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WiFREEE SVvFavez+—1
EGEARZERR State of Art. What's going on at the bench?

TR
HEEPERRY: - PRGBS

DEFDHEZEICENTZ2X0 TS ELRTND. KN THETEEDZIRIENERTT 2T LI
BNTED, ZOFRCTRAD S, DIETEDIIRIENEED N, FRIRIEZEIRIEIERRE A E LTI
TWWzo ZLDIERIT, SRR DIZODEIMZ1T>TE, OISR A S DOIEN R 27 R
TERV, LEXZIZUD ET DR OIERZOFRRIC LT, TOKBEIEZIRFEIEIRRED
HC, iDL DERGZEEGEPLERFTRNRREINTE /2, e Zd, OERE FLn
QTIEEZ KT TlE. HAFOIAREAY VL MIGEREIC XD, torsade de pointes (TdP)
EMHIN SRR GZ I OEHEINESIE TN S OEMENCRITT 2 EMBISIEN, QT &
EJEERE (long QT syndrome, LQTS) & UTHN Uz BES D R S iz,

Fio, DBEXTE QTEEMNRL, LA UL W EB) & faf R % A B IS, TdP Il 7z
I OEHIZ EC IR EN, BIEBEADSh 73T IVFEREZ B LSEH
(Catecholaminergic Polymorphic Ventricular Tachycardia: CPVT) &4 ENT W%, EHIC,
HEREHIC 21 tHAdIC AT, X . FHLW QT iz nd, &<I/NUERINFERENT,
HEREEARMED EWIRAE T, 28R Bz T T et E NIz, T QT FfEAEMERE (Short QT
syndrome: SQTS) D IFE L KDY, KIEMEZLRIEFINZ L, ZOHEKELFEFRAINT
W5, O, FKIEMEOTAIEGRE. T EREE (Lenegre i ). RIEIMEOEMIBHEEDN
TENS,

KRR NZEIE, 20 AR D ORI TR 7T a—F ORI KD, TNHOERE
REOEMRIC, RO FEE DR8I BID 2 HEH (4> F v VL OREiE R E) 20—
FLTWAEIEFRICEE (ZRHHIVFHAIEEZH ) BRHRINIETHD, Sl 1
A2 F v 1) A— R I BIL FORE Th-olld, Bio ke N\ F o520 T%E
OFFESHBEMNT7ZE LT TNSDBIR O (variants) 2%, A F 2 F v 3)VR EHELE
HOBEIEF 2RI, #REUTHADNERZEIELT 2 EMRIHENTz, TOXI%EHE
BREIN S BIE, A4 F v 2I)Vd 0 EAER (Inherited Primary Arrhythmia
Syndromes: IPAS) &iRHTHENBICE ST,

PLEDESICIPAS &, HLEAIE R ORWREBEZ TR H 2D, T NIEFITHRREMIIE HE 4
THH, —IEFE (2013 ), HADIKEAEIRER, Thbb, 77 REE-Jek-3—my



IRDILFZS—IVEED, COBEHERNRIROZMIEIGHFICET2a YA 2T LD D
T BRI DITA RIA LRI NTZ, SHGETH S, Journal of Arrhythmia, Heart
Rhythm, Europace SICHERENTZD, AGHEH TIE TN OERZANT LANS, HEERE R
ICDWTERR L2V,

(%]

Priori SG, Wilde AA, Horie M, et al. HRS/EHRA/APHRS Expert Consensus Statement on the
Diagnosis and Management of Patients with Inherited Primary Arrhythmia Syndromes:
Document endorsed by HRS, EHRA, and APHRS Heart Rhythm 10: 1932-63, 2013.
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NN E TIRR U RDIREIZLIFEALTH D, drEiE U UTRRA 2tk Ton
JEUTzo TORRIIKESRD 2 DITHFTHIENTES:
OB —HEET=28 0 (TR [scrap-and-build] ) : fifi (#FEAGEB(LUMAFEAE ), Bl (h
BB EUIRE N FA )
@ITOERENH 2T MA T2 D (B THELU [add-on] BY) @ X (IHRZBEITHEE., EHIC6
JERGEDIND ST ) Bl (ST ERRERGEICN I IE S > 7 N AR ED I 5 7))
OlElE, KB ST 2 10K &I, iR OBARIC KO 2 Ol 37 7E s
FEi#E LTz add-on BUGELFESRE TH D, B THLIZEY TIEOEEEN S LIFUIXNIRD A
T3 &1, add-on BIBRE NI EENIZH D D SRR IRIRENFRET 5, NEIRERTE, 7
JVAT AR A BRI MG S OAEIR S 2 DI TEMBICRET ST LAVREENTWV S,
FOL A E add-on SN SEC S N IRE 2 DREBR L7z, OB MIEIFEREIC D i8R
T2z [FIE T 5 728IC genome-wide association study (GWAS) Z17u> 15 DL HIENESZ 4
SNPs Z[AE LTz %y ZOH TOEMBIFE L ikt BRI 72 DId 4925 FEIKD SNP 725
720 4q25 DI BIEHHIFAE T B8 71X Pitx2 TH5. 5 2 DI TEREBL O T8 ki
Glil/Wnt2/Isll Z2~—71—& 3 2.0l i SRl (CPP il ) 23 (E L. CPP #iIflaicC Pitx2 M FEH
9% ERfEAR N ME T2 s BliiR, O OO S BLEE AR OO HIEI O MU A —L 725
EMS. DEMENIREEIRISEO B LTEAEEIRE Z 2% T £V T E %, His-Purkinje Ridk b
DHE(L R TIEMFALBALIRIC I %2 AT INTH %, His-Purkinje RO 5 T EEDMEHE 0
fik CIEBIRHIC L C 2 BB A EE AR L B 2 i 2 RRBR L 7z o
D EDESIE, —HDONEIRSHECFEEDORL —RATEUTEUTREEE LS R AT ENTES,

(%3]

1. Ellinor PT, Furukawa T, et al. Nat. Genet. 2012;44:670-675.

2. Sinner MF, Furukawa T, et al. Circulation 2014;130:122501235.
3. Mommersteeg MT, et al. Circ. Res. 2007;101:902-909.

4. Peng T, et al. Nature 2013;500:589-592.

5. Koizumi A, Furukawa T, et al. Eur. Heart J. 2015 (in press).
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PRATEIC BT ZIEEFEIICET 2REICDOVT ¢ FAEIESRIE B XU HA ARSI
o TIrbNiz, ENRIEEOAEMNEE « TITNAFTEZERB XU, EE ORI/
B s 2ERE - EA - MEBEERTH S, BRI ITHEEZAERRHETE. AEERER
&S 2 EEE ZACIEATRIEZ KD, BIXRIC K OEIRL 7z, AGHE TR EEOR
VEARHIE R 2 — 7 ¥ — M TRIEZ RS, BXEIC KO R LU, 2REHE ThE
L7cDIFFICERERDE#EGH TH D, HHAIE TR 25 FICHITE NI, ERIANA DR
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12.5mg £ LIzBEA T ST FREHIN S VE A h—L e D, F0R ) — LEGEMTE - Mg -
URAAY « 7 IAZa 25X 51CDCL5 [MH T VEEEL, DLEDNS TV A XEGRE &
W L. ICD ZHa A AF BB, 85 FHiEE T SCNSA X[ TH - 7,

(£52] TR 7 4+ —)VEMHHT S 7O R T 4 —)Vik ASERBHCEE LT 4mg/kg/hr
AN ENRELEDNTED ., AEMRBIRL TEHE TR RN TR T RT +—
WIS K B BED T IV T ZRRIEMRREDZMIAND b H— &5 o7z, R ORMMBRZET AT
ICD DREZAIME T LT v A+ I 2V T L2l U THErT Uize JRADREE TIEBEHC
TaRT A=)Vl TEY A ZHHET S LIFHEELEZ BN,

(3R]

1) Induced Brugada-type electrocardiogram, a sign for imminent malignant arrhythmias.
Circulation 2008:117;1890-1893

2) Sudden cardiac arrest during general anesthesia in an undiagnosed Brugada patient. J
Cardiothorac Vasc Anesth. 2013:27(6);1334-1336
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0-2 ECFEEREEZKELURIRERZIROEBKRS

fabd PEEC. W e APRRERSE L M BEE Ll @
RH R ek L el B R SRS L KARIET
BREFHE2 B R A WML & Rt NEF o
R g7° IWL e

1) #av SR EwhE  NRERE

2) W ERRR G ANEIRE
3) BLEaEnbe  hAR

4) FRENT S E skt TR R
5) WHEEFIRY: MRREERZR AR

CREE D NEHRES TIRNEED D oW & NI MERBERE R RAEREED 11 B & 8 i
DILEEGI E. # 0 R I IEEEFENE TR E Nz QT MEEIEMRRED 13 @B DOVT, TRk
PEREENRAE O T8 n 28 B OMER 2 (K U R IRIRIE & Nize SRIEMERBERER 2 OIEFNEEIR
TR TY W KCNQ1, KCNH2, SCN5A IZZEEMEE 5 N - e HV% H R L 7z HCN4
IC ¢.1178g>a,p.R393H ZE N IMKEB X TBICHA BN, XR—AX =T —F v )LD §4-S5
DY A—ICMiE LT ¥ FIVBEREZ B LT W05 & D L BbN iz, £ RBUIEER T, 578
it U T IR IRBE AR ME A B R © OHEERFBLODAED K TH % L & Bbh iz, QT EESEHNIE
KCNH2-W563C (c.1689g>c) ICZRMFEE TN LQT2 &L 2Wi, REBICIE DL #E <5
IR E8D B NIE o Tz, pore THIICE RN D 5 T2 DIMEIEANY R 2T LG W EE
24T LW E N, ICD A AHZE LU TERRIGICTE LianE D e bz,

(k]

HCN4 Mutations in Multiple Families With Bradycardia and Left Ventricular Noncompaction Cardiomyopathy
Annalisa Milano, MSC,* Alexa M.C. Vermeer, MD,y Elisabeth M. Lodder, PHD,* Julien Barc, PHD,*zArie O. Verkerk,
PHD,x Alex V. Postma, PHD,x Ivo A.C. van der Bilt, MD,* Marieke J.H. Baars, MD, PHD,yPaul L. van Haelst, MD,
PHDk Kadir Caliskan, MD,{ Yvonne M. Hoedemaekers, MD, PHD,#Solena Le Scouarnec, PHD,**yyzz Richard Redon,
PHD,**yyzzxx Yigal M. Pinto, MD, PHD,* Imke Christiaans, MD, PHD,yArthur A. Wilde, MD, PHD,* Connie R. Bezzina,
PHD

JOURNAL OF THE AMERICAN COL LE GE OF CARD IOLOGY VOL . 64 ,NO. 8, 2014

Genotype-Phenotype Aspects  of Type 2 Long QT Syndrome

Wataru Shimizu, MD, PHD,* Arthur J. Moss, MD, 1 Arthur A. M. Wilde, MD, PHD,_

Jeffrey A. Towbin, MD,# Michael J. Ackerman, MD, PHD,** Craig T. January, MD, PHD, 1

David J. Tester, BS,** Wojciech Zareba, MD, PHD, f Jennifer L. Robinson, MS, # Ming Qi, PHD, § G. Michael Vincent,
MD, f # Elizabeth S. Kaufman, MD, § § Nynke Hofman, MSC, {

Takashi Noda, MD, PHD,* Shiro Kamakura, MD, PHD,* Yoshihiro Miyamoto, MD, PHD,
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£20[E HAVNRG

0-3 KCNQ1 EENTOZERE %Rz Romano-Ward JE{REFD
141

BY WLBEE R B G HTUEMEL B L A B
WA M TR MRE

RNV S i Re s ey ] A NV S
(FUHIC] HREESHEEREZ & 5EENT ORI X % Romano-Ward JEIEFE AV
OENBENHO, FOHKBIFEHEIN TS, SHIKCNQL EENT LR EZZE DT
Romano-Ward JEMRRED 1 Fl7Z#EER L 7D THE T %,
GRiEB] 9 et
KIGHE © RHC TEIRP OJAPESD D o
WHERE - SR U, 7 IR D,
INERR D T NS E RN 72 R, ECG T QT ZEE #i2%. HolterECG TESEH1 D
Torsades de Points D& 5 N7z, HAKIGHEEH TOISH S LQT1 AEEb N, H#HEH|IRE &
B 7y I—DONARZ LG LTz,
EEMG%, EETO QT ZEEIFMHIE N, ZTOBFRFEFELC THRY, BInFRET
KCNQ1 A5 D7 Ll mutation(KCNQ1  P631+33X | Intron 9(1251+1g/a)) MildH 5N,
TNETNRERHKDEDLHIH LTz, RiE QTc 401 &1EH, £HE 463 EREIEEZ R L
TWiz,
(B5] HENTOERDOD, FiZEICKXOEWIERMHE LIz EZ 5Nz, EEN\T
OZROLS, BRTERGZET 2LV IHELH D, 5B E SICHEHEREBIED T
EEZON, BIETEZHNICES> T, LQT DR A TDHIEET, BEHO XA T K BHERG
DOTHIE BN ROERICK D, BEFIISCTBENAREL 75D 5 5 T AR E Nz,

puil

[(5ZHk] Westenskow P et al.Compound Mutations A Common Cause of Severe Long-QT
Syndrome  : Circulation. 2004;109:1834-1841.
Giudicessi J et al.Prevalence and Potential Genetic Determinants of Sendorineural Deafness

in KCNQ1 Hemozuygosity and Compound Heterozygosity : Circulation.2013 : 6 : 193-200.
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0-4 FROBEIREZ CHREINI/ME QT ERIEMRERIRD
RBIEIRHIRERE

Bk IERL KT #DES /KW, IRk SR R B
a4 EBRC, AZEF WL 8K BES bR RS REP e
JURT ORER L HREE UL ek B NE WSS BHE=RR
O ERZ O, e R Mk R el B | B
Ry 1E#E

1) BEREERE Y Z— /DB 2) ERLOREEREARL

3) MERITLC EBbe. 4) FRRZZEAEECR,

5) BRERKZEEERE Y Z—. 6) WM AES

7) TRERERGHE Y X —. 8) HrimKY K, 9) BERHEAEDL.
10) BRBENNRER > 22— 11) ZIRIRVLC & &b,

12) FRHESEEE, 13) KBCRZERZARE, 14) RULERBEREIRE,

15) JUMERE, 16) JUNAS:  BRZEAS. 17) A RER SRl

18) WEERMAY BEEREY Z—,

19) FHRFERINEY T— 3 ki

(HN] ZRODERZ GO T E Nz QT IEESEERE (LQTS) BIROF#HEZ®HBH T &,
OB K UV51E] HANRIEREG AR A RITFERE N7z 20 %A RO LQTS R {o
MA E N 7ehE COBRE) 315 £ JERDHIBR U232 UTchE GEIREE) 68 44, XKIGMRZ.
BIAZWTE e (ZOMEE) 100 B} OFZeE Lz, LQTS BIHAEIR & U Tid g,
ZEIRBE (SCD). fdn S N7z 1k (ACA) & Uiz, REUEIRHBISE X Kaplan-Meyer 15T &
DITo T, BRBER BB 2 0MEE 26 %, SEIREE 36%. TOMEE31% TH o7z (X)),
A5 SCD/ACA BT DEEE 0.5 %, FEIREE 36 %, DR 0% TH > 7z ZWiniiE TLL
B9 % & JOMHE TR & U T OKIKDBENH RICHA 9 2 DIkt L (P=0.002), SEIREE
TIEHEB OB L T (P=0.052), JEIRIIHDV A7 T 7 7 2 2L EO I AT (v
JRENTIE TRETT % & DR TR EWREEBIEIIM (P=0.001), £\ QTc fi (P=0.048) A
M. UTeHREATHIRTTH - Tz,

CRGam] OO R HBUHE 13 2 NE B & <. BORGREISUHR IZ M7 U T fah
K+ ThoTco OMRIMEEEE . TEIRZZEE LA, TEROBEEDRETH S, EIICKS
FERHBIFIHIC XS % strategy BB TH %,
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0-5 Short-coupled variant of torsade de pointes Zz3&.
V7 /D REBHREIGTFERZRD 13 mB1RHA

MEARN', HA FI' 2 it IR SERT P MK
EEC RTINS EE T VSRR 177 DN N/ S A i SN 71 N ~ N
NN,

1) KBS RIERE SRR > 2 — /N EERER
2) WHERRY: PHRAEREG AR

(#53] 1994 4IC Leehardt 54, QT IEEZFESHT, FUWLEFEHO.OZE A (PVC) 5
torsard de pointes ICZEAEIE AR k72 Short-coupled variant of torsade de pointes(ScTdP)
L Lice BaLOETY 7/ P 225k (RyR2) DEIE F-HEOMEDH %,

CiEB] 13 % BH ~ MEBIORFEAIC OISR EZD, O MBIOZHNIC KO BRI LR
MBI O LIz, R S OHEERS S, FEAL EHEEMOEX, nEEE0EX
Ol MRL, W BIRIERS. DR EOME CTREEEZFE TE 9, %ﬁ%ﬁﬂﬁﬁ’@uﬁﬁ
AEIRITFFEENED >Tc, R TPBOTORGARIGRH S (ICD) 2L 7z, ICD fHA A A
ZIEARHIC 2 EE Y EEI 2587z, W NBRWEEEHO PVC M ELEMBNCRITL, T3y
XTI UTze NIIRIVONIRZFBGLIZ, £ D% G/ SZ—DL7HIC 1 HEYE
278 T W%, RyR2 S4938F Z[AiE LTz, RHCARRDBEL T2 2780 Teh, FIEORIEE
VA aAESY il

[(75%¢] ScTdP T RyR 2i{n TR 2RO TER 2 /8 5R LTz, RyR2 UR TREIEAATITIIV
FAFEIEZ RO (CPVT) EBGHEL, B OLEHRDREIN TH 20, ATEFITIE L
BRI EHRF OFEVEN CPVT D RBI L L tzoto

(5iik]

1) Short-coupled polymorphic ventricular tachycardia at rest linked to a novel ryanodine
receptor (RyR2) mutation: Leaky RyR2 channels under non-stress conditions ,
International Journal of Cardiology 180 (2015) 228-236.

2) Short-coupled variant of torsade de pointes. A new electrocardiographic entity in the

spectrum of idiopathic ventricular tachyarrhythmias, Circulation 89 (1994) 206-215.
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0-6 F4RHAIC PACwithBlock, DEIEOREE RSB QT EE
E#SEZT0v 2 (AVB)
n]

g B3 lE AES. aH mEER NI sRAT ORI
!

1) R C PRk TREINeE
2) )RR R

faYa ] PACwithBlock & ATV REREHEHIC 21 1 FET vy /Lo, HA% QT EE2
FEoTER ZREBR LTz,

CREBI] RHA WPW JEffE, SS-AB HifkRzE, 7Elis 318 6 H. MREARIROIOH LB L
Eolze FRYLLITO—TIi&, JOJE rate I& 133, /0= rate (& 65 T PACwithBlock @i Nz
OB ENAEE TH o1z DNET IR o7z, 33 ERFOIRIL T a—T, LOENGE S
MGG, 21 OEE 70y 7 2i8dlz, AT 37 HOIZI—T1F PAC BlRkk.
FEEGHHFAE, FE70v7Eik-oT0 e, 150G 380 1 Hif EYIBTHIZE, Apgar score8/8,
(ki 25108, HVERSO.LHIE 50-60 AT 25 10 AVB LWLz, 1% 4 HHED T TR/ —)L
DOHNRZBIIR LIz TA0MAEUZ 70 B LT oTz, RIVZ—DOERIT, $0% 92569, & A0
I 76 B/NVDAEL 58, AL 64 Th oz, HAERED QTc ld 450ms SIEELTED, £
% 6 MHTIE QT440ms EFFFIUER LTz, BifE closed follow up THARIGREDA T>TNS,
VT/Torsade de pointe (ZFBHTUVRV, BRI TIETRIRICE S QT ZEEZA DD LQT JEMEAF R D
MHWCE 9, B FZBic DWW THETTTH S,

Circulation. 2012 Dec 4;126(23):2688-95.
Fetal heart rate predictors of long QT syndrome.
Mitchell JL1, Cuneo BF, Etheridge SP, Horigome H, Weng HY, Benson DW.

Pediatr Cardiol. 2010 Aug;31(6):887-90.

Congenital complete atrioventricular block associated with QT prolongation: Description of a
patient with an unusual outcome.

Mendoza A, Belda S, Salguero R, Granados MA.
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0-7 BEREH#HE (P PS) ETFICAT—FILT7 TL— 3y
EHTL. $d LB OEEan s R E

B SERE'Z R ORREC.EFE RHTEORA RO BC R ASES.
BORAERIFS . fEm B

1) HSEISIMTEGE AR
2) MEERZAMGE NER
3) MEAABE  EERAR R

(E U] =B OFHE & SIRFFE IR OIER O REZ 7 L, SUERIGER AN 22 KT
U TER 2 33 5% U 7z,

GiEF]] 13 OBR, BHFT» BEFEEKC Tz, EERZZ UEICIEOHE 90/ 7
fEEOZEEERE B E Nz, 2D 6 HIRICEIFEZERD, OIHE 180/ 7 ORI L
Te 1z HB AN SNz 7 1y ZRIOBHIDN L, MEOK R, OFEEEDR 7258
BDIztzH PCPS 2 Lz U RAAY « RISV« 7 I A X O Vin EOIYpARE, EX
HIBRANEN X RN T db > 7z, PCPS 0 DB N T O \PCPS S N7 —7 IV 7 T L—
a2t Uz His W EZR O G EIC R 2588, BEIC K D & &> 7e,
BEEITOw 7B EN> Tz, ORI EITE L. PCPS H 5B Uiz, (OHHER D 2R 1 75
ERTH>Tze NEIROFFIIE L, HBEIEIZROTIRE L T\ 5,

(5%%] PCPS & D A7 — T I)IVOREITICIZ, 2H O MEICHE S BOHESRT 7 1 A5
M DOIRER EDMBERMER SN TS, BEERIERAEDIH PCPS MO BN TE T,
PCPS 25 N CAhHT—T IV T T L— g rzfift Uiz, KREGMERZB T I &% EH

W Uz,

(Wi5E] HARPIMETH O, EESBIRASZE L. PEIBMIE A ZER E’ﬁ it ChH 37 E,
BENEMm 2GS L TWizh, PCPSEE N TChHT—T IV 7 T L— ZehifT U, R
TBHENTET,

(5Ziik)

Curr Heart Fail Rep 2013; 10: 296-306.
J Am Coll Cardiol 2002; 40: 1681-1686.
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0-8 CARTO-UNIVU £V 1—LERWET IL— 3 VBB
&L 5L < EEBDHH - ERAIEZENCERDIEMNRE

HH O L EE AR W, bR s

1) KBEANRAER LY X —  NAAIRE
2) YEHEAR IR

JEBNE 17 3%, 1A= 63kg DB, WPW JEERE (type A)o HEERMZGEEEBALIZ AU, B
BOMAAEND O, RAZKBEOIERT LI K DI Z1T > 7eo AN IET L 2 i D5 Ek
MWD, FOEHREY 7 a—F %2 3R, H LW 3D non-fluoroscopic navigation software
(CARTO-UNIVU module of CARTO3) ZH\ ., X9 EMH % CARTO IR 1FE L TR,
Navistar ¥ v €27 /77 L—> 3 Y hT7—7 )V THE « ik D fast-anatomical map
(FAM) 7ZfEpk. T B OfFEEIZNIERZ & L1, FiE - HIS K « A% - dfiRiFEIc Em A
7 72hliE Ule GEHRER 0.8 7). (A HERZER] (BB) (3HEk@D ., & - HEETI—%
HARELUT, EEE=—RVEZHONTT> 72 GBEH 4.2 7). RUBEEIBNIFE S DT H
IRBEHTITD T EMATRETE o oo IGMRIEEOHER KT RTF-EGEHIEN 5.1 77, 25—
X 74mGy, ¥ —AFAD HIRAE T TOFHIFH 3 K TH > 7. Hffiak THEIELIC BB 217
> 7z 30kg DA EDFEMIENREEE 5 flO 72 R5 &, AR 24 70 (19.2-29.5), 2%
A1—< 155mGy (83.5-302.0). FHilkift] 2.4 Fffd (2.0-3.3) TH oo KT AT LIE, K
BHESZED E VN D . FRCEBI DR WS MaE T, AHTHZ EEZ 5N,

[5Ciik]

1) Marian Christoph et al. Fluoroscopy integrated 3D mapping significantly reduces
radiation exposure during ablation for a wide spectrum of cardiac arrhythmias.
Europace 2015; 17(6): 928-37.
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0-9 NMNREAOCEMHHENANEICNTEZHT—TIVL7TL—3 2D
)

HFEMRER ' B MEN L BOH R RE BEE L w2
SRS SN N =17

D BB Y 2 —  (EEIER
2) BEERSOGIE LY 2 —  (EESE

(F&] OB (PVC) X —RINIC FREF E VDN TR, BV THEREIO
PVC [ RRA D BERE R PO R[REMEDER S NTHR D, AT —7 IV 7 T L— 3 » (RECA)
LREIENS, —J5. NRBIOPVCIZEHAEAT % T £ HH RECA DI DUV T ik
AR AR

(7374] 2006 4 3 H~ 2014 4F 12 HD[IC PVCITH LT RFCA 211> 72 15 F DL R D 15
FEBNC DV THRITHINISRET U Tz,

CRSSR] #lal7 7' L—2 3 VIR 13.3(10-15) ¥, 15 filFh 10 Bl T HREAEIRZZ8D T2 M5,
5 BTl MESEIR T d - 7z, Holter ECG T® PVC & 30,788/day(14,469-80,067), His i1 f#
EZRR< 14 FITHINTREN Lz, BHIICBWTREGGHIERRRDEN > Tz,

(iiaR) /NRICBWTE PVCICHT 57 —7 )V 7 7T L— 3 Y3 ZETHROMEE L. 1A
FOFNILE XD S %,

C=GN
Niwano, S., Y. Wakisaka, et al. (2009). Heart 95(15): 1230-1237.
Kakavand B, et.al (2010). Pediatr Cardiol 31: 986-990
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0-10 XM WPW EREEELTT7TIL—Y 3 ViaEEET L
FEBIIC 51T B ZEFRFE high risk BElC DL T DFRET

HHE- L ERC HE O WK WBC. PR T

1) J CHOHEEEE HR EEnN— by X2— /NEEREER
2) RBxiinigeaEgt > 2— NEARIRE

(U HIC] —MEAICIE IR ME WPW IERRHI RIS (AP) OARIAISHT (ERP) MEL, 22
PIEDY AT IFENEENTWD, ZFD—J7 TEERRIE WPW FERERE T > T L RBIHREEK
DANAISH (APERP) HVEH < Z2985ED high risk JEFIZFRD S T L MG TN TV 5,

(5] MB7T 2007 4 7 H&K D 2015 4F 9 H X TOHAR TR WPW JEREE LTT 7
L— g BBz T U T e 2% RS RET L. i, SR, RE, EREOEEDOA
I, JEROE, AP DEFAZEO A, NH{ZED APERP IS D EMiEt 217> 72,

CRGSR) WIRErh, 50 1 (46 FERD DRGL iz >7z, HIRMET, Fii 9.4(0.9-20.9) 1%, HE
137(67-178) cm, {AH 36(6.6-67.5)kg. L RKIECEEESER 4 B (Ebstein wfE. EIEKIME
HRAE. B=ERRREENTR. ZRPHAEE) Thol, AR 48 (96%). AP D=
FAREE 46 1 (92%) Tid& 7z, NETT1ED APERP (& 410ms LA [ 34 4. 360-400ms 2 4.
310-350ms 6 1, 260-300ms 7 . 250ms LA~ 1 CTH -7z, ISP &ML 714 (14%) T
DHFEITE N, ZD 5B 4 T APERP H° 250ms L NI HHE L Z2R5ED high risk Bf & 2 W7
N, TO 4 XTISP Efafaid APERP & 350ms L FTH o 7z,

(542] RIRPE WPW SEMRREOHRIC, ISP B faf T APERP AV L ZEIRSED high risk B & 72
Wi S N2 GERIZ RS %, F#IC ISP Efuiiiid APERP /Y 350ms LA R OSEFI TR ENAHE TH
%o 513 high risk SEFIDZER|D 728 IR WPW SERBSEFN M LT ISP Bfif & & &1,
ORIV Z—DERIC X B TV RO SR — > OR A E R TWL TETH 5,

(5Ciik]

1. PACES/HRS Expert Consensus Statement on the Management of the Asymptomatic
Young Patient with a Wolff-Parkinson-White (WPW, Ventricular Preexcitation)
Electrocardiographic Pattern (Heart Rhythm. 2012 Jun;9(6):1006-24)

2. The Electrophysiological Characteristics of Accessory Pathways in Pediatric Patients with
Intermittent Preexcitation(PACE 2013; 36:1117-1122)
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0-11 k%4> - ABRMEIR Focal Purkinje O E58HHD/NED—H

A RS NI wRR L R RBE SR R AT
EE[E I U= A N i+ 1S NI U B O SN N I

1) LIRS C ekt B
2) ENIIBERASEITZE v 2 — NGB SR

(5] SHELOERZA LW Focal Purkinje (D288 (VT) 1 ELIEGIIRG © . FErsth 0=
BRI VT 252 BT MU A=%D 5 %, LHEENZ < ARERIE DL O H
HEWHREINZDHTH %,

CiERI] 6 %58 . BEEIRE, SRIEREICREC R EA U, PRI 2 IC TS M I EDH5
fidp 0, Bt THREET TH o7z, YBEZT L EEEFREND D ZD%I L, EHEE
Eixote, BOMCERRIEMEIE, KB, OERIGOIE 134 /57, QRS K 100 ms T/
Ty 72— D VT WET, HFHER2EET 2E Th > o, SRENVERDO G
75 <. DMSAELE ELAE. BNP 43.7 pg/ml THh o Fz. HLZ—DEETIE Wide QRS U XL
DFROAD 78.5% 7 b, HARRHICIZHIEME TH o T MHFERFICIE QRS IHTEDZ b & &
I coupling interval (CI) (&% 160 ms) W& b U7z, VT O CI 13 :&#EE) TR L7z Na Fv
FIVEREE (VRAERY, 7TV Iy, AFTLFV), BlWEE (/77 ), CaFv
FIVEWEEE (NF82)V), 77/ 2 =) VEBOFEIR 53RN, Ol S R
Tl&. moderator band I —%({ L T Purkinje #fi 2588, £ T X D i@ i P AL E 0 2
58, 4728 Purkinje & VT L3220 U, [EAALIC 17— T OVBEI M 2 it L. VT I&H K,
THFAEREED QRS W IE 522 AT Ty 7 L ix o iz, IBFEZD RV Z—DEKTIE 7.7% D0
A (5 CL 640 ms) WIRIFT B0, R, JKIkDHEE I THRFEEIERPTH %,
(RiER] D7z - T2 B IO R 2 U 7R W IR Focal Purkinje VT o/ 72 #3855k L
Teo HT—TINT T L—a B ZEOIRBICEN TH - Tz,

[(ZE 3k (2 510)]

+ Sadek M et al. (2015) Idiopathic ventricular arrhythmias originating from the moderator
band: Electrocardiographic characteristics and treatment by catheter ablation. Heart
Rhythm 12(1):67-75

+ Nogami A et al. (2005) Mapping and ablation of idiopathic ventricular fibrillation from the
Purkinje system. Heart Rhythm 2:646-649
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0-12 FHEBHREEDANS /NI VRSO ES5EHEE]

iR RO OBl B B BI RREL EW R
BRI AR ALl ThiRds2 > 2 —

NINRIVEZMOEET (VD) &, NIRIVEZED DRERER 2 69 % 5E 7V
F VT Z EREO—EHICEBY T MY EEZ SN TV S, A VT OfF1 & HFETHICIE
NINNIIVIVENTH B, @A T —T7IV7 7T L— 3 Y THRIBARER VT TE b % UiE
BIlHE 8 DS, 1Ehs 38 1 HiCHr EYIRIC THIAE (HA(kE 3154g, & 50.2cm) L7z,
AR CHIRFEMED R L T 5 728, REIREEINC LB HIR S Nz, KEip O XFCER
IZ & > T HR 250/min @ RBBB »"D superior axis ® wide QRS tachycardia H a2 & 117z,
ATP bolus iv YV EZ I K iv TIEHHIIEIL Uo7z, DC (1-2 J/kg) &k > THIH
31EIET2E, IICHFEZROIR LU, mHORZEZSZS AT, NF7353)L 0.05mg/
kg iv HifT LT, d0mIciid sl Uiz, RSS2 VSRR e ISA: VT ORI Tl
HBM, HERTHZ1=HT LA =F 1lmg/day &7 7/ t—)l 3mg/day DNARIEEZ
iR L7 TD®%E VI FIENDH O, E%4 7y HIchT—7I)V7 7 L— 3> (RFCA) D
Fite otz REFEE FIC EPS 38X U RFCA Z217 o 7z ISP £t N .OESERIIIC
Ko T VT WEGISHEHRBETH > Teo FLETIR, BREEFNICESTTRZ< Yy EY T
Uz VT HICHERIIEENL P1 & pilEATENL P2 Mk E N 20050 1/3 (HE CiElEZ T -
Jzo ZO%, ISPRE TOTTTT LRRIC X > TESEINEERARREL o Tz DR LTz,
DI, SR TORGBEIEZTT> TV 5D, FRAIKEL TV,

(3R]

1) T. Suzuki, et al. Radiofrequency catheter ablation of idiopathic left anterior fascicular
ventricular tachycardia in children. Heart Rhythm, 11(2014), pp 1948-1956

2) A. Nogami, et al. Demonstration of diastolic and presystolic Purkinje potentials as
critical potentials in a macroreentry circuit of verapamil-sensitive idiopathic left
ventricular tachycardia. J Am Coll Cardiol, 36 (2000), pp. 811-823

3) KK. Collins, et al. Fascicular and nonfascicular left ventricular tachycardias in the
young: an international multicenter study. J Cardiovasc Electrophysiol, 24 (2013), pp.
640-648
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1) Zhang LP, Hui B, Gao BR. High risk of sudden death associated with a PRKAG2-related
familial Wolff-Parkinson-White syndrome. J Electrocardiol. 2011;44:483-6.

2) Aggarwal V, Dobrolet N, Fishberger S, et al. PRKAG2 mutation: An easily missed cardiac
specific non-lysosomal glycogenosis. Ann Pediatr Cardiol. 2015;8:153-6.
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fting - Ebstein IO B LA EIENEIRIFIEZ AT %,

BT
1) J Am Coll Cardiol. 1985; 6: 1351-7.
2) Circulation. 2001; 104: €92-4.



20 BAN

00

LAC

o

o




55208 BAVNIE

0-16 PentaRay® NAV catheter ZfER LfcRBEZRI v EV VI
KWT7TL—2avIcliLic7 + 2 VO ERERE
SaHD—F

W EM L EHE—EL HE OSSR . PR 5

1) RBxiviseaEgt > 2 — NEAERR
2) R NRE

GREB] SiEFE 21 5. Lateral tunnel ! Fontan fiit%. O IEEMESEI (TART) 7z %
i LERIRI O EFEEIC K B AMmME b2 2 U E s 7—7 )V 7 7 L— 3 > (RECA) @
JEt ki o T,

IART 35 U 72 JRAEC session Filgs., i (IR BREARPAZE O 72 45 W IRIC 8Fr > — A%
R, B CARTO reference FIC 4 MiFE /1 7 7% ¥i& L 7z, PentaRay® Z{# ] LAEIAD <
¥ 7 7%119 &, Lateral tunnel N4 iBEIC scar 2788, crista terminalis il 2 17 L
kRl Z 17 U Chelld % B EE S Nz, #2059 T 141point V< v ¥ 2 JRIEET
HoTzc TOMEEE T scar F70D IVCIEF#IC fragmented potential 2588, JEPHIC double
potential Z > TH O, BHAREFKICHHDEEF LA L E 2 57z, ThermoCool® % fi
L. T fragmented potential ik 12 30W Til#Ed % & IART 351k L7z,

(hiaE] /NeER - MM iR 2 R & Uz 20 flu~y ¥ > 7' 47 —7 )L PentaRay® Z i L
T @EEZ f=y B2 730 ENRIRESEINIC 380 % IEE R SRS O [RE & R Op BN
ORHICHEHTH > T2,



FNROBFER

leso3,4 Biih-—

PEN 19, 8p—

PEN 17, }——————

PEN 15, f}——-—~—-
{PEN 13, @p—~

PEN 11, i~

PEN 9,1@p—

PEN 7.8 @jp——~

PEN 5.6 B)— - I R
PEN34 Bb— t ‘I ﬁzyjﬁﬁ%ﬁﬁ

PEN 1,2 f}———~N\~

PWEEN T —T—2 Xy rn—F |
http://www.procomu.jp/shinden2015/abstract.pdf




5520 BA/I

0-17 GUREICEZBEST ZFSRAREDRY T U —S0E
SE A4 CRe T ABIRCIE. FEARIERD 7 7 O —U#ER
%

R OB MRS =il MRt kbR Rt R OKER®,
7SS I - SN N 7. NRNE (e 07 NI RN &2 -7 N 1 1 O TN
KH FEN

1) AGmER AWl IR
2) [AfEERERNE

FEBIE 32 m A ME. AlfD. {LLL NREIRKRE. wetkiEmio 7 » o —MNEIET, 7 X
TV FMz2eE 3R TENT W e, 3 BIHOFMLARE, VGO EEinics U THRNIC
DC DT ENT Wz DE T T T LR CHAER S NI EE ke AENICHE L
A T — 7 )V TR ERR OB Z R L D, D3 MR LR 2 O 5
ICANE DRI TH > 7o, LAY ZE U TR 2841 D activation map Z{F L 7za
HDFC EE T 2 IRk & =R I K U RFER IR BB 45 55 1B I T concealed
entrainment DRSS 1, —RFATEEMI Tl concealed entrainment NI ThHo7zT & &
CARTO map #iR &K O @ OFEIRE A Z e d 52~ 70U > b Y —ABLLERT & Zli L
Too HFEIR — =PRI T B HURT T L— 3 I X O SEHEHOEE & & & I3
{F1k Uz & DICHFERIREERTH D fragmentation potential REEREBNAN\DIEEIC K D HEEDID
AN T N THEFRARE L 75> Tz

RN M 2 0EHIH 02 < BYIFHEMR Y =2 U —R.0RHEITH 20, TR
FRAE, B IREG GO 7 T L—2a TR T Iy R7 72 A0MIREEICK b, T
MR, BIRE I TREENS, TRERKIE, arafickessedl] © i HawwE P e Y o
> MU —MROES G [BICE S BEND B,



NEOEFR

AP view> @ /&' | <INF view>

Fragmentation
potential *+«.,, 3
Py A
e *
- y A s :
, %
¢ > \ .
W ™ Linear ablation

<AP view>

PWREAST—T—2 Xura—F |
http://www.procomu.jp/shinden2015/abstract.pdf




5520 BANRD

\
C
-

0-18 HEOEMITENREHLRMEROREFIMEOERBIC LAT—TIV
77— 3 %7 Lic 35ER

L DD N - I B O ST /-GN M 75 4 1= R - N NV 7
EN GRS > 2 —  NRIEER AR

IR A SE S £o DT BOREARRE & W o Fe UL S A TEI R I AR R X D F5kt 9 5 EIHR.0E
Bz tEs . FMREHZH#L < 328KRE UTRERNDIT NS, GiEMRICRTIED
P2 iR IR I HERL U 72 3l 2 i 9 2

fEfil 10 7 A B YAk E 5.5kg, PA/IVS, A 1 T BT shunt (BTS) Z/iif1. Hilin 2 n HHf
BeME AT Z58iE, 7 2 A X0 YA TH > 2. Glenn AMTHAD AT & H 2 & Z fiiRiic - 7
—7I)V7 T L— 3 (RECA) Z 1, /7 5REHEbIC R A MENI A H O . BETIHET 5D
FFEZ# IR Uz,

JEBI2 @ 8 A HAE 4.8kg PA/IVS, Hii 1 T BTS Z/itifr, ek D AT Z¥hE, V&
n—)b, YdFT I K% rate control [FHXNTH - 72H rhythm control AY ] REZRHEH3 75
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(5% i)

1) Petrucci O, et al. Risk factors for mortality and morbidity after the neonatal Blalock-
Taussig shunt procedure. Ann Thorac Surg. 2011 Aug;92(2):642-51

2) Trivedi B, et al. Arrhythmias in patients with hypoplastic left heart syndrome. Am Heart ]J.
2011 Jan;161(1):138-44.
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1. Epicardial implantable cardioverter-defibrillator system placed in a 4.9-kg infant. Tex
Heart Inst J 2011; 38: 421-3.

2. Remote monitoring of cardiovascular implantable devices in the pediatric population

improves detection of adverse events. Pediatr Cardiol 2014; 35: 301-6.
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[(ZE£3k]

1. CardiacResynchronization Therapy for Pediatric Patients With Heart Failure and
Congenital Heart Disease.
Circuration 2014 ; 129 1879 — 1891

2. Current trends in use of implantable cardioverter defibrillators and cardiac
resynchronization therapy with a pacemaker or defibrillator in Japanesepediatric patients:

results from a nationwide questionnaire survey. Circ J 2014 ;78 11710 — 1716
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1D Am Heart J. 2011 Jan;161(1):138-44. Arrhythmias in patients with hypoplastic left heart
syndrome.

2) Eur J Cardiothorac Surg. 2014 Apr;45(4):620-4. Postoperative arrhythmia in patients

with bidirectional cavopulmonary anastomosis.
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1) Infant case with a malignant from of Brugada syndrome J Cardiovasc
Electrophysiol. 2000; 11: 1277-80.

2) Electrical storm in patients with Brugada syndrome is associated with early

repolarization. Circ Arrhythm Electrophysiol. 2014; 7: 1122-8
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Ta At VBBIMED 2 il 85 LTz 72 dHliE T %,

GEG 1] 13 B, 7TaEd VBIMED72DIC 1 I ERITEHE 5 1, %k e L
ZF UG R 10 ROFROERKRZ T QT IEEAEM N, Yo 4t VBIEIC X
% QTIEE L ZW Uiz, 12 RICEH RO E A ZHRE LAED DS L2 THBIC T > THITH A,
Zilids X OB L D VE D Si#E, OBOBETFHAE T LQTL A& HIBI L. Bk
WHRDE M ICD Wi A AR 21T 5 T,

CEER] 2] 10 i, HAERS AR 7Y —Z U ZIEE T, WHRIEDE#REREZ L, 10 5%
DERDERRZIC T QT IEEZ RS WWEEEZZ, L R 2)VEEhE AR5 A5
IR7x <. BBOAR, MER @K e 0BT > R—Y A28 T, BEORER., Tu
A VBMIETH O QT IEREBLTFIEREMETH 5Tz V= F & BEKAIONARZ Faks L
BRI TH S,

(o] QT EEDFEKN & UTRENEERD ST B BENDH S, EREMET Y R—2 X
3 VE R EDREIRA N D5 &L LAD 2570, REEEDT Y Fa—)L L B ]
WARDIDZFE LU,

(&% k]

1) Mol. Genet. Metab. 2012;105:26-33. Chronic management and health supervision of
individuals with propionic acidemia

2) Pediatr Cardiol. 2008;29:969-970. Cardiac arrest secondary to Long QTc in a child with

propionic acidemia
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0-25 RRFSFEICHT 2 QT BSRE & REIEMERRT (JTp) DI
87 B85

TN REAMES R R, K BIRE BR AR
WH ORI, TR RS M

1) REHGREEERER B RIEADITR
2) MEHORIERARSEWEE IR
3) MEHOREER AR EW R /NER

(&3] RRFFEE QT K & D 53 % QT Variability Index (QTVD) (13Dl FFo MASZEE M
DIFIEE LTHOWONTWSD, OO EWIAIR ORI Tld T IR & P A ER D fithr
ICIRADNETC S, —J5, FHIE MR O Jpoint 7n 5 Tpeak (JTp) KR ZIE U 72 it
A[REIRY T AV ZR—IN )V TH 5.

(HN] R St # o JTp Variability Index (JTpVD A% QTVI & OB M 245
U, Bz mOii o N2 e ORI T H % Al REME 2 MGET 5.

(535] X5 2007 45 1 AN S 2015 4F 4 A, KBRS TN 72 52 1 JE DR B 72 T E
ENE% 1 7y HUNOFN 150 % CEYIHE 30 = 0.05, H2kl 84:66) = ARE, Hi% 1
r AEMZ T RE 460 %4 CEYI4ER 4.0 + 3.0 5%, Bkt 252:208) Z# BREE Lz OE
XIFCEk & O EHE 30 DD 2470 JTpVI & QTVI ZHE H UMHBI M 28I U 7z,

(A5 SR ] JTpVI & QTVI DR IE ml e E AR 2 K& 7. A5 R, ABE TIE R?=061, BE T
R?=0.59 DFMHEEZ#HE L7z, (K)

(B flH 5 & T L0 E IS 2 BEEPE FRo M & DRI OV P70 di oD Z8 8 EL 32 13 AH BY
W2hHdTc5 b, JTpVI &OHI DML ERDOIRIRICE S LB ATz, 9%, OILE
S FRREIC DWW T i i, JTpVI OERIGHIC OV THRGTT 5 TETH 5.

CRERE] T AR DOFHIIT Z 72 WAERICH LT, JTpVI & QTVI & [FIRRIC.OF M & D5
P L 72 B AREMEA R E Nz,

[5Ciik]

* Kusuki H, et al. Beat-to-beat QT interval Variability in Children: Normal and Physiologic
Data.
Jounal of Electrocardiology 2011;44;326-329

* Hinterseer M, et al. Usefulness of short-term variability of QT intervals as a predictor for
electrical
remodeling and proarrhythmia in patients with nonischemic heart failure.
Am J Cardiology. 2010;106;216.
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0-26 BEFEEMEFALIOHREREZ2—IcL3
T R AEEARDEZ I

R sy PEARR TR OKHE Rad L B RS SR B
ME  se . EEEALC E Bk

1) AR ke NR
2) JCHO JUMH&l: /NI
3) ERHENAL NRRHER:

BIEAELERICIE 1906 4E Cremer I X O #ith T 117z Wilson O HUO 172 RS E MR & 5
% HRREAE & 1935 21 Luisada I K> TER S NIZAEND 2 BME OEN 2272508k S
D MNBGAEEND %, Y TIRIEE, IR E LTz [BRAIERTE, Rl TE
ZEMEAEEM 2 U EEAEEEH O TVAED, 1 2FELERO—EE LTH
T AHEEFEEMm T, D LW E., MEDX A IV ELY, SE. O
HEZX—D 1 A BEREEMIC/EODNZATEEARE L, &5 —/FOiE 2 EE LR
HICHEE T B E VD NMEE - ESEAEE T R OARNEARZ W 217 > 720 SEBNIHRIEA
IR THNTENZOFEDOEWEMER, ©T=%— EPIHEOEDZ{L, RR BEONE,
SVPCicnAz. wideQRS D 2 ~ 3#FENIHIF FIZ < AbNTz, B I, 1ERR LTz E Mz
EEAEE USRS X OCHBEC ST S X D ICERE Lz, sl NP T, B E
FREEOD P 1. 9 XTD wide QRS W79 % P Il #FF DA TEE L7z SVPC THHT=FHik L
WHHEIC IR 5Tz TOHEORHE LT, OHMGEEELETE LN S D LRI Z < KR
PSS N, NEIROBN ZRAICT 2 T &, OHBSEE DR ERF R OAREAR 2 H #hia
HU. B89 % WV MAEHTEZ 2 —DF S 2R TW\a T b 5N, Fid AR
ZWNIERICER EE Z 5,

(5 i)
1) /N EEAE LB X EROIER

=5 IEATLE

REMTE 4 8 % 65 P985-990(1999.06)
2) REARZWNCHE T 2 BEAELEROGHME EMOMERE Tk

E VSR FERIL

HANRERG ML 1 85825

P254(2002.04)
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0-27 &piE (AAKER) 1Bl 2 0RFEE S DERIESEHOBEIR

RN EREAL, BRKOMEE MR FRE
M e REHEER N LN /NRERE

(=] MPYE GIHEED ICE0H 2 EHEALLETE TR 26Tl 5 B =G & 1% 5 B =k
fiD 2 DOBEEMEHZFFO ENHSENS, DNEREE 12 FELEXICE T % B OR
Rz kEt Lz,
i b J71E] SEPE L 2 U7z 32 41 (58 14 1) o AERE 12 FEOEXICE T 5 ER
fili 7z Lol & ROTENO 2 OIS T, BT T E SR, ATl T S
ZNHLTWBEEZ, DNEREE RNEIRA N - ORE# Z2 Mt U7z,
CRSSRY DA IEAL 21, 0L 10, 1IEFQL 1 TH o 7ze DN - 1B 16, OFEWNL 13, R
3. 0=)V—7":D)L—719, L)Ib—7 13, .LO=EJEREIE AVSD B i% 13 (40%). R\
T SRV10 (31%). DORV4, C-TGA2, DILV2, TAl TH o7z, L EXESEMIE T AW 21,
11 ThHoTze F72 4 61T QRS iz k., 5 BT LEEMHHIDHRE SNz, LIL—TD
BUE I 11, B9 8 LT EEME & BT EEMETZ T 2ERIEEDL AN T,
D V=T OHEE R0 10 (75%). 51 3 TH 0 RSl LEDLEANTF AT 555 (one
absent AV connection T/ZW5EHE) 32T A (FigESEMHIZNT %) THh-o7, LV
— 7 THDEMNLDENTFAT 2550 5 6 4 61 (75%) T =P8 - QRS #iZ& bz 4E

CTWk,

(F%¢] LIV—TIERETIdAI - %A BMEHTNT ORREN R EN BWIGENE < BRI
HERSER O TBEMED E E 5 T &R E NIz, DIV—T TR EEEEHD A E’\JLJ%M
LC&%{EEI_@‘ZS%O fCo

(&3]

Smith A, Ho SY, Anderson RH. Cardiol Young. 2006;16:437-54
Wu M.et al. ] Am Coll Cardiol 1998;32:773-9
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[7& LA * MBI ]

e
ok ¥ Inferio
L-loop, oo TTTre—— Superior

P I

One absent AV D-loop,

- One absent AV ! D-1
connection(-) ection() ONe absent AV oop:
conn on
connection(-) One absent AV

connection(+)
«one absent AV connection»

BLEIE—LEAEATEHMET, double inlet ventricle, common inlet ventricle,
single inlet ventrilce &6

PSRN —T—2 Xyrn—F |
http://www.procomu.jp/shinden2015/abstract.pdf




0-28 EREEhiRihEniRiCIeiERIROME OBRZEL

Bl EELOTR mERE . ak R US4 SR puI SEh
AN WS AR MEL WS AT ME fsE L R S
HIT gE L PEIHERR L RHE RIS R B LR E

1) RURIRALIERER AR EE A NREER S - Bt
2) HUERILEERERZEA e /N O E 4

W ARSI AR AEIE (ALCAPA) &, 1358 & aVLICEHESIEDIW q I Z#Re % T

&%%@&?%\ﬁ&ﬁ%f%%oEﬁ@%@ﬁﬁ%«@@@mwxDimm%ﬁﬁibk
. OB NZLOREIEIC DOV TS TR,

Em.ﬂ@ﬁ%m&ﬁﬁ%-ﬁﬁ%@@m%ﬁORMLM>% XD EMNZA L2 5

MTT B,

XS/ 5 HBRIC THR Y RICRR I NINEO DL, ENORREBZRZiT>oTWV5

ALCAPA I 2 IS DWW TEgiEs 7z AW TR HINICRGET L 7z,

o

GiEf] 1] B8 1 D HERICHSE, aVL 1< 0.8mV DV q iK% 588 QRS il 36 fF, 4 12 i

HIZBWTHL N ST-T 21[:615,@&)&73\9 7o, aVLIcB W T T DR b 2388 Tz, &

B - KBRS ARG & B EFRE D TTD N, i 2 W HOKEET aVL O q #id 0.1mV

Lz TS IEH L, #itk 6 7 HTaVLIC q HidFEH I OERIFIZIZIERHE LUz,

GiEf] 2] 4214 1 A ARRCHAE, 1 RAEIC 0.5mV, aVL I 0.7mV D%V q %2788 QRS #iliix

90 &, & 12 iFEICBWVTIHS A7 ST-T Z1bididd e > 7z, I aVEV5,V6 I BT

T DRI 2580 Teo [RIFMAEITE N, it 2 D H DOREET aVL O q IIETHEA L T i

L IEHIL, itk 6 ¥ AT 1 iFEBIZITERIL LTz,

BRI INETOMETE. it 6 —9 7 HTaVL O qiid/hE 755 EDDZNLIFIE

HEOEENZNESNT NS, DI FE A=Y DRV ILIRRHICIEZI TS5 2 & T, &

D BN LEREE D EIE LAl ReEN H % .

k]

1) PRSI R, iRk, SV &M, SR © e K iRIm IR aadiE O .0 R, SEiIC K%
AR OUE Ok 1987; 19 :413-422

2) Moises Rodriguez-Gonzalez, Antonio Moruno Tirado, Reza Hosseinpour, Jose Santos de Soto:
Anomalous origin of the left coronary atery from the pulmonar artery: Diagnoses and surgical
results in 12 pediatric patients. Tex Heart Inst J 2015;42(4):350-6
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0-29 B NICU BIRRLUR 9 FRICRENRE R AR LI RO
e

/=R T SN Y SN R = TN« 0 74T N I 1 B 21N
rJ7 A Ay ey OfEEnE. R ESh ®E L MIE R
{3/ O I

IEEARSERATR IR A=

(5] FrEROARBARIGHE NG <. BERRTHRIEET 2 DMNZ2 0N, EmIcb 5
HELRELDEH D, TNLOBW. . TOBRDBINCEET % % & & - 2l id b,
5] 2006 4F 4 A0S 94 5 7 HDRNCHBE NICUIC ABE LTz 1264 Bl 5 B, ARk
7 EFRICARE L7z 20 il (42 ABED 1.6%) Zxf5e & Uiz,

(515] 32Wn. 69 & Z O, BEREARZ 2280 S 1% 7 HENCRGET Uz,

CRGR) 2 Wi SR TE AR 17 B, IRAREAEENRD 3B TH > 7z B2 ELTzE DI
121% 0. 2FINARINE TiaIE 5 ¥ A TH > Tz, SETHIEEREZET 1y 70 1 f
THo iz, BEHLOBEHAR OHIMEIE 5.5 # ARITH D, BICESEHZNMEZ T L
FEOW 1 HH -1z,

(£42) HrERIHOAREARIZ ARICIHEBET 220, R rE L CLEHBTRT T, E
OB 2B IV EDNZ N EEZ BN,

1) Sekarski N1, Meijboom EJ, Di Bernardo S, Ksontini TB, Mivelaz Y. Perinatal arrhythmias.
Eur J Pediatr. 2014 Aug;173(8):983-96

2) A W, EH B Sk Wl AUk B EEEOHESE RAE T R R
WO BN 7k BRI NSRRI FA N - BRI
MRS W 518 B 15:262-266
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0-30 FEHREMIIEOEMREID 146

(EA I ) = N S NI W S 5 RN /N D N [NV 17 70
e W e HES. RN B

1) ERNZfEERARIITE > 22— /NRIESERR
2) ENAGRERAREIITE > 2 — TR RS R

(Fi=] FHEFEEMLLMEOEME)  (lone AF) I3 T, trigger O—D & LTHn5# (CT) D
DN HRE SN TS, 5l lone AF I L CT FEPHOFENI%. OB N EIRIESE (TART)
W LT w2 59 %

CREGI] 185551k, 14 skhke, BT, OFEMIE) (AF) Zffis N, Nzl K
Bref Of 4 ORA CanE M OREL <L DEXIEGHE TR A 28050 > e, EHER
VR X COOEEASNHE (PAC) BEFETZIC AF DB, 15 &, gl T —7 V7 7 L—
> 3 > (CA) TIEFEAIEMT PAC ZFFF T E R > 7eh, CT BUIE P Z /17— 7 )V Erh
ICHHIMEZ & > TPAC EFE L, I Z2BEI LT " Lize Z DR IART1 AMHHEL, 2 [l
H CA Tl& mapping 1T sequence MWZE{L U RIE&IE[AE T X a0 > 7ehy, i AL E S
AFEEN=RIT - FRFRIRIEIC block line Z1FR, 16 ki, IART2 B, 3 HIH CA Tl
CT & CT EEIlic 3 % double potential i B&#S & 9°% macro re-entry &2, CT H5 MK
AR E TRURGENT 2 i1 7. 2 D% IART3 WHIBL, 18 j&KE. 4 [[1H CA TIdEEHC THIRIC
IART HME 1k, O voltage map Tl CT EMINC D AN FEEZ 7R, milafER L7z
ablation line DFAMID fragmented potential ZHEf L7z, i, €V 7oo—)b, vV 2o—
VATV 2= )V 5 LR ZRD I o e 4 E H CAKIZEY Too—)U 5 Nic6 7
H R 2 R LT B,

(& & 8] CT APRDREI%. Lone AF 55 IART ICBAT LT HERO 1 fIERER LTz, CAS
PIAREEIRSEIC X 2 NEEARFEE O BEi O RTREMENE S DS, CT BM O B DA A 1TE D
DEHESOFRIEICE 5 L TV 2 ITHEMEAVRB E Nz,

(5% i)

1) Kumaraswamy Nanthakumar, et al. Electrophysiological Findings in Adolescents With
Atrial Fibrillation Who Have Structurally Normal Hearts. Circulation. 2004

2) Scott R. Ceresnak et al, lone Atrial Fibrillation in the Young - Perhaps Not So "“Lone™"?
The Journal of Pediatrics. 2012
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0-31 ARERMEOEAMEREINCH L T7 SA4avhEmLT
1 B ERE

R ELORE A B VR sl HER. KOk ZfE
Ji BCOEM O B ko SAEC KHM ' WK PR

1) ER DA 2ol NI
2) MERHE P ANR)

(5] 7IAXay (AMIO) (3 EZM%E « DEMELICHIRIENEIRNEGRI TH 50, FIRER
PRRERR ORI EMENG 2 75 E DRIERMN D O . INEAOMERE S AR, DEME) (AF) (1<
X B0 ESE (Pseudo VT) DEFIC AMIO BERITH - 12 WPW JEMERED 1§ 7%
RER LU T2DTHET %0

GiEfI] 4% 1 AL 2 CHEIRZ f5 5 S MaiEE 22, HR 20 0~2 8 0 /7704
HEVD X LA, wideQRS (F 120msec) ZiBDOLEHMHEBZKIE NG, VU KAV, &
SUABRAHED, T Tl A 7 X RO TUBHANT &x o T BT, DB RN
7o/ a—)b, VAF T VEEEMZITO bR TH o Te, YL A Z FH—EDR)
RazmUiziz, AMToo—)b, TLHAZ RHNIRANEE LTz RIG R Liahho 7z,
ZD%LERICTAF & RZEEKE 1 ¢ 1{E8T 5 pseudo VT £ L. AMIO 25 (5
mg/kg #fT = 1 0 mg/kg/day Fifidt) ZRaL7z& A, 4R% K g, 3 H
BIAAE L 72 0. 6 HIRICHARNEAT LTz, R AMIO IfiH &34 0 0~6 0 Ong
/ ml T, 1 7HRIC @D TSH MYEZRRD 7o MERIFE S 9, ZOMEIEH & Bl
mhho Tz,

(F552] R P OSBRI LT AMIO ThiE L7z, 1 WHOZLRICB W TE /N LA
CHBTHIMEZ R Uz, £, —@M% TSH FRUSAOEIEHOHEIZED 5N, fkk
BENARETH > T,

(3R]

1. Catheter ablation of drug resistant supraventricular tachycardia in neonates and
infants:Celal Akdeniz,et.al:Cardiology Journal 2013, Vol. 20, No. 3, pp. 241-246

2. Intravenous Amiodarone for Incessant Tachyarrhythmias in Children A Randomized,
Double-Blind, Antiarrhythmic Drug Trial: J. Philip Saul, MD,et.al:Circulation.
2005;112:3470-3477
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0-32 5 ErSRERE B 1 EMENEX LIaOEHESIDOL A

EA G G M. RIS CES [E5 Y AW A
RIGERIASE INER

7 7 B—PUEIEDN D O modified BT ¥+ > MRIC 2 % TH RS A 2 i1 T L 7214
D 2 EH . B FHA T RBM10 DA 25 TARP SEMRRE (NE, OFE HBRRIRLE,
INEEE, fE EREIRIESR ) b 0 BRIt TH . itk v EEMEERNS 0, O
REDOEH LIz dFIRFE & ACE [HERZNARL Tz,

Z[a 4 0 ‘COFEENE narrow QRS $Hi1 (AAtime 300bpm) HH % 7z bIMEENE> 3 v 7 %
EZRELUTHAEYE, a7y VEEITHEERG LI EDE I E L,
HREKFCHOTEMATP EHEL T2 & T A 2:1 8D SVT %238 AFL & UL I IART & & 28
SUBRANED (DC) ZfitifT L7z, —FF HR l& 100bpm NME R 239 <IC 300bpm & £ % 7=
BT Y4 m—)UEREL HR % 240bpm FEEICH# & LT DC Lz & 2 AFARIC R, %
D% BEOOFIEY ZROMBRBHE LIz 25, BAERFIEC K25 L YA X35>
3w 7 LW LIBYIRR LGEICEE LT - .

(£42] BRE) CIGRERZ R CE RV ERANRTE 7 v VA n— Uit 2 583 %
EREIEMTESEEENE A SN,

(Sziik]

1. /NRBR DM BEIRTE AR IS N 9 2 BE R EER R gk S o4 u—)u
OFFE SR ok TR (RPERE K2BEANBRR ORI RL ORI E 748 ), R #h
a), PSS E—, A EAL AR SERE JEK R R Bt HAVNIREERAR A MRS
2009;25:681-686.

2. /NROAERIGHE (Feah ). HAVNIRAARMEE A E/5.2005;109:323-336.
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0-33 ERIEEHL G CEERDODERERDEEER

W wr L Gl T MR s i BEA Rk (RS
HiH Rk

1) ZRIRNLC BBl NRIEBR R
2) FWRPAELAERSR DNIR
3) Al PEERARARL

(13 THIC] /N TRUEIRD HIZ OO B E (PVC) 1ZIEEDBEINC K 5 T L idD a0
M, SR - EFEOLG . IRBEOHEISOHIWIEKS T ehH 5, |E 10 F/HT, MEKRTH
Bt U T 3= DE B D IR WD EAEARIEG 2 £ & 7z,

GREB 1] 11 i, NRMEERZ Z8&IC PVC E2liE Nz, EZEDOIFENRLE L THD,
AFTF =)V NI a—)VNRZFGE Nz, RADEBZHLE LU0 12 %KY
JL— 3 (ABL) ZftifT SN, T DRIAEEDOIREIFNE LTz,

CiEf] 2] 8 ik tcids b7 Ebstein Jis Tilifi . NRMERS Z2 B IC 2 . PVC 3457 L short
run LSO ENTH, BRI TIHA LTc, KIEMEEZH L L. ABL ZHifTrE Nz,

GEBI 3] 15 HABR, 7F 74 F 2 —DdREREEINT RLFY UV EFHIN
121 PVC #FIC K fIh Tz AFTVLF . 707 T/ a—)VARTEAD Uiz, BIE (4 5%)
X CTHIRZ ML TV 2%,

CiEB 4] 3% 5B e SUE S )2 TR, L& TREIRICK N N, PVC W27 U -
DESEDH D, proBNP DN EFR LTV, AFTVLFy, Tars /a—cr7 7)oy
VBN LIEE TATE S #REMNEAD Uiz,

(& L] HIEIRD PVC THIEELTZIE S DX WIEENH 5, NIROGE. BIWEFRLZ AN
IROEHEFEDORENH O, FEEWRTIE ABL DS EHRF LTIV DEEbN 5,

(Sziik]

1) /NRAREARODZSWT « 16T A R o1 2. NREREG e NEANRBIROZET - 16T
LEaZEER. H/AMERE  2010(suppl)

2) FEEARSEYIEHICEET 2 /A R T4 > (2009 FECETHR ). TEERZRIR D2l & 1B T 5
A FZA > (2008 FEEAFPFZLHEHRY ). 2009
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0-34 #>vAR3—-bEvaO—|ViREENEM TH oI
Cardio-facio-cutaneous E{&E* & L - ZIES O ESEIRD
—43

FeH W= R i e S Ak B HPRRESE
RN b EE 2 — « T EE EREE X — I NRTEERRNE

(75 5] Cardio-facio-cutaneous (CFC) JEMREIE. M D HEEE « 731k - JE7% H| {19 % RAS/
MAPK > 7 F IV LRI Z M S 5 77 T DB n T2 R 2 FF D/ KRB FEEERE T, Noonan JiE
EREEIRIRED—DTH %, Noonan SIEERHFRIKED LETHED U & DI Z MO EH
(MAT) "H %,

GEGI] 5 7 ADOR W, 168k 36 ., HAATE 2656g, BN Dz YR THIA, IR
INCIF kB2 ZiEME N Tz, —iEPEZR T NICU IC ARt &7k > 7c, IRMEIPREE. BT
&AL, HEJEE, Rt SR EDfr R &, IERELLAIE, K872 Ed 7 &5 CFC iEf#
MzRE-> 7o, %H. BEHIO CFC KB AR 2R Uice AEIRICBAL T, Himn 0 X
D Lz AN IGHE & 2 ik < BRI 7R B8 H0 SVT 237z (K1), ZRRLLERTIET
IWRBIIERD RN (K 2), HHMETH O HiEm 35 T LAA = FAMRZ LG U7
<.incessant ! MAT T&H % 7z 20— )VINIRZHH L7z, € D sinus thythm &7 0 |
BfeAkafi ¢ %

(% - Afiw] Noonan SEMEREBIEE SO MAT @%&ibiﬂﬁﬁéh% MY CFC JEMERED A
DHEIE DI MAT IZHRERT 2 M2 VA, ARDOGEEIFERIEOFEIC /T
52LtHB, TLhA= Fk&ﬁb&mﬁm\y&m—wmm@%%ég ROV DL
EZbNiz,

1. Bradley D], Fischbach PS, Law IH, Serwer GA, Dick M 2nd.
The clinical course of multifocal atrial tachycardia in infants and children.
J Am Coll Cardiol. 2001;38:401-8. Review.
2. Price JF, Kertesz NJ, Snyder CS, Friedman RA, Fenrich AL.
Flecainide and sotalol: a new combination therapy for refractory supraventricular
tachycardia in children;1 year of age.
J Am Coll Cardiol. 2002;39:517-20.
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0-35 FZXMOERRICES T S BARMEREIRICT T S
BREE7 4 20RAROE AN EBER DK

AR R SEA. O sl WE EES fnE AL A thEs
EHmgE K G F) SRR

R R

(H55] 7 420V EBOEEARRBARICN Uaywilibsiflz s>, L L, EHANRIC &
LA ONEITERDE L 5 5, e RMVERBEFICE & 8755 BIRMEARIRICH LT
200mg/ HLA RO EY I A4 X1 VR85 2175 72 90 il DWW TRz 1% 77 I
Mt U7z

[(753£] 2004 4 1 H~ 2015 4 9 AIC/e RIEDIREIC & 7% 5 BlRIEREIRICH L7 2
20 VARG 21T o7 90 Bz 5 L Ulee WERIE 10 BEEEIAY 20 B, 2 =BG 6
MY 45 Bl (TOF 18§41l ). /2 frdd 5 WIEAMEIERIA 25 fIl, #GHMMF#mE 28.2 £ 14.8 K.
WAREARIE 924 £ 972 HTH o 7z,

(RG] 7 A X o v ax060& 63 Bl HExhElid 27 flTH - 7z, MOHTRERFED M) D
TeDITE A UTBID 37 Hlds - Tz ARIENE LS MEHHAN 37 Hil. DB SN 26 B, HE
Fi 5 mid 80.4 £ 26.6mg/ H., IMHEEIX 369 + 236ng/ml Th o> 7z, FXNHIIE =M
BHEAY 19 Bl O MERIIAY 8 Il MEFRr G- 81% 73.7 = 31.3mg/ H. MHREX 492 =
379ng/ml TH -7z, EEMAINCIE 66%. ORI 76% OAEMENRD T, R
BRCIENARZHRIEFIRY 12 5D 205 5 8 HlldHFEZED T > T, HRIEIE, 7 7L
—YayTIEENTZE DN 1 OANRSEZEALIEENZE DN 1 b o7z, &l
TERIEHURIREERESL H DA T, HURPREERERF DS B 11 fIDWARZ I L 7z,

Cbam] SR MO & 875 5 BRMEREIRICN LT S A2 Y ARIBEHARE T AR
TH2M, FIRIEREDE= 2 —DRETH 5,
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0-36 DEEBTREL. BENICHIREE(LL Brugada 1
DERE(LERLT 14 BER

AIEINZE RO PR =il st MHE il

FE NG EREIITTE 2 > X —
1) /NRfEERARR
2) AEIRR

(3 U®BIC] ZRIFA ., Kpiz 5.0 FE) (AFL) THAE L. #@HIC Brugada B D.0FE
M2k, BRARME R Z 2 L SCNSA ICREH D mutation %588 TiERI 2785k L 7= D TG 3 %,
CRERI] 14 DB R, ThE CTEREOER A <. KIEMISORE, 22R3EIFF8D TR,
H PO Z Y AN 1 3IE EDOEGRIHRMN D O | IEEZS32 L AFL L2 lrE N 4Riicia
At Iz o7z DEL— b 240/ 73D AFL(2-3:1 {5 ) Icxf L, D.C. 30] CTHEHIX 5 1L
MW CEXEIMRE 2175 7co =9 72 [RRFEt /7 mNCIC gl 9 % AFL Aagx s N, TV-
IVC isthmus block line Z{Ehk UiE#EEHICAHH13{F1E L7z, Voltage map T Low voltage area
FERDEM > Toe FHHEFIED AFL TH D . FORFGEBIS 2k L TW\Wc & T A, 1HHEY
FEOLEXBEIC THRAMEFEE T coved OLERZ L, KV Z—0LFEX T Ablation #%
ICIE R FRD AR > Teim K 3.4 D pause., fiMEHT 32bpm OIRMERRIRZE2D 5 & 51275 >
Tzo WidH, ARNDBIE TR ZETT L. SCN5A Exon9 IC D356N missense mutation 7, A
ANBRURICED e, BURIFIEIRZ . HePEE, E#HEhfRR AR U CRbagisRh tH %,
(& &) AEEREBORWEEFRIED AFL TlX, REEEE T 25508 D FEEFEVR
RN ETH B

(575 3HiK]

1. Makiyama T, Akao M, Tsuji K et.al; High risk for bradyarrhythmic complications in
patients with Brugada syndrome caused by SCN5A gene mutations. ] Am Coll Cardiol.
2005;46:2100-6

2. Kapplinger JD, Tester D], Alders M et.al; An international compendium of mutations in
the SCNSA-encoded cardiac sodium channel in patients referred for Brugada syndrome
genetic testing. Heart Rhythm 2010;7(1):33-46
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0-37 AR E a6 L QT EREIREED B 1B HF

g ¥y BE7Z75. F/EAm, i ' RN il )l Al
LS EE ke fEEReRR

(% 5] QT ZEEJEMRRE (LQTS) DKM B OEHINC K DAL B LEZBND M, KAk
g LELERDGEERE NS DI TR,

CiEFI] 12 555 We /INARRE 1 EEDOERODEMZ T QT ZEE (QT 0.540s, QTc0.518s, &
B A BEE) % 4 70 0F QTc0.542s) ZHEiE Nz, KEMEIZE L, SHEREFHCKANE &
DN EFIHEK LTz, B TR T LQT1 (KCNQ1;R591H,1772g>a) AVHIBHL 7z, %
D% s EEIL ISR L, Joph - OZ DU 2B Uiz, 7oy h—ONRZREL
Teo TOHMEDIR LI - TEB AR TREIRIEA DN T Nk & EB)HIR THER
CEOBLTW, 12 RIS ABBRIC S S DV THEIN, WEMRRENIC X BIEIROATRENE S
& O Head-up Tilt it (HUT) ZF& 7% -7, Bath 9 70 TOHHEA 70 — 85bpm i 5
Bk 19 MK ARZHRA ., MEE T (98/41 — 70/38mmHg) . .OMHEL (85 — 63bpm),
MREL (3.0 > 2.2L/min/m?) &R DMEK T & Llce TO/MBID 12 %K OFEIRIE LQTS
ICX B EDTRE REMBRIICKZIERE MWL, FL—=2F7 L BTy H—DAR
72 ikt LAVRALEBIR T TH %o

(£ &®] LQTS FEFNCA: U A KkmMEAd LELEHEINC K2 EDTIE AR, LQTS FEFNC K
WVE U6, FElRIRIEID 5 2 T, RRELENBE, SEHEFALOERDIED, £
FUTS UMM HUT 72 E2ANEaHT 2175 C &1 & D @EY)IEZ2l & BRI ARRICE 5 &
EZbNTz,

(5% 3HiK]

1) E.Toft, et al. Long QT syndrome patients may faint due to neurocardiogenic syncope.
Eyropace 2003; 5:367-370

2) Hermosillo AG, et al. Positive head-up tilt table test in patients with the long QT
syndrome. Europace 1999; 1: 213-217
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0-38 DEMEITHRIE L. REICZEATE L= ARBIREMYA =/ OFE

e B BelER] L ORK SEC BEE OEAL B

puijil

ALHRENL T & SRR IENR - WE L X —
1) /NRTEEREG R
2) SRR

(F 5] AEARIEMEA S0HME (ARVO) (34 FE DOIRZEATED FEZFKRD—DTH %,
CREBI] 13 %5,

(i) “ARoUlERRZ TOEME) (AD ZihiEnie (KD, AREREL, ZZRHIFRET
HoTze D FRIEEOEMEIZHE LT\ e, 5 hARICENIEZIES Af 2 LTz, X783,
TUAAZR, VI A RIS, % 2 HORG1%, GIHIMEGEEED ST L2588 Na Fv
FIVEE 2R -7z (K 2), SEXPIBRENIERIC Af DER L, L—haryhao—)Lbzit0E
RO AR ED 2588 Uz, BRI Af DR SN THHRICIXIER Uz, BlllEke Y
dF VEREAIR R THFREICE Uz, O a—Tid TAPSEl4mm, FBEZEMEN @EE Th -
7oy BEEE) & I TEIREFERRIC I FRE I o7z, s CT CldAa BEDNE L PHAME RN K
MRI Tl EHD EE 5 ClEMRIMEHE Z ARVC Z25E>7z, OlgA 7 — 7 Ui 72 e Lyhiad
DRNCZEIRIE LTz, ANHERTOR)V X —LEXTHRHO ST A & BFED.a= A G278
HTW e,

Chits] DlEZmmEREMICED N A BEFELUILRL, BEITRE LTV, IENHREIEA =5
ICHNA T BEEICE N ARVC L2 Wi Ul I=RIEIEIFASEN, P S b fi7a & RS R E I E M
ATz,

GE(= 1] Na Fvl@Eln FREIRRRD S NEh 5Tz,

(B5X] Z2PRERIDIEIRIE Af DHTH T, FRiDRIVZ—LEX., R RN SZEIRFED)H
ELTLENAEENR, RIROWT NonREMEEZ 5N Tz,

(5iik]

1. AF. Chu et al. Atrial Arrhythmias in Patients With Arrhythmogenic Right Ventricular
Cardiomyopathy/Dysplasia and Ventricular Tachycardia. Am J Cardiol 2010;106:720-722

2. AM. Saguner et al. Clinical Role of Atrial Arrhythmias in Patients With Arrhythmogenic
Right Ventricular Dysplasia. Circ J. 2014;78(12):2854-61.
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0-39 FEIGEAZR OEEDFERASZHTRIDEERAEF Y

2 e S 1 S G [N N7 7 A= V)11 2 S i1
T ST 112 RN 7= <) NN 57 3

EN G ERARIZE > 2 —
1) /NGBS
2) OIS NF

[(E] ANEIREMA =08 (ARVC) OFEIHOFIEIIMIZN, TRARTEETH O 7
WD EEND, EREZCBREOIEIR TRZICE > R HEDGEE. THREEFOLEE
SYIE (PVC) & OBERINC R8T %,
(EHRYIB KT /5i4] 2006 4 -2015 FIC YR 25272 L, itk ARVC L2 E Nz 4 6
W W2 IR DREIR / AT R 2% HIICHET L. 2 OREZIHSMMCT 5 T &,
GRS IVIR2 IR R 9.3-13.4 (FIME 11.5) %o W12 DRI ARG OIRIEEZ A 2 1], Bl 1 il
g 1 Bl TdH o7z, #I2HRE, ARVC DZWHFHEDWITNOEH &/ 3, OEXTEA T
vavigidiahofz, RIVZ—0EKX T PVC 500 B/ HEAE 3/74 #il. 251 3/4 #IC.
PVC 2 35§ 2/4 ], 3 HFELLE 0/4 B TH - T=h3. 1 BIFEREG MO E S (NSAT) Z&0F Lz,
B £ far SR T EB IS Z T PVC D832 1 BllCEED Tz, 2. Ta—M&ETEESE
ICEEIT R R o 1o, FOBBIEE OFRIZZ M PVC 2 fil. PVC & NSAT O&0F 1 .
#E 1 HITH -7z, FHBEIZHHM 1.1-8.2 (FHYMHE 4.0) 4£T ARVC DZWICE > Tzs Z DK
BT OB, HEIK 2 I, FEFHE MO =AEIR (NSVT) 1 B, OvEfEnc X 584 1 61
THoTz. BWIRFDLERTIE 3/4 BT VI SIKIC notch AHEIL., T ® 3 fli& MRI « 0\
AT =EOMME (L ZRS T,
(iaE] 22EH ARVC 4 BlORRFIINC I RN R R G / MEFTREA S NEh > Tz T4
E&f PVC &Rl LEEDNIEAICIE, BN 5 SAECG 0.0 MRI 7% & DR E 217\, HEIC
FOEBZR U T RERH S, V1 S D notch D HBIIE ARVC DFHFRZ L ZHEZ T 5]
REMEN D %

(&% k]

1) Marcus FI, et al. Diagnosis of arrhythmogenic right ventricular cardiomyopathy/dysplasia:
proposed modification of the task force criteria. Circulation 2010;121:1533-1541.

2) Sanatani S, et al. The challenge of diagnosing arrhythmogenic right ventricular
cardiomyopathy in the young. Pediatr Cardiol 2008; 29:800-803.
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0-40 QT EfEEREEIC X 2 0EMEIDFEDON 14 RBFH

N[ e N w2 S BN 7 = SN IO S 1]
Uk IEANY SHE B BHE=ER

=

1) BRI A TR e
2) Nz ER Y > 2 —
3) BT 7)) =vZ

CNE CEEFEREOR 14 KB T REOFKE X2V, KB DRI T 1500m £,
BobHi e & TATEMMKL Uz, HERIC X 2.0 EN T Th, BEMASERINEIZE (AED)
I K3 3 [EIDOBRME) T H DID R L7z, 20 AED figt TOL=EME) (V) Dt E e,
iR AREREOD 12 S 0E X T QT i (QTc=0.31) DT R &R, K& H i Y RH iz
Bt & 7xo 7z,

HRBE DR AIC K O QT FiffiE K ORI M (£ RIBEREAEEN O J f EF (0.2mV))
OFfRZZRD. TOMORKE (OlEA T —T VA, OIER MRL, Oy > F. (KEmh
BOEN) T VEOFREREEZRD > eh b, QT FHmEMREE I Xk O G Ui i
BHIC X B VE DEEDb Nz,

BAEHAIRAE TIROODESIB X O VE L BISHER S Niah o 2h, HiZARTI RS,
2% (ICD) 12 &K % - RTB DG & Ik L. ICD Al Z AR 2 flifT Uiz, B TR HG
HTHO . BUEAERZEE > T 5,

QT FEFMFEMREHIM /R TH 0. FNEMREHS DWW T OELRE X U RIAE D BUEREE & D
B E ZO T, STAIVICHET L7z,

(& 3k]

* Gollob MH, et al : The short QT syndrome : proposed diagnostic criteria, ] Am Coll Cardiol
57 1 802-812, 2011

» Priori SG, Wilde AA, Horie M, et al : HRS/EHRA/APHRS Expert consensus statement on
the diagnosis and management of patients with inherited primary arrhythmia syndromes :
document endorsed by HRS, EHRA, and APHRS in May 2013 and by ACCF, AHA, PACES,
and, AEPC, in, June 2013.Heart Rhythm 10 @ 1932-1963, 2013
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0-41 KCNJ2BIGFERICK S Andersen-Tawil FEIREF TR T B
Flecainide, Nadolol B EDNE

Wi R, fogE ZE. MK S R BRR. mikE SREE K (A
PRI e R

(& U] Andersen-Tawil JiE R (ATS) (&, WA TEFRE K F v )V (Kir2.1) Za— KR
9% KCNJ2 B FARDEKR OO & D TR QT @ EAEfRh: 7 B EfIE DT 5N, TfE
flecainide DA MR ET EN TN S,

GREGI] 16 5B M. FREREIZR <. 2 RIS EA ) o L E M U R & 2l n, k&
M7 N 1 AR DERODIERRRS T W7 PO =R 2 e & e, B MRAL - K
GEZEDODGERNKMMND O, =FMN 5 ATS BNatbN iz, #Eis A T KCN2 #Ein T
IC Arg218Trp D 2 AtV AE RN D - Tz, Verapamil WHR F T.0ZE S IE Couplet F
TTHoIH, 13 ED SmA 23 HFEO IR OEHMDNBEREIND K5Ik T,
Flecainide(100mg/day. 2.5mg/kg/day) & nadolol(30mg/day. 0.75mg/kg/day) ZE A L.
% CH L DA B RIEROZIL A F RS A <L LERME TIE QT Fifid & QU Kl K
TR T T, FIVZ—LERTE, LEMEANRIRD 19,677/day 7°5 1,619/day &
AU, 23 episodes/day & BIEE NI LEHHNIHL LT,

[ L&) ATS. KCNJ2 Bl TFEEHNCIB VT, flecainide & nadolol lZ.OvE A fRZ K&
A EET

(3R]

1. Delannoy E, Sacher F, Maury P, et al. Cardiac characteristics and long-term outcome
in Andersen-Tawil syndrome patients related to KCNJ2 mutation. Europace.
2013;15(12):1805-11.

2. Miyamoto K, Aiba T, Kimura H, et al. Efficacy and safety of flecainide for ventricular
arrhythmias in patients with Andersen-Tawil syndrome with KCNJ2 mutations. Heart
rhythm. 2015;12(3):596-603.
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0-42 'MNRICHIF B QT RBEBIER & BESEIC & 35RO
£ DR

ERE THA ZaMN BEC. mEE R0 FrMdRdsE

1) FAYE TEMRA R i
2) BWHYC E b R NER
3) EWEEEEL R

(HM] QT MRDIEE & torsade de pointes (TdP) OB QT EEEMRR R E TR SHIS
NTWa, £z, NEERSBENR M % QT MR HIRE Th % #ijik L OB CHE)
AU 72 QT HIBR & IS N D 2 T LIRS N TS D, T OEZHG UTzMiEiE DRy, /)
IPEERAREE OHAREIC K B QT 5Hll & HBIEHIDOZZIRGEET %

(5] 7%, 13 %, 16 DBz 200 #1119 D, & 1200 Hil7z2 /NI EER R E D HfiEIC
KB (AR XU Vo) & HACEMBLOERE (ECG-1450) I X 2 HEIFHAIORS
Rz Leistsat Uz,

(5 R] BHEIEH & 023 T AE T 25.44ms + 19.7ms. V5 A& ClX 31.88ms +
17.98ms (‘FEHREHERZE) THO ., WINOFETE HEREHIO AP AERZICELFHIILT
Wiz,

KRBV DOKRE W Z RS 2 & HERHIDEWEIIMOFEET QT NEL ., FHIFEET
THMEDB T OIREMEND, UD D255 TH o7z, £io. HHENEL R 2HF
T HOIRIEME L . BEREEND B5ETH > Tz,

(£%2] QTIEED AV VU —=2 7747 5 BT HBIEH & BERREIC X M DB B T
CICHETZREND B EEZBND,

1. QT ZEJEfrf GERM ZX1%) & Brugada JEfei OZFRIC BT 571 K1 > (2012
FLET RO
2. Jervell A, Lange-Nielsen F. Congenital deaf-mutism, functional heart disease with
prolongation of the Q-T interval and sudden death. Am Heart J 1957; 54: 59-68.
c EKIER, RIBIEE HEEHIE = 2 77)VEHAITO QT KD BId 2 M JPN.
JEELECTROCARDIOLOGY 32(5):427-435,2013
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£ BRZE (IbLU0VvsEB La#EitlElos LB FHIERREE. TR BR, &/ B ms
TR e T B 13 X 135 165 X 165 B
11 %8 -5 #hE1Hl.| -29.9+9.6. -31.2+10.2 -21.7+10.8 -31.6+18.8 -12.9421.4 -25.2+430.4
QT 10, -70. 38, -64 21,-48 24,-140 65,-122 46,-178
V5 58 -HEhET .| -33.4+£9.3. -34.3+11.4 -29.0+£9.9 -36.0+20.4 -22.6+16.0 -35.5+£29.2
QT 18,-58. 74, -68 14,-83 114,-144 32,-130 20, -182
p & p<0.001- p<0.001 p<0.001 p<0.001 p<0.001 p<0.001
[ 35:E-H et |-33.3+10.5. | -34.8+11.7 -23.7+11.6 -33.8+20.1« -13.7+23.6. -27.2432.9.
QTcF 12,-65. 51,-73 23, -54 27,-149. 79, -128. 58, -181-
V5 Z5E-EEEti | -37.3£10.5. | -38.3+13.6 -32.0+£10.8 -38.5+22. 1« -24.6+17.40 -38.6+31.7.
QTcF 22,-72 100,-78 16, -93 130,-153 37,-1350 23, -187-
piE p<0.001. p<0.001 p<0.001 p<0.001- p<0.001- p<0.001-




0-43 JEREOEHEENING S ESFREOEHERICEITS
RIVZ —ILERIFR R D

Wil shE A B 58 R
ERREERERY: /NRR

(E UHIC]) R E TS N5 0BG (LAT PVC) DiE & A &I IERE PVC

TH 2N, ZWOBICIIERE LR RO EHBIEAFE T LS HT (LUT#EBEEFENE VT) 2B 4

HTENEETHS,

(] fEEEN: PVC &3EFEAFNE VT ORIV Z—OEXFT RO EIHSHMICT %,

Crf5:12008 4 1 H 5 2015 4F 8 H XTI ARDIEMRES % T PVC Z2f5hi & N Ykl 23272

DT O—IC THEMOIREZ BRIV U 7z 92 SEH,

(V514] EE &I T PVC DI & N7 MUERYE PVC B L. B EATIC K O PVC AN,

F 7203 VT O iz B 1= E8 A5 E VT B0 2 BRSO, 2 BI85 RV 2 —D0EK

DFGRIC DN T LI MRES 2175 720

Gi5R) 92 filrh 6 (i CHEShaAFeE VT &gl Uiz, SELEMENE PVC B & EENRERME VT Bk

W PVC DEEOHRAEIZZNZEN 178241/ H. 25818 11/ H. PVC @ 24 K¢l T D

FEIFHRAET 2%, 22.5% TH D, PVC EAHEFEBUIHIMET 1 [0, 7 [0 & mifERlc A=A
T,

[(£4¢] PVC DBED 20% DL I F 7z1& PVC3 MIFELL 2 5dek Uz iaaid, EERARME VT O

ATREME 2 E ) U CHEEBEICRREIRT 22 &, XTMAZED TWILELRDH S, (1)(2)

(5zk]

(D) VLESE, A BPET, SOREE il AROOIIRES CTRolr & e 2 3580 ISV O R .
H/ME&s 2003; 19: 576-581

(2) Frkf—BB, FARMIK , BelEmh , . 2O = MEERAIAE R B O 24 RERLOEX &S &
faf 7 A+ DAk -Complex PVC OIGTEMEICBI 9 55T - HIEE 1987; 91: 19-27
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0-44 EHEFHLERBZETO QTc DFAICDOWT;
® 4 HMEFZIFTEUOD. @ V5 FELIFTILD

DI R, B0 Hed, FE B3, HRQLRE, =K Hil. fE e,
B EAG Bk KL R FHEL Hb B PR

TOfilENr C 8wkt B

CEA) H#HBEALLEXRER. QT & RIEEAFDZW® torsade de pointes FEAD Y A 7 7
MiicBNTHEHE I NS, OF Schwartz score Tld. EEN% 4 77D QTc I HEMNTE5E N
TWaH, MhICBEBWTEEE% 4 7D QTc DA ZEIIT AT ETREDSDh, £k, @
QTc OEHANE V5 FBEZT TED 5D,
[5i%] P Ly FIVEEBEMOENEE GEEIR6 70X T 1B QTc Z&HlD %2
17o 72 15 LU N DIEFID data 2 1% 5 HIVICHET U7z BIE A IC T KCNQ1., KCNH2,
SCNSA ICE BN D BIEBIRE (25 ]) & control £ (74 ) &g Uiz, (OAEIC & % Hfi%
ICIX Fridericia’s formula Z i/ U7z,
(F5ER] V5 FBEICBW T, B rERAETl, HEig 47D QTc & 6 77X TD QTc Dixfm
& DIICH EAZRDTz (P<0.01, AT 56ms. ‘F¥ 10ms), V5aFE L IFE G
T2 SEE 3], control # 1 BTl QT ¢ ZEHIHIKRT) D QTc DEIC B W TIIHEAZ
DT > Te, BIR PR FRE TR « Hli% & ©1C 25ms DA Z RS ThEWINd > 7z,
Gitam) SEEEAMRE TR, VEAE L IFEOMTICBWT, % 4 n0HE5 I DR
AV NTh QTe Z5HHIT % C & A, BRI & 72 5 Al REED B 5 .

(5<iik]

1. Hazeki D, Yoshinaga M, Takahashi H, Tanaka Y, Haraguchi Y, Abe M, Koga M, Fukushige T,
Nagashima M. Cur-offs for screening prolonged QT intervals from Fridericia’'s formula in
children and adolescents. Circ J 2010;74:1663-1669.

2. Berger WR, Gow RM, Kamberi S, Cheung M, Smith KR, Davis AM. The QT and corrected
QT interval in recovery after exercise in children. Circ Arrhythm Electrophysiol
2011;4:448-455.



[ 10 &% &%, LQT1. E#yrha % 2 [,

Q)]
L | Wi | EBRORAE
V3 R 452 156 T
75 458 162 512 58

8206 BARNROEYR




£20[E HAVNRG

0-45 FRHREL T Wenckebach B | EEZE7Ov 7 %22 L.
8 FHDFBBBEARDETEEET7 O Y VICE 2 fEH.

mE BRI . Bk B CPIREERT B A&
MIE e, A el PRh mE. AA giﬂg\ Al Flz®

1) MEEANLARSE M ERGE NREEERER
2) REEANLREM R fhERdRR
3) FAERBHRHHEHE &bty X—

[(#55¢t] Wenckebach I EFE=E7 0y JE PREBIFAEELEEINTVEN, ZR2EETH
v ZICHEIT I BIEHIE RE SN TN S

CEEGI] 12 D, e 1 E%@%V*ﬁ 2 CIRIRZHEH S N4z, RV 2 —0EK
T Wenckebach IEZ=E 7 0w 7 L EEEREOFE L (maxRR2.4 7)) Zi88& 7z, EITEMOE
T 1 EEZET Oy 7 TH-olzh PQ400ms L Fifi R E ThH o Tz, MBRERTABIL &
INTWEA, 21 &K N A LIk & F o BRIk, BHES 5D EMUEE LW T2 Y
WRZH L 75 D DRI 25bpm DFERER T Ty & T - 7=, EPS T His N7 T w & &
W, KA —ZA A= —HDARM 21T o Tee T A IV AHUAM® H EHUAE DI S ik
RZED TN T,

(5%¢] Wenckebach B [ EFE=E 7 10w ZI3Z DT %M SHAEHR T, BRBRE IRV
B2V, ARHNTEITER T PQ K OFMEN 7R <. EPS T ARANT 0w 7 7ZiHTEHED
PVE NI AR R E DI EDV R S Nz,

(#i55] Wenkebach M= 711y 7 Ofic & BRI ORGE TrREREZET 1w ZIC R B HERID
Ho. FEIVETH S,
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0-46 EERM LQT BEDERICHI BR9ES

BA MR R 5 BK B8 B R AL WE ik
MR REHEMERERS (JCHO)  JUtimle  /NREBE

[H & RR] FEOERZ T2l % LQT 02 ZEERME T, B rREic X b ishkiz
HBUEHDBE L LTW5, 2010 ~ 2015 FFICSR TEEZZII T3 LQT i3 53 fil:
E2fi 11 451 (LQT2 : 6 il LQT3 : 1 fil, Em AW 4 61). 5E2hl 1 436ITH > 7,
O« DR 4 6 (FXTHEZHD T, QTc I3fE2H1 0.51 # (0.48~0.56), %E2
1 0.46(0.42~0.54) ®TH >z, Schwartz 237 13HEZH| 4.5 51 (3.5~6). EE2hl 2.2 5
(0.5~4) THoTzo TNHICBIFBEHOIEEZHG LT,

GRS SR) RE2 00Tl BERTER 10 (1] (X F—IVHFA 1 611) AR & EBIHIRDM b N TV iz,
AR 1 FlZBROTHRADESFE N Tz, BRZF# & LT LQT2 &M E N7z AW 2
NF. TR R—VEFEFHEBELTHEOEMICEE Lz, . BWEED S B Schwartz A
a7 T35 mZzlEATWIz 106 5 fllid Faw 77 Y F LTV,

(isRE] “#E D2 IC K O it S M7 LQT BRI B 2 85 FIRE OIS E
FEEHLV, BOEMAERZEC TEEREETH ST L2 TICEHAL S 2 TERIC
EICHINT BT ENHETH S,
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P-1 #HHEO=EmEE CREREOBED 1226

K ?’fﬁf [T/ NN T I 4 NS R £ N 15117 S K = N Y 7 NG TN E N
O MR R e ShiE. BE fiZ

THRZ EShmbe  MERaARE

(#5=] EHOMEOIANICE T 2R MM o=E8NE. BABEEORMRETHS L0
WMED—F T, SECICED T — A HEN 5, EHFI] 0% 3 HHBW, Wmit. BHERE,
LA B2 FFRCGAERZZ, SiZ2a8d YT &k o7, Ziglhi, Bl ks < IEH
I E1E 84mmHg & A7z N Tz, OERIC TOHE 220bpm, P % I3 #EFE T £ 9" QRS 1H
90ms TdH > 7z, ATP 5 EEXIIFRMIENI SN TH O 7 S A X0 NS RS2 R ETRh > Tz,
DEHREO TV F 2 TABEICHR T 2Rt 0ZEMm el L. T U4 m—) LR 5
X % rate control Zlf, BICA VT IV, VVET I RONIRICEE Uiz, OEMHNE R
RINTTAFARICR % & D DMk, ST AV TII, YVETSIREMEL 1®%24H
IS T EHEK D DB Ui, [BE] SR FlbosEmoay o —)WcJiE
ICHER Lo, B R 2B TSI %,

(535 3CHiK]

1) Mark D. Levin. Ventricular tachycardia in infants with structurally normal heart: a benign
disorder. Cardiology in the Young(2010), 20, 641-647

2) Jean-Pierre Pfammatter. Idiopathic Ventricular Tachycardia in Infancy and Childhood.

Journal of the American College of Cardiology(1999), Vol.30, No.7, 2067-2072
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P-2 Inappropriate sinus tachycardia (IST) I
Wenckebach #EZE70O0wv Y (WB) &6 L1 14l

7 5 VNN B 5 N NI N 43 7SN T B2 SR = N~ q 2 [ {1
bOBNEREERR G2 > 2 —  EERER

(E THIc) IST (M P I & W U 2R H, iR KX RO IERHCHINZ 59 5 5%
BTH5. Wy Ee U TR Z 83 2 B B SOIRASET 3 kO B BRERE N EE SN
%. ISTICWBZAEDEL, BN G CONEOIK FIchnZ WB & &% UTER 285 5.
CiEBI] 14 5%, 0. 9 mMEIc ez HaRICEERZS, MESEIOZKT7 +n—3hi.
12 &R ISR (Z2RRREOAEC HR 160bpm), WB, O I — TEZEREE (FS) DK 7278
DY BEREAT. %%hwﬁaﬁlwaﬂﬁémt@14mf%ﬁﬁw%aﬁbFMM2kﬁ?
B TABICHIAZ 2 Uz, BNP S FURIREERE, #7397 I VB0 R %<,
RIS > F- 0Dl s e > > 7, Bkt © %ﬁ%ﬁ%%bﬁ.%ﬁ%%ﬁ@@ﬁ
AR TIELZEREEERE, 7 buErRE%, 7S/ u—)big54%0 HR(bpm) & Zh
Zh 107, 160, 127 T, EHOHEIZERFEPHNTSH >z, EPS & AH 84ms, HV 32ms,
140bpm DLFEHIFHT WB Zil 7. A& TEN I 5972 IST LgiL ey 7Y mu—)b
Z¥ 5 UTz. Holter DEMNTIFHOIEBIXMETNL, BaENEE7 0y JOEEZITL
A, FSI1E 033 £TUEL, HEITELER L.

(£ &) WBEHFISTIC BENEENEI TH - 7z, BEELREOB(ICIZ SR E FEEN LT
Thb.

(5Hik]
J Am Coll Cardiol. 2013 Feb 26;61(8):793-801
J Interv Card Electrophysiol. 2015 Jul 12.
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P-3 ®SEFEEMHESEUREROEE — Ablation DRXEMIL ? —

2E AL NI R ZES BB EA AL W 58 Wl s,
55 e

RRESNRER Y > 22— (AR

(%5 - HN] BEEUEE (WPW IERRD) EMTROIVERLEENTVS, —7,
IR Tl D 2 DMATEOEMEN D S0IE I - ZSREICEZ LB H 5, FRFLE. D
FHMENIC X B .OMiE IEERICERE S N e, IERMEE RSN D 13 %A R 2Rl 7z, &
R TNV AT EEZDNDGEOBEBICDOWTERZINA T,

CiEFI] RS TROBEIS D 13 5, /NER 1 MO AR OB T B =Rl
HRROfEH 22 72 (WPW type B BRFEMEDORITEIZIEL ), e 1 FEDORK, Fhl~ARFIC
ZEREI LD IE & 752 5 7273, bystander CPR-AED CRUGEIRG) 1C & D & < ffE S iz,
AED OFtERE D DEMBINES 5Nz, EPS OFEE, B o=E5ih b.Oo=EMENcBir L
FeATHEMEA R E N, DEHRIEFE R I NE N2, Kent RO 7 7 L— 3 V7270 ICD
DA ATFIITO I ICREBRBIE L TV %,

(Efaradin] 2t > X — TROBEIE T O FIETEMRRE 159 JERID 5 B, FEElRER &2
Wi < N7z 64 %I, procainamide Bifif21To 72, ZO/E, § PRI 36 £, S IWHERIFIE
28 % (RINHANE W EEZ BN 5 © highrisk EEZBN5) THolz, DHMEIEKICHEKE
EN/HIIE. procainamide BfEAER T, high-risk B & E X 5N T,

[(F%] A PERNRVE ENDFEHEANRER T, OfiE LR ZRER LTz, bt X
— DDME IR ERAEHIE, procainamide Bfif OFFRAISHADNE N EEZ SN T W, 514
C OkkZ: high-risk £Z X 5N ARETIE, MIERMETH > TE ablation DRGES 7% 9 2 L ED
bBHEEZEZ BN,
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P-4 hricEE L7 Oy 28 wide QRS $EHD 1 4l

GHE TG LI BE. EE TR Mm
TN R Y X — Rl R N

[(ZT®»IC] wide QRS SEHHIIF 4 DEHFEMDTRIBEN TV D, FHIERLLEX DA TIZZIHK
W R 5 6D 7a RV, SEFRL/NECERmA LR 7 1y 78 wide QRS iz 29 5%
TER 72 fEBR L 7z

CREBI] BB OB DWW 7% BN, MEZ Taviczig L. REBiRLOEXIS IERARE T T
WA BOIEIN o T, AV Z—LER L MRS oy ZIZE L TELST, L=
PERTALIGE & 388 5 sy o oo BHIHTRERZZIF OO ERIZ.OHE 2 2 0 bpm DA
% wide QRSHIHTH O, LT 1y ZIERE, FHEITTH L7 P RIEERO 5 Nah - T,
ATP #2572 A7 & T ABHREES M F IR U7z, #ihll & LT Mahaim H7% /T U 72 5 = Bl
B LT vy Z RIS BE R fES EEAE . ATP BAZMLOEMINE & X 7o, SHFEZ
RET % Te O RIS ERE Y Z—ICThT—7 IV 7 T L— 3 iREMTb N, B(E
Pt WPW SEMREEIC X B feElZE {28 2 18 5 IR B = ml e & 2 & e,

(E5] AEmHESERO OEFIE M7 1y 7B R0 QRS 22 L. LIE LI ATP &
ZMNTH%, /NETIEMZA Mahaim 727 U7z SRR QRS (ZIFAEREETH D, ®IED
ATPIC X OEIET B0 ZATEEZ M S LZEMMOLE. NSO A2 BEH A~ vy
7 LB RN 2 FORMRIC E OTER] & B 2 HRIE SR & L BICIE T %,
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P-5 SEicRE=TICeE> = WPW FEREED 15 5B 1R

BEH &P HE RS EE O RN IR Mk =0

D EIET i gEle R
2) A E AR (fEERE)

HHBRRNMCE RS e R RE R LSS ClIaEfiRiAT e 25 2 EWH D . HUDIEEIR-P e 7
IR =S 255 C O v JEl i e CRIMEE R DY 7A C D %,

FEGE 15 BN IR 1T, H2E 1 EDERIDIEIRGS T TV 2 2 i S TV b
BBEREE D T ROABR L o> Tz, TIVRIEOMIED 5IXEEEEE U 3G %P iR
CEENEEDN T, W22 FLXOEERIEDMHEHE LIS, AT —TIV7 7T L—a ik
B LIz o T, DIESUERIA A TRNGEES 2 0 nE 9 5 B E R ESNEHE T Nz, CS
B T — 7 )V OBE R K O A BEERIMZEES & fl UTe, RRiRY 71— T LE1%RE
2y VT UBEZIT S Te WM TH > T HRPBRENREESOFTREM 2 L. Bl
ZIHFHR T Ty BV 72170, CSHIEERE D 10mm DO TS L AP potential 7% 38
ZERL Tl Uiz, % 2.4 B TRIZEEE IZEEN X 7z (Thermal control 50W, 50°C).
7T L— g YROGREGR CEEN DRI S EICH e S T EFIIH L 72, itk
11T o T2 D S A, O 3DCT T & @ ElRIASE D R & Nz

BHPREN LS e R EE RN RS TR TR © BEEER D727 7 L— 3 ViR
BCHERS T 29EBIE H O 7T L—2 3 VigRz AN & D ZEIT S TeDITIE R D.0E
IS K2 7))V ZUGERNI 2 W, G E COMEDOMRE, 77 L—3 3 YIREO CSIEwE EN
HETHS Db,

(5CHik]

1. Simultaneous epicardial and endocardial mapping of a left-sided posteroseptal accessory
pathway associated with a large coronary sinus diverticulum: successful ablation by
transection of the diverticulum's neck. Saad EB, Marrouche NF, Cole CR, Natale A. Pacing
Clin Electrophysiol. 2002 ;25:1524-6

2. Coronary sinus-ventricular accessory connections producing posteroseptal and left
posterior accessory pathways: incidence and electrophysiological identification. Sun Y,
Arruda M, Otomo K, Beckman K, Nakagawa H, Calame J, Po S, Spector P, Lustgarten D,
Herring L, Lazzara R, Jackman W. Circulation. 2002 10; 106:1362-7.
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P-6 7 7L—>3ViaEHalaeTdh o iFfEEmaEitiRDZrrYE
DESRIED—H

EmORIAL PkE RS M R M WERL FrE &R
AR ILERE N

W] BT OESE (AET) &FASEILSN OB O HERETTEIC X 5 EEMEATH D .
FENT G UIC K {IBFICHR T 2IEHIN D 5o TRFSHETHI FEEIRO G I ISR E 2 g
BIEBMEND BT 7 T L— g ViBEDRERIEEE H 5.

CREGI) 14 3D, DREDORERER L, HEANZREODEEND > 7o, 13 mOFRME
LSRRI N, Uiz, DEXTIE 1 AV block, 24 K] holter .LyEE X T.OMA
B3 59 ~ 268 [5] / 70 TH D .OFEHIIDFE. —HB 2:1 D AV block D 258 7z, Ll
B T OBEEEX T (LVEF 50%) 25 0 OB, SIREEFEMOIIE & D@2, 1A
BEIS & W Uiz lzodh T —T V7 T L— 3 »&EFF o Tz, EPS %17\ Ensite NavX 7 ]
WT AT 7% Mapping L7z & T 5455 (RA) B{HD AET & @2 W, RA geometry ZE L. AT
@ isochronal map Z{E L7z, upper crista i fillC iz P B S0 258D T by, 1221
ICTAASETNC WD I E N Tz Tz 6 ATP 441 R RE AR BB ie, 28 SO B 8l 72 P
75 o T MNHFHRICE IR T REMICEILV I A = RIS CIRRENC R - 2o [ARRIC IR
7 Mapping Uil#SHEiZ A& U7z & A AET iR AL K O K lem BANCEEN T e e
upper crista Z ik 25W Tilitg U7z, J@EHIC AET DR Sk Liz, 1V 7 ms L/ —
IVCHARENT FHRZET U,
(% &) WARHIORERTITV. 77 L—3 3 VIBENATEE T H - oIS BT AR O AET
D—BFNT DN TN E L Z A T T N2 T %,
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P-7 AR TCPC il RS ZREL T 14

fH B, 5A . EA SR ek BT B Bl e AR
Wik Ak N R

ERENT C P EEb IEERRR

GEFI] 6 %t AHFERL Hao=, HiEEER, BilifkEREEEOZK TS5 7 A
RIS g e 7 L Al R O i IRp e iR, HoBE=RERZRET 1% 8 ¥ HT
TCPCICEE LTz, 5 IIFRICHEE, 6% 8 »¥ HRFICHE TERHPICELH b | JEE
2o Ul b TABHIRIEDHERE E NIz, ATP 510 CIFMBIRLLEME L MRS N —T «
FAIN—=T g N THIEL, BN EaoTz, THHEGHR LT T L—y a3 Vilicdh D
EHWIL, 7T L—rarvkirolz, Jav 7 a—iHc KD OINVEE R G LIEDE,
DESHIDFFZ AR TDFHRINT, BEMGEHOME 2 His /BN S FEEPimg/5ic<
V¥V T UTARICE T2k % X 912 LT PREIRONIE £ THRURBEI 217> T2 B HEE
FRZDEHDRINTHE O . PRANFEEE T, R OBERX— 2 T 5 OMREZ VT
Ty 7oA e LR 2R T U,

(5] AMHEELLOMBAREIRE LT OEHENERTH S5, 77 L—2ar2EZ 5
BICREKERY 70 —F TlIEZET 0y 772k % 2 L IERERGENH D, Tay o7
O—IC K27 Ta—FhpEbixs,

Cheung YFet.al. Cardiac rhythm and symptomatic arrhythmia in right atrial isomerism.Am
Heart J. 2002 Jul;144(1):159-64.

Rupp S, et..al. Creation of a transcatheter fenestration in children with failure of fontan
circulation: Focus on extracardiac conduit connection. Catheter Cardiovasc Interv. 2015 Jun
29. doi: 10.1002/ccd.26042. [Epub ahead of print]
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P-8 77L—>arvIicGfcEpa>r rO—VIcERLE
BT WPW SEIREF D—F

g T, A L A AR, Rk BT & K R ARCRL
Wil Ak N 27

ERENT C C B IEERR

GEG) 17% 2 7 HEW, 4% 3 7 H T PSVT 246 S NAiE AR, ABERSEIHAR MO
JEZFIE L TH D, LVEF=54% TH -7z, ATP TIdEIEZT ICHFEL. YV ET I NiE
TiEIE, ZO%ARE DY bo—)LzHIELED, YVES IR (DPM) +70r5 /0
—W+T TV I URTVUHNAZ R EIVIhAZ R EZAETNINaY Fa—)VTET,
RASNIC Y IS4 21y (AMD) +YVESIRTHRT ro—LEh, ShifinixoT,
Sk i B AMD90mg %7 2(10mg/kg/day), DPM350mg 77 4,(38.8mg/kg/day), AMD IfiL H 2 f&
275ng/mL,mdeAMD Ifi F1J81% 302ng/mLDPM 2.5 p g/mL TH > 7z. IE1EME WPW SiEffE
LMiENT T L—ya D)kt 17 14 Hif&k O AMD Hiil: 48 BRI DPM Al
& UTe H17 12 HiiD AR THFNG LIE LI E > T2 2 A MRE . DPM BN
MNIRTEAFIE LR W&, DPM HIEBRNTRIVARE LTT 7 L— 3 Vicah o e,
(5] 7T L— 3 YICH iz > TRIINEIREZ TE SR O il UTRETIT 5 BN D
ZM, FHC AMD O X 5 R EIH DO EWEY 2 Wik 3 2 1581 I ERIC TRZEHT 2550
b5,

NEER AR AR VNRAEEAROZHT « iBRICB T 2 a2 R | NI EIRIGHETA RS>
Shahar E, et.,al. Pre-excitation syndrome in infants and children. Effect of digoxin, verapamil,
and amiodarone. Arch Dis Child. 1983 Mar;58(3):207-11.
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P-9 OEEHEREL. ZTOROBETCEEMRIKICT L
N—RAA—H—tEAI iz EE L
Senning Fiit 2R K MEERAE | B D—7F

B s REF HAER
ROPWATIRRE /N

FERBRIMETENIE (d-TGA) 1BV T, OFE AL v FFlith TlEmbmiic 2 A= DL
M MK TSR, = RAREREERRIC K A 0EER A, VY Y —1RLEER
BROTIRAREAR R FIE LINRHIIAIREY T T L—3 3V « X"—=ZA X —h— AR 7% & DR
B E LD EHICHSET 22 EDNSNT WS, FEFNE 31 %, FiE, HE% A TCAI
REZWE N, 4 »HIFIC Senning Fili72 fiiif T Uikl d RUF TH > 7z, 24 1&RFICH.ObERE
A E 2RO, ACEHFEA L B MK RNIRD M E Nz, 25 mRFICHEE) O S AV H
BiL. Adams-Stokes FBAEMEED NIz, HEIAMGEERC RV X —LEXTIEERE 2D T
B LR > T\, TD%, FTEIEZHAR T 5 X 51C% D, 27 %I HR 210bpm
OIEHIFEE 2 1R LTz QRS PSR OER & FIEE TH O ATP #HERIC—KREIC
105bpm &R HME L., PHERRETE AL 270 2 1 1 BERETHIIDEHRL TS &
Ez26N, DENVZY M) —ROESIHEZH Lz, 7 24X 1 (AMD) # 5 Tl
ICEfE L. AMD B 5 2 Lic, TD%. ®mERIRE &0 OAEREIROEEZZED I
DY AMD (3 ikE X% 2159, EERIRIC N U TAR— A XA —H—RHIAAT (AAL) =T LTz,
BifE AMD NIRZHEH LT a D, SR EZER2IfldT 2 2 L3 TET, G0t 2,010
2V ba—)LDTDIC NRFZ#HRDIEL TS,

Francois Roubertie, et al. Late outcome of 132 Senning procedures after 20 years of follow-
up:Ann Thorac Surg 2011;92:2206-14

Barry A et al. Evaluation and management of the adult patient with transposition of the
great arteries following atrial-level(Senning or Mustard) repair: Nat Clin Pract Cardiovasc
Med 2008;5(8):454-67
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P-10 SelectSecure System &L TN—2R X —HHEA I+ Z HE(T
L7e/hR 2 SEA

rg R WER ESEN B T Rl SO A (2=

1) SO PRI IRE N
2) HEUCTEASG:  IEBeNR

(%55t ]SelectSecure Lead System (SSLS) (& 4 .1Fr OffiL> lumenless lead 7% 8.4Fr D A[Z5 s —
AEELUTENWICHEBETES ) —RBEV AT LTH S, SSLS AR D/INE Fn/NRFIA
DR—=ARX—TfiAd (PMD ICIRWT, FHIREAZE R HIPRR—2 > J1C K 5 .OFBREEE T 1],
J— FIREFRFCABEMFELEZWVDOTY — FOBHE LI S GRIEDN R E NS,

(H e TiE] e eEZE T ay 71k LT SSLS & W\ T PMI ZfiifT U7z 2 il (8 i i :
HE 125em A 26kg MU 10 ZBHRHFE  142cm KH 37kg) DFERCDOWTIRET %,
(F2R] DFE ORI A4 AR /2H0D) — FHEZMITL DDD X—2 78 Uiz, 2EHIE &
DEY — F3GLEHRROZBHREEDARETH > 7, EY— FEHLHICHETE,
HICRIFIRE o v TiEm e RXR—2 VT 21572, 7272 L. /NETD SSLSEAICBWNT
TV NY = — AR, DIEANED /NS /NI S — RSB OB AR & < Seihih

E N2 ONOBEICTERZ 29 2 LWV o IRERIE D o 7o 2 3K, PMI % 2 4E4-LL BiF
WLTWEM, U—F I, EREIRIERE S £ DG IHERRRS I RiettiE i R TH
%o

(faw] SSLS 72 W T/NRAD PMIE, #FIRIRAE KR OISR — > T OBREN S G &
Bonz,
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P-11 CRTIC& Y RIBMADEEEH AR T Oy & &S
DCM @ 1 )

SOL B, R S BRI OTRS. WIENZUE. AR M. K
R S X — /N R R

Tt BB T OER—Y Y I KB RATLHOIEE L Ll RE E N Kz
FEMI7 vy 27 (LBBB) I B\ TIdHIFED remodeling & BEREMHIKHERD IS N TWVD % 272
in vivo TODZEFERIENE (CRT) w20 HFRIMLIRS remodeling % F4fi L 725 1SR 5N 5,
A& CRT I & D HbRIMRO RIEAS 5472 LBBB O 1 il Z2#HiE59 %,

CiEfsl] 3 7 HR; & © DCM with LBBB & U CHRVERIZTT> Tz 11 mA 1, BHREE
L B IEWTEE A D%, SORERETREAREE DL LR o ey, RO A B EE) Xy
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