BV 3

T4 IR BRI E R B (IR YRR R BORAT RS 2E)
(fadfh) BFFEHR S &

/N B BN IR E AR TEQTRE SAEGAE D ZEIRIETBHIZ B4 5 52

MRS MIE RE EERERI Y L S —ERRE R

FERM BEME) QUERJEMAE (LQTS) 2DV TEDC (REDCap) % FHV M-
Bk AT LEAERL L, ENAERESI S ' o 7 — & RIS R E 1256
MOIEFIERZBRLE LT, /NED SR E TR IEFPEER ATV, BAR
T 540006 ZIT W LATSHE Bl 2 Bk L T-, S HBARERT — ¥ O 217
9 Z & CLATSORMIZWr & U 2 7 Jghifb, ATGHRECIEY) - JERMTRE
DEZBMEERRGFE L, DEZERIED TRHICE N S EHIFF S D,

KREFEE - « ENTASBR AT IE 1 2 & —  BIF ST
R IR O A D - R

FLEPRIEE: « [ENCAR BRI it o 2 — « Tl
g & PNRRR - HBP R

Y - ENCARBR AR A FE o & — < iRl )y
g)ﬁﬁ%%% « PEIT NEHERY /N B BR RPN RRER « [

BF - NIRRT o ¥ — e
V NERAR - W

PR - NSRBI & — - BFFET
BEHEE B THAEE 7 - S i - S0
T EARAD - FENTRBR AR L o & — - FSERT
B B PO - P i - 32
FEACE 7 - B EIERIE:  EBRIE S 4 —
VLW - R

KB B [N SR - TR
INJER « ST

S IE SR - [T UL B o 4 — -
INVER - BERR

DR  BERE RN - R R
FAHNF - B

ML i - ENRSEE AU « KR
SEFICRE HUBKIERR S AT L - R
BRI » [ENE R A AR ST
JERRIEET + e

B - ENREEE AR - KR
SEROHFER - el

Gt ] - BRSO - K RS
BRI - e

JARIEHIT « BRKE - B S0 E
L= TR

HTERT, - RINKY - BRI -

Hi%

P B

ST - KPR ATERE & — - /N
RREERE - Bl R

A. WFIEEW

SRkt QT #EREIEFERE(Long QT Syndrome:
LQTS)IEFITEEILC A M L ANFHEK & 720 %k
PPRECDEMEN 2 E 2 AT, NEE S Ak
NITHT D0« DgRZEIRIEDRIK & L CHE
BERRETH D, NEEIZRZEEnS Z &R
LD, FIEFER IR A < BN BARE & fkfE L
PENVLETH D, RN LQTS O 7 E
(BT RE RO | Bin AN RER
BEINTWDLZENDL LB TREDZE
BT DEENTRE Y, —TH 3 EHlO#RR
TFRIARAFNCT T DML EE > TR, &
SICAFTIX 2018 FDH A R T A4 L ikETIC &
V. HEERTY QTe R A 470ms LA E&H X
BRI HELE X B 28, Ak AN LLRE D iR
R T 12 I L TR TH D, KT
KCNH2 i&fx A% (LQT2) DLt TiiEE
WL ISR D U 27 25800 L. Bl
72 & O EYIBERPUNE THEA A BRim s &
(ICD) %3t & & 5 252 WERT S 2\, ARHF
72 CIE, ekt LQTS D2 E L ik 5 ék 217
WEREEIRZWr L Y XV @RIk, AT FRESCHK
Wy - FEIEMIREDP YN ATHOILTWDHNE D
NERRRET D,

B. WFgE 5

KT RME LQTS & & OFEiE B
(Andersen-Tawil JEEHE, Timothy JSEMERER
E) Thb, BEIEETHARRGYS - &
EMEARBERRT A K Z A eV, 1DLQTS U A
7 A7 =235 m. 2LQTS D5 K@ n1- 78 5
AT 5, 3LEX QTe=500ms, DV
WA TER & 95, BIRFIIRMRAIXE T
TEERAIRAETE Y o & — F T TR ER R
T Direct sequence {E4 FHWNTIT 9 25, D5y
HhEER & D 13N AR CHEE D b a5




REDCap #H\ 7= EDC (LQTS LA RY)
Z W TCIETE & o flEsk = & 1T REE OB GkE
179, BRI, EEH@D PERI] -« WIS HRFAF
i - VAR (R - EEVRAIE) T - ER O
HE - ZRI - P$®ﬁﬁé%:§6$%@§%
REXGET D, 740 —7T v T A[RERBEIZON

TIIHRE 7 v —FFOLEK] « RAPRESC BN
Tﬁmwﬁﬁ 1B - ICD OF 72 & & Bk
Do

(PR ~DHELE)
NZEXRETHEFLRMITITBO T, SGRE
%é Véﬁ@é®rkéﬁ%k?5$ nA
oo [EERRAFIEICBI T DM EREE) (B34 3
H 23 H) q;ﬁb\ R B k3 D NMEHE
#LEORE., B HEIC L DIFE G 16
2 RFNZERAEME DN 9 \ZEE L. BFZekt
BENCT U EERE (74 —L K2
YRR 255, EEREERICEL T, &
L CEBNZAB LW Z & 2 AR5, A
FHX. AT LL. AR I OEHRITIA
%%%%ofﬁbﬁiiémﬁéoé%kﬁﬁ
X OBEIL, REB L OB ETE O
BEHY 9 BL9I1295, £7-. #REDRIEIZ
%@%&&#i5ﬁ£%%@%@%ﬁﬁﬁbm
BHEFICIE, BCMITHRE I E R AR L,
N ﬁﬂﬂﬁ‘éiﬂfﬁ IZ DU, %EZ%%‘@EUL‘
HEMRT D &, FaNcmBEEESDKR
=BT, FE Xiﬁk®&J%ﬁw %%%®
HREE*E%, b N L - B FEITHIZEIC
ONTY, KigH 28545,

72 BAMFIEILE NG BRI A T o 2 — D afF

ZefmE R BT HEHE 217V &R (R22006)
iz,
C. HFZefs%E

A x@nt EENERAET) BIZFEOAR

LQT3.
(11%)

350 380 400 420 240 460 480 500 520540 550 580 500 620 640 850 B8O

E1: LQTSREH QKM RS L USEETER

B4 FEEITRMEREICS] &t X G EBRE OB E
To7-, S0 4 HEFERE TIZ 3800 #1> LQTS
FERBEESI N, X 1SRRI SR 2 RN,
BRI D 9 B 33% 2 AP FRAED L 2R
s 78X KCNQL(LQT1), KCNH2(LQT2),
SCNSA(LQT3)DNEIZZ L . —FH e nb b
KCNJ2 ®° CACNAlc 2 E (RO BN TWD, 2
WrRF AR X AR (10 fRATYe) Vs, —F
HAEDIRRIC S B — 7 2389, Fimg DFEIEH 5\
VLRI I W TROMN D BE LD R b F
E?Z) T ENbIND B n/[—ﬁﬁj{: QTC H#F”ﬁ ZOWT
LIEFITERH Y . LT LHETOEFET QT I
%ﬁ%;%bfu%m\:k#XMx

AT R ERIER D > D Jii 5% ﬁ@i@mﬁ&%ﬁ
X, T— &@7J~~/7%%ML K 22T —
X [EER I s« Fhe, Bin i, U7 b
RISt N é% X2V A7, X 52 BT
HIRIEOFEREIRDL, B BT IIEIE DA,
M. ICD REIAZRARIL & F DA & ZaMEI >N
THMNT 21T 5, FERHENTICOWTIE, HRHEEME
@%ﬁ@%k%m#é 2 LQT2 D&z ou

iﬁk%MV%%«xh%éﬂﬂﬁbfﬁﬁé

NAHZEMNG, /\4’)2?5%% BIFoiEwE L
QOL ([ZOWTCHENT 21T 9, I HICARERZ D &
&@mwomD@mﬁﬁmﬁ%ﬁmowT%@ﬁ
ZITHTVETH D,

D. &%

AAFZEC X 0 KM LQTS o Rzl L U 2 7
JERINL, ATRHRESCIRY) - IEEMIEH D )2
ITONTWAENE I MERIET D Z LT, BHE
H DU T HICHEBRTE 5, BAE 4000
Bl DS %wkﬁ@@%fiL@ST i
BT T 5 2 & T, lx DEEFEIZIN -T2 & O
ggéﬁﬁﬁ%%ﬁﬁﬁ%@mfé L ARE
2D,

E. fim

LQTSDOEE L ftisk ek 217V, B EED40005EH]
IZITWV DGR E o T, S’ T — X T 21T
mﬁﬁﬁ@mmﬁﬁmﬁ%%ma)xyﬁﬁm\
AETEFRESCHY) < IEFMNTEIR I DOV TIRAET 5,

F. e
ki % e L

G. ﬁn%’%i‘%

1. FW3CFE#

1. Nagata Y, Watanabe R, Eichhorn C, Ohno S,
Aiba T, Ishikawa T, Nakano Y, Aizawa Y, H
ayashi K, Murakoshi N, Nakajima T, Yagihara

N, Mishima H, Sudo T, Higuchi C, Takahas
hi A, Sekine A, Makiyama T, Tanaka Y, Wat
anabe A, Tachibana M, Morita H, Yoshiura K
I, Tsunoda T, Watanabe H, Kurabayashi M,
Nogami A, Kihara Y, Horie M, Shimizu W,
Makita N, Tanaka T. Targeted deep sequencin
g analyses of long QT syndrome in a Japanes
e population. PLoS One. 2022 Dec 8;17(12):e
0277242.

2. Nakamura T, Fukuzawa K, Aiba T, Ohno S.

Case report of a ventricular fibrillation storm




with a cardiac conduction disorder and HCN4
variant 18 years after ablation of atrial flutter.
Eur Heart J Case Rep. 2022 Oct 29;6(11):y
tac431.

Shimamoto K, Ohno S, Kato K, Takayama K,
Sonoda K, Fukuyama M, Makiyama T, Oka
mura S, Asakura K, Imanishi N, Kato Y, Sak
aguchi H, Kamakura T, Wada M, Yamagata
K, Ishibashi K, Inoue Y, Miyamoto K, Nagas
e S, Kusano K, Horie M, Aiba T. Impact of
cascade screening for catecholaminergic polym
orphic ventricular tachycardia type 1. Heart. 2
022 May 12;108(11):840-847.

Suzuki K, Sonoda K, Aoki H, Nakamura Y,
Watanabe S, Yoshida Y, Hoshino K, Ozawa J,
Imamura T, Aiba T, Kato K, Makiyama T,
Kusano K, Horie M, Ohno S. Association Bet
ween Deleterious SCN5A Variants and Ventric
ular Septal Defect in Young Patients With Br
ugada Syndrome. JACC Clin Electrophysiol. 2

022 Mar;8(3):297-305.

5. Peltenburg PJ, Kallas D, Bos JM, Lieve KVV,

2.

Franciosi S, Roston TM, Denjoy |, Sorensen
KB, Ohno S, Roses-Noguer F, Aiba T, Maltre
t A, LaPage MJ, Atallah J, Giudicessi JR, Cl
ur SB, Blom NA, Tanck M, Extramiana F, K
ato K, Barc J, Borggrefe M, Behr ER, Sarque
lla-Brugada G, Tfelt-Hansen J, Zorio E, Swan
H, Kammeraad JAE, Krahn AD, Davis A, Sa
cher F, Schwartz PJ, Roberts JD, Skinner JR,
van den Berg MP, Kannankeril PJ, Drago F,
Robyns T, Haugaa K, Tavacova T, Semsarian
C, Till J, Probst V, Brugada R, Shimizu W,
Horie M, Leenhardt A, Ackerman MJ, Sanata
ni S, van der Werf C, Wilde AAM. An Inter
national Multicenter Cohort Study on B-Blocke
rs for the Treatment of Symptomatic Children
With Catecholaminergic Polymorphic Ventricul
ar Tachycardia. Circulation. 2022 Feb;145(5):3
33-344.

FRRER T L

H. FRMPEHED HIRE - Bakil (TPEZ &L, )

L




