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ASLRT 2013 4 5 H3ROHE 4 (HRS). KR4y (EHRA). WALLMEZAS
(APHRS) 1A AT, 2013 4E 6 HIREELOWF 2482 (ACCF). EE.O %4 (AHA).
EH LR e R A FE 222y (PACES). KRN LRI 2# K th2 (AEPC) 1],

jillls

1 35l

AL FILVUE PR = KT S WL O 244 (HRS). BROHEY: 2 (EHRAD.
RO 72y (APHRS) LIS g B, AR TARFE . BRI AW K H X i e b B B K
B o AT U PR MO R SR AR IR IRIZ W fE RS 20 12 Sty r iRtk R 8 S .
BAE TE PR A 5K B RN R SR IR 1

ASCVNRATTE W B AL PO R S SO AR R DA DR I (1035 Nk, th 78 8 S 3
DRTAS I 285 SR st A eV R F 2 . PG RIS (58w, DRk AH 56 9 2 CAE Bl 20 A
IOHG KRG E WSO T VB i, SR AR I A PR A 2 B K RS 00 7 T ) 5% S
Ao AREFICRRAE TR VRSB, AN 5L RIS A A0 S AN B J DRV ) LI 20 38 3 AT
A FERE, X700 P A SRR, X e AT R AL S W B

HlE — AN B TR R, T B PATT SO R I A S B 4R e BT R K ik, 4
o LA BRI 7 W B SO S8 T 3 B 0T AT e SR St — AN 28 A% Pk 0 PO 4 27 5 P 4 b
i

=

Hopr, BEZBEHLEEFOR (B0 5 VAR TR 8 AR PR B 70 5 0l (P B 7 Ao 1) — A~
W AN TR 2 Ak o DRI R 23 T SR A5 (1 B et 1 By A8 R 2 R Bkl ok o
LA, BTAEHERE N C Zaubds (e 30D,

AR SR HE 2720 S R 2 0 SR P ol ) (bR s T 28 CHER) O R SE AT (5
— BN AR RO R E 2 W T B G Jrids Tla 28 CATUATRD A GIEdE FI
Cal WA T B FastAe b O R s a7 s TTb 8 CrT A e AT SSUEdE A
(HO M A A GRS 2 UL AT B Tt O R E IS 5 iRIT s TEE (AHERD) A CE
SR (3 BN TR E R E R, I Sei il ol G &, ANHEFEN .

1.1 RKF & ArAE A 49 & Ak K& 2 L
111 2%

Sl P B DR VA 5 PR 10— A T B JATIEAT — A
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B “RBK 7 ACIESIRAIARNL T B T KA ML PER PR, B Tl B IHE
K NSRS gt ) 2. 124 T ESC K AHA/ACCF K14 IR 12
T 145 P

1.1.2 BEREMNME

“CHTREAR FANA " 6 10 2 20 13 e s P K O 3 5 L 0y 5 e e 0 1)
B SRR GE UL ED e XEF 8 Rk L, SRR R 1 Hh AL B A 0 T 38
R | SV | S

1.1.3 LEBRXEEH
%ﬁﬁﬁ&@ﬁ%ﬁ%%\H@ﬁﬁ#%ﬁﬁ%ﬁ&%é%@ﬁuﬂ\X%Em%ﬁ‘
53 9RO BBA5E

1.1.4 BRHRTHHMERSE

& FH AR TG I AT DR PRI AN A Bl 4% 41 201 300 T 4 PR S B i DR ) A4, (H m Sz ) LAty
KWW .
1.2 X#kitieeyF X558

R HTMEHR RN, AR & R A B0 R WO AN A Y, IXAR . XAy
SEMEE, Wl B s R BT T IS5 N B LR BB MR PT AT O 5 1N AL
TP ifE ) —BOPBREE TiZ0R RPN, ILPUFASEWA Iirfr SRR p b —
BURE. X T GRFUIERSGR, BADE T8 PO R 7, m Hxk B S 1N ek b i
17T EENERT A M) — B =84%;  KERM N —BUR A =94%.

A AT 2 5697 LU R REES S A . ORELE KERIRAL, T
AVIERT SRR (<40 &) IERRESSEAE . @SSR R BT EN AR R Ol
R_EATHE. ARAT RESHS A B8 1l 8 SRR s @A s R B SR A i

AAS R PTA SAEANALE GO T AT REACE R S P R T E R SRR R R BT 2
TR, X 20T m IR A E.

2 K QT44&1E (Long QT Syndrome, LQTS)

#z1 KQTHEA&ME (LQTS) LHAIERIR
Lii A L F &Ml iz MK QT i &1k
a. K QT ZEGIEABEVESr =3.5, FEBRILARIGE N T BUY) QT [l &t K
b. KA LQTS JEI A A W aff (1) 55005 1 e A%
Z X 12 FHGO B IE G 1 QT M) QTe=500ms, HERR LAl )5 K 3301 QT M I%EK
ST A R, 2K 12 FEGO YR QTe /i1 480ms 5 499ms 2 [1], HFFR A i K] 3
B QT [HIE K, JE LQTS JEHBURTERE, 2W A K QT LZEA ik th & 5 HL)

N O
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#£2 KQTEE1 (LQTS) BITMERLD

[ 2.

LA P K QT LA ki, RO LL R 2EvE sk

a) BN I ZE K QT Ml 254

b) RHIRIL ERREE . WKk A2 EL A A B HE AN i R T S0 H A 2K L

2. LU S ULHI QT 545 ik i 4 it 13U FH BAZ 1A B v 771

a) QTc=470ms )RR B E

b) A% RIEIR ek A Il R B S = (VT/VE) (R

3. LURHOLI & fE K QT LG 1E AR d U T 2 D AC M 22 YR K (LCSD)

a) BRI ICD s H % ICD A A AR RUE I B

b) ANAEMY 52« AN SZ B2 A BH Hif 77 sl AT BAZ AABH AT AT A5 =k, BAZ A BELAR 7 AN BEAT 2028 1k Bk sl o 2k
4. T ONEBEFEFN K QT £E A B & A ICD

5. X FRTA AR MNGSER A A I QT LA HE 8 RLF I AR & S0Pl XURS:

” a %

6.4 QTe<<470ms FI AR QT La G &, [NV % 18 B2 AABH #if 771

7. KN HBAZ A A RIS, 54 SRR K QT 4G ik i F, N EHI ICD

8. KWW HBZ A AT A ek C B A ICD M1 QT LA 1B &, WA B AL IERMEIBRA (LCSD)

9. X1 QTe>500ms (1) LQT3 ¥, nl ik thm i B FI1E A4 Bh 26T, 764 2991697 5 QTe
Al ik > 40ms

[T

10,4 2R 1 B2 AR BT A ) AR K QT £ 5 IR, ANEUHIA ICD, Rkl il F ER4b

2.1 RATREF

At SRR AR P ORI QT LR A b i, KR TIFMBALAEE RN —ANiT
W PO R EIIF S E T PPN LQTS IIRATHS 0L, 110G — BT 7E%) 44 000 4301 %2 )L (HERE
12~15 KD AT T £ e, Xz imAr i oiE 748 QTe>470ms Hl QTe>460ms
18 )L A e QT a5 E B0 AR 2 ) oy 43%F1 29% . 1% 6K TR B (e e s 7= i 42 )L
tLQTS IR HEL 1/2000 (95% CI, 1:1583~1 43500, {Hit, %0 %
FHIRAPE S AR VE I B2 I8 AE N, HUAR M QTe MK %)L LQTS SMATH L.

22 XKAZAMK

1995 FE B IR AL 3 N5 K QT LE S EAH G SE N, )G — RV 4> F st # it k
13 B KK QT LA fEERAY, 25l eh 8 & Pl g 1. B Pl e, 258 il
AR T R B e i (1 gm 3L N AR R AT 8. LQT1 (KCNQI1). LQT2 (KCNH2). LQT3
(SCN5A) it L2 K QT LA b A MBI IT 92%. ik 15%~20%1)
K QT ZAE B A n B AR M2 B ). KCNQI (KCNEI, LQT5). KCNH2 (KCNE2,
LQT6) 4l BhB I He R AL FAVH W, HILFHIGAR S KCNQI A KCNH2 il & 8 1
o HE R A HUPIIG AR R TUAHEL. Jervell F1 Lange-Nielsen ZRfibje —Fif A HFZERIESAE
ALK QT 581k, 5 FAREHE SACH MM 1) KCNQI RAIER (4G 1) siA [ 1)
KCNQI RAFERH (ET) K, XEK QT LA IEBEF WSH % . Andersen-Tawil Zi6y
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fEAE T KCNJ2 R P Kir2. ] & Il s ) — K QT ZEA51E (LQT7), T & A
WAL, #TFK QT 454 E A (LQT4 Ml LQTS8-13) e/ K RulkMA73 3
BF .
LK LQTS JSENAR 5 CHZ TR 2 &PE[SNPs] R RSl R0 G LR AR S, 7
AR A JE R AR LQTS K R b LI AN A IR 40 W i 17— R4 1

23 EAREN

K QT ZEGAEMIIMAR I 203 AP K DR A SO s R

v FH 2 Y A R U A O R B B, Bl SN ) AR, R Bk | O E SRS
AR LR ) AL Ny S ] SO AE . 6 T RAT 2RI R, SRR R Rk
i, AN]SR AR LA AR, BB T BRI QT LG ki #r
BRI - EHMW%@(E%umwm)ﬁhQT%nﬁ*?PimL

LR AT R R R 'QHMHMHM,LQH4MWK%$WﬁE¢
TiEshalit sy, LQT2 & kA TR B s an ok (g A Iy, LQT3 H R A TR Eluk
RGN o

LQTS AL E SRR T2 H 2 2. R QT MIWIEK R LQTS M A N
L R AT, (RS RN RBRAFE. L E, 17 10% (LQT3) ~37% (LQT1) ALK B
PR, EEEVRATR, MbA10 QT MU/ a3 SR AR 75 e &
Tﬁ},ﬂ¢ﬁ¥ﬁimgﬂﬁ%ﬁ%eWWMTWW&Q@U%”L@S%Q%@%&
LR, O mANEE PR bR &G B DI T 3 LQT2 BRI, SIS mi A
Bor o 2 W A G BV W T LQT3 i .

2.4 B

K QT LEAMERZ W £ B G 5 QTe CLFARIER QT M. P RH LK QTc

WK QT ZE G ENS, ARG QTe ZEK LA SN, Bz, kIR . H
%ﬁ%ﬂ&$ﬂ@%ﬁod&&%ﬁﬁ%%%%ﬁ%%%\%ﬁm\%%T\EM&QR
KRN, WRMT AMNSWK QT a8 LM Ty k.

A 20%~25%[H 3L RS IR 12 B QT LG 1k & QTe A u . DR Al
nf i SURE T QTe IEW K QT L5 Mk F 2 W7, B e 2234 (i BN A8 by sl 374 )
ad Ry IR A i ER AR R R N I QT Y. EASRENGIZ 9
{5 ] DA REARGES AR . AHUE, X UG (I AN FHATY o A 21 592 3R IE .

25 Jalesg k&

BARE G R A SG RS 73 J2 W s 1) A, BB s A . BRAICSE R AN A b A 1 b 1) X 4
(1) RS 73 NAEREAT ARG 20 S22 AR IR AR, nJ LI el i PRI DA IR Al ) DA FG G

R tE LR 5, Wl Jervell Fil Lange-Nielsen 575 iE LA A |43 %7 WLIT) Timothy £7451
@?%%W@ﬁ%ﬁ~ﬂ%ﬁhi%ﬂi$%m,@%hﬁfxﬁ% xF ¥ de e WL A
RARM, G532 S A F R RAN R RALRR, SR P BTh el (R4 %, LQTI
TR 3 S0 TR X AR el T SR L ) Rk R AR . LQT2 43ﬁff FLIE X IR R A,



% —#B4% 2013HRS/EHRA/APHRS BA ML RS EEMBFERRI [

RS REFr . BEAh, X TRy bk oA T 300 i i AR B O S I RS . AH b, A7
T C S 45 #3152 KBS A o

AN [R] ) 1K AR 26 B0 55 £ [ R 5 AT K QTe>>500ms by i 1 B %, QTe>600ms I 4 #l i
B 2Wih LQTS WS IERR A R I 2 DN AL R AR . QTe>500ms (flffali&
T5RAF, 4N Jervell il Lange-Nielsen LR D W Ay & @ far, JOH X
KEFAMARRIN . M T A OUE TEIEMRIT R 20T E N HIEK
B, o RO S . AT SRR 7 % 2R R A O BRAS  E, 4hT BRE AR B
FETT I PR A O SR S B nT BE PR e 1 28 LU A A oo i O JU R 57 119 S 2 2
FEFEEN %, HARGIRI P IEA T R R R X R . 245 TR APIT LRk
A O AR SR O N AL TR A B

FH S, X AB A ] e e A AL TRARINfE RS o R PR S AR P M IR S A RO R
FAMER AR, HARZERE .. A TiHYr, XREEMRAE] 40 & 2 R AR
FAF GRS BERHE N 10%. XTI WA LQTS H AR P, — AN EE R K 2ok
H T BRI E 0 259, DA X R 259 [A] I a] DLBRAG AL 31 i A SRR 3 LR vh, LQTI
RGPV, TR EREIR, B2 RER B F RS B, SRy, ki
. UHUE LQT2 Lethd, WMdE 40 % Bla, UhRA fabS A A AER ) 28 .

26 &7

BT K QT LB E R APk, SCREPRERE b5 i A i (RO 2R 6 A 1R XURS:
A% (4N 2.5 TR ). 2006AHA/ACC/ESC K QT £ S B T R ra AR A7 (L T 2012 $5 .
A5 7 AP AR N H1 A E I, a0 LQT A5 ik G i U i as 2 JU ARk . 38 S i 2 Y
LQT2 M /b i TS R e s (B8 75 . R 555, BT LQTS Mg v ik
G HIERS QT [HWIMIZS4 . LQTS 17 il LLZ NSE B B IS 2 5 AR 2 L ST T4+ 1)
R S df SR A R B L R B AT 46 LQTS (A S NSe B R T G B A e A 1) o AR IR e Bk} Gl
BEPUESD), ARSE I RS A2 IR S QTe B, TROFREIR L oL EREE K
WG o TERFERTE S0 B o] A ISE A GG s, HFEWAL Ll F&ME: a0 MimARE ),
W EERPERIT, SR a3l R b 20 ik 1R A A SRR A DL .
B HGE T4 LQT SERIALE 2. B i AR 3 RNZ B AR I s, ISk 4
SEHAAE RSN, Haral HFiAYY LQTS M ks ey v S L@E N UE VERS I R

2.6.1 PERKMEFF

K QT L5 fiE A8 H B2 A BH #ir S AT IR FRAE IS, LS AL LIS Wi FLE QT
I, (HEA A RUER AR ], Bl isshtEREmy . Har, @A KERIERE K
UF B 390 6 12 A P 3 438 A 00 JOE 10 B 52 A BEL s 7703 A2 A 328 B P A FH 100 IO 1140 B 52 A4k BHL
Al BRI, A A N SR I AT . KR BAZ AR BELARE AU Ul £ v R e R R
(PG R8Ik, OZAE RN IIE, RIONIR AR R AT LS 1~2 Ik, BRI K
T PP 8 o Jedf 0 B 2R WX R 25 W) A AT SR I i oA RO s A, 9 i SGHE7& IR .
F 13 BEAT A I 7 5 SOX 20 () e AT R I A o, DRI, FRATT i hn SR A8 5 RE B I 22,
UL A R T A ) 4 b 08 S0 BAZ AR BH A A SR 457, DA IS g 1 2 A 1R RS o
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262 BEARXLEEEMREEE (ICD)

ICD (R4 R AE A O E B AR A (KK QT b (B 1o XK QT LA b %
(1) 5 BR 4% 52 BAZ AR BILIERIR YT W B, 3% ICD W7 BB, Mermafa g, A mp
ol 2 BRI R AR AR RS, AAFES e RTEH /) Jervell Al Lange-Nielsen
CEOERFE, NAZHIEFITE ICD A . (HiE, 1ICD NG A RAEJFRAEM T e, JoH
SEAERR IR, NOIZATA MR A R, D, CVIERRAE AR LQT BURE, WIREAHS T
BEZARBHHE ARG T, IS WL 1B 25 T B2 AR B AV 7 8¢ LCSD F ARG, B A EEH
FIA ICD (RS o] fig b e, B8 ) Lk )L g o X1 LQTS FFAE 5% 5 () HoAth X
R, JCICD MIAFRIE, BRAEX S A OB O3 R R R e e 2

o JUER A5

i

~

FCJUD S T B BLL A 77147 b 3 3 DR A ]

f]J\

A LR BT AP AV T 1)
JCHEIR LQTS T ICD e e

*: BREFANG BLAL, 1CD MEAAN T T AR LE R B2 A B RIVG T 7 1 AR R 7
E 1 LQTS #9E#E ICD AT AIHIREW

FIE PR R DAL ICD AHOC IR A5 T ACHE , WU 5 e A JC AR i) e v b
A ICD. FAIAG ICD EA IR K QT LB F i —2y7id, —&ITiE i RpZ
PABR A SR, A AR S 8T, JUHGE ) T BAZ AR BR A )Y 7 1A AT A8 UL Y
B, NMAZHIE ICD J7ik. YOEREN ICD B, NOZATFA 5 IS LA R I 8 O FE 1) R 5
@ICD R ke 1 e 8 1R A I XU s A RN R A o [ il o Z0TAS 1l A
[F) ICD 77 A 5, 588 R0 (A0 3k 38 e A A v s S TR R 11

PR ICD I, VAZBE T AN SRR RS IR OR IR AN 2808 ), 8w s E
B G20 ZE KT 220~240 X/min).

26.3 AMZTECAHEEZETIRA (LCSD)

LCSD T A 1] B AR ey 1 A 32 O AR < f o A (R T B Atk A4 o HH B 52 AR BEL s SRUAN i 52
o TR . XA TR AL BE BV DI BRR e b, e nl LG — S5 206 1
BT b Ll I BB AR T e B HTEAS TRV T W f (1) %8 ) Ll ) L B, DR R AT T
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