QT
(LQTS) Brugada ( ) (PCCD)
(CPVT) QT (SQTS) (ERS)
(SNP)
(CNV)
H24 LQTS 150
1000
Brugada 500 PCCD 65 CPVT 72 ERS 100
LQTS 197
iPS
H24 LQTS Brugada
108 iPS
H24
LQTS Brugada PCCD ERS

(Exome)




iPS

Exome
(0] LQTS
(2) Brugada ( ) (3
PCCD (4)
(CPVT) (5 QT (SQTY) (6) ERS
H18 QT
(LQTS) L
10ml
Brugada PCR
(PCCD) (ERS) WAVE
LQTS _
Transgenomic
DHPLC
direct sequence
2. iPS
2007 Xenopus

iPS K+



HEK 297
whole-cell

IC50

iPS

2

16

CHO

LQTS Brugada

)

DNA

K+

(Exome)

SNP

DNA

Nat

(H23 5

H18-

H23-

27

H18
LQTS

- -002
QT

-088
LQTS

(H21 10

iPS
(H21

(Shimizu & Horie, Circ Res 2011, Shimizu et a. J
Am Coll Cardiol 2009)

400

H18-

H22- -

Brugada
- -002

Brugada
-144.
Brugada



(Kamakura, et a, Circulation arrhythmia
electrophysiol 2009)

PCCD ERS
LQTS
(H22- - -145:
H23- - -114:
H22- - -053: )
(Horigome, et al,
Circulation arrhythmia electrophysiol 2010)

H24
LQTS 150 1000
LQTS
«C )
Brugada
500 ( )
PCCD 65 ( ) CPVT

72 ( )ERS 100
LQTS 197 (

(Shimizu W. Cardiac e ectrophysiology
clinics. 2012, p.29-37,
17,18,20-22,28,30,31)

2013 3
(Heart Rhythm Europace Jof Arrhythmia)

QT (
)  Brugada
2013
2013

2. iPS

iPS
H24 LQTS Brugada
108 iPS
( 23)
iPS
iPS
(
) H24
3.
H24
LQTS Brugada
PCCD ERS Exome
1991 11
LQTS 20
LQTS
LQTS
( ) (genotype-phenotype
correlation)



LQTS Brugada PCCD
CPVT ERS LQTS
H25
iPS
H24
LQTS Brugada
108 iPS
iPS
iPS
( )
iPS
Exome
LQTS Brugada PCCD ERS
Exome
Exome
LQTS 1000

LQTS Brugada
iPS

LQTS Brugada PCCD

ERS

(Exome)

Shimizu W, Ackerman MJ. Chapter 50,
Provocative  (drug) testing in  inherited
arrhythmias. in Gussak |, Antzelevitch C, Wilde A,
Powell B, Ackerman MJ, Shen WK (eds):
Electrical Diseases of the Heart (Second edition):
Genetics, Mechanisms, Treatment, Prevention,
Part IV. Clinica rhythmology: Diagnostic
methods and tools, p. -, Springer, Oxford, UK,
2013 (in press)

Shimizu W: Chapter 40, Acquired form of
Brugada syndrome. in Gussak |, Antzelevitch C,
Wilde A, Powell B, Ackerman MJ, Shen WK
(eds): Electrical Diseases of the Heart (Second
edition): Genetics, Mechanisms, Treatment,
Prevention, Part Ill. Secondary Hereditary and
Acquired Cardiac Channelopathies, and Sudden
Cardiac Death, p. -, Springer, UK, Oxford, 2013
(in press)

1 23. A ),
! 2
- (
): p. 113-117, , 2012
113 12. 5)
( QT Brugada
)- ) ( ,
): p. 663-665, , 2012
: 7. J
)
2012-2013 ( , ):

p.32-37, , 2012



10.

11.

12.

13.

14.

15.

3 ( , , ;
, ): p.228-232, 2012
o1 . 14)
) (
, ): p. 52-54, , 2012
.13
. 5)
QT ) ( ,
): p. 496-499, , 2012
:VI-3.QT QT
« )
( :
): p.376-383, 2012
_ )
2011 :p. - , 2012 ( )
' ( > )
2011 :p. - , ,
2012 ( )
.5 . 54
.3) )
( : ): p.
-, , 2012 ( )

Kawata H, Noda T, Yamada Y, Okamura H,
Satomi K, Aiba T, Takaki H, Aihara N, Isobe M,
Kamakura S, Shimizu W: Effect of
sodium-channel blockade on early repolarization
in inferior/lateral leads in patients with
idiopathic ventricular fibrillation and Brugada
syndrome. Heart Rhythm 9: 77-83, 2012
Makimoto H, Kamakura S, Aihara N, Noda T,
Nakgima |, Yokoyama T, Doi A, Kawata H,
Yamada Y, Okamura H, Satomi K, Aiba T,
Shimizu W: Clinical impact of the number of
extrastimuli in  programmed  electrica
stimulation in patients with Brugada type 1
electrocardiogram. Heart Rhythm 9: 242-248,
2012

Miyoshi T, Maeno Y, Sago H, Inamura N,
Yasukohchi S, Kawataki M, HorigomeH, YodaH,
Taketazu M, ShozuM, Nii M, KatoH, Hayashi S,
Hagiwara A, Omoto A, Shimizu W, Shiraishi I,
Sakaguchi H, NishimuraK, UedaK, Katsuragi S,
Ikeda T: Evaluation of transplacental treatment
for fetal congenital bradyarrhythmiaz A
nationwide survey in Japan. Circ J 76: 469-476,

16.

17.

18.

10.

20.

21.

2012

Nishimoto O, Matsuda M, Nakamoto K,
Nishiyama H, Kuraoka K, Taniyama K, Tamura
R, Shimizu W, Kawamoto T: Peripartum
cardiomyopathy presenting with syncope due to
Torsades de pointes. a case of long QT syndrome
with a novel KCNH2 mutation.  Intern Med
51: 461-464, 2012

Makita N, Seki A, Sumitomo N, Chkourko H,
Fukuhara S, Watanabe H, Shimizu W, Bezzina
CR, Hasdemir C, Mugishima H, Makiyama T,
Baruteau A, Baron E, Horie M, Hagiwara N,
Wilde AA, Probst V, Le Marec H, Roden DM,
Mochizuki N, Schott JJ, Delmar M: A Connexin
40 mutation associated with a malignant variant
of progressive familial heart block type-1. Circ
Arrhythmia and Electrophysiol 5: 163-172,
2012

Costa J, Lopes CM, Barsheshet A, Moss AJ,
Migdalovich D, Ouellet G, McNitt S, Polonsky S,
Robinson JL, Zareba W, Ackerman MJ,
Benhorin J, Kaufman ES, Platonov PG, Shimizu
W, Towbin JA, Vincent GM, Wilde AA,
Goldenberg |I: Combined assessment of gender
and mutation-specific information for risk
dtratification in type 1 long QT syndrome.
Heart Rhythm 9: 892-898, 2012

Baranchuk A, Nguyen T, Ryu MH, Femenia F,
Zareba W, Wilde AAM, Shimizu W, Brugada P,
Pérez-Riera AR: Brugada phenocopy: new
terminology and proposed classification. Ann
Noninvasive Electrocardiol 17:299-314, 2012
Barsheshet A, Goldenberg I, O-Uchi J, Moss AJ,
Christian Jons C, Shimizu W, Wilde AA, McNitt
S, Peterson DR, Zareba W, Robinson JL,
Ackerman MJ, Cypress M, Gray DA, Hofman N,
Kanters JK, Kaufman ES, Platonov PG, Qi M,
Towbin JA, Vincent GM, Lopes CM: Mutations
in cytoplasmic loops of the KCNQ1 channel and
the risk of life-threatening events. Implications
for mutation-specific response to beta-blocker
therapy in type-1 long QT
Circulation 125: 1988-1996, 2012
Watanabe H, Nogami A, Ohkubo K, Kawata H,
Hayashi Y, Ishikawa T, Makiyama T, Nagao S,
Yagihara N, Takehara N, Kawamura Y, Sato A,

syndrome.



22.

23.

24.

25.

26.

27.

28.

Okamura K, Hosaka Y, Sato M, Fukae S,
Chinushi M, Oda H, Okabe M, Kimura A,
Maemura K, Watanabe I, Kamakura S, Horie M,
Aizawa Y, Shimizu W, Makita N: Clinical
characteristics and risk of arrhythmia recurrences
in patients with idiopathic ventricular fibrillation
associated with early repolarization.
International J Cardiol 159: 238-240, 2012
Takigawa M, Kawamura M, Noda T, Yamada Y,
Miyamoto K, Okamura H, Satomi K, Aiba T,
Kamakura S, Sakaguchi T, Mizusawa Y, Itoh H,
Horie M, Shimizu W: Seasonal and circadian
distributions of cardiac events in genotyped
patients with congenital long QT syndrome. Circ
J 76:2112-2118, 2012

Egashira T, Yuasa S, Suzuki T, Aizawa Y,
Yamakawa H, Matsuhashi T, Ohno Y, Tohyama
S, Okata S, Seki T, Kuroda Y, Yae K, Hashimoto
H, Tanaka T, Hattori F, Sato T, Miyoshi S,
Takatsuki S, Murata M, Kurokawa J, Furukawa
T, Makita N, Aiba T, Shimizu W, Horie M,
Kamiya K, Kodama I, Ogawa S, Fukuda K:
Disease characterization using LQTS-specific
induced pluripotent stem cells. Cardiovasc Res
95:419-29, 2012
Shimizu_W: Clinical
syndrome. JArrhythmia:- 2013 (in press)
Nakashima K, Kusakawa I, Yamamoto T,
Hirabayashi S, R, Shimizu W,
Sumitomo N. A left ventricular noncompaction

features of Brugada

Hosoya

in a patient with long QT syndrome caused by a
KCNQI1 mutation: a case report. Heart Vessels
28:126-129, 2013

Makimoto H, Satomi K, Wada M, Shimizu W:
Double tachycardia after slow pathway ablation
for atrioventricular nodal tachycardia: what is the
mechanism? J Cardiovasc Electrophysiol. 24:
233-236, 2013

Iguchi K, Noda T, Kamakura S, Shimizu W:
Beneficial effects of cilostazol in a patient with
recurrent ventricular fibrillation associated with
early repolarization syndrome. Heart Rhythm :
-, 2013 (in press)

Watanabe H, Ohkubo K, Watanabe I, Matsuyama
TA, Ishibashi-Ueda H, Yagihara N, Shimizu W,
Horie M, Minamino T, Makita N: SCNS5A

29.

30.

31.

32.

mutation associated with ventricular fibrillation,
early repolarization, and concealed myocardial
abnormalities. Int J Cardiol : - , 2013 (in
press)

Miyoshi T, Kamiya CA, Katsuragi S, Ueda H,
Kobayashi Y, Horiuchi C, Yamanaka K, Neki R,
Yoshimatsu J, Ikeda T, Yamada Y, Okamura H,
Noda T, Shimizu W: Safety and efficacy of
implantable  cardioverterdefibrillator ~ during
pregnancy and after delivery. Circ J : -
2013 (in press)

Mathias A, Moss AJ, Lopes CM, Barsheshet A,
McNitt S, Zareba W, Robinson JL, Locati EH,
Ackerman MJ, Benhorin J, Kaufman ES,
Platonov PG, Qi M, Shimizu W, Towbin JA,
Michael Vincent G, Wilde AA, Zhang L,
Goldenberg I
mutation specific QTc standard deviation in
Heart Rhythm :

Prognostic implications of
congenital long QT syndrome.
-, 2013 (in press)

Villafafie J, Atallah J, Gollob MH, Maury P,
Wolpert C, Gebauer R, Watanabe H, Horie M,
Anttonen O, Kannankeril P, Faulknier B, Bleiz J,
Makiyama T, Shimizu W, Hamilton R, Young
ML: Long-term follow-up of a pediatric cohort
with short QT syndrome. J Am Coll Cardiol 61:
1183-1191, 2013

Takigawa M, Kiso K, Noda T, Kurita T, Yamada
Y, Okamura H, Satomi K, Suyama K, Aihara N,
Nanasato M, Hirayama H, Kamakura S, Shimizu
W, Ishida Y. Usefulness of scintigraphy to
predict electrical storms in severe idiopathic
dilated cardiomyopathy. Ann Nucl Med : - |
2013 (in press)

Shimizu W: Relation to Brugada Syndrome.
Joint symposium 2, J wave syndrome:From

cell to bedside. Heart Rhythm Society 2012.

Boston, USA. 2012.5. 10.

Shimizu  W: ECG Diagnosis and Risk

Stratification of Brugada Syndrome.

THU-201DE-3-2: Inherited Arrhythmias. 5t

Asia-Pacific Heart Rhythm Society Scientific

Session 2012, Taipei, 2012. 10. 4.

Shimizu W: Risk Stratification and ICD Implant



in Patients with Long QT Syndrome. Session II:
Dilemmas in prevention of Sudden Death. XV
International Symposium on Progress in Clinical
Pacing. EURO-JAPAN ARRHYTHMIA FORUM
(EJAF), Rome, 2012. 12. 6.



