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Jun Yoshimoto (Department of Electrophysiology, Shizuoka Chilreren’s Hospital)

2. AVNRT/AVRT ablation with 3D mapping system in pediatrics
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Aya Miyazaki (Department of Adult Congenital Heart Disease, Seirei Hamamatsu General Hospital)
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International Symposium

1. The Present and Future of Arrhythmia Ablation in Children and
Congenital Heart Disease with Advances in 3D Mapping Systems

OJun Yoshimoto, MD.
Department of Electrophysiology, Shizuoka Children’s Hospital, Shizuoka Japan

In electrophysiology, mapping refers to the representation of the propagation of excitation in the
actual heart using other means. The electrocardiogram of the heart obtained using a multipolar
electrode catheter or basket catheter can also be called mapping. However, when we talk about
mapping in the modern sense, we are referring to electro-anatomical mapping (EAM). EAM has
become an indispensable tool in modern ablation. Early EAM measured the three- dimensional
coordinates of the tip of the catheter using impedance (LocaLisa®, Ensite™) or alternating magnetic
fields (CARTO"), measured the time taken for excitation to travel from the reference electrode
to the tip of the catheter (local activation time (LAT)), and drew a picture of the propagation
of excitation. At the time, advances in 3D graphics made the representation much easier to
understand. Nowadays, thanks to the overwhelming advances in multi-point mapping and signal
processing technology, it is possible to acquire more than 10,000 points in a very short time and
examine the arrhythmogenic tissue in detail. In clinical practice, the CARTO3 system, EnsiteX
system, and Rhythmia system are the three most commonly used. Each of these systems has its
own characteristics, advantages, and disadvantages. This article describes the history of three-
dimensional mapping systems in the field of pediatric arrhythmia, their current use, and future

prospects.
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2. AVNRT/AVRT ablation with 3D mapping system in pediatrics

OShuenn-Nan Chiu, MD, PhD

Department of Pediatrics, National Taiwan University and National Taiwan University
Children Hospital

This presentation highlights the importance of 3D mapping system in the catheter ablation for
AVNRT and AVRT in pediatric patients. In the past, these procedures involved radiation exposure
due to X-ray guidance. However, with the introduction of 3D mapping systems, zero-fluoroscopy
ablation is now achievable. For AVNRT, 3D mapping assists in electroanatomical mapping,
reducing the number of cryoablation attempts and improving procedural efficiency. In patients
with complex or multiple accessory pathways, 3D mapping significantly enhances the success
rate. This technology not only improves the safety and success of the procedures but also reduces
occupational radiation exposure for medical staff. In conclusion, 3D mapping systems have proven
to be feasible and effective for pediatric PSVT ablations, both for zero-fluoroscopic ablation and also

precise mapping for arrhythmia substrate.
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3. Ablation for CHD with 3D mapping system

OEun-Jung Bae

Department of Pediatrics, Seoul National University Children’s Hospital, Seoul National
University College of Medicine

The atrial and ventricular arrhythmias is increasing with the ageing in CHD population, and they
are significantly contributing to morbidity and mortality. As pharmacological treatment alone often
has limited value, catheter ablation is highly recommended. Although the ablation procedures
are technically challenging, with the advent of 3D mapping and ablation we can understand the
tachycardia mechanisms more clearly even in postsurgical congenital heart. Recent applications
of high density contact mapping using Octaray catheter, Grid mapping catheter helps us rapid
and precise assessment of slowly conducting low voltage zones. In congenital heart disease, the
procedural huddles are access problem: Fontan baffle/conduit, Senning/Mustard baffle, intracardiac
device and interruption of IVC etc. Intracardiac echocardiography and 3D volume rendering to
identify anatomic obstacles and puncture site can give further information about tissue contact in
CHD. In complex CHD or Fontan patients, successful mapping requires a secure reference signal.
Coherent mapping facilitates the identification of critical isthmuses of IART in subjects with CHD
with promising results. Regarding atrial tachycardia, the cavo-tricuspid isthmus (CTI) dependent
TART or right atrial atriotomy scars dependent IART were the most frequently encountered target
sites. Radiofrequency catheter ablation is also an important adjunctive treatment option to control
recurrent monomorphic VT and to prevent ICD shocks especially in repaired TOF. The dominant
VT substrate, namely SCAI(slowly conducting anatomic isthmus) can be identified during stable
rhythm at RVOT between PA annulus /VSD patch/TV annulus/ ventriculotomy scars. The use
of irrigated catheters with contact force sensing capability and local impedance values can help to
create transmural lesions and reduce the risk of tachyarrhythmia recurrence. In overall, procedural
results became excellent, and recurrences were low during mid-term follow-up in most congenital
heart disease. In this talk, I'd like to summarize the ablation for CHD with 3D mapping system

and share the related personal experiences.
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4. The cases using 3D mapping system

OAya Miyazaki'?. Keita Shimizu®?. Satoko Tomida®. Norio Kamiya?.
Nao Inoue'”. Hiroki Uchiyama®. Hideki Saito"”. Yasumi Nakajima'?

" Department of Adult Congenital Heart Disease, Seirei Hamamatsu General Hospital.
Y Pediatric Cardiology, Seirei Hamamatsu General Hospital.

¥ Clinical Engineering, Seirei Hamamatsu General Hospital.

“'Department of Pediatrics, Hamamatsu University School of Medicine

Currently, there are three 3D mapping systems mainly used in Japan; CARTO system, Ensite X
and Rhythmia. The CARTO system provides superior in anatomical information compared with
other two systems. The CARTOSOUND in the CARTO system, can create 3D images of the
anatomy and accurately determine the anatomy during mapping. Ensite X is superior in analysis
of local potentials by Omnipolar technology, which calculates electrograms in 360 degrees, and
displays an accurate local electrogram, called near-field potential. Rhythmia has the great advantage
of being able to identify low voltage electrograms so called the scar region, and Orion's noise is
reported to be 0.011 = 0.04 mV. My role of this symposium is to show the cases with these mapping
system. I will present the cases that 3D mapping system has worked in unique ways; the cases of
AVRT for complex congenital heart disease with atrioventricular valve ring position confirmed by
CARTO SOUND in CARTO system, the cases of AVNRT with the slow pathway identified using
Omnipolar technology in Ensite X, and the case of intraatrial-reentrant tachycardia within low

density area in Rhythmia.
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2. Philip Moonsl,2,34* Ewa-Lena Bratt2,5,6, Julie De Backer, et al. European Heart Journal (2021)
42, 4213-4223. Transition to adulthood and transfer to adult care of adolescents with congenital
heart disease: a global consensus statement of the ESC Association of Cardiovascular Nursing
and Allied Professions (ACNAP), the ESC Working Group on Adult Congenital Heart Disease
(WG ACHD), the Association for European Paediatric and Congenital Cardiology (AEPC), the
Pan-African Society of Cardiology (PASCAR), the Asia-Pacific Pediatric Cardiac Society (APPCS),
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HO. AFXTVLF Y (MEX) #EBAT L H$E L7z —HEQTc 420ms ¥ Tl L Tz #lirpic
QTc 511ms & FEEERMEAI & 2 0. AR TO BEREE O ARG ZFTH L7z. L2 L AR H ORI
H, WlEPIZEM L, BEABEE & o7z0 AR, QTc 643ms & BiF 7% QT & & & L= WIAMIH Z 78
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<BE >

1. Moss A]J, Zareba W, Kaufman ES, Gartman E, Peterson DR, Benhorin ], et al. Increased risk of
arrhythmic events in long-QT syndrome with mutations in the pore region of the human ether-a-
go-go-related gene potassium channel. Circulation. 2002;105(7):794-9.

2. Biton Y, Rosero S, Moss A]J, Goldenberg I, Kutyifa V, McNitt S, et al. Primary prevention with
the implantable cardioverter-defibrillator in high-risk long-QT syndrome patients. Europace.
2019;21(2):339-46.
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Risk variables 0 points 1 point
QTc =499 ms 500-549 ms
Prior syncope while
on [ -blockers No ves
LQT2 No Yes
Multiple mutation No Yes

Biton Y, et al. Primary prevention with the implantable
cardioverter-defibrillator in high-risk long-QT syndrome
patients. Europace. 2019;21(2):339-346.
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Geggel RL. Clinical Detection of Hemodynamically Significant Isolated Secundum Atrial Septal
Defect. ] Pediatr. 2017:190:261-264 e261.

Sumitomo N, et al. Guidelines for Heart Disease Screening in Schools (JCS 2016/ JSPCCS 2016)-
Digest Version. Circ J. 2018;82:2385-2444.

Val



5280 BARNRLEZRZAMES

Summary diagram

265 574 L PN

FER-ZLYRE FEEH

FLIREES 46%)  -FERIDERRES (88%)
"BREE (22%) -SREE (12%) |
Z DA (31%) |

=R LS OBRKA RDLASDES

23
DERII DEBRRFT R DHAASDEE

6 E@pe) 18 40 60 8

72



5280 BARNRLEZSZIMES

OS2
ASD I\ AEiHiE DILVERZE( LD

OMAE —f. KR@&B. EBE . L &R SH 6. KE RE. SH E—BA.

7a)ll &

JCHOO TR RC & /\— by 9y—/\NBiERSSR

[F3] HARTIEEREZIC X ) HRTIZZENNIOE YRR (ASD) 2% @B S, JLaERE
WA 7 — 7 VIS (ASO) [Z TR T 2 RERI2HE M L T\ %, ASD A% OLEMZELIZ DWW T
HEE U THE I % L ASOBOLEK ORI IZELIZ DWW THRE Lz. [J5:] Hkeic T 2021
E8H 5 20244E1 H £ TIZASO %475 729761 9 B ASO 3RATHF 12 16 1% Al T ASD LISk 0.0 35T
DHEVTOFN DV THE L7ze [R5H] ASOZRAT IR O 4E#13 8.8 = 307%. IRBBBIX (4 Hi. #ifs1
H. 37 A, PB4E 14E) T(5B87%. 392%. 280%. 205%. 17.0%) & 4. RSR’ i3 (24.0%. 39.1%.
49.3%. 52.1%. 49.0%) L BHI L T 720 VAD BEPET P 1& (41.3%. 20.3%. 6.7%. 55%. 3.8%) & ik
4> crochetage 1Z (58.7%. 37.8%. 30.7%. 288%.264%) & WA, W FHEDREVET #1Z (60.0%. 56.2%.
33.3%. 24.7%. 20.8%) &KL Tz,

[£%2] ASD H#HZ I A LCREMOF R Z R T LEMD/NT A —F —IRFMICHHELTBY, &b
BLWHET AR VAOBRET TS - 720

IRBBBA*RSR’ \ZZ3b 3 2 HEHIA% <. HIZIERSR HiHKT 5 60H D72,

il O E
i
£he i =
A e

fHan 14 Bt 35 A% 64 Ak 1444

iﬁ
=

Lot

ETD

{i

a2

e

7

fe
Lt
Rt A

/\:J/U

il
=

it

§
i



5280 BARNRLEZRZAMES

OS3
DEPREISEICSIFDDERTIIINT—I ZRHW P ROEEFROFRANK

OfeA =", BB . tH ANV FRAE?, R Reg"
D B R B AR M AR, (e A B R R A 5

[ 5] 05 bR R HEIE (ASD) ORI 2 DB O R E L TAEEA M 7 12 v 7 % Crochetage /¥
F—UPHILENT WD, TNHIEEICHBERARRAMATHZEL TWEH LEAMEZRTPIEIZONV
TEHFA FIAL vy TRER STV, [HIY] ASD O P2 FEMICHENT 35 2 & T ASD O
Lz HIE T 5. [J78:]2010 ~ 20224F 12 4R 2 22 LASD & B s 72241 Ao 9 b, ORI
WD AD R VIRED 4 ~ 9FIFDLEIK T — & A, OMOLT LR L, OROERELZL., O
TR TAT NZIR R E Lze 2 Y ba— VIZEBIRGERED 2 WIIIERKE 7 + 2 —ho g T
Fs~ v F L7z ANE Lz, LEMOEMZEMET— 4 Tl L MATLABZ MM L72PIEO & &
WIATIZIN 2. /DRIEBREGE2AVBAEELM 71 v 7 B X O Crochetage /8% — v O Z 2 L
72o [RER] V2FHEOPIHIRIEAT0ImVELEZ A v b A7 & L7246, ASDDO37T A% IEL {HE (&
FE79%) L7z—F. 3~ ha—) L8 A% ASD & ifto CTHIE (BEME#E’%) LTz, A7 a vy
7K AR TEERIE45% 1%, Crochetage /S % — > 1 34%/7% T ), PIFEIRED T H ASASD D
HEICRENL TV, [Fam] ERMTcE O R V2FHED PIORIEIZASDRBICHEHTH Y, &
B FROIERZICDIDH L T & 72n,

0.3

(mV)

=
EH

B OPIRIRY

V2i&

£ IOXEKHE

n avhko—)L  ASD DRE(p) plE
‘ () 97 (68%) 87 (92%) 10 (21%)
PREEWNV) ) 45 32%) 8(8%) 37 (79%)

0.71 <0.001**

FeAEHW () 120 (85%) 95 (99%) 26 (55%) 0.57 <0.001**
FAavY  (+) 22(15%) 1 (1%) 21 (45%) ) )
() 119 (84%) 88 (93%) 31 (66%) -
Crochetage +) 23 (16%) 7 (7%) 16 (34%) 0.34 <0.001

HRE (p) EplE X 2RIRETHEH, *pfE <0.001
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0S4

ER0OEEMRE TRE S NEMEERMIGRIIC torsade de pointes ZFHAE U 1=
QT ERIEREF DL 3

Orok EX. Wl 5. ol &L, AfhG8. RaIl &L
LIOAZAFBRES RIS ER

[T 5] QT EREBER (LQTS) i # KR LM Z CHABR SN AL EIIRD —D>TH %, torsade de
pointes (TdP) & XXM 2 FICHATEMR % FIE L 9 5720, EEHIHE 7 & O EGIRER B RrSE 2
e L= PSR EmE T %o DEFIL] 105 R P2 T QTR (QTcB 0499 s) %
R S N7ze 9D AMRHIC I 2 R A & . ANEENRBE HAEIR % B8 pORT 3 2 BdG L 720 A
MR A& 2 FR 2 72 &M Ik LEERGE S, TdP 2 A L ®7z, LQT3 %%V NaF ¥ IVl
Wi 2 B L 7zo DEBI2] 16720 Fo 13RI O B O B T QT IER % 8 S iz, Fi)
HERCHAI L, QTSR (QTcB 0570 s) 2 A & ® 72720 BRI Z B Lz DEFIS] 9 R, #t
FHIMZ TQTERZ M I N, ARPIZIOBHOIT W AZ AL DT, QTR (QTcB 0516 s)
B LD BEREEREA Lz, [F2] LQTS OFIEFMIIIEAEDDH 0 IERIZ LML TR

AFEVEDSZ WS, D% R ZERIE T A & B0 MHEMBETELQTS @ H # A TG 3 A\ & M55 TdHh % 2%,
WIFEIREIZ 2RI R & 72 L 9 A2 IIEREMELQTS 25 A L 9 2 A RLIBMREZ D REFRIIMD TR E v, oA
XY M P B OATEREER YR T 5 BRI E O L L BEETH b,

(5% SCHK]
- Mitani Y, Ohta K, Ichida F, Nii M, Arakaki Y, Ushinohama H, Takahashi T, Ohashi H, Yodoya N,
Fujii E, Ishikura K, Tateno S, Sato S, Suzuki T, Higaki T, Iwamoto M, Yoshinaga M, Nagashima
M, Sumitomo N. Circumstances and outcomes of out-of-hospital cardiac arrest in elementary and
middle school students in the era of public-access defibrillation. Circ J. 2014;78(3):701-7.

- Odening KE, Koren G. How do sex hormones modify arrhythmogenesis in long QT syndrome?

Sex hormone effects on arrhythmogenic substrate and triggered activity. Heart Rhythm. 2014
Nov;11(11):2107-15.
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OS5

WPWIEREICHT B NT—FTIL7 T —2 3 ViEDEERICH T 2 ELENR

O ZX". g TR, HF1CZ”, FREH"
VEEERASERER Y I —B0ER. 2 BEENAREREREY I —DEPIR

WPWIRERREIL W $ 2 A T —T V7 7L —3 a YA B W THEBR R O BIER R ORI A S
TWw3 25 HEL Eo@@EBllcodfbid 2 v, ENESMI . RN = A ICHE WPW
SEBEREZ IR S, HINREZ RO LIS T —F VT 7L —Y a Y& ifr Lz, B4R
MR T B (RE % R0, (ﬂrﬂﬁﬂfioiU‘f%ﬁ%ﬂa@ﬁﬁﬁﬂ!\i@*ﬁu IME & b =5 i 8 g2
5IREHINTH 720 [HHEALIC ZATVEMRE ONRE - ${ZEA L HITHR LT L 2R L
FHAERT LA BHOKIZ Mn&@ﬁy‘% 2720 IR TRGBBIZ L TW 2834 %RICT
WV BEOHEKERD, BIIET 7V —3 3 YHES5EIIADPREM L TV ERT VI HEOFIEIT % <M
HRIEDRD TRV, BREITFT—T VT T =2 a VIZBITLEERNEOET L LT kD
PAE SIS BEFPAZ 2 THEITT AL 2 EDHEM SN T B 25T EZ L Kb Tk,
Langberg 5 DEIZERIZN T L AT =T V7 T L= a Y450B0HETIE, 77— a YA
11 26 }\EP6}\ (24%) CTRIEMNFEZ LD, 9 B AN (15%) T 7 & b BIEI b ok By 72 8 HER) F
8] R IR DBV D O THEZROOH Th -7z, Fr OHMBRY 1452 2 BIERHE O

A E A < ZI-U“@J@; I BRI TOMBIIFHLTH 5 & BbN 7272 0RIEERO HIREE &7z
MEIEZE R 2 M THET %o

Pre ablation Post ablation Recurrence 2 years after ablation
MVIOBR Hem/'s: n REOBR 2em/s>
/\_J /\_ [ il i ((
1 Ju Vli | A VIW—W | "‘—,J‘w-l';— vVl & i “ | Al/_,\l/\ Vi M_quw ek
A A . :
o AL 2R 0 oL DN BN VZ‘J‘F‘/“T\P e @ e L L/\ v bl
1 - AN ‘J\_ i I - A ——AJ
5 L m At vs b i :
0y ﬂ\ v3 - L »
mgy | i A d V3 g
LJ aVR—I~v""~ V4 mEE e 3 e AR =
I\ va /UL - R4 4 LA
aVvVR J‘; L avL V5 ‘ A A A L . * ! aVR i T V4 4
[ v bk s IR v [ ) ;
avL J.](,/‘L,Jw VEEESEEE  avr V3 A N = VR V5 —~ A
| L
: | _J
1 \ ‘ [ EEs FEE Aadn l {an
- J‘T\M ve Al avi il vs ’l I A L

Recurrence of delta wave next day‘ after ab!atiolrm
| |

%1 1 ;COI‘
70 U B W04 [0l G RV e B 1

/ o FAC J | | } : |
P VA PY VAUY VASE VATH VABN P W/\_A_/\‘N:/\IV‘JN/»J;A//“A/'\A;J\AL'\_;'./Nx/\_A-JMA!

'3 ] v ) ¥ 0 L] L] L] N
e ke I v WHEEE  FES L [ |
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OS6

PROWRSOBERBICBNT, DBERRICHRITBENHEELTL
BAHEIC OV TORE

O’ BN
JCHO =l \ 2R

[IZ U DI2] RO 1T B W CLERIBZ I AR OHEE - AR - OHkEER EORRICHEH &
ENb, VABRETERAZNERKEVIZERICID U2EMOBKERESREINTBY, ZIIED
ERERAL T L0 PAVHB S N5, LERPGEZ JBEL ) EHFINLBERPTIEL VWSO
ELTC HEIZH-> THRIL T L 25, ShlZORIRICER 2B &% 4 U2 F:6l %2 R L 7-0THis
T 5

[751] 2019 4E 2> & 2024 4 F TREW FR OB — RO BRRZ 21T 5 720OXR1TKREHL E L. /h
FR AR - 45ERICBUT 5 VARRYE T 9k, ASIAEE OB % Lk L 72,

(RG] 2024 4E D 1A DA VAT % (U1 105%. /N 69%) . ZEZEMKEE U1 6.9%. /N 5.7%) 28
ML TE2 o 72,

HELCERZMOELZE A VABRETIE UM 2.3%. /N 34%) . EEIEREEN (N 1.2%. /N 2.3%)
EWR L AR & FARE OB % 5 72,

[£52] 5l OMBITBREEASTBMOTIC L 2 L#EE S NIz, kSN LEMD S RLdkFO MR %
RS2 LIEWEETH Z05, Sl BEDPEH L TE 0o 72720l FREZ TV HEE L7z,
[EEE] DEREZICB T, HOBMEIBFEL TVWDL I LU EEBTILENHLLEEZD
n7z.

(2% k]

12016 4E MU F R DB Z O A4 K54 ~ (FE - 3 K1 J). https://www.j-circ.or.jp/cms/wp-
content/uploads/2020/02/JCS2016_sumitomo_h.pdf

2) FRDBML 2 RIRZ A RBA MO T A F I 4 v —1RMZ 0 LB 25— (2019 FLLE]).
https://jspces.jp/wp-content/uploads/35-S3-1.pdf
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0s7
BLEEEICE > MNIFREZEPIRRISAEDDERE DY

OE8H %', EMA”. B T, ®IlE—". /& xth*’
VIR EERTEY S —EPARR. P BEMIIC SOREERER. TARICHIUT YD

T HIY] 22 S (hypoLV) % B 9 AS¥fig 7 b5 = rp B K 3EUE (WAVSD) OLER OS2, M
DEBEIZE 5 72uAVSD (hypoLV) &, ZLEMBEICE S 72 AVSD DL ER O K % 8@ LI 5 2212
T 5o [J1:] 20154 5 5 2023412 4 e~ ABE L 72 AVSD, uAVSD B &, L EXE% % AVSD
#E. UAVSDIEO ZFECHET %, ABRTHUHNOLEXZ Hv, HGEREK. 2&BE7a v 7,
L-loop. £5-UiE/HE. LERE =D OZR THE S ST - 72PN RS, [#HR] AVSD -
UAVSDEE (LT, [RNE) 17 @ 1161 (3510 : 261) 0 2841, A& 8915 K W £ 1) 1E4 e (LVDd %N) 1%
UAVSD # THE A (89.8 = 167 : 47.0 = 16.0 %N, p<0.001)o uAVSDHEE D J5 A3V 3E DO R ¥ #5 (0.95
+ 044 157 £ 078 mV. p=0.012). aVLFED S (0.32 021 :0.62 * 022 mV. p=0.001) A3t
QRS ¢ (736 * 6,40 vs 85.3 * 153 ms. p=0.009) X uAVSD# D A5 K% » 2o LVDA%N & aVL @
S & (M B4R £ir=-055. p=0.002). LVDd%N & V1 DR ¥ & (r=-043. p=0.022) IZE DM % /R L
720 ZEEIZBIFHSaVL, RVID A v +F 7MfiZSaVL 043mV (&FE 0.909 485 0.765 AUC 0.864).
RV1 153mV (&£ 0.636 4:5#E 0941 AUC 0.727) Th o7z [#%] SaVL, RVIEEIE M THE
R ROT, FAERNTIE, EEOREID D, HNMWICKELAEBMOREEAL ) KBS, O
EMOBFRENPKEVITIEHERENEZ RO LWREEND 5. [fEim] uAVSD O.LEXIZB W TaVLl
FHEOSH R VIFEREEIZLVDA%N & HOMBZR L, GHF T OMEIEH L iEEs D 5.

wAVSD(hyopol V) tvpa ECC AVSD type ECG SaVL0430mV  poc

AUC 0.864
Sensitwity 0.909
Specificity 0.765

i

Sensitivity
00 02 v4 08 0B 1.0

T T T
00 02 04 08 08 0

1-Specificity
ROC
o
O
(=]
Za
s AUC 0.727
¥ Sensitivity 0.636
# °© Specificity 0.941
o
[=]
a

T T T
©3d 02 o4 0& 08 10

1-Specificity
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0S8
EISRIRE, LERFTRZET SHE1784KD 2%

O s ", 2% #8". £H K" AHFBx". gAEXR". B =",
AN EE". AF BT, BT R
VESRERIINRER Y S —EBER. ) HEER A EEENR

[FR]LQTS D9 &, LQT3 X EMAKAFME Na F ¥ AV OANEHALBRE S X 0 FEtE B A4 U 4 0
HomEETH L. TOEMLEBIZTIZSCNSATH ), REMW LA L L CTEIT KA % 5. KB
LQT3 ?fill, BrugadaJEfE#E (BrS) % sinus node dysfunction (SND) 2841 ST 4 . [%iE#I1] Proband
135, PRI Z TQT IR (QTc 466) Zfrfi S I, ZDOHOBIZTHATARAN, £, W T
E1784K 23t &7z RN, W& b Mexiletine IR L, 04 XY F 2B LTWAS . WIiZQTe 0428
~ 0442 QTIXIEH~BELERICE T ), THIED late-appearing TIZH 729, R & 272 5%
BEELTw5. EF2] Proband 13 243 K. BEE Wb QTR 2380, B JmlE (287%) , B4
LD ZERICIEE (401%) 3B 5. BHIZEL784K, SC1X VI1098L, A A & WX E1784K, V1098L @ compound
mutation & HIB L7z, WIEBrSO&H2H 0, ICDHAAR ZITo> T b, [EE] —#%1 12 compound
mutation CTld, single mutation (2, KM Z P 5 2 & 2SWEE L XT3 . [[ U mutation D
FTLQTS, BrSEPF e B2 RBBMAET L2 L1344 Y F v LAIVHOMEEIZ X A ERBA - \EREE O
FREEZ D LTHIREWEE X 5. F /zsingle mutation IZBWTDH, QTc, TEIEDENEHFT S
LD, LRI BIT A 7EHE TIEEI7T8K X ¥ ) T4 ADH 5, LQT1X38 A (BrSHEPEIA,
SNDEPEISA), LQT % S SNDDO AP TN, WTNRHEL TR nwO2 NED#E2H 5. E1784K
FXYVTTHY R0, R RBM, LEXFREET S L, WREPEHLE LS L THEHERN
REERDL. LMW EREZMA THET 5.

The E1784K mutation in SCN5A is associated with mixed clinical phenotype of type 3 long QT
syndrome. Naomasa Makita, et al. ] Clin Invest 118:2219-2229(2008)

Differential calcium sensitivity in Nav 1.5 mixed syndrome mutants. ] Physiol 595.18:6165-6186(2017)
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[5E#11] proband [5E411] proband® 5

o

[5E4512] proband [5E412] probandd 5

81



5280 BARNRLEZRZAMES

0OS9

NARIRFEIEIED MAT S LU NSVT HERH 5N, ECMOEENNETH D
T SEAREEFEM DEAAED 3 ' AE RN

OB kEF. BAl RIE

BEAFAZF R EEEZHZEN R

FEBNE 32 H Y e 235 3 BIHT A & BRI 2 A B0 WHALA R, SR SIBL L., WO A
BOHND X)o7z FURBIMAEEIZR LT B blocker DNk % FI4A S M- B HICIHAA R, Hift
BHEANEE L 2 D EEANRERE SNz DR EN D o i, 2 2 DIGRIK T % 720 72720 4 B~
HRBEfE S 7z UBE AR ITIZT A CTH O SR T ER OIRRE & W L7z, PSR L D
Z PRGBSI (MAT) 2B L. MEOHMERF S #E & 72 ) . peripheral ECMO Z3& A L. 2 H#&IZ
central ECMOIZZH L7z MATIZ#AETT V40—, ZLAAL =K, 73452 YO#ET
BREIEON LD o2 ENICEAEREOY Y 7uua—)b, 7LHA4 =K, V¥ a— Lol
AR D N7z DBERBIZIREICEGE L. ECMOEA 1L HIRIZHERL L 72c LA L. APCH%. non-
sustained VT (NSVT) R AT AT 22 b H o720 TRHIZOWTIZHRICTHAAIZHE
5D % FEEIE L, #E S IIHIRFFEEOHEDLSE 2 SN2, BEEOPAEKINIRIEIH T T
MAT, NSVT 2589 2 R85 5 OFiE b % 2 TERIZFRAZ IR Lz, 4% 3 AERO MBI 5
WIHEET 2UEND 5,

[Z% 3CHK]

1. Chen H. et al. Front Pediatr. 2022 Jun 22:10:922464
2. Sakai T. et al. J Clin Med. 2024 Jun 4;13 (11) :3313.

VA-ECMOF, amiodarone, landiolol $#&{%5

I O T
{4
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0s10
REAREEMBEVEIFHEOAADRICHT I 7 A Iy LOBENE

QNI 1E78. B 852, #BF ERT
FUERTI T L RRERENA

A OIS I ATESEIRD ER/ & 7o TWAED D 5. FEBIIWZI 154 » H Ok,
FRIIEP LA E L TEBRH RN & LR REVEZDVE L AR ETH > 72, i ik (AST)
TOLHIEULEER 55bpm. #237.H: 50bpm BT d - 720 K% - FEBHURIAT. SEBIEHT & v o 729638
W E R AT, 159 HIKEOANY K7 v 77 4 )b Mg (HUTT) ToOOEEUEEVR K 45bpm,
LR 50bpm A & R1E D KD, HMEE S VT KL F Y v (PNA) il (BEA7) A5193pg/ml (4 BE D IEH #E D
U5 P :217-330) LK TH - 72720, OO HIRIEREMBEEOR L L E 2. )V
7 KL ) Y ORI ARE - NIFLHHIOER Z2Fo7 2 Y=y 200 % Bk, 1 » Atk &
PARIE TR B LT OAA B BRI 90bpm, #2371 102bpm. PNA 1% 299pg/ml CTH - 72, LAk,
AST E HUTT OAERPCPNAZ S LICT ATV =T A0 2%, LERITREITHD L, 178 »
AWFIZALTT 23T o #2A7 I OAEUE 80bpm Rl 14 & 72 » TV 7o AREFIT BAIINBRE 19 72 F AR
fiRE s (AHEG DY A 3R BT MEDOAIE) 12 & B KD EEBERECTH - 72 L ZE 2D, Bk
WS BT 2 BIE DA SREBERICB W TPNAPETH 25 G137 A TV =7 ANRVE R TH 5 iE
BINRHbHEFZ 5.
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OS11

EEEEFERICSFZH= bOJT U LY ig5 & AXRFRIROD Mi7iRERZ & DIt
iRBREEE & DRAR

OB 2. /\& H#. P 2R, 258 7. S0 2%, @ 2=
BHRERARZ/NER

[HW] Xy ¥4 FE= 7 —OFRE=%) v 7 TOLERGEED S 0L H L (Heart rate
variability: HRV) f##T 2 17\ =W (IVH) PR THWS = b s ) 1) ¥ (NTG) 4 & IVH
) A7 IZBAFRT 2 WKINERIR (ICV) O I # T 0 Ll B HE R B & OB 2 S 212§ %, [HiEE]
FFEAEL20204F 1 H 20 5 2023 4F 12 H I ABE L 7248 28 38 K il o i Al AR VL C (1) NTG &2 #¢5- L 72
1661, (2)ICV DWW 5 XH3Grade2-3 (High grade ) ® 66, HANEIBEX Y N A FE=Z 5 — Tt
72 0B Z . GMSH ARG 5T~ 7t MemCale THRV AT L. 255 O JE 9% £ fHisk (LF:0.04-
0.15Hz) & i B Bk (HE:0.15-1.0Hz) O J e 80 BE (msec2) % SR & HRV % 3HFHITEICH L7z (1)
NTGHG-Hit4. (2) ICV DI A High grade #1127 A Hif%2 THF. LF/HF O £54E 6] 0 3 o v
YLl % LR U720 #EEHEIIMEAT 1X EZR verl.40 % F v Wilcoxon signed-rank test T17o 720 [#&5#] (1)
NTG%’Z'—??&‘ﬁ%&ZNE 37 o TSR IEAFE O FEEE HE & A O Fa 8 LE/HF (33l m, (2)
High grade#f : AR &RZALIEI 22 o 7203 HF I3H0#], LE/HF 3IRIG L.  [#ia] NTG#% 5 T 2 g
ﬂx@@ﬁﬁ%ﬂ\EV@@%%#@%T%&XWWﬁMEW?ﬂXWWﬁﬁW%éh%%%ﬁ#
g S N7z0 HRVENTIC & 5 BRI RERHM C NTGH5- Ot # T X AW HEMED D 5.

- Fredrick J.Bohanon, et al. Am J Surg. 2015
- Jan Naar, et al. Int ] Mol Sci. 2022

AR
——n

HF (msec?) 1.81(0.98-3.23) 1.60(0.98-3.38 )
LF/HF (ratio) 1.37 (0.97-2.94) 1.01 (0.61-2.59) NS
ICVID B (n—13) n
HF (msec?) 3.49(1.33-8.45) 3.29(2.07-5.6)
LF/HF (ratio) 1.43 (1.09-2.43) 1.65(1.1-2.6) NS

Median(IQR)

| v NTGHR 5 =32 Bk & B 32 B S E Bh 1N
Y ICVR 5 E Grade2-3=3 B AR IZRLIEE . B3 RERE (LN H

é FUJITA HEALTH UNIVERSITY Copyright (C) FUJITA ACADEMY All RIGHTS RESERVED &




5280 BARNRLEZSZIMES

0S12
(A ESRIRAE (RS (POTS) DRREICREMERRRAENES LTV S.

OBz &7, 128 ", 86 E ", TE T, 20 &%, BH =&h V.
ME R?. &8 Hx?

VEEE T EBHRAEE - BE Y9 —/\REERENRL Y ALRERAR /TR EE

[ 5] AL RE AR (POTS) OB I BB EAH 2 L EZ 5N TB Y, FEmEE
RIRE DO L S5 RMSSDAVAH EIKME T, LE/HFICAEZ R 2Vl w ) Hikdad s, [Hr)
POTSIZBIT 2 F & — LB TOHAMRERBE 2 i3 5. [HiE]lxgude v k#EgEsE (OD)
WAy F7 v 7 F MBS L I3 iR (HUT/ST) & MEEEIC ALV ¥ —.LEREZ1T-
7225%1. HUT/STBtE#) (POTS) & MG BT 5 08058 R/, &K, F#), KRR, SDNN,
RMSSD, LE/HF 22w CIEHME % Bk Lt #E b L < 1d Mann-Whitney U (MW) #5E % 17 - 72,
[l 5] 4E#5 129 ~ 15 (WP e fifi 13) %, B & M12 013, HUT/ST 1661, BaPk9Bl. RMSSD o) it
M IE R RE 35,915, BaMERE56.565 TRy MEREAH B IAMETH - 72 (MW i, p=0.03). LF/HF 13k
183, FEVEEE133 CHMEMEAEMOMS %2 2 208G B2 R h o 7 (8052 p=0.102). 3504
¥R/, ek, F¥), KRR, SDNNIZHMBHICAHESE IR o7 [FEZ] 4, POTSTIX
HRAEAREERIRIRE OFFHE L X5 RMSSD 28 BEICAE T, LE/HFICAEAII W E v ) (kR &
FIRRORERE 2D, REMRREAROHEM G AR S 7.

SCHR

1. Heart rate and heart rate variability comparison between postural orthostatic tachycardia
syndrome versus healthy participants; a systematic review and metaanalysis. Swai et al. BMC
Cardiovascular Disorders (2019) 19:320

2. DB DM 5 BEAEIRE OB 5. HIET 5. LER. 2005;25:259-264.

[RMSSD] [LF/HF]
120 °
Mann-Whitney U8 t-1R5E
p=0.03 %7 p=0.102
100
30 -
80 25
2 " 20
-l :
15
40 l
' 10
20 T T T T
Negative POTS Negative POTS
Dx Dx

: HUT/STRaMH] (Negative) & POTS® ELES
*HUT~y F7v 7F) b RB STHETRR
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OS13
FIEMEZEI OV IICKBDRMZEET UL 121R5B RAES]

OSGH B—B. A& —f. K®E. EB . M 8R. SH 25 XS RE.
&

JCHOO TR R & /\— b9 —/\NBiEESEHR

[EEBI] 127553 W, &£ 138cm AT 36kg, AR TREVIFICENS Z L H Vo B HITHEHICHEAIZ—
ELTHE#NRELS BB ED N T TR DOV HRy FIZhhrh b &9 2iRkiE
W7o TWnAH I lH D, KITEFFICHNEEG. RS B ORIEMEAVBZ 2O Abt. A
%¢K%W@&wﬁﬁ@@%ﬁﬁAWﬁﬁW@ﬁbﬂ?tbéh«%&%Loéhkh%imm%%
o A, T raR= VM, LT 2 —TLVEF65%., APRcfIZ PQERRILEF 7 < 2258112
BoOAVBEZY, §CHBET S E 2 HMERD 25 BHUKIEIADT, PLy FIVKE, A
F7 v 7FIV FBRICTAVBRED . BAERZ Lo BHERMRL, BIEMRAIC TREF 2203,
DA T % MitT. EENIRAE R % 0§, AH/HV I 83ms/39ms  AVNERP < 280ms & F5 5 {8 [
370, ATPRERIC TATPI5ngC THROARRS7H#  AVBERM 1040, ATP20mgiZ Tk KRR7.6 7
AVBIFH 148 TH W LG - LT 7/ ¥ Y IEZEAVBOW MBS W E IR L7z, ABEIIHH

IZICM M 2 A % WA T2 0B b, MIAMRS 2 H OB CAVBIREEE STV v, [EE] BRW.O%
Eﬁyb%c CEMUATPF A MIEN 7T v BzWpEE7Tay 7 LBI ShER Tk, Z 0%
WEET Oy 7 NOBATIE R o7 W) EDRD 5o REFNI/NETH )AL EZZDOF T
BT 5 2 EADiEmH LD ICM THRBBIE L, LDECISUTHEYED L EHEBHLTF 71
YA, TN REHEEER L T T ETH b,

S 3LHK

Europace (2014) 16, 923-927
European Heart Journal (2018) 39, 1883-1948

86



280 BANRLES

SPMER

FKEUEEZE 7Ry 7BOE=Z4—I1LEX

00:02:17

FE ) 5 A A e M A

] A A M
8 I R 5 6 ) 2 N A R A

EE 6

T 2

e A e D ) o e P
o e
] R

87



5280 BARNRLEZRZAMES

0OS14
IDERIRIEREIC S U = Frequent PVC D 1

OWM 7]V, B ", NS /R, LB &7, @ Rs". a4 B8Y

VEARRARERNERL. 2 EAERAARREERSRNE. Y ERER AR A TR ERL
YHNBINREREERS T I —EBSER

[ 5] B PE DBIE S 1 2000 AC 1 AIE E ORI 2 IES TH 0, FRISHHERE 1 T IRE oL
BPNCSE LT WREMES & LTSN Tw D, BHEIEIE 60% 108D SO0 EIE T T2 2R
BRZ G032, ZOWHBICH L TIEEYRRL 7 7LV —3 a3 Y 2 EOAMEOHmE B S5
A, LT e, BEBI] 1755 7. 32 I = B0, (OsES; = el S umie/h Bt v 4 —
WA, ABELRSAESINE & e o 72, ARBERRO T 2 — CTAEERIBED S free wall I252F T 6cm KOS %
7z, DI MRITHMEE & . OEHINEZ T, RBBBA, LBBBAIASRIE, V) FA A Vi
MR TT7LAAZR, 77 /8= VOAPFH 2R TRAEAMIZIET IA S VAT fa— L3
nTwiz, BABATH IS Yk~ HEERZ L. Holter ECG TPVC OHIEAT10% 2 & 42% F
THWIML, I K5MEE ROz, BRI 5720, MEREBNE- DB E D Y7 7L Y 2 %75
72, DEBFYIBREIER Y A4 AATK & SOEREA KT S5 2 L AE 2 5 NYRICE > TPVCATHET S
RIS NEDRETH Y, 77— a VIZPVCOES LB LT A fetkidd ), BED 51k
ZELTORVWPEERTH DY A7 PRECTE LR WO PRV EOfEGwmE R D, BIRT 3
F5uryONREMRELTWD. [FLD] NEFTESH S HITPVCOBEEEDEI L, Uncontrollable
o A DBIEICOWTHRETTH Y HET 5.

[ScHk] Christina Y. Miyake, et al. Cardiac Tumors and Associated Arrhythmias in Pediatric
Patients, With Observations on Surgical Therapy for Ventricular Tachycardia JACC Vol. 58, No. 18,
2011 0F  FESR S, CIBRANHE Ze CoMBUIE IS (2 B L 72 O 40 % B T SRS 8 112 & 0 # L 272 Gorlin
EBEREO 1B —IRBEF R D B F 2 T—  JOlE (0586-4488) 46 % Suppl.3 Page258-263(2014.12)
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FEEARF (IO E B = $EFE U T ZLIR G

OFE EX, STE B PH . Bl =hEfe. B8HE 7. M 0R. B HBE.
B FK

AR R

[iZ L] SLIE D Behb Il TULSEME) (VE) 25tk S h b 2 L dfich b, —HIdgESZd D
DIFEBIFIZVE 285 LILCICE - 2Bl 2 53 5. VE O & U CEIAEAEIR R/ OIE 2 & 235
o2, FEKRIEFEE SN Tw v, [EF] %8 » AICEESME I WA ZBE5 LB AR L
720 TOBNTHEIRZ M) ZRILBLOEPRRIEZ BB I Nz, £%9 » B EXGEREIRZ A9 %
A X7- L HECHEMRME A LAY SNz BBBREMFE ORI IX VE C, B MERME) (DC)
Z 1 AT S Y BEITHaR S N7z RERICIZRECH > 72 b DD ABERIHBIE VE Z KE L, #
BEODCZE Lz, ZORIIT IO L TFa T T 7 a— VT Z ML 72, EEOMRE
MR EAE 2 5% L7225, R B R BBl 27 (AED) % & 72 DM A2 2 2 3538 L # i L 72 12 C.
SRR IR Z XD ARREIE T2 HFCHEBRE L7z, 13l » HIZ EAXGEERZ 9 5
A E LA L, MHXY VE, OEHHZREL, DCIZT—HIZWHAE L 25 b 0 0Kil)E,
BIRE 2V IBC L7z RIEBEICHFEHEHZ Lo IIAER~YAZX ) —= VU ZJICRE 7 L, BIREAEIR
ZEHICEWBRPHMAE TERORFER L, SAEHDOLHB L OEFAEMRTI bay MY 7
EM o O DEFED K/ANANE & ZERIZEVED B & N7 DL IE A ST, RIEMIZIRE b 72 2o 726
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0S16
BERBIDEERZSH U cEEBE(LIES DR

Of8 i—EB" ., [ BZ", M 1=s8 ", IEM 55, S FE . 841 kY.
Ak KE, BB FmI). RN R 8 RS

U JCHOUMFB/INERY, ? ENIRked ) BEEE Y 9 —

[ 5] A BB L 0B HM A A0 LZSRIED RN & 70 50 AP OEBAINI R T 28I VASERY
Td o 72 BB E OB 2 B L 72,

GEBI) 4525 20 H Do AR ICBALEE WPWHEfERE B X Ve SRR LS L2 Sz, HiEdlZ
orthodromic AVRT 2#FIEL 77/ ¥ v =Y Y B¥5-CTEIE L7z, AREBRIEKT (41%) 2 5 0iE
LW L ACEFLEA B £ O pERTSENR %2 BIG U7z 12370 HIFIFLE 2 HBAR & 72 ) BiEA
RARGE SN WIS O EME) & 2 ) AR ERME) 2 9, T ORIERANICE R L7zos, EIREE
BEAGE & % o 727200 EZ 1T o 720 HO OO E. 0% 220bpm @ wide QRSIEE % £7
LHREE VR L7z 73 F 50y, VNI AL Y, TUAA = REHG L2 ER) 72 720 BB~
Wk ootz LEKIIEEMEEZRO, AH 70y 7 - QRS EJ7Hh2 & R B MHIA & 3B L 72,
Tk u— VG ARG LISy $CHELAPREIATHTH -7 XF2830 0.1m/kg
FRAREHE L OEHINIED Lz XTI XINBLIOEY 7o — VARNEE L FEEIE 25 - 72
[Haw] 2RO AV 7 AFEPEEEHE IS 2725, HEMEABL O S BHNIIR L TR I 28 I VRS-
BHRTH o720 72T IINVHIRIGOEHIO TR KL OTRERIEDO TR D AR ZBD 72,

23k

1. van Waning JI, Caliskan K, Hoedemaekers YM, et al. Genetics, Clinical Features, and Long-Term
Outcome of Noncompaction Cardiomyopathy. ] Am Coll Cardiol. 2018;71(7):711-722.

2. Kehr J, Binfield A, Maxwell F, Hornung T, Skinner JR. Fascicular tachycardia in infancy and the
use of verapamil: a case series and literature review. Arch Dis Child. 2019;104(8):789-792.
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IAU— e RUASTRABEGHIZA MO T 4 —ICEH U T=AREEIRD 1 61

ORE L. B &0, Bl . FU8 &, M B, & 1B R K=, 72l X
BFF Fm—ES

KRB FEEREY Y —/\EERGER

[Tl A1) — - FLA 7ZABH YA a7 4 — (LLFEDMD) &, S/NBIICIIE L. #RIRIC
AT BT O, LRI A & 58 2 B ffidfe, (MR EE TR E TAHRATH S, K
WELTHEBEEHTHALTA) v, B LLIFARS I VoOBETERIPBE SN TYS, 40,
HIZE R e ARENR % ok U7 he ) &2 B L 720 BEBI] A2 11 » A CHUR ML, AR5 2D & 3B B) 565
EWD 0w CKILE & F M SO R Y A ha 7 4 — LB, 18iED 5 BTN E 2 -
7oA ERE AR RED V. BIRBIOERE 70 v 7 28072 27 51 TR 0
L. A4, EFRimEkEs, OEMEZ R0, TRI12EISRENR— 2 2 — 7 — Bl % iifr. DR
B0 B BIN S PO — ¥ v ZAEB) L T\ 720 1R 38 B IS A 38 REIE 0 THIUE, 281 D 45 2
TR, SERZ R R O E I 2 B 7, T a— R OHERBIZIER . HIR19EAS Y T
O — VNI % BiaG L DR s A EC R S g, MBI T RIS T I8 O LMNA #1574
5 (c.334_336del p.Glull2del, N7 0#H) #72®. EDMD & iSWi. Y BEls THRE #E 2 fkih ©
Hbo (M ZF AR % 72D 72 EDMD O 161 % #8ER U720 dEUR A & HPE R O WAk 7 ASEEIR - o0
NEOERPUETH D, 5HBTTL—Ya vy, ICDLEEI NS,

SCHK

(WKhurram B., et al: Atrial arrhythmias in Emery-Dreifuss muscular dystrophy: Approach to
successful ablation. HeartRhythm Case Rep. 2020 Jun; 6(6): 318-321.

(@ Tatiana K., et al: Case Reports: Emery-Dreifuss Muscular Dystrophy Presenting as a Heart
Rhythm Disorders in Children. Front Cardiovasc Med. 2021 May; 7:8:668231.
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0S18
ERIKBRERETLERE [C1F S B EGEEZ DR KRS

Ok B, S, B 2t RE 27, 7H & BARX
EFERAZIER

(G55 ] AR B RE AL TR (X ARIR R P3 R ARG E & O AME U 5N TE /225, TOMEIZ % BT
SAYWTH Ho —T5 HURBAERETCHESE D B RAREREE & B 2 Wt 25 E L S M b,

UEB) 165 oy h—D2 77 F—2IE L, BEOFPRMZ CTIHEEE 70y 7 2 s h
Tz, FEREUN 2380, BEmEEMmRENE %2, VI-VARET I - N2 ST LA & ==k
R 2T, DR - OEDRED NIz ABE - MRS X 0 OAZEBII S E I & 2 0. O
At L O H IS MBEARIRA & 7 o 720 SO IIGEBIE L T\ /2™, i b 1R = VBT,
WIREACIZ Do 720 —T5 PAMEZ SEPIENR 2 580D, A RRAT 2 & HARIRBR BB TCAESE & W L 720 Bl
PR 2 5 HARBIR B ERTH 2 L Z 2 [BETEEZ DA L O DPUHARERIEIC X 2 id# 2 filda L 72,
ML & B I REEER ST-T B, BLEH)RF I3UGE L7zo MRI - CT TOH R ML - TET;
M EEIREE I ST <L WREPEZO ITER Z P L. REIRO PRI 2 v,

[ 42] HURIRBE BT RE (P ) B BIZERE T, LHEEDOH G 2 RR3 2 MG S 5755,
ARREFDO bRV ZBEETH Y L EZ DR TOHRIET S 2 L 2RRT 5. HIRERAF IV E
Y EBREEBEEICEAMNZEDNE L, RO I ICRELINDLILIH Y, BERLEBDOERD
HETH 5,

1. Ata F. Atrioventricular block in patients with hyperthyroidism: a narrative review. ] Int Med
Res. 2024;52(1):3000605231223040.

2. Ata F, Khan HA, Choudry H, Khan AA, Tahir S, Cerqueira TL, et al. A systematic review of
the clinical characteristics and course of atrioventricular blocks in hyperthyroidism. Ann Med.
2024;56(1):2365405.
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OS19
RYR2EGEFERLD_EXE =AU QT ERAEIREF 2 EH]

OF6 T, B M. /W B, E BF. TE E—8, A £k
FUNAE B

2 e AIRIPICHERE L, ¥ v 7 — 2B T OB g, Ik, RIS TH 0 . F R
DAAICPR % Bt BERREEMEE, VE I CTH ) DCHifT L1945 TROSC L 72o H4BeFI K, QTc(B)
508ms & MEF: LT 720 ARE R C O S IAMIGHE 25558 S L5 7200 BRETH C A LI ZR S B2 1T -
720 Mg - KHIETQT I Lz B LQTLEZW SN TH Y, WIZFEE A L KCNQL D% R
WA CTRYR2OZERZIRIE S Nz Ll E 7L A4 = RG22 BG LAVRMET Th 5,
1072 e NEVAEOFROOIBIRES ORKEIED S S, UBERi e (DR IR 72 < R
DAL Lo BRE R REEDS A X ) BN L THB D, EIE A TSCNSA £ RYRZD 3 X
YV AERAFH SN, LQT3EH 737 3 YL M OEH (CPVT) O @ W TWIRINEE .
WORUEREO LN, FIEREEE 7 LA 4 = FHIRCTHSRINER 725, EB B cHms 2 0%
WG % 5280 T b,

CPVT & LQTS . EEAIERDSFBL L T % 72D BIASHEE 2 EF A 50 LQTSICIIEAEANT 0
ERERFREINTEY, LYV EELRBZ -0 RELED S, LQTSEETAZ Y ==V 7T
IZKCNQ1. KCNH2, SCN5AIZZ T, RYR2H &0 THETT2Z L IZHHTH 5,

<SELW>
Ohno S, et al. ] Hum Genet. 2020 Dec;65(12)
Ozawa J, et al. Circ J. 2018 Aug 24;82(9):2269-2276.
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20326
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U7 FERAZNER

BEBI] BEF X 5RO ERKIFEAELZ N, SIS WNARBEZ TV, QT ERAEMRER (LQTS) type 1T
DBWDTEE. LI, fEMEBIOAF Y LF VHBIEZRE L, AR TRBEBIZR I Tw, 15
RIRFIZ T H 2 O BRI RFEVEDR D D . Abte ARBROE= Y —LEKTOIHHIB0REDNSVT (#
3B 2R, TDH. TAPB L O VT 2# 8L, ECPRB XU IABP # i L7z, V-A ECMOE
AfED VT R VISR HSE, MR SN2 VTICIRLQTS ISR 2L M LEHmE ., Th b
P70 5 HEPR L ERHADEED b7z ECMOEAMBNIEBERE 2 CIUREEDIR T 2R S, (Ol %
DAHED GO D72, #EH I O RRIZNBEE L 72 ECMO AR HHIZHER L. TABPH9H
HIZH T, AKE23 HHIZICD BAifl & 1T, €0, 7T Fa— & XX LF X ORMIC X 2 A%k
BEMZLT->TW525 ICDIEEIZ ) R TWab,

[Z2] LQTSIZ X A TdP B X VT HAEIZ & 0L D stunning 234 U OEEREIK T B X O HIEEVT
PIHBLEEZONL, MBEIZIERHZEL, BIIIZH722 ECMOEMALETH -7z, LQTSIC
B 5 VT RRERIZIZ, BREICAKY) Y — AP0 o 72O RE 2 R T RETH Lo,
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0OS21

QT ERAERE 18 (KENQ1H/H/NU T 2 b) [CERDEGHBB(LEESZSH U
12 34X 3 K6l

OAR B4, WO BF. SH BT 5B #F. LU &< /I #ABS, K ZE TR,
AIH B, =H K. LWEF 85
HREINEHEER T Y Y —EEREEH

[(T55] 4 4 v F X AV TH 5 QT ERIEMR: (LQTS) 1Thk 4~ 2 LFiE O A P25 S L Tw 5 25,
LQTSL (KCNQLJE N 7 & b)) IS L LS (LVNC) 2 &0k L 728 13M<TH 5.

[H ] 31kt 3K bl 2 it 3 5.

(5] B Ac AR e M i 253 ) LQTS1 & IR Z W o fE2 H AE L 2 B & B L & b8 TLQTSL
(KCNQ1 exonl4 ¢.1760C>T pR594Ter BE#HtF >~ ¥ AH{W N 7 > b)) LHEEZW L B WPl
ZRG L7z, ORI RALGAE (HCM), LQTSI1 & ERRZ W o1 & &b T 3R 3ZK M (FihE
7305, BE35M%, BEGE) LT a—AZ Y —= v X R fTo 7.

[R5 360 & & AR ORISR Z 3, N/CI3HEE337, #:257, BIUE318, MEICH S — N7 1
W 7 F N2, LR OHBEALEEE L B W L 72, HLEEE BNP &l CEUE SR04 4 (HFpEF)
R0, BINWSGLT2RES, HFi7 NV FATFO v, 7o ¥t vy v ISREREPE, Hi/g
HERRB L7 B EBIRIOASERE < BEREOATREAEBIZ L Lz, FHKITHCM, i
TAIRS N TE Y HBE L FEELVNC T - 720 etk aRIE Sz,

[REaa] QT 2 R e X B ER 312 X 5 torsades de pointes PR 72T TR ODHIESH 2 EZRB L2 &
WM R EHRLETH 5.

(2% SCiik]

1) Nakashima K, et al. A left ventricular noncompaction in a patient with long QT syndrome caused
by a KCNQI mutation: a case report. Heart Vessels. 2013 Jan;28(1):126-9.

2) Kharbanda M, et al. Long QT syndrome and left ventricular noncompaction in 4 family members
across 2 generations with KCNQ1 mutation. Eur ] Med Genet. 2017 May;60(5):233-238.
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| = N/C 3.37
QTc 454msec

g = | 10

S N/C 2.57
QTc 494msec

QTc 467msec N/G 3.18
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0S22
SkRICBIT D QT ERIEIREF XTI SR EEAERDIRET

OEE &, B =, W0 2T, X B &) T
RREREE AR\ ER

[#5 5] JERME QT & B 13 0BT o QT MG O T R AUFEN 2 B AEIRTH V. Torsade
de pointes R VT * VEAER S NEMRZRIL AT X I T ENHMONT WS, AT 3T I VHEM
RERE - MLy B IOVENTERER - B R KB RERIE QT IERIE R OBz T RO FHICER TH 5 &
MONTWEAZWEIEIZIT MLy FIVEBAR RO ADA > TWb, BEETIZLIE2 5 QT &
AR INZBRICH LT MLy FIVAMGRBZ /AR TITW. ABRTTHT a7 I VAL
BRIR KA SRR Z 1T > TV 5, BIZTRENOBIED FH > TE TV LB, SHAMRBEOAH
Y% % 2 5 720 4B DFEF TOME 217 - 72,

[752:] 24 BEC20124F ~ 2024 4E B KE A A BE L 7206 R QT EEIEBH SV O BZ O A VT 2 % H
BV IEAT L 720

(RS IEB 2 - 6760, 1% - 3960, 2ok« 280 WIFSHe 4Rl P 111, RO 12478 22 2%
SRS 1 59 B, KRR - 361, IR 51, JepiiEA - 16 P QTe (B) =4769 F#HQTc (F)
=467.7 BIZ AR LQT1: 191 LQT2:7# LQT3:2%1 LQT5: 14l LQTI+3: 1% &
TR L 1861 RMeAr : 1961 BHIER KA M REREE © 9/6261 GEIIIMAETE ) #73
7 3 R RER R PE 1 57/67 61 Treadmil £ 4 #ERF 1% (455 @ QTc>480msec) : 26/66 51 (1511345
DI CARMAL)

[ 52] LR DB TIL AR RBRAGE & % o 72ER TIEEE FRENEEE 2 ) LT Wl L % -
720 BEHR & R Lo AT O A . BIaFMEO#EILE Z5T 5,

SCHR

(D Schwartz PJ, Crotti L. QTc behavior during exercise and genetic testing for the long-QT
syndrome. Circulation 2011; 124:2181-2184

@Ying Yang, Ting-ting Lv, Si-yuan Li, Peng Liu, Qing-gele Gao, and Ping Zhang. Utility of
Provocative Testing in the Diagnosis and Genotyping of Congenital Long QT Syndrome: A
Systematic Review and Meta-Analysis. Journal of the American Heart Association. 2022 Jul
19:11(14):e025246
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BLTFEER SIEEBER(%)
FEBIER [XEE)EfeT>480msec [XEEN EfeT>445msec [EEHEIEK [/RA= > &fa
LQT1 19 78.9 94.7 31.6 100.0
LQT2 7 42.9 71.4| 143 100.0
LQT3 2 0.0 100.0 0.0 50.0
LQTS 100.0 100.0 0.0 100.0
LQT1+3 0.0 100.0 0.0 100.0
FREML| 19 26.3 78.9 5.3 84.2
FEE 18 11.1 44 .4 5.6 66.7
Bt E L T EEBEDEIS (%)
HEBIE [ B FIRAR| E LT EE+ | B TR
EE) B >480msec 26 2 79.2 20.8
EEB1ar<480msec 41 16 44.0 56.0
H7 A= EmEEHT 57 12 64.4 35.6
HFA5=>amEEt 10 25.0 75.0
ERE =K BRI 1 9 1 87.5 12.5
BRI =2/KGHER P2 58 17 56.1 43.9
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0523
S DRERIBEICERES ZE Ul QT ERAEIREF

OSH KRE. TR ZE. EBis BF. HP 1258, BN 855 il 1B, S8 K5,
K K8, 28 ifE—ER. B8 FHL
IRSTTEUA A MBS B AEHEE RS (JCHO) TUMNRRR/VRRY

EGI] 17 edcthe W22 DR S CHEMEME QT ZE RAEMERE (LQT) & A4IE A e 2 Fa S 4Bt
2D MLl %E63bpm. QTc (Bazett/Fridericia) =0.506/0501seco KR 7 Lo BB 4 75 1%
QTc (B/F) =0469/0439 & it £ 7¢ < %6 (Schwartz ZWrEHE3 &) & U CRGBEIZ, Bk R0 A
WALT . HERD, BRI DR 2 ) = 7 T2 LB 4ARI2SE LV 5 ) VIR
15 (SSRI) @ IRBEMG. 2% H B 4R E 5221 QT e (B/F) =0462/0420sec T 0 #aEig:, Lo Lt
A DEMPEAT 5L SNIPHEAHRY T 7 7% 2 (SNRD) & I V7 HE Y (NaSSA) D PIRIZZE
Ho LQTICH L CHRIE D BRI R, ARYH, BRIz EE L) & Lz 2AMED
WE B L OEMPRICRKD &, U2 CTOHBMSE D TREER, B RIAE R LA, Wk X
DATRIRRECTHND X 91273 ) REEHV — MRS LSEE. O4A%87bpm. QTc (B/F) =0.563/0.523sec
CIE R, IMARAS, BEHIECT/MRI - IMEMRA TRE %2 Lo ABRZEOE= Y —.LE X TIEE L WIRIK.
WAIGHER L HEE TR Lo AT v =R D9 Th  EPHHAIIREN & LTk, 203
H# QTc (B/F) =0508/0491seco 7 Fu— VR CREEBIZE L LB, [FL]HEAHEBQTERLE
T HIEBIND RS R MR PR R G 2 Tb vk ) BE - ERENEFE L TW L I EFEET
H5o

Am ] Cardiol. 2018 Jan 15; 121(2); 182-187.
Br J Clin Pharmacol. 2022;88:3162-3171.

ZEFR(ARB)
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OS24
ik, E20EEBE(LESZEU. HCN4 S474RFTFRERNBH SN 1 R*R

Ok '™, 1885 27", HOwEE"Y. /=", F &Y. w677,
YEK TR

VIR C EoRI\RERSER. P REAREZEERINER, VIR AREFEERBERENR

[FR] HCNA B2 T IZ DO R—=ZA XA = —F ¥y A V&% I—F L, LY AL OFHREICEE 2 EH %
R7oF o FEETORE IIEREATEIR AL OB LR E (LVNC) 2L 0GP BE L T b
A HEOBRPRBINED L) ICHFEGTER TR HHICEPH STV, FIkRB X OLVNC
L. HCNA SATARFBINY) 7 ¥ P DRERD LN I RKRICOWTHET %0

GEBI] GEBIL; Z85 %) A BICERZ B SN. AV gy —0ERZ & TRER S Sz, »
1 2RO B S A BRAL, 1RIR (50-60bpm) & FF ORI S, DAREE @k Sz m1EIZD F v
oW ITTEAEHE L, AR TPVC, OIS EA R, peak VO2ZIKTARD SN/, =TI —T
LV apex |2 noncompaction FT -5 1) . ODUUHEIZ PR 7z T 720 147ERFIC R — 2 X — I KA R % Ji4T
S, DIBHERD Y E SNz COREROFBEEECTERIRDOF R A N =D 72A5, ZER
BllE Vo oo GEBI2; FEmE D& 2) JRIRRIR 2 i S s, 1Elk 2281 @ FHR 109bpm T
Ho72(<3rd % tile)s 1 EEET U Y 7 2 G OEEREOHITII R o720 £ LT I—TLVNCH
X Omuscular VSD 25388 H M7z, 2 D215 $ % #In T M THCNA SATAR B33 b, REHK
DERBIA L ORI EED Lz,

[REEEI HCN4 XY 7 ¥ b % b DORFRIEERIEIEFI DS W e by T8 A B9 5 TR b
Wizo RIEEFMCHERILE L) 2 TRV ZBMSLELEZ 5Nb,

23k

1. Milano A, Vermeer AM, Lodder EM, et al. HCN4 mutations in multiple families with bradycardia
and left ventricular noncompaction cardiomyopathy. ] Am Coll Cardiol. 2014; 64: 745-756.

2. Ishikawa T, Ohno S, Murakami T, et al. Sick sinus syndrome with HCN4 mutations shows early

onset and frequent association with atrial fibrillation and left ventricular noncompaction. Heart
Rhythm. 2017; 14: 717-724.
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CASQ2IBIEFICANTFOESHERENIERSNAT IS I VERSEMDLE
SEHD 1 61

O . O . TFE FE. JVUF B KE X, i E—8. 88 —&,
it B, KR 7=
SREAFEF I ERb R

BT AT I VIERMEL I GEET (CPVT) 2BV T AVt s T A M) v (CASQ2) DZESIL,
HREBRAENRERDPBEENT O HERERTRIET 505, — AT OHERLERTHRIET S 2 &
DHEIN TV D, FEFNZ8E I Mo BEARERHKIRIEIL % < SIS E B O BRRH R EEZ 2 L
720 BIEIEIZHEAT L 72 AR 0V & — LB CLEHH (VT) OZ B MR S iz, BRI T
bidirectional couplet # #%, CPVT & &M L7zo F Fu—2mg/kg D5 2B L. JERIZZE L
TWwb, BIAFITORE. CASQLEETOFHAT B AEHRELR L KCNH2 #IZFONT U%é\ﬁi
BHRPTERENT20 CASQQIIHB/NEEND A VT LGS V2 THY) ., “BEPLHREL
TATAVMERETHIETEEONN YT AEENWREE b, RINTHRESINAZEZETIE, 1
WHRRIZEDZ7 V=437 PTHERAMPER L CROMENIKE CELT 5, CHWHBENSH, Z

DERINCASQ2D T 4 T A Y MERICEELZE/ZL, FIF Y MAFT T4 TRHRICL>TCPVT %
FIEEILTWA RS E 2 5z, 2 BKCNH2EETICHERPER SN HEOLEZ A
BRRIYIC QT M RAEMBRE & 50 < BB D T L3 e vo S RIBWBLOBIZFRNT 21T, ThHERDOEKS]
RINOBEBETT 5.0

(k]
1. Ng K, et al. Circulation. 2020 Sep 8;142(10):932-47.
2. Wang Q, et al. Cell Calcium. 2020 Sep;90:102242.
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0S26
RBJRHDESEE S S UETHDMEITEREEZE U fc SCNSA FE(REF D —F5

Othgr &', Sl& >V, FL F=hE>. MW ShEY. E B>

" EIRRRRYRRT\RRL, P BEIRREARRT R EERRS R, Y B EANRIR A A SER M DR
s EMD’I‘JJ(%/J\ TR

[# 5] SCNSA #E T AR IENa T ¥ AVORFIC L DAk~ L AREIRIEE % 5] X2 L, SCNSA Ji 5l
EIFIEN S, T4, BEEINCIHE L2080 (VT) BofaaBigi i, E7 5 OhIzs SRR &
(PCCD) %384 L, SCNOAJGEMER: & Bl Lz — Bl 2R L7z, BEF] 105 8. A8 2082
Kefasn, Yz, SEMEZ 4D HR 220 bpm OHIIZ RO VT L ZM L72. JEIEKEZ
HGPEL, PHRICHIAEBIRER 5217 - 7o % <, TEMR33MICH EWBH T L7z, MAERD VT
i, BHBENIAINTY A Y - 737 I G2 HE2 ISR ICERE. PLOAERE
HEEAITWHEROTIZBBEE 22 o 72, BREFELOERXIZQRSHE 78 ms, ZEHll TH - 72435, 1k QRS IE 82
ms, Northwest axis {IZZ1b L7z, 9mEHFICIZ QRSIE 154 ms, 287wy 7 L7, PCCD & #Zh L7z,
:ah:ﬁﬁ*m%% SCNSA IZBEH DRI N ) 7 > b, B OIZDSC2ICH MO EFHZA D F >~ +
AERNEE SNz, [EZ]IBEHB VT2 SRAEL, ff efE% 2R L7z SCNSAERER O —#l %
ﬁ%@tf: DSG2 #1522 BRI EMREMESD Z.000E & BEDSH ), ShlEE S NRNERAHO
DSG2DF ¥t v AZERDFHREICH G- LTV AWM RS . SHROEEREVBELET 5.

Wilde, Arthur A. M., and Ahmad S. Amin. 2018. “Clinical Spectrum of SCN5A Mutations: Long
QT Syndrome, Brugada Syndrome, and Cardiomyopathy.” JACC. Clinical Electrophysiology 4(5):
569-79. Syrris, Petros, Deirdre Ward, Angeliki Asimaki, Alison Evans, Srijita Sen-Chowdhry,
Sian E. Hughes, and William J. McKenna. 2007. “Desmoglein-2 Mutations in Arrhythmogenic
Right Ventricular Cardiomyopathy: A Genotype-Phenotype Characterization of Familial Disease.”
European Heart Journal 28(5): 581-88.
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KHZEFY)IRL , R— AR —NZHEZA N TR EPIREERTAEIREED 1 6

OF L. PEEE". PELE". B8R HEXR". ZR &%, HiIs B& .
A, B ELY. JvEZ—Y

VTR AZHEIERERE Y Y —RBEMRRR/IER. P IRAFERFRE R\ RRL
Y RS RR

(13 U s (2] e KM P M A e g 8 (CCHS) (& PHOX2B A= T %I N 7~ b 2SR C o
I AR DB H I & BRI % 42 U A3 TH 5 . PHOXZB a1 HEEMR 0 /L - S8 5 G-
5 72OWMREARIRS G LD 5. 4R EMEE) KL, R—Z2 X =iz AA (PMD) % fif7 L7z
CCHSHER Z 8 L 72D THE T 5.

BiEf] 520 . 3135 THIA: CO2 BN DIFIE SR Z L < CCHS % 5 - 72 . #1574 ¢ PHOX2B
E1mT D 20/27PARM (polyalanine repeat expansion mutation) % #2% CCHS & & L7-. K&V O
FAEBATIRZRZEAL 2K H CHREEHE Lz AR DIRIRMEATEIR % 520 TW 258, HR
FEPR L 72 25% 10 20 H R I PR 25 &G CABE L 72 B, i 3.6 B A2 W o5 k. A%ife L C et L7z,
Wi PRl & BT L RGBSR L7 2 0B AV & — DB & AR HETT L3RRI O 1k AR R
W2 o 7o MR, RALABUE 70 B /70, DRSS BIFCTHh o 72 4k 9 HIFIC HE TR
T 5505 FERL T 2B — W PR BRI e & U7 SRR BT X B4 D R3O & B 2 PMITE G & H
L 522 HIRFIZPMI (VVI) Z Jafr L7z,

(5% CCHS TR B D RIS X D IEILREE 70 v 712 X 2 IR % A0 L, 225k5E
DfED H 5 . IHFICIE PMIDSERI 7205, EINTOPMIBIO#HEHIXIZE A LW PMIOBEIL S EF -
T2\ 20/27TPARM IZ & % CCHS DIRMRTEABENR IZEATVE TRRBRTEDS RV & OHidh b H D 451
BHOPMIZEZETNE LEZEZOHNT.

5 2 8 P 12:12:16) HR 0 PVL O SPO:[96 Pulse (Sp03) 70 Perf 0.74 FIO; 21 RR 20 PP 22.0 TV 111.0 TVexp 34D MINVOL 2.3 sT-n 4l
R T M

RE: /
© 6.25 mm/s
@ 125 mm/s
€ 250 mm/s
€ 50.0 mm/s

B
~u
¥ Pleth i Resp
¥ Resp /' 10bm

| g ossong 4 o=

1 1
12022/03/29 12:12:16 ** Asystole

2022.329
RYPRAUIGDE =S —
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N—=2ZA A= NIBAH TEZ H IFFRIEETHORITERZ D 1 6

ORIl #Z&E", Sl 32>, HFLE &=E>, Wl hEY, dE B>

VEISRERYRRT\RRL, P B EARRT R EEREERL, Y BB EANRIR A SER M DR
VRIERIARINER

127% %8, LEFRRIEAAMBEOBED V. 6FAR MRS TLEMW 71 v 7 (LBBB) % 84 S
kbe, L EIXIZTRate dependent LBBB # #2872, [T I — TUEME SR E 20 4505 720 10
g, BB ICET S LK 25 L OFADH Y, LEXTIZLBBB, — 871y 7, Mobitz II
B~21 BE7Tay ZPREL. Py FINVARRKEBRTIZ2] BE7O v 70720, &AL
100/ /53 TdH o 720 Flie OBAT, LHESLREMECEREIBENTH Y, BETEFDIFHESIN
o 7zo FEFETEEAT IR OIRIZERE (PCCD) L3 L. R—AX = fHihdH (PMI) #1475 720 PMI
#% (VDD 50-190, %V pace 1%). ZEHRHOERTIE®H QRS E 2 ). PMIFNHCHE L TV L
AL, EEDPRE LD DL L)k MLy FINVAMRETILOARER IS, AR7 oy
7 (RBBB) B2V pacing A D« DHIBOBLHE % { o 7o SEMGREZ DL WVWPCCD T
EEETERZA T H2RBHEIRENTH 205 KEFO X 9 HREBRFERO %W PCCD OERGIX
HOE2TIE RV T720 ABHIPMIZICHIBUREREEDOLEZRBD 2. TOMFE LT, V pacing
W2 & BRI MDY L. RIS EREOUEE IO RS> 72 LT %,

260 DFaER [bpm]
bl R SVEBHEFIHEOLEN 0
150
“.“ LAMMJMWM 100 ’\»/\'—’\\,\___
s0y]
I, i o~ ’
W‘\\f”ﬁ\/\”\/\“‘\/ ! 1@\;# ° 19}11
My w P e, s ey piveoe iy cxm ey
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HEBRICEBEE NS IV IVESZEOZEEEE0 1§

Os8 8" BHRY. M8, BB
) PERER AR Y S —INEEEER, Y SEIRT T & DR

GEFI] H#s0 P, RKERE AR ISR TR E&E 2 & U RHRERYIE 70 L [FEa] A6 i 8 %38 3 2
H RO T HIZE Ap8 9 HIZERiAE 13212g B :50cm %80 [0 /45 SPO2:97% L4A%L:
187bpm & : 37.1C . A4 2 W Ml L.LaBE220bpm & $HI0 % R 72728 ECG it $% (Figure, After
Birth) o ZAMBEE» LM T Ty 7 B EllRAr o LB (VT) 2807z, T 0720 ATP #HUGHHE
% b UG  DCHiaATe VT IZBHEE T H M MRk (2t ke Mt B ER ILHERE S MBI IS T — B R
BELDLLHEMELDICHEVTELRY) 70y A—THMf. LA LGRS HEBE LR L EHICVT
D727 VA Y= FiBNZ OMEEIIRIEIS A UG E 2 HERF T iE & 72 V) (Figure, After beta
blocker+Flecainide) [>T I —# 4 1Z & 5 Global Longitudinal Strain d R L 72, H#22 1285028
el 22 ) ALRAEEBIE TR CTH o [BE] MAEHBIZIZIIERTEH S NIRRT NI NVEZEVT &
FEER L 720 AW VT I AW ER O BB ToHE £ 72 13 BEZ LIS X - TER S NEFHB X O
p7uayi—t7VhA Y= FORGITTHHREDSHER T & 720 IIAERMONI S INVEZEVT O
11% A FER TH AR OXR T R I NG ORERIZOVTHE SN TS D), 4%RIET7T 7L —T 3
RO % AR D IR BB TH 5,

1) Chenni SS 1, Mario DG, Sanjeev A. Left posterior fascicular ventricular tachycardia in a young
infant with a structurally normal heart: Clinical course and caveats to electrocardiographic

diagnosis. ] Electrocardiol. 2021 Jan-Feb:64:85-90. doi: 10.1016/].jelectrocard.2020.12.003. Epub 2020
Dec 11.

Figure ECG GLS
W e U M A T
B A g A
b ] e A
W Ak o ottt A pier beta blocker+ecainide

L PP Mt oy

After Birth

M e i ||| s ve
l}}Jl Jr»lrir—ﬁ—’ w I Pl A
After Birth After beta blocker+Flecainide
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IDESEROREELILICER U IhERD—BF

OTlg K. R Sth, FR& Rio
KSR

FLIWOLEHH (VD) FLI/I0TAE S, EOPEIIIEBREEZ G0 L 2 WIEBEVT TE L IEF
BRI CHEBEEES LW L H D05 FrAERMO VT IEHEICH CHEIEEIICKE 2 2% 5. FEHI
T HE6 DB, E¥ TV A, FRICEBEEEOMAEDD 0, HmlkE%38:H4 H, 3888g TIL
7o WA, WAERR, BB EE CTHIENICU ABE L. BRI RhAE S OZK T, Hin0-5 TGk %
W7o BIEIXCE L7225, Hilg6 OMzLA I 0 %2200-220/ 250 OBNRDSH O« BBENTIMS Sz 24
bt Chr Rtz o720, VT Bl V) FA A4 5, BREMEIDC2] /kg. 7 LA A4 = NEE
TERMEEIE L oz EMCTHH 7Oy 2BIVT TH o2/, RISV AEEIHE S R
ARG IR O N Do 7205158/ 70 F TN L7z 72D a Mz E & L7z BH., LMK
180/ 47 F TIHEA WM L 72728, 54 a— 020y %5 FICHEDC 4]/kg # 17 - 72A% ek
B9, 50190/ 5 TER L2720 7 3 4415 mg/kg %5 iR Lz LI,
MEFRE 2 L CHBLABBL TV, FERMOVTIZMTH 525 ZOFRMEEIRIIE BB
EHCA, BHEWEE, 7IFFa s R InG, HiER o fascicular VT X3 5 A B
B OB 1262%. nonfascicular VT TIZ100% & SN b WTEH IV 7 LTI O AN D Wi &
NTBY, ANV AREPEREARICIED L NP, FELAFSHHTL I LIITiETH 5,

1. Collins KK, Schaffer MS, Liberman L, et al. Fascicular and Nonfascicular Left Ventricular
Tachycardias in the Young: An International Multicenter Study. ] Cardiovasc Electrophysiol.
2013;24(6):640-648. doi:10.1111/jce. 12105

2. Ban JE. Neonatal arrhythmias: diagnosis, treatment, and clinical outcome. Korean ] Pediatr.
2017;60(11):344-352. doi:10.3345/kjp.2017.60.11.344
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AalRAA &K Y SRR IR Z 2D e R EEBERED—HI

O&lgF . =l 5. &= B, Al & FH s B R 1T i3
EVMBERRE Y —1ERsH

[FR] EREABEEZ I EN R OHEERECTH Y, REIRC MARIERIE 2 &AM 2 2T EHHEL T
ST LD L. A, ERELAFEEENFN & E 2 5N 5 BIREAERIC X O BRSO E
&L —HERBL-OTHET 5.

[RE 6] 445 30 38 CHa AR D485 23D O Y BENFIA S 7z, 1R 32 120150 200bpm D iEJE R ==tk
BIZ G0, VX5 ) A X B BBHEEERB L. 0% 0503150 ~ 190bpm THER LIGIEAK
MED GBI Ao 72, EIR38E4 HIZHAE L, LB TIEIAEYSEIEEE DN, Ta 75 )
O — )V NIR#% 13 180bpm THERE L DI IZ PR 72 CTHB Y HEn 15128k L2, 2o 0EBX T EEME
B, LTI — CTLVEF 36% &R T %2 320, HRFSFEIECHEOZM CHARE 2D, 2oL
I— A TERBEZZW L7z, PICUAZERZICATP, DCHtifr b a7 {, DEX, 9 v Y4 u—i, 7
LAA = FERGEL, CHEIT150bpm FTIKTF L7z, 7u 75 /ua— )b, 7L A4 =F, Y¥¥ 1) A
D 3FINIRTREEE L, € ORBIIRTEATEIROFEIRITFED TV 2w,

(28] EEEEOTFAESIAEIRK, IRERE. BEOV A7 BHFONE. EEBEEICE S EXE
PESIADSEHEYBRIC L DL L 72 HE D H 0, RS S SRS EYRZTI) TETH 5.

(5% k]

(D Chowdhury, Ujjwal K et al. “Congenital left atrial appendage aneurysm: a case report and brief
review of literature.” Heart, lung & circulation vol. 18,6 (2009): 412-6. doi:10.1016/].hlc.2008.10.015
(@Karakurt, Cemsit et al. “Huge Left Atrial Pseudoaneurysm in a 5-Month-Old Baby Presented
with Supraventricular Tachycardia.” Acta Cardiologica Sinica vol. 32,1 (2016): 108-11. doi:10.6515/

acs20150514a
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EDEEROMBEEICHT 38K 7 ITL—vay

Ol 2", AK EE?

VBLRITAF A Z R F AR E R 2R B R SR,
REIN:IPNE el e i SR [ a2

AOHEFEO.LERINCHT A7 7L — 2 a YIRRIIRICEEETH 5. LIMVET Ta—F, LA
B L OO S OE B EEORE DAL O, MEHE TACHURIC X 2BHRHEINT
W,

145% 2 #&H D721 e < $HIEA2 7 H F5fe L U R~ & 7z (LM T Long RPHHAZ 529,
DHER, EEBRIER (LVEF) 36% I T2 R L TW22 &b Ak L7z DIBESEIRES X O
D Activation map 7> & /2O H TR O LEHIN & I L7z AOENO SR EEIIEL) A7
MEVEHE LT vy TR6mmOWH A T — T Ve HW2WH T 7V — ¥ 3 v &2t winfko
BAIEIE L2 20 B LR CH o720 ENT A A = FHNIRCTHEIAIZIIHI SN2 0D 2 »
HRICHEL, B7 7V —va r&2hift Lo AOH&EERICECHICHE L2 ZmEMREZ HENE L
T T v 7R3mMm OGS T —FT NV TI v ¥ U7 L, PIIZ95msEITT 5B Z RIS T 7
L—3a Y EAT L7ze 226 ISR L DRI 229 7.3 » H#ICLVEF IZIE® L L.
BNRFHFELAIRE & W L 720

AU EZE O HRA Tl EBEYE Lesion TR A HE L v —T5, WML TIEZEILO Y A7 B3RV W7
T V= a VI EE T H 2 LS AR, KL BT T E U REMEAURE S 7z,

[scik]

1. Hasegawa K, Miyazaki S, Tada H. Sequential unipolar endocardial and epicardial ablation for focal
atrial tachycardia originating from the deep left atrial appendage. Europace 2019; 21:53.

2. Guo XG, Zhang JL, Ma ], et al. Management of focal atrial tachycardias originating from the atrial
appendage with the combination of radiofrequency catheter ablation and minimally invasive
atrial appendectomy. Heart Rhythm 2014; 11:17-25.
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B0 _ L =4SEIAHEH U Tz Criss-Cross Heart ® 1§

Oi@ﬂﬂj&” IID B, SRR K ELY. BE EEY. Bk ERY.
B EF". kI E=". F/E K. FRES’

VEBEMIC CBREERSER. PARIEHIUIvY, T BEREERAZERES LYY —/INDDER

Discordant type Criss-Cross heart (CCH), PA, 7' L Ui ® 3% B I8 B2 S1c# v 2 L EE
B (SVT) 2 BD /27207 4+ ¥ U AT —T VT 7L =Y a Y #7072 7V K%L F
H/ BE B ELRET 528 jump upHRIEFEDO 0o 7. twin AVN Z/RIE$ 7 Hix 7 < His
BALIEM 1 B R 10K IS O AR 72 L Em kil & SVT 253755 S L= D Reset L4 B
P, B OV overdrive pacing TIX VAV THBH L, 2> PPI-TCL<125ms T = nlJF 554 (ORT)
HEEH N SVT O LI AL (EAS) 3G M T A= 120 NSO 72, SVT IdEH VA IR
BIASKE S LB L 2250 Rk L7z SVTHIZHE % BlGG L 2R ICRATO Vit & AJRIZEE i 5 08
BEAIIED ST LERE 72 EL L, S 5I10B % ICHRIZE 2121k L2 CCHIZ 2D SVT
PEPEL ZWNICHE L 72 EPFTAICINZ CCCHIZAPE L Z2ABIRO LWL ¥ 2 — 2 {53 5% .

SCHR
1. Watanabe S et al. Heart Rhythm Case. 2016; 2: 351-355.
2. Hluchy ] et al. ] Electrocardiol. 2014; 47: 311-5.

successful ablation for ORT, A sequence change

141917
SVT success sequence change
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BENEREHVUIY M) —SEIEICHT25F 7 I L—y a3 ViaBEEOBR
[CRT &

Ot —%. BRZ F—. SHETF. HARE. PN FS 2R
AR B ER > 9 —/REERSS - FEIRPIE

HE B @E R EREH Y =~ M) =P80 (common AVNRT) O 7 7L — 3 3 VIZFREE
DVEEE b 4 WR4EE T common AVNRTIZH L THWHT 7L — 3 3 » & Jitif7 L 723EB] O iGHkE 5
WAL, BEER TS TOR R E HIERIZOWTHRET L7z [78:] 2016464 A 2052023412 A %
TlZcommon AVNRT L ZMEh, B#i7 7L —a v a2iifTL72578o9 b5, 2EUL EOty ¥ 3
vy RREOEESE SREWET 7V —3 3 &0, common AVNRT DA OAEENR & O 85 % B
ARL 72 A7TB1 %R E Lz BET R, BH. B X 2R E. BB OB EIMRAOK T,
HOHE. BRIZOWTHHGL H TR AENICHRE L. [HR] BEERIB L 21/26, 12
i (FPYLfi) . R 42.8kg (Fhoufit) ©. FATHER 18324 CFI4Ml) . EHFER 13.04 CFIfE) TH - 726
K R[] 1% 22,5 45 CT-394E) CHRE SR %L 9.0 |l CPIME) <, BRI D13 95.7% (45/47) 725 72,
34 15.7 0 H O BIEIH T 56 (11.1%) 235 L7ze 3BIATL 2 H AT U 7zo Sl i S Bk i L
THREL 2o 7220 NI B R 2 . HRERAZRE L72& 25, 3HOWHTHE T LIE5E
B O BEWT 2 P8 L 725EB]. echo window 28IER L TW 2 IEFNIIFICHE LR T WM D - 720 4
M OB CTLED LORBE T T v 7 25547 L7 %5 - 720 [#5F5] common AVNRT O #7 7
L—3 a3 Ty OIS M TR EEKOF{RE, @echo window DIERIIFIED) A7 TH b,

23k

1. Predictors of acute and long-term success of slow pathway ablation for atrioventricular nodal
reentrant tachycardia: a single center series of 1,419 consecutive patients
A. Feldman, et al. Pacing Clin Electrophysiol 2011; 34: 927-33

2. Cryoablation for AVNRT: importance of ablation endpoint criteria
L. L. Eckhardt, et al. ] Cardiovasc Electrophysiol 2012; 23: 729-34
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BE#IMAICIES T B slow pathway Z77 U I fast-slow BN E=ESEETIU T
U —1%555a0D 2 51

OBRE =—. SHZET. fEF —F. K B, 5 K5 21U R
RIRTIIHEBER > S —/|\BEHRES - FEIRPIR

= Fri H HRED e L O B LA I (EAAS) @ long RPHEH Tl 5 U B IR0 R W8 o Bl (53
FICE 2 EENEEHEINEZEET 20 TNOE2HBEL ) 2B AAEFNRE ZRTHE6, REEL
TN s. ERI1IE9%25kg I, 4R R 3 4 B)1%E % H & L Holter .0 E X CIEFHi#Hi Mk long RP
Bz R 7. ZEREODERIIIER. NX—ZX 74 Y OREZE(EE I jump-up & . LEX—T V7 (Vp)
D EAASIEE #IRIE A L1 (CSos) T EREZ /R L72A, 7u ¥ ) —)v (ISP) AMEICHER S
7zlong RPN DO EAASZZRAWTH TH o /2. RURTEBLAAEIFNEYRL S, AEBIMINC
$e#e 9 % slow pathway % i L 7z fast-slow # 55 2= 48 1) = > b 1) — P4 (RIL-SP fast-slow AVNRT)
L L7z, B O EAASNO@E THIE RIS L L7z, EM21X6i&21kg IR, 55
BRiE R 2 HE LU IEFRiME long RP B Z 320 7 LHIFOEMIZIER. X—Z2A 74 ¥ TIEEZEEE
(it jump up % <, Vp OB E(REIT IR E(RE L /R L jump up % 780 72 (Bl L 7-TEM 7 7 TIXTEAAS
(¥ His—CSos). ISPHM&IZFHETE S N7zlong RPBHIIDEAAS I ZRFAMWTRETH o 72, K1UIIRT
BRI A 5. RIL-SP fast-slow AVNRT & # W L7, $ifirh® EAAS~O @R FE IS
(378K L7z, RIL-SP fastslow AVMRT OiR# I3 EAASTREE T b N 525, =R L OWE
e, HEERBOEMARIDEIE 252 LD, HEBMEZIT) CLIXEETH 5.
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&1 BEUTS NU—tHEH R Case 1 Case 2
TRDOS5. —DULERHOSNTIHEE TEN
SEAhO2EREI OV Y & D (HolterERETH D)
Para-Hisian pacing wTEd KNV
Differential V pacing T Ee MATE9
(ranston e o et 0 2"
EAASK D2cmB EEENTZ g 2L
BRI TREIRRIN
VPTILEHTER U DSERELE :510) :510)
Entrainment#VAV pattern »H0 Entrainment CHBIAELE
Casel Case 2

His bundle . _ His bundle

( RF application site

® CSos

RF application site
Tricuspid annulus Tricuspid annulus
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0S36
B EBEOBRERZELE T 3 A REEZ0REMEERED 161

O B, B FH. N 5. Bl K. 0% 2. 108 &, & L. M B,
R AR, J&H K. 6FF Ba—ED
ARG FEE Y9 —/\EEEER

6 5] 8 5 1 55 28 R 390 (antidromic AVRT) &, BUZER 2 RS L, 5B S 2 0583
LZHITHY . AVRTDA5%IZALNS, FERE (AVN) OFZEORNINHIL, HZEEDD D LD
w7 antidromic AVRTIZECIZS WE ESNTWS, SN, BEEEHOBMLER (SP) 2 ¥{xE L
7z antidromic AVRT OJEH] % i3 5%,

BREBI] 135 . AR ¢ AR WPWEBERE 2 385 S v, AIC 1, BYREIRZ R 2 5 720 4Pl
e o lze BRAEMFAMA T TR O R F 05 B TR E IR (CS) @A R 72
D7z LERBTES I, HINE 2 —ZE D wide QRS tachycardia (long RP #H411) 25F 5 S N7z 5
VErp O FN.O5E BAETALE CS AIETH b . B © His AL AR & 22 0 . 30171 His 9%
a7z ORI O i B0 U AL C & B fEIE T i HVEE 2 BE49 L. antidromic AVRT IE#5%E
WHE L 72 o720 D%, BBEME) = > MY — M3 (fast/slow) 2SFEFEIHE & 7o 72729, SP & BE
L7z AWHTHEL, SPEAL7HZEAHR L2 L 2R L. THAET & L7

[#&5E] SP % Wi{z3E 3 4 antidromic AVRT ZHROFFELES TH 0. BB IO & 7 - 723t
EHFEAET S Long RPHHIAD antidromic AVRT TlZ, SPZ AL 728 THL I 2 EL, i
IRFFEICTEE 2 2T 2D %,

HIS1-2
HIS3-4
¥
CS9-10 {
Earliest A: CS os

Iy
f

\ V Earliest V: CS distal |}
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OS37

WPW fE{%E¥ open window mapping EiilFD. CARTO3 V8 Multipolar
Mapping Module fERIC X3 ZE(L

Ol # ", @Kk e, Big 830", mE N, HE S, mE #w ",
A &, KE MR, # 518577, =EH mg”
VIEREAFINGR, 2 IEREAFES T EIEREERER TR, ¥ IEREAEBENE

#4t] Open window mapping (OWM) & B-UEIS 2 5K L0 B & O =W OBAL % 9419 5 T T
WPW IEBEHE Tl early meets late (2 X % BUZER (AP) O A HETH 5. CARTO3 (Johnson &
Johnson £l:) & V8~ ® update THEF O Wavefront Annotation (2l X far field BAL % B 2: L CRTE
fr % X 0 IEREIZ B3 A Multipolar Mapping %, point O 3R E % H BEFifi L I HE % 47 9 Smart
Index A& I N7z,

[771:] %513 2024 48 H V8 update 12 H# L 72 WPWIEE#E 351, OPTRELL (3646) Z i L.
ik (V7i%) & Multipolar Mapping+ Smart Index (V8{%) TOWM % [RIFIH L. V8{EIZ L 5 OWM
DOEALE IR L 72,

Ui ] AP i3 & e, Wb, A BET. Mapping T B 106 = 264, Axh#E T TOMEE
B %17 060, APEEN £ CoMEB 23 £061., HU{Fpoint ¥ V72671 = 803, V8% 10681 +
1902, JERBIT : V7 THIH E N W EL D breakthrough site ST HETH o 720 FEHI2 - APDJF
DL ) BBICHI S /2o JEBI3 © block line A3 I Al AL B 1L 20 - 726

[#5E5] CARTO3 V8 update & AP DHHICHERITH 5o

Il (1 2

V8i&

HERiE

@ APREBTBEIEBLL
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OS38

GDEICHFREITIEICERBICHNT S NT—TIVL7 I L—Y a T o -5
WPW FE(RE¥D 1

ON&EAs. MR XZ. &) 82, 2R B7. ot B, EH 55
SRR FERAZERSER - RALRMEORER

BEBI] 1050 B IR, FRMEZ OB T AP % RO W WPWIERR: & W L7z, BhiFa 320 Sk
ZHIB DA 7 —F7 VT 7L —3 a3y (RFCA) z2Hafr. =5 (TV) 9-10K? Broad 7% Rl fzE# (AP) %
BEry U 722938 2 300 72, ORI 2 H O RFCA Z iy, APRIZHEL TWizas, TVDI-10
gD Short VA & 12410 @D Long VA Z/R$ APM{zE 2 Bek USRI L 724s, TR IE%E
HU3EHDRFCA #1772, BIEROLEXTIZARKIZADT, Long RP I THo7:. v v EV
VAT AIZEnSite 2 L, REFIRE D CS, HNHEFIRE Y RV ZRE L7z, EPSTIZVARE
D, WMEEEZROT TVIEERIC R D 722 L 05 APHEEEOHRIE Z 5z b
W TCL 468ms @ SVT HHADE S T S, H#AHIZ Advisor HD Glidv vy ¥ Y 7 h 7 —7 V%
HWTHBENOL B #AE Mapping # 179 &, H/0HHEHRIZ accessory pathway potential & /055 i 5
WA E AL & R 72, VAR E < ZRAlH S BN 724 .0 B 25 i R BAE SO 5 SVT T
HOLEPLDENR—=V 7Ty ML A a3, HAZPVCIZTVAT Oy 7 TEIET A2 END AT
HEMTH ) A CHIEIRICES ¢ 51IE B AVRT &2 L7z, VA 5 B 547 A accessory
pathway potential # O L EMTT7 7L — Y a » 2 HifT L, BUZEROEER KT L2, [#5]
FOHF IR Z A S 5 B8 RER 2 /88 L 720 .08 APIZ B W T 7 accessory pathway
potential & FHEAFEFR T E o3 S BHELFIA L EZ SNz

2 Ik

1. Guo X.G et. al. Electrophysiological characteristics and radiofrequency catheter ablation of
accessory pathway connecting the right atrial appendage and the right ventricle. ] Cardiovasc
Electrophysiol 2015; 26: pp. 845-852.

2. Marazzato ] et al. Ablation of accessory pathways with challenging anatomy. Card
Electrophysiol Clin. (2020) 12(4):555-66.
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RAA
,
. L% Ablation site

Glid Cath

" / ' % N 107ms

105ms

—————————
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OS39
ZERFATEROOEMANEICH T 3ETENT—FIL7 TO0—F

OM B, &K F0H. & 185, Bl k. /0 &, 8 B &RE L&, 2 X=X,
B K. GH B—EB

KRB FEREEY Y —/\EEREGR

[ 5] Fess O E AN (PVC) 0% A RRMBER TH 525, =5 PR IE 258 10% %
b b, ZRATHEBICN L TCEEOR LSO T 70 —FTlE, H 7 — T VOREN & i
BB [ ZRATFTRIFEOPVCIIHT 2D T —T VT T u—F OFEZ MG 5. [F7i]
20204E 1 H 5 2024 8 HIZMTF TR AETT 7L —3 a ¥ = iifT L 72 5IEBNIZ DWW TR Y IR
L7z [RER] w5 & 7o 22 50E0E, WIERLPVCICH L ETHHEOR L2507 7 a—F THHY
R DAEENRDE R, ST T =TIV T T —F TERRF OB Z T, PVCOHKZ
15720 FHRIIETFIY126 £ 225%. HEI131548 = 181cm. KH 13453 = 119kg TH - 720 VI B HID
BEr 03346 = 30, BEEEMIE 158 £ 124sec (2K L. Wi A F—F V7 7a—F~gh &2
#1332+ 08, Hxh@ETEF TOREMIZ67 = 39sec TH > 720 BEMIIEH L 724 7 — 7 Vi Navistar
B 2531, Thermo Cool 2521 T Junctional rhythm % AV block % & DEPHEIZRD o 72, [EE
SO R PRERIR & BEL N2 PVCITH LTy TS 7 — T V7 70 —F THIHER KB ZATH
ENTET, ZRITOMEERS His WAL, B EMHEROPVCIIHN LT, #1277 —T VT 7
O —F 3R B B . FEERER His RANOBENL LV ERE SN TV, [Him] @
HOREPSDOT Ta—FPE LG, ST T —T VT T u—FBER G505 5.
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0S40

10K DTSR OZEMANGEICE URSRBEEEZNT7 T L—2 3 O
BENEIILI- 361

OBl #", BB EF . i ‘B BN, ik BFEY HFERL.
s BN BRI . 6E ﬁ?&” P BB R o I T

" 2EEENSHRERRERENE. 2RISR R\ B EREAR

GEBI] FEFHZD 131 B 1 @13 LT @18 KT D 3B, FRLFERS I TLEHAME (VPC)
ZIRFE SN, BIRISTHRIV Y —LDERBRAIZT3A L S VPC20% L Ed b 3EHI M%) 12 T ablation H 1Y
THBEMIE o720 VPCIIAMW 70y 7, FHEITR II/II>1, Q aVL/aVR>1, #4747 V3 ~ V3/
V4, T(DrS @1S ®S) TH Y. AL HEREEO RIS S N2 720, wEEIRTE (CS) ik
FRIZ6FCS A T—7 N0 X 000144 > F 514 K74 ¥—% v CEIRAIZ communicating vein ¥ 7213
I M EIR (AIV) IC27F A 7 — 7 V2 E L, AETH B (LV summit) & 45 =5 1 %o 55 5E %
Al L 720 FHIED SIRAAINERE L 205 X ) ISHERME. E£EN. KBIRERZENST 7Ta—
F LBENI % 4T 5 7205 VPC O AR 5 TH o720 ZD 720, target HIMOI/LFEN T 7L —2 3 v &
AT, WA pooling T AL IV —V I AT LAZHBEBLIY 7 —ViEAL, EIZVPCO
MR/ WA % 2720 1BITHEBEBRISOIMERZ BD 7225361 & & VPCOFFRIE & BRI RIFTH 5,
ERE] 10 TH L2 SR 7 7L — ¥ a & TG 2 it RO AMGE ISk Ly b7
TVL—varEHTAIEPFREMICHITETH Y, Z&ITHEML 272,

fiE 1
Control pace map
VPC RVOT i

o8 aVR
—a ‘_,.}_. AN avL
“ aVF

CS1-2

mjp— /\
avi
avi ~ cs 34
\/ cs5-6
L/
/\f —re—— cs7-8

Jn—S S

096 ' 1% e = ’ /

e L e i €8 9-10 N . Bl Ry o o 0T
[ RVOT 1-2
4
. %

- RVOT 3-4 Lec® xaw
ve - */\f__/_ SR RVOT uni

97
e e _4|/k — Lce 1-2 ,

A
-
wvslb—"\ —— LCC3-4

‘/\_/ N
vel— - /\/— —_ ‘——+/\ /’A — LCC uni

‘W / ’\ \
s ls lsls /s !"s
aeh

AlV 9-10

N

i
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0541
#EH 7 —7 LIhBhIRF BB Sl (C—BEDESEEPTIESEH

OlEHzE B ”\%$ﬁ”\guh?W® EﬁmF1fﬁﬂhm\” =N
&%ﬁw B ", kEEN". AR, B R, Bt B2

VESIEI T S EREERRE. Y EBMEIC SR AEIRE

[ 5] & H 7 — 7 VB IR AR BT (TPVD) #1&. S EAGE (PVC) R IERabeE L= 53 (NSVT)
MBS 2 2 MO N TS 1) A, HABEFMEHEN JET) ok v, 40, TPVIZIC—#
TEDJET 28, HRER L 720 %2 W53 %0 [EG] 1654 78—V AB I, Ak, FREME)IR 75k
iE & B EIAR 7R B8 A4 (PR) & 2l S, 1 » HERZ NV — VEFBIIRIE RN %2 %20 720 1678, &
JEPR E A LHEILRK AR SN, TPVIHB TYUEEM S N 7z. Harmony 25 % H\WC TPVI % % jiti L
720 MTHTIZ65bpm OWHHTH o 720 [FB] BEEE S 2BMRASMB L, M HAEMIZ KK 12385
DNSVT %787z PVC.NSVT 24 HHIZIZIZH L L7z 2HH 25 JET (70-80 bpm) A3HHL L 7225,
BRI ZE L TWizo JET OHHEEL if%HTE’J WZEEE L. 4 HHEIZIX50 bpm FEDOTFHAETH | ik/uc‘: Ae))
SN otz [ER]ITPVIRICRAHELAGRED) BT V7RI 52), TRIZE D, HFEME
'”?Hlsﬁﬁ)ﬁ?bﬁm‘ml_Lf:—fﬁbﬁ?b%)éo AIEF DS native DA ZGEHEE TH - 722 & R, %Hﬂ&ﬁ'ﬁ
FPK (RVEDVI 226 ml/m2) 2S5 L CW A REMED £ 2 5 b, [#E5EE] TPVIRICJET % 38 72 Fi
VBl B L7z BIIZED TR WAS, FIUE—8BMETH 5N DH 5,

1) HH Nguyen, et al. Al Percutaneous Pulmonary Valve Implantation Alters Electrophysiologic
Substrate. ] Am Heart Assoc. 2016 Sep 30;5(10).2) P Lurz, et al. Early versus late functional
outcome after successful percutaneous pulmonary valve implantation: are the acute effects of
altered right ventricular loading all we can expect? ] Am Coll Cardiol. 2011 Feb 8;57(6):724-31.

HR:89  5.00mm/mV 25.0nev's HBO D 100Hz EREMENAAY :BchxZ 2.50m/nY 25.0mn/s HBD D 100Hz >
”H W_WW .JJ\/% ” 4/\_\/_/\\/

ﬂ_ﬁ_ a8

——«\p«\, A{&—(v«\v——w/\z—"{\/— __JLVAA\,~ | PN PN (VISSHEY VI [ N
ﬂf aVF

T QP oot AR M_MA”«MM_,_._&/—\ { IR by el iy s st 1 S
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0S42
SbR(C 3T B FiiTHADSEIRTEAREIRICX T BiakE

ORI B8, BIR W=, KM §E. BHRF. J\@h 8. & #r. 268
ABREREZER AR\ Tk

[(F55] MBETIk. 2007 46702 S SRR BANONFHEHZT- TB Y Hi2 OFMHAZEIRO BB
xF LW E AT > T bo [HI] Y4BT R O BIREAR IR0 2 % 5l 5. [5]
MEECTET A IV T AN A & 7220141 H LA 2024 4E3 H £ TICEWIGH 2 Z L 72346, ML L 7-A%
MRiZFE 38 MITHERIE JET 260 AT 9. VT 2 (MO AREIRE B 72 b D26, [/—hEf CTH TR
W CHBEOARER A ZD72 b 026)) Rl UETRIETICH LTI vV Fa— Lz HE—# ] R
JIBRE =7 =4 7 ¥ FOIATHE G LEFIZIS COBER—=Y Y 72 L Twb, ATIZHLTIET ¥
VFU— N EHERBIRE LTS, Ty YFu— 326 36 (JET 25, AT 10, VT 1) =7 =/ 5
b 8B 9mI(JET 9) 7344 ur 461 4l (JET 3, VT 1) ZNEN ORI, 0T AR/ 57
BAERh, & LT Srytu—)L 25/3260= 78%, 28/36H =78% (JET 17/25, AT 10/10, VT 1/1)
=7xHFv b 7/8 Bl=88%, 7/9H=78% (JET 7/9) 7 I+ ¥ a 2/4 Bl=50%, 2/4IA=50%
(JET 1/3, VT 1/1) TH o720 ETORERIIVITN2OEF T v bu— vk Twi, [F5]H
B EARIE N E TORELRBEZZTVED, WL OPDOTRNEZEZ M HE L2,

SCHK -

1) Perioperative junctional ectopic tachycardia associated with congenital heart disease: risk factors
and appropriate interventions. GJIzumi et al Heart and Vessels 2022;37:1792-1800

2) Safety and efficacy of landiolol hydrochloride in children with tachyarrhythmia of various
etiologies. A.Ashida et al Pediatric Cardiology 2021;42:1700-1705

129



5280 BARNRLEZRZAMES

0S43

FfiTHA (CSEFE U IoRAFiE L =R ORI ICH#EE: U e, B REIREFD—5
Uil

OF E 8", *%IJ_I £ 528N mrEM". T ST, Gl s,
/\FH &—EB

VERERI I ERARNER, Y REB I RN DR M E AR

FEBNIE L8 80 IR IBHNC e KO B b, B RE THAE RIS/ UM RAE R & W H
AV A0 ot B IR A HIEART 2 FE G L 7225, AR R O FEVEE LB (AT) 2985 L 7 >~ ¥4 1 — Vi,
ZUAA = FHIRTIHERE L7z ER2DHBIC ) —y NP2 L7225 WRICAT2HBRLT
IF YT ERREHEIC & D EHE. W56 H CRIEEGE 2 ZBEICAT AR, 7LV A4 = FigE, 7
IFFuy -5y u— k52175725 AT rate 190-220bpm O B4 23FEGE LGB A 212 B -
Tole@, B30 ARG ISR - NTIFREEEH D) ZANT 5V Y NIREEAL7z. AT O MR
PIZHEWPAC with block 12 & % & BRI (30-50bpm) & 72 5 72720, —FfY) — FE2RE L= 7
PEHTICANT IV 0BG E2 T NTIPFRGERP ML, 27V 4 =F- v iu—
VeevyTaua—) - VIFT Y ONRYIAEIRE T O Y ba—VialggE &), Himll 2 K
Glenn Tl & 1if7T L7z0 ik & 0 JIERI O AT S1EZ M) R L 722MEBRARICES T, Mith2 HIZIZ%
L7 RAE 2 15 D7z RTINS AR SE CTHIEIR 2 AT 2888 L 7225, — k=2 v 7 b BF
L7003 Y b= VI X DIEBRZ MR CE . PIAEIREEHICX Y MM 2RV 2 2 LA5TE
720 ZIEL7MOBHRBRED GOERL-OTHET %,

[22:34:05] HR 194 PVC 0 SpO; 74 Pulse (Sp0:) 17h ABP 79/53 (62) otCO; 32 awRR 25 RR 25 ST 05 '

N NN‘NNNNNNNNNNNNNNNNNNNNN
ni A A 2 A

A A AU _:J,"J'j MM ‘,:1 : YA A M AL
| 1 R | |

————
\namame - o=
— e —
——e

1

ARP ~ ~ Pl SR P &
N — S— M A ' - —~ A S S — AN ST o S A
—— OMOJl?O)J ST f — P S PR J — i
—GOr 153
(0/20/40)
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0S44

EYIY bO—-IVICHE L. BERBEMRIIZ B3 Z/RH - IiliiéEiEHE
SERsED 1 6

OZiDkE 1
BMEY - CbRiaEReSeR

FEBNE 45 o 40 AR TOMET & ARE SIS B 2 2RISR O = b B R, D R RO
BWHZE 5 720 520 H CTHFBYIRAIEM 2 17\, 13 COPMBEMRT. 5= I 2 ifr L. itk 12 H
TBEE L7z iR 14E40H Q9N H) OFBRLERK T/ 50BN (JET) 2 s iz,
Witk 2445 H TI5041/ D JET &\ DO %2 FROBHFH B OHIE L & 2 720 ABD S 21
WNT Vv, Vya—VONkE G LZ2HFEICIZES T JET O F IR 12040 / 55 FL B I2AK
TLBEEE Ro7ze LA LABKRTIRINE O LA 2380, NIk T 2 b3, WER34FE 115
H (47i%) THABE ko720 AB#R, V&2 —)L150mg/m2,4 /375 ¥~ 03mg/kg TR 2,
Tu7sg /7 u—l 09mg/kg ZBIMT 2 bRYET, RHEMICT I 4T 0 VR DR 20
EFEEIIHE L, NIk - BHEOPAEENREE TOWGRIE N EE S HIW L7z, ORI 22 L <. HilA
TOMOYFR=FTFICT7 7L =3 VICELEEREHEAB X OCRT-PIHFEAD G & kol AR
14 H BIZFAR 2 AT i OB BB I SR & 70 ) (i 3R CIBFE & 72 o 720 iifksm BRI 5698 L .
eI 22 58 % W o 72 BR JET O 1Bl 2 R L7z I ¥ ba—)Vic#id:$ % JET Tl a7z
ISR EMERL 2 BRI S22 B2 0WHADTD 5
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0OS45
C EBERICH T B HEAHEFIHEIZE D EIE

Ol K. &K F0H. 108k B, ¥ & &2 L M B & B 1 A=
BFF Fm—ES

KRB FEELY Y —/N\EEREH

[T U] NEIC B BALAATIERMB) 25 (ICD) 1&. AN S, DD 7 E O P CT&

737%}\&&%&60

[H /053] A0S B T B L T A ICDRERI O BLOHEREZ A L 72,

SR BATHOREZ 70— LTWw5 (EBH),

FEBI 1 5 R PELEMB) (IVE) 120 LB TAA AT ER M B 27 (S-ICD) % Ak Ao BB FMLEX 2 2
ZINIRY PVHEBERE, T a v )= DIREE,

FEBI2 ; QT IERAEBERE 28 (LQT2) 12xF L SICD & fifiiAdr, X7 MVEFEIZHELRIR, 274 ¥ =
FIVS—=, Tav T — U ERE,

FEFI3 5 LQT212 5k L &% # IR (TV) ICD % 3 & A A, AAISO. i ik & (&L E M B) (VE)
>214bpmo

FEBIA ;7735 I YERMEL M OEH (CPVT) 13 LAL SR BR#%. TV-ICD fifl A M
AAIR+, (H#EERE VF>250bpms,

JEBIS 5 7TV A F FEERE (BrS) (23 L TV-ICD hiisA&, AAL H# ke VE>250bpms

FEBI6 ;A BIE (ScTdP) (kL TV-ICD # filiiAd, AAL A# % E VE>222bpm.

FEBI7 5 PZEVEIRKRBLOAE (HOCM), BEE 70 v 7123 LR— A X — W FEHR, MLER—- 7
FEBelT X MA AR BN 25 (CRT-D) 12 upgrade. DDD. A% %Wb%%mb

[(Z52-455E] NEREFEE TIREEEAEIRR OIHAEDSICD OIS & 72 0 EG @ISR i E %

Wrs 2 LER D 5,

HER] |72k Fliy |74 A | A—H— | B A A B¢ FFi | AR 3 i
A i s

1 IVF 15 S-ICD Boston EMBLM MRI SICD |14 R |FFua—n I
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