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ARV ERIROERRENT « BEARIER

FKER BRBEEY.Z— NEF &

oS
(&) #2URE. SR, ANEEID QT IERSEBEREDRRRINT « BRI OV TIEIREAZ SR %0,
FURHA, FEHD QT IERIEBEREORERAIB IS TR & BEFRIERIZ OV TISE Lz,
[Fikds LOWER]
1 R A 2H) E2RICRIT2 QT EEAY U —=V 7T 215
BAD § kI Z 3V YT 1 2 A EHRED LB A $T4E R 4285 44 TRidk Lz, RITSARAGIIIZE D L& EME
QTc>470ms A TH -7, TOFEEDZMMERETT 2720, QIcfE 1‘5 460~470 ms Z R FLIE HRE
WEE L7, 1 AR S ADORRN QTe>470ms 2R L7z, #&ifE TEY 420N QT IR
FEERE L ISz, 4 40ARE BIERITRET, QT La‘?zﬁge‘ai@zﬁmﬁ% T, 44341
BRI TN, 1| BDRBIRIZ KCNH2 DZERBR D o7z, QTe>470ms 7R L7z 1 4 & 460~
470 ms 7R L7122 D QTe fEIFIEF L Uiz, ABFSEIZ LV WPW SEERE & D RS 2R o3UE 1
L RN A7 V== 7 TE T,
2. U CA 7 ) —= 0 7 &5 QT EREFERHBIROBEFHRET
@z‘ﬁéﬁfﬁﬁ%ﬁﬁﬁémt 18 LA T D 117 4 %‘:ﬁ% &Lz, 9569 AL TRl s T
LDREEL LTz, 484413, LQTS BHEER, FiEME, BRI SNIBETH Y | BRIREES LT,
Tﬂ I radical mutation, JFFREHEOE VAR, EEE)R Eﬁﬁﬁiﬁ%ﬁ ZHHE LT, BREREED 2 2403580
L7z, BERBWIE CTEIeDOILIAIREES0 & (712%), FRIREE23 4 (48%) Th o7z, KCNQI 33 XU KCNH2
DERDH B, DREEE33EERF 31 AR (94%), FRAEHT 16 ZEHF 15 E R (94%)2)8 radical mutation
b L IIFRFEMHEOEVVER Th o7, (UIREE & BRAREEC QTe fH, LQTS ORI, ZSRFEOZIERE, #%
WS EZ TR0 o 7203, B2 LQTS BREERHER (9/69 vs 31/48, p<0.0001), ZWHADIER
HIERL (12/69 vs 17/48, p=0.03) & HITUREEDFEEREE L W BEILE o T2,
3. BRI T QT IERERHB RO FHRIZET 5558
KIEET 2005 F 4 A 75 2012 4 8 A DICHB2552 LT 20 MeRiiD LQTS BIRD 9 b, Falr 2 4E/H
RN S B 146 H(MF=72:74) & Uz, FatFRIMIOIERREIIZER VR T 1 v Ve A
Ve, FRODIBRRECREEREIT 103 &, FERD BV ZE2 LTEREE 15 4. ZOMA 28 472072, 1 BIEDSSE
T Lz, BPEROERHRE TR DEFIIR QTe fE (p=0.01), LQTS BHEEROBEE p=0.04). ¥
FOR VBB (p=0.03) Th o7z, BWHERONIET DIBRHERZ THRIT 5EHIEE (p=0.02)D
FThoTe, ET-FARUNBREZEERCIRR T 2 & 2IIC LQTS BREUERANHER L7=DIiX 9 51(9%).
FERHER F TOFSBARIL 3.1 2.7 0.1 7.1 ) Th-o 7=, ERHEAZ TR 5 RFIIE O REEE
IDIHTE - 17(p=0.04),
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1L R A 2A) BRI S QT ERA Y V—= 72T /G

S—m /N THRSNZE DT, BRIZBWTHEFAERMUERIC LY QT ERIEEHA A ) —=
YIFTBHIENTEDZEWREN, FAERMUERAY U —=0 Z o NREOBEIC LB AT
H 5D,
2. FROLBRREZ TR 7 V—=0 7 a5 QT IEREFERHBIROBEFE &

ABFFEDT — ZIXFRUNERS DS LQTS DORHIRMT SERHEERRTONM AR TH D Z & AR LT
W5, FROLIBIRZ TA Y U —=0 7 Sz IR b ERREE & RS ORI BT A I ER H 5
3. B—EREECTO QT ERIEGRHBIRDO FRICET D%

TRREABIA L OO BHITCIE, SR ARV IR S 72\ bl BB BhIE A EE T 5, LQTS AIRITEAI,
EEMNE TROEBIE L & HICERPHE T 2RERILE< 725, FROUIRE Tt BRIz
TH Fay 77T FLRWE SITT DT OO R IE SN & T B,

B DHIFE & 0 /NEEAD QT IERJEGREDERATLRT « BRARIEROBEEDSHA 2N S, SO
FOERIZETET D LEZ DI,

A. BHEEHEY &L LTz, WRIZECOSMEREEOMIEER
QT IERJEFRE (LQTS) I1LLFHOBMBERE S TERREZIT IGO0 ToT,

O, DER EO QT IERE LABEELLESERICE () L EREERS QT EORIEHE

DU, ZERFE, R SN B ERTEEE 12 FHELER A 25 mm/s O Trodk L7, V5

RED—DoTH 5, BHEET 13 O&EFENHR  FHFEEFAFFREOES 3 0480 QT HE, RR

HINTND, QT IEREFERHOBRFAE R, MFgZHIE Lz, BIEIZETR—DERM MY)

EEARIEIRIZ OV TIEZE L OHERH DD, 1T A P ToT0,

EDMERZF T 5 probands ORI O OfENT - (3) Preliminary Study TOR Y Y —=2 /7 4 a—

THY, TN ERATOT—2 B lAEDL Ty hE

Ho#ETHD, RO QT MEOMIEREL LTIX QTe =

ARSHERSECIE 1 A ARRIRICRIT S QTIER QTRR™ SEEITHY, A7 ) —=r J ik

SERREODMITIE - BEEE, FROLBREZ TAZ Y LT 044 LU E%E QT IER LT 5D0NEE Th

—= T ENDERIRDOBEHE R, B—HRT o, I TEHIICROT QTc fH 044 LLEIE

D QT FERIEERERIRDFAZIZHOWTIIZE LT, QT IEE L LTT7+u— L7, F/- Wkt

GIDMRETT 572 DA T 043 LLE 044 SO

B. WfgEhiE FUR. BIMENELEN T REIRBHK Tl 042
1. ¥R A 2H) BER2RRCBIT5 QT IERRAZ Y AL 043 K b B A T2 72,

—= U ZIC BT AR (4 Bazett fiETHDR Y V—= 2

(1) %5 SHHRANZI Bazett IEAMTIOILD Z & 3%

2010 4 6 A7 2011 4E 3 HE T, 2£F 8 Hisk 723, Bazett fiIECDO AT V—= 7 st LTz,
16 ERMRBRZRN T 431940 1 DAEZIEEN Bazett fiE Tl QTcfE 047 Ll b%E QT IERE &
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HONRREEEZ B,
(6 7Au—7T v T Hik

RAROHFARE - ARHO QT IERIEFEREDT
— & T BEWAI & AV LT U R FANER
THDEWVOIWMERDH DD, IBRPLELER
LILDEE, BIEEHIE AT UF R LTS
(6) BI=FHIFFET

FRENPKLELEZ . (REEVRET D56,
BTN 21T > 7, FEZ AV T informed
consent Z4H7-%%, FHIRMAEILL DNA %4577,
KCNQI, KCNH2, SCN54, KCNE!, KCNE2, KCNJ2,
CAV3 1225V T PCR products #5544, ABI 3130
x1 Genetic Analyzer (ABI, Warrington, UK)% FV T
direct sequence Z4T>77,
(7) HeatFEIfRAT

2y Y == 7T Qle EOMREHTIX
positive predictive value, negative predictive value % F
VN2,

2. FRUBHZ TR V—=0 7 NS QT &
BEGHRIROBEEN SR
(1) *t5:

LQTS BRD > b, BIREBKFEFH/ TR
(1993 4E 11 A~2005 43 A), FI3ENRRHEE
BERBERE 2 —/NERE (2005 4% 4 H~20012
£ 12 B) ([CEFFAIRE Lo SN Mgk
ROV I8 RRLAT D 117 &% 55 & Lz, 95,
AR CHIt SV 69 44 % UARthHEE &
L7z, WX E LT, BRI, Fikm2, i
DR TZZ2HRERICZW S N Bl & ERREE &
L7e, S, 2838, Ry S lfE1E% LQTS
BRI & L7z,

(2) El=FHTZE

EiH % FAV T informed consent 2757214, FRARIL
ZEER L DNA #1577, KCNQI, KCNH2, SCN5A,
KCNEI, KCNE2, KCNJ2, CAV3 Z-2\T PCR
products Z#E&%, ABI 3130 x1 Genetic Analyzer
(ABI, Warrington, UK)% FiV T direct sequence %47
-7z, Timothy syndrome DERZEFRD B & & IZi
CACNAIC % hyperaldosteronism %7 2 EFHIIT
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KCNJ5 @ direct sequence ©1T > 72, single nucleotide
polymorphisms & & ZIL TV b DTSN L7z,
72721, G643S R (KCNQI) B L OND8SN ZEE
(KCNEI) 1% K EID 30%FEEORDHHE S
TUNA7=8, mutations Zh1Z 77,
(3) High probability of pathogenecity

E B % Giudicessi b DWEIZHE, radical
mutation, of high probability of pathogenicity, of
uncertain significance (Z 438 L 7=, splice-site,
nonsense, frame-shift, 33U} insertion/deletions %
radical mutation & L7z, KCNQI C-terminal @
subunit assembly domain (SAD), KCNH2 N-terminal
@  Per-Amt-Sim (PAS) domain, PAS-associated
C+terminal (PAC) domain, KCNH2 C-terminal @
cyclic nucleotide-binding domain (cNBD) |28 5%
F & AHFFETO high probability of pathogenicity &
L7z, KCNQI @ transmembrane/linker/pore &
regions, KCNH?2 D
transmembrane/linker/pore regions ¥RIZH HERED
high probability of pathogenicity & L7z '9, #v nZs
FL/ 3 uncertain significance & L7z,
OF et

FEHEDOEDOIRIE, HEOREICITETNTH
Mann-Whitney U 'test & 7213 Fisher’s exact probability
test & FV 7z, EATIZIZ IBM SPSS Statistics Version
21.0 (IBM Japan, Ltd., Tokyo) & FiV 7=,

C-terminal

3. BT QT EREFHBIREDOTH
[z Y51
(1) x5

2005 4 4 A 2012 4F 8 A £ TICERDRRHE
BERBEERYE L F—/NERZZ2 Lz 20 ek
THOEE LTz 204 B DBIRA RIS E Uiz, Bk
e
1) Bazett f1ETD QTc & >0.46
2) Fridericia i IE DB Cutoff &
3) AR Cutoff {E
RV, EEIRTERZN 24 DAL ERWEA
Dropout & L7z,
() LEXFDEE QT FRDRIETTIE



12 FHELER % 25 mm/s OBRE Catdk L7, V5
FE A AV RRAEOERE 3 L0 QT [MfR. RR
MR HIE Lz, BIEIXETR—DERM (MY.)
DMToT,

@) THa—7 v Tk

7 # W —{ % American Heart Association 3 X UH
ANRBERERFR DRVEI > U To 72, [Rl—D
ERl (MY.) 2MTo72,

(@) BIEFERE

% FAV T informed consent 2157714 FRRIL
ZEREL L DNA %#157-, KCNQI, KCNH2, SCN54,
KCNEI, KCNE2, KCNJ2, CAV3 {22\ T PCR
products % fEHi%% . ABI3130x]1 Genetic Analyzer
(ABI, Warrington, UK)#% FAV YT direct sequence % 1T
-7z, Timothy syndrome OJERZEFED D & Z(Tid
CACNAIC % . hyperaldosteronism % 58 A FRHZIE
KCNJ5 @ direct sequence 17> 7z, single nucleotide
polymorphisms &R SALTUVND & DIIERI LT,
72721, G643S R (KCNQI) 1L TUVD85N 25
(KCNEI) 1% K EFD 30%EE ORI HHE X
TVWA72, mutations [ 2N 72,

(5) WeatFaOkEYT

TS IS RERAE TR L., HIED
7=, HEOZEDKREIZIY Mann-Whitney U-test,
Fisher’s exact probability test % FAV V7=

(e ~DECRE)

TS ORI 1993 4E 11 A5 2005453 A &
TR B RFEFHmELEES, 2005 44 HLL
Ml XEN R R B R o ¥ — ML R
EORBEEHE ITo7-, TEEBEHNT

informed consent %7577,

C. WFETER
1L R A 2H) BRI S QT ERAZ Y
—= U I DR
(1) Fofextgs

SMED S &, AFHECES 3 LD QT/RR
MEIRE 2 HIE T & 72 4285 44 (B3R 2148 4, £/ 2038
4, MHERIRER 100 4) EXIBUZ LTZ, WPW JEE
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B =R e o s ORI LT,
(2) QT fEikE

BIRD QT fkE, Lk, Qlc ED¥ITZE
#1253+ 17 ms, 160 = 16 beats per minute, 41019
ms THY ., LRITENEI 25517 ms, 158£16
beats per minute, 41319 ms ThH -7,
B) QT #EEA~ L7zFIR

1 2B EERZIRAZ QT 2047 2R LT-DIES 4
T BRI 44 QTIER LTS v,
55 240X QT EDS 0.50 LL_HITIER: UT- 7= TR
whE LT,
@ BEEFHIRE

QTIEE LRI SNTZ 44D H B, 3 BDOFHEN
BEFHIRELHRLE LT, 95 1 4026 KCNH2
BT flame shift 222 (3065 delT, L1021 f5+34X)
DR S,
(5) FLIEHI QT ZEE D Cutoff fEIZDVNT

positive predictive value, negative predictive value 7>
i Cuttoff & LT QTe>047 23 best TH Y, IR
FL LT QIe>046 N4 LEZ B,
6) FDMDIERBIRDA Y J—= 7

1 AR, WPW JEERECAY V—= 0
i, DR LR L S B 1 AW
770 FREEEOBRHERIL 50%~60% CTh o7, 7
0 — 2 23 A BT 30%RmIC A CE L LT,
HNRYa— b T FY L TIRES ., BE
65%F TIZEHE L T\ 5, BRHEBESEIIZIET L
TR T HRBIIROREBIILTRE Y ThY | LEK
AT == T SN TORITAUTTFHR
BIREEIC o TV & E Z B,

2. B CTAY U —=0 &85 QT T
BIEERRIR OB RS &

CMFHBEEE 69 44, BRPREE 48 FIORHE AR 112
RUT, M S QTefE. LQTS OFIFRE, 229X
FEDOFIERE, BoRBEIRC = oz, T
N IR B BIED o 12, PWmIOERD
BEE. 2t ORERH B 2o U A DS R PR 1
WEEIE) -7 (F3E1 p<0.001, p=0.03),

JDRHEE 69 B 50 151 (72%). EREREE 48 4



23 il (S0%)WC R Sz, KCNQI.
KCNH2, SCN5A OSBREIZOW TR cE%
ROt (FE2),
KCNQI . KCNH2 {225\ T, ZEE AN high

probability of pathogenicity |\ZAFET D AMERT L7

(32 3). KCNQI TidLeHaE 18 Hhr, BRsReE
9 #FAL & 12 high probability of pathogenicity HBAT
\ZIF(E LTz, KCNH2 TR U R 15 S50 13
HAL (87%). ERAEE 7 ERALH 6 HBAL (86%)A* high
probability of pathogenicity FRAZIZALE L TV 7z,
KCNQI. KCNH2 Z&ie5 & DaghHEess 33
RO 31 EBOL (94%), EEPREEDS 16 TR 15 BB
3L (94%)7%? high probability of pathogenicity HHIZ
A& LTV,

3. B—EF#EATO QT EREGHBIROTHE
[tz 2 AT
OF i Sse=)

Dropout 58 51| Z [\ V7= 146 1] (B+ 72 6, &+
TA B OFEEFEENT 9855 B Th o7z, BinT
PN 62 il 42%) ATk, 2% (68%) T
M L7, LQT1 2% 43%, LQT2 7% 24%, LQT3
23 12%. LQTS 7% 4.8%., LQT7 BLUNLQTI3 A3
2% Tholz, BEOERE H > TWZDIX
LQTI+LQT2 7 24%, LQTI+LQT3 7% 4.8%,
LQT2+LQT3 73 24% Th -7, MIEEEZZITT
WD 25 Bl (D 17%) Th-oT-,

Q) FIERAEITONT

16 Bl unﬂ-ﬁﬁﬁﬁfﬁ QT FERJEFREEREDIER
D U7, BWROEREROY 27 777 &
% multiple loglstlc regression analysis CHET3 % &
£\ QTc & =0.01), LQTS BHEER OPEE
(p=0.04), BLUERVWREEEHM (p=0.03) Th
277,

() FAET BB

BREEZ T2 25 A0 H B, KIETDHIER
HEROU A7 77 7 2383 ©=0.02) TH-o7z,
(4) Dropout % T3 BHEFIZ-D\T

58 1] (28%) 73 dropout LTV 7z, Dropout DF
BRI 77 7 Z3FAE L72h o7z, Dropout
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FIOFREIRN T 1.912.6 4E, ERIEIZSEF]
1X41E52FETHoT,

D. &£
1. R A 2B) BRI QTERARAS Y
—= U FICEET A RE

A Z YT TITOIIE 44 596 4 OHIRIZRNT
LQTS Bl 174 (16 BliHEETERROGE. 1
BIIFHIEOFE) ThHY | BEENT 12534 s
ENTW3, BETZHTE TV Qe fE
>0.45 OHIRPZINDO T, FEBEAIZIE 1:22000 15
VMETH D EHERIL TV D,

FURD QT EDA Y V—= FREBD &
AR TOAY J—= 2 TEPETEFERIZ
2o TWA Qe fH >047 LLEIXA % U T
0.07%, AMFFEAS 0.12%, QTc fE =046 LLEiZA
Z VT 0.14%, ABFFEDS 020% (272> TuND,
ZIUTLERFSEH DELEZ O, A XU T
TOFERE 3% 15~25 BORERTHY . AHF
FeTIE 1 AERE (Y32 £H) Thd, A

IRHD QT BIFEITAER 6~11 EAFZR LRV &0
b, AR TOEERR L Rolz b EZ biLD,

2. FRUBRZ TR V) —=
FIEGRAROBEREE R
HAIZIBNTIL 1994 F0> b UlgdR2 03/
AL - R - B | FEICEBT b D
EXR TV —= T ThivT\5, ZOHFT
Hayashi 137,961 & DFEND 3 AICEREFEE
L. 34&% KCNH2 ThoTz EHE LT3,
Yasuda 513 LQTS #IZ 13 BB RFME LT
VW 8 BNZEREFRD, 8 Bl b KCNQI TH Y |
5B 7RI ) D Sl Th o T2,
ARFFETIE 117 B0 LQTS BIRD 5 5, 69 A3
DR TH 0 | AR & 72 BRI COMES
ARE T o Tz, BEENINBHD & KCNQI 12
T high probability of pathogenicity ¥, KCNH2 T
% 87%73 high probability of pathogenicity Hz T
FEPREE L RIERBEE 27~ LTz, QTcfl. ik
B, ROBEEHARIC b A ROIRD o Tohy, 2l

= 7ENn3 QT it



BIOREREEE, Wi ORI LR
PEBIHEEI IR T, ZIUTFRUIERZC
L DLERAZ V—= 7B LQTS DRI
FOVERHBUCHRATHD Z L 2R LTS
& RIRFLZ, DRI Ch - THIEIRZ R L [
BRRREREBERTTo TV RETH D L &R
LTWBEEZ LI,

3. B—ERHEECO QT EREEHRIEDOTH#
[elLsip AT

QT FERIEFERBRE TITRV QTc fE, FERDEE
FERERDEREBEOBRAFTH L Z 1T &
{HBNTND, AFEORER, BV EEIZH
M BIERHBLOMERE T £ 2o TND T &b,
Dropout A< Z ENEEEEZ bV, 272,
Dropout DF #E CHIRREDOERRFT ROZEIT 2 < |
SROBERME L T 2 Do

Fie, IREXBIE LSS, SEEIOERHED
RN FILERDOL TH T, IREEBIET D5
A IREZGT 5 & O BIR - FiE~D+5705308
PBYETH D,

E. f&im
1L ¥R U 5R) BRI QT ERAZ Y
—= U T AT

I—a v XTHRENZL DT, BARIZBWT
LIERKILERIC LY QT IERSEFERE A7V
=TT HIENTELZ EOVRENT, ¥k
IRERLER A 7 U —= 0 713D DR B OB
WA ERATHD,

2. FRUBIRZ CRAZ V—= 7 &5 QT it
FIAEERRIR OB R

AWFFEDT—Z 1 XA LR 5 LQTS DFHA
T FERHBRION AR TH D Z & %
RLTWD, FRUBRZ TA 7 U —= 731
7o BRI G BRERRE & AR IERIR BT AT
ERHD

3. B—EREETO QT IEREGERBIRD T

el i Y i

TRIRZBIE L COAHITIE. IBRE#R Y RS
W DIZEESS IR EECTH S, LQTS BITILE
FH, EEMNE TRIBBIEE & & BITERA B
T OMERITE < 725, FROLIBRS Tt =47z
BIRIZBNTH Fay 77w b LRWE S 12T
BT O DFT IR SNEL & 72 B,
IO L /NEEID QT IERSEGERE
DEEFRZWT - BEAREROBE I Sz S, 4
BOWFRDERIZFS T LEZ b,

G. s

1. FRSCHER

1. Yoshikane Y, Yoshinaga M, Hamamoto K, Hirose
S. A case of long QT syndrome with triple gene
abnormalities: Digenic mutations in KCNH2 and
SCNS5A and gene variant in KCNE1. Heart
Rhythm. 2013;10(4):600-3.

2. Kawamura M, Ohno S, Naiki N, Nagaoka I,
Dochi K, Wang Q, Hasegawa K, Kimura H,
MiyamotoA, Mizusawa Y, Itoh H, Makiyama T,
Sumitomo N, Ushinohama H, Oyama K,
Murakoshi N, Aonuma K, Horigome H, Honda T,
Yoshinaga M, Ito M, Horie M. Genetic
Background of Catecholaminergic Polymorphic
Ventricular Tachycardia in Japan. Circ J. 2013;
77(7):1705-13.

3. Ninomiya Y, Yoshinaga M, Kucho Y, Tanaka Y.
Risk factors for symptoms in long QT syndrome
in a single pediatric center. Peadiatr Int,
2013;55(3):277-282.

4. Yoshinaga M. Prevalence of sudden death and
out-of-hospital cardiac arrest in infants, children,
and adolescents; what does it imply? Circ J. 2013
Oct;77(10);2475-2476.

5. Yoshinaga M, Ushinohama H, Sato S, Tauchi N,
Horigome H, Takahashi H, Sumitomo N, Kucho
Y, Shiraishi H, Nomura Y, Shimizu W,
Nagashima M.  Electrocardiographic screening
of 1-month-old infants for identifying prolonged



10.

11.

12.

QT intervals. Circ Arthythm Flectrophysiol, 2013
Oct;6(5):932-8. doi:
10.1161/CIRCEP.113.000619. Epub 2013 Sep
13..
Yoshinaga M, Kucho Y, Sarantuya J, Ninomiya Y,
Horigome H, Ushinohama H, Shimizu W, Horie
M. Genetic Characteristics of Children and
Adolescents with Long QT Syndrome Diagnosed
by School-Based Electrocardiographic Screening
Programs. Circ Arthythm Electrophysiol,
2014;7(1):107-12.
Kokunai Y, Nakata T, Furuta M, Sakata S,
Kimura H, Aiba T, Yoshinaga M, Osaki Y,
Nakamori M, Itoh H, Sato T, Kubota T, Kadota K,
Shindo K, Mochizuki M, Shimizu W, Horie M,
Okamura Y, Ohno K, Takahashi MP. A Kir3.4
mutation causes Andersen—Tawil syndrome by an
inhibitory effect on Kir2.1. Neurology 2014 Feb
26. [Epub ahead of print]
EKIER, RIBIEE. BEFHE~=27 L
FHAITO QT BEM D22 B4 A ket LB,
2013; 32(5): 427-435.
EKIER, SEHED. EARRE, 4 BN,
FARES, BfTEA, SBRA, BH K
RIBIERE, JA(CE, ILNFRIA, BAVNERE
REFRFRUIBRDZEES. SERILERE
EERDIRNEEAR DG E RS T A
R4 QOIBEFUGETHR . BAVNEERE:
ZEHERE, 2013;29(6):277-290.
EAKIER. (LRGERIED U R 7 FHfD, 3T A
—#. HRT, HRV, QT F§#i>BNE®—H
HARRORIE- DM S —. FRFREDTZDOE
BRenioiE, 2013;18:43-47.
EAKIER, FIUEIEE. Timothy iEfERE. EZE
DIHPIx, 2013;245(9):821-824.
EKIER. FROUERES. AAVNEBRZF
Lk 2013:29(5):212-217.

2. FERE

L.

Yoshinaga M, Kucho Y, Sarantuyal, Ninomiya Y,

Horigome H, Ushinohama H, Shimizu W. Genetic
characteristics of children and adolescents with
long QT syndrome diagnosed by school-based
electrocardiographic screening programs.
European Society of Cardiology Congress (ESC)
2013, Amsterdam, 2013.9.1
Yoshinaga M, Sato S, Ushinohama H, Sumitomo
N, Iwamoto M, Tauchi N, Nagashima M. Risk
factors predicting the future presence of long QT
syndrome-related symptoms in pediatric patients
diagnosed by screening programs in Japan. 6th
Asia Pacific Heart Rhythm Society (APHRS),
Hong Kong, 2013.10.3
Tanoue K, Yoshinaga M, Tanaka Y, Ninomiya Y. A
male adolescent with hypertrophic
cardiomyopathy who showed a Brugada-like
electrocardiogram at the first visit. 6th Asia Pacific
Heart Rhythm Society (APHRS), Hong Kong,
2013.104
Yoshinaga M. ECG screening program for
prevention of sudden cardiac death: Benefits,
Risks, and Costs. The Japanese experience.
Scientific Session 2013 American Heart
Association (AHA), Dallas, 2013.11.20
TERET. HPES EAER FROUIR
2 CHiIt iz QT IERIEGEREEIE OB
%El’]ﬂ%f%fl 35153 [B] A AV NERI AR R Bkl
&, BIRE., FR25F6 A9 H
:.% BT JURTAHR, FTHATR, SKIER.
EANEER, A R, ERIETT YEKITAS,
RIBIERE. U Tt &h/- QT i
RIEBREIROBIRFARFRORR. 549
B HAVNEERS T ARE - S, 3K
#. FR2SETANE
EAIER, UK, ZEHEF, HPHE.
FAOUNEIR CThiltt <47z QT IERJEBRER
VROTARFHIFFAOIRES. 5 24 EUNTEAR
mETR, @i, FR2s 47 A 27 B
EAKIES, JUBTANHE, 4=/ ERHL, SRS,
K B ML e SFROLlER Tt S



Nz QT IERSEFRBIL OB AV
61 [E] B A DB F RS, REART, AL
2549 H14H2H

9. TKIEE, R —. 4/ B, ERES,
WA, BAREE, HNEA, RIBEE.
LR Ot S a QT IERIEFRE
(LQTS) ARDFERHETHIZEE T S .
5 30 [ EAL B FINES. B, A
254108 12 H

H. FREATEMEOHIEE - BRI (FEE &)
1. F5EFEUS
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R FEhE ORHH

WYz s antic R p value
SEBIEL 69 48
EEGE 10434 74460 0.04
W (OuE, F6PH) 122(62 - 18.8) 89(0-172)
M (BFF) 36/33 2721 0.66
447 QT B (ms)' 466 + 51 442+ 83 0.09
4 RR B (ms)” 887+ 170 802 £ 261 0.09
QTc (Bazett) (ms'?)’ 496 + 40 502 + 543 0.84
FEROBEE 9 (13 %) 31(65%) <0.0001
AT 12 (17 %) 17 (35 %) 0.03
LQTS DOFERE 27 (39 %) 18 (38 %) >0.99
ZESRFE DS 5(7%) 7(15%) 0.23
ekl 46+49 52+57 036

D BIHHER IS OIBRES TA 2 U —= 0 7 &, QT ERIEERE L 2 SRt ERFERER
HIER, SR, EIERSk S -8,

T; HIE + R

L A (%)

&35 5 LQTS, QT ERIEMERE, SD, 30 REARDIZARIE.

#2 MHEINWEER

Iy i lantied BREREE Total
Proband %t 69 48 117
ZERIRHER 50 (72%) 23 (50%) 73 (62%)
KCNQI 24 (48 %)* 11 (48 %)* 35 (48 %)
KCNH2 16 (32 %) 6 (30 %) 22 (30 %)
SCN54 12 (24 %) 5(26%) 17 (23 %)
KCNEI 1 (2%) 417 %) 5(7%)
KCNJ2 2(4%) 0(0%) 2(3%)
CACNAlIc 0(0%) 1(4%) 1(1%)
KCNJ5 12%) 0(0%) 1(1%)
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Multiple mutations 7(14%) 5(22%) 12 (16 %)

EROEEPHTGE, TN ENWOBEFIII T b LT,
* RS ROD o TR (%),

#3  [@#EETO high probability of pathogenicity (DAEE

BinF FEROIHR W jiilanic PR

KCNOI®  Radical mutation* 4 1
High probabilityt 14 8
Variants of uncertain significance} 0 0

KCNHZ* Radical mutation* & high probabilityt 1 1
Radical mutation* 5 1
High probabilityf 7 4
Variants of uncertain significance}; 2 1

*; Radical mutations 13 splice-site, nonsense, frame-shift, and insertion/deletions & L 7z.

1; KCNQ1 C~terminal @ subunit assembly domain (SAD), KCNH2 N-terminal @ Per-Amt-Sim (PAS) domain,
AS-associated C-terminal (PAC) domain, KCNH2 C-terminal @ cyclic nucleotide-binding domain (¢(NBD) (Z
& B B4 AMFFE T D high probability of pathogenicity & L7, KCNQI1 @ transmembrane/linker/pore &
C-terminal regions, KCNH2 ¢ transmembrane/linker/pore regions #5124 525 % 1 high probability of
pathogenicity & L72 ,

§; Variant of uncertain significance (% radical mutation T#,72< | high probability of pathogenicity F/AZIZ HAL
BELRWbDE LT,

F. EREfaiRiEsR

72l
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BAFEFFEVEEMIE  EAMIREE TR (BIAER B TR EE)
SENEREE

RV - B R - FLIRENC I S 1 2 e RIEQTIERSEMREE D

B8 L RSB A HF5E
~ERIZHEERI2 IEE T o v 7 B ERIOIREOIRI & Tt~

MFEsHEE K CF  FRKFEFERR/NE #iF

aEE

SeRVE QT IERJEMGERE (LQTS) O—IIMRIR « ARy - aéL READ LB, BE
Tuy ., ERRRIREFESTHREL, BEHNSEERBBEEZULIZ XD 5, bhb

DOEEREIC LT, BEFEMERNDOZ IXLQT2 (KCNH2 ££) & LQT3 (SCNSA
EH) T—E0 LQT8 (CACNAIC Z£, Timothy JEEE) Tho7-2., BEFRERNE
1701, HAT Lo SRMEE DIES b < & Ehiz, T DO REIRIE LQT 14 b5 R
PRE U THRMEERIR, 2:1 BBE 7 1 v 2 (AVB), torsade de pointes (TdP)23 & % 28, 4FICFEE
Ty ZIXRHRE LQT I TH D, ZE QT ZEE DRREEMNIRV 2 DI R
EELTEXD2HEEN/R Ty 7 EZ BN TWS, LML, Z DR AVB DEEKRE
B, DEXFTROBE, BEORREFRIZOVWTII ST — T2\, F2T,
B L TV A LEREDT —F N— 25 AVB &5 BHEIFEE LQT SEM % fhH
L. T b2l O, BREE, DENFTROKE, E-ER. BEORN L&

WMTPRIC OV TEBIREZT- T2,

AA/NRIERS PSR EZRGE U TR LE TRRIR - 4IRS - ILREICRZ S h
DERMEQTEREFER OBME T L BARMMARICET 2 2EALE] <k, HEETIZA
E55HaaR 7> HEF88BIDBEZ N B 7o, D H H2:)AVBE > THRIE L7z DI328%1 T, 1B
INFREN S35 BT 206 2t g & Uiz, W, IBIRE76I, A R#oml, =h
DARE DOFLIREA A ABI T - 72, BIaFA TIXLQTI : 241, LQT2 : 2450, LQT3 : 38, LQTS :
205, BEFRERET : 66, HITSNIZRNREEF 4B TH - 12, DEHEITE0~
143bpm, QTHKFfE]I%302~700msec (Fridericiatfi IEQTc=467~700msec) . <t DEEAEE 721
DESE (VT) torsade de pointes (dp)73 A B AL EFNIIIBI(ATYINCE LTz, (2:1)AVBD
OIS LB QTER ORE AW, LQT2°LQT3 TIIQTHEE DE 2 I E 23 /e <
THAVBZHED ZL23H 0, LQTI TIHQTIER R THAVBIXIZE A LR E R, Z0
&, QTEERDOBRELIMIG, BEFBEHBEDOA A F v FADHOENRE, o
HFREELTWAZ EEREBLTWE, £, ARHZBEE 5 L QTIEE DOBREIZAE
ThH->Th, 2IAVBOBEEZHA O TEDEANFED bz, b OEF T, Bl
A, TR TAF ¥ RVERE (AXTLFV) | v SRV AEREERE LSRR
HRERTRIE DM Todu, —ERDMER TILREAD B2 — 2 A — D IREN B SN TV, BE
FRIRHEER & D, SEIDOFETFIN S - 77, BAETIHECKIZH L CEEGIC YT
N2 A —IRICDIFEOHEENMENZ E b~/ EHE ST,

faEmm e LT, BEIRELQTSDRWEME L L TEEZDILRMAIR, L=, BE
a2y 7 LQTOFRERDIE T, ZbDH HREE L L&D EF TIILQTS A 5 5 MLE
D, FBERIKNILQTSEHZHOBEELREEO—DTH D, —F. BEFTH-
THFIERED B> Tz OIS ORER T FIEBEDTEED S FAE &2 Tl T & AR VEFIAR L
ZLIZHEETANETH D, Lizho T, BEMEAEIREIHITIX, BEFREOREITER
ELEFB LB, BREFREBREETH> THEHLHPHEWHI, AFTLFL, <7
XU LEERE LESREYREERBBICITY ZENEETH D, £-. BICERIRS
FEEOLEHEAZEDIRTEFTIX, FAER - AR TH-o THEERL T A RIGREIT
HZENHRIND EEZ LN,
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A. BFEER)
BeR - AR ET - SLIREAD & LB torsade

de pointes (TdP), FEE 7 1 v 7 (AVB) % ¥ > THIE
T B RN QT IEREERE (LQTS) IXEER R
BEREDZENEL BHER-HELEZLATY
%, bivbivm B A/NRIEREER O & D hEsk & %t
£ L LT 2009 EBITo2EREIC LN &
EFRMEER D% < 1T LQT2 (KCNH2 £B&) &
LQT3 (SCN5A ZEH) T—#A LQT8 (CACNAIC
758 Timothy JEEEE) Th o7, B THRE
KIGITHI, FEIT LIS REEDESF L Z < EEN
7= (Horigome H, et al: Circ Arrhythm Electrophysiol
2010), ZAL 5 DBEBAFIE LQT IZH4 bl D AEMR
& U CHRMESRAR, 2:1AVB, TdP DNEZETH D55,
BEZ AVB X REARE LQT ICRFMMTH S, 1L
IEE . QT TR ORRE IR DI ISH A I
ELTRE2MEN2Tay 7 ¢EILNTWD,
L L. Z OBk AVB OERFREE, (LEXFT R
OB, IREOBME FRIZOWTIE+272T —
A xR, EEREEIRE 0% b BERE S BN
L. 80flZHB2 TC\WAIZD, TOT —FN—A)
5 AVB % {E 9 BHIRE LQTEFI A L. Zh
SO O, RS, (LERPTRORE,
B B, IREOBN & G TRIZ OV TEM
FEEZIT-T,

— 77 U4, LR ZESRIEIE@RE (sudden infant death
syndrome, SIDS) EBEH DR T # OB = T MEHN
(molecular autopsy) AHAAIIITIOND L HIZ72
D, SIDSHO—ER (BLZ10%) IFLQTSHERRK & 72
STWAIENRHALMNE -T2, SIDSITONREI
BWTHHIRFEEROEINMLN AL E EDTVWS T
b, EOBMGEIER & ERERERE LIH R
BN AEDFESL AR KO STV D, SIDSHDH
BEHENILQTISOERTER TR LHEEDOF VE
EFERIZLQTIDSCNSAZ R TH Y | 2:1AVBE
5 EAELQTSMSIDS & BFE L TW 5 Z & b+ 43 HEH
b,

PLEDZ &t SEIZEFICAVBE 5 BHEAS
FELQTSOHF 7= 72z, 18R 7 V=Y XL DOHESL %
Bis LT, BAEICRT 5 ZOFRARN., BB
. BEREE, DERFTRORE, BROBN & A

T HICOVTHREF LTz,

B. WAk

JRIR - FAERS) SRS RN RET ALQTD
FEX, AANRERBTFSTRE, AANLLE
SLBEOMMK T LIS, 2EOFER/NEER
2. FEMR S & LT, LRI BARFE S
FENRLE 2> THRERMEL TV 5D, X UOHITE
FIOBEEEFAEL (—KAE) | FIRECA»H D
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LEIZE Lz e dg s L CHMRREZIT o2
(ZWHAE) . “KFHEOEE, BLOEIRED
HEIXTRHROBEY THD,

<ZTKFHEEHHE >

@© MERk4 . EFOERNEL(LE S, 1 =2 b,
EERA H

@ WrkrofEE (Bl - Al £ RE

@ EARER (BIR - rAERHORENR, LEHE.

Frh, EhA, ODR2, BmshiobEER, £
D)

DEBXATR & REAR (O, BERLER B
DOQTHER, TAMMARIR, LE L. BISEELLEE
. BE7av s, ZOMORENR)
FIREOFE CERMEQTIEREMREE. T Dftlo
TEENR, BRI ) ROE DT

i el

TRIENE « BYEENGRE L Q@ HA VAR
(CEYpiRER . R, B5 8, BB ER, &
EHiR)

(FA ZVBE - =2 A — T — FEIA LR
Bhak7e & OTEEE & T TRE )

B & TR (EF /BT, MELRIZL 50
FREER 14 B IE O F )

®

Qe

(K$EER2:1) BET v v 7 o T EFlIxTd
BINFAEEE >

HART - HAEDGIELA (ALIRE) tAibh
To R - REEAR

TR CAEIZ 2 DIV R - REERR

DEMATR : W12k, BE20~18F0N (LR
H) | BRRZ2IE< OQTHR & RIEEAR
BE7u v 7 ORKE  &H%BIZAVB (LEIERL)
DIFERR S Tl

(HEEERY2:1) AVBZ - EBNC W TIE, Bis
A QT O RHNIZE LI L AVB ORI
R—R X —% « ICDIREDOHE, FTHEIZ OV THRE
L7z,

<fHHERmE~DEE >

ARG TR ST H EEZ DL, &
ERFEIEEE ) OBARBENEE X OND, AR
g REM B GEEZ RS ICMEEEHF L, K
TEREBTWS (BEES  HI9-157) , EFIh
FEFNZ DD T, W b BRERE SO TERT
— 2 EELL LT ETHEEL, 7T — 2=kl
TRBET 2 Z &2 T, &b TNt

©®O 0 %A

@



RIZBWTHEE, ZFHEOREXBLILDL L,

C. WroEftR
BIRIR - #rARE) O HIRH R HICRE LLQTD
BRIk & BT A

BIR - B O ILIEEI B ENCRE L ZLQT D
ZRTAEEE ORI OWTIL, ER4EE DS
MEEmEEICRE L2 D, KETIIEKT S,

(K¥RERY2:1) AVBZ - ImEFIOFERIZLI T D@
DThHB,
B 2

(BERERY2:1) AVBZ £ I-IEFNT20/4], TR
VAR IREAN T, BrAEIREANF. 125H ORI
WnafichoTz,

B.LOERFT RS

DiEE (LEHED) 1360~143 (FE¥J82) bpm,
QTclE467~700 (F#9511) msecTh o7z, Fiz.
TR FVT/TAP AN 5E8k S 72 D204 911041 (50%) |
Sepptaborted cardiac arrest (ACA) WAL= H D
e B E20FF8% (40%) 12 LT,

DER O BAEF 2K (LQTS) 1R Lz,

XK1 LQTSHARDLEN

EHRQTIEE & HSEEHI2:1AVBR A S5,
B QTHEFR DS

R2IZQTR R OB Z R Lz, 1Z& A EDRERFIT
INESICAE S FERFEMIIFRD bhvieho Tz,

X2 QTch#REEZAL,

{ms)
800

760

600

500 i

400

300 -

200

100 4

0 -

0 1 2y 3y 4y SY 7Y BY 12Y 20V 21y 23y 24"
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B21EET v 7 OB

K3IZHIOIZ (BERERY) 2:1AVBASZWT & v 7- B
b BRBICRRE SN ERER L, BEITER?
B2 BORE T, 7 — & 35 B 722061 91941 LR
ATFEICRRER SN O EE T, £%9H A LIKEILHE
BENemoTz,

=7 L, ARAE —ILERE ERRICET STV
TEIEFIDSDIRNT &R0, R— R A — IHEIAI T EAT
DN TWT, BE O TORMOMERNES TR
EFLEEND 2D, EFIC X > T ESIERIC
o TEEE L TV FIREMEIR S 5,

X3 AVBOEHEHAR

B2 FREIE om iMm M ELY) 5M oM 1y 3y &Y 9y

BEETE

B FREIXBACTHIT S 4, BEIMBRH I
DIFFIThH-7-, LQTI (KCNQIZEHE) 241, LQT2

(KCNH2Z £) 24, LQT3 (SCNSAZR) 341, LQTS

(CACNAICEE) 26, BLUBEFEREZFET
7o TEBIA 108 TH - 7, LQTSE 72 11228K
Bt - SIDS - AR AR DT B NIRRIET 72 & OFHERE
Moo T2 b DIR20FIFS5H] (25%) EEL . FHERE
DIFED BFIEE FRITE IRVEF RS- T2,

#1 ExH

Case BurerE ¥B¥QTc Familyhistory LQTtype WEFE

1 WERE 23R 420 wL Lar2 KCNH2-G5728
2 sam 248 800 aL LaT3 SCNBA-S633L
3 FaRsm 1@ 640 wL Late CACNAIC-

4 BRE 208 581 Y LaT

. § KCNQ1-G 168

5 mem som®  a02 L Lam AP
& Fmem®E od 620 Bl Late CACNAIC-

7 BREB 288 s80  EAROFEE LQT3 SCNSA-A1186T
8 HeE 248 480 wL Lar2 KCNH2-G828S
9 WEREM 08 672 mL LaT3 SCNBAV1763M
10 BAE 288 700 Lat2 KCNH2-GE28S
1 HERE 28 480 zL ND ND

2 aem 2T s mL ND ND

13 BRE T8 380 zL ND ND

14 BBRE 188 480 Y ND ND

18 MERH 13 428 BRREOREE  ND ND

16 SRE 22 A 340 -3 3 ND
17 WESW 48 445 X zL ND

18 WRE 10AF 680 -3 wL ND

19 HEsE 18 600 -3 3% [s)
20 FERHB 18 520 mL L ND




7y 7 &S LQTOIEFR DB
RE VR - FrAE IR & FLIRE B EZ RE 5 2 EREAY
LQT TIIVT, Tdp, HERERY2:1AVB/: S EE 72 REER
ZRED 2 EREL BRI L EFIEYEE, N—2A
A =D EO BB IR ELEETHZ &0
2N, ABFFE THBER S N T22:1AVB % ££ 9 FEFI DR
BRI AERITR LI,
BMBEEORNE LR DITIE L A EN
LQT2,LQT3, LQT8 Xk B FRMAFEE S N/gnr->
TIEFITH Y | PEMIE, AFTLF U REA
VL RTR T AEHLE LSRR EESMTD
. —EHOREM TITFNITAN—Z A — B ZHEEET
BESN TV, 2O OERI T, MERpREL L

THRMEWTIR & A %3 L F 2 O O &5 3k S .

—EROFEF T L— 2 A —HIBEIBI STz,
LQTI CiXEEH ) IR IXEERERN I &
A ETRN T BEPEEMTHON TR o T2,

ﬁzzm&m%&ﬂamwé&%@%w%ﬁﬁm

LQaT3
(n=3)

LQT8  Unidentified
(n=2) (n=10)

LQT1
(n=2)

LQT2
(n=3)

f=tid i
BIEHTER, n(%)
AFLF L n(%)
URDA ., n{%)
R %27 b, n(%)

0(0)
0(0)
0(0)
0(0)
0(0)

140)
2(87)
1(33)
2(67)
2(67)

0(0) 1(50) 0{0)
1(10)

1(10)

1(33) 1(50)
0(0)

0(0)

1(33)
1(33) 1(10)
N—=AX—=7—, n(%)
MRS REE
BITHAZE, n(%)
XEDLF, (%)
URTA >, n(%)
R—=AA—=H—, n{%)

0(0) 0(0) 0{0)
0(0)
o(0)

0(0)

3(100) 2(67)
3(100)
0(0)

2(67)

2(100) 7(70)
6(60)

0(0)

3(100) 2{100)
0(0)
1(50)

0{0)

2(67)
o0)
0{0)

1(33) 1(10)

ICD. n(%) 0(0) 2(67) 0(0)

B

FETHNISH (263%) Thot= (R3) ., TDH
HAPNIBEFREEHN THY . RESHTNEZD
IFLQTISBIFID R TH - 1=, 1T & ALY DIERTHHA
HRABRENIHEIT ST,

3 211AVBE 9 LQTSDIETH

EA JECREEE  PUTRHE BETER SAERE
1 54 18 LQT8 BB, Mexil, PM
2 26% 104 A SKHEE BB, Mexil
3 578 18 REEE BB
4 £ 1H SREEZE
5 4% 27 B REERE BB, Mexil
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EER
Rl - A IR DL B RS AE T 5 LQT

HoL
OEEFETHE LN R bEERMLIL, R
JEDERME QT IERIEFERED 80%LL LA R EHA
(EREE) »OHAERMICRE L, HAERLO
FTHER 0~2 BIC—BORELY—27Bbo7z
&, FDELBDLEEN - Tdp SERENBEET
Ty R WAL, MBI EEERER
EELT2HaINsD, BROMGELEL L
TWheZ L ThoTo, FICEBERRH > 7-0DIFH
13 OEFICEED . HAERD AR OERE
IREERREE FRIS N TCWEE b DD -7 2
LEEBEZD L REM~FERMT QT IERIER
BEASE ) M L LC, FRgetEmRAR, RBREOSE.
BE7avy I O3ENEETHDHZ ERbhroT,

BERERY 2:1AVB Z £ 5 BRI BIT 2 BB FHRE
IEHEATERAME 2 To s, BTSN THRIE S 7z
Do TIERINE < I LQT1 &S 2 i, 2
A2, 3FNR3IH, SEMR2HIZ & EET,
—7%. LQT1 &L, WA#BRFEHICA I V—=v7
& L CLERRE AT S TR S AV EF] S
Zinolon, BEIDOIREE BT 5 BEERENR
EE LD T,

HEEERY AVB (4512 2:1AVB) X B #IZED LQT
RIS A DA RERE LT LTV 5,
ik, QT ZEE (BB ER) OREN
N DT 211 TLEORGHICYAZY | BEE
ERBRERNIC T ey 7 SNBZEREREB XD
TW5D, oL, RIFFIZEBWT AVB 245
Bl & bR WElD QT Wil &2 Kl m TRz B\ T
B U7-fER, 7 Lb QT IER ORREEN TR VE
BN AVB MFE LT Wb TIERWI & 258
HvE o7, LQT2 R LQT3 Tid QT FriE 23
WIER L TWA< Th AVB S Z 03BV
LQT1 TIX QT EENHM TH AVBILIZ L A Ll
TR, ZTOZEE, QT EEDORELMZY .
BEESHBHEDA A F v RS DOENRE,
ORFHEEL TND I EE2RB LT\, H#
BERY AVB % £ 9 LQT ERI O QT EEEIXHA & vz
BHEERSRWVICHELL TR ZEE DL
DIEBIT AVB WA LN B2 b I nEE
fHF T,

TR Uik, ERERRENRIC RT3 2 Al
TRIE LB MEEAREIR T OIREIC DT TEZ DL
ERd D, FABROBRE CREFAEEZ T A
52 LIIREETH D0, S EIOFE TIL B HEEHL
AFVVLF v, TR VT L ERRE DY TR
IR SRR BIEDOFIMEN RS, Eio, BRIk



FHRMEOLEEREIRGTIL, FrAERE, LI
THo THRN—R XA —HIREEER 2 < HEITT
EThHdEEZ O, FIIEENEE 7oy s
ZRES LQT OIBEICB VW TA—A A —H ITEE
REEERETZENRFEIN TS, SEOE
SREF L, KEE 7T L RAIBIT A BEOREH
DIEENELZ R LT (#4) ,

Fd4 FEETo v I i) BRHRELQTIZNT S
BB L THOE: (Japan 122V TIEERL
24 FEREENDBER - E)

Japan Aziz Lupoglazoff
BEE Heart Rhythm JACC
2013 2010 2004
n 20 12 15
QTe(B)ms 57364 616109 558462
BEFE LQT1,2,3,8,ND LQT2, 3, ND LQT2,ND
. ..B-b|o.ci<;r&%.m s 15/20 e 12/12 R 114”5 .
MexiletinefE F 14/20 312 0/15
ETE (%) LQT8 LQT2 1
gene(-)4 gene(-) 2

ND: not determined

ZORER, HHBETITAR— R A —{EFHFIHEA
DA B ERAIE AT LF U EERE
L7 EYEIEDH CTEE SN TV DIEMNE -
Tro FKIZBWTAA—Z A —HFERIC L - T
BREELTWARZILEEZDE, X—ARX—H
TBEOBEICEEIZOWNTH & BITHBRE LTV %
ERHDHEEDND,

BHEIHREIZBWTIE, T2V BEFHR
EEITV, BEFRIZES - FIAREPREE 5 347
THZEDREETHD, RLEA 7D QT ERIE
EHETH->TH, ZEOBIEHIZ X - TEHOHE
IXE D720, BRIENSCEREOTEIEIC L A3M
TRVRET NI LB LTV ZEREEN
5,

E. H#

FEIRE G HIREICRIE S 5 50 KM QT ERIE
FEHEOREREICLY . RHLEEFAERE 2
THEFDLILIBR VO 2HTHY | BRFIH
ZNZ ENHBA LT, LERFTRE LTE QT K
MR, FE7e T R, RERIR, HEEW
7o EEAEA - Tdp, AVB BWEETH D, Rl
BARE RN ERMETH D, ZTHHODJE
FlD 2/3 L ERIFENREZ FDRWeD, Fik
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BOFENS TFRITE 2WEAE DRy, L
T o T, EHAMAREIRICR LTk, BfEFRR
REEETH->ThH, BN D BEEH, Na F v %
IVEWEE (AXTLTFy) | v SRV U LETR
& LI BRI RENREIRE 21T O Z LR HER S h
Do E7 RIRE RSB & REE,
FFIZ 2:1AVB ZES EFITIL, FHAER - WETH
STHEBHERL A=A A—T - FALBSHE2E
1B (ICD) %1795 Z & BB D T DITHNEL 7
%, BEEREICBW TR & RIS
WTERKIZBIRT A ENEETH D,

G. WHIiEE
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1. Yoshinaga M, Ushinohama H, Sato S, Tauchi N,
Horigome H, Takahashi H, Sumitomo N, Kucho Y,
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Electrocardiographic Screening of 1-Month-Old
Infants for Identifying Prolonged QT Intervals.
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