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Atrioventricular Block—Induced Torsades de Pointes with Clinical
and Molecular Backgrounds Similar to Congenital Long QT Syndrome
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Atrioventricular Block-Induced Zorsades de Pointes with Clinical and
Molecular Backgrounds Similar to Congenital Long QT Syndrome
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QT EREEEIX, MPEIBEFICLV LER L QT MELEE 2R LETM L=
(Torsades de Pointes ; TAPYE DEFEAITNEARE 5| & #E Z 37 ReEM b D, JERM QT MEEERE
BETILHA A FINVORGFEEOESEELNTH B, —FHF THREME QT ERERE
BLED Y U AMAE, FH, BIR, EROERICX-T QT EEE3 XEZTHELIETHM,
T DOBEBFOHERIZFHA LM TR, A O®E T QT>600ms # R RADFELEEE 7 1
v 7 (C-AVBYBE TIiL 29 Bl 5 Bl B FRELZROL L OBRENH D, LALARAKLE
WTAVB DG QT ER % & /- LTt BEHOBEFEVE RO BEREITHA M ST
720N,

Z ZCABZEO BEE, BARARAIBWT, BE AVBIZLY QT R, TdP 25| &
LI=BEHOBRFHER. BRER, £ERF Yy RINOEBEREBZNEE - VIab—va v
TOFENEMDOEERALPICTDHZ L TH D,
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RMBITWEERKRFE, RBRFE, ROELERSER ¥ —ICERETREIRER 2 5
rﬁﬁ%ﬁﬁ%&ﬁéhtﬁw¢Eﬂ@mmw%%#&QT@ENMP&%Lt&AWM?
FOBRKB, DIHA AV F ¥ FNVBEFHEITOKR. BEF v XNVOEREEFRRM - o
VEa—F—T R a b—¥ g S COEEEMFGRRERIAPDIC DWW THRE L,

DFA A F v FVEETF & LT KCNQL, KCNH2, SCN5A., KCNEI1, KCNE2 DOEEF
BEOFEEZRE L,

BERAEHFHRIL, SEMRE SN ICBETFERIIODWTERZHEAIAA TS DNA Wi 2 /ESL
L PCR{ETHINGE., VE$LIE CHO FMLITE AL 48-72 BEE] C whole cell patch clamp 5% FAVT
37°CFC EPC-8 patch clamp amplifier (HEKA, Lambrecht, Germany) ZfEM L. &&E % H
E Lz, :
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HRBEIL M4BT, €D HLEMET 13 FITH o, RERTHER 5721 5. 2 FiC QT

FE RSB ERRICDRIERE 23RO 7, AVB B33 HR44 = 11bpm, QTc561+76ms.
JE AVB FF (7 | CREH) HR64 =27bpm, QTc495+42cms, (HR ; P<0.05) &, 3E AVB HF T QT BE[Y
DIERZBDIZ, BERZEFITERNROE— R A —F — (P F 71388 IR LB M85
(ICD) DIEDIAHRBHEIT STV, 3 HlIZ TdP « DEME) (VF) OBRE RO, BHREIT
DFFEEIE, wenckebach B2 v 7 D#RFR, pacing failure, pacing rate & 0 EVB D
HIE, Thol,

BERFRE T 14 617F 4 41@8. 60 IZLE T U U AF ¥ FVEEREFORE 2B,
ZDNIRIL, KCNQL:1 fil G272V, KCNH2:3 fl D111V;A490T;P846T T, & T3k Pore HEIKD
missense B ThH o7z,

EEF v FNVOBEKIEBRFZIMTTIE, CHO MR, BFAERR DNA 2RI/ &, TR
K cDNA BB IR b &, ZUTHAKRL LRGP ARA IR L EOER LB LE,
SEO4ODEREFEETE, BOBAINVAEZEZTELNEERILERBROBRE T,
dominant-negative ZIRZH T AERMHEZ R LTz, THREREREEEHOBEES T
FILERXREREBLZSERITZE2TEL, EXME QT EEEFEHIZRHSNAE{LTH
Do FETREMEECHBEEOBEROKRINTH, BEFIIBFEKREAERZRBERLE,

A a—F—YIal— g TO APD ORETIX. EELH T HR60bpm) . BT
(HR100bpm) , #RART (HR30bpm) & 3 SeFD.LHAEEKE L TR/ & Z 5, KCNQL:G272V DE
BT 3 R G2 TTEHARI M (EAD) 2SHE., KCNH2 O 3 BRAETITER « i T THA
PR & HhBR U C APD FER L, #RARF Cid EAD AAHER L7z, EAD i TdP - VF ZDOEIEERENRE
BlERITHRMEOHIFRFEEH TH Y, KONH2 OZEBEIIHRIRT CEEMEAEIREZFRE L
G EBNTRBRENT,
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AFRIZBNT, FE AVB DR’ 5 QT 2R « TdP %7~ L7z ASERIT 28.6% &5 T
BEERD, TNOEREOBRAEBRENFGET., £XM QT EREEHOERMEFIELIL
7o, BRWERMBIZR Uiz, Ex ORAEFOIEAVB D QT MEHIER L TWH I &
Mo, EREKCHRA LERICEE AVB I L ARAIRBS[ &I Y, TdP REILE 7w &EX
biIvb, SEIIBGEFEEZRD LML 10 5y, RERBHOELGFEESES L
TWAREEELEETE RV,
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BERET vy b TP 220 LAEBRE O ERERBOBEO—IFIX
loss—of—function BDLFHA A2 F ¥ FNVEERETREZE L. SERIRFEOBIEHERE
RO HIRICEES LTWA Z EBATFRENT,
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QT MERIEMERE (LQTS) 13, RM L BEREITHITEN D, F£RKME LQTS TIELFHA v F v X
NDOBEFEBROBEENRELMNENR, BRME LQTS 137 OBREFAEEIZH LN T2V, Bt
T QT600ms Z TR THRADTEEZET 2 v 7 ((-AVB) BEINBEFERLZROILORERDH
%o, LoxUHAANTAVB REEM LTS B OBEFRE EIIH LT ER TV,

ARFEDOBIOE, BARARACE T, SEAVBIZ LY QT ER. 20288 (TdP) %3]
I L BEROBEENYE,. BEE. TRF ¥ FLOTEAEBPFREME - 32 L—
a  TOIFENVEMOFEEH 675%:5"5 ETHB,

FOHE, DLTOAZHLMC L,

1. AVB BEZEME TdP SEFID 28. 6% 4 -5 LOTS BEEETERERDT,

2. CHO #EfR% RV B R F ¥V OBSRRARAT T, 3T nild 42 domlnant—negatlve ShREH+
5 loss of function {ZfHE 3T AERTHT,

3. BEEfET R REEZ BV P a— 2 —3i a2l —ar Tk, BRF 53 CIERV BT R R
(APD) DIER %789 | #RIRFFIC R EIL I 548 (EAD) DR ZFRD -,

4. AVB FFEME TdP FEFIIT—IBIZ 1ATS BIERBEFEREH L. HERIRRFOZILAIREIRO HER
IZBELTWBIEMSRENT, |

AFRICTIL, BE AVB BE® LTS IEFNZ DWW TH LWEIRE B X 20 THY, HKHABREL T
MANFCEELLRBEZIT, FE (BES) OFMRIUE T 0LFBH LN,
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