

(Priori SG, etal. 2013 " & V)

Il FEXM QT ERIEIREF (SEXR1% LQTS)

BT, F 7280 Wilde 51, LQT3 TH QTe =500 msec
RLMEEHTLHTIE LA NS N AT RENT & x
HL T3 (B’5). Schwartz 5 1x QTc =470 msec D %)
RO 3% RIELQTS DIRAE & 72 2 M nF-F At &
N2 EzMEL T3 ™ 20134 @ HRS/EHRA/
APHRS &M AT — kA ¥ NTIE, JERMELQTS DG
JRE L CPERERIT MR VI/VEOEFEZ AT 46, BX

F10 SEXMLQTS DUR I RI7 LBMB%E

BEIEH =t
= 480 msec 3
QT DR
@QTo) *' 460~479 msec 2
450~459 msec (Bit) 1
=Y
E;iﬂ’ e =480 msec 1
DERRR | 47PAT
TdpP*? 2
REAEEL TWA 1
JyFBEITE BFSL L) 1
FRAAEIGOIRIT™ 0.5
ARURITHED 2
9&@*2
BRPRAEIR 2 MURITHEDIEN 1
FERME 0.5
HESRIFSERIE LQTS *° DR ERE 1
SRIERE"
30imAIE CDRIARITED R EIE 0.5

REDAEFCKD, =3.5(FZWHEE, 1.56~3(F%E2, <1508

HEHMELY, ([CHFEIND

UAERIDOIVEQTERAESIERIITEFHBFWVIRETRRU,
Bazett DFEXZAWNT QIcZHEEHTD

*PTAP & KMDTmHHDBEF 2 =

S REMOLERDAKD2 )\ — V5 A UE (R11) ZTFEDBE

“HEADDEAF SR

CERMLQTSURIRI723.5

(Schwartz PJ, etal. 2011 " &K T20122 & W)

K11 MERRADS 3HIX TOSERDIBEHD 2 /\—F

JFA)
B5F a7
0~1%n5 129 136
1~3x1H 126 126
3~6nH 112* 122*
6~121n8 106 106
1~3 7% 97 95

*BIEDINEWN S, 95%EFEX B EERA
(Rijnbeek PR, et al. 2001 "9 & W &k#%)
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BURY QTc=500 msec

LQT1 ~ 3%

QTc<500 msec
LQT1-LQT2:
<13 (BH), 2135% (Zit)

YRS

QTc<500 msec
LQT1:<135% (Z2M), =135% (514)
LQT2: B
BT EEZT I 2D EEEDIER
*LQT: KEEmignZE, C)IL—7

LQT2: FREWBILBHDIA LV AEE

l&ZELIlcgI Ry
5 HEXMLQTSICHBIFDDANYMDURY
(Priori SG, et al. 2003 *° & W %)

&URY

OEIROEEIZFIFRZ: < QTe = 470 msec DB THESE L 72 o
Twna Y,

5.2

i, TR

LQTIl, LQT2 DWW FHIZBWTL, 13k Cldiett:
WCHERBUHOLANY ) 27D EL (V= FIE1.72,
1.54)°%2 13 Ll E40 LT T, Kxhizeth oA X
YR ARZDEN ONF— 1227, 3.29)°"%. Priori 513,
LQT3 CTIxHHED ) A7 3\ Ll LT 7eas™, il
DG TIRAEMPEL LD E LMD A7 @l b L &
ncws (@5

5.3

X

ZERIER oA NV N DFEFEDLA XY b OfERRIFATZ
BMEIDIIONTIL, —EDRFEDES LTV n '),

5.4
I RN bOERE & Z DFEFE

Moss H 1, 0A X2 b (Gepli, s k) BEA BN EEA: 2
VNIRRT EDHRD LA XY MBI (0N —
FIE3.1) EHE LTV #3804 N> MSEERIT
LQTI, LQT2, LQT3 DJEIZ# <, LQTI & LQT2 Tl L

ANY ML THERMDPL DI T, LQT3 T TdP -
LMEIE - 2387 EOFIERY LA X RS B
AR MEADEHRETFTHY, THRELT TLA XY b
L, BUEWTIRIC X B IEHE AT CTH RIEM Iz
THNIE ) A7 TH B3 1R CLRME R THIE
EIZHEET, BRI Z L 03% . 3B REEE
THIAT o TH R TAP 2 FHFT 2 601L, EFCHLA X
YD) AT HEA,

5.5
Z Ot DLERER

Moss 51, IR A XY M) 27 |\ ZB#$ 5 s L
T3 JeRKYE LQTS Tld visible TWA % #8.6, &L
5 —LEMTHED 5 TWADS TAP OGN 127 5 2
ENHE SN T VB S0 T ST 12 35 ARV 5 —
TR CEEM X 4172 microvolt TWA 75 TdP O-F il [K-1-12
% EDHELH B,

5.6
BIEFESE

QTERIZH % & 9F7 % Jervell and Lange-Nielsen I 7
FEI—MZICQTHIE L ELE Y A2 BIH% . Romano-
Ward FEERED 2 9 CREMZR LQT1, LQT2, LQT3 T,
BIETENC X A1) A7 OMBIZ, [ UEETFRTH#EIEF2
BOHNL, 547, BEAEOREIZLDL) A ZOEED
DS SN TV 5.

LQTI1 TliE, KCNQI®, OFREEBEIRICEREHT 5
Bl C RIS ERAY AT 2P TY, @3 2%
VABREHTLONIIEI A AL R H T HENIR
<, F7:, @ dominant negative effect /R ERL £H§
LHENEFNLAR OB LT, QTR A EICEL,
LAY NEERDE, F72, CV—THEICI 280 2
BREFTLHTIIOLA NS DLV EDHELH L.
LQT2 Ti&, KCNH2 OEEMALEHD I A& v AL E%
B AL - L BEIETH LI ENFMEESNTND D,

LQT3 Tld, #MnT AR FHEOBRIZOWTIX
TSI TRV, SCNSAD I At Y AEROR
7 TH, E1784K X D1790G % A ¢ A I I 7 2 B 4T
THhbHILe?, AKPQERAHTLHNIEHI A2 THDH
ZeHE I TN P

BRIRIGICIZERIELQTS LW S N WA HIn AR %
HIHIEREBITIE, 40ETOLANY M) AZ1E10%
IR THDH. INHOBEFEGI Tk 70y 73 53,



RKIME, FHIRCTHEANT 208, EEISLETDH
%%,

6

o’ (EA)

ERMELQTS DiEHEIE, QTEREIZME->THA L 5 TdP3E
HEREOSVEINEHE S, TP UM - 2288 % TR 472
OOEH (TG 125765,

6.1

TP RERFOSMEAE

TdPIZHAEIET 2856 L Fife L T VRICRATS 23446
Wd5bH. VEIIBAITL725E1E, 7272 bICESA MBS A
VT2 D TAP OfEIE & 2O SR TR IR~ 7
A7 AOFHE 30~40 mg/kg % 5~ 105 THHEL, &
5121~ 5 mg/min THHLAHE) 2ENTH 5. BAElrHE (7
077/ u0—)) OFELENTH LA, BEIZL-oTIE
AR () AL v BIOAFYLF V) HBHWVECa
FEPLEE (N 83IV) DTAPEIICHER R b H D .
BEIRDSQT LR I X8 TdP DFA F BIET 2541213
—WE = TR BN S ¢ 5. F72, KK E
I TAPFEA ZWIET 5D TRIET 5.

6.2

FRHEaE

FTRELQTS Do A N &2 FHi§ 57200 ERE 1T
REPHDPNE, BETED) A7 OREIKGET S (5.1
A7 FFf, p.15).

6.2.1
E£EEE

FRELQTS BE CIHEFIFENEETH L. W AT
Bl EEY AT EZ R L2 ClE, — ik TRy
AV OFEENIEEZTH D, L ITLQTI Tt L i),
KR~ T VT HRETH D, F/ZLQT2 TIIHRE
F LR R B2 EOZROBE R A BT 5 L) 12
5. SHICQTERFEHAZETLHEY () Au~ ATy
&) O % #5720, BHFEEEI T2 234679
YEHUHET L2 L9 1CHET5. —, EHELEZFET
FE T AR E LT L W TH B, LQT1 LAt D
) A2 61T QTMMEIZIEH 1S ThH 1), MIERAD

Il FEXM QT ERIEIREF (SEXR1% LQTS)

ZEIICDOFRIERED BN, TN CTORETEML, EH)
i AEDZHEfF L, Ol OME 227225y 7D
EHOTTH UL, HLEREOBEBAR—Y 21T 2 ik
AT END LI EZ B H DN, BHREZHIW L AE XA
L7\,

6.2.2
EWiamk

a. BiEHRE

BHEWTSE DAL QTe 2% L { i S 5 bl Tld e
B LANRY MO AZIIEBEIRT S50, G#z
F-EHTIE, LQT1 & LQT2 Tl ALk S 2,
LQT1#1Tix74%, LQT2BITH 63% > DLt N> kY
AV ETRIEHE SN TWDE —F, LQT3IZBWVTD
LT ZOERMED G Sz,

20134£® HRS/EHRA/APHRS & il A7 —k X » h Tld
B L R LQTS DI G HE O I AT FE S 7z D,
BAEMr L AR VT/VE DB Z A3 2060, 5 X UHERD
HIEZEIRZ < QTe =470 msec DBITHESEE 72l & U2
LQT1 & LQT2 THM & &7z, E512QTe <470 msec D
HEFEEFICO MM L 2> THEY, BUERZEDBISALA
ENTWD, BHARTA L TIE, DOPENIBIT S BERT
EOXFMEREEFRNOFRMEEZRRL, MEOIEYE
WEOHESEL ~OV R L 72 (R12).

—77, BAEWEFEOFHIZ X 2R EOE N HESINTH
D, 77 /0= A MTFaa—LD k) LpERMED
BAEWTH L Y &, pIRBIRNEDBEWFHTHL O T T/
O— )V F Fa— VOBV E SN TGP, L
IZLQT2 2k L TldF Fa— L vE R & SRTwnp 2017,
FRMELQTS DB H B AILIRH RIS DWW,
LQT2 e CIZIFRIR T - BERRIZOA N MAYVIEE T B R
DEV720, BEREOMBE IO L TWw g )
LQTI&ZMETH ") A7 BICITALIR b Bt 2 fkie L
VA E SR DR QR s B/2% - 25 S P )

b. Na F v R LiERHZE

LQT3BITIE, EBEME naEMETHLAF L LT 28
QTHIMAEAHL ", ANV NOFFHICAMEEZHN
Tw b P (R18). LQT7 (Andersen-Tawil Jii 5 )
TIE, CPVTEBEIC T LA = RAERITH D™,

c. CaltinsE

CalEPr3 I FE I 1% 2 J0H] L TdP 384 Bl &
Hg2pbE2605"% BEREOL)RIET Y A
DS, BRI D A TIEFIE & B I T & Al
BEHCILE SNDGEDEL . 2 BLQTS TIXARIFIAH
HERTWE ",

=
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®12 FXMLQTS [CXT D BERFEDOHREIET VANV

IEFVR
2]

RAEADEFE® VT/VF Z53D T AER

QTc = 470 msec DIFEFEIEAES|

QTc < 470 msec DIEREEFID S5
LQT1, LQT2, %% LQT3 DEEH

QTc < 470 msec DIERFEHID S5
B LQT3, BT EcIERIRE DS

& 13 XM LQATS [CXT D Na F v RILEWE (XFILUFY) OEEETIETVAUN

= Minds Minds
R wm | zewva
AV bkl

QTc > 500 msec D LQT3 FEFITDENAE

Ila Il

d. K&

K K ME XA & KF v A VERZ D S 5720,
QTIEEDHERNTD 12 TH5H. & IZLQT2 TIEIMFK
filizx =4.0mEq/LIZERDZ &I2X Y, LA X2 b &
LOIHEGTHEEZHNL ),

6.2.3
IR

FEYEHIIE, =2 A=, ICDD%EDTINA A
G & DA AR ET U BR AT (LCSD) 28 5. b
DIEEEYIEIE— A ARG FEE R0 R FEG R 2 1T o 72
IZTOHIMAEREZ 2> hO— )L TERWEEIZHRIR
N5,

a. fEiAd BUpRHEENZE (ICD)

BERTEE DI T T O IMFAER AR D KI5 A7 DI
R LQTSHERFNIL ICD DG & 7 5 . SR LQTSIZ
x4 AICD OIS, OTAP, FMOBEE, @42RIEDFK
WERE, @B EWEFEDANMED 3IHE DA G HEIZL Y R
E3 5. 20134 HRS/EHRA/APHRS & [f] A 7 — b %
Y RTIED, B BIERTIENAR T T KRR E R AR D 9K
FTHAIIZICD OIS (79 A1la) & L, Z2REDFK IR
IZEEEN TR, UL, ICDOAPHEIZHRLTEN
TR, ESEFEFITNT LB A7 ENXAT 4
M IELSFHML CHIETRETHY Y, RIA KT 1~
TIIIAE (R C BIEWTEE & A A DRI LQTSFERNL 7 T
2N & L7z (R14).

WEICD DFLEE, ANEUIES)E BT 57290 VEIRFED
AL L, ZOLIED 220~240/min B X5, BRI
] &7z TAEIA R B #F (S-ICD) (ER7C T~
AE WS, SERELQTSESNIMAIAT 5 121d =2 v 7
BEREDS 2N Z E DR ThH 5.

b. N—ZX—H

BAEWIHEDPL G L VIR E 2 0, IRIRIC & B AEIRASH:
LA, R=AA=DHARDPHENTH L. ik
AR T-L 7 ) TdP % & 723 H1H R—=A X = DL &
%75, ICDOE K - MNULIZE ) ICDAMER s NE 2 &
Vi A%

c. EiDEaZ i antlrRils (LCSD)

LCSDIZDWTIE, FRINA S IZEEYIRUIE O SEFN 53
LAEIEDHE ST 5B P77 20134E 0 HRS/EHRA/
APHRS &R AT —F A» ) Tld, &Y AZBIT, ICDHE
ARDEES D B \IHHA R 2 HEAT, T 72 1d BT ) e
EZIBEETETHMEE - H2oBEIIr T AL S
NTVEA, bAETIERBETITHY, 1ZL AL T
i (R15).

7.
ol (MR

INEORRELQTS BE BT 53y - JESEWHR X
WADGEIZHEL 5758, EFIZEAL TOWL OO %



Il 5EXM QT ERIEIREF (SEX1% LQTS)

14 FEXMELQTSICXT D ICD DHRETIETVAUARIL

IETVR

VF EfeldifE DRI ZH I AR

1) TdP, KHRDELE

3IBEH 2 IREM LT 9 ES]

2) REATEDRIEIE
3) BB (WY DIREIETIME

3IEEH 1 IRE T OIS

FRAEIRNC B EMEDH SN CTULEWES]

* BERTRDOBMMEIIEREEFICED QTERDIZECHMIT 2. LQT3 EZMSNTBES BB ENETD.

& 15 SEXMLQTS [CXT DA iEEIRR (LCSD) DERETIET VALY

piiEi IEFVR
ISR (ZaV17

BURATHEXRME LQTS TUTOWLWTNHZiETc IR ((REERAS)

IR (REERS)

a) ICD 1BAHHEZD D WFEAM T ZIEE Ila C
b) BEMENENRICEFBE CETITNIRELYE, FclFARE=
BERIEDARK (& ICD BEICHOD DD S FTARERANY MEH T b ©

DT 5.

7.1

EEEE

R FRIAHERE L7/ NEDOFERIELQTS BE 103 #1125
VB AR—Y OEBEEZRE LS T, BIEREEZ R
L5, WAy MAR—=), BEK Ky r—7 o5
MAR=VIZBML7z26061E, TVT7, Huh— B
KRR EDAR=Y %L 7)) = ar b LT{To72776)
R TAERGBBIE L7282 A, JERMELQTSIZBEE L 7-4E
REFEEFIZEFRZ 72001372 K, 2B TAR—VICHED
WICDEYIEB % R 72 DA TH o722, INEDIRME:
LQTS BB OGEEHICH L THEITREATH .

INBDSERIE LQTS B T, EEXM - Z8tRE
(ADHD) & # i & 2 %5 & 53 % \v». ADHD & Bf 61 T,
ADHDAEEH THLATF IV T 2 =F—k, T hEFLF
G EREHT D LA N MAEINT A Z LA REENT
B ADHDHHEROMHEAILEEICTRETH 5.

7.2
EWia

PAEROERELQTS AT, 2 1EE 70y 7 &2 4b
THEIEGITIE, RIS T 2mE0EV. ZL08HE
TR—=A A=, ICDAARIZHNZ, BUERHAL G A WE
THLN, ZIUATAF T LF Y, JLAIA=FhE
DB L % DAD % W™, @ m TR TR LQT2,
LQT3 5B 5 Z &A1),

7.3
IEEYa

INEDOLQT3 T, —IKRFBiD7-HICD %Az A E 7>
BICILEEEBNE 2 <, ZIRTHIO720ICD 2 2 A F i
7B Tl 33% B EE) & fRO 72 L OB H L . )
WO ICD R ARG TIEABEEER) G BHEA L 720,
NEROLQTIBNZ BT B —IRTFF D720 D ICD FlAAILIE
EIATIRETH DL,
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BIEEABIROBFICEST 274 NI 4~

. =R QT iERTERE: (=

1.

BEsm

FeREY R &AL RN MY, B EEE, HIR
T2 OFFEEZ EAVRAT, IRIICQTIERAS Y, Fh
| torsade de pointes (TdP) F THAET LI ENHDH. Th
STk QT HEESE BT (secondary long QT syndrome:
TURVELQTS) LR EN LD, HEZHE TR IELQTS

I DIEBDITE R THERT S, RIGIZZRIELQTS D
FRFEREZRTY, bol dHEOBWERIZENTHY,

TR I LS OFE W B 5 Z LA <A HHHNT
Wh QTEREZ S 23RO D 2 HEWICH L Tk

CredibleMeds D7 = 74 A M &SR IR0 Z o3kl
A MIEIIERZ D EICHALEIENTHEY, KBS
F16 TXRMELQTS OFFFER
1) =
PR R
lad (FZVy, IVESZIR, TJOOA VTR, IRV
VU VIEE)

IcB (TJO/\TD T/, TUAHAZRIEE)

g (VyO—)b, Z7xTASVN, PIAFOVIEE)
MER (TUROXAYY, STEAIEE)
FEER ( IV —IIEE)

HPUIF—F (FILTTFIY, PATIV)UEE)
MBI (O J—ILIEE)

PHEEREE (\OXU R—)L, 200707 IVIEE)
SERRNODE (=753, PIMNUTFUVEE)
PEZE (RFVILEY VIEE)

2) #Ri%

BEJOvY, FAASERE. DEMED SIHRRZEICERR

3) IEKIME, EMgINfE, {KCallfE

4) SMDEHEE, EERX, X SUADEE

5) fyzrch, JERTHIM, FEEAMM, thDREHHRESR

6) FINIRMEREE ME, MRMERIRARE

7) Tk S

RELQTS)

Lf&ﬁﬁé«§W%%%af§5 Z D) LIAFENREE
IOWTIE, FOHERNO—EAQTIEE LRI THITTH
%ﬂr [aBEI A EEINLF =T 2L B0l drsF
ZUVEMELTHISNTWS, T, ¥V UL B
QTR - TdP £ 2 b TV 5 M HIARIRIELIALIZ
JEIRAREY Ch LIk s, PURSE, PLERIE, L7
LVE—3E M LERBIER EEHALOPQTEREY &
729

L LS, E—o3EY 2 NIRFOTXCTOBEDN—
BICQTIEE# & 72T hIF Tlde <, ZHUIEY~O G
WEAZEDNH LI L 2R LTEBY, I5IZZOFFICIE,
b%@4i/%¥%W®VAWT@Eﬁ%Aﬁ%—%%§
Al (SNP) SHE SN TWD, EE, ZRELQTS D 7% )
21X, KCNQI, KCNH2, SCN5A4, KCNEI, KCNE2 7
EDBIETANER%E B0 HIEGI D4 & s shT
B, INSOREBNIEAEMEDOLERELQTS TH 5. Wit
DZRMELQTS TTAP % & 72 L7 L Bl OMGS T, F8IE
FED QT HIMEIZEIMRZ <, #30%DIERFITHRELQTSIZ
ﬁwfﬁi@%éiﬂbﬁ% CEBRERDDL T L
THBY, INHOBITIIIFIERH S\ L M) T —HLRED
LERTEED QTIEEZ 10, SSEFEHAMLLT LA,
ﬁéhtmlbtﬁof:ﬁﬁ@%ﬁ%tﬁé WA
LQTSI&, ME M1k BN #{aE LQTS % &9, E6
WRTEICEHEEHLERICL D BIET S &b
T&7-

2,
&7

2.1

HAER

PIAELNREEIR I X A TAP DZSAMESRIL, 2.0~8.8%¢&
ENDBHT HIREPREE DA O IR B SR R TH D
ARG, PUESE, PLEESE, U7 L F—3 W bism



DRI
B DRI

QT iERIFAZRTS
EhozERs /
IG5

. =R QT ERERE (TRIELQTS)

EMHRN QT TR

i f B 8

RS
VBB T

FWE#JEHE %%EW""’;% M%zé

HAEIEME
B LQTS

6 QT ERIFAZRTIEWZEATD TdP OERETF

HRLH QTUIERE &3 5 (R16). N5 OHAYE
IRSEDISROHIZ & B QTIERDFEAFIEM I A/ T~
107 NERMES ST S ™.

2.2

i

HEEE A% < (1T, Ak EEIR Ao QT IER
ZAE ZTERIZ 65 L Tl 65 A D 3.2 /512 B b

IEDDH D, AERIE K MEQTIEE DMK T-CTdh 5.
TN £ 2 SEWEHBEDIR T, F o MIcRES-3 2.0 1 4
CF X ANVOFHOBK TG L Cwa e b s,

2.3

M

TRMELQTS DFAELS i%%fb)&'l‘éﬁ%?”&b, iz %
Wbl Twa (&17)™Y. BB miEI 5551
T F X ANVORBRIMENH L LD LRV E YA
TR K T v AOVICEEZERA T2 2 LR EE 2 b
b, TUHTFATUYRTANATO V| QT%E%VEHM%
L END ' —FT oA, MR E
2B % QT MR D ZAL A EE IR 5 E%_MMQTS%

&17 ZRELQTS DR (188 fi)

Fiip 55+ 207%
MBI (22 / SB14) 14041 /48 4
QTc
TRNERE L 453 + 39 msec
TRNERSH D 591 + 82 msec

(Itoh H, et al. 2016 ¥ & Y ¥ER)

JiE & BE B REMENE R 5D,

2.4

SRhkEE

RIEREZ RO IFERD %W Em T AR E
ENF2TRIELQTS DFE AT BT, FKIRNERF
1) 7 561 @D QTe 13 F4 459 msec T, 21%@&#@“@«
HY, RIEVEPYIZLLRETH-72. DL, R
LQTSJ: DRI & 1T 2, k92 L9 ICARRBICIE M=

WSO T 528D, BIZMEREZE T HAREE
BEMICBIDREHAEIIETHE WO BE,SEET
H5b.
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2.5

Fig

JERE % 5N 2 BB CEIUIBITF TR CE S
EEZLNDN, KT AT =5 bHEHET S~k
P LQTS 2B % TdP 1d pause O IEE L 72 T IZHAZMIX
DSBS S R on THIZORRA, %1, short-long-short
V= Y APLDTAPE B T EN Vb T WS ),
Oka 5 OFENRYE LQTSAEF DL TIE 'O, 1451 DEIR
LQTSHEGID 102 # H Df @, 3B ~— v A4S
% ENOFIEL RO TEY), MVP (managed ventricular
pacing) E— R EI3MHT 2 RE Lz 5. 72, SHENG
EEREZAT A RMELQTS Tid, #74EDFAEZE 2
AHRTUEAE) R (ICD) O@YIER)% 48%127BO T 5% ',
FEERIRI S B R — A X — A DY 2, K IMAE %
COBMEMIE, TEEYOBY) PZbbEAADIE
msh, EEEERE BRI ER SN VR B,

3.
BIEHES

TWMHELQTS T, 38, RKILE, BERERE: ED
ZRIIER DTN > TR TREED ML 525, LT o
2RD, ITNEOTRINER DSOS 20D [N
K ASREEIC RS LT B 2 EDHEI STz,

(%) [ Z&EHY (534
100 B =240 (1354)
80 -
- 63%
£ 60
i
40 1
$
20 1
0- 0 1 2 3
24 G240 o764  Q74)
FREERDRADT

REERF, D40mFKim CORE, OBKNERN L
LVREETD QTe > 440 msec, @OIDESEIALE LK DIE
RKpOD, EEEZE1RETD

K7 ZXRMELQTS DREZERDZFRAIAT7ICHITDEEF
ZERER
(Itoh H, et al. 2016 "*¥ &k v %)

- TRIEROBEEF H S VIR ERICB W T QTERE

BRDLZ ENHD.

© ZRIERGAE T O QTIERED 2 LRI A A

H5b.

ZOIAERZER] OFE—FEHL L TEZLNIDD,
FeRMELQTS DJEN TH 5 BB ERTH 5.

HEOSERYELQTS OFEML#EE 0% A%, ZIRIELQTS
DIFERE D Z EPME SN TWD, BRELQTS D 60~
70%\Z 18 (KCNQI), 2% (KCNH2), 3% (SCN54), 5
il (KCNEI), 6% (KCNE2) O#{nFEEDFHE S5
B, DOAEE N2 7 EIC B 5 Ik ELQTS w4 Jitisk 2
A—=FTINSOBIETIEEDPFE SN DIE28%T,
KCNH2BIEF DRI RIEIZH L ERTH S Z LAY
BELTHIFOND, SERMBITOEEDNS, W, A
T, FRELDHEF % EIIEREEREEEL 207,
D40 AT TOIAE, DB RIER A7 WIREETO QTe
7440 msecitl, G LEHHI (V) 2 EVHER SN TV 5
ARG TERMERNEC, FHEZ1HETHATT
VT ERWLE, GFH0, 1, 2, 3HZFNENTOLELEE
EHIL, 0%, 12%, 31%, 63%ThH-72 (BA7)™. Zhbd
DFARFAERIINT T L, BE#R T L ZRIELQTS
DREZRIET 204 <, BIENEROERS RN
LQTS OFIEZ KRR L Cnb e E 2 Hib.

Ny F 0T 0 TEERRC-BRAEEENERS, R
HHVIETIRMELQTS THRM SN R F AR OMERESR T
DAHEZ B S 22 LT B 505216819 sy ek % 284
SELLROWE DI 0D LI, FofhoZE R
IFERELQTSIZA LN L HEREZA L, DEVKF ¥ AN T
HIUTHEREMC T A (loss of function), NaF ¥ A )V THit
IXHERETCHETY (gain of function) DIEREEALE AT 5. 72
72, BT X ANV OWFEZA LD FE, D F ) A R
SR LEALE V) FITELL T b 00, ZOELDFE
JEZZREDZERDIT) HBEETH D L) IMED L\,
ECITURDOKF ¥ AT 4= R Z TR T 5 &) )
5 dominant negative X & X135 EEEOREREZL L% X
T IENDY, ERELQTSDFR L 72 5T O
B EHT HEMDN D 5HH, RO Tld dominant
negative IRD BN E DL NE ) TH 5.

PEoXHis, TRMELQTSIE [ RM] L v o) 53
bt La, MEEMRE] S50 ] ©LQTS
EWVARHDZ U THL EBDbND D i 5 AT
HIFREIC & o Tk L 72 FR50 18 fili e (repolarization re-
serve) > I TRIGERASIND Y, FRAEDBEEAL T 5 L%
ZoNb. Thbb, BIZHWFERIZEMEEEZLICEE
570, BRUOBIERNAZ L 5T, HENEH#ICZ -



TTRMIIIET 2D DEE 2515, [AEOBETZ
BAEFLENL, ZRNERPREL L ARANFFEOZRD
WEENTNLZEns', BIETHNE ZRERIZ—
F—DBRIE R, ZORELRBOTIEFIIBNTIEH S
WA RN ER % T 20BN H L2 L, kMt
LQTS Oz EIL, Fl—#nTFOMDZED 5\ idfh
DEETOERD L O LIZLY, BRMEE LT
FETAEELH DI LRI THL.

ZRPELQTSIE, OLERICTQTEED D HILL D
&, QEFIZQTHIEAILEFR THLH L, GOQTIEER &7
FTERPFAET LI ETRBISNS. Bl d QTen 500
msec LEDE ZIZTAP D) A7 5w i B 720, ol QT
HER LS p T

QTEEDZERE L, Y, K KILE, K MgIllfiE,
IR, 2RERCERE (OANE, AR OmiiisE, ILRAELL
fiE, 72 OITOEIER & A B L AUE), IR &5
SNTHY ™, ZRIELQTS DSsEb N AR EIFINH D%
(FT/16) & QTER L OBRERRLLEN D 5.

LQTS DAIFsHEIRE LT TdP % & DM VTIZHED L
BiE - o F - K, EEH L LEMENCRITT AL
BRI, OMELE, DREZERIEL LTRSS ELH
L. AERIBEORN 25 _FRLER & ORI SFE S NS
ETRPELQTS &I & 5.

HIR O, D407 AIM TORIE, DB RKIYER A % Ik
FETOQTcA 440 msecitl, @VT R EIZLBIERDY, D
) B 2O EDEDY A, TR LQTS 235  BEb i %
72O BIRTHRE R DL RETH D,

4.1
FHIELQTS

TRMELQTS O TIEEYIZ X 5 L o (A LQTS)
ol b, BRI E L THIAREIRIE R EIG825
3, PR S, PUREE, PLERE, i A I ¥
DEE D EN ST TR LQTS 285 b L B I 1
BB OEOM RN CEMIZED H e & TEEREE, HIEE,
FT) AL ML EDT) RFFICHRARS Z LSBT D%
ﬁfé 146).

WeBESE O HIRE & IR BT 2.0FEM O QT HkFED
ZALE RS Z EDSHBW ORI 22 5. S~ OBEFEIZ L

. =R QT ERERE (TRIELQTS)

NAR=Z2F 4 > X1 QT [HF&EAH 60 msec L FIERT H35E1%
TdP #EEZ TS H L L S5,
ZRMELQTSICIZQTIERVEH 263 28 M & i 12
TdP %5 | & TGN T2 4. WO = e
IEFEDRN & 2 575, 3 L RSO A THSE
Shzev, ik, RIR, EREREE (K KIIE K Mgl
i), (ANE, BN SR AN AR LAl R 7 &S
EBRTL4257 (R16, B6). Z0/2H, QTEERO
MEERE LSO E 2 b, T2 PR OME
L) QTIEE# & 7232k bh s, QTEEZ X723
VOB, SEYEREFAHAEAER, KKIMEY B3 53
W Ov—T7FIRIER T A 7 A FRFREE, HELRE) &
OB, RIR%E X725 (BERTEE, CathpisE, T ¥%
) AR E) LD RS 5.

4.2

RIRICH S QTER

LEMTOQTIERIZIMA, AERERERR 2L L

IS 12 & 4 short-long-short & — 7 > A DIFAEIL B I
o1

4.3
ERERECHS QTER

LEMTQTERZ OB, MFEMRE DML ZTT
I, R KIME, Mg IUEDAFTEIZZ IR, £z,
IR 7 S IR K IMAE 2 ke § 5 380 OV — T RIRIER S A 7
YA FRFRE, HELRE) ORFHOFR, AFoENE
AR TR EW X5 KERAED HVIFFELR LR &7
§ &) RAEGIRROZALR R ETEL T 5.

4.4

MEREICHS QTER

FEILEEICHE) QTR (LEMOAZL ST 0
A A, GRS 77— 7 VR, GOk MR 7% & {5
BB AEHTH L. B OHEEOANY, 722212
DFEZ & A B L AUHE TR RE S & B TIROW
¥, QTRIELZILT S, H7aT 3 v OEETIIE%E
LTHLPREFEZMETERLLTHLID L) BB bhv
2095,

23



BIEEABIROBFICEST 274 NI 4~

4.5

IVMEEBELUNDEREZICH S QTER

ez, 7 BBCT L, A Ze SRR, HUIR
PRBEBEIR T AE, AR A BCRIRIE T12 QTIER A RO bl
BT EDHILNT NS,

5.
U 5¥

5.1
FEHIELQTS

FHAVEQTIERE A3 A7 OEWEHAZ R b - THE
ET DI EIIREETH L. Y GATOBIET- B O e
MEIERHT A ME D TTETWE DS, EETHREIZLS
AZ) ==V THE) A BIOREICH A TH L9 E ) h
FEBROMGTEETH L. LD >TED) A7 I35y
L2 QTIREDREES XU TAP DFEEMGIMRIN 12 & 1) FF
flids" 727201, TdPLREDA N P AR Lz ki
LQTS T3, Al X RWEAZ YT 572008 nT
A LIETH S ™. K LQTS (LB B D I i FE b
R E R Z05, 3 L FHERIAFEEDOATHE SN E
ot BRIR, EMERE IKKIME, Mg IiE), O
Mg, LEAEN A S IFHEN AT BB SR T & 2
% (16, ®6). L TIIMERVESDLHOAF Fx
b, YRR CHBEOIEY) b T v AR—-5 -5
2, QTHMAERE L3 W™, KF v R Ve %
AT DIAEENREE T OB AME) & Bl 3 2 & O HBU T
L, S5IIREAMZERC LB NaFIRAR T T N &R

IR TF-DZAL, A F > F % F OV OEAEN 7 Bl 7% &8
ME->TQTIEEIFED) TAPAHIB 42 1™

5.1.1
BREEERT - 8f=2

PONEIRIEDOTEC L 0 BRMR D e 5. BHRlEERO
Y 2 IR R ERRRER & W] LG TR AR IR T I
Wa e, MARESEEICEAL, QTERESHHB T 57
REVED S 5.

5.1.2

EYWEEER

PAEIRIED FFABICIE, BHIZF ~ 7 a—24 P450
(CYP)2D6 & CYP3A4 &L\ 9 2 DR FEER A RH- T
W3 (FR18). T OREEERIH L CEEEEICE <
HMEBHT 5 &, PIABIREOHBREAMKT 3 % 7201
BN EHT 2™ CYP2D6 DEFEIE #2434
WS AFT v, aftkeFy, FHRIYI U EDNH L.
—J CYP3A4 DBEFEMELXG IR TEMILL, )
AOARAT Y, 7I)AARA T Y, TIhVaAFT =), T
FT7ELLGZEDROEN TS, ) 2a~x AL UIZFhH
RIZQTHERENEM 23 2 ™.

5.1.3
=T

i CIAEPBRREDME T LT\ 2. RS ETR° B3 2= AN
Z ERFEEROBERE DL T L TV A WTREMED D ), HIA
BRELZ G 280K, 70y 7, LEARERIE (O
EX L QRSIEIER) 2 & 72T 2 &’H 5. SHIThNEHAE
DQTIEEDEMRE T & 20 5. Sl (AR &M
TLTWDZERLEREBIETHIEZ R 72T A L. i
AHRELFln e L DIIET L THY, R0 MR
ALRT W HlnE TR BES X OO BT A

X 18 HNAEBIREOFEMIHICESISF boO—L P450 (RRNISEE, PHERLFER)

CYP1A2 | OIS /00—, AEILFY XEYUFY, TIRESFS Y (2)
FIUTIY, TUHAZR, e
XEILFY, TONTT I, PIATLY, F=UY, YAFIY,
cvpops | .Y ROFEFY, FFUSIY,
RTUJI, A RTOO—, Sy
JO75./0-)b. ALRYO—L 7
o L FIASOY, ILFFEL,
77 = ~ INDAY =
ovP 3a4 ,’J;j‘;fEJA;jSE“;_// TURORA VY, HSURORAYY, | UTPVEYY, T1/IULES—I,
e Asrem, PU—RIERE, YXFIY, TRV, AR EEY
' = SU—TIN—YT1—2

24



SHFNMELQTS 2FEH LR T WEHRIZH .

5.2

RIRICH S QTER

AARGIERREREE 70y 7 7 SRIREAEIRE A5 5
IR L, RN —LEXREZIT, RIRIZHE) THR
R QTIEED R\ Z LT 5.

5.3
ERERBICHS QTER

K K MAE, & Mg, K CalllfEx 23 461 TlL,
DEREZFRS, —7, BKIMFELXS| S 33 Ov—
THIRIE, B4 T7HA FRAKE, BIERERVEE
T Z)F ) Fr, THEL A2 A1)y, FREALVE
VEE, B RIIEE R &) O FHHIZINE K EORERR % 2 B
12179, £ <235 mEq/mLEL T TR SRS LETH 5.
7Ty TR, BEET VAT VR, L= Yk
S, N— % —EBEREZ S KIE % B & 3 AT
HBTIRIMEKEOE=Y) > 7 %217, $72, BEsaEs
THIZARE VD ESHRETIIK DI LY, oMk sk
ARIE T K OBRAE» K MER £ 350 T, i
KMEDE=%1) ¥ 7 %479, FIFIREAGEIL TE CldK Ca
MEx£$ 50T, MiECaliDE=45"1) ¥ 7%479)

6.

-
/8

TRELQTS DEEIH L CId, QTIEREDER %
L, ZOWGEZE#S 22 EDREORKRTHL. QTIE
ROFRKE % W 5EED B 2 HEEIT TN THIEL, KK
IIAE R Mg IE 72 & VA BRI IE & 179 Y.

Jtidd 5\ EFIIAMEIRDS S ) QT IEE A 2 L T\ 541,
WD QTHEE: (> 500 msec, DM HIH 5\ 13l
D QT [lEA*5 60 msec MER) %2 L TV A1, LEliAHL
#ae TWDZAL, MR GRERIR, W7 vy 7, ik,
BE7ay 7)), LENLERIE (QRSIFEE) 221 Tw»
BHIE, ABEDS 2z, BERAIRMENIDT CITA AT T T
LDEME=S—ICX 2884247 'Y, LERE=S) V7
RS2 SN QT MIMRASIE R (27 5 £ T . SEHIM
OB EIHEFER L IE L CEWDIERND LR SN D P,
BHEVITLEEIMEFEEINL T TE=S ) V72T,

. =R QT ERERE (TRIELQTS)

6.1
FEHEIELQTS

FEHIMELQTS DIBHEIIL T OFNETIT ).

LERE 7> TR B3 H 5\ VIdEESEZ k3 5.

2~ 7 AT A ERFHET S G OMEIRBINI T LTI TRE
TRV TI N2 gk~ 20 THHET A, ENLISLOBIC
XL TUIIS LT TEES 5. Bilk~ 7 427 Al
TdP D F s RA R\ 501,

3LLENR—Y VT LNEBR=Y YT RTD EIRRP IS
#ilZ & % short-long-short & — 7 » A% #7212, —
BR—Y U I LB F—N=FIFA TR=T V7 (=
Y7 L—F=70/min) %475 1),

4.4V 7arL /) = VEEET 5 | FRiE T/ 100/
min% B GE 2T 5. 2OMBESFIEHF
TR=V Y THERITOT) v I THL™,

5. 7% K fl7A54.5~5.0 mEq/mL 127 % X ) 1 HHIET 5 ™.

6. A A V%8S 5 IbBEPUA LRI IS QT b % 44
ML, TAPFRIICARN L @GSN TNDDS, =27
AV T LT L = )VEHED TAP FEIaIFI ™.

6.2
RIRICHF S QTER

BEIRIZEED QTIERIZIZ LT O FNETRIG S 5.

1 RE U E 1T 5, REMEERICE IRIRIZIE
WMER7 Fa ¥y Oy Farl ) —VErEET A, &
DREEAFLNRIC RS L L= v 7, LER—Y T %
179.

2 AARERERERED A WVITEE T Oy ZOMETEL, BIRICHE
) TAPHSFRO LN L IGAIL, HANR— A A — Il A M
115

6.3
fthDEHIC &L D QT ER

DFERNZ & 2 QTIERIIZL T OTNETH IS 5.
1. R OBRED 5 VITRIEE1T).
2. BB OWBRZT).

72721, TdPHHEHIDTOTNEE T 5.
1 WilE~ 7 4 o7 DR EHET 5.
2B T BRI ERLT).
3.AVTOTL ) — VEEETS.

25
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6.4
ICD

ZRVELQTS TlE, QTIEEDZEEDSHLATHY, £
OERL M THLZENEEAETHL. LD >T,
QTIEEDHEN % [ CTE 2 7% 5, ICD ORI 2@t

" 7L R, ZRMELQTS Tdh o Th ik
5 OFFAEBNIDOWTIZICD HAA RIS EBIAH Y, &
CICBBEMER A E LTV ARICE D o7 L v ) S
H5'D UMEIED S ORRERI TR A QT HERE DO ER % 1]
BWTERV, HLVIERER SN TR WER DAY L1
REMEDTHR D) A7 O ZIRPELQTS I 2xf LTI ICD AiliiA A
XEETD.

IV. QT 32HEfElx8 (SQTS)

1

25w

QT %5 # 4 25 B (short QT syndrome: SQTS) (& Gussak
5L 20004 IS O T SNEBEHCTH Y, F
B7: QT A & & DI LB (AF), KHiesehibs &72
R

Mazzanti & "2 0 73 B O T, F1E84%, 126
ISR EEFERMECE . HREBEMEIZ396] (53%) THD,
WFAER DL 1961 (26%), 116, BifE76],
2B THorz MEEMFEGIL38~40% LB SNTEY,
BRI A GURIERE BT HEHNTHD. £/, AFOE
BED 17% L FRE SN TV A, SQTSIZBIT A.MEIEDFEA
FERIZEL DS 4055 T TTH40~50% L HEM SN D, L
IR DRI 80% L. F & <, FEERI L 80%LL EAS
CHREE/ZIIERTh L. EBRHEHIIC X A FIEIX
Pl

DEMZECIHREICL>TRLZ DD, WP OHETIX
QTc 300~ 320 msec LL FCTd 5. Mazzanti 5 P OHiE
TIEQTe D912 329 £ 22 msec TH V), % < DIEHIIE 340
msec ARG CTH S, LAL, SQTSIFEFNLEETHY, QT
HEO N v b 7MEIZB L TSR DML TH 5.

ZWNEQTHMED A% &3, ERARIEIR, RIEE, #fsT
BRLEERELTT.

SQTS I3 F g fhBatEE A TH Y, BHAEFZ TIZ6D

DBIETZEE (SQT1~ SQT6) DS SN T\ 5. LZEH)
DOIEENTEA TN E D CaF v R IVEG, NaF v R IVEG
RIMNEDKF ¥ A NVERDINT A, BN L > TIERK
END. A EKF ¥ ROVEROMINRLAN & CaF ¥ A+ )L
BIMOWBIIN L > TIEBERL, AR QT MM X4
5. SQTI X IE# i K F ¥ )V it 0 3 W ik 25 (k)
SQT2 13V S (Iks), F 72 SQT3 XA & B K F v 4
WG (k) DI (F- 2 VERBETCHE) TH D, SQT4 ~
SQT6 L LBAME CaF v AIIVEFRDBA (F v 2V HERE
BT 1240 QT A9 5.

SQTSDOFRRIFIEIR, KIEFEOF R LIZL ) 8% 5.
LME I, LEMBY (VE), FRfelhOz484 (VT) OBEA B
(A AR EEMEIZ: (ICD) D7 5 ATDMEIETH HH%, Ik
SEMEED SQTS TLIRILD K IRIE D H L AEBIZ B L T,
WKDH A KT 4 2 TLRMPGHNTBY, SHOME
WUFETH L™,

2.
&Z

SQTSIZ&bDTENLREETHY, CHLETIX 13041
PLEAHE SN CTWE 0™, FEll A RRITRHTH 5.
FRINIZ BT 5 1 BB LB T — 7 X—A% I L7z
AT CTlE, QTe <320~ 340 msec ® QT FLHHIERI DA =%
120.02~0.4%FEE & i ST B (4R 10,8221,
QTc <320 msec 0.1%, QTc <340 msec 0.4%) >



AENCBV T OO ERELRE ST 7™ L
L, TS OIS TIE B QT MG & P & O
FHIREN TV R WHICH BN ETH 5.

SQTS DB L T, ML HBID 35— b
WFZe 2845 & LT v 5 (Mazzanti b @ 7361475 %2,
Giustetto 5 : 53B129F %*”). Mazzanti 5 O $t &5 T 1%
7%\ MEILDBEED D D, OEFEERA R W IHRIE OB
BRLEOTHENT ATV, 407 FE TITOME L& 279 R
40~50% EE L7z OMEIEOFEERICE LTI, %
1% H~41 7% CHERR S AL, IF384E I 1T 1 LAN (4%), 20
~407% (1.3%/4F) & 2Wetk %2 7R L7-". Giustetto 5 DR
HTIE, &FEoLA Xy (Jt, VT/VF, (ME1k) 384
FIE33%/FETHY, FEEFRIIFE L L) 22082 R L
7279 Mazzanti > DI BNWT, LVEIA RS Mg
DIEENT& L T IMEILDOBEDOADEETH Y, [
1B IO IR BT 10.6% /48, OB IRBEED 22\
HT04%/ETHo7z WEICHL T, BUEFL VR
(Mazzanti 5 : 5 14:84%, Giustetto & : B 14:75%), F#
L DORIEIERRD e o7z, HFEZEIRIEDFKIFE % 26% 1272
0, TR TR MMBDFRIHTE % 78072, SQTS
DEFIZBILTE, BB TH L0 F2ARHLR TS
{, 5% AWPRBERD 5.

3.
BIEHES

SQTSZFNZ, IMEMD L T E GRS (aig
BTHY, BIEFTKF v 2, CaF ¥V EI—FT 5
6 DDFENEIZ T DG SN TW5 (R19). EmTERIC
£ B KF v A VORERETLE, F721d CaT ¥ A IV OFEREL
TIZ&Y, A L~V TR X A IGE)E AL
P oMt 2L, OEMEQTEMEET 5. L
I BT D HEAEEIRYE B LT, AR e,

& 19 SQTS DECMER

IV. QT fZHEEEIREE (SQTS)

N DAY — 2 A AF R VT/VF 2 & 72§ 3B & 72 .

BIR TS L R ERE T ICRESRE SN 50
EBEF10~20%Tdr 5 22002, B{ETRINZ X 5058 L
LT, SQTUIIESQTLIZHAT, £ XY MIFEERGAE <
CPI35% 17~ 195%), RIRRAFZ &ML T wviwn
DA HONBH LS, BT RIE FHREOMEILE A
HTH5.

3.1

SQT1 : KCNH2 BILFERICKD
Kv11.1 F v RIVIEEETUE

2004 4F Brugada 51X SQTS @ 2 K A2 B\ Ttz T
FENT %2 ATV, BILEH K F v A I)VER OB (k) %
LS KINIFYR N Dot 7T 2=y & a—FF 5
KCNH2 #1512 NSSSK ZE #e & #7272, Riag il %
V7o BRIFE BRI L B HEERT Cl, 28T v 2L Tl
Ik DI S EEFMEATLE S, S S BHASEIICHL,
HomzE L CQTEMiz &/-T &2 N, T/
d-> Z a—) % W 7ZEEEHI TR T v AV BT
EZ AR T LT Zo®%BE$ T RIBSH™,
ES0D, T6I8I, 1560T "R HEENTBY, wiho
BT v 2OV b HERETLER R L7

3.2

SQT2 : KCNQ1 BITFEEICLD
Kv7.1 F ¥ RIVHEEETTIEE

2004 4F Bellocq 51335 W7 QT 44 (302 msec) %7255
705 BYETOME IS ORRABICC, BIEEEFTK T v &
WVERDEBVKS (k) 2L DHKVvI1IF XY ANV D a7
2=y 3= 95 KCNQIEIETIZ VI0TLZE R % i
L7279 BEREMAAT Clt, ZRTF v 2OUVIZE LR O 8
AR 7 b SR LR O TTHEE SR, Ik HERETUIE AR

BETFR BEF F v RIVEFRNOFE BEFER

SQTT KCNH2 Kvi1.1 e 1 N588K, R1135H, E50D, T618l, 1560T
SQT2 KCNQ1 Kv7.1 s 1 V307L. V141M, R259H, F279I

SQT3 KCNJ2 Kir2.1 i 1 D172N, M301V, E299V

SQT4 CACNA1C Cav1.2 loa 4 A39V, G490R

SQT6 CACNB2b Cavp2 loa 4 S481L

SQT6 CACNA2D1 | Cavdi loa 4 S755T

27
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L, QTEMICEH T 2T L Thosz M2 VI4IM,
R259H, F279IZEAHE XN, WINOLRF ¥ 2L D
ERETER R L7z

3.3

SQT3 : KCNJ2BILFEEICLD
Kir2.1 v RIVIEEETUE

2005 4i Priori & 133 W 7% QT 4 % 785 5 HEAEIR D 575%
EBSHEDLTAIT, AMEERK T ¥ A IVEG (k) 24
L% Kir2.1F v )% I— N3 5 KCNJ2# (5 T2 DI72N
BERAERM L2 BRF X )V % FC SRR Tl
HHA & Ta OFEFREINE 20, QTEMICAET AR T
Horz. 2 OB SN M301V 2SI & ko
FHEE & W) BIOMRE TF x4 )V OFBETTHEZ % L7227
SQT3IXE299V b i T3 DDOERIHE I N T 5,

3.4

SQT4~6 : CaF v XRILEIZFERIC
&% CaF v RIVIEEER T

DELE CaF ¥ VI, ale, B a6 712w b5
%m0, ENENOBEMLGTEEINCaF v AIVERER T % X
721, SQTS & Brugada EMEREAS A —N—F v 7L 7-3RH
B % RT 2 & DA X 7z (SQT4~ SQT6). 2007 4E
Antzelvitch 513 QT 45 & Brugada BL.LEXFT A 729 5
3RFJEMHTL, alcr 7=y M4 2— K35 CACNAIC
BIETIZA39V, GAORZER %, p¥r7 1=y %2 a—F
$ 5 CACNB2bEAZ 112 SA8IL A % #i it L 72 (SQT4,
SQT5)™™. FEREMNT Cld, ZRF ¥ ANIZBV T lea DF
R RN % 80, & <IZA39V TR traf-
ficking #2257, TNHORERNIL, Vi, VaibE|IZ T
BrugadafEfE#EIZA SN A ST A %2788, QTeld 330~
360 msec & SQT1 ~ SQT3AEFNZ TRV MEMAH - 72
%72, 20114F Templin 513, VFEEED S ) QT4 (QTc
329 msec) xR 5 17 EICB VT, LR LI CaF v
IV 2817 L=y & I— N9 5 CACNA2DI #E{n T2
STSSTZ R AR L, FEREFFAT Tl lea DE LRI % 52
»72 (SQT6) ™.

41

BRPRAEIR

AF & ZUHED BEDSBIT OB & 7 BIEB D D 5.
— T, MEIERSORE, VF - ZEVT, LHhs i)
DGR & 72 BIEBI D & 5 1220 FEIROAIFEL 20~
AFROBMIE L, TANATOYHEG$ Bl Eel)s
BN T0AYY A XY OFHEIRIUZRERNC L > TR
RBHH, DEHFRFEIIIRERICSVE SNL. BEEMED
FEBNZ TN E ORI, M e ENVBW O 70 %,

SQTSIFENLEET, KRELIETH o THIEAEUZ
BR9E SN T 5720 (100BILLT), ERAIER O HERIX 78
I2& o> THEZL A, Mazzanti D 736147 K 5D SQTS JEH
RRET L 23 S T, OME IR S ORRE TRk Sz
BIHL-E b4 GEED40%LLE), Fofie LTidsk
i, ZERICORIEEE, BB R THo72L L T0D,

4.2

DBEEH

QTHIEDEHENTEARE 2 575, BEEANEDF—IN=F
THY, By M EFTEIZOWTTHGRDOH L EZATH A,
Lo L— MR- O LB AT OZED 5, i AT QTe A
<330msec & B idTNEHE 2 g AL

74 2T v FOHREHAN 10,822 6% K/ RIAT - 7o
i, QTcldHMD 97.5% A= 348 msec, LED 97.5%H*
=364 msec T, <340msec& 725 DIL04% THo7z &
HLTWAE ™, Mason 512, KED 79,743 0L B4
HEOMEST, 2~98/8%—t > & £ )LD QT k@i 325~ 452
msec, QTcld361~457 mseclldh-o7zL L Tn»a .
Kobza 5 & A A A8 A\ 41,7676 (18 ~195%) DL X % 1
LT QTed ¥ 3513 394 22 msec T, <347 msec &
olzBlE1%ICT oz LTWwWAE . F72QTeht
<300 msec DIEFNI A ST, <320 msec DFNI 0.02%
ToHho72& L Twhb. Funada 512 &5 HA A 10,984 Bk
FCiE, 1R QTe D3I 408 = 25 msec T, M (412
* 24 msec) (ZB M (404 = 25 msec) L1 DIERL T/,
F 51 (5,51160) 09 HIEERFRED2/FEEZ#Z 5 QTc D
5 (QTe <354 msec) 73 572D 1% 6961 (1.25%) T,



7V (5,473 01) CIEMERZED2 5% 1 2 5 QTe D JE#E (QTc
<364 msec) DA SN2 D1E 89 (1.63%) & i LT
%. QTc =300 msec I 3FEBIA HIL=DS, Vg L EEERE
Tholzk L Tw5b,

INODOWRAERDS, BHIZBWTIEQTeA <330
msec, ZVETIE<340 msec DA 1E SQTS % 5t ) LAY
HHLEZLNL. B, Bazettid:TQTcDHIEZ1T)
&, DS 80/min i A ORI LS Y F VA 2 ENE
PCHhD, TIUIMIERD, ST ERHIE, K
VOLHECTIE S NI TR 24T D IS H 5 2 L IZEET 5
DTH5.

SQTS TlEZ DM LEX FOFE & LT, LT ARG
ENTWB 0 F2bb, OSTHSDASILT, QRS
WS TIITEIERATS S (J 5 -Tpeak [l B | AHIG 9
%), @QTHIZE R TIELIL, LML RS, @
Tpeak-Tend HFRIZIERAIA SIS, @OPQHERT DT A A
bNb, ETHA.

4.3

BfarEaR

SQTS % Wi % 720 DEMTBRIE LM STV 2\,
R — LR TILOIAZENI M S QTHIFE @ adaptation
WARRTH DI EDEMICHIT NS, BB
TIHLE - DEOFIAIHISE N ERSEFRE LT
HIFoN b, 70r T LELHHIZ LS VE, AFDOFHREZ,
BRI FE 72130 X7 BRULICHW D 2 & % e L 7298
[ECY:oYAdCY 4N

4.4
bl O

SQTS Wi 3 HI21E, QTRIFEA A 2 oA &
ROV BB D S, W KIE, w5 CallliE, wHVE,
7Y R=Y A, HEMGEERERE, WRERY ¥
AT ENZ L BFEAIMED ZUSREE T 2.

4.5
e

20114E 12 Gollob 513 616510 SQTS DM % b L 12, LU
Tk B EE N L7272 BT,
LRI FZ I (QTe: =370 msec = 1 1, =350 msec = 2 i,
=330msec =3, J& -Tpeak [ FfE : =120 msec =1/),
BRAER (OME IR = 2 5, M VT 7213 VF O

IV. QT fZHEEEIREE (SQTS)

=20, FEARHOLM =1, AF=11), REE (1
F 7203 2B SQTSTER DSV A =20, 1721328
SR\ ZHIMAT RS D ZRIEBI DN B A = 1 4, FLIEZERk
SEIEBEREDREBIA N B 54 =111), Bis 7B (SQTS #
BT REDRAOND Y =205, RiEETIED 55K
ETF L LCH M E W REDH L6 = 105) O4IHEIC
OWTHBEMET 5. €L TAITH 450 1% high-
probability, 3% % intermediate probability, 212 %
low-probability & L72dDTH 5. 7B, MELEED
I B 1AM IR OCERSBWOER 23 LB RS 5. F
72, Gollob 5® SQTSJERI % A 7ALL 72 25, 61%iH
58517 high-probability |23 S 7z & LT 527 Lan
LZOAa7 HRITITHAE DY, BT Tz
ANSNTZZW TTEE W) IZIEE ST Wi, Villafafie 5
VISR 2 S 4EFE L 7225610 SQTS %, Gollob A 17 2
SERRIEIR 2 B\ 72HH T L 72 &£ 2 5 (modified-
Gollob A7), HAEMFIO A 2 71X 3~54 (hdefid),
HIREBEHIOA T 7133 ~8 4 (hiflie) T, MEHICITA
HENHoIZELTWE™,

20134E D HRS/EHRA/APHRS & [il A 57—~ A & h Tl
SQTS DZWIHMEF LT O LIIIRBL TS, 74b
%, D QTec =330 msec DIER], @ QTc <360 msec T, LL
TO%M: (SQTS BT RENFESND, SQTSORK
WREEDS® 5, A0 LLT COZRICDRIEED & 5, #EH
DRREEDR VT EZEVERH L) D1 DL %7z
FIHEBITH 5. —Ji, 201540 ESC (European Society of
Cardiology) 7' 1 N7 4 »1, DQTc = 340 msec DIl %
75 A1, @ QTc=360msecT, LT DM (SQTSD &
T REDNFEESINS, SQTSOFIKIENH 5, 40 A
TORBICDORIEREN B 5, AN ERBEEIEDLR W VT
FIVERH L) O 1O Exm/zdEMNE 79 ATak
T HHWHEELRIBL CB D™, WA T OMEH A
Y%

5.
U Il &k

SQTSIZEFNLEEAT, HRGLZHRTHLI LD,
) A7 GRS ST e,

HESEFEBNZDOVTIE, QTEMOREEIZL L) A7 DR
BLICIETR M 2 RGN L\ 2P0 2, OE %
QTclHHEN B > CHRMFEBTLA XY MDA N>
723 B, @ QT DR ILEE T CRARY,
QTe S E L TH LA NY N2 LU BIERINH S LT
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BIEEABIROBFICHET 274 NI 4 >

L @ QT —EFTHREEFL 2 0BT LT
LT AR DL LT HMEREICL L. EEREE
PRAE W % 7~ 9 HE B O FERITIL T point-T peak [ FR 23404
L JERASNL T 2HMELH LN, Zhbz))
27 ORBHULIZHGS Z ESEY N E ) hOTE TV Al
T Tl v, BIETREOFH G&=T-E) R E
LT LA LAV EEZ 5N M~ WLl
1IEDBEHE, VF - 20 VT 2SRk ST 2 IERNEE ) A
SEEZDHTENRTEL PP,

5.1
ICD/a%

TRFBED 72 HDICDERIL Y T ATOBILEE 2 bl
5. $7bE, SQTST, LiEREDEENH L6, HIRGE
Vﬁf“%ﬁéﬁ'ﬁVT/VFﬁ%%ﬂénfu%@w‘éi%ﬁé22“23)
HEFEMETED SQTS D ICD IHEFIZ DWW TR B 5 25,
%%@%%ﬁﬁ%éﬁwuu,7izmwﬁm&%x%
na.

201340 HRS/EHRA/APHRS & i A 57—k X » F Tl
SQTS 2513 % ICDIEHEDBIGIZ DOV TILT O L 9 123k~
TWa™ Fhbbt, 75 A10OWEE : AREEEMED SQTS
T, OUEIED S OREREE, F721%, QBEIRFEIETRM
D F bRV, FERYE VT ASHERR S LT 5 6.
27 F A 1b Dt - MAEMEED SQTS T, ZERIED K FRIE
W DHE. —J, 20154EDESCH A K4 VRO 5
ANDHIEE B L TV 525, HEEFE SQTSIZOWTO
BIGIZRIT BRLEIEI A S L)

SQTSHEBIND ICDIRFIZEE L CTlE, A EEDFEE
MR RN LIEEDLEETH L. TIULSQTS DK
FEIR DS B BB DI 5 e AR FF N FHEB T 52 &, AF
OIS T HIEBIN L2 &, RIBEBZROE W T Z ~H%
M BfEErsds s, #EIZLS. Nordkamp HiF, &
AR CICD G & T 72BN T O A 5 fif
WEITV, ZOREZLUTOLIICHE LTS, 638
D 491651 (FEiH39 + 155%) 121, 3WF5ED 5D SQTSA%51
BlEFC\wz S1BIF 17 61IC ICD OAREEIEEI S ),
FIRIEAF % & FEMEN, V- NG & OB
ETdho727Y. Villafane 513, 25610 SQTS # 5.9 4 H#%
BB L72WFE T, ICDERz ITh Tz 11Blo) 5
64% TABEYIERN23d > 72 DIZxF L, EEIVEEIE 261 &
EEofzb L TWE M,

5.2

EWaE

SQTSHEFNZ BT 2HWEE DO HIE, PrFEET 5 AF &
DEANEROFHZH S, ICDERERTIOEAEIROFES
D LSHER], [CDIRFEDHEIS T 5 AT S OB T
BATERWIEGTIEVF PO B THEYIGEL ZE T
b, INETORETIEXF=V OFEEZRLIZE DD
%<, BEERICHIT BTS20 TN
FORRIIRER & SNDH, ZHUIEYERE AT 720
BIDZ { HIK T A )V Wi O % SR 25 B2 19 70 (512l
(SQT1 7% &) THo-Z LIZOBRT 2 REMAH Y, \
BT RTOIESI xjj%iv%cw TR 7,

201349 HRS/EHRA/APHRS &6 A7 — h A > h Tl
SQTS x5 2 W HEHR DS DOVTLUF D L ) 123k
TWw2™ bt 75 A1bk LT, QEEEREMED
SQTS T, ZEHRICORIKEED D HBIIEF =2 v O DS
ZREEND. QEEFEMED SQTS T, ZERIEDORIKIEN D
BHENEY = VO EREINS. —T, 201540
ESCHA K4 13275 A1b& LT, OICDDHEIEA
%SQTS TH A%, ICDIHEIEANTE L WEHAH 52,
F2IZICDEELRIEG L CWABIAND, =V F/213y
Y U—)VIZ X B, QEREFEMED SQTS T, ZERIENEK
DD HPINOF =V v F2d ¥ u— L Offifz H1F
T\/‘Z} 219).

GaitablZ 7L A=, vyu—i, A 7FIN, F=
VUOQTIEERR L LCEAEIRFHMELBET L T
% 7L/ 4 = FIZQRSIFMER AV QT MIFE % #R It
FE&E72205 vya—)b A 7F I NMIIE QT IEER)EAH
AN Dotz —F, ¥F=V VIEQTHM% 263+ 12
msec/* 5 362 £ 25 msec |ZHE & S, AL ENICHE S
QT M F#& @ adaptation Z IEFA L S €72, HRASH b EK
LCVFIERFRSNEL R, 1FEORBBE T =V Ui
WHICEIAERAN FOFERITAL N2 ol
European Short QT L ¥ A M) —12 & % 53 % 64 # A#E
WL e TR, PRI E R T b R o7z
FEGI COREEIRA N> N EEIFAER 5% TH-72DIxf L,
Fo VUM LIER TOA XY MEEIZASN Lo
72 LTwg, 2o, TKRONIEFTVEICHTLY
VEIIR, AV T7asrL/—=)VosE, AFICAHT A7
INT 2 ) Y ORRERE LT DOHH B 7T,



V. Brugada fEf®E% (BrS)

V. BrugadafE{=E¥ (BrS)

1

BEsm

19924F, Pedro Brugada, Joseph Brugada ”"12&0), %
FR o RFEOEXTHEM T Oy 288 — U 2R, B
DOAEBIFGERFEE (Vi~ Vi) TUHAEZEZ Bba 5 ST L4
L, HodriEORELED T, BREEE
QTR D 7 LEMBE) (VF) 581E% & 72 L 72 8 SEFI A3 H
HENs CORRLOEMENEE A A58 VE
1, AT SRZREBNC D 320 ST 723 2150
Brugada 513 2 OLERPNFEE AT ENZ £ L0,
LDENPFTR E VEZBE#EO 72, ZoRRZ2.LERT R
ETLEFML, 4HTIIHEE O %M L Brugada fE 5
# (BrS) & X135, BrSIZfFHAy L SN 4.LEXFT I,
EEXIZIEEILT A2 EbHY, TOBMIMMMEIZOVTHE
A SN TV A, VE - DiHEIE O BEEDS & % fE LAl
AARIEMIB) % (ICD) 2 5 2 LI3H ROV EZ A
THDHY, LB RAMERICEE R SN 727200 O BERERS]
W23 L CORIBAEE 20 5. 4 HBrS O.LERZHT T,
R RLA FEIHETT 20 Tlde <, 20134FE0
HRS/EHRA/APHRS &[] 2 57—k % ¥ + V& 5\ 1% 2015
EDESCHA KT 1 2 DB FLAED L RIS W
SNLEHIZHoTWA, F72, NaF v RIVERTEEIZ X -
TORHFHEFE S N5 BrS OLEMBT ROBIRESR B4
HAARAC L5 VEFEHBOERIIOVWTY, £<D
RN ENTE BrSIZBIT 29 A7 BT, B
RATRA S > & BEETH LA, LB CIIAREEIRIEM:
L FERNEEARF I 2 RS 2 ENEETH L. EHL
W E LT TEIE T ERORETL, B SCNSAZE
B SN TLSk, 2L DBEHRSB 725 SN T 5.
—7J7, 2008 4E|Z Haissaguerre 5 |2 £ - Tt 7z
BT MO B B (ERS) P & BrSid, FRRMEM AL %
Wiz, TNHEBUCIIBERR] LHTs2Lbd
%P Zn s oM E LTE, FHEREIZSZ W
&, B BRI OREREEA T HZ L, LERFTRICH

L) - HNEEID S5 &, HEOVFHBF LW &,
XU UHNIRDSERITH LI ERETHL. L, B
LEROMBFFEDE R, BrS Tk NaF v 1 VR
W&o CUERZALD RS 522 &, LZEL A PRT Ty
VREE) (AF) DA IR E W &, —#d BrSHEH]
TG BRI ET 22 L, REOHL%
MBER DLW 1372 L CHEBEEOREA D b
ONEIPIIELARBHTH 5.

2,
=¥

BrSi3, 12358 0EMOG MM BT 5 TS
SRR ST LAA R, F& L THEFE~TEREIK
FICVFZ5| SR L TRMET AREEDOH 2K ETH
57 ST EADY A4 7120337 FEIlH 2 idH BNy 7
B2, BUE, MEEZEE LCiE, BREEDDVIE
lafEB L O I HOPIAENREES G- D% 2 ~ 4TI BT
HVI~VoiFED 15E D a7 ML (4 4 7'1) %380
LIEDPLEEINTNDY,

2.1

ARE

BrSIEW 7 ¥ 7 THEI AR E L, I7 FRIST |
AOEFTREL, WKROBATIZ0.02~0.15%TH LD
L2 bAEOMATIZ0.1~03%E ST
% M0 (20). NNy 7 ]o ST FHOAFT BRI
SHIZEL, 40ELE CPIER S8 %) OHEFITIE, L
70y 27 CT0IlmVELEDST EREZ 2T 561E, &16T
0.7%, BYET2.14% EHE SN TNDE ™,
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BIEEABIROBFICHET 274 NI 4 >

& 20 OHEODEEIR— MARICHITS BrS DFEFRE

Miyasaka, et al. **° Matsuo,et al. *" Atarashi, et al. > Furuhashi, et al. #® Sakabe, et al. ***
RITHE 2001 2001 2001 2001 2003
SERAL 13,929 4,788 10,000 8,612 3,339
Bt/ ik 3,691/10,238 1,956/2,832 8,913/1,087 5,987/2,625 2,646/693
8 (%) 58+ 10 (2 40) - 42 +9 (20~ 66) 49.2 (22~ 84) 48+9
JigE (mv) =0.1 =01 =01 =041 >0.2
IERTEARS (£F) 2.6+0.3 40 3 2 10
547 5171 | 0 | s | L s | I s | O s | P
AERI%L 17 81 7 _ 26 4 4 8 5 4
€O (0.12%) | (0.58%) | (0.15%) (0.26%) | (0.41%) | (0.05%) | (0.09%) | (0.15%) | (1.2%)
HEREIT1998EDT 2 H S EH
2.2 2.3
Fim, =, AEE - i SRIREE

7 REID BV IEH RV 7 BLLE O A AT R 2RI
142 N/10 5 N - 48 (FE#10.014%) FEEE T, 30/48H5 40
A THIET 25605 £, OV 457%
TH, FRREREDOTFHERIISTHRTHL ™. £
7oNRENCIEA 7 {, HARNSE TOH BT HLE1E0.005%
FEEE L STV A2 BrSIditsk, ®E7 Y7 Ol
TIHE AR EN TV f D LaiTai ™, &5V IdbAE
DNE LIV OTRFEREEELEZ 5N TW5, BrS
DERIFEREL T Td D SCNSADEREFEINNZ B 5 FFED
INTOYATINT T NEZFICHFEL, w5 UED
PAE(ERE A LT S TWA I ARG SN TEBN ™, |
BOFERTEZWLOD, BISHT7T V7 AL nEwv) A
FEEAFL D 21 OO LR IN S,

F2BrSIEHEMICEBIET L MO NTBY, K
HBlE % L ELIKOIZETIE, BUIEhoT~88 %
HODEMEINTWDE ™, FE L TRIBEERL
7=bAEOHETIE, FEALEREMETHY, LMHIF5%
2T ERWP BISBEMICSWHEIE LT, BTk
HECIME Tl & KB (o) OFERRL, $1
D ) 9 FDEENTZDIZ, SCN5A 7% & OfnT A RRHE 4
OHMIERIZ L B4 F Y BROFBEZZ TR T VI DD
Fons® 7 BUALVEY (FAMATOY) 1E ks
Ik, IaZe EOFMNAE KERZHEMNSE, #12LE CaEiR
REOHNHEBREHD SEL I EDBMOENTVDEH,
BrS T IA 7 A b A 70 U2 E B <, B
(BMD) MR E ST B ™,

ZERICDOFERE % H§ HIEFNZDOWT, BRROMAIC X
BEZFDELIZ2~55%IZDIZ B DR L PP, bhAtE
OB TIZ 12~ 14%I2E EF 5TV B P50 Z IRk
DIEDZ RO E GO TNELDDL DR L, HHE
DMETIIRHEDAD AR — N PLWnizbeEz SiLh,

24

Fi&

BrSOF%IZEAL T, 2001 4F2 5 B%G S 2 A 57 A
OIFBREFRERENIIEIC L D &, ¥ 1 7 1 Brugada LM %
B D 50E 245 B DOF3948.7 155 HDA X Mk
L, VFEEEBICTHE10.2%, LMEEASITH0.6%, HIE
BEBITHE0.5% TH o727 —J, IEH 1 7 1Brugadals
FEX (¥ 1472, #4737 TIlmmPl E2 mm Ao a
T RRF 7203 NNy 2 BIST 15 2 F 3 2 504 85
Bld 5 A T1HEFRBEOTFHERL, 004NV MEE
FI, VFEEAEBITE10.6%, FHEEEBICTHEL1.2%, EAiE
BEBITHE0% TH o727 (21, E8). HFFsth L= Bhif
X BT, 1 T OERE AT S 46061 CF1
W52 £ 145%, F1£93.9%) OF-H50 325 HD LA X
v N SEAERE, VEBEAERE 8451 2761 (32%), JethiEfE
109 B 8B (7%), MEAEFERE267H14 3410 (1%) THY,
FERFEAEFRIIWIIE TIRIZFSETH 727 (|21, EH9).
CNSDOWIZED D, DAENIBITAHBrS DA X MEA
K, VFEEEBITIIES~10%, FAEEAFICTI4E0.S5~



V. Brugada fEf&E¥ (BrS)

& 21 BrS OEFIN— MARICKDIDA N hRER

A SES
FINGERLYZ hU— RFIEDEREARR EHAERSBRENR
(Probst, et al.) (Takagi, et al. (Kamakura, et al.)
RRE 2010 2013 2009
MR YA 71 5471 T4 71 YA T1
FimE / Rk FehinE / Rk FimEDDH FimE DD FehinE DI
Fi (%) 45 (35~55) 52+ 14 51.4+14.8 51.4+14.8
St (%) 72.4 93.9 95.5 95.5
AR 51 (5%) 38(8.3%) 19 (7.8%) 5(5.9%)
JI—7 VF K RAE(R VF K HRAE(R VF e HRIER VF P i HRIEIR
BRI 62 313 654 84 109 267 45 46 154 11 21 53
AR b
RER 7.7 1.9 0.5 8.4 1.7 0.3 10.2 0.6 0.5 10.6 1.2 0
(%! £E)

A 247 1Brugada D>EXFI

|| JRERE (n=159)

] S tRBE EEE (46 )
2 08
.
,(\\ 0.6 1 VF/ (DRI SABEER B (45 )
S ]
b 04
=) ]
B
£ 02

P<0.0001
OA

L e e e e IS e S LA e s e e

0 10 20 30 40 50 60 70 (A)
EREHAR]

X8 hHHE®D BrS HifmE 245 HlOFiE
(Kamakura S, et al. 2009 *° & V) %)

2%, HEEEEGITIZIE0~05%IEETH Y, MIEmEREITIt
BT HPBIFTHL NSNS, 2O, 20104
W SNTWIHO LY A B —Tdh % FINGERBFED %
HOTHEDIFT—HL TS (VEEEERET. 7% /4E, St
BEAERE1.9% /47, MEREMRE0.5% /4F, F]/21) ™.

3.
BIHESR

BrS Tld, 19984EIZ.[ M NaF ¥ Aot 7= biEfs
T (SCN3A) \ IR DOZERDEE TR, (LfiNaF ¥

B 3EZA 7 1Brugada OEXF]
HEMREE (53 41)

14 |
SorRBT EEE (21 1)
2 08
"
I
4 06
/
E 04 1 VF/ DBZESRFEREEEE (11 /)
o] ]
£ 024
] P=0.009
O -
0 10 20 30 40 50 60 70 (B)
EEHAM
. TRIEIREE (267 )
=
/’% 08 - SeRRBEERE (109 fA1))
06 7 VF B (84 )

HEEET\ oA\
(@}
~

02 9 logrank #&7E P<0.0001

O T T T T T T
0 20 40 60 80 100 120 (A)

BRI

K9 DHHE®DBrS £#E 460 flOFE
(Takagi M, et al. 2013 %7 & )
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BILHEABEIROZRIZET 2014 FF 1>~

AIVOERER T 2 b 72572 8A300FEH T ) i ST
V5. SCN5AIES o L b FERROENAT 75 A T BrS1 D5t
W (mTF T b, ZERMBBFIZHIS~30%TDH 5.
SCN5AVAMZ S 22 DFERBIZFHHE ST 5 (BrS2
~BrS23) 4%, DT & A SN s T R
KHENP), BiSIE[AF v Fr w12 Ez2 50
TERDS, Holk, BEO) A7 @BnTEHPHET5ZL
220 RIE - BAEILATRBIG- LTV B &) i &
NTWBY LA >TBrSIE, 14 Y F ¥ FVEETFOH
—BETERBRE LTETTIIRL, BEROBHiEET &
ORHMOBIZIE 7R, K - AL EOBRRIER -
BREEENA SO RE LA TE S 2 5 0EN D 5.
SCNSAZER X1 ) 7 LIEe v ) TR IS 5L, hFL
B PQHIFE L LWL EMHVEEAE L, NaF v+ Vil
Wi 50> PQHIFE - QRS MR IERIFAS K Z v v )
B 5. Lo L SCNSAZRORBRIIEL, LE
MEFEDORNF ) 7R, MAIR 7% Brugada LEMEH ¢
LIEX ) THHEHET HRRDHMONTNDE Y, RIEICB
VI BGEIRIED ) A 7 F-CIE, SRl & OBEA:, R

DSWDNEZ &S F SELERDPHE ST 5 525820,
L2L, BrSOFHE MK § 5 SCNSAZFAGH DA H

A SCNSA ZZRGMHE(+), BEE(-)A

(%)

100
SOA ‘-H— - -
SCNSA(—)
£ 601 SC/\/5A<+>jJ
i P=0017
=
% 40
20-
O T T T T T 1
0 100 200 300(8)
EREHAR
SEGIER

SCN5A(—) 355 236 108 26 7 0
SCN5A(+) 60 25 6 1 0 0

10 HHED BrS Fin&E 415 HlOF&
(Yamagata K, et al. 2017 * & ) 2¢Z)

PRI ESE 2 B R D% o 72, BrSOE(EFRATIZIZ,
BIEFEBGHUBIORZNTERF v ) 72 AT 52

RS 505, ) A7 EILE ELEIRNERIZIZEA
EROONTI o723 HE BIETIIQTEE
FEMBERE (LQTS) & 1357 - T BrS O & {5 T AT |3 17 i
Mo CH 5. L L20174EICHEER IN2bHEO S ikt
ISR CIE, S0 415 B% 3872 » B & RIRGEEIEE L,
INnFTLidE-RESREINS. O T,
SCNS5AZE Rl ETE (6051) 13 BaPE#E (35561) 12X T,
WALA XY D OFESEFEPABIML, AN Mg
P E ol (P=0.017) (B10-A). £ 7% & AT T3,
SCNSAZEE ONF—FI1.96) & 0VEIE#RA O BEERE (N
F—F16.46) DADMELOFHRIAT-THSHZ LS
WA o727 512, BRI NaF ¥ )V OHL LI
2B DD, FNLFD L DIZIERTFHBATTENEIZ
Ho7: (E10-B). — 7, BERF ¥ AV OD insilicofii&F
& B RS MNTIC L 2 OW5E 51, B N £
A VNAFAET HEFNIRIIBERER T 2 1E ) DOV Ll
HENTVE ™ IS0, BrS B OfnF1E#R
REERIZ 74— RN 7 L, FSERT A 7 Tl & EpALE
BOFEIUE LB EELRWIETH L. Lo L, SCNSAE
BOIRBLO I HIRFESE OB T R 2 WIEIC TS 5

B SCN5A HRDFLIEIRZEE (pore) (51, FEHD
FLAEIEHZ R (non-pore) 31k, ZEEM(—)F
(%)

100
4
i‘—lﬂ'
80 ] I - W 'S_ENf_/f (_)
I—q ! non-pore-SCN5A (+)
— HH— i pb—y —— —+
£ 60 pore-SCN5A (+)
i _
fis P=0.110
=
% 404
P=0.002
204
O T T T T T 1
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V=7 (FEKY 2 27) &b, NaTF v mIVIERESEETS
A T 1RO M E 58D D IIEBEFHOAIENR ) A 7 D3
Z 7%, 20164ED APHRS/EHRA/HRS/SOLAECE &7 4%
HTOHHMESINTBY?, RATAFIA v CHEELFE
BigL L (B12-B). SNOOBKRATRIIZ, AiBo
R OER (5.1) RLEFBRENT CEMIRE (5.7) 2 ZE L
T, NEARY) A7 HRAIZHITT 2 (B12-B).

ERARFRSR

5 - DL DB E
+ VF

- REEARE MR AR

- BAAFEZ 1T 1 Brugada DEX
- B

H
it

- IEREIRR MR

- EPS (2 ZHASNRIBUAT) T VF 555
* RIATEDRIEIE

- SCNSA &2

- Nar 3BTRS 7 |

& Brugada b &KX

< BEBDLEE (log scale)

11 BrSE&EDYRAIERIE

v




V. Brugada fEf&E¥ (BrS)

S LT IUE R S v, 2, FIRIZ OO
6. Rirg &S~z ey,
51.\ s NaF v RVERTEE (F= D Ul —HDbn% k) &
RISV A i S, RNEIRFEE BT A T REE
WLz, AmERe RE Tz 5.
< SBEEOSKIEILRT 2.
6.1 B L MES RN e
BRE&EOFER RSBEBIEIC BT, 5B L A
[ERSINEES
UTo L) % HEAFOERELSL, BEBLOKEICT

A BAEIEM
| 247 1Brugada DER (BAKEHDL N Na F+ 2 LEMEFFH) |

VE A h—Ls IDBME L DEEE REERRER PS4 JREABAD
FrESAAR M O ZE B P o e

R PR

(V2R lla, fRERERA)

‘ EPS (2 EHRAVRIHLLT) ’
IEMHER . =2 (ZA )

T VF FH
+ —

ESTEAEHR
(V5 Z lla)

* REEARIRPESAR | IEREEARIR M SARIC
N, B - FEEICSL. JREE
EHESCENEL, Bim - RM - -
ﬁﬁa’gxl\bx I EBLEDFRE

29V (452 llk), YOREI—I ('757\||b),w R RO A S ="

NTUDI (9ZRb), 7IL—av (95 lb) Qﬁ&f@%ﬁ%@“@m‘”—”&

248 v aTL /=L ’

ICD
(U= lla)

ICD
(UZAN

SERIDEES)

B EIEMRM
[ 247 1Brugada DER (BAKLEHDL N Na F+ 2 LEMEFFH) |

%ﬁﬂ%’&

( E#%ES17 1Bugada DBH ) [Na %«vi)bﬁ%ﬁ%ﬁ%&j

24 1 Brugada 0 :&8BX

(FFtp - MR - RIEE - SCNSA ZR -

‘ BRSSO OBRREZZ R ’
QRS BRI « J 7z E)

(EPS (2 EHEBSFIBLLT) T VF 5% )

- :+ +

(mEnmess ) (=~ ) (1o@wsziw ) ( EEs@eEsR )

12 BrS ZEDU R IBEBRNLICESAEO7O—Fv—h
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BIEEABIROBFICHET 274 NI 4 >

6.2

EWia

BrS DZERIE T BA M T 70 109 B S A A R Bl B 7
(ICD) T 5. HEWIERIZICDICHE L TAEETH Y,
ELANLVDOIE Ty AL WEZ R (FR24). L2LICD
HFISFIZBWTICDHIAAN TELZWEEEDLH Y, VFF
B D728 OFYIERED VBN e B, $72, ICDHEAALD
SRR ECIEEI B XS X BT ETH S (B
12-A).

BrSIZBIT 5 VFEEDOKRFED12E LT, HELIME
ML CO—#EMES A & KETR (o) OB L2 ST L4
BIM) b)) — GE2HY Y M) =) BEPEZLNL
TWh, Lo /UL OMER T & L T NafEiit, Ca®EiLd
WA ATPIE M KF ¥ 3 0V OIEVEAL, Ik, Ixe® P,
RIS AR B DT E BTSN T D, L7zh> T
VEFBiO7-003YE#E LCiE, Lt oMERT 28
Hl 23MER EE 2 SN D (R25).

6.2.1
VF X b—LHE5DE

BrSIZBW T VF A b—2AD5A L72HE, Cafbinz il

s, F 70BN P Lo % 0505 2 B, 4
VTATL =T H D RBSEIIY. bHERS
OFETIE, AV 7uFL /= VEMAREI~2ug%s K-35
A5 L2 D015 pg/min FHELTE, £ 72120.003~0.006
pg/kg/minFEBe HHESHE R TH % 378,379)

6.2.2
VF DFBha%E

VERAEZFHTAEWYE L T4 DT VA
B LI, Tox IHITL2HEBEMEETHF =V 0T
5B ZOMIZEARY AT 5 —+¥ (PDE) L%
(2 & DA cAMP DA /- L C CaBi A s ¥ 5%
SO AL =)V (R HAL), Na TR OB E Lo
IR RAEE T LT D0 S STV b,

a. ¥=Iv

Wk 2 6 O TIE, BIET B 07291213 600~ 900
mg/ ARSI N TV 575, baSETOlE 55513 300
~600mg/HTH 2™,

b. >ORX&Y—)b (fREz#EHAL)

PDE LI OHESET, CaTEitZ IS8, F7-04a%0
ICEY L&A &8, B81EX FRiT 5. 200 mg/ HO#
BRI TE B L ST b ™,

K24 BrSICxY 2 VF BEFHDOICODEYEBEOHREEIET VAN

VF A h—=LICHT DAV TOT L./ —)LUEEE
(RERERASN) [CLD2MHERE

SAEID VF BIEICHTDF I VAR

ICD EILAEBI T H DM, HEAHETHDWIE
EZPCBIFDFZI VAR

SAED VF BIECH T DINTUIILH VI
YORZY—=)L (REEERS) DARR

#RE | IEFYZ
952 2]V}
lla C
lla C
b C
b C

& 25 BrS [CHI2EWLE

EMOHE MR RS B5E
V707U /=) s Ca™ 't 0.15 ug /minEfzlE
(RIBEFSN) BB DA £ B, | BIES | 0 003~0.006 1g/kg/min
B, la BB lo } PORR 300~ 600 mg/ B
SOZ5Y—I e .
(RN PDE Il pEE fHIBANCAMP t (L&D Ca™ 1 AR 200 mg/H
RIUII VEEAREIRE | Naot, I 4 PR 100~200 mg/B
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c. NJUIJJIL

CafEfiETH A7, Lo ELHEDOK F v 2V 2 Hill 3
A F NaF XA Va7 7L F¥Fal—vardsb2E
XD NaBEIASHIML, SAEDSFH S5 ™. 8% 200
mg/ HOPFG-THRTH L0, SCNSAER %K 5B
TIZ100 mg/ HO# G5 THLHMEDIELH L™, T2
OAZ )=V EDBHFER CTH o7 OELH 5™,

FoMh, vya— P UUESIF 830
BENTHo72ETLMEDVDHLH, Wb boTh
BHICORMETHY, o7y ALk

6.3
WS

6.3.1
tE;iA% BUERiEENEE (ICD)

BrS BHEDZIRIETF AR TH 5 2 L A5 S 7z
—DHEBFIIICDAAAR TH L P (FR26). 51 710
BN Z TS IR ERAEE S 5\ S VE OB Z A5 26
X ICDAEAARD 7 T ATDHIETH A (E12). ICD DL
2B 5-9 2 ZDMOFH TR TFIZOWT, BEFTICE
¥ EF RGO R ST E 72 20054FE0 HRS/EHRA A7)
LTI, BRSSA S A 7 LOERICHRMEEARIE 7 T A1
DOICD#EILE ENTW7A . 200840 ACC/AHA/HRS
DUETINA ZATRICET B4 K54 Tl Kol
HEEATHHNEZ T A HaD @IS & o727, 20134£ D

V. Brugada fEf®E% (BrS)

HRS/EHRA/APHRS & i AT — A Y MIBWTH, HIR
A5 A T VLB TAEREEA S DL ML 7 F
ZMa®DICDH#EE ENTWDEY, KITAFIFA 12BNV T
X, A4 7 LLDEMTAEIRESE I (RIEEEZPES 2
D%, IERBER AR 2 FR b v)
HDHVIHBE OFH IR Z2 4G9 560k, 77 AMad
ICD# G & L7z, Z 41t 20164F @ APHRS/EHRA/HRS/
SOLAECE A&k L Mk DIEHETH 5 7Y

20134E D HRS/EHRA/APHRS & [f] A7 — b A > M IZH
W, BIEREEDO Y A T 1LERTH-TH, LET U
75 MBC VEDSSER SN 2E12E, 7 5 ATbDICD
WG & ENTWY, RAARIA 0Tl 74 7 1LEX
THENHOIAM Z L) B, £ L THREAESY A 7 1.0
BN THEREETH-TH, BRI REZOMOERKRHTH
(s, MR, KiREZ L), CERAT A (QRSBNE, Tk
% &), SCNSABLTEREFETA 56123, LETOS
T LHIEIC X B VEBZSERBR OB R E I CHM+ 52 &
EL7z DETUT T AREO 7T N a— )Lkl
BT R OBEA S DS, KA KI5 4> Tid2i
WAVHI E Tl X B VEF SRRk e L L7270,
747 1VLERTIRRAHO M Z L) A28V THESE
RERGETHIUE Y T A Mad ICD S, MEAEENEH RIS
A5 A4 T1VLERTERETREZOMOB A EFT L4,
FRAEDBEETHIUEZ T AU D ICD#EIGTH L. =
NFTORFEEDHA KT A BT BrSIZh§ 52250%
W—KTFB D720 DICD AR DB, 71 7 1.LEX
WMz <, OEMoOBEE, QFEVPIRIERE, GOVFHEED

& 26 BrSICHTDRAFEFRDICHD ICD DERETET VALY

; o Minds Minds
Ja |zemn| g |zema
AV vkl

AT 1 DEXICINA CTOME EEREES W E VF BIEZE T HIEA IVa
4T 1 DEXTAERRMERESD D WVIEREOERIRTRZH T DI lla C IVa
471 DEREFERRNBEOER@HNGD D, 2 EBENFRUTOTOT S LADERBT VF I C IV
DFEF SN DAL @ é
BAEESYATILERTHREBRETCH > TCH, ZEIXRETZOMODEBRME (F
s, MR REELE), TOMOOBENERRR (QRSER. JIKIEE), HDWVIEF b C Vv
SCNSA BILFERZAL, 2 ERARBUTOTOTS ADERH T VFDRFERIND
EB
12 h B EDREGHEAF CTERVVES! C Vi
BHESELE TRERICERUTEADEEREPHAONESNIEVES C Q2 Vi
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BIRHEABEIROZHRIZET 2014 FF A >~

I, 2B AW LA I ATak LTHEY,
ZNHOIEHRNTOEEEIIHETH 72, Fhe
BLERITARTA L TlE, ORM>@FRME>QFEED
NECY A7 2 BEML72. ZORLSEICE L CTESHbiE
AEDSUEETH .

% itk AL AFZE CICD % fifi 2 sA A 72 BrS il (HEMENE,
HESEMEIEE &) OMUIEBNIAER 2.6% TH o 7-DIZRF L,
A YIEE) % & £ ICD B A IHE D IS 2L R 8.9% 12
DRATN? EHIZ10EMOAHEYEB) & 1) — FAE
DFEFIZZNZNIT%E 29% TH o723, BrSEH
ORGP FHAEDOHE IRV ERETHLILEE LD
&, HEOICD B A PHES A DO HEM: D ATHIZHE LT
Bdhsb VA EBHILL, FIE R MEIRSEEL A L S
WHEMEDE AR > TICDHHAADSEIR SN HRET
»5 (A1, 12).

2 THE A AR BB 23 (S-ICD) 130 — R R % fi
HALZzw/w, )= FEESIHED L WY AT A THY,
BrS COSHAAREE Y. Lo L, TEA—1—t >
VYOS S, £z, AF, R BEET7OY 2
EBNCBNTORAY D 5.

VI. FE

1

1BEEm

I AR ET A1) — ML ALBND L
BHELTHLS2SHMONTEBY, T4 (QRSA S STIZE
L) LA ELT, LEBRTQRS FITHOAT -3 %
WIE /v FRBOLEDEERINTVD, RIS
% RO DIEBI T LEMB) (VF) 2 7296155 5 2 Lty
AHPBEHESINTEY, bAED ST Aizawa 5238 T

& 27 BrSIcx9 2 VFBREFHOLODAT—FTIVF T
L—2aViaBOHREIET Y AUNIY

4 e Minds Minds
;i’i IE,ZEZ #E | IEFYR
JL—R pak:]
EYEAED
VF 2 b — LV Ilb C C1 Vv
Bl
ICD @EYEEN 7=
$EE(CERD D IE Ilb C C1 Vv
Bl
6.3.2
HF—=FIWV7PITL—23y

2011 4F- Nademanee 5 1%, LEREEMN L5 REM T 2
I A AERME OIS T ST 7L —ary
7%, Brugada/-LEXEIEZ IE#HLL, RO AREIREE TS
EVFEEZIHIL) 228 LY, ok od
TTV=varOMREBERT LTI PIESIN, £
|2 Na T AOVIERTEEIC X DR OERS, B
RIARLT 7= a v 3 5 HEOME SN TG >,
RS TIE, 3YIREIME VE A b — 2 5E6 R ICD A E]#E 8]
EBIBIAS 2 5 AT DG E 72 5 Th A = (R27).

i MRIENREF (ERS)

5 L2 2008 4F |2 Haissaguerre 512 & > C VE %
PO B F S BIER 25 F & 51, Brugada i 5 #f
(BrS), QTMLEJEM:RE (LQTS), QT Aifihe Bl & By 7z
FERETEVED 20668105 5, 31% T FEEF 713 BERFE LS
0.1 mVELED T EAEFED L (ERHTIES%) 2 Lh%H
HIN, WO T REYIFE SRR (early repolarization
syndrome: ERS) | &\ ) B &SRB S N7z, 2Dk,
BRI SO BIS 1ML T 8V ™ 05, [[—
DOEFEHOBISOFEATEI LWLV ZEHEE SN
TWens, i, FEWamR s H BN Z & T,
B AT EREEE T ST A2 BrS ZFriFiE, VFD



BN — R 5 EFRIZERS & BrS Tl & B 5D Tl
BOHPEVIHIEP L H Y, BrS & ERSORHEIZDOWTIE
E YNk EvE 2NN

COLEM EORIESMEIE, AR L) 1l ANCEE
OONDL T EDNLNLEKTH DD, Rossobld, 0.1mV
DEDIEEANEZLTH), SHITLER Vi~ Ve
TOZEALTZ WML, TREFED 21, aViih
BTOIEEFIERTRETHL EMELTWDLY,
TETIZ0.1 mV O i FA 2B 2 555D LIS 26 %
BHESHE LA ENL VDS, mIICE->TIZ02mV
ELTwEb0bH 5. FBIFSBD /N5 — 2 3 KF
% (horizontal)/ T [&%! (descending) Db DA FHRAR &
TLHELDHY, JEOKE ST TR STHFORLE
BCHhDHI DR IS,

JEEBDHEHEE LT, BEAERIZAE L 2 Osborn
WHEZLTHA. ZDO0sborniklE, BrSDOBGE LIARIZ, &
IS & o THE U7 O E R OIS B FE AL O ZEALIC & > CRERH
ENTWDEP) Gussak H1F, Kare T ¥ R IVEAIIEE L Cath
P R 59 5 &, LHMETEEIEI O F— 20545
(loss of dome) L, -LEM EBrSO ST EANFREFTE S
W, TNV yOBOEETE, LHMEGEEMO T
T MM EN DDA TH L7280, ST EAITEETI
WOREEH L ZE@MELTWDE. 2oL LT,
ERS TlEBrSZ B WMV EDOBA A B D RO T, AN
MIEED L VO TEZVLEHENLTWS F7-
Boineau 513, 7V F ¥ THHERE O — A% O Fg e <
WHEALTWAZ &L, —Ho.L Tl RN B8
DHET T H7280, M B BIEEDSE 2 5 2 & D3RR
TRZVWHEHEBELTWE Y 2o k) IZREFHSm (O
W) ORI DWW TIPS, FaBHOVT o
TOHHEDPTHEETH L LD HME SN TV 5.

XF T 0EE, L AIRIMMOE R (R A
PR R 2E9) o 2k B S O VE 384 & BRI F 5 (0
W) DEHEL TWB P2 %, BrSIcBIT 4 FBEFED
B A BN EAREBI AT\ 2030230 2 L 70 Bty
s, RINESE k) ORNEZEIIMEE TH L L E
bitsd. VEBNIH$ 5 Rk FHi & L CHEA A BRI Bh 27
DG E 72 B, —RFH & L TOBSREIZOWVTIE,
ECEHBEE b o TRIIE R ) 25 TE 2 HEN
HnwZ & BRAEHFIEEOAREI I THLI L
RENS, BIZTHEOLSBROWIEI NS, Bl
THEEIROIEBNCE L T, B A7) —=2 7 TR
iz R0 LCHIRMICVFERET 5 A 2713
EDLOTHENPD Z L ZATEIC, BRICHIDHERETHD,

VI. RHABORERE (ERS)

o

B¥

2.1

AfRE

HAEO R F MO EFROFLUE & 72 5722008 40 Hais-
saguerre B O™ LLFEIZ BT 5 M F 4 # o0 A r 73R
1, BN T3~ 2496 730040 BB M VEBICIE 23
~449% 70T d ) | R NS GRS VE BT
(R28). T/, ZAERM, TAV— T 7)) ARKEN,
OYEEEGHEET V7 NTEHN D),

2.2

=

B NICBT 2 R ES IR EICE <, RS R
RO LHD60~T70%EBETH L. FEIEMEVEHIZBL
5 R D IS S W EM DS 575, R AT LI
Tl (R28). W12 ERSEE T FBHED 50~ 60%T
H5b.

2.3

i

BHIFBIIEEPROBMEIZL - L4 HOON, Z
DHHIEIIN 2 F THAT BRI T2 2 L%
HBENTWEM 72 ERSIZBIT S VFRZERIED S HE
33050 b4, Bk veEy (FANATOY)
EOREATRIZS NG,

2.4

SRhkEE

I8RO BRI 2 W EIZOWT, Heko—fk A2
B AMETCIR, BRI % 720 A B0 etk B v
TR R0 5 HRIT11.6% Fv X222 L5
<M WO EH BRI T 520 B E A ITRADS
RIS HEETH) AZIE, ) ThRWIESICHNEE
W20 (Fy X12.54), & RS 1R % 72
DDLYENEE v A3 84 B L SN T L. F7,
ERSEFH BT 5 F T BMOREEIZOWTIL, 17141
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FEEUAEIROZHFIE T 2044 K74~

&R 28 EEALERMY VFHICSITZRHEBEHEINY—VDEMRE

2 S ik
RHIFSRE] 26| RHIE SR 26 RHEIE S 1RHE]

BEA 21 412 232

TOET 16 124 403
630 10,864 422 5,693 208 5,171 404, 409

46 1,395 44 798 2 597 410

811 6,213 439 3,035 372 3,178 411

423 9,444 321 7,131 102 2,313 412

1,866 15,141 1,420 6,707 446 8,434 413

1,429 5,976 815 2,612 614 3,364 414

i 5,242 49,569 3,461 25,976 1,130 19,693
BRIRE 10.6 % 13.3 % 57 %

SEFNE VF B 64 206 46 122 18 84 232

TOET 19 45 415

9 39 7 22 2 12 416

10 23 8 16 2 5 417

7 22 6 17 1 5 418

40 104 419

84 363 32 155 52 208 420

13 56 421

v 246 858 99 332 75 314
BEXR 28.7 % 29.8 % 23.9 %

ARZDAZ ) — = 712 T33~ 61 %\ R HAH 1 % 300,
— AN LD b EERICHEII R E RO L 2 LA ST
W5, EEEREICOW I G AR R AR ST
WBD, AR ZROFIMEIIINTNL BIETREZ DT
WV b ASETOME TIE, ERSHEH D) H2ER5E
DREREZ AT HHIIHR10% E HE SN TWBE P, #(iz
TR ELOBEHIZOWTIE, Hko—FAIZBITE7 /4
7 A FEIEFENT O A 5 BN DSHRE ST 225, BRI
e B 5 H Bl A T RE EFEE ST en ™ 7
T REI B 5 Z2RIED KRR X VE D a0 1
DL LY, BIEFEEOGEHRET L L TOERIZO
WIS EROWME AR5,

25

Fig

BENIBIT2RHHSHETFHOBEIZONT,
Tikkanen 5137 1 ' F ¥ FO—#&xH 44 10,864 5] (CFI54%
Wi 447%) % P30 R EBIEE L, T REREE I I 1%
RO DLHITILA N MEBL W ExifE LT D (]
R A2130.1 mVELET1.28, 0.2mVELET298). L
L, T 2BEOALF BRI IREE DS U 2 DI R 5160
RIZEL THLTH DI LITEEDLET, ZOZELT

bIT=T 4 2T v FTIRRIMIME EEIZ X AR EN
728, Tikkanen 53R MFETEOBEOBIEHEAEENRAST &1
ABNZBOWTHEERT VO TIZ R WA EHEERL TV )
Z D% RIS ERIET, A N ME, AREPRIE,
REOFE OBEPIRE SN TS (FT'29). HOEDRS
I& Haruta 545,976 BIOEEZ O LB Z AT L, FHFS
W% 520 AP CAREDIEN L N2 & (NF—F1.83), &
VT BEFSE & MBESE B O 5 1 T 454 % 528 5 Bl
(NF—=F182.50) %2, /v FRERS—RIOW T O JHk%
RO LB (N —F162.09) TRIEDIES S\ & 2k
LTz F/o BIEGmRICH ST OIEEAK
SERL TR (TR 225 100 msee LAAAT0.1 mV LT 0
ST L&) oFIDIEH 23, E5EL (ascending) (JIEAEKD S
100 msec A2 0.1 mV UL LD ST EFH & 2 Wi F5E 12
0.1mVELEDST 1&) OBl L) b FHARTHD I LN
s 21, Tikkanen 513 FEE o R EEEE NOBENIZB W
T, TEEFE|Z02mV U EORIE R E R0, 2ok
SR R ERLO ST AE % 5260 4 B CAEENRIE DA R ) 2 &
314 HEHELTWDL™, 72 45BI0%EME VE
FEGI % x5 & L 72 eI BRI ZECH, VEEEAEBICl3 4
8% GBSO D KFR TR ST HE % 726 % B2
AEIZL W (Fy A13.8) DM SN TS,



VI. RHABORERE (ERS)

®29 BEATORHBENME (JKEE) CFRORE

JiES EMOBEREET Fi& VR Sk
ey A 0.85 414
24" DA X NBE 0.75 414
TEDI 1.83 414
TEFEDREBN® DAY NBE 1.28 409
TEFLDREENE DAY NFE 3.15 411
04 mVELE TESKUAIEEFED R B DR AEDIE 2.50 414
' AS—RBRO/ wFRD IR REDIE 2.09 414
KPR/ TEEEIST TERSE 1.43 404
SN, 35~545% DAY NBE 2.65 411
B, 35~54% NEEEBDFHIENE DAY NFE 13.3 411
goqid ZRIRTE 2.54 413
BHA eIt 2.03 413
0.2 mVELE TEFEDRIEIE DAY 3R 2.98 409
: TEFEDRAEIBS KOKFEL/ FEEIST REEARIE 3.14 404
#& 30 ERS OEHEEIEF, &H, 17 VF v
3. 2
EET g 7 xw
SEB f=— b S E3 ¥ RIb
BIoNES
KCNJ8 Kir6d | leas jgg' jgf’
KF vl ‘
— ABCC9 SUR2A | liarp 429
ERSOEHED12& LT, LAMRE L LHEO BEEEDOE KCND2 Kva2 |1y 432
EI:A'A- N > 233) o /“A—I«“ P
}E@Eﬂ‘@,ﬁﬁ %x%ﬂ?w% FDI-0, Lamﬁbaja CACNAIC | Caviz | I, 431
FAZBIES B A T > F X FIVORFEPERS FEL S EE 2 CaF v®JL | CACNB2b | Cavb2b | I, 431
SN, INLEDAF Y F X RNEI— T HBIETFERD CACNA2DT | Cava2d | o, 431
WMBEPED SN TEZ, INTTICHE SN/ ERSDJERK NaF+=JU | SCN5A Nav1.5 | I 430

BinT, I—FENIEABLIOA T Fr ANV 2R301Z
%j_4277434).

3.1
Kare F ¥ RIVBHEBIGF

ERSZBHH# L THRMICHEG SN2 8ET1E, Kare T v 4
NVOWREFZD 1D TH 5 Kir6.l #2— K95 KCNJS T
BB VFEBEDRL, EWRIEERET S 4R
KCNJS-SARLZEEPFEE STz, TOHOFE ULEDS
ERS & B L UBrS BE CllsE &7z, IEH 2 Kare T v
AOVIAIREIC ATPASFAE L TV A A IZIERIgE L T»
D5, O Kare F v AV TIREEEE O ATP OEFET
THHROL, SMMEOKERIPEL LI ENHLNIZSN
f: 428).

C DR BAO T A A X KBRS TEOIEK & 2
51, Kare F ¥ RNV DHH 1 DOREEESE, SUR2EZa—F
9% ABCCY9 b ERSOJER & % 2 Hit7z. 150610 ERS &
HBLOBrSEE IR L TITh Iz ABCCI D T-f#AT

TlZ, 4DDERENPERS BEIZFE SN2, ZOLEREK
FISUR2 Z &t Kare F ¥ F VT, ATP~NDBZEAMET
L., BERINNE KEBRIE LTV

EZABNPFDHE, BANZFEE SN/ KCNJS-S422L 12,
Ty Al F—VRATYNTOX ) TH4%IZ EHZ LD
s, F72, ERSEFICFAESN/ZABCCID 2D
DRI, T DOIR— MRETH1.6% D ANSF v 1) 7T
otz fEEND IR — MR HETIZON, KCNISB &
N ABCCY X ERSDE R BT & L TIBEMIC % ->TE
TW5b,

3.2

NaF v RILB KU CaF v RIb
BhEEET

i NaFv f V% 22— N9 5 SCN541%, LQTS, BrS
RAMEAT I LB G EREE (PCCD) O JF RIS T & LT
ST 5. ERS THEIRTFHTAMTHN, TNETIZS
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BIEEABIROBFICHET 274 NI 4 >

DOBIZTERDFEENTWL PP Z 5% % Na
F v 3OV OREFEIRAT TIZ, W3 b A X O Na B HE A5
BLTW7z F v AOVEERER TR OZEIZ BrS R PCCD T
DIRE SN TEY, ERSUMDEE L ORBTID#E N,
TR L O RT X 5 )UVIERT OB 2> 513 F 72
STV,

LB OTEBENEAMICE S ¢4 LAICaT v Vi, 3005
ZFIZEoTa—FENBA4OOEATHER SN, RI1ZY
BrS CZEIHIE SN TWD. ERSTH INS 3 DDl(E
T I NTCUEEDFEINTLPY, BT v 2V OR
REFATIZER SN CTB ST, BHIFS A £ U 2557130
LIS N T,

3.3
—iBESHmE K F v RIVEHEEITTF

JEOBRE LT, —@ME & KF v 2 VEGR (o) O
HINASE 2 SN D720, TOKF ¥ RV L 728 ET
IXERSOERE L CTHRESHEDO SILTE /2 20144E, 77
U HFRDERSEEICZDOK T ¥ ANV D a7 1=y N TH
% Kv42 % 32— R4 5% KCND2 DZEE (D612N) A5 5E &
N7 BREEFANT Tl Lo OBIINASERO S, ERSDJRA
EEZONT 1272, 770 BRI N5,148 61009 B 2 6

#& 31 BrS & ERS DL, HER

7%, 2@ KCND2-DOR2NZEFEDANTUFX )T ThhL
Exome Aggregation Consortium (ExXAC) @ 75— % ~X— A
THESINTBY), E—DKCND2ZESTERSHEL TV
LOWE) I, GROMEDGFINDLEIHTHA.

3.4
7/ L7 REGEER (GWAS)

GWAS |3 BB E T & ot Rl & ot T2 % ik
52 LICEoT, HELEET 2R FRFET A% T
5. BB BEESHER S TEBY >, Bl
FOMIZBEE L 72 GWAS b 47b /2P0 L LB ST
WIHEREZM - B TERESN TV,
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BIEREROFT EH

ERSIEREMDRIENRE SN TVWELL0D, VEE/AE
U Ao B CRlE SN L FHRBAFLERLTWEHD
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RSB AN TORIRELEL, SESELEER
SRS L TWEEEZHNL.
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BB 18] &b
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FZIVAR #HERD O MREHBO
NTU IR MRHO MERD O
AVJOFU ./ —)UEsT MREHO MRHO
YORYY—)LNAR BIES18) HREH O
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HEERTTEIC L DDBERNZELDER &Hb &Ho
HEER
59 5EE AERBE rEE TAEE
FEDHDLENFE Vi~ Vs I aVe, Ve~V | avy
MEFEHLERTUA MRT VY v)L7ZZERHDEIE L) ‘W
AF D& R =0 EL/ BN
NaF + R JVIEHIEEIC KD DERZL JEDES JEDRES

(Antzelevitch C, et al. 2016 29 & W &%)
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HEDLNWEEINDDS, BEICBSERINT L, VFIsAE
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%40 F LB OABERIIENE SNBY, DHED
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HEMOERE DRV VER W LIZS M VTIES]
IZBWT, RFELLERO TEEFED 25FELL 1T 72134
BESFE D 2558 DL, R LIZZFOWEIZ0.1 mVELED
BB R0 54 IZERS £ s (R332, @

VI. RHABORERE (ERS)

13)2% R ASEH & 2> Tld 2 DI BEA 0 70 v LI Ui 2
PRIEHN CRIIF B2 RO L5 SN D 575, &
Wiz d 72> TR OR G- CTADPADKRIHNIEE TH
5. BIES I EE AN D 5~ 20%FEEE IZ5R0 50T
RTH), ZOHFHEDAEL->TERSEZHENLDIFT
3772, BT H 2o TUIEEDILETH S,

2008 4-D ERS DA DHE DS, FB2I1I/R L7z AKHEDS
s T&7". 201340 HRS/EHRA/APHRS 471/ A
T—=hAY I THZOREEAITRENTBY Y, RITA KT
A2 THINE 7z

20164 ® HRS/EHRA/APHRS 77 > 7 7L ¥ A L F—}
T W ke & U CRERIER, (OEBRIETHR, Rk
LEEFZHNS 5 LA a7 (FR33) HIRB SN/,

#& 33 ERS ZHiDfcH D LEiER 7

I BRERIR
A. RERBEDOLOELE, VFEWLWLIFZRIEVT 3
B. FEIRDREE U TREDN S K 2
C. RETERDK&M 1
Il. 12558I0BRIKIE

A. TEEFEBD 2B EF T (FAEEFBD 2558 L,
BWULIEZOmEIC0.2 mVEL EDORHABH @7z 2
&, STEDHKFEFEVUIFTERDES

B. TEEFALED25FBL EF(FAIEFED 2FEL L,
BVLIEZOmEICOA mVIEORBBAOEBODZE | 1.5
Lz d%5E

C. PEFLED 2FEL EFfFAIEFED 2F G L,
FVLIEZOMmE(IC0.1 mVIL EDOREBDE7ZSS 1

% 32 FRHIBES1ES KU ERS OZHESE RS
EHARDEOZR . DENE=S—
12FFE0EBNICHEVT, TEFED2FEL FRTCFRAIEFED R on T &5 2 EAEERD R VD ERISNGE 2
2F B, FWLIEFZOEEIC0.1 mVILEDIm ERZ/#D, o
2S—RIF(E ./ v FROREEHE 5 — ERHDHE IV. SRIEFE
SHIBEH IR (ERS) DY A. ERS DRIEE 2
B. IABEDRHBIEBZEE T S 1 HEDREN 2 HIL 5
LU DERICREBFO R & — =R D BE T
FENDEBZHDIEVVEEATEWL USSR VT ER C. IABFRDREESBES T D 1 BEDREN 1 4 1
[RERDHE S D TIFIEUVDFEFREREAITEL U (S DS TEAE A D. 45mARMDRERRADRAIED 1 BELVUIEF2H | 5
(Priori SG, et al. 2013 ¥ B E(T{ER) FORIE
V. BTk
oy FE 25—8 ERSDEREED 3O BCTFER 0.5
ERS MDaZH
5mLLE  probable/definite ERS
3mH'5 4.5 possible ERS
= -di i
. % 3K non-diagnostic

®13 FHARDEORER

"EBHTFOU-CEHBEZGBEIBEFD>EbRMOEVERS
BUL%.
(Antzelevitch C, et al. 2016 2¥ & W %)
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B LEPIORIEREEZE T HDIE10%BIEETH 55
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FHADP02mV KM THEIEREL B L WESNIL RiEA T 7
WD EERNOBWELIE L i S W, SHROM
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4.3
ERIEZHh

DX D E A HIFFERLER R Na T v 4L T3 B ek
ERDSBrS L ORI AHH TH 5 2440 72, R
S TLENEIRE X720 ) 5 S TS TROERER, K

PRI, ERRELRH & o AR, @w SHRORT G
b (R34, F7o, SR VE S BICIEERR OB
BRI ~ETH2
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BfEalER

N FE TIZERSOZWNICA AL A iBidHmE s T
Wy, BrS OB A H 7 NaF v 4 VIE TS 1L, F10
AR SELZ EMENTVnE P,
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U 2 ¥

VE OEEERFIB & OV IR S OBFAERIDALC, HIH
A RSN BT BERIEDOTFNE E b THREETH
5. LA ) —= v S TR SR E RO L LT,
TR VF & FAET A fEREE & D TR,

5.1
EXEEFNRE (EPS)

Mi—D 5B %47 - 72 Mahida 5?12, b2E%E &
LD DD VFIZ L B OME IR DS % ERS B35 81 4
CPaEE367%, BYE60H]) (2K L EPS % HiifT L 7o R %
WELTWD, VERFEZRE SN0 81681 1851 (22%)
123X, PBITHEMO7+0—T v 7T, VEFHEED
33% (18#6IH1 661), VFIEFEIEHED33% (63 %1 2141) 12
VEFZEDTFEO LI, WHMEIZEN -7 (B14). 7B,
COWMEIEVFEEAERIZ T RICLAZDOTHY, MEAEREH
ERGEE L TR VEIEENLETH 5.

5.2

IFRERNIRE

R2FFELENICBWT, OMUBEDLHZFEZIIBIT5
TR bR, @02mVEiB2 5 IH LR, @STHS KT
B L TTRE, QHNES), HEZHOKE % I,
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BN U728 25, ERSHECIIAMIZ LPATE =R
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& 34 ERS DOERIZHT

BrS
REIRF A EDAE
I OVESR

IDERR

IR

DEES

EEIE
BRFEER

IDRER
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95 .............
£ w0 EPS 51
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20 -
0 T T T T T T T
0 3 6 9 12 15 18 21 (&)

BRI

14 ERSICHBITD EPS @ VF FERMEE VF BHE
(Mahida S, etal. 2015 %7 & ¥)
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5.3
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VFEDOBEED S 5 ERS BE T, LMoL E A 561
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LEFEED D HEMOBEAL, VFOTFHERTIZEDZ 5D
b L, F72, DEZEREDOFIRE D HFE % 720 5
BEEPVLOLENTH D, REAREN: L B 5240
R L BN RRIEDORIEE 2 H T A P08 HIL, A
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Wb,

6.

S
/A

VF BRI B X OUME LR H S OFFAEBNIZIZICD A3
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BVFZAET A0, YGRS VEII RS, VFOE
RET72 2 M) —LEIMGE BRI L T —T VT
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6.1
EWak

42, +24).

VI. RHABORERE (ERS)

b o L DHEMLEYTH L™, ZOHOHIREL LT
FFE =V OEMETENTY. ICDOFEIGDH Y 2 H55
FHIA BN F AT SN WEIANO R F B B CORL T
bEESNDDS, BEHWLRARMEIAHTHS. HARANIC
EF =D VL BELR TR SR REIER S »
ZELHENTWE, FAKRI I AT I —LIIHESED S
UAY =)V OFEMELHE SN TBY, WhHEEELT
TaB230 g 2 7 )L RTY) D IIVOBEHEDE R E D
WiEbH 2™

6.2
IFEYISE

ERS 263 2 22RIETF I 7280 D ICD D)t * #3512
F 7o L0EM TR B E R T E @(nﬁ?‘aﬁ%ﬁﬂ&
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MIR L7z FREGEEOWE, VEORBEAER &M 5
OFFEFNIICD D7 5 ATIDOMIGTH 5. Fefetk O SEIRYE
DEREROBEEDH 555 ICDO 7 7 ATOH#IRE L
72 (B15-A). ICD D7 J A MO IR (2 H W73 L
V. 20164E 0 HRS/EHRA/APHRS 1 » 77 L v A L F—
PV CIRICD D27 5 ATa Ds#EISIE 2\, 7 5 A 1Tb DJHE)E
ELT, R, R KERIERITIRDSH D), ouRE R
FAEVE OB ERICORIEREEH L, IO AR
ERAONDEEEHIT L™ ZZTRITAFIA4 T
ai, HREREEOS A, AEIRIZE D &2 5N DML

, R ERRERIBRI O WS DB Y, o
Wﬁiﬁ@«aﬁ&mxfﬁ%%% %ICDO)77XHb0)ﬁ
Ine L7z (B15-A). SEEEOWE, &) A7 LERBT

BrSICH &) = WL — MM IZ ERSICH HERTH 5 (p. (BB X OHIEEFE D J ‘J—‘TJ:}F 02mV%EiBz %I
AV 7a7 L/ —)VEEEEZA =208 R, STEGAKFRIS L IETFHAL, HNZBBLOH
#& 35 ERS [CXT2RATETFEHDIZHD ICD DHEEEIET VALY
= Minds
HESE IETVR TEFY2

I952A Za17

DR IEBREESH DS VF BT ZHB I S AEA

O OREFEFOEEATEREE G I DIEG|
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*REIRER MRS | IEREIRR MR SICLENT, B -
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FMEETIE, HUERFHEETIES A T 1OST LA (&4
7'2% 72134 1 7°3 ® Brugada-LEX, EALNKB XU Na
F X POVEREE AR L IEY A 7°1) BTRAE) A7 FloE
FEIZTOHE LNz, 72 ICD Oms OHI M EERE L
A, ARV —T L a—F =12k b 71+u—7 7
PHEADS Lz,

ERSICH§ A7 F7—T VT 7 L—rarix, VEOIREHE
&7 B LEIAME (M) = PVC) 2B 5 Fiihi—
iy Cd 5. Haissaguerre 5 221%, PUAREENRSEAT VF FigE
(IR T - 7RG ERNICRT L CEPS BL O 7—T VT
T L= ary T, 86T 26 # T O B ARIUHE 58 A2 T A
YV TUEETH o7 L) CLEREDT16 #HT, TV
F 2 THRIFEAT10 #T). 8B 65 TILF T 418 A5 T BE

FEOMIABDO LN, WTHFEORIES TEETH o7z 7
D O 2B TR AY MO IR #FHICRRO S,
AL DR S BT I b7z o7z, 2O MY A —PVC
I LA T—T VT 7= arilioT, 5BITIX
FTRCOSMHEOHINEI L7245, R0 O 3B TIEA
I o728 LT A, BrS Tl 22 g O B
ICRRO LN L LERE L) QBN REEMEENE LT
TL—=a PR ENDODOH LY, ERSIZBWT L3
7 7VL—2ayPERTH L Retkn% 5. Nakagawa
SUNE, THIBEAELC ) EF %80 5 VE#RAEBI O E
IR 582 & e S MBE A MR, 2 5Lk L, BH S 212 QRS
WL DL BENLBUAREH SN EEZHREL TS, F
T PEESEC T ERE DA VF A M—LJERNIZB VT,
FER LW T RIS AND T 7L —2 3 Y IZX > T VFDA
BHFTIEEABWE L L ME SN, 5%, 7
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Jl
1]

NI

1

BEsm

NT AT I VFHERL ML E A (catecholaminergic
polymorphic ventricular tachycardia: CPVT) (& L8 19 F
NLAHNRCTH ) ™, EE), 7373052128
DHIEHEZ SN A ORI O Ca™ MEN 1 B
% (DAD) 2SREIRDFEEIZ G- LT 5.

LIl Na 7 2OV OTEMHALICAE ) B i, L
B CaF v A UAEMAL S, THUT LD Ca® DFLAD
)T YR RyR2) 2RSS 52 81280, #i/h
fafk® RyR2 75 K& D Ca™ SHIILE NI S b
(calcium induced calcium release: CICR). = @ Ca** A%/
DT 2 F >, IF T IKET A LI LD L
Nl A3 4. D2 # 2 C, MREN TR IZRo7
Ca’" & sarcoplasmic reticulum Ca** ATPase (SERCA) %

VI A7 IS VFERSHMDERE (CPVT)

VEAHD

k TRE-I 2

(CPVT)

\\\

AR D forward mode |2 X Y, MR/ HEE S5,

HBERH T 3T I G ERTH L, LI B ZE K
MPEMEAL SN B Z LX), FBEND cAMP2S EA-L,
I 7ur A r*F—¥A (PKA) i LT2I L1k
D, RyR2X° LT CaF ¥ A V%) Y MRiLL, CICR % JtHE
L0, LHONGEIIEIT 5.

AN AS Ca? W2 72 5 &, Na/Casdii & d forward
mode 25 HEAL &, — NN BT Ts) 12X % DAD
BT LT AR AT 5.

CPVTDJEK (FR36) Thok b £\ Did, RyR2 D
(GRS HCH L. RyR2 DWREAR 4L, zipping ik
BB AL o> 28 BHHY - store overload-induced Ca®* release
(SOICR) DBMEALT * " FK-506 4428 (FKBP12.6)
DFEETBALOZERIZ X 5 FKBP12.6 Dz ) 72 &35 K &
EZH5NTW5,

2OHIIZHIVE Y T AN VEE (CASQ2) b 4.
CASQ2 1E RyR2 Dfffi/MufRN ORESE TR I 4G &35 2 &
12X D RyR2 2 252 LT B1EHM®H B, CASQ2 IZZHAHS

L CTHE, S/ERAICEY AE s & & H12, Na/Ca #2Z % & RyR2 &L OFEEIZHEASEZ YD, RyR2 DZ5EAL
#x36 CPVT QmEHY
CPVT Bh&ERER
CPVT1 CPVT2 CPVT3 CPVT4 CPVT5
ATS LQT4
glE (%) 50~ 60 1 <A <A <A <1 <1
BRI AD AR AR AD SMEB AD AD
FRERFER (%) 10 7 22,18, 4 4 2,26 14,9,17 ?
HE (M:F) 1:1 1:1 1:1 1:1 M=3 F>M? ?
REBEEFEE 1943 1p13.1 4p13.1 14g32.11 6022.31 17024.3 4025-26
FREEF RYR2 CASQ2 TECRL CALM1 TRDN KCNJ2 ANK2
=] u;g{;“y Ijj;\lﬁfy TECRL HIVEY2UY NI Kir21a 7+ B
ZRIRFEFELEE (%) ~10 ~42 ~57 ~18 ~25 ? ?

AD: BREKEINET. AR BREFEMER

RYR2: UF¥./I2, CASQ2: BILEU IR KU2 TECRL: trans-2,3-enoyl-CoA reductase like protein, CALM1: AJLEYaU A1,

TRDON: hUFPI>, KONJ2: KF v ZIVRNBEERY T T 7 U—IXVI\—2, ANK2: 7VFU22

(Sumitomo N. 2016 “® #&Z | {ER)
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Ca’ WS HE SN, Fi/ MR O Ca® ANl 7 5 2 &
IZED RyR22HD Ca’ TRth AR5 Ld, HFEn 1o
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AIRRIZZ AL > TV ARETE 20w wb
NTVLEHY BoX ) L2AREIEDPoTW R,
CPVTOLHHLEXITIER TH Y, LB R,
MRI, CT7% & THHENREITRDO SN LWz, Eif
AR E WA LN TH 5.

FAEAEMIZ 10K AT EATD oL %L, £ IT40 LT
T % W49 5 DT CORIE, TEETORED ED
HTENTH 5.

PEEI TV & SN TN LA HA090 3w D EHT
D 6T%E L\, FHWED OB KT 5 &,
R S TADOBED NS DBEIE L ) T s
ENTWB MY,

DOEOEF T EIIED CPVT THRIEISIED 6%12
RO HLNIZNS, 9ARITIALFIE T H o7, —T, BMASEIE
Bt 4 B SAETH - 7.

FAIFEL, L OHETI0EEFED60% L HVTH
5 UL, EEIREEEOMEC L) T HRAE
SNTNW5,

3.
BICHRESR

CPVTIZE D S 5 Z L TRA OS2 S5 Tn»
72% 2001 RIS D FINEIE T L LT 7/ Y v 23k
(RyR2) DT RYR2 23[R E SV CLARE, BIfEEL TIZH
*Eiﬂ@ﬁﬁ{i%ﬁ’m%é hTV‘% 78,445, 446, 453, 455, 456, 462—464)
("36). CPVTHEE D 60~70%I2B VT, ZNHDEK
HEETIIEREDREESND,

RYR21%, 60~65%DEETERENFEE SN, CPVTT
Do L HBROFEERNEHVERMB(ZT TH S, RYR2IE

HROARIAEELEET DAY, CASQ2%° TRDN I gufn
RBEEEE T 235 2P0 Lo L, EiakimtEz
272 CASQ2 DIEFI DG STV 549

RyR2 (X CASQ2, TRDX V¥ v 7 F L bIcHEK
2L T, DA OF/NUERIIEBIL T b, RyR2
A/ NAR D S ML~ Ca® it 2405 CT\w 5. RYR2,
CASQ2 72\ > LIZ TRDN DZE 573 CPVT % F8iE & £ B 7
1, RyR2 OFERESLE 1 L0 Fi/ etk & 05 7 Ca> ik
WA E2TIETHLPND 2 MRIEENTnD Y
OO, HWEFTIZY v v 7 F v OERIIFE STV,
KCNJ2, ANK2, CALM % QT £ i 5 B (LQTS) @
FERBEFE L TOHSNTWES, INSDBEEFDOLER
1%, LQTS & CPVT M DS IR IR Z B b DREFIC 5
WTHE SN TV A2, QTHIFEANIEHR TCPVTDAZ &
FTHIEBNC BN TOEREPFEE SN TN A,
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CPVTIEBIZ BT 2 EE LR AFERITIATH Y, 07,
BB D D VIZEEA ML AP THAT 2, 1w
DIANI20m T T (FIZT~125%) ISFAET B LD E0.
WFFEIRDMEIE OB G D H 1), FLAEZEIRICTE G R
FEPE L EMBE) (VE) ORI CPVT S & E v B 454
Sumitomo 5 D#THIZ LIUE, CPVT & B S i/z29 600,
R TR SN2 D236 (79%), L5 1k 25 261 (7%)
Thotl™,

4.2
IDEREEZHR

LR 12 GBI TE, #920%DHER] TR ATE
OENYT . —EOREFITHS 2 Uihos5n 54, U
WALEB A AR DRI HI T 5 2 LA
D, EENEAMEIC Vi~ Vs B CTHET 228055 (E
16) 7). LB R A S fE M 7 & O _EEAERAT 16
~26%DIFEBITERD SNL . LI CTIE B 72 e IR A
BN DENC LSRRI 52 B 5 Y7,

CPVTIZ BT B LS ARELRI LA AR BRI - R %
Lo THB T 5, MBIFICIEEFIC LD LD 120~



VIl. A5 3

SZUEHRZMMOEERE (CPVT)

AL DEXR=YVIRIDDEN. NSEURNERHS5ND.
B DENR—Y VT (160/min) #DIDEBR. UKZ VYTV AD Ve~ VasFBTERHSND (KEHD).

16 CPVT EFITRDSND URTILY TV

(Aizawa Y, et al. 2006 7" & V)

130/min % #8 Z. % & BIEPEO.LE AN (PVC) A5H.h
THHT L L1220, IO AL EBIZ4EIR, 3K
MR, 2BIRASHIS 4. PVCOWTT— MM 7 1y
7+ T HEh (47%) A VIZHER 7Ty 7 + E )7 (29%)
ERTEOME L H LY, THUIRSTEDLOTER R
LDEMEEYRY ([B@17). SOES* 65 & PVCIE
ZRE Y, IEREIELIEE VT SHBLT 5. EEhx
1EL72356, HBLL 2R OMFICAEIRIZE R T4 (K
18). EEjx ikt L7z G, SIEVT, ZHE VT 25
HL, b THOVT/VEDFHRESNS L LMET Sk
T (B/19*). I VTIZ 1433 & 12 QRS #5180
FEE L, VTETEHOEZN2IZ—Z20HiiTh b,
CPVTIZHF M L SN DA, ZOHMBEIIE T, BiE
B CTIE PVCDHIED 2 WIE 2B RO AFED HIND Z LD
5472).

4.3

BifarEiaR

TEEYEMTABIL CPVT OB L ONHERIRHIEIZD -
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