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Gender difference in the long QT syndrome and the Brugada syndrome
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ORFEESHHEOESICL Y, —BOBESEEEARBIRERFUH( 7 > F v 3 VEEPHEREERD
HEEHICERT ZBETFOTRICL - TRETHIEPHBEL, “T4>F v 3UE CVIBREHFEENL,
bHo b bBETBHENSVERYE QT EEERFE T 9 DOBEFEIRESNTHY, BETREREY
OEEFEMICKR S N, BEFES/FBEEOBECEEELIIETINTWVS. £k, —RESE(SNP) &
ENBRFLEOBHET & L TORIRETEREICOVTHRESNA TV S,

Doy, | mEFER, —EESE, (FVF v IR, AT
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SR QT MEESEEHE (long QT syndrome : LQTS)
ZIELDETE0L O DEFHEAEIREETIE
RIGEREE2ED, Ao 0BENERRNEEY
22 EREL PO RBENT 7, 1990 FERERF
D5 D FRIEFIIRAEORERN ZESICLD,
SEIEUEZ RO 2L OBOLERBIREERE TD
BhA A v F v 2OVESEECHIRIEER B SR B R
TRABETOEEPREIN, 1A Fr RN
B OEWIMENEEINTERL(FERT). botd
REMLEBIZERELQTS THH, INETIC
DA A v F v 2 VERICEET 2 EROIERE
EFBEEIN TR, £, EXpL2ERE
T2 HEME LQTS O—HD5ZTH, R LQTS
DFEKBETF FOERPWESIN TS, ZDIE
7>, Brugada FEMREE, HMEFT MR LIREE K (progres-
sive cardiac conduction defect : PCCD, Lenegre
5), TSRS, REEEE7 Y
7, hFa—IL7 2 vBRZESLEET (cate-
cholaminergic polymorphic ventricular tachycardia -
CPVT), EREENRMEA B OME, RIGELEME,
QT EiiEfiEn ECHBEETFEAREINT
W5,

—%, BEFEREOELICLEMTF /L LI

#7300 77 fil @ — 3 H: %l (single nucleotide poly-
morphism : SNP) BEHET B EENTW3E, 2D
L, 73/ BOENEMHES (non-synonymous) SNP
12 24~40 D % & I, w4 F— T LIIVEER
1%L Fob D REEDER TSR EEREI NS,

—HOBIET LA IZERBORRK L 72 285 TER
DIEMIETF & LCER LD, ZREMEERE
IRIE CREZIROFIE L T ) IS5 T 2 H[EHED
WESINTOVE, ISICRETE, A 4vFr2
WVBEFOBIFRE T TR, BEHEBOER
TEEBPEEBETSHLIMEINT S,

: FEXREQTEREIRS

JRE LQTS BB T2 » L b#EATY
LZEERT, QT B DOERIZH > T torsade de
pointes (TdP) ZSHHEA L, Ko LEMEN (VF)ICH
FLESAICIIZEARTEDEEA L 2 %Y, Romano-
Ward JEMRERETIZBAAE E TIC 9 DOBEBFESH
HENTED, BETBHERIL0~T0%TDH 5.
Tabb, Fkik LQTS LEKZHS D »-BE
H B WVIFFIERER B OB L CBREFFE
ENBo, LKHEEDS W LQTL, LQTZ,
LQT3 B4 TR TE & REE (BREE) ©

.
EXOHH Vol 217 No. 6 2006.5.6 | 631
i



BB E N T v b, TNk DEET
BIR R 2 LDEREE (T HE), TdPULEHER)
DFEHE, BARGE, B, BEFEOBE VR &I
Shéieh, BEFEICE L BEDEIREE
T TICAREE B> T BY,

72, FIEADERRIVRET £ LQTS €7 v
Ik aHED S, BETFHFENAFTERE
L BEYRE, R— A X — 5 — A A S
B LD EYIRBELERBINOOH S, T 51T,
LQT1 & LQT2 22w T FHHABEFTH 3
KCNQ1, KCNH2 LDZERFEMDE NI X 5 B
B QT HoEVw b |EINTE LY, HEET
Bzt 5T, SRIEBETER O BEESHE
PHRBEOHREL RBIN TS,

v BERUEQTERERS

B LQTS FLHHHD QT WA ESEH»
BRETH 208, VIAERELR SOEY, KK I
7 EOERERE, #IRe EOFERIMb o 7
BRICZRIVICERAZ QTIEEZ &7 L, TdP #%
FET 3. BRIELQTS 22040 L B hHEZE
Higa b eEZL 5N TN, —HoBEE
LQTS ##% iz LQTL, LQT2, LQT3 D EEEE
FLOBEBHFEINTWEY(EE1), BEFEE
MEESNHE, TERO QT BISIF
DEFRETH 2 DILHEETERDA T v F v 2L
BEHEEVNBRED -, KTER(B L IOEEER
K& (Ig) DIEE DB WS « I LEBER @
» HEHK L EoEBERFSMb o 2B, EUd
THRIETLLDEEZIBNT VS,

% BrugadaiEl&Es

VI~V2(V3) HHLER D coved B ST L5 &
VF % F# L § 5 Brugada JEMERETIZ, 1998 £
LR NaTF vy 2o Ty bR a— R
% SCNSA DEBDBFEIN TV Y (R 1), 20
%, SCN5A LA U 3 $ef{iIZ#EH 3 % Brugada
REBREINTD, OEFREREEFRREE
NTELT, SCNSA DfE—DRKEERTTH 5.
L2 L, SCNSA ODEEMEEE N5 DL, Bru-
gada BBED 18~30% TH 2 2 L5, EETRE
LEERIRRE L OBSES IR I N T w B L i
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WAEWY L AEREGDIE, SCNSA DR
23 LQT3 B KM LQTS B, #Bih1 23847
TEOIE(ZE 48 (PCCD, Lenegre %), SEME
BEN SRR, BE 7oy 7BEO—HTLRAE
SNBHIETHD, 57, INOEBOEBTR S
HELTLD SCNSA BR A — " —F v FERE
Ll tHEINTVS,

wmit, 77 v AD Probst 51t 16 &% 78 D
SCN5A FtED Brugada BEICE VT, HARE
coved B! ST EF X 28 H(36%)IC L o 72
Polilb b6 T, flohoLEREREESL
59 W (76%) ICEED 7 LHEL TW AT, ZofE
I% Brugada JEf## & PCCD DIz, RYlc4—
N—F vy TIEBEREVFEET 20 89 IR 21
i 2b0THh, ML NatF v 2 LEETFD
SCNSA IZZEEZ=EBTAMERIIAD L6 $TiH
DEHAZ2 E&Hh L OMEEERE L 5N 5Y,

ETEDREERE
(PCCD, Lenegref®)

AT DIBREERIE (PCCD) X, MEe &bz
His-Purkinje JlIE{ZE R % & O 7T EOBERE
ExEBT25RETHD, BEEERLER, BE
AT, M, B8 XU Purkinje SHHEIC R R0, LB
X ETix PilE PQIKME, M7y 7%
QRS BfHDIERE #5849 5, 1999 ££1Z Schott 5 I
kY, 77 AANDPCCDHRFTNa F v 21D
BREERIBEMED SCNSA DA T 54 v IRy
HUOTHEINZY (1), NatF v 2 LEEE
3t A -Purkinje FIBEEZ P LERHICHE F

L, $LEHCEEREICRET 254103

BREA SRR, OEEL, BE7n vy 7 O
zBIb0EELONSD,

- NFO— VTS VREES DS
(CPVT)

AT aA—=N7 I VIEZES A LESEN (CPVT)
BNRHIOZEARADFEHE LTEETHS. &b
SHEE R & ORI EIRRIC, R
AR OEMBC S LEENSHEL, 28
FEO QT BHEE2ET52LhL 0T &h
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LXK QT EEERE
Romano-Ward fE{EE

LQT1 11{11p15.5) KCNQI Tks
LQT2 7(7q35-36) KCNH2 Ik,
LQT3 3(3p21-24) SCN5A Ly
LQT4 4(4425-27) Ankyrin~B Na-K ATPase, Ly—cs
1LQTs 21(21q22.1-q22.2) KCNEI Ike
LQT6 21(21922.1-¢22.2) KCNEZ Ik
LQT7 17(17423) KCNj2 I
LQTS 12(12p13.3) CACNAIC .
LQT9 3p25 CAV3{caveolin-3) Ta
Jervell & Lange~Nielsen &R
JLNL 11(11p15.5) KCNQI (homozygous) Iy,
JLN2 21(2122.1-q22.2)  KCNEI (homozygous) I,
B QT EEERE
11(11p15.5) KCNQI Ixe
7(7g35-36) KCNHZ2 Txe
3(3p21-24) SCN5A I
Brugada fEEH
3(3p21-24) SCN5A e
BT OREERE
3(3p21-24) SCN5A i
RIEEFIRETRSERE, FEL, REEEE OV
3(3p21-24) SCN5A Lv,
HFA-IT I BESESEEOCERR
CPVT1 1(1q42-43) RyR2 RyR2
CPVT2 1(1p11-13.3) CASQ2 Calsequestrin
BETREREREOHIE
ARVC1 14(14q23-24) TGF-5-3 TGF-58-3
ARVC2 1(1q42-43) RyR2 RyR2
ARVCS 6(6p24) Dsp Desmoplakin
ARVCO 12(12q11) JuP Plakoglobin-2
Naxos disease 17(17q21) JupP Plakoglobin
REHEOEHED
11(11p15.5) KCNQI L.
QT SRR
SQT1 7(7435-36) KCNH2 Ik,
SQT2 11(11p15.5) KCNQ1 Ixe
5QT3 17(17¢23) KCNJ2 La
, R LQTS & L T2 ns54 S Iy HBIEFTH B RyR2 2R EA A v F v R IVERHE

yw.mWTf@%mﬂ%$w®07/9/§@
HBEEFTHDE RYR2 &, IV IJIZAM) V2
BIET Kmmm®f§#ﬁi§afw%mW§
1), TNSDERIC X D .LAIEN C AR %
kL,EE%M%@@%%tLT@%%%#%E
TBHEEZEZLNTVS,

7 ETEIREEE0EE
FE T 2 REEEFIE,

VT YRR

BT AL DOTIE AR,
WWEIZTV AR VDS,
DEEAERE

#HBCMAoN5,

o R LS

FIEE L
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BB, AFF v RNIRD

XTENTH 3 D5,
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BEIN TV BP (5 1), S140G 13 kD IEMEAL

DBORS U)W TI2EETHD, NI
X o TLEBE D IGEIE M R (APD) ARG HE
DEMEL, AR DL T RS EEZSNTY
3.

v QTSRS

QT HEAEMREFE(SQTS) i: QT BHMMEIE QT
(QTc) K¥fHT 320 ms Kl & 2O THWERT,
APD 2 GERGY & BRIRICE WEA E ORITTAE L
2 APD D62 ZIc kD) VF 2 EIET 3 LEZ
LT3, 5L, LQT1, LQT2, LQT7 ®EHA
MIETTH B KCNQI, KCNH2, KCNJ2 DEEDS
FAESNTOERE (R, wInd KTF v %
WERPHEETIEETHD, APD ® QT MM
75,

o BEFSHEOEEH

SEET SRR LQTS 7% & O B—REHT
Z£ k%% B (monogenic arrhythmia syndrome) ®J& A
BEFEICHBENZCEOONE I EH 5, EE
TR EE AR BB D B i A F (modifier) & L TO%E
PRBINTVS, HRME LQTS TIEARTE2EE
BE, TR0 EEBETFEEZL> TIPSR
2T LQTS LB X Nt L EED 10~20%E
ERETHLEINT VS, —7, FRHiLEE,
Tt EOEIREREL THRRINZ Z L%,
HIEFD»Z ., I OR—RFZNTOERFEED
EOPATELEEICIE, Eh, EH, REBHEER
SRR OBER T2 LI X 2B A<, BE
FLHPEE T 2 UENEZ 6N E, EETS
BBMEMRAT & L CRREETFEROEREZ )
T3 EDIMEMGL D0 H S, Baroudi 5 if, Bru-
gada FEMRBEEE TRUNICHE I N7/ SCN5A @ 2
Al AEERTH D TI620M 75, BT Na*
FrANT - MEBOBEDRELZET20ART
H 5%, SCNsA DBIETF4EITH % R1232W &4t
RESE 5 EBMEFENTERE N Na“F + 2
IVEE P BE X kv trafficking BE DS
HBLT 52 E2BEL T3,

—F, BIETFLRDEMT, —REEAEEZS
NAHEMICE W THEAEIRY: CREIRD FIE L
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PIXICHET 2 2 EOMEEIN T3, Splawski
S, T7UART A HAD 6.8%IZFD 5 SCNEA
D% S1103Y HSEEFE D late Na "B O 85 % R
L, BMCHERIEERME LQTS OFEICEERT 51
BEERHE L T B, 7 Kubota 512, HEAAD
11%2 LQT1 OFEFEEFTH 5 KCNQI LIz 3
A v A%TI(G643S) Z D, T D G643S (3HERE
M LR (R0 30%) D Iy % 42 L2
BELTWRY FBHSPAAENDOLHEED S
LQTS & LTY 7 — bk L7 G643S H# 15 il
3 H1(20%) IZ TR EIRELRIRE HA & T 25K
TELQTS £ LTHIEL THE Y, G643S Bl x|
FHREREOBERELQTS DY A7 Lk h 3 2H
BEMEASH BV,

S1103Y % G643S 7 ¥ DEME T 4B, 2n?
NTZI7VHZRTAIVAART Y7 NHERNS O

FOVBETF D SCN5A OWEEFERIZ, HAAZE
DT TNCFREMICED S 6 DEHT 3 SNP
NTurIAL T VEEELEY. L7 25 —¥iE
FHOZZONT R Y A4 TOBEFRER LA
FaTF 62% AP LT, Zonyay 4 7izE
BAD 2%, FEEAK, ~FulEsko
M, @ AN TR B OEETH 3 PQ
FifE QRS R ERICER L TE Y, Brugada
EEBPHAZED 7Y THIBICZ W L &
DANEZER, HDH0EZOMOERERE B L
7o REEARER B DA BRI 1 BE 5 B4 2 Tl g
HEPRBEN T B,
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E2 CERDRATR

A FF v RIVEE ENER
—QTEEEIEE & BrugadalE{REE Z i C—

EIK peass

E= =l

1990 2B 12D 5 DA T BIZFITTROERIZ X 0, —EOFFCHEREEREIREB LA+ ¥ 7 v
AV R EE ORI ICERT ABEFOER I > THRETAIEPHHAL, (14 rFr 2
AFEIE VI BEAE TN, FORENEETH BHAEREQTEREMEF TIE I TIC 10 DEETE D
FlEsh Ty, BETIEED 50~70% L&V, 2070, BICEEOZWLQTL LQTZ, LQTS3
R EETIE, BETEEEEMN (BRFE OENFEIIICHRET S, BEFERVBEOERPER
FEIBTRENT VS, —F, RRBQTEEEREUNOBEESEIRKEETIEX, EETEHELK
. BIEFZHIERZFIRMAEZE L TWS & wnasiav, UL L, BrugadafEER TiE, Na*F v
FNBETDSCNSANERENFEENTHEY, TRITLBNa*F ¥ A VEFED, KRB TH L
LEREERLERSICED L S ICEET L0, BIERTHLNE 2o Twh. T7RE, SCN5A
FOEEEBICAARA (TYTAN) IBEMNCROLIEETESE (h7Tusy (7)) PFREESR, Bru-
gadafEEHOANEEZICHEET LI ELHESIN TS, (HA%EE 95 : 2321~2329, 2006)
Key words : BIZFEE, BETESHE, 44 rF v, RARK

a— F358EFLOERFKRLY LHESR,
L ®IC IRIZEVAF U Fr A NVEBEEEL &L,
BIEHEAERZ BE L CULEERIBDOER & 2
v b FoaraYay FHT2003EITHKTL, BT EDS, [4FF % RNIRIE D BED
RBRAMF I LEBRELT, £ ORFREAIL EIhnTE ().
BWTHF )/ LEHRVFERIEHESh>2H 5. 4 F v F v A NVRORERBIZTERELQTS
BEARBOMTIE, 1990 FRBE, L, &R ThbHA, BHZEE2ERETHHRE (ZK
FIERICET B REEREROBEMRE ) LQTSO—HOBEETD, TRELQTSOR
MRBWICHESA, FHLVWEAZAZ TS, & RBZTF LOEEIPIMES N TS, 01,
KYEQTIEEEMAEME (LQTS) I LdETH Brugadafi &8, #ITH-OBIRE/RIE (Lenegre
L OPDEFUERERFERTIIFREREEE W), RREIRERSEGRR, WEL, RkE
D, MoPOBIZHERVPEEST H I EA5ES BEI7Oy Yy, hFas I rEREEHSTEELE
PERBENTV. IR OB EEEEER B BABREAZE.0HE. FKIEEOEME,
BREET, OHOEHEMERRT LS4 ¥ QTEMERE, 2 L CHEEBETFEE M BEZIN
Fx 30, HIREEEH, »5VEEELARER Tw3. BLEETFEHAEATY B ERE
LQTSTIiZ, ZN T T OHA 4 ¥ F v R IVIRE

LaT bi-5  BUERSEL Y 7 — OELENE WCEET A EHEOBEREBEFAREENTED,

(157) BAKRISSMHE 2058 £112 - BR18E118108
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K. (FUFvRIVROBERBIEFEA TV F v RIVEEE

A7 BIETRE REBGT AFF v R
EXM QT iEEERS
Romano-Ward fE{EEs
LQTT 11 (11p1565) KCNGT Iks
LQT2 7 (7035 ~ 36) KCNHZ lr
LAT3 3 (Bp21 ~24) SCNEA [ns
LQT4 4 (4025 ~27) Ankyrin-B Na-K ATPase, Inaca
LATS 21 (21g22.1 ~ag22.2) KCNET lks
LQTB 21 (21ge2.1 ~ge2.2) KCNEZ lkr
LQT7 17 (17g23) KCNJZ fk1
LAT8 12 (12p13.3) CACNAIC lcaL
LAQTS 3 (3p25) - CAV3 Ina
LATIO 11 (11023.3) SCN4B Ina
Jervell&Lange-Niel-
sen fE{EEE
JLNT 11 (11p15.5) KCNG@ 1 (homozygous) ks
JLN2 21 (21g22.1 ~q22.2) KCNET (homozygous) Iks
BRI QT EREEE 11 (11p16.5) KCNG@1 ks
7 (7035 ~ 36) KCNHZ lr
3 (Bp21 ~24) SCNEA INa
Brugada fE{ES: 3 (3Bp21 ~24) SCNBA INa
ETHOETEE 3 (3p21 ~24) SCNBA Ina
RIRMHRER AR 3 (8p21 ~24) SCNEA Ina
B, el REEEE
J0Ovo
NFIASZVEDHES
D= ER
CPVT] 1 (1g42 ~43) RyRZ2 RyR2
cPVT2 T (Ip11~13.3) CASQZ2 Calseguestrin
EREREEE D
ARVC] 14 (14923 ~ 24) TGFB-3 TGFB-3
ARVC?Z 1 (1gd42 ~43) RyR2 RyR2
ARVCS B8 (Bp24) 0spP Desmoplakin
ARVCS 12 (12a11) JUP Plakoglobin-2
Naxos disease 17 (17021) JUP Plakoglobin
FKEEEDEMRED 11 (11p15.5) KCNQ@ 1 Iks
QT SipiEEE
SQT1 7 (7035 ~ 36) KCNHZ Ik
SQT2 11 (11p15.5) KCNG@ 1 Iks
SQT3 17 (17023) KONJZ2 lki

BAARPSER 8058 B115 - FR18F11810H

(158)



BlEFE L EHAOBE (Genotype-phenotype
correlation) ASFERILIEET S 4L, BIRTFREENIZL -
TELNEEFIERICEDVIHEREREIETRE
AT TIZEREN TV SY,

—7F, BIEFEROMIZ, v M7/ A2
%7 300 H O —iE3 % A (single nucleotide poly-
morphism :SNP) 28FET H & ENTWw5H. I
nHL, T/ EBOENEMED (non-synony-
mous) SNPIZ 24 5 ~40 FfEH B & 3h, <A
F—7 LVEEA 1% L Lo b DIidkEmEDER
FEBEEREENL, —HOBRFLEEL K
BICEEERT IHEETEROBHETELLT
VER L7210 . & 5\ F N BERPSERERE
BAROSHE LR T ) S5 3 5 W REES HE
ENTW5S.

1. ERMQTERIEIESRT

SERMELQTSIE, LEN EOQTHRHDIER &
Torsade de Pointes (TdP) & &b LML
SHEIT RO, LML LEME (VE) ISBITL
7EEICIIERIEORRE 2 5EBTH 5.

1) BIETFE

1995 B A O EHEE 25 S TLSE,
& gufs AREMEEE D Romano-WardfE R TId 7
OOYEE R 10 OBRETFEIHRESINL TS
(). WThoBEETHEHCTH, LEHEEEML
-5 b —M DI & BHATHD (loss of function)
55, 72N & BN (gain of func-
tion) § 5 I &I X VB EMFERH (APD)
MNEEL, HBORHAMTH HL0EX LOQT
WES235Y. LQT1 £LQT5 ORKEHERFT
#» HKCNQI (o7 2=» k) LKCNE1 (B
2= b)), BEULQT2 L1LQT6 nEHEEET
T HKCNH2 (o 71=v» b) LKCNE2 (B
7=y b)) &, FREFREESEZERLT
BIEEE KT ER (k) OIEELD B VRS (k)
BrUHEVWES (k) OBEZRL, oD
BEFERICI VIR kDBIZ 727

(159)
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LQT3 DEHEBEET TH BHSCNSAZLHHSY A7
Na*F ¥ A VAT TH D, TOEEIZX DIEE)
ELL TS b —HTH L Blate Na* BT (Ina) D588
W3 5. LQT4 OBEE#EEFIENa/K ATPase
2Na*-Ca?* IR ER (Inaca). IP3EELKLZE
OHMEEOREICERT AEREERTH Y,
FOERIZX VHBRHNC B e 727, JERE
D—ok LTQTEEX RO S b DI, FHEM
BERRE & B ERE AP 5LQT7 (Andersen-
TawilfEEE), £REOFE. FE BEDR
&, BEERZEE2E875LQT8HFH 5. LQT
7 £LQT8 @ B A #1E F & € #1 T 1KCNJ2,
CACNAICT, TN O DEBERTFERIZIVAME
BEHKER (k) oD, LECS2 EIR (Tal)
DO¥EEE & 7-7. BoRFIE SN 72LQT9 £ LQT10
DERBIEFIZCAV3 £ESCN4BT, WiNdlx
BEICERTIINDEEZILNTVAS.

—F, EitikgEarpXt e, Mtk
R PEEETE & £ 9 Jervell&Lange-NielsenfE B £
O—EDRFAIE, KCNQI1 % 721ZKCNE1 DK€
BAERTHALIEIMEINTVS (JLN1 &
JLN2) (38). KCNQ1 & KCNE1 \ZRBEDHW1) ¥ 73
WEAIZDEET DD, INLOFEESIC
IR BEEOQTERZEH TS (R).

FeRMELQTSOEIZTHWI=IL 50~70% TH
D, ERKELQTS L BRZBEF DV BED B\
IREER B OEHU ECEETFANEE SN
5. BEFBHESNLZBHEOPRICBEIT B EEIR
F % o> %8 B2 1%, Romano-WardjE & & #OLQT1
A5 40%, LQT2 75 30~40%, LQT3 #¥10% TH
b, LQT1, LQT2, LQT3 D3 2oDJMEFET
0% U bax FDb.

2) EiEFE ERRBEDOEE

EEOLZWLQTL LQT2, LQT3 EHF TIZ,
BEFE RENOFEMLBEICL Y, BIZT
Bl R 2 LEMEE (TIRERE), TdPIZX 5
LEEOHHE, BREE, FT& BEEEOELV
R ENHLAE R oTWBY, Tz BETEE
By 3ERE, EEYERELEREINDODH

BAARSESHEE Fo5% 115 FRI8EI1H10H
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> s0O—-JU
QTc =572 ms

1.

B

AFUF125me

QTc =433 ms

1 sec

LTS LR QT ERERERELCBIIBIAFVLUFVOHYR

AFIUFY 125mg OFHFEICKD, BIE QT (QTe) BElEIY hO—ILEED 572ms (A)
15 433ms NESRICIERL, ERBELTVWS (B). (XK1 2¥ZE)

5.

(1) BEFREENETERE

LQT1 B Tidigkvy (broad-based) Tik,
LQTZ2R EHETIWE / v 7 % 5 F & (ow-
amplitude, notched) Tk, LQT3 &B&F TIEIST
o EVy (late-appearing) TEASEFEIITH
57, INOLDEFETEDENIIIE, LEHDL
NEMED» S LHFRBICHEET 5APDOEW
Mid-myocardial (M) g, = & IZLNEHIAZC
P TCOEBEOIFEEIEN 7 Z M —HHOENE
ALAS, SHEEFETEESNEA A Y F RN
DEVIZE YR LB7:0LFEZ N5,

(2) BEFEBENETIPOER

LQT1, LQT2, LQT3 EETIIFFER L TAP
BEOFRPHME SN TB Y, ZIUIZSEH
TERFUI A9 2 ZBE TR OF 5B O K6
OB APHEE T HLEZ NS LQTLI BHIZ
BT EMFELE, LMFIE, BRIELR EoLEK

HAEAREEEE 2£95% H115 - TR18E118108H

(160)

D 62% ITFEEFIEZ D, FFITKEFPIIEZ NS
EAVEFECT, LQTL SRR RERIBUII N L TR D
BRZEFRBETFRTH 5. LQT2 BFEDLE
D 43% &, TEEIA ML A CRMEE), E
ReFDkEE (BREE LFEHR E) 10X % EEER
%L, BRI ERIRET IRETREZ 5.
F7-LQT2 ZETIIHERZRO LTS L T &
DEESIN TS, ZRICH LT, LQT3 Tid%xke
AR T L AT EIRAYICVER L, LQT3
BHEOLBHOZ IZ, TERMREEEMETL
T B HEIRF R LEFIFISS .

(3) BI=TRIFENERE

LQTI1, LQT2, LQT3 BEHETCIXEZTRFE
B Z2EENT TIZEREINLTWS,

LQT1 T, ;EBIHIRR & & H ICBERTZEDH R
EDRDE . KRIKFOLERPE 2D, JF
CRBAEE TR, EKR EEEIETH4E
W@ % FMEIIAZEIRIE L L T, late InERT



1.0 -
50.8- .
has BRI
ﬁOG (n=63, 19ZH)
B
3
% 0.4 P=0.005 (log-rank test)
g -
= oo AT ’
= CoimiEl
(=29, 8%H)
00— T ]
8] 10 20 30 40 50
Fi (R

E2 HAEADLQATI BHCHIFD KCNQT &
EFRLOZTEERMIBIDDERFEER
EEEEEICTEEEITIEE (n=63, 19
2) 7Tl, CREEEICEEZETIEE (n=
29, 8ZTE) [CANT, ERYELSHREERD
B=ICSL (ogrank, P =0.008). (X7 %
UE)

VER %32 AF 3L F i, LQT1 RLQT2 T
QTIMHIER ZBRE T 2 0 EEEHE BRI H O
Tg—EE2 P s8-8, FoCa2 HHENNT N
IV, NIE & B2 R S & TQTR M % 4248
B, BERTEE X O CEHBINIRSHIfFETE
5.

LQT2 T EEHIR & & b I8 —FREIIB
JERFECH B A5, LQTLIZHRTHEBFIMEL
(59%), MMOFAERE (AFVFr, N7
ISIN) DB LERGENE . T2, LQT2
BT, K88 & K RFERREOHHIC X
HIEKED LRI X D, QTR 26 ZIZIEHE
TEIENHREENTVAS.

LQT3 Tidlate L ® R 5 A F T LF VI &
DQTEFEIIZZEIICEML, B—BIRELZ IO
ns (®1). LarL, LQT3BHERS LT
EWLEERI I EF Ly AILEZLL, AF L
F U ABMTE BIREL L THERATSZ L,
& B VIZBIETF BRI S BER ARG 3T
WBBETINEFIET S I &2 SIEEIDH
Wrd B LB DD,

(161

2325

LME BRI, EYIERIZL PO L TH
% WO BHHFITIE, WTNOBETFETH A
AEIGMEISROBES 2 5. T2, HELER
ZARIILQT3 TIRLQTL, LQT2 IZHA~ATHEW:
A5, BIEERIIBIIEVWI EPHEEINTED,
HZLQT3 B CRICDOEIL 2 BT 5 LEV D
5.

3)BEFEESMAOEEETM & AEDT]
gEfE

BRETIE, HFEEEET LOBRERFERERNM
MOBRBEDOECIRFSIN TS, Moss
5%, LQT2 DKCNH2 B1nF L dporefd idiilZ
BEETAHBETIE FhUSNOERICEREZ
BT HBEICHRT, LERORERFEHN
LRFELTVWSEY, —7F, LQT1 EEFETIX, H
KDL Hizk LR 5E T, KCNQIT BIATF LORE
78 (transmembrane domain) FHIBICEREZH T
2 EF T, CRBERICERZ A TH ARSI
T, BERBEE, LEBRREEREFEL, QTc
BREASSEC, 5Ly FINVEEAFIIH
THQTCHEOEREDHEETH L I L WmEIN
TWa(E2)7. IThbsDRRIE SBRELITE
FlEEPL L TRETAZEICLD, EEFRIZ
LEELT, BETEERVANOHRRPLEEE
HMOWEEELZRETHIDTH 5.

2. BrugadafE{zEf

BrugadafE &R, ARTMEHMFE(VI~VI).L
BRNZBIT B 2STEREVEFZEBE TS
FEERETH VY, FFHMALST EAITIE, Em&l
M DcovedB (ALE) & T &2 Dsaddle
back® (B E&%) 255 5. BrugadafEfEE OF W
1Zix, Typel$7bb, JHEEAIZSTHICSH
% 02mVELEDcovedBIST LA (B 3A) 1240
27T, (1) VFORER, (2) HHRELTHEBE
LEHERT, (3) ZEHRFE (45 RLLT) OFIRE,
(4) covedBIST LR OFIKEE, (5) BRAEIHER
MATOVFEEHS, (6) KM%k o3 D&

BApukleas: 2058 H118 - TR18E11B10R
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LEEHS NaF v RIVERTE

A Baseline

B Baseline Pilsicainide C

SHEV1~V35RE
Baseline

=2 my

1 sec

3. Brugada EEEBSEEODO V1 ~ V6 FELER
A FEG 1. ZEEAIED'S V2 B8 T coved B ST FEZ2T % (type 1). ~
B. il 2. RESICIE V2 5E T saddle back 1 ST £& (type 2) ZE2ELTWVWBH, pilsi-
cainide 40mg MEEEICK D coved B (type 1) DEFBIRE ST LEEEHTVD.
C.Ef 3. 253EN0EET, BER0E4BICH T3 V1, V2 EEDBEES TlE Brugada
BOSTLEZROIEWVS, $£3, 2HMETVY, V2EELSHERRY D & BENE
coved 2 ST £ (typel) ZELTWS.

EIEMEREDOS H 1 DU 2D L LEN D
%9, CovedZIST EHIZ, ZEFFE(X3A), £/
[ZNa*F ¥ A VHEREE (flecainide, ajmaline, pil-
sicainideZs &) OFEF 721ZNARE (K 3B) @
WERIZERDTH L., FomETlE, Sl
M CRESRL72VI~V3FE(V], VZAHFFE3I I
1% 2 i) CeovedBIST LA D 5HE D, Bru-
gadafEfEEE &L RO EIRIBEEEZETLHDIDL
ZzonTws (K30).

1) BETFEE

BrugadafEEFE T, & MONa*F ¥ & lo
Y7Ly bEI— FFBSCNSADEENTE
ENTWaS. NatF v RIVORBEEEFEITIL, Na~
F X FIVORERERIB, Na*F v A V7 — MEEO
B JENEBABREORE (trafficking defect)
7 EHSHE E T 5 28, BrugadafEfERE BE I

HANRZEHEE 8058 115 - FRISEI1R10H

(162)

& B SCNSAZEEIZHE T 2 HRERER F I fast Ina
DA (loss of function) T&H 510,

2) BIETFEECEBRRRRE

BrugadafEfEHE Tld, SCNSANME— D RN E
ZFTHY, SCNSADEENFZEE NS DILEE
REJIZBrugadafEfE#E S S SN L BH D 18~
30% THh B, BEFEELBRFEEL O
ESTESCHET BTV v, SCNSARGED Bru-
gadaB#E Tl, SCNSARMYEDBrugada®B & 1Tt
AT, LER EDORSERIEEE T 5 PQRFRIRP QRS
T, &5 WIZHVIRHASERE L TWw5b 2 & AHE
BTV ABRWY,

3) BIEFEEICHDEDWAESTEREVFORE
ES

BrugadafEBEEIIBIT A ST LA VEDOREAEIZ
X, HEOHHBOBEBEREMYESEE R
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Brugada®F Il Terfenadine | lca +Pilsicainide | Ins
A dome(+) ° (SCN5AZRIE)
Epi 1 —Phase 2 reentry |
dome(—) Voo
30 mv
Epi 2
Endo -~
ﬁ I LES 10mv
ECG = \ \[——— _J W
Coved®STER 500 ms

E4. BRERES0ETE O Brugada EREEFIVICSIT D coved B ST LF & phase
2 reentry [C K DIEFERSHALOERR (VT)
leal SEHEEM Terfenadine & fast v EHEED Pilsicainide ZFALViz Brugada ERETT IV
T, WFNEEET 2051 2 7 (Bpi 1,
HEDER (ECG) OREREERY (BCL = 2,000msec).

A

Epi 2) B&UDRIRME (Endo) DEENE

Epi1 TIGZBLSSEIEME 1 48 notch ((REN) & dome OF 4 /T OEEZRD, Endo

EDELTEITELTWND. £t Epi2 Tld dome HiE%LTH D, ECG Lk Brugada
FEIREICHRITE coved B ST LE SRR TRERDD (KED.

BHERENTLD (R

HE B2 (M), OFEMRR & OREMR
DIEMEN (AP) BHOBRKDENE, —BE
Fm EKEHR (o & X 2APE 14 @notch
ThHY, BICHEZDOLHEMRE TIEE v notch
5 B 0IIH LT, OWNEMRL Tldnotch Z 58
Bz, AR LHEMROSE 1~2 MBIZ»FTo
notch & dome PRLIZ1E. LM SV DHD
ERRAVBHIIES L, LoEosimEK &8t
(Iks. Ik, ATPRZMK ER [Ikarel & &) A°
Bim, 003 EER (e fastIv.) 254
L7284, LAMERBE Onotchh$ 8 S8R &
D domeRsiE 23 % (loss of dome). L-PAIFEMHAL
TR O XD RERITEZ S vz, LIHER-
LAEERE TR E REMAESEL, JEB X
CZNICE EELSTHR G A EH T 5102

(163)

: Epi 1 ~ Epi 2 BCOEMGRICE > T, phase 2 reentry [CKDIEFHRBSHAE (VD)
(LB 102 55H)

(K 4A). 3512, ZDdomeDHRITLAHER
B CRE—IZAE LS D, HET S .O07HER
fa481 CdomeA iHAR 3 5 Mg & domeAM Rz
Al ZEOLEE, IhoOHMBEBETRER
BB x5 Y 54 L, phase 2 reentry
PR L LT, VFE 1B 0.LEE/NGE (PVO)
HHEBETHEZEZOLNTWS (F4B)9,

BT, FESEBIRERGELHTUH DBru-
gada®F VIS, BEMBRZIEERZHVIEE
EESew v ¥ 7% HE L. phase 2 reentryil &
APVCIZBI EHWTVERHERT A LI BED
BB ((EE) BEVSLETHLIILEZHmEL
TWAY, BrugadafE @i BE T H HSCN5A
DERIZELBNa F v ANVEE (EERE) X
e EHIETTHEEALNY, O LAH

BARHESEE 5058 B115 - LR18F11H108
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SCNBA JOE—F—SEBEOEAAFEOETCTEE

Frequency
INTOFATA [T i G c ] 75.5%
NTO%«47B [ __C Gins _© T 24%
INTO¥A4TC LC T TJ c c 0.5%
8 08 o
- O£ Y K
<t oxWw e} ®
- T o8 2 Y
I e s ) &)
. i R - o
LD T prometer . U intronT.
exon 1
(non-coding)
—P_OCI)O bp —1 QOO 0 1 OpO

I

5. SCN5A BEBESEEOHFASEOEEFSE \TJO5/47B)
BHEAD 24% TlZ, Brugada ERBEOREEGETTH S SCNSA LOHE (FOE—F—)
fEgiC, 8 DEMTIBEFEE (\TJOy44T7B) Z8HS. \TOF«4 T ARBEDEED
B\ (75.5%) \TOF«F, \TOF«4TClE, 6 D055 1 DEFEENELT HH5H
= (0.5%) N\NTOFALTTHS. (XK15»5H51H)

BrugadafiEEEEOFE VFSEVEERDT40~50 B &
BN EIIFAETAELEEZONS.

4) BIzFBE & ANEE

BEFEZRIANERENTHAH I LIZXA
5NTEBY, BrugadafEBEHENHEREZED /T Y
THIRTHEENRZ VI &12iX, [@T550 ANEF
B2 BETFSHEPEE T A REIRESIN
5. BREHE 513, BrugadafEBEFH O R R EEF
T&HHSCNSALDFRFHETIZ R {EE (7o
L E—F =) RIS, 6 0EHT AEBERTFEE (N
Tuy 4 7B) EHAA(TITA) XBVTD
Fr, D 21~24% WHAE LB, V¥ 7=
S—YEFHWCTHE LT ¥ 4 TBDLE
BB AHEFEREIX. N7 sy 4 TAIZHN
T62% KT LTz, & 612, BrugadafEf&sF
BELEENBEOVNCTROIN —TITBNT
H, ToNTay 4 TBEEHT S AL homozy-
gous (B/B). heterozygous (A/B) ®EIZ, ho-
mozygous (A/A) IZHRT, LERLEOKRGE
HIETH HQRSEH L PREFHI VA RICERL T
Wil Z oz kik, ZonNTa sy £ 7BAS, Bru-
gadafEBEHEPHRAZIILDET LTI T AL

BAAMSSRE B|o5% E11S - FHRI8F11/108H

(164)

HEFEZWIEICHES T A WREZRET 5D
DTH5.
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2. Brugada FEERE—ERE CERIR

Brugada IEEEORHOAE

=S W

19904422 B O 5 TEEBFHIF I OE S
ik, XM QT EREBER < Brugada iE %
e ¥ OBFEHTREIRERIL, LHA A VF X
JVESHE M E A ORSIC R T A BETOXE
BICk->TRETHIEPHBL, A4 vFx
IR LW OmlmAREENRLY. AT VF R
ViETIE, BERECET LOERPEEDOA X V/TF
e RIVOBERE L ELL, N> TEAD
HHEH (LENFH, BEREEFN) 2275
L, i, NyFIZSVTERFS VAV Y
TEW, ) v 7T R DA F VT e
REFNEE - T, BETEROBRERITALE
WEBICTEA I Lk & D, BERREEKE
e OBESEFENTWD

Brugada JE{ER & &

19924E {Z Pedro & Josep @ Brugada .55 (%
BoLrxBENMLEREYES YT, L2HFELEN
DOV, 6V, (Vy) BEICBTAEEMNR ST k
RELEHS (VF) 2E8E 55 LVIERR
%, BREVF 2L TRUDTHRHELTTERE L
72, 70, HHO%A% L - T Brugada FEREE

LHEEN D K DT 7e. VF OFIERIEDFH
FEH340~50TH 505, &7 L b VF BHER

3 BhE

L &
ETEBSR LY ¥ —OROERE B 7 s

XNTWTh, VFICEkB BN BEMRE
PERRRIEDFRIEE, FHECHEED ST LA ZR
DALEESITIIEVWSHEL kb, KEERL, EE
Bz B E < M/F=8:1~10:1), %78
KEEDie 7 VTHIRICESVOBRBERTHS. ¥
w7 ST ER &3, EREICMOD coved B (A
TTEE) & FA &40 saddle back B (B#kik)
<% (B1). Chc@8EL2ST E/IEZ, &
MOGEE (LCAEFEE), 80T R W
HiME KB, SMMERE, BTAERELGEE
WE, BUESBERERZ S TIROLNALIL
b, CNLOEBEEETHLELDS.

%

20024 & 1 Bl Brugada fERH B E L HRE
2, STERELT3I2DONE—V, Tix
bhcoved BT HELIESTHGBERDLD
02mVE FEH T Atypel (Eta), saddle
back BT IFAHDOF 5 HB01mVE EER TS
type 2 (B 1b), saddle back® T < |FARDE G A
0.1mV KD type 3 BB h/z. LarL, &
Qi coved A VF OREICERICHET S
L, 2005EEOR 2 EEHEETIE, Nat F
» FIVEEWT 3 (flecainide, ajmaline, pilsicainide
) OBFEOFEIZ 25T (B 1b), coved
ST LH (Typel) #ROHBHEEHED

[Key words]

ST +&, LEME, BERFER, BEFSE, 4=
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a. LRl b. Na F+ T JUIEBIEE c. BBV, ~V;5E
baseline baseline pilsicainide baseline
: 4
Vy Vi [T ] V, RPN ___:;_/ _Mf\i/_
-/ S 4 / % %
Ve = Vo [ Vo T ath =N fard ] 2nd
: saddle—back coved I
coved - (type 2) (type 1) satidle-back coved
(type 1) (type )
V= e vl | i ]
Vs | J = |
; Vi LA A | e Cn
\/4 -—../“M 4 s ,._‘ V;“. V4 _,;/,\.\ LG ] ]
L e i i |
Vs e 5 ‘f“/‘f‘ ] Vs | i ] i ]
! B . ’ E %
Ve | G Vo i ] Ve | ] ] —" | 1nv
1sec
B 1 Brugada fFEEREEED Vi~V FELEBER
a: fEML. FEESD V, BE Tcoved M ST LRAZE TS (type 1).
b HEM2. EERFCE V, 35% C saddle back B ST A (type 2) #E L Twv 545, pilsicainide 40 mg O#EIC LD

coved B (type 1) OF#i ST LA %D T 5.

c:EM3 EHRLOERT, BEOF4MEICBTEV, V, FHLERLE T Brugada BO ST LR #E D
2B, 53, 2HETV, V, BELENYERET S L ATRE coved B ST EF (type 1) #ELTW5.

Brugada JEfERE & LTV 54,

type 1 @ coved B ST FHizz, O VF OFE
#, QEARELTHIEEELEE R, OFERE
(458 LVF) OFKIERE, @ coved B ST EADFHK
KRIE, OBEKEBEEMIBETO VF HR, Okt
e, TRQOEBEMBESERO >SS 1D E
IO HEEIC Brugada FEERE L 2 a3 N 5.
iz, mMETESE LAV I~V 58 (V, V,
DEIELITE2WHE) Tcoved B ST EH %
RDOLEES (B 1c), Brugada FEER L EEED
TERFEEEZETHHDEEZLNTVAY.

L L, bBPEOEAFBEELMNTLIE-1
MERMEOEME) (Brugada SERE) OFEL %

DEEEICE T 58 %] OFBHRETIE, EY
(Na* & % VBRI AME2fT-o Thtype 1 &
B X7\ type 2, type 3, BHAHWVWIERGTEATED
ST ERBEIHIBKEBEHEINTED, THHD
FiaiE type 1 LR TH - 2. THIT/oAZHIC
coved & type 1 LERAH 2 DN Tz W HE
HRBETEZ WD, S8 O HEHREND
HTH5.

BIRTER

19984E(z, Y FONaT F v Rl a7 1z
v FEI—F9 5 SCN5A ODEEMTI UDTHE

222 BARRSFLEMELE BRBEMESIEELS 2006559 A



baseline

b

AP

Ec6 ||

J wave
e

92 BrugadaEEEHICHITS
ST FHEDO¥EF

o Mkates Tk Tks Hoa Hna
Epi "Logs of dome" in Epi
e
Endo Endo
AP e
e
ECG
ST elevation

xn?D, 0%, SCN5A LB L 3 BELEMEICE
$4 5 Brugada FRLBHEINAH, VELEE
HEEFIREEEINTE ST, SCNSA BHE—D
BEREETFThHH. L L SCNSA OEEMBEE
XN BDIE Brugada BEDIS~30X THH &L
e, BEFZEHENI0~T70% T3 TICI0ED
BEFRAREINTWAERNE QT ERIERN
CHANT, BETFETE LBERFREL OBES T
KHEEHEINTWS SRV R,

L RATBER{E

Wk HOWL 2hOHEIC I N, VF, L
R RO E /i e L OBERAI T, X
OBOLERFERNE L, E-BARFMEE type
1ILENAET 50Tk, EWARRKRIK type 1
DERZETHEICHENTTFEBDHNEEINT
WA ULal, BRAEFNEETOVFD
S, MEFTHLER, SCNSAZEEORER L
OFEFRRT & L TOERIC OV TIEHEER
W|ENE.

—7%5, TS OEME) (Brugada fEER) ©
R L ZOWRBEICET %] OFREHRET
i3, MEEFATCLIARREE el ZEL, D
ITZ2RIER type L LBEROKRIKEEEZE T 56T
i3, LDERORBENL L, REBROBEBERIRE

TNTW5E.

ST FH & VF DEB—aREN
TV TEEBWVERSHOME—

Brugada fEERIC I 5 ST LA R VF ORAL
Cid, AEOHMROEESENALPERE LR
HERiod e, BIRERGELHTR ZRAV
7o EBRHY Brugada SFEREFFET )V GREEBH SN T
WAL (2). LAMERRE, L IRAEZEDOL
MEMlE TR, e E KT il (o) &
HEBEM (AP) £ 1HOE WV notch RO 5
DITH LT, OB Tl notch ZFR D&\
Z @ notch & dome DRI, Lo DA W
COPDOBRDBHBEHICEE L, I, eBOsE
& K+ & (BiEER KT &R [Ik] OFEELD
BUES (k] BLUEVES [Ik], ATPE
Sy K+ Bift (g are] &) 8, £:3A
& B (L8 Ca?* B [leer]. fast Nat &
B (Ia]) BEALAEBEC, LHMEMRD
notch 28 & HICEE L 72 ¥ dome B{H % T % (loss
of dome). LABEMAETIZI O X > ZE{LiTE
ZHiaWied, DAE-OHEMBRTKERE
fMAWMBEL, THBIUIhIZF &K< STHR
SHERT ALY (F2, E3a). 6T, D
dome DM &IT OFEMAER TARE—ICEL S

BATRSYLTMIEE ERETMIRSIGEE2S 200680 7 223





