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FR2BEORENDHY, S=VURTTLD3SEHEADEBNT S ETCHEEL-HEELNH
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AR RENWETETAEOEELE L, ERLERPRDEINDIBEEDIMESICL TV
L EFELET,

=V RV Y AT, ERELERIFEIGROI T —T AT 7 L—3 3 VORI OV TR
BREELREATIC, REROFBEAF. substrate ORIE, 77 L —1 a3 v OFER EIZHON
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BAREEAIEFAEMNT 2 Z N FHRENDETICEETER VR T LR B L EEWET,

RERIFEEIZIT, DR BRI IE R I R T TERNEORE L ) S bR sRE L 72
STNABHER~T T RIICHETE LA EIIRT B R— 0 FEE 20 TR HES
AN ZOREBLEROEREBENLE Lz, EbbnEnITHIBOERAEEI O REIC
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BuvEd,
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A& DR FeESEHEA RERICELAR BREH =AN B

BEyiarl 9:00~9:40

ER HEXE BEREER/MEH Rk £F
moderator KEMERMAE NMNEERBRHERE HR =&

1) BBR/KEZ&H LT junctional ectopic tachycardia @ 1
FMRSLZ bR BREE BT AE. £ BfmF. Bl BFE. K E#H,
& ki, BY BEE. NEF k4

2) B—ERBRICEHLEEEEEITOYY. EHIOV IO 14
RRENBSLZ ECOVERE ¥ — BREM B FH #IE € EX £EB BR,
A

3) ERAMPFA LK YEELF R LRLEE T 0 v ) AHEERMEHEESISHT S
EE R R
EFERREMBRBRBSEREF— BfF B, DILBEKER, &8 BT, & &0,
NEF, AR, SE BB -2 AR

4) Danon BRADREMLEREL
AR BRESRMAR 0 &R Bk SR SW E. B 7
EIE R, BE B
FEREAR BN &
BKBRL - L LT N BT ET

bR

EBEySarl 9:45~10:15

EER BET Y =w¥ RE EZ2
moderator = L/MNREERGHER =iE BH

5) EMELTHS = AR TELLS TLRERLEMAKEN IOy 5l
KEWRMG NABRBFERS BN EA. AR B AF BE K WA
FE %E. WA KD, LEOHS
Al BREH KB &
BV NRRBERBA L S — B ER

6) BEWDIRLIZET S BRUGAA DERE Q TEROHM L B L EROMEA
EHPRUNERBEREBHER &% BH

7) FERBRBICE TS Brugada RIDERARERE
PR A EFRRERENR W BR. B flZz, M F BT BF.
BA RE. K BT BN &
RETIAFEXHRETRBAER /- MR B2 £ W %z
Rl DELEES— £B B A& EE AN —#



Bty arvE 10:20~10: 50

ER BERXFEXABRORBOLENRER BRF[IMEE HB  #
moderator HULvE/MERBERBESEUS— FRHFFE THERRY

8) EEBFLEEICSTHLERRICHLTCT AU EHL-—H6
BRANFEFR HER R ®F. BE &% &k Z2F ®EH FX
TR #®17. &R ®BiE. HBRAF. BF .
XH FEBA. E OEE. BB B LF E-—,
FHE —, ®%E BEE BEW EXE BEH F-—

9) At LERBICHL7ZSAFovEEsh, RRBEEREQHARRENEELELI 70—
0 05 44 % £ 51
REZFEXN B ALBOEREDERES R = . R OET. ER M

10) MRIZHT B3 7 2440 OFERER -FRIB#EE Rz
T A AR 295k SHl ., mRE N, BELEAHIT. B,
(LA —ER

a—kt—JLA4Y (104%)
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R — SR EARR
BRTRES 5 DR S —  HA HE
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B W
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HRERKE SRM EF XK @A E B LR BE BT
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R ES)REE AR BEER #T
ZERE PEB A B/H

13) 1| B BARSEIZ propranclol SEAAL O > FO—JL L=RHELREHBO 141
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BEH EA, HL =
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BEyia>V 11:45~12:056

EBE BEE#XKE MNREOER K FH
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RAERBREY - MNIR FEINEER, LHEZE
BETZYV=vs RfKHEH EC
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—CARTOZR#E—
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EE I EEESHER NERH BE HE
moderator HRMUKPEFHHBRTRBEERtEYS4— DROFLV4— HX HE
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1. Hﬁ‘ IBkEE &G LT junctional ectopic tachycardia @
1451

BRI L LB ERER T R RAT
B EFE KK EH
& g AT 9
N R

&
W

[EHT]

7EiR 30 @ 3 HIRIR/KIEEZ R . BEF EUIBIC TH4E, 1538g,
Apgar score 6/7, FREEBRLE L7, MUKMEHEEE TIX 180~220bpm @
narrow QRS tachycardia, ®Bi1EF5E T, AV dissociation 23H/EF L
congenital junctional ectopic tachycardia & #Z Wi, CTR0.56, Mgk
L a—TEZENMENIET, Flecainide DR O E A BB L7-7 HR
I 220~270bpm & E&H.| MEKT L7278 flecainide 0.5mg/kg % L.V.
TfER. rate control FXEI, #4112 SR ~EIR LT-, &FRE, OIE
HLE LT, B4 1112 2° AV block IR L. flecainide H1k LLL
BELEE 4 » AFRAE. SR & 2° AV block MEEL TV 5,

49!

Sherry A Luedtke, Robert J Kuhn, and Francis M McCaffrey:

Pharmacological management of supraventricular tachycardias in children
part2 atrial flutter,atrial fibrillation, and junctional and atrial ectopic
tachycardia. Ann Pharmacother. 1997 Nov:31(11) :1347-59.

Sarubbi B, Musto B, Ducceschi V, et al:Congenital junctional ectopic
tachycardia in children and adoescents:a 20 year exper ience based study. Heart.
2002 Aug:88(2) :188-90






2. B—BRBIRICEH LEEEEETOv Y., EHIRYY
a1 4l

BN S S ERE X — FEEE B FEH O HNE
& ik A F#
BEA A

H—@RBAREIHLDEETH Y . BEROHENL L, ARABE T
FURERL DR R EORENBR SN DD, NEFNZRREE LH
FEIXFZLA LR, ER, 200 A, B, BREICTEEXZRICHRIK
RS, HEARA, EfT ey 7 EBE L, DR 56%, (O
BWRIETZR L, FRABL =T 7 ViR ZBLE, U SEBE=E
Tuy s BREELL. ERAERER I OCOAKLHER T, HV
Ty LR LI, R T AR L, EBREERSIREZ I TICD
TEFRERR & 0 Esd 2 B RBIROFESHA L, ORE
BT R TR BB B E OO DEMEE 258072, 2 7% 9 4 A RRITK
IAHJR— A A — T —HE %A% (DDD E— R) 1T\, =F 77U LOH
fREfkGe R CTh D, MEEEEREEZ - IRAOENICE L, HEITRK
BRBO L RBRCEETDHREDD 5B~ ERBRGBE ST & T
B D,

(k]

1. Allen HD, Gutgesell HP,Clark EB,Driscoll DJ(ed). Heart disease in
infant, children and adolescents. 6 th ed. Philadelphia. Williams &
Wilkins, 2001:675-688

2. Shirani J, Roberts WC. Solitary coronary ostium in the aorta in the abscense
of other major congenital cardiovascular anomalies. J Am Co!l Cardiol
1993;21:137-143
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3. ZRAREFEICKVEEDLFEICH-EEEEZETOY Y
BOHEEXRIMEERMIEN 2T L EE R EE

HEEHAZMBRRBER L £ — DEH, WBL A &R B /LR
(S Y
WE —Z Ak

JEFNE 9 mEDEERMEEMIEDF R, congenital CAVB TH % PMI

(pulmonic ventricle {2 VVI) §&47 L T\ 5, 4 E TR #EEZE S BHELO
REewR- U ATHBRET, FLDASEETER TSRO e &4
ST WHIDLA T THELEA— 2 2 & 5 0B RS LEEDER)
ZL{H 1T\ systemic ventricle @ peak dP/dt, CI D L& 2R L7, =
DRERZ I DAMNEERES IC LV W LEX— v 72T U=, FiT
X double switch operation % B fg U EIIRARIENIC L VD pulmonic
ventricle @ training Z 1T 72 MR (EEFAE 22 A UEBHICEE L
Teo BN ZRABBEITOATHBRRI D OHERTX 72, N DEHEE
B TEXZOERBLESN— U FTDORy 7T v ITREELZEELZON
7,

[ 32Ek]
1 WilliamT, et al:Cardiac resynchronization in chronic heart failure. N Engl
J Med, 2002;346:1845-1853

2 Jan J, et al:Resynchronization pacing is a useful adjunct to the management
of acute heart failure after surgery for congenital heart defects. Am J
Cardiot, 2001;88:145-152



(1) pulmonic ventricular pacing (VVI)
(2) pulmonic ventricular pacing(DDD)
(3) bi-ventricular pacing(DDD) @ Lt &%

dP/dtmax sBP PCWP (m) Cl ORS FEif@
(M 850 82 27 2. 69 146
2) 884 90 26 3.13 149
(3) Efu 1123 95 26 3.27 110
FRor 1069 94 25 3.44 100
=173 1057 93 24 3.47 110

(dP/dt max: mmHg/sec, sBP: mmHg, PCWP: mmHg, CI: 1/min/m?, QRS FSIF&: msec)




4 . Danon IR ZDEFHIDERZEIL

Fg R BREFERNER O EE OBE Xk O
aikg SR BRI ETF
G EE ORHF B

Fl RSB EA H

HRWMRSLZ L bk NER B ETF

Danon %%, Pompe 7%5<° PRKAG2 BT EFIZ L 2 FiEME WPW JEE
BT a—7 .0 ~DEFED preexcitation 21X U &4 5
ECG BEFDREEIZR2EEZLNTWVWA, v UAET/NLTEH PRKAG2
BENOHIERE ., FWEHRMERRSOREIC L 28R 2 ERREL KT
ZETRENT, FA 1T lysosome JEZ X7 EmF LAMP2 OB &R
L 725 THAET S Danon i (X BEHME) O—FRIZBW T, 10 4ELL
Lzl TED ECGELEE-T2/ER, HH TR EE-,

1) FimE (&)  AAEFTERM L, BEOKROGELZHhan-,
28 7% CHRINFE LT,

2) Fim#E Ok (BiTE 43 %)  fIDZRIEE X o MTITHEEZ =T, &8
FWE, DEMEIZEER IR, B LHIEEILR< . ECG D
REEZ (L B D2, VX%V U EONR TRIBEETTH B,

3) BimFOHKOEE (FE 16 %) ARV LV EBEBEZO L5015 |
IFRF—F LN TV, 13 mEFAMIZ LY Danon JF & 2HF X
iz, ECG L 11 BB X 0/ N E7T VA BERENHER, LHIEE
ITLIZC T, 13 mRET VA BRIERIZ L D BEBRIC 2D . A LA U E
BERERT LT RoTe, F0H%Y a— b7 BELLEMRIFMTHE A
HE L, BEWEONRTRBEETTH D,

[>x#k]

1 Arad,M. et al. Transgenic mice overexpressing mutant PRKAG2 define the
cause of Wolff-Parkinson-White syndrome in glycogen strage cardiomyopathy.
Circulation 2003;107:2850-2856

2 Sugie K. et al. Clinicopathological features of genetically confirmed
Danon disease. Neurology 2002;58:1773-1778
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5. BBREILCSHSAZFEFIZTELWLWSTEREERLT:
RIRMEEH IOy o H

KREFEAR NEERRHERS AN BAE KW 3
BA B MK 3
PR RiE TR EZ
IENENAY
FlOEREE  ARB R
HobNRRRERGA L ¥ —  BlE TEE

Ic BERIAEAREDEEE L 1 A = NET X Brugada BLLERF) O
VERBADD R TFMHIZHWGILTWAN, ZTOBEMESIIFRNETH 5,
* 72/NRIZB T A EEFEMS Brugada BUODERFI O Y VI OWTHE
FoTWRWEBEN D IA = FARMIITELWST EFZ5RLHERXK
PEAEMT vy 7 IBHERER LI-0 TlET 5,

[5EH]

B 8 R, /INFE 1 FEOLERZ TEREEH T v v 7 2ER Ik
P, B, REOBEER L, K, BREOFERE: L, Lbza— RS
7 ERAO IR LRER L, ZREEEER (120 Bk B, M2ko
DERTIEHER T gy 7 280 0hoT-, FBTPOLERT V2 5HET
saddle back ! ST EH 277D WAL A = KN 1mg/kg % 10
SETHIELEZE ZAK 1 BEIChb->T VL, V25 ELZFLICE LW
ST E&H (coved ) ZRL7z, ZOHEGEERTRBEL TV,

/NRE R D EA B R B O IEEFENE Brugada BUOERIB A £ 9 LY
Ho TN D, ZD &S PN ERAEEFEN VE FHRITSLEN,

[>zik])

1 Brugada,R et al. Sodium channel blockers identify risk for sudden death in
patients with ST-segment elevation and right bundle branch block but
structually normal heart.Circulation.2000;101:510-515.

2 Brugada,R et al.Long-term follow-up of individuals with the
electrocardiographic pattern of right bundle-branch block and ST-segment
elevation in precordial leads V, to V;. Circulation. 2002;105:73-78.



6. ZERDIEBHREZIZHE TS BRUGADA LERIE Q TER DN
L EEOMER

T LNERERBRER  &fE RH

BB BIIER 156 £F L Y BRUGADA L ENZ LERM EELE IV
7= (CTEk 1), 44 E BRUGADA LEX EHE UESRELEID - 44
IZ/ANVER 1A 1836561 A 1 A, /INVER 4 4 13069 A 4 A, 1%
B 1A 13813 AH 7 A, @EFI 144 14725 AF 0 A, =2 LES
FRROER) 7 778 5539 Nk > 0ER (%5 24464 1 A, 3
FE 2AN) Tholm, DEXRYHEGAITo-EMIZ34 ATHDH, FEL 15
£ 10 BBAEE CILHEERELIT-> 7= BRUGADA LEROEEED S b
KETFOLEZEEOTIZEONT = v Lz CCHR 2), KETHO/NEE 4
FD 2 41X BRUGADA ODEHRIZALT, F-FHERKDON 3 LILE TF
BENnz, MHETAIX 11 BlcF o7 &b, SEELERS T
BRUGADA 2 WiX QT EEX* M IN 4R 2R A2 &
BRUGADA LERE 7 Fl, QT ERH] 65 il (K) ZEL.Dggz
W BRUGADA R UNQTIER A it UREEE L TV D ERET 5,

049
| SRER KAZE RHBEEM: ZERLBRZOLEROHTEEEDRT.
HERERS#R 55:52—55, 2003

2 BIRREA KAEEE HESEM: F 3 BERLERZOBEREERMEEIC
B LEREFEEREROBFT v Y. BB EENMSR 55:55—60, 2003



~ —
Brugada .0 E R
g | &AW # | Fi DERFTR hy FILER, HILZ BT, KRR UV ORER E33
i 1.8. 5 18 V. saddle 0. 1mV Bk L PYC 38 (—)
2 T.H. % 12 V,saddle 0. ImV’ ERE IER ()
, . V.saddle 0. 2mV S, . -
3 V.1 5 9 ST EHAL (=) ()
! - . e 0~0. 2mV
4 K. F. B 31 V. saddle 0.2mV R H P (—)
5 . A i 40 0. 1mV EE PVC #52 (=)
6 S.S. E) 43 0. lmV ZeA L PVC. PAC (—)
7 T.T B 51 V. 0. 3nV Tk L PVC ()
8 S. Y. s 16 ¥, saddle 0. lnV EfE PVC 58 (—)
QT JER A
hLy FIARIHKQTC QTc dispersion QTe _
# 2 5 B = £ = dynamics RAF KR FIREE
S 8 - 165 0. 460 6. 410 0. 465 0.055 — —
B q 650 0. 500 0,475 0. 650 0.175 — =
ES 3 . 495 0. 450 0. 130 0 0. 065 - —
1 ] 510 0.476 0. 436 0. 0,074 — —
5 ] 0.530 0. 166 0. 492 i 0.08 — —
3 Z* 0.518 0. 400 0. 440 0,07 — —
7 & 0,655 0.510 0.567 0. 08 0.074 PAC T
8§ S 0.192 0. 166 0. 447 0. 04 0. 093 BT
9 £ ] 0, 509 0. 440 0.485 ; 0. 024 0,068 T
0 [y 7 0.481 0.4 0, 427 X 0. 054 = —
11 Fy 13 0568 0.5 0,542 [ 0.026| 0,050
12 ) 7 0. 478 0.5 0. 408 [ 0.070] 0,057
13 4 1 0.487 [E] 0,339 0. 0.048|__0.03]
4] W = 0 0, 500 0,340 0. 46 0.5 0.048] 0,040 PVC
5[ v & 0,475 7. 400 0. 13 0. 0.048] 0,100 TE
6] E i 0. 480 0.410 .43 0. 6.044] 0.045 PVC
7] s = 0.539 0. 610 0. 4 0. 0.068] 0.123 Eo +
8] K. i 0. 500 0. 460 [ 0. 0.050] 0.100 AC
9 s. S 0. 500 0. 400 [ 0. 0.050] 0.040 Ve
0] A " 0.525 0. 428 7. 4 0. 0.075] 0.610 PVC, PAC
W " 0.4 0. 466 [ 0. 0.054]  0.086 BVE
3 7 [ 0. 4 0,440 0. 436 0. 0.046] 0,058 FAC
£l * 12 0.4 0,410 0. 149 0. 0.045] 0,132 PAC
T T Z 10 0.4 0,424 0.424 0. G.047]_ 0,013 T
S| W I I 7 0. 501 0. 460 . 340 0.5 0.060 ] 0. 00 PAC
o ] iZ T, 450 0. 380 0. 436 0. 4 0.044] 0,06 PYC, PAC
7] RV ES [ 0,451 0, 390 0. 417 0. .01 0,01 PVC, PAC
g 1 1 0. 15 0,400 0. 425 0.4 0. 02 0, 00 PVC, PAC
3 i 7 0, 455 0, 0. @. 04 0 T
o] 1.4, ] 197 7 0.4 0. 0. 040 -0 e
T T.K : 17 . 500 0. 0.4 0. 041 0 PAC
2] 0.K. 5l : 59 428 0. 0. 0. 067 123 T
3TN T E 508 . 160 0. 4 0. 0. 08 128 PVC, PAC
1 TN, = 518 0. 460 0.470 0.5 0. 04 0.012 PVC
5] T.D. E; 471 0. 428 0,426 0. 0,04 0,025 PAC
61 MW B 182 [RER] 0. 433 0.4 0.01 0.113 i
7 B 0 171 0. 428 0. 460 0. 0.071] 0.063 e
g 5 ] 509 0. 455 0.436 0. 00731 0.028 PAC
5 7 450 0. 460 T, 400 0. 0.050] ©0.086 PVC
13 149 0.424 0. 408 ) 0.041] 0.109 £
. . 499 474 0. 216 0.083[ 0. 03 E
ALY, & AT 6 0. 430 0.048] 0. 04 E 70 @]
3] 1 5 T 474 0. 439 0.026] 0.03 H
4] T, i T . . 500 0. 534 0.054] 0.01 e [i30) [@]
45] T.E. 7 . 481 0,400 G, 427 ) 0.05 0,13 E
46| S.0. ES 8 6. 466 0. 443 0.413 0. 0. 05, 6,074 E EEC Bane o
17| K. 1. L) 6 0. 465 0. 417 0.413 0. 4 00521 G.057 PV T QT L3 @]
18] 1.0. £ 7 0.475 0.400 0. 45 0. 0.0251 0,055 s
] .k & 12 302 0. 466 0. 44 0. 0.049]| 0,118 PVC
50| 1D, £ 10 - 35 400 0. 4 0. 4 00461 0.110 W
5 R ] 13 45, 400 0. 4 0. 0. 041 071 VT TR JeTE VT
T ES 38 0 0.422 0. 0. 060 028 ER
: = 3 466 0.227 0.4 0.0 063 7
& ) 0 0. 415 0. 0. 04 0 AC
K Ey 0 0.418 0. 4 0. 0 7 WPY, PAC
W & X 446 0.424 [ 0.0 1 Ve
T.0. .64 . 418 0.397 [} 0. 0 . 103 Ve
58] H.K 0 0. 506 0.433 0. 133 0. 0.073 054 e
591 KA 7 2 0. 471 0. 411 0. 424 0. 0.047| 0, 008 LR
50| K.V, 0 0, 450 0. 400 0. 300 0. 4 0.050] 0.0338 PVC
61] KK iy il 0. 471 0. 500 0. 424 0. 0.047)  0.133 PVC, 2 5
62| T.T. ) 16 0. 450 0. 480 0. 413 0. 0.046]  0.178 s
63| 0. P 15 0. 430 0. 480 T 0./ 0.098 ] ©0.0228 %
61 Y.\ I 1 0. 459 0, 400 i) [ 0.092] ©0.167 AC
e 1 i3 1 0. 467 0, 500 .4 [ 6,041 0.08 PVC
11 0, 491 0, 446 0.4 0. 4 0.056] .07
0 §, 040 0. 047 0. 0. 04 0.023] 0. 64
Bk=29:36




7. B¥REIZH I+ 5 Brugada LD ERERERE

BIETCRFESREREAE I BE w5l Rl

A BT BT

BA EE i BT

W

BETIREEFRMBTRREER L ¥ — DEB  WEE = R R

BRI AZEFAMNBARRAER Y /- VBLEYy s - FEH ®— B4R EH
Akt —H

p

2002 FEEIZHE)R THET SN -EZRKRSZSZ2E DO H> B, 20,387 A

(B4 10,434 A : EHAES 9.7+3.2 F) & x412, Brugada BOEN
BIOEH T2 v 7 BRBFHELZMEIT L7z, Brugada BLUERIE, (1)

“Brugada-Type” /L ERX: 2002 FFEFK D Consensus Report* D EFIZ
—3. (2) “Brugada-like” LER: V1 FHE T rsR’ & A WX Rsr’ type
2L, V1I-V3FHFEIZTJIpoint Tlmm Y LD EEZFEDH S, ST-T
% coved B, F7/zidsaddle back A 235, OD2@BVE2EHE L.

> Brugada-Type” LEMNIZ 2 ADOEKES & (0.0098%, 95%CI:
0-0.023%) D&IIZHABNT=.” Brugada-like” LEXIE 11 A (0.054%,
95%CI: 0.022%~0.086%) IZH b, BHEOFHRERELS (B 10 A
0.096%, Mt 1 A 0.010%, P=0.012), /s & & I EHTHERIA S
7= (P=0.068). IRBBB /% 600 A (2.94%,95%CI:2.71%~3.18%) Z
BB, BHEOHIRENE D - 7o (B 420 A 4.03%, 2o 180 A 1.81%,
p< 0.0001) 23, Mifsiz & A _EHITFRO 20 - 7. CRBBB 1, 32 A (0.16%,
95%CI: 0.10~0.21%) A bz, Bz (B 21 A 0.2%, & 11
A 0.1%, n.s) RMEIZ LD EFITH LD -T2, /NRTIE, Brugada
TLLVENAIRRIIMAIZER TR D{EWZ E R I,

[>x#K]

* . Wilde AAM, Antzelevitch C, Bosggreffe M, Brugada J,Brugada R, Brugada
P, Corrado D, Hauer RNW, Kass RS, Nademanee K, Priori SG, Towbin JA. Consensus
Report. Proposed Diagnhostic Criteria for the Brugada Syndrome. European
Heart Journal 2002;23:1648-1654.



Cases of “Brugada-like” and “Brugada-type” ECG.

J-wave

. i Age o ) e ST-T ST segment Axis RR PQ GRS QTc

No.  Sex (vears) + 1¥be aﬂﬂi;igdc T-wave configurations (§terminal portion) (%) (ms) {ms) (ms) (ms)
- Gradually

5 ;v iv : ! 2

1 male 6.8 0 0.1 mVv (V1) Negative Coved descending 80 880 140 100 362
Gradually

2 male 9.9 0 0.1 mV (V1) Negative Coved 80 980 130 80 364

descending

3 male 12,2 0 0.1 mV (V2) Positive Saddle back 0.05 mV 50 700 150 100 429
d: '

4 male 125 0 0.1 mV (V1) Negative Coved (fersace”na;ilr;‘g 80 740 130 100 419
Gradually

male 12,6 0 0.1 mV (V1) Negative Coved 50 820 130 100 418

2}

descending

6 male 12.7 0 0.15 mV (V2) Biphasic Saddle back 0.1 -15 1000 150 90 380
7 male 129 0 0.1V (V1) Negative  Coved fer;‘ci”nadliln’é 50 920 130 100 406
8 male 13.0 0 0.1 m¥ (V1) Negative  Coved ferji”nadlifg 65 840 140 90 39
9 male 154 0 0.1 mv (V1) Negative  Coved fj:ci”nadlilrf;g 70 640 160 90 413
10 female 15.7 Type 2 0.2 mV (V2) Positive Saddle back 0.15 mV 45 940 140 80 423
T11 male 15.8 Type 1 0.2 mV (V1) Negative  Coved fgjﬁ;ﬂfg’g 100 940 160 100 381

“Brugada—type” ECG was found in 2 (No.10 and No.1l) of 20,387 children
(0. 0098%, 95%CI: 0~0. 023%) and “Brugada-like” ECGwas found in 11 (including
No. 10 and No. 11) of 20, 387 children (0.054%, 95%CI: 0.022~0.086%).

*No. 6: His brother died suddenly for unknown reason. T No. 11: He had recently
suffered a convulsion. I Three types of repolarization patterns: reference
No 8. 8§ The terminal portion of the ST-segment refers to the latter half of

the ST-segment.



8. EE/EBELEEICESTHSLEH/BICHLTT A4S0y
&R L F=—4f

ERRFEEEN AEH O KE KF BE EX
MLt EF wH FE
T #®1T &% BiE
MERAS & =
XH TR PE OB
mE & R R
TH O —t BE ES
BIF EE &H

St

FEEBEAEEICBIT D LEMEREIRCT I AT BEHLE 14
FRERLI-DOTHRET S, EHNT 16 BB, 13 MIFIORE CGIES 2
ZLEEZICOHEELZERSNWVBETERER SICL V EEHE(LESE
Zhr S, ERHIRR E TRIBEE L T\ e, EEINHER IR~ I
ETEmEZRL G LDEEMUEEZRDD LR, VT T YL,
AN —)b TAEY o OFE G UBBEE L2, LEMEE
SMVAEIISEFE L. B, R, ERMORIIEEREZRD -, FLF—
LERTLEEHIRD S, BREOBRED H B L Bbh, 77
Zu Ot EZRE LU, Be%E LD DEEREIRITESCMZHEELT
EFFFAENERE LERbEE L, HERMERZSICEE L THsET
RIRBEFTH L, AERIIBO N TRIBIIERFTH B,

[z#k]
THEF. EEDFHBZEEES. Annual Review f§I1B2% 2003:83-87

Fukiko Ichida, Yuji Hamamichi, Toshio Miyawaki, et al.Clinical Features of
Isolated Noncompaction of the Ventricular Myocardium. JAGC 19899;34:233-40
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o. BAMDLDEHMAICH LT S A0 kEd, FRRMEE
TUED-HEHERENERE L -7 7 O —OEEMRRES

FRATERBARLBLEFEFERRDER &% —% BRE By
TP il

AT 39 mBEM. b BT 7 o —UEGREICXT UL NIESEIREIT, 27
WL LEERAZRD, VXFIVAREUVAEXUHNIRL TV, 35m I
A0 OLERAFENEINL DC MiTEHE £ < 72>7-, RVEF 33%¢&
EEBENMETLTWERED, UREXCHIELT v hu B58EL
7o DT 2 DC HE1T L CW B HE W W2, AE T AT
7o C—RIZ S EINLMVEHEMTDC METhHhoTmmd A& 2Tz, FIR
JRAE R 2588 fT3 9.04 pg/ml, fT4 7.45ng/dl & EH LT\, 7w
CORWERIC L 2 FIRISEETCEIEE L 2T Lz, T n 3w L7
—F AN, FUR=ATTIE L, 2 7 ABRICFRBEARAVE VIXER L
FEE CIET LB EIZECIC S o, BITES L F=> 15mg/H T
S RIEREF TH D,

[>x#k]

Sato K, Miyakawa M, Eto M, Inaba t, Matsuda N, Shiga T, Ohnishi S, Kasanuki H.
Clinical characteristics of amiodarone—induced thyrotoxicosis and
hypothyroidism in Japan.

Endocrine J. 46:443-451, 1999

Stevenson WG, Stevenson LW, Midel lekauff HR, et al. Improving survival for
patients with atrial fibrillation and advanced heart failure.
J. Am. Coll. Cardiol. 28:1458-1463, 1996



10, /MRIZHITB7ZASOOERRER
~-FRIFEEREZE il -

WHEEESRERE SH B2 WE AR
BEOEHT R B
i —RR

TIAZur (AMD) IZEEEREIRICK LETERN, ANEOE#E
Bz 2EHWEROHEITD 7220, EF 11X D-TGAT, 7TA BV ALY
¥ —EERED 28 BN, FERRGHE LM (NSVD) (X L AMD %
Bt L7z, L L 24F 7 22 ARICIRMESEIESHIL L7, FT3 29.6pg/ml,
FT4 7.77ng/dl, TSH 0.005 1 IU/L LA F, AMD Ifi F8FE iF 237ng/ml T,
BEOMEREEE LR D, TFRRAZH%G LRBRG TH 5, EF 2
ITFERRZ 2 ZBICR R SN L ENER O 16 B R, 1437
ABICEED TSH LEB X UHFRIRELZFE D705, FRIPEEIRIZIEE
HTHD, ER 31T Brugada FEFER O 25 B, LEMENICX LEE
BB LT, BEH 1E6 1A TTSH ORE FEAZBDELDHTH 5,
JEB 4 1T 0B RED 2R T, NSVT ISR LB L7, 1E 1 AR
W33 M EERIZZR,

[X#R]
J Am Coll Cardiol 1990;15:1118-24

Circulation 1999;100:149-154



| [4-6A~19927-d04] . YT TR, %\(\% T i 1
. il i I ‘m” . N i . , . . S . : m%:
‘e |

|
| } ] N
; | | ,. i i
i | i o
i { o { i '
I i ; M I |
i ! i i H ¥ B
4 B i b 13 ) ,
- | | | : . )
i i i ] i
R i 4 | 3 | B R
b i & 1 il i :
! il 1 | ;
! | 1 i
! 1 |
| i ! } I |
| i i | ] | {
i i | : i )
i m | 4 " g i
I & 4 1 i i 3
i § i [
b it it i : b

5
A
£

—




11. 77 0—mEUEMZRZERIOEHBIZCONT
MO =R & RO EEROBEKREFE O L
— R R —

MiEfAE L Z—Fk DELEE #— AR HEHE
ERMEDEBINE R RERMZCHE  S2H FIFE BB TEE
FEPIFF—BR  /NLUEERER

rhiE Ak

[iIzCoiz]

7 7 u—NEIENZEEE.OEEPICRB T 5 LERFTR - BERORH
{22Vl \T*ﬂén_j‘ L7,

[xt5:]

b MERRIZRWT T 7 u—UEUENE 5 FLIRITLESRE & & O 30
Bl (B 17 B, &M 13 ) THERT 11~49 % (F¥ 28 5%) . MR
Btk OS8R 4 6 - FERRIMELZESEA 26 Bl TH 5,

[#ER]

RIBFINFFEEIL 7 » A~14 5% (B 4.7 5%) . LEHEH O HBI3i
10 LI ED 7T5% 72 o 72, DESEHORIFIZSL < DNASEME KRR T, 1/3
PLEDOBITEIEEE 72, VT HERIE 1 B EZIIREN L < | EBEEE
ML ESERIT 1/8 BRE TS - 7=, FAIRFO LFaERIE 100~250bpm & M1/ A
ST, R OESEIIIEREME S B LT QRN EV Q&fIZIEE %
9 QQRS M AV O ERIBFEENZ e EOMELY B & DTz,
[#&3E

Wt O LESEITIE 1040, EOEFHICE < HBR L E5 e 2
L7z,

FERFEME AR TITBER D 2 < LT LOIREIIE S 2o T2,

[ 2k
Gatzouls MA, Balaji S, et al.:Risk factors for arrhythmia and sudden cardiac

death late after repair of tetralogy of Fallot:a multicentre study. Lancet
356 975-981, 2000



12. FIEIRETRAELEATI—ILT 2 UERESBED
EHFRD—HI

WEERAY MR B KE ME B
BH L& EE KT

I REAE
" ES)IER MR BEE HEiF
ZERE MEE ZH E|E

JEGNT 14 i, FHRE L LT 16 BFFIZZ2R5E L’Cb\é 10 &%
B DR C ST-T BE 2R S EEICTH T~ A X —EE AT
REBETERE LR E RS TRIBBE I N TV, 11 mRE, LOZRRIEE
L L CEEAAEIN, Py FINVEBBNREBEZITONE &
ZAEGELEERNBREINETD, BEEN TYUREEN SN,
ZRERDERIT OIS 80/47. QT KR 380 msee, kL v K I /VEBIE ]
RECIIER 7 vy 78 210/ OZBHEOEHAPTE N, BIE
RTHo=N, MBELFHERL T T/ a—L 30 mg Wik & %@%‘JB&

TRIBBIE LT, BEOTD 13 &L Y ZERFICTRRICRBE 22
AVEEER CRRIB LTV, 14 BRHICRBBKOE LTz b 2 A% §’k7iEL
7o WEEZR 2> b — VW dREE 272 ICD OGN & E X DNDEEBRT
H DN, BIERFNIT 5 ICD HHIAAITEBRBLELEZ NS,

[z@k]

Sumitomo N, et al. Catecholaminergic polymorphic ventricular tachycardia:
electrocardiographic characteristics and optimal therapeutic strategies to
prevent sudden death. Heart 2003;89:66-70.



%%é: @ E U

55 ? EE



13. MBHMAEAREIZ propranclol ALY FO—JLLT:
HREOEHEBD 145

FRRFREREEFREMARNIRESE  BAN B R S
R ES XH HF
BE A A EL

FEFNT 11 % 4 » AXIR, 6 REFOFERKZ CLEHAHE (VD) 2E/MS
N, BEERIZZ <. warm up B % £ 5 non-sustained VT 2NER
L. EBAERIZZVFARAE L 2oz, L= a— CIIBEEE MR - RS
BEL7, VI L— N ER 270, FEAREIRELZ R LS LI-NK
BlI o7z, 2003 FENOEVE. FETKEBR L. KT
150/min g% @ VT, JEF X TOIEKR, b 2 — CERZRDIEEIER T
% F 7=, propranolol AR F T nifekalant Bi#& L T, 70~80/min DI
RBENIZWE L BRERDEL Lz, sotalol BEIMONARIZEFE L7722
BOVTEAL L 72 Y . amiodarone MNARIZ propranolol Z#FHA L7z & 25
90/min At DIRFRE~ZFEESHFBREMN L 20 | D= a—THUGHEREITE
FogE L7z,

[@k]

F.Drago, A. Mazza, P. Guccione, A. Mafrici,G.Di Liso, P. Ragonese:Amiodarone used
alone or combination with propranolol:a very effective therapy for
tachyarrhythmias in infants and children. Pediatric Cardiology 1998;19
(6) :445-449
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14 AT UBRRHEREOLEERICE T HEHBRE
ERBEMR

bUb/NEREERRA ¥ — BREE  O/NBEEF EIE EE
ZHBELHEYE wmR K

EI-E=R
B A

BT a7 I RS LESE (C-VT) 238 7 e vy h—0BE8%)
EEDLNTVWARERIRFMEOERD B,

[B&9]
C-VT o FEAIEZ MR L RRREZHETT 5 2 &,
[75#£]

C-VT3 #Hliz>W\T, hlLy FINVEEBAMLERTEREINL C-VT
WZxt L, ATP, X3, 7urJ ) a—VORSHEHRN%, 18
BETWEALE—LERBIV Ny FILVEFAFLER L TEDOL)
REHE LT,

[#ER]

FHNBZMEICHOWT, 1T e 7S5 ) a— OISR R L, 1
B ATP L 7'm 77 ) a— /)L SIS MEE TR L, Lo 1 Vit
BN E RIS RhoT, BEDRETIX, 100E8 7 2 v b —DARTHER,
167y h—byZua— VO TER ERRZHEZ RE 2o
7o 1 BINEZTh o7z,

(R

C-VT Tid, FERRZME L WEDIRIT - L., BARSHEERI 2

WIS B IREIE ORI R MLETH 5,

[ >2#k)

Leenhardt A

Catecholaminergic polymorphic ventricuiar tachycardia in children. A 7-year
follow-up of 21 patients

Circulation 1995 Mar 1;91(5) :1512—1519



Casel Case2 Cased
Age 12 15 15
DiagAge 7 3 7
Symptom syncope syncope fatigue
VT rate 160~210 160~200 140~180
ATP effect (=) (+) (-)
Verapamil (=) (=) (-)
Propranolol (+) (+) (=)
Treatment atenolol propranolol
+sotalol l
! propranolol
disopiramide 50mg/day
! +sotalol
digoxin 120mg/day
+propranolol
l
propranolol
l
nadolol
50mg/day
Course asymptomatic asymptomatic fatigue
VPC VPC sustained VT




15. INRIZHBITAHER TWAGHASOFRAEIZ DT

FRERERAZAERERERATRR B R ERES  IR R ETF B wE
axREN FH BT
FHINEZE TFHEZRR

ZET 7 Y=y  JRHE ECO

B mEE OFMIXEEREIR DIERERED Y X 7 FHIICEETH
¥ . Microvolt T wave alternans (TWA) H HEHE SN TW5, LarL,
BITRAR FIEOHIRY H 2 OFED R TOMEBIZIZRADLH -7,
Bz 13 A TWA 5128 (HEARTWAVE, 77 X &EF) Z#HAWT QT
LR (LQT) BIR 44 (F# 6~12 m) 1Zx LT TWA FHEIZ JEfT L 7=,
ORI, —ROTFu 0BT Y 2 — VLR AEET, BTAE
3T, SHEEAR - YA L OEFHNFETH S, 3FlIT= LT A—
HZ—Z &V, 1HIIINEMZ O isoproterenol BfTIZ L 0 BIE LIfER, it
SROYIFEEET 1 FIAEME. 2 FlidfetE, 103 ERE (BEREAETR)
Lol Wk TWA SHAZRIZEDIRICBIT 2 IEEZ RS & L. REJK
NA VR 7B FRZE M NEREFETOSANFINS D, 5%
ERBIHEEEORENFETH D,

@49

Michael M. H. Cheung, Andrew M. Davis, Richard J. Cohen, James L. Wilkinson:T wave
alternans threshold in normal children. J Cardiovasc Flectrophysiol

2001, 12.424-427
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16. /©MNRIZE T+ 5 Cardiac Resynchronization Therapy
Tissue Doppler Imaging DFE AR VERE

REREYZ L L ERE R ZR ZHN IR
BR k=

His &L
H A

BHELAREDEE L L CTO Cardiac Resynchronization Therapy
(CRT) D/NRIZBITDH|E TP 720,
[RE 1]

6 » ABIR, LMW - BB % EFRICKREE, Fbike, FRRLIGEET
ZRO, DA TEERLHK &2, SEHUODAREEIC LT,
& ﬁlfiﬂﬂﬁ’*f#ﬁ&%#ﬁ <. CRT ZWHHIEDT=DIUDIERY 7T —T WVIRE %
#5177 L7= (CLBBB, QRS duration 140ms),

(DlgAh 7 —T VaE) LV apex, RV free wall, HRA |2 &Mz catheter
ZBtE L DDD mode (2 T optimal AV delay #FfiZ fE1T L 7=, Electrical
resynchronization; AV delay 150ms {Z C minimum narrow QRS % 757=

( QRS duration 60ms ) . Mechanical resynchronization; Tissue
Doppler Imaging (TDI) %A L 7=, K BT Ts-SD43ms, AV
delay150ms {2 C minimum Ts-SD15ms & 72 ¥ | Tissue Synchronization
Imaging 2BV T HEFEEA T L 7=, hemodynamic change; AV
delay 150ms {2 C Aortic VT 13 EE %R L=, 51%. Epicardial lead
12 & B Pacemaker Implantation ZFE L TV 5,

[&£]

CRT iz8iF % TDI Z#FH L7z synchronicity DFEMMIL. & D HIRE/REE
AR OBREELFREIZL 9 5, MBTEINOES - FHIEOMSI 5%
DRETH D,

[?ﬁ?ﬁﬁ

MNRIZEBWT S CRT METT A L CERFMEMIZZ T T <, TDI M

%ﬁg@i%]\?"\ X THD,




17. £ XREDEEMIDOHAT—TILTFTIL—a DEEA.
TI3k. end point

FRAFEMKE FBRENER 8 o ERE SR
REE B E

FERMDEBIZKT A LFIFOH F LWOEER BBV REEJRE:
\ZBENRME ARG DD L 0 EEREFIDEIS & 2D 0835, LvL,
JEARTEA D N ENRIIER L REIC L, TRIZEEL S22 FREESH VR
BEDn, XRrLed0ik, EELBLEBRIIEEBNHET, BER~—
T, DEABSECLR CRBCEROETRET A BRI A
BETHD, ZNOIEFT /—E, M, FERES 2 EOmEDE
TEFZA L. FEE2—BRECT S, 40, Bxix, BELEEE2E
T R DIRBINRI DA T —FT VT 7 L— 3 O, BE A, Tk,
end point (2B L TRt L#HRET 5,



18. £ XHMVERfTBEODTF—F LTI L—3 Y

AFRMINUERY Y 7 — B 2/NER (DIE/NER) wmE T BR BT
HE & $k
R FFH

DIRFERZIL, LA, ORI, FEEER~OBEBERIE R &
WX > CTEBREICAREIRNSEAET D, NI 0 BERRERR 2 & O
FREENFETIVEESITEANRBET 528, RN AREIROJREA &
7R DR FHEENEELRSTH, FIRICE o TREREADEE DN
FERR S AU TR IZSRAME RN R S 3 AT D,

FERMDEBOLNEEFRFZICEAT 2HEPEREIRICBB LT, &~
BRBEEOEE, W7 —TNT 7 L—aOBRESHDODBER LI
DT, BRbNOREERE & THRE L7z, 2003 9 A FTO 11 F/H
T —TNT T —3 a3 &1T-72 589 f] (702 [E)) @5 % CHD %
AP LTERNL 78 FIT, Z D5 LERDIFZIESIL 50 flThH -7, (1)
DERNEURESRAORNEIRBEOEE L, LEVIFRIZL > THRET 1
v 7 RMREBENTER IND DT TR, BEEINZLEBEH TOME
HEEHEERREF LR >TW5D, (2) Mustard, Fontan Firi D
FENEEMESE D electroanatomical mapping DE AL X - TH O
BRI TAHBNEZ TE7-, LA LERBHOBFBEABETHY., BE
ELORRR, v v B FEREBEREBIEOFEINER 2 EB /N5,
(3) Fallot iz D/LESEASL ., BEELOH COLERBEC.LEYRICL S
BTy ) PRERBEOEE L ->TBY, 77— a VAR
Th b,



19. EXEMEERZLERS SCDOERHBROBERREE &
FIL—L 3V —CARTOZHW=&RE—

BFERNKEE_NF - BREEEE - K& =#C- BE —Z
BEFERKENER - BREBERE Y —  DUFERRE &iE {E]

TH B
Fr Ik~ RE Pl =

TR DR BN ICHIET 5 LEMER IO EEERO A EIRER %
electroanatomical mapping (CARTO) %W TEHE L 7=,

1) ALRBRZERAEIMz N EEZOND 12 6] (77 v —UEBED
LPEENR 4 6, OB FRRIBENE 4 6, DEPRRXIBENRRE 161,
Mustard #f7% 1 1, Fontan fit% 2 ) OFRREEARIFAZEN DD D_R—
THIZE LN ARE D voltage map A #RET L7, DEHEHA (AT) 237
BwEN7= 11 40%, FEBEIC double ¥ 721 fragmented potential % -5 72
BALDOR VIR 2 & ATIREN (<0.1mV)iEE (LBVA-DFPs) #A.0LE
DORBBABEIZBE SN, Fr 2V EZER L TWe, RS AT OFIX
TRCY TR BN, 11HF 6 6L, ZRFEABEZREKEE T
HLEHABGFHER ENT. BRBFHEE SN T LEEEISMUIET T 3882
ST /e Fontan T GIZI3A LE®RMAEED LBVA-DFPs (3812 sh
QI Y

2) LDRBEEIFO-OAEZREE (RVOT) IZHEGIBESMA bz 10
Bl (77 o —UEE O LNEENE 96, LEFRBXEBENE 14) O
FER BRI ALY & D_— 0 TR b vz voltage map ZHRET L7z
M AT DBE LRV, T FNVOBBITHA SN TRM-72. S VT H
WZMATENEEDNZTE LTV e 1 TIEEEMZR activation map ZHi< Z & 23
T, S-VT i RVOT OF¥E A .M KEEFE v iR 5 ) = b Y
HEEHTHY, BEI L =R E CRIREEN 21T S 2 & TRIGTE 7.

CARTO % i\ 7= voltage map 1%, SERMLIEBINE O EEEB IO
DEMEEROAREIRERAZFREL, 77 b—a3 V&2{75 O3 E A
Thb.



20. £EXMEQ TERERED 1451

HiRERRFRBRR NER OEBEE—F SEEKT
AR miE &R A
A

FEBNT 4 et B, I IRHNCRIRIER ST\, 3 » ARRICTF T / —8
fEo e 2 MEMEEHE LIEERERZEL 2o7, LUK, Aoy
V=R 9 EHY, M- CERBRETONEREEFTREMEINT,
TADPAVENTH TAPAERNIREIT> T =,

TRk 14 4 10 A 3 A REEUMEAL L72%., SFMEMRENHR, &
20 TIRIELEDFE LN ERE - FEALELNT, 7/ —FE& 2
L7c oD HRRainE & o7, RERIDLIE RE, 8RE%OHE
AT 2bRETLEZLEMBIREZRD Y R4 U EED S 2 EKHR
ARENTTVMRFARRIZ BR © 7o, TFRE% O LERITIE QT OFH R IEER
late onset T wave 225 QT ERIEFER (LQT3) L2ZWrL7-,

NRIZEIT DR - TV ARIEIZBWT QT ERERRHZ SHEICE
WICBOULBEEN B D B 2T,



21, RN Q T EREREOERHRT O L 608 HHER
D

ERENFAFREGFROMAH RERERE HE  LEMEREE BE #H—
: BF = 7 JE—ER

e =5 B #—

Bk IER B FEX

BRBRZEFHMERE fikitn OAREERY KO ZiT

BO BA BE EX

EAR REE LI FERR

QT ERJEMR (LQTS) TIXEB) AIKARSIZLVERNERIND
B, BRRBICLY EER QT EEZFR TX A 0+SICRst STy
RV, I TEETEFEOER SN LQTS BRICBIFA Ry KL
EFAR & EERKATOREEZRET Ln, 2T, BN E 2
S, FEROBH o7 LQTS8 il (5B : =3 : 5, LQT1 &R 6 4. LQT2
BIR 24, 67%~18 %), WIRREOEmE KA TR/ AL (7703
WK QT fERE) . MLy RIVEEBHK T# 2~3 0 LEROERS 3 03
o QTefEZEH Lz, BFEIEH 31 £ DFHE+2SD E4 ER LB L
L7c (BEHERKBFRTRFE TR 0.42 secl2, EEIAMTIL TR 0.49 secl?),
KOX DI, BHEBE/KBINTIX 84T 7T LRI, EEAMCIL 8 4H
6 LG TH 72, Herg BInFEE 2R 24 ILEESARABR CRE
BQTERZRI R0 ole, SHEFSEEL L, Trigger & DEME &1
FTANENRH B EEbN 5,

Case Age Triggers Gene Dx  Face immersion Treadmill exercise
No QTc  assessment QTc  assessment
1 17 sleep HERG 0.55 abnormal 0.44
2 15 standing up, rest, defecation HERG 0.52 abnormal 0.41
3 15 sleep, standing up KVLQT1  0.61 abnormal 0.59 abnormal
4 15 exercise KVLQT1  0.40 0. 50 abnormal
5 14 exercise, swimming, sound KVLQTI  0.53 abnormal 0. 49 abnormal
6 8 exercise, swimming KVLQTI  0.50 abnormal 0.55 abnormal
7 6 exercise KVLQT1  0.44 abnormal 0. 50 abnormal
8 7 exercise, defecation KVLQT1  0.55 abnormal 0.50 abnormal

[>2@K]

1 Shimizu W, Tanabe Y, Aiba T, et al. Differential effects of beta-blockade on
dispersion of repolarization in the absence and presence of sympathetic
stimulation between the LQT1 and LQT2 forms of congenital long QT syndrome.
J Am Coll Cardiol 2002; 39: 1984-91.

2 Yoshinaga M, Nagashima M, Shibata T,Niimura |, et al. Who is at risk for
cardiac events in young patients with long QT syndrome? Circ J, 2003 (in
press)



22. QTEREERE —FEGFOZEHEBRIZETHSME—

NINEEEERE NER EOERL #E FAFE
SHI BZ BEANES
e B IR —ER

QT EREFEHDOENPGHAELZ QTEREZET 2 3F R LT, 2
W L TBRICIIAIRE O L ST A, RIEGIRA ORERH Y BET D,

EFIL ;7T ARBIR, #1322 FTh#p, LQT &2E 1 B -blocker lj\]
AR, RIZEAREI LY QT EENRA S50 B -blocker Wﬁ{i@ﬁ\
M E L, B FRRIFEST SN, Ef 2,5 TALKE, & :t 13
F s, LQT OZWr T B -blocker &5 7= 23, +/\7‘£:1/7 7 A
T URFE Lo T, RITHAREL Y QT IER 23 HER: L. B -blocker
DR Z BRLE Lo, JEF 3;3 F &R, 9 W AR, K- 1TV AdH Y LQT
LW, B -blocker & Mexiletine ®NART, FHIFERAE T QT EES
R STz, TBRBITER - 720303. 8 IZEEH D, NEARIZEA S H
TR, BYEE AP LZIRME (17me/dl) &¥IBT L7, BRFHRICELEF
RER AR,

@49
Risk stratification in the long-QT syndrome. Silvia G. Priori, Schwartz PJ.
N Engl J Med. 2003;348:1866-74

Molecular diagnosis in a child with sudden infant death syndrome. Schwartz
PJ. Lancet. 2001 Oct 20;358(9290) :1342-3
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23. B Q TERERBOBRENRNEICET K
—REANROERIRKERKEQT c [EQXL—

BRERFREREGRAREREEREREFHE LB BE #h—
B ZE W JE—ER
e =& BN B
HA ER WEH F
BEREBERZFEZDMBRE il OFRD ZL AREET
B0 BA BE EX
BOK i Ll AEER

BERTANT QT EREFEE (LQTS) DEEDFH—ERFITH 523, 1BE
BRLAT: DRI QTe A2 FEIIZE L T2, LQTS BELLERITE
B, Kk, BEREVONPD MY H—Itl-TRB&%, £Z T, BHE
TN T BHIEERARI% OESN AR, AR /KA RERRED QTe |,
WEINE TIERESADD Tend FTOER (Tpec) L0 THE
T 5, JMEIT 5 LD LQT1I B L 24 0 LQT2 BE (X 8 5o b 20
). WBEITIZTE AL BERAIE AL LF TR L, LQTL LML
=5 BIEMAIDOA L L, IBERIOERICER L W zhkAT#E QTe
& (0.508+0.054secl2) [IVEEBHLEE 0.41510.023secl2 & EHIZIE
L7z (p=0.0431), Tpec fE b EFHIZHE L T, BEARRERE D QTc
IXIBEB AR RIS CEMICHED LT W ho T, BEmEAKATE (E-12
AWMHPORK QTcfl) IEREDIRHEICENEE 2 b,

(2]

1 Shimizu W, Tanabe Y, Aiba T, et al. Differential effects of beta—blockade on
dispersion of repolarization in the absence and presence of sympathetic
stimulation between the LQT1 and LQT2 forms of congenital long QT syndrome.
J Am Coll Cardiol 2002:39:1984-91.

2 Yoshinaga M, Kamimura K, Fukushige T, Kusubae R, Shimago A, Nishi J, et al. Face
immersion in cold water induces prolongation of the QT interval and T-wave
changes in children with non—familial long QT syndrome. Am J Cardiol.
1999, 83:1494-1497



24. BEDEHFERZEE LWPWIERED 14

BAKRFEZH AR BT #BERX kK EH
A Bis A0 fik
&N W O#IR &
B OB ME Ak
JFHE B

EFNIE 14 5. B, FEETIIRT OEER WPW EBER L 20 ST
W5, BRI T REZ &2 L, 6 mIF0 R OIEES T WPW 5E
REE LTS, TOREABIELZARTDHI ENbon, T<I
Z1E L, WBEITZIT T 220, Ak 144 10 A 22 AR L v 8iE. 397
ZEREL, B THERBBEE LAWY, HAETKELE, ¥
KRBT R Tl & 168cm. /A E 58kg. kA 200 LL A% M F 74/52mmHg,
BARAR, AR, EfRiE JCS20, LEM (K) 1 RR EEAARE
H]72 wide QRS tachycardia T. DC100J & CHRFHEIZE L=, EEK 15
£ 8 A 27 HICERAEEFIREZITV., FHREURER OBEMIZTh L
776

RN TIE WPW EEREIC L D 2ERENREIZ 2 > T 5B, /NETH Z
DX S RIEFNZK T HEEDLETH D,

(2]

Pappone G, Santinelli V,Rosanio S, et al:Usefulness of invasive
electrophysiologic testing to stratify the risk of arrhythmic events in
asymptomatic patients with Wolff-Parkinson-White pattern:results froma large
prospective long-term follow-up study. J Am Coll Cardiol. 2003 15;41:239-44.






25 iEmU T b —I2 kB0 EHAOERME

AEPRAR NRB O FTE |R OB (SN
5% B

FEANT 11 » AOBIR, £% 11 » AIZ 1 B HVEEER, IREKE
FEE., IWEETRADITZ, BMEREDOBIIAREIRKIZK O, DE
FEHOZW TERAANRE L, Do a—TERLHORE., Lz a—E
EoLEARRONZ, BHELENI I ERETuy s, A7y
Thol, EM7ay 7k (K1) A7 v v 7D 2 FEEO.LEHEHN
(VT) ATz, U RDA 2, 7TarT ) a—VoOETERE 7=,
TuahA T I RT VT i3MElE L7z, UL, ZTaba o7 2 RO
B EN 95.8u g/kg/oTh VT BEHGRT AL 9o 0EBEXRLEHRE
ERREEIT-o 7=, HWERERMHOER EEZEZ 6, AHZRWEET
Wh D ARRRIZEER Uiz, EENSERM T oy Z7BOERITELE LU,
U#EREE R TRy, 7oy 7 BOSET 3 ERETLERY, B
RENWCHE E e 672 Ipo Tz,
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26. BEXEDEEICHE L-DEHEE - 2 FHEOBKE.
RREIZEL=—H

eMpERFEER NER EHE O SE ML EH
8 wmE Al K-
HAE FTA

JERFLLAGRE (HCM) TILODBEMAREROFFRITELE L 2<, Ak
FNCIRRAE~DOEFRERAZREXTHDIEEZLNS, LLERL, E
R L= EMED (A 1EENREETH 5,

HCM IZ Af ZE80F L. EENIBROBREDT-DIZ1E8 » AZE L
BIZT7 VA = FiRER, EXAIRMAE) (DC) CIRFARIZE LIZEF %
RER LT THET 2,

BRI 8 mRFIC HCM 2l Sz, 17 BB % L2
Af IZRO Tz, 2 » A#%IZ DC B CARRE LR EE LT a—TKE
BRNICMEPNHERINTo T —T77 UV B E5E2BB L. 14E8 » A
Wi OTEEEHERE L, DC 2/ifT LI=RNER Thotz, 7V A =KD
MNARZBRLE L7z, 3 » ARIZADMPIRE L 2o TWHDEHRL, BE
DC #MfT L= & Z AR L o T, FDH%—E Af L72-77, DC
W XD ESIZTRFRARICE L,

[X#Rk]

1 Impact of Atrial Fibrillation on Clinical Course of Hypertrophic
Cardiomyopathy Circulation. 2001;104:2517-2524

2 Atrial Fibrillation
New England Journa! of Medicine. 2001;344:1067-1078
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27. DEMESIZEREHAT—TILT7IL—30EToE 146

ARfMIKLERE ¥ — F2/ 08 BJFE BEF &K W
HE &' ®F (K
R 35

AR LFRE BReGT v ¥ — N N R =6 =

FEBHNL 16 A TH 5, F% 1 FEOERRE TLEHSNE (PAC).
B 1 EOFERERRZ CUEHER (AT, LEME (Afib) ZfEHEIh-,
BREER, SRERLERIIRD T, MR angio THEFIROILIE HERD 220
o7, BEHEFZP on T #H 75 PAC %38 EEIBE W2 T PAC 56
AT, Afib IZ®B1T LT-, BEXKABERKREICT, «Wf%z IZIEE . PAC O&FEH#

DLBEEEEEII Yy T E2iTo 7, Brockenbrough B CTEA S
REODEBIZ Yy B T2 {TolonNBIF2% ui%aﬂﬁﬁotou
FRE RN R B OEM 2RO, FEALICEE L PAC 1Z7E %, AT, Afib
bER IR ot
[Bz=

A D Afib D EFE BEREOFAERA & LT, MEEIk, £ - TXERS
<amehTnd, NEEED Afib 13FTH Y, SEFBLILLETREG
BRIEIRO PACIZERIE DT —T VT 7 L—a UBERNTH - 1=
G LT,

@49

1. BBE. RIREAN  DEHBOEBE LI URKRICEHS0ERFEEREDRIL £
UZ048. Ak 2001,;17:39-52

2. Haissaguerre M, Jais P, Shah DC, et al:Successful catheter ablation of

atrial fibrillation by ectopic beats originating in the pulmonary veins.
N Eng J Med 1998;339:659-666
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28. ZARMEERICELERFEDDEHNZES G LIDEHHA
BOERZEL= 14

1

TEEMBRIEFE L — SRR B 5 )IE B
FEPI A B
m fEsRass A FER
TR Z UL EREE BE L

ERAREERICALEERO LERAT A L. DEHRPELERZ
ELTRMENCERE LT/NEBZRER LD THRET 5, EFIT 1835 A,
12 R T WPW ERF 2 B a ik, DERTRTAZEE
£E 2 IAFAEE & wide QRS T 75/4 DLEMATETIE & £ 2 b D FENIE
£, DEBEEBRE CIIEERBEOIEETIZ L Y LVEDVI X 117%N,
LVEF i339% &R T L T e, 0% LRSI 5 & L2 wide QRS
DR LY LVEF X 29% IR T L7720 8 7 a v h—%Btk L7=25%)
B EF T 20%I2IE T, AT —T VBRERIZARICHEE LB T
— TNV THRONICEBEM AR — I R» D EBEIR O LEE
WA EDIVDIBREXEEMRE % 1T, CARTO mapping (2 & W 2L0ERN
EHICREEET A LEEBICEVWLTT 7 b—2 g VAT LTI L
7o LMPLERIVESR, B7uy—2BHLERREIZLHAEHE
MUDAREER S BEEL Uz 72 AR T AL BEYIBRINIT & 51T LAEH
IR LT,

[x@k]

Komiya N, Amenomori K, Nakao K, Matsuo K, Hayano M, Yano K. Sequential ablation
of orthodromic atrioventricular tachycardia and ectopic atrial tachycardia
with a single application of radiofrequency energy.

Pacing Clin Electrophysiol. 2003 Jan;26(1 Pt 1):108-9.
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