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1. FAZEMEIERTLLHHED 1 4]
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[F&5 ] IERALLAHAEHCMIC B W TREEARITZZGRIED U A7 L7 D Z E R BALTU
%o AEE A T AR FEICRIE U 72 FAZEMEIR KRB AEHOCM) D 1§ & #85k L 7= DT
W5,

[JEFI] £E0 41 B 1 B, 4070g THA L= B, FIREE, TR MRt FHEIL A
W, BT L0 IR EABR MM & T T — B (SpO2 80%71% ) & 78 8, Lt = — (2 C HCM
BELOASD & W SN YBERRIT & e o7, ABERFEEAOFT L CIImEl &g, LEE,
I+ TV 3535 K OUHEHABK HH MM (Levine 2/VD) &2 BEHL L 72, F% 2em il L. PUBSRRY
TR R 7o, M X R | CTR64% & LER & 78D 7=, L EE X FLIX HR130/47, Hil-45°
FHi7ay 7 1ERE7ay 7 Tholc, ST-T Z{UITRD o7z, L=z —prix
{S,D,N}. FHH e /e EEEE OENN(Z=1.9) & I PRI IR IEE(ASH), /2 =89 H K A 42
(LVOTS) %78 /258 FS 1% 0.69 & hyperdynamic C & > 7=, ASD ] 7 [ EEA& Th -~ 7=,
MEARA = BNP 3120pg/ml<& &l CToH >7-, Bblocker DR Z BAIATZIREE & 72 > 723
& M- 2 EFFICFFARE, X EAT(HR 180//0) &7 777 L A = K&tk L7z,
Z D% wide QRS. AV dissociation, VT, JET 2 EOHBLAH Y T u A, AxT L
Fo, 272 h TN, TTV D ERG LI RITME S Bis 35 TKIRL7Z,

[%%2] HCM O PEFUER 7 & LT, FHIRIE, REIR, LVOTS 2 E03H 5, ASER]
TIEZOWTNHIRDER 1 20H THLE L7z, M CROBEIZE P Oftho HCM IXHLE 11
B TR 3-6(10.1)y. FIEFERHE 0-7(3.4)y TLEXFTRILIT AV block, ILIILaVf,V4-6
® negativeT, PVC, abnormalQ 7¢ & T o 7=, BNRMEFAE OB E 2780 1o BiliX 72 o 1=,

[F53E] A1 K 0 FAE L HOCM O 1 Bl %5k L7z, AEARO = b — L3 WEETdH

277,
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(5] T4, DR L A A F v FVREOBEN#E STV 5, Dk

=

ElCBWTH, DERBEEPEBICEI L, IAREREREE, BFE7r vy 70QTIE D
DEBOOLND, SBFHRAIE, LERMAEREE S QTR ZH D, XN—AA—T—
T Z AR AT -T2 1 Bl a8k LD THiET 5,

EFI] 9 B IR, FHRBEICHFL T _REZ &2 L, BEBRAIRE R STz, AR
DAL 77bpm, == —T VSD, ASD, PDA Zfiafii #7225, ASD, PDA [ZHR
PASH, BB CH 720, MIRGETTHM T a v 7 380, 2T /83
CINIRBHAG SHL7o, 3 I D 2 — COO A LR S L B2 S 4L, 0B T T Qp/Qs
1.1 LVEDV 174% of N, EF 59% Al EiL7e <, 9 mEhfd kL vy NI VAMLLER TIE

HEEIEEMK T L, max HR 117bpm & DMAINEARR Th o772, £72 QT HEE (QT ¢ 0.510)
RO, FWHAMRBRTIL, AFTLFUIACED QT EMCAR AR I Ik D QT LR
172 <, LQT type 1-3 IIBEW TH oo, /27 bnvr, a4 ) —LAfLTa—T
ILHERE L HLIEREDIR FAvRe S, T/ NI VAIRZFIELT2E 24, 2EIOKM %R
Dz, X —DERTH 39 POAELERH-7-, EPSICZLYEREEEE (H
V block) ZiR®H, LEOANICH S BFIIER L TWen, VT,V IFFHEEI o
Tro TAARAITAE D AR D ATREMEDN B < = R A —H — DG & & 2 B, BRERIRAIIZ S
—AA—J1— (DDD) ZHiziAENTz, FOREIERTREL TW5,

[F538] OAEE LR E T MBEREEZ GO 201038 D | X=X A —J —Hi 2 AR
%é@t%?%%ﬁmgk%zghtoitﬁlkbf4ﬁy%f*w%cmmmr%
DOREE R G T 2 BB T ORBLLE L Bbivi,

~
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3. LEMBYCX LEBRHINEIR - b RERIRMREEN 2 1T L 7o 2 = DB (LR E 0 —
1

OMnge ZE P, ik &Y, miF FE Y, Bl BV I B BE fneE 2,
KRS Y I FukE Y
B RFEIRET SR ANEAE Y [ JEERZRAE Y

[IZUDIZ] DIEE RS IS E ARG L 2 L, DEERIK T, Rk, ZERER L
DHENZ O, FHC NG TIEBIEAREROE I3 H O REIROEHNEE TH 5,
[EGI] 21 5%, Bk, KH K ERMESREERNH Y 4 mFLV YETT7 +rr—&
T\, 7 RIS P2 © LM HISMIGHE 2 Fadi S 7o, & D% DlisitE B i
DS 7 — T R TR LREE L s iz, EEMERREDILE 7T e v i —
AR URSEBIER LT ey, 21 O RV 2 — DB CEBEE (2O D 46.5%)12
MRS (HR max=272bpm) & f5 4 S 4L, BIRMFIELZ RO 72720 | DIEE KA B IR A
KORT—=TNT 7T —3a o afidT U, /ESERAT TR U722 SRV RIBR 2 378
. LVEDVI 112ml/m?, LVEF 37% C& - 7o, TR EIIREREREEZ 2L, Vv v
THRRLRD Do To, WATHEREIL, B8R EZ 2 L, &P WAL His 1
EToHY ., 7 His FIE T HEMREROFIEITEE SN, 4 Y 7 rT L /) — VAR
TLHEMENNFEIE S L2z L5 PRRZERNEC T IRICEMmR D 7 —FT L2 A L
~ v BT ENAT Uiz, fiiidA Y T a T b — v 5 ARG L O TR0, A EL g
TEHIZ DEBENEITRE & M O S0 DD EET A~ OBIT 2 HENZER D . T OHE DC IZ
TIAFHANCE LT, DEMEIORIRITA BT, A EiifkE EXEEIRCTH 72, BALE
FEAS |2 BB A M I R IRFRBENT 2 51T L. CARTO 3 27 A% AW TER M L RE IR
AMEAT L7, i, i a<EEAL TV D,

[BZ] DA LRSI NEARE S0 L. RSB Tl O S0 OB A
N NEM S IXERG N R D, BOEHAREEIRO HBLO FIREMEN & D | RRRFAY72
BIEPVELE 2 DT, DHEREIME T LW, DEMENZS LA T 71—
a UIN{TCE T,
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4. ABLBEFEPEDON D ZIRMELEEREIRO 2 EH]

OFB BT Hik 30, AR IR, 60 f#— Bk Hwr. ke BEE ¥ E
oo JERR BRAE. RN R, BiR Rz
ENL AR g v & — /N

[IZ U DI AR LHEEDOE DN DIL D LMD EEAREIRE 2 LTz 2 JEF 2 W
T2,

EF] 1] 18 iR, Rt T _NEFHEREZR L, 11 SR O EfiE25f 2, TEZ%2 L
7o 13 HE, THIREO KR X —LEXKT 11 #5E0L=EHEH (VT (CL 280msec) &
ZIRMED.LEMEHISMIGHE (PVCO) 278D KEE, 12 FHELERK TIZ, ST #5730y
B ZBO T, DI T R CHEERTIIR o700, ABIUHEOK TR A BT,
CT, MRI TH=EREE, LRICHT THEMNILE RN DN DA CIIIEMZMD
AT 7o tz, BRAFEWRAE Z 1T L, A5 0KREHIK 600/ 240/ 220 ms Til»
FEME) (VF) DFFER SN, MABBRMEIRS OIS & Lo, FIEORNFLET
VA —)LONART, BB LE L=,

[EG 2] 15 B BIE, Bt & R L, 183 RO Z M2 T PVC % 5 Sk
Bt. 12 FHELER., Dl R E CTRE L Do oo h, EEVA R TN
PVC #%. 3% (CL 240msec) 234 b7, EENHIIRIC CTROBBIZL, 15 . T
O LR S WRE CHEOJLR, BEESOK T 25807,

[F&D] WTNORESS, A OFHESE & ZPEOEEREIRO R EICIZE > T
BOT, SBOEBERVBIENLETHD,
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5. BOLESERMCLOEAFRELELHELSX 0N 14

Ol B, EA EX, B0 fk, @R mn, B &, =51 Bk, & 3% fib
R, FEEE B, [AH Rk, R AR
HARZEEFES /NEF

[IZUOIZ] DA OB LFESEH CER R DARSIER & B L7 REH] 2785k L 72 O CTH
HT D,

DEGI] 12 o &R, 6 IS L% 120 OSENRZ 54 S A7z, Holter ([ [X CTIEHEE
IRE D 2R 100 CIRPESA & L CROBBIZE ST e, P AFEREOMES TOEEL 150 O
BENRZ FEfE S iz, 3 —C LVEF=0.43~0.50, %/ MR %88, ¥ H )Tk
L7z, FIR2HRR 04 124 T, 1 2 H R ISP A EE A 5 2Rk L. 0%k 125, CTR=0.58,
BNP 189 pg/ml T& ¥ furosemide & propranolol Z Bt L7-, & 5121 HRICIES., &
A3 U CRBE, i 5 oI & CTR=0.63 & DYERKZFRD, DAREOZW TARE L7z,
DAL 132, BB 2Ef%IZ Gr. I/IV O Wit I IME S 2 I L, T4 4om it L7, o0
X QRS EAUHAI +80°, PR 200 ms, /LA 125 @ narrow QRS long RP 41 T P %
1) () J(—) VI(E) (K E)TH - 72, = =2 —T LVEF=0.35, LVDD=7.92cm,
HEEED MR, %20 TR 2388, BNP X 1910.1 pg/ml & FHIZ EH LTz,
TAEFLEARRA CIR AR ) B AEH T ATP 15mg OFE THEATEIE L P #IE II(+),
(%), aVF(+). VI(£) (K F)EZft L7z, CARTO FAEAD & FWIIAFERTE T, [
EArOMES 1.4 B OHEIMIEIL L-, 77 L—32 3 UEIT0DHE 95 mitg OTRFRES
MEFFL T, 77 L —va % 2 HEOME X ##55E CTR=0.51, BNP 397.6 pg/ml
EE LT,

[B22] ZeE i oM O.OFEUE 120 B OLDEMH Th o 7208, BEERHE B R0 F
L TWalod, DEREIR T2V B 2 bnie, BEEROLHEDCHELLE XD
NELE S HRERI &5 2 DTz,
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6. 3R E CTERWIBREZME LI IEHIRIE B =MEHH O 2 FEF

O fkifE, ¥A @, W FTA, T i | sE, N g4
AL VARl Y T i

[ 5] SERLIEBICED Wit L=V CIE, SR AEMT, EBYROGHE,
CHERE~D R BREAZE S ARBRIROFIREN:, BT —T VT T L— a3 Y OFHM -
fERRMED TR, 72 SI2 ko T, EWIRFEFIEEYIRFE OIS, B2~ BE T 2 03
NdD. AEF L, FLIREIIRAE Lz leigry#iiart o B 2 Bl L, B2
RHDLWNEIT 7 L— 3 COEERFZIEE LT 3 mE TEWIRIR L LT-. £ DRk
WZONWTHET S,

[EF] 1] AE % X D 240-250bpm @ narrow QRS AHFI(ATP TEIL)ZKE L, Hifin 14
(YRR AL, FERELEX TIX T HE & AE75E 2T QRS #RIZEENE P I (RP*>P'R)
IR, MFHERICIX S A RO T, AANBERNR SR A2 3 DM WPW SEERE &
2 Lc. 7aT =) VAR TREOBEITED Lz a2 ifilicizE=2 o3, 7
MAREL D 7 LA = RIZEE L+afil &z, B3IV RIEIIESICHEL, 3
% 4 2 H, KE 15kg 26 > THARMEIERE 2 —IcTT7 7 b—ya U afift LT
TEWz. RIS EE iR MU ER O B AL, WATHEC | [Mo@E TR L, %
D% FFFERBD TR,

[JEB] 2] 9 MHEE, EXGER « FBEUTHEV 190-250bpm D FFGENE narrow QRS #HA % 5
L, HBHEITABE. FAERALEX TIL LI FFE T, aVR,V1 TRMED P %7~ long
RP' tachycardia TV, A OLHEROESEBLZ S, DHEHIEIRZATHER, BIE
Wk, 7L A4 =F, BHEME+TY IXF v Nk LEHK= ba—)L, TuXT7 e
JUTH O REENMEONT, 1 IDHARFLD T IAF e 7 LA = REGHH
UBIEERICEA L. ZOB 7 LA = RiIgHik L, 3mBE, 7 I4 4 r b
P IR LT R 258D T2,

[Z22] BAREBIDO AL 7 7L — g LV OBISOBLEND, 3EEZA®RE L3
WIRIR ORkRENY, O L SOfRIEIC2 5 L Bbhiz

[SCiik]
1) Friedman RA, Walsh EP, Silka MJ, et al. NASPE Expert Consensus Conference:
Radiofrequency catheter ablation in children with and without congenital heart disease.
Report of writing committee. PACE. 2002; 25: 1000-17.
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7. Long RPPEODFEMAZZE L7 3 /NEHI

Ok ak— D, MIE FnZe b, W gAY, B4 &2, R B, EiF 59
HR TRl ANERL - I AERER Y 2 =D IR RZEERTF RS DER 20 &
WOZELT7 V=7 TnZo/pNERsE S Y

[IZU®IZ] long RPEIDHHAITIIRIF Ch 5, Halrk 1 RIS 3 FlafREBR L=, <
NENNERRDZZHATHSTOTE L O THET S,

UEpiseR] JER 1 1 sB R, £ 26 8 4 A, JBVE==—T 220~240b p m DHENK
ZFEHE SIVRHARARE L7z, BRI ZBB L, Ov Iy, @7 I @Y
Zu—)VTHEN T, @F R a— /L TiHE~NR - 72, Z OM—RIZ B IREK 238
e U=, 383 4 B, BRI CHA L7, 4 4 HIZ 250-260bpm D =4
e, TIVY UERBMSNTNER, 6 ER LD XU Ra— AR EN, 1V
T IV EBI L CURIE EFFAFE~E L,

JEG 2 - 4B, BE A2 IERIOEE A %2 LIZBRIC, BARICBEIRIC ST 2372, Holter
ECG Ziifk I 4v, HHIIHEIA DA Z 13 S AT incessant (2 long RP*H D HEHRDSFF
for LTz, BARIFIC & MEIIR72AVDBERE S RAF Ch o 7o, U a— L& LT
TRFHEA~R - 72,

JEB] 3 : 6 B, [UEXHEDOBEENRHY, TF RF—nd /) v ONRES L Z—1
W N3 EE S AL TN, B BFEVERFICIE 240 E TIZ B HRICKAS 20 T BEE DR 8 5,
2 AT DR L 72 7ok E A 22 LT, [E 3 SO TARE L7z,
Al H#&Z LV 180bpm LA EDBEARDFFE L ARIS IZVRIES HHEL U 7=, 3 H oo 22— T,
LVDd=59mm, LVEF=27%(Pombo %), li X # CIrI.O ML 68% THi 5 - il &2 78 & 7=,
FEAE 12 LB TR, ERTEREE B 2 o, DX 161bpm, V5-6 TSTIK T %
7=, DCM & tachycardia induced cardiomyopathy D RIEEME % & 2 TIHRE (T,
FIRA, v=_"—2_ T A3) DR S T, BERE OBERRITREE IR LTz, &
1 FE12 IS BE~FEAT S 37223, Holter ECG Tid H H1Z long RP*HL D AEARAS FEAENEIZ R
LTz,

[F&®] LFEX ETRP KA PR L D BEVinbid s “long RPN & 27 548
ARIZIE, BRI ET D EEE N E R EE T 208K AN T 0FE) = b
U —PESEH - PIRT(permanent form of junctional reciprocating tachycardia) & . fast-slow %@
BEME Y = MU —MEHENE £405, PIRT (FEEAIR 2R CH VU | ARG
ThHY, PRIV RIELRAETRHET L2 bH Y, EBIRIC L 2 0HERBIE T %
o2& bdd, SRR L 3 FIOFEMIL EPS OFRICE 228, A%IEE L CRs
Blg2felT 5,
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8. WKEHEBICRASNIANT 27 I VFRELSTHARLEHEMED 1 ZRHF

OXH Fak D, mUH CRp D AIEF 368D, 1R O D) TR Sl D, Ba &R0,
Ky akD, BN BEAD, El SR
KRIEMT RSB /NEAEER ST AR D, 7o LR ERE

AlEl, WK EZEICR RSN T 27 I VRS LERH (CPVT) Z 885k
L= THET S,

EFI] 10 metcd, EKHFIZHL TV D & 2 AR S, »D%ﬁi z %ﬁ%%ﬁ
U%LtoQTﬁﬁfﬁﬁ%ﬁbhﬁEHMTé%%ﬂof%%@b HER
FLobTma— AT RICETE 2RO o7,
2 PEERRBRIC T Lﬁﬂ%@mi@M@ﬁ%ﬂﬁﬁbkﬁ9ﬂﬁi@<@®%ﬁﬁ?%to
WX, 2 TatECTh o7, B KRB TIIAREIROFER T2, Ly FI
JVIEEIAMRE COESMNFR SN, L EX Y BT 27 I VRIS L E S
SE & W U7, JKIKkERIR & L, SESHHIIR B B EL, XT3 0 120mg/ H NARIC TRéE %
HTUND,

WNIR#E OB N 2 —DEXTE VT IZRD TRBII R TH 5,

WK E LQT & ORRITEL THDHM, CPVT OKIKTOLERLHMESNTETE
D, WAKFITIILQT £ & HICCPVT 2B ETHZ L HbHEELEEZZ LN,

(2% k]
1) Grace Choi : Spectrum and Frequency of Cardiac Channel Defect in Swimming-Triggered
Arrhythmia Syndromes. Circulation, 2004; 110:2219-2124.
2) Sumitomo N :Catecholaminergic polymorphic ventricular tachycardia: electrocardiographic
characteristics and optimal therapeutic strategies to prevent sudden death. Heart, 2003; 89:
66-70.
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9. 77 L—vart, MEEIXELLZEHe Yy 7 (LBBB) THEZELZAR
% (RCC) #&JE PVC D14

KA B D A B, B TE D AR it D, PR ERER Y
L PRBR AR /J\miﬁfﬁ'-‘l%%ﬂ D, [\ PEBRENEL

[HAY] LBBB - T h#ilia 295 PVC O &, LEEEEIK T OJREIZSW TR L7z,

[J77£] LBBB - F 5z & L7= RCC &JHD PVC %, AERHEERVOD)EJR, Z£57ER
(LCOEIRD PVC &, 12 FELEXTENENHE L, £/, 77 L—T 3 VO
#%T, b a—prR, BNPE, H/L¥—DLEXPT R LT,

[ 5] stk © R W O BATHIE,. RVOT, LCC, RCC #iF k. V2-V3 FHEDE THh -
72, LCC,RCC EJFRTlX, V1,V2 #E T, R/S 2% RVOT EJFIZEE~_TE A - 72, RVOT,
RCC IR TIE, IFFE T, S 258022 > 7278, LCC IR TIL QS ¥ — > Th-o 1=,
ZAHOFT RS, RCCEJED PVC TiX, 1558 T, SIEA#HHT, VIFHFET, Hig
BRI R DR CTH - 72,

77 L—v a3 ViR T, b a— Lk, EF i 58.0-74.4%., FS % 252—36.5%¢& L&A L,
BNP (& F L7z, H/Z—D0ERLE, PVC OSEE L, LD 54%—0% L 72 - 72,

[%5%2] LBBB - /i PVC ORJHZ THIT 25 LT, 12 FELERKIL, FEFICERE
EZOND, T T L—a VRIS DEREITUGE L DEREIR T Ak LB/ & LT
PVC OBENRE 2 Hiviz, MERIK T 2R H 5 PVCITENTHH A, Z Dk PVC O
BSGEIRSCHE R YRR L T ZEIFEE S Bbh b,
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10. BREZE LIONRHSE LR BE ORI TRWEE

ORI Mz D, R FHED, i FREESED, Hiiy 30D, &5 FRFD, 0 & —
DO D R EED, AR EED. JEES BRRE D, Bg e
[ENCAEBR eI E o 2 — ANRB D, REFIRSEIBTRIREE /LR

(B o/ NERHIRIEDOSESE (VT) TR B & STV DN EBIZRAICED
BREDOAEENTE TVDEINIZOWNWTORETD 2, Yo7 —Ci/hNEiic VT %
FIE LT 31 FEHICOW BT E AT - O TR IZHOWTHET 5,

(FHE)  HRITOAREE R 2 & 72 RV NEBIRIED VT B4 31 A2 OV TERE
XD T = FEXTIT o7z,

(RERTD @ 31 A 13 AollE 215Gz, 13 At 9 ADREME 4 A&, SER]
O VT BIEFERIT 1 sk~ 12 . FIEFE 16 £~ 28 FE03EB L TW\W5b, VT origin
X RV outflow:8 ffil, RV free wall:2 f§l, LV apex microreentry :1 ffil, LV apex or
anterior:1 %, "8 1 BT o7, I6¥EITAAR= > @ —/ 11 ffl, Catheter ablation 1
il AENEE (LA UIRR+ crioablation ) 1 fil, FECHIZNEME 1 AT 12 NFAEFL
Tz, FEE L7 1 BNIH PR OBERBE TUTZZIRIE L THB Y VT (2K D RERIE &
EZoND, 2 APBELFRREZENZZLTEY, 96 1 ADBES NIRIGR & 2
LTWo, BAFLTHVD 12 AD D bRIRIGHEZZ T TS 1 ALSN BREIERIZZ
< BEVPBFEH DLWV L Tz, L4 AD I H 2 ADBFEEL, WIhb hT7 7
IR BEYR, HPEENFIRE T o 7o,

ke - ¥ ¥ —TiRE, RRBIEAIToT/NRIZE VT 835 31 Ac>W0 T

BENRE 21T > 7o, SETHI— AN ZBR< RESEE ORA0EN TE T, itk L TR x
A DIEGNT—BIDOHRTH - T
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1. RENRSHEYT. SEERnERMFERERSICEHF L Boet LB REARO—51

O MM Bl 30 KRN e JEH BED, g K
ESZARBR G > & — /NERL, (A GOl & PR

[F5 3] 5 722 PAZEME S RVE DR BRI 4 I R ] 0D ZEARFEFE AR 3 DS BRI Y & 41,
REWRIP S, RENRAEAE D 20 FOFEFRIL, ZNEN 13 £ 5%, 1 £ 0.5% & HeE
SNTWD, Al KREARSEERT (TAA), BERME AL (TGA)M £ = RE i BErE
D EPERIENRIC & 2 Z29RFED near miss Fil A4 #&5R L, MATENRE & o BIEME 2 5 o TR
T2,

[FEBI] 18 5. 1AA, TGA (I & ZWr &L, £ 1 7 HIZ IAA EHY)A, Jatene Fifi &
fBe CHIAT 417z, & D% KBRS L% (SVAS) (AP = 75 mmHg), @R Loess
(SVPS) (/P =45 mmHg)23% 0 | 13 5 ARFIC AT KENRS Z 7 Mg, fER <> 9L
KT % [RIBE CHEAT, LARE4ELFL K T Follow % 5 17 T e, 11 i&HRED Treadmill TldiEE)
S IR PR O SN (PVO)DR A DAL, 17 mERFICITESR) TR T 2 2Rk
PVC RH BT, 18 WkRFY a F o i Rm L, D) 2 il S VRSB IR AR EN 72
(MR & 72 0 ONTRRAE 2 52T T, BT AE L R E A 2% LIElE, OERTIEas
7> 7 (QRS 160 ms)% & L, MELLAER CHEIEEA LA & 7, Holter LM Tl
ZPNE PVC2 iR F THA LN, BT —7 VR CIXEBEIRIC T 72 <, £ 0 SVAS
(AP =24 mmHg), SVPS (/P = 30 mmHg)» % 54172, Amiodarone D& A, ICD f# X iA#
ZAToT2, 9 o Atk EENVRICHEME LS (CL 240 ms)iZ &V ICD OfFEED 7 [Blf
R,

[BRBLOE & D] IAA. TGA ik iz fE 1 EBOEmE O =M A TEINR % 58 60 7o — 51 2 18 Bk
L7z, it 1 4-C SVAS OO F-FIN A L, BIfE LD SVAS VEF L TH Y,
FEMEDEMEAEEAROFE A & OBE N DI S,
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12. FHEMRAPELN & AREIER CHE L X -EE PR IC K DIABAREEME D AN
%7 7 v — MO AR

O sV WMWY, M| B, s EAY. RN BREY . g B,
Bimr RERY. KR B Bk Szt
ESLARBR AR T o & — /NRERD L T DIESME [ L A P R

(5] 77 v =D A T, MBI SIRIC L DA BARAN & EAUTRRE T
HAFENRDEE L 72 0 | BB RS EHlT (PVR) 1XIARD— D> Th D, HEMREDOUE
DI TE D, AEAENEITT 2RIORMORMITHEEN TV D,

HEY & G BEOAERRZMN I AR 7 7 1 —UEOEEE NI IS LT,
PVR & WERIIRIE & 3 BllTATV, £ Ofl & 7 5,

Ui 3] FHTHERAEMR IS 26-38 7%, 42 RVEDVI >200 ml/m2, RVEF 15-41%Cdh -7, =
FE k1% multifocal nonsustained VT (NSVT) 23 26124 5 4L IART D& I 261 TH - 7=,
IART % &0f L7z 2 fllzxt L CHITRITIC EPS + Ablation 2 fifT L 7=, %EMI 2 (Z1% Mexiletine
% JERI 1,3 121% Sotalol Z I HTHES- L TW=R, 2> hr— L RRTH-T=, JEH 2,3
{Z1E RVOT aneurysm resection %, Ablation 7% IART 23 F5-58 L 7= 5iEf] 3 (2134 RA maze
ZhefT L7z, 7% . RVOT aneurysm resection % fiifT L 7= 2 1 C QRS duration 7345 -0 3%
L7z, JEM] 1 TiX nonsustained VT, JEM] 3 TiX AT OFFREDRA B, 51 ZHEX Sotalol
DR Z fkfe L TUN 5208 control BAF T 5, JEF 2 13454 & NSVT AL TV H D
NSVT OEEFE, OHEA s L, Mexiletine, fblocker D NAR & #kfe L T\ 5,

[KiGE] HEARAMIC L DEERRZE D RAITE 7 7 v — U O HIE ARG
*F U CHENIRF BT A 2 T ARG & DA G bR I ar be— L 9 %,
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13, YFRiZRT HEERMDETL DO RERO KRR

O3 v, ‘=il 3¢, KW FHRE SRR &b, Bifg e
ESZARER G > & — /NEBRE Dl E SR

[ 1] B KIS R (cTGA) EEREET 0 v 7 (AVB) A2 &0 25 2 L %<,
RN A (TR), AEBEAROHBLE &b, HEIREREIRE 1 5 &%&%éhf
W5, HBEiIC j‘éﬂkrtjtﬁwé@:u@ﬂ%ﬂﬁmﬁﬂ IOWTHET 2 Z &,

[F5 & k] 2006 45 % TI2 U2 T cTGA & 2l SN 7B 25681, NEIROFEEE
& HELEE - MATEIE & OBIRIC OV TR L W R NIRRT L, 72720, A%
DELEOLDE L, X T NVAAL » TR LTz, SARMEASEIRIE 3 38338 2L E o
EME (VDD DHWE B PSVT)OMIHE L, AVBIZIELL EOb DL LT,

[RER] FEGIE 62 5] (55 : 22=30:32), FlniL 2.8~72.4 5% (FRAE 25.1 %), LA
EETHEITH] 1% 28 5] T, BERERETENT(FR)14 5], = J3FpEHAllT (TVR) 10 5], FR+TVR
20, ZRFPTCHAT 2 BT - 7=, HNRIZ 14 6] (23%) TR, VT L2 . PSVT iZ 11
i, VI+PSVT X 1 Bl CThH -7z, #RIRIL 11 6] (18%) T, 24 AVB CTIAMEEER 21X H 5
nieholz, 6 FIICR—ARX =D —DI AR ENEL L, 5 bilith &0HEIX 2 6T
& o 7o, FIEFEMI TR RIR & L LA BICE - 72 (38.3£14.6:23.7216.0, p=0.015),
DNEBEN & 179 2 £ TOARRIB T, 20 & TORBEEEERT, HIRT 91%, Rk
T93% Thole, ZRPVIROBRE, HERAROFME, LEHREOFME, Hishikme
WAEOFETENENORIER, BEEBERA K L2, AEEIXTR)I-T,

[#535] cTGA O#ENR, RIROEDERIZZNEI 23%, 18% T, FIEFMIIHIRND A E
WZEnoTo, HARRRE TO 20 5% O RFEEDEERITHNRT 91%., WIRT 3% ThHh-o72, =
SRR D FAEFE T AIEAR D H B BEME 1 72 hh o 7o
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14. TCPC #iitk D EREIFIEAT SRR CTRAE LB LRSI LTT T L—yv
g VBB L AT LB, WPW IERRED 1 4]

OBJF 1. I . 7K B, @ (CHE A 55
HARFARRILE R > 2 — Dl 2R

[#%55:] Fontan fifitg > FEEMNL, MATEREOE A K LLARRDREIZZRY 9 %,

[EFIESIE 2 7% 6 20 H . 10.6kg, BLLE(DIRV)D B TH 5,2 5% 3 7> A BEIZ fenestrated
TCPC FHi#4T -7, A2 5 Intermittent WPW & 27 S TN ASEEFAIEEE D 727 o
2o TCPCHFIEFR > & 884 2 BHIRNZER D B DO PURIENREE & ~— 2 > IR I DM TH
NIZH SO Ay b r— LV RR D2 ABE L 72572,

[#Ria] 7 VA4 = FNIRKAOVLE pacing CTHHA DGR 21T > 7203, BEENIHEIA A58
Dz, P, LT aRE TLENMEEOIK T, BNP @ LR AZRHZ, 1.6mm D
fenestration Z i L CHESEFIWICT v —F L, 2[FD session [ZLHT T L— 3 %
RATEDN, T =T WVEEPICENRER OIREHAN B 2V | IFE T ICHTE L, O
REDET LRENFE ., Bk R —U7 CEPIRENLE L oo 72, iEglBiicT
DM B I BEEEIIN ©1T - 7223, B SR ORERE R X —atETh o7, 3EHD
session CRENNREEHND 7 7 L—2 3 21TV, BURERR OBERNIZ A LTz, P& O
RRIXSCEZ R DT,

[ %2] Fontan i ATICAFIET D AEENRILEIZ BT, TRNCEEMG ATV E 28 2 973
K ERDEDIET T L— a RRTHMLERD D,
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15. TCPC Al BFELE D 72\ narrow QRS tachycardia 2 &0 U 72 JEHLE D 1E5HRE
BR

B W, ESE OUER. IR SRR, PR AR
TGRSR > % — /MR

HEUE (O T & BIE O W RS EE G & JHHE S 2 EHEASE O 2V narrow QRS
tachycardia Z &5 0F L7-, MEFUE, A OMEBLLED 2 il 2885k L7z THET 5,

DEGI 1] 13558 R IFEIRKIENT, biderectional Glenn 7%, 7 ik L 0 _E==MEHEIH A
I, vaxvr AT A= ERNRL, EERITE Z O XMEMIC K ViFE LT
V72, EPS TIX QRS X 1 I, LEAECIIREITFHEINT, BELEED jump R
Do Tz, LESORITCIRAFHARE & [ U QRS M OIIENTHETE I, LE kel
WCIFIE Lz, & ZROFEFIC TOREMAL, DRI 7 b—2 g U &R T 5 0330 5R 728
oz, 1 A0 TCPC i DBRIC, (LERRE A KA T LA IFIERER Sn T, Al B
EREHINLE LZ D 723 & Isthmus (2% 3% cryoablation & DDD ~X— & A — 71 — %4
ZIANTE, WHITHEREZRO T, LEOLKIIZERERET 0y 7 RGN, 3 7 Atk
£ 0 B UIAFA TRt LT\ %,

[JEf 2] 475 biderectional Glenn i1, HEG 9 LV REMAE AV K L ATP
DFHETIFIE LTz, EPS TIEEB ST < DEEGRIHT TS HE, ©%7
His RENLANETTT 55 RR I irregular T QRS I b JAMIIIIZZE(L L7z, ATP OFE,
DB T IE Lz, B AREPICT 7 L—3 3 &2 ifT. B ARDFPERO R O
B CHIIHBLL 2L Ao o 72, 3 B TCPC i D FRFRE ARSI A ER L2720,
B EEFEEIfTIT D cryoablation & DDD «X— R A —H —Hl 2 AR & AT LTz, iii%(ZHEFH
FARTERD T, MBS RN A D28 BEERHICITIRFRE & 7o 7,

[Zi2] BHHELTRICAET D ATP EZ MO A HEI O ®L (J Interv Card
Electrophysiol. 2005 Mar;12(2):115-22) {Z K AUiE, & OFEFITEE A BIEE. triggered acitivity,
reentry 72 & CTh oo & Svd, SREIOIEF TIIHIEOFHHMEN D reentry PE LB 2 Hi
DM, R EES S T =T R AD T 7 ' AR D+ I m BN TE T,
AVNRT, concealed node fascicular pathway 72 & & OERINAGETH > 7=, TCPC s &
72 DIEFNZ BT, FEIERT ORI & AR IRIROMERDBLE L E X b,
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16. CARTO D72\\\fEZE TD TCPC EHT 4 Btk & L =TT s

O FE—. %ak /ERES, AR #hiff, W 8. W FHW. FH HIvE
FPR)INESNL Z B ER T 2 — TEERa R

[#55%] JT4F. Fontan g Billzxt L, (LoEMEIARMIA (APC)A> & TCPC ~O R 23T
DOITWV5,

[H] TCPC ##F OWMTRIRHE OBIZ, CARTO ¥ AT L7 L CHifT LIS H M7 E
R (EPS)D T iEE el 4 5,

[x+£2] TCPC #isaffi % Rii# 2004 7 % }ifT L 7= Fontan T4i1% (APC)3 4,

[ L] Rt 7 & L CATERERH 21T o 72D b 5l & i & EXUE MR A (EPS) &
WifT LT, HENEESEEY T & LT 20 MOLEMA T 4 2 A-E L) =RAHHE
L )RR B BMEE], BIFERODL, SSICHRRN~Y Yy BV I T —T L&
A LaHi L7z,

[#EF] 1) MATENRET — % [ PA JE @ 12-16, Ml HEPT : 1.14-2.08(units m?) Qs :
2.6-3.3 (Umin/ m?), fA&.0-= EF : 54-60(%)] 2) EPS : & C.UOEMM 2 TR LS, &IE
Bl D HEBL AT $3 25 2.7 FEH(1-5 FE) T, #8713 Y = U —(ART) £ 723 & prET
& o>7-, CLIZ250-400ms T, concealed entrainment <> post-pacing interval 72 2LV |

1B DR E 2 5k To, 3R @ 3 il 2 Bl TCPC #5382 hifT, 2 il & & IREL /25
REIBRZATV, W%~ — A A — I —fl 2 IAA(AAD ZAT o T2, 1 BNIIFERZ ISR
IART PNHBL L= DIEIEE Lz, & 9 1 filldfthliik T CARTO FIZ7 7 L—3 3 Vi
171412 TCPC H5# I 21T\, 7% TART 1T BT, 2 #il & S HIAHEAREO MR Z H ik
LTW5h,

[#53 1 TCPC £ CTOWREST (T 7 L —3 3 > O XM X OTFH T EL R ORI )
WEDT=H, CARTO D72 igk T HEBMADLEM AT 7T % FHWTEPS #1795 Z &12 X
V. HMICET2AERRERESEL LN TE D,
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17. TCPC #7H1Z document & v7- SRR R
~EB DA NRR 7 —RZBIT 5 EPS DEIGIT 2 ~

OfcH AR, 4/ Rt I iGE—"1 0 doks B )i w180 M ERT )
B 2752 M FEKY. b Y

TN 2 & BIRPE - BYME R & — FEERERAL D [ o — R RIEBR ALY [k
S AW (KPS RN DS T

(%] 54, FEx OEGERBERER HLO =GN D BRI R EEIN & L COANEE
% Fl\ 7= Total cavopulmonary connection (TCPC) FfiAE A X4, XV BV Fontan 7
BROBRNATREEL Ie o7, L L7222 BHENREAEENRIL, BIfETH Fontan TGS
H DT« QOL ZRTET 5 HERAF T %, TCPC |l £ TITHARMEARIENRDS B KAT I
document SN TWAHEEIX FRIIRKIEHZDZEE T —T AT 7L —2a ild b
77 —FINARECH D DB E LG TH 5 .04MNEEE TCPC OFFERBIBICI W TIEZ
DHEDBNNB~DAT =T ML DT 7 a—F NIEFICREEL 725,

[ B8] TCPC #fiH I BEARMEARRENR 2 £ U7 BF IR L, ZORIERDL, ki, BRIz
DUWTRT LA 1 OIS TG BT 5,

[F4:] 1995-2005 4 % TI2ATH4L7= Fontan B4 284 £ 5 | #f I SANRME R FER
73 document = #1722 44l
@®Male:10, Female:11 @®BDG:16, TCPS:1, EC conversion:2, primary TCPC:2
@ ITHEER © 1.4~26.1y, A 3.4y
@ i AT - 9.9~4d kg, TI{E 14kg

[#% 5 IHeterotaxy SEFI(H ) 1Lata -5 T d Y (asplenia: 10, polysplenia: 1), fffii HANP/BNP
1% 134+47.5 pg/ml, 91.7+25.5 pg/ml T & - 7= (mean%S.E.), i a D FARMEAFENRD document
(22Tl H BE T 3/11, non-Heterotaxy #E(N )T 3/10 & FEAE7 <. document S #172
ANEERIZ H BET PSVTILL 5, N BEIZ PSVT8 i, Afl 5], AF1 I Th o7z, IFEOHA
BN G H BT 8/11, NFET 3/10 & HEETEUWMHAMZ R LT,

[E£2] TCPC HiTIZ 31T 2 A D BARMERBENRA 3 L b 2 D% ORGEIT I TREL
PEDN D 5 LTRSS, 7 4 o Z &) KBk R R BR VAR IS RAT 9~ % U TN AT O EPS
IZHFIT heterotaxy JEF] CTIIS 79 2B &5 & Bbihvd, v ha—/b, fiEROELE
{EREHZOBETH 5,

(&3 3CHk]
1) Ujjwal K. Chowdhury, et al. Specific Issues After Extracardiac Fontan Operation: Ventricular
Function, Growth Potential, Arrhythmia, and Thromboembolism. Ann Thorac Surg
2005;80:665-72

25



HERH

[MER BRI TR B 2R KRS IRAT D2

AER Btk Al BE k&

TA Y =R DLEFOBEN L —MHALL R T, AHTEEGS° Computer, F5#EHIE
g7 IR RO ZF T -0, BEOLEXFAIL, W, BRERBRICHED A=
FANR=F« VAT LI ES>TVET, il LEXET P Z /L L T/Y 2Ty
ViAIr, T =5 « 77 AN UTEME - T T 5 2 L BEG THOOLMICARRIZ /R > T
TE L

IR, DERZ T 5 FiEE LT, BB OB Ty — U 2B IZhbd ) v
= —7 Ly NEWMNEDIZ Y | ZE BT O CIE LRSS e T o0 b
(IRSZR P i Mo D K 9 127 > TETWET,

KRBT — 2 T 20 EX, DAEEN e E 2T T 5 72DIZIX ED X 5 7057 —
Z BRI AT R W OEERA) 2 Rk cE R B, 77—V offff, v=—7 L v |
ffRT, ~ VT 7T 7 ZIVRMT. ML AT I DN T, R XK HBA L bR T, &
D XD AT, LDEMIGHT D MR bNL 0%, RENLRY TV ERRLT
Bag Lo e Bk,

RFE S FFEIE, DEEFZ BIE LA 8 U TR CTh DM 12 5550 —EIC
FoRHORDHH, FFERIC L2 TIEOBEROZ(LZ ZEIZWizn LN ET,

F 72, T wave accumulation area 72 &4 & O 72 T O LD D 5, QT dispersion,
micro T wave alternance, late potential 72 EFFFRYZRIBILUZZ L THA A—T & LTHE
& LTEBESIZ oW T ORI B OSIG 0 b BT SIZ DN T h il 7z E & 2 T
WET,
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18. SRRSO & AW TCEREQ TIERIEMREE. 7 o TNk AEBREED TR O

Ok &, wIl Bem?, M F1 9, &k ERY
FERFERIRES R NER D FINEF(S W2 E) 2 ZKIRRSLZ Ebbe /NNER
N BEREBEREZ— NERY

[BM] RXMEQ TIERIEMERL(LQT), 7 > 7 /L VIEGERED T OFEREITIER 72 T i
DENEFEL R D, ZOHBE LTEERTHRMRDDEEN TV D AREENRE X5
Do INEER G 3 HT(ACANT £ D T OFFNTAS Z 4L b OB OERNZFIHA T X 50 %
L7,

[6542 & J¥E] in B CERNHET LT 5 LQTL & 7 T b EGREZ 5 &
L7, DERIE, DEEIRZ MLE 2048Hz (2 THEKRT 7 MA1000 (TEAC,Japan)
Z4r LT, A/D =22 /3—% EC2360 (Elmec, Japan) T LILIILV1-V6,4c9 @ 10 FHE|Z-DW T
TH MY LTz, T — 4% Hyvarinen & @ fast ICA 5% T 1IEHIIZSWT ICA %
25,000 [F1LL E#RD IR L, ARAESIREE(AIC) 2 RIS B T VIR L=, N 13208
WMH ST, R OB LEXZE AT - 7,

[#55R] LQT1 OIEFITIX, 2~ 3{HD TR S izdlck LT, DEED R
WIE S BRIE B CIE T IR 343 1 2T, BE TSR IIRH SN2 o72, 3 e
D 2408 LQT1 T 1 A4 MNIER THhHLEXKD ICA Tk, LQTI @ 2 Bl D & B T # Ak
FEMRTTE 2, BHEEH A NIk CTOER EQ TR A IER Of T & FA Ay 03
Endz, 2BIOT Tk JEGERE T, B TIRUSMIEN THN D R TS %
HRIZFED T,

(B8] 2EET — XN O LW TFETH DML T ICA)E, RADJFE 5%
W DINDIRSLIR R DRI (BOWTIERIE) fia & B 2. ZOMITH D &\ 5 HiE!
7t 2R LT, JRIE S 2 08 - i3 2 FETH 5, ICA TIEFHmBEI R b
HBIZEVEZPREDLS>TLE I AREMERH VD | S SICHY)RIEEZBRTHILERH D
23, ICA T & 2172 T pk sy D5 I LQT DWW TS D FIRENEDR & 5
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19. Andersen SEREED DEEFHAICH T 5. K F ¥ RV O XK, Ca F v R/VHEKTEK,
B X OEHAIIC X 22030 R & BEREDR

OZM HhairH, & 51D, WA |, @A Kt RIg IEED, K 32
bW BN EER G 7 — TERGHD, EN ARG 2 — Ol N

(&5

1. Andersen (A) JEEEEIL, K F ¥ V& a— KR35 KCNJ 2 DRI X0 Nin & ¥
Vit K I EE I 5D, IHENEAEROE ILBEEA T TH M & K B9
D EBEMNEL 72D, NAE Ca BIROFHEM N4 T (BH% N5 ; EAD) .
DEMER (VT) 2 &7, 20O VT OIREIL, IEEEN NG (APD) 0GR
L OEAD O T 5%,
2. nicorandil (N) 1%, W EEHE K F¥ ROV EDTHD KATP F ¥ /LD O
KT, s E K B2 L EAD Z 89 5.
3. verapamil (V) (%, & LT Ca Fx x/VIEWIERIC L Y NMI & Ca FEREAWER L
EAD Z i3 %,
4, EBIAMT (Ex) < isoproterenol(ISP)IZ X 2 441, APD % #iii <& EAD % #jifil &
D,
[HrY] AJEBERED VT 1T DIRFRIEA METT 5728, Ex, ISP, N, VIZ%F7 5 G4l
J L BMEIREN AL & & ERETT 5 2 &
[H%] KCNJ2 D 926 & H O IR S F o mnbF I T H L 72 Andersen JEERE &
Pl Sz 1 8kt
[ 73] 23 iE, P Ly RV Ex (Bruce #). ISP FifgiiE (0.013y). N 7E
(0.4mg/kg/3min) . BIL O V i (0.4mg/kg/3min.) (2K 0 HE L. EBHEEEDIRIZ. V
FiweiF (1.2mg/kg/day) . V H[EEHE N IR (0.35mg/kg/day 43 3) .V 45 3 NIk (bmg/kg/day) .
Vir1 (6mgkg/day) AR, N+V AR, (CX W HEE L, RERREL 72,
[FEFR] SR TiE, Bx, N, VIETHMAELI G LN, BHEREDRTIE, VR
FIEEB LI, VO 1NN EZTH -7,
[FEam] AJEBEREICIIT D VT ICH L, VIEIZ X D580 biviud, V HIEINRE
WITHETH D,
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20. FERLBBRZLEEBLZWV QT ERE (IR E 0OBHE)

Ot BIAD. Wk a2, e Wi, o 0L, e k™). Ohik s>, I
&

() WA L/NERESRGRHERE D, AR RBREEIREE Y, URERE, 5T
R PEBRARARD, BEERIRT: NER®), BEIERRY: R AEERE L

DEG 1] 13 5 7 EFRGESREO L OB (Bal) /N2 14, 44, P51 4
DB CIXRE M S e o7z, 135 11 7 AR 100m £ 5 & FREN/20
EDZ L THkEBE LIz, LR QTe:0.450,QU:0.520,0.2mV @ U il 27860 (X 1 )& ik
21TV KCNJ2 DR 2B T 7 )t UIEGERELQTT) &L 2 L=, &"/L % —T PVC I
72 ZDHOLEHFLERTH UENRZ2WEE b H o7, DFIEIE 80~90 TH 7=,
DEGI2] 1 7B EE->TEDERMTDHEDZ & THEZIT- T2, QTc:0.412,
RMFIEDIRRE L T OIS QT LEE WA A I VAR EIT 572, QTc:0.749 &
FER U QT ERJEMERE L2 L7z GEEBFIXM#BET) . LHAEIE 50~60 TH - 7=,
UEFI 3] 75 7/NVER 1 FEOLERMBZ T QTe:0450 L EEE RSNz, HEMR
B ERHERI T QTc:0.416 ThoT-, /NFR 4 F-OLEMME T QTe:0.522 T iR
SNT=NRZED 8 HILITHERIE LT, DaEE 56 TH o7,

[#ER] VA7 OE» QT IERITHMIRNEIEE L E 2 bz,

[BZR] Z D 3 PIEFEROOIEMRTE TR Z R/ S WSRO B 2 il S 5 O A
Thb, MZOLEMTMHAAENTZY 7 FD QTe 1x 1 2FHED D QTe Z&HAI L
TW5b, 1:QTc DFHlZ 1 FENWE ZATITI N ?22:U K E ORMRE &9 W 2502
SBEOBETH D,

[ k]
1) Li Zhang et al: Electrocardiographic Features in Andersen-Tawil Syndrome Patient With
KCNIJ2 Mutations Characteristic T-U-Wave Patterns Predict the KCNJ2 Genotype.
Circulation, 2005; 104:2720-2726.

2) Schwartz PJ et al: Diagnostic criteria for the long QT syndrome. Circulation, 1993; 88:
782-784.
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21, LEHE). 2:1FEE7uy s, TdP 4V iR L7 LQT JEBEEERLRH]

OMmW BEA, I i, A0 &h, W R, 1WA 05, MEF 168, =m R,
AKH Tk
KRIEHT RS /NGBR3 A4 Ve

2:1BET T v 7 (2:1AVB)Z ¥ 5 FrAa R, IO LQT EMRRIL UIE LITESER.L =M
FREENRZEE CEDOTHDP L LT &2 - T & 7o, BIEY 22 LV 6 2 188k L 7= 0 Tl
T2,

EGI] 2 7H. BIR, Y HABINTH L S W, QU< o72 ) LEMRIHEA LR
HIZCORPE, DEME=Z LOLEMEIE D (X A), FRMENC CRFARICE Lz, A%
% VPC, TdP, 2AVB(X| B.C)% #t V) iX9 7=, Fiilit~ 7 3 7 LA(Mg)lmgkg/H i L
BN ThHoT-e ABt5 HADLEKLE QT 1% 0.531 B TH-7=2(XD), HxlzFuars
/= )V INfIk(max:3mg/kg)lZ 8] V0 B 2 72 25BN 2:1AVB 25 tHEL L APE 28 HMEIRHZ TdP
5oLl E~ R L MglOmg/kg §HERZ ICERMENC TR IZEIE L7223, Mg Ficaf
FIZ S0 6T RICHEIRKFIZ DESAP ARV IR LT, LQT3 B2 7 u 77 ) — LN
ARz 1k LA 3 UF R fE(0.46mg/kg/H, MRS 097 ug)Liz& ZAEXTH
>77, Mg B 1L A & 3 LF U NAR(14mg/kg/d, LR 1 g0.49)~81T LiRBE & 72
ofce AFVLFUMARE 0500 g LRI CE D L O EERSBEL TV LN, 4
PRI B I L PR KT, VF BAEDOFREME D H 0 | YRS T R ARE A %
UF URHGERHEDS M ELZ 72 A 9, ICD S F S iRE & 72 D,

[ k]
1) Goel AK, Berger S, Pelech A, et al: Implantable cardioverter defibrillator therapy in
children with long QT syndrome. Pediatr Cardiol, 2004;25:370-8.
2) Hoshino K, Oqawa K, Hishitani T, et al: Successful uses of magnesium sulfate for torsades

de pointes in children with long QT syndrome. Pediat Int, 2006;48(2):112-7.
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22. FAERIZQTEEZRD., TD#% QT DEMNE % RI-F KRN LQT ORLIEHI

OEH EM, I A W AFE . BriE &5k, K% iE
B REke NER

SEBNIBAE 7 7 A OBV, BN NARANFERENOEND LN =Y — b
ST, BEBUT AR ABLLER, MIERE 7 & LSRR & i I Tuvniz, 23
RIRIF OWEZ I T QT IER el s, BUET 7 /m—L (T /7 —3V) ZHRL T
W5, BT L 0 A 11056 SR TMALEI L Z LD Th o7, AE%
DO LERIE QT 28 0.468 . QTe 28 0594 #b L L& L T =, LvL. £ Dk QT D4EkHsE
MEROHBAL, BUE « u BAEFHIFAN L 2o TS (R

QT KEIIWANWAZRIRBUC W BT 2 Z X mbTW D, ARIOBIIHE 6 (2
X TIZIEFIZESWTEY . D% QT FEMOIERIZA LTV, B D DR
PR A DL E 2 vz, £7-. SIDS & DA LDORE S E 2 bz,

QT Wffi LAFMRIC DX | TG 2Nz, b7 5,
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23. /NREMT g v 7 BEROHE ST-T HAL TOBAMELOMRET

O BLD, WP Y, ok TR, /8 K, BB B, R EA,
R RBID, EIPY A, RS IEWD. R D, B RSO K R, %
MORAAE D, Ek ERD, MR D, eF D

/MR Brugada B OERIGIO AT SRR BT SMAZAR D, 77 X T

FHl 7 a7 R, B T %29 & — L Coved 2 Brugada LEXIFTH & 725, /NAE
TlX, ZOXIBRFRERET S ZENEL . ZOEANLEIZRD,

WEAE DO ARMFFES T, /NETOLE I{Ez%i\ﬂx‘(@%ﬂﬂ;ﬁ ST-T WIE DR Z R LTzds, &
BlX, NEOLERWEEEZM T v > 7 OF L0 588 U LT,

2T 12 FELERGEEEIT o T2/ - - %E%M%“m 5,000 41, £Ef 15,000 4 D V1
HE ARG L L, 5e A~ v » 7 (CRBBB, 19 #¥). ~5e4 41~ v » 7 (IRBBB,
525 ), BLO T B 2RSS LT/ N (14456 ?ﬁﬂ%)%ﬁ%ﬁﬂ%&& L. SOICfE8R
FREEPEIZ X 0 fE SN T A CEY 54 %) Coved BLLVEX 51 P & el L 7=,

F I EREAE C STY ASAFT DO EAA KA R £ D 40ms #%(R°40), 80ms £ (R’80) TDFE
NAEAPREL, RR—R40 OfEZHFH L7z, 20 RP—R40 Dfi%, 0.04 LLF, 0.04~0.4,
04LL L&, ZNENOHETOEEZRLIZSONRKTH S, CRBBB I Tl
72304 LLEE72 0 IRBBB E & Coved U IE TlE 0.04~04 DI —27 2R L, &
ILEI 56.6%, 96.1% Td > 7=, CRBBB lJ¥ & IRBBB I 4 RSt L7/ NRIEE Tk, £
D 98.6%M0.04LL FTH o772, & H120.04~0412E— 727 237 5 17- IRBBB & & Coved
RIS OEROT- 012, S HIZR40—R’80 DEZ Ll L=, Z OfEA 0.04 DL EEZ/RL
7= DX Coved BUPETE Tl 88.2% T > 7273, IRBBB IJE TIL 7.4% I X 72 o 72,

Z D X S ST-T S O EMZ /L 1E. CRBBB, IRBBB, % DOt /NE.LE X T
TNZFNRBERFTRARLEZ END, 2O X ) R SROMHTH . Coved LXK
L DERNICFIHTE D LB b,
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24. WRIRHIL Y HERBIELEEH RO ERETLERET 1 v 7 O—4f]

Ok T EHD, T BZ) . & 2D, Bl S0, & MR, W 1,
FER D, OBRORY. ES BED. MK Y

ESTRE ESE & — BB, EREERT S & — RRBHED, SO AN
N

(W] eRMEER2EET a v 7k, BRI SHRIKC X 2 IRVEKEE & 72 3 RIEENRE
BTHY, BHIMEHIC LD N—AA =D —gRELELEINDZ b H D, £z, B
SEDEPHIERIA 1 D—> & S 31, 712 QT LE LT L % Torsade de Pointes L 0 [y ZEAH
EELDHIE &5, AlElFx i, BRI XV IERErE L= A2 & 0F LIRS R
E7 vy ZIEGI AR LI TIRET 5,
EGI] FEGNE 2 B, 1R 22 IR, JaRKIEZ f5ff <4, 24 B2 4Bk 1R 2
FEREZZ L, BRELDa—REICT 21 BT n v 7 s, BHEOPT SS-A
PURIZBE CH -T2 D, BHRICARZ A & Uiz b S iz, £ O®%RICERRPICIE
FroeEBI 2R D 727280, 12 30 BICHE K P RIRPEIC COBKIRAE 21TV, B8
FBET By 7D DEEFEICIERFEOEHANZ AL VD L2z, 32
552%8g’fﬁ$hwb%lf BRERT T v 7 &R DEEIL 904 Th - 12,
RV H —DEMICTHRIBIICEED Sz O L RO IR DS 2R 72, D=E
PEDHFE T umﬁ&mwﬂwwsﬁ%wamMuf&ok#\#ﬁﬁ@@%ﬁm@
DA% 170-230/57. QRS KX 60-80msec. TdH - 7=, DEAEA O HBLFFIZ QT iR 03
7ERITFE O /e noTz, Bl 24, RAAMEM ZEO 720, N—RA A —I—fH A
ﬁﬁ%mﬁbtoN~X%~ﬁ~%ﬁ%%ﬁm\ﬁ@®$W&~b%E%mﬁbfwé
DIMTATIZRE O T2 D EBINIFRD TV R,
[%%]Kﬁmfi\A~xf~w~%ﬁif#ﬁﬁ@b$ﬁm%%wkﬁ Zllk
DR T 2 Z e N TE T, LSS & DEMEM IO QRS IEDEWL, O
SEAAA OIS L 0 FAHAH T & o 72 FTEM:SC His WO MERBEN & - 7= AlHEMEIC L b &5
Z bz,
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25. R—RA—J—REX X H2MITEREBILE2HFMIIRT LEEEEE e v 7 D1
il

Odptir Fafi, B M, K H, P 5 BHE R, AR EH
BRI SER A B /DA BRGA

[EW] ZeFEETa v 7 |ZkT 58— A A= —hiz2iA% (PMI) TIiXDDDE— K&
7213V — FEORBENHVVIE— BRSNS, S HI/NUIZB W TR O[3
PHDAMEY — RPEIREN D 1D BN — 0 7 A FORIRG BEARERICRD,
RESRIFC X 2 MATENREDZAL Z 3 E ISR LB &2 53 5,

DEGI] 1R, INFUEEDOFRZ CIERERET v v 7 2 I, hellnR
ENEEE L FIPRA - 58O AI N ARBA 4G, PMIGEAR B A9 ABE L7z, BEXPCTIECTR55% .
ZHDERIZHRA2bpm, 3ERET 0 v 7 B X OERLAM 7 2 > 7, Holter b EXI Tl
totalQRS58000/day, HR34-67bpm. meanHR41bpm, JEEHE faf.0r %6 X Tl Vratetk K75bpm
FTO LR, LT a—TIILVIDdS6mm, LVFS0.33 CEMEFHiEE22E A L D7z, PMI
ZEMEIC, BT — FBIOEBEX— v 71 M&EIROTZOEPSZ T LTc, A,
FERES, AR, AL MBEIZEM A A L, VVI, DDDE— R COIMITEIREZ
bzt L=, BEHEB I, C1. RAE, QRSHE, QTMHIE. FAC (£&M) , F7-#fk
K 7T — 2DA b LA EIZ K Ddyssynchrony D RFAMN & & o TIT72 - 72, HisHDs
BX XL VWHVZ 12 v 7 (Baseline CldArate129bpm, Vrate41bpm, QRS135msec) TH > 7=,
VVIE— R TIRLEENRE S EH) L2V output 335 DIZxf L, DDDE—
R CIIZE LT LDEEEZE O output bH M L7z, £7o, A= 07X 0 =N
— 3 TR Y BAFRREIDME O doutput 23 H N L7z, ASERITIZDDDE— K,
LRI DR —2 7V TRRDOCLE /G-, ZOfREZSEIZPMI% Efi, NIHA
s TicekEL-,

[§535] ee2FEE7 0 v 714 5PMI (DDD, AFE-ZARBOREAS— 0 7)) 2470
Bk R 2187, B— R#RE. = 7o FRMATEREIC R X < LT,
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26. FEROEMEETER LI 2 4.

OFriE k., Sl BB B OSO&.  HFE. IS5 iF
aRh Rk NER

BAFIMEARFEIRD RRALIZIE, FEE (substrate), IRt (modular), 5|4 (triggering factor)
D3 ODDBERNPMLELF LN TS, DILOIUE modulator & U THREN K X g%
Fro & & X DIV BIAMEAREENRD 2 B 28R L 72D TE ORHB A #®ET 5,

1B, 15536 » A, BIR, A% 8 » HlZLfhik & 2lraine (G5 EI/NRLE
FHFER) o 1% 3 # AICHEWFOMIICR STz, 1% 10 7 A IZHRBFEAE - v
NWARIERR BTz, 25%4 7 AIZE P S&%(F, PVOT COESAINKL T OEHIADTH
I, U RIATEIE L, 2O%E BRI E- T 3 EOBEMFEIEN I DAL,
AL LTYIAXRT L PYETIN, AFVLTF Uy A Trr— ULTFTE
L, XY TV FERE LTI RIS T IR, VYETIR, T
R7T )=, URIALUBERENT, U RIA VDA Th o7, 13 mLAEITH
BURFIZBIARIECTARBE T 2 Z &3 < o le, BUE B N—Z 7 1 v I IR TH SRR EL
LK ThD,

2HIRZ 22 r HOZIRT, 11 » H XV BHBIES Ronie, ZHIHZT V21K
D, WPWIEMRE L sz, FEERREEERII T 20 7 I FTER L7,
TadiA4 7T 2R 700mg/ H ONRTHEMAIZZ Y b a— L I TWTR, FBEUIES T
B IEE R Z T L9177, ZODOEABELTT B IA VT I NOFFEEZLEL L
Too LU, JRlTHEEE 2 UTc Bl oo 2 [BIIAEER o 2 THafa M 1k LTz,

modulator & & L 72 REENROE (LITHABIROEH 22720, BEEH6TI2E5
DTELGERHY, HEL b,
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