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AR IR o R T R Y 02 W, 2 BRI O
WER 27222 (ESC) Al AHA/ACC RS 7

2. AR A5 B G R AR O E#R
W LE RS MO g (VT) 8RR VE 5
R CGE AN ) Jo FIRAEIR W] AR HE 468 18 3H
g Lo I R A5 18 0 <7 F PR 3%

3. AR P AR R AR AR EUN A AR
AR PN (B0 ARFF 2 A & PE VT, SO A Y
2 R B TR L O SR 5

4. BRBETEPRPE AT & AR 5 A KSR
PR 52 28 18 AR [w) 118 5 R B , 1B HCAR B TG i PR
AREE T E i LA A

5. ARSI FHFE - (1) & AR 3O IEBR 45 Y
R (ARSI <40 %) B3 AT A I PR IEAR
S AR RS A e M O IR 5 (2) 7 ke 45 2R B
PERAEFREBE R W G 5% 5 (3) A ] RE it ) T
B A2 B 1 4 R S SR
(4) KA AN B R 22 R ) AR S

— K QT Zz&14F (long QT syndrome, LQTS)

AL PE LQTS J2& Hy T4t Co I 25 38 38 Y [
RAS P —HEE AR, BRI ONELE IR, QT
A HISEAC AT T e 5 7, DoKW R A I A2 MR Fg
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guide.medlive.cn


http://guide.medlive.cn/
http://guide.medlive.cn/

.6 FAEDIMAS 245 2015 4E 1 5543 H%5 1 ] Chin J Cardiol, January 2015, Vol. 43 No. 1
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BTN G AR G 8 — B R Oy 2 A Y
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LQT7) 2875 330 R M A 2 LA B AR T ZEK 1
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B TR A AEREAR T S AR R, LQT3 F8 25 0]
FE R AR D SRR

O ERE Z A4, QT [JHIEE 1 I LQTS AY4F
FEPERCAS (HAT BRI e, AR ERAS T A 10% 1
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FEARAN QTe FEAEARTE N2 WnfE( R 1) o I
IR E2920% ~25% #5837 188 A D Bk A 98 28 R A7
12, 5 QTe AIIEHR o F A 50 W] & 30 B
QT [H] W IF % 1 LQTS f8 35, W& I A 45 : MW ER
A7 Z3 S A AR SR 32 B DA R T S R
RIF QT (MR IEAS o XoF SEALLAR 2B A7 I & 1l g vl
BizWr, 3R R T i — 2D B

LQTS 2Rl #: (1) HA&GLIF 1 fhak 2
PGS, AT BIEARI2 W DT QT[] A ZE A iy 4k & 1 1A
% Schwartz 24y =3.5 43 (F£ 117 . @OFF#E
B 20 1 AR EURRAE . BT QT [ Hi4E
K ak A v AL 12 F B0 LK QTe =500 ms,
(2) RIS AT LI W A7 AN BH i R 22 ik L 6 QT i)
PHE A4k & B DR R R IR PR S I 8 AR 12 &
B LR QTe 78 480 ~499 ms,
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460 ~470 2.0
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THIR RS K = RA OE: (1) QTe: >600 ms
R FE s > 500 ms Ay s A, G0 A 2 S B B0w
2%, QTe >500 ms B (FL4E INLS & h iyl &+
AR ARG, L HRAEREE . (2)WBMT
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HRAERE , e BTG T o B4 LI RO & AR i
R o FUE R 452 3 A A T B 32 A BEL S 790 ) o0 R
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LQTS & AR ke g ff TP R A4 QT [ I 2454 .
XF LQTS & e 2 s $08 g i & Wik A — 2,
XK S B3, A S 2 Wi 4 . QTe 4b 1l 7
H . JGRE K TGO JIE 1 2 HE (sudden cardiac death,
SCD) %, 423 563 I R VAL K& 3d BRI T IS
AIPE—E 55 R T se iz g, sahghd A A
BERER & HA 52 1 Bl A Ay SRR A B BT
A GRS s S AR 12 2l T KRR A, I e T
Btz g,
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W7 My 45 A S Y AR HEE O, A0 4E QT [RIHIE H
MEEPIZ I BAPEE . HET W T /0 UE S s 02 75 1
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BLQTS [, B 208K, RN RE TN 52 B BB 1B
FeR 258, /T 45 TR, angh 238 IR L SRFEIR IR
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2y AR JLEERIHA R i EREE7IFR
HZE/AR 10 mg 3 k/d 0.5~1mg- 2 ~4 mg/kg
Crawrm
FIEIBR 50 mg 1 /d JLE 2 A7 IR 1.25 ~2.5 mg/kg"
(ZRER)
LR/ 5 mg.1 %/d JLEAH AR 0.125 ~0.2 me/kg*
PWEIKIK 40 mg.1 K/d 1 ~2 mg/kg

" ARG 160 mg 259K /K5 10 mg FLRKIK (100 mg SEHTI%
JK 80 mg 4922 % I ) ek AR 2455 T

2. AL IEE HEREIGE (ICD) & AEOE
SRR B A2 VR BEL I 50) 1) 475 B0 T AT & A 2 K
(58 5 75 1 ICD R 97, XA H /Y JLN £54
fiE A 2 A 7S AT E R AR R T
PEICD iY77 . T ICD Ry7 B4 AERTT, AT K
i , PR IR AR 25 S8 IR ST N 58 DA XU/ 3R A
Foo LQTT 354 CMEBRESE i AR IR 8 ] B 32 14BH
TR B S B S AR i ) E A ) A2 e 28
AR (left cardiac sympathetic denervation, LCSD )
RIT, R 2 B Al L, HoAE A ICD i KUK 55 1o
LQTS FHSCHESRFE A R LA REAE Ay HE A7 i3 1CD 4
ARYFEAE , BRI B A B BAT R A G O R 1)

AHBCK 1CD 2 ToAE IR LQTS 3, Fe il 2
HERBEN—ZI89T T-B. mfE LOTS BN % &
I ICD, JE A B 32 M BHL 7 45 = UE# . 1CD
RTINS B AT - (1) BESE R ; (2) 1CD #E
A0 B G B AU 5 (3) s L R BE 20
5B THE 1CD AR A B, 25 H A ik

T TCD 5 % ) 25 15 P 4 ) (R 1) 2 33
NI G, ) 30 REE O BRI O Rl
FUE N >220 ~240 ¥X/min,

3. LCSD: 5 0] FEAR O AR 1 & A=, 36 T X
B S IABH AN BB A2 B TC R o Il A2 9l T
FARYIO fef 25y By 7 ot nls e R
] B X 25030 7 JCRUE LQTS ARCR N 81% ~
91% "1 o LCSD % I T R AU 0L s M e 4y )L i
H BRI /INTIASRERA ICD 25 5 ff ] B 32 /4B #if 771
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JEATS e B K 5 AT W g 25 5 IR B AN BETR 32 B 2
AR BELT 7704

4. HAMRyy = X Ry LQTS g, 24 Hx)
B SZMARBH A R A BUKEAE ICD A1 LCSD R 97 T A
O NS A A ), AT 45 7 S VU AHE R e i i R
S BAIETERH WA 2 T LQT3 M, RVE A
At A B L B K LQTS ATk ik e 2 g 1
FHR A Tl RS, ZEFR 7 B E P ROR W, i Bk
Z KINBET 45

LQTS JAYF AL (1) AR 15 7 NBUE - A0 45 3 A
flFPTAE R QT M) i 25y 5 2N IE IR T Kt A 38
PEPEI B IS T BOR B A A, BBy AR T LA BT 3R
filo (2) mifa B N e S etz sh, (3)B
SEAARBHA ) : T BRAE QTe =470 ms, A7 F R 8l A7 i
KB VT 5 VE 5 WA B A2 KRB . QTe<
470 ms HICHERH , il MHEH . (4) LCSD: /77 ICD
AR SUEBAE 2N ; B 52 M BEL 77 JC AR BN T 32 5 B
SEAARBE AR AN () 1CD 657 W 1aIAT) A AR O I =
(5)ICD o MEBRIFEA7 5 5 B 52 MR B 77367 10T TA) 475
HRIRKANEF . (6) B8 8 PH 7 : LQT3 H QTe >
500 ms, G1—R TR AT QTe 4% 40 ms LA B35, 7]
P, (7) FCAERA LQTS BF TR AKX B &2 HAKH
T AL T 1CD
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Brugada & 1iF & LLCs HL KT g 156 ST BX R =
(B AR AN R FRBE YO e S BEL I, ATV TE
MRS H GG A SCD 55 b R R AIE Y 35 A4 P

Brugada ZE-GAE B Ji A7 27 ¢ A B Aif i 0 B A
g SRR N R A P a ot S A = a1
K ,ik 0.5/1 000 ~ 1/1 000, 7. ¥ () HE 2L 1 X,
Brugada ZE- 5 E 252 50 % LU TN AFER B HRAET:
(s DL . 6 SCHk A i), FE 1 Brugada £ G 1E

A 472 418 , Brugada P AE R ERDUR AHE K A2 %
0.075% ~1.82% """, Brugada %5 & fiF 76 0 W % %5
0510 SR A AN RE I AT e SO U N R A
SCN5A [R5 3l X S A O 51 56 o

B Brugada 25 A AF K L LM 8 ~ 10
5, o E R AT AR R R ka5 R R e AT
AE -5 HLBEI bl B LU (1) BB A5G, A, 8K
o P18 S2 3 R KR mT BE X B 1 o A R —
YEH .

Brugada ZE G AF 528 Yy A 1A b Mgt (e ke , B
AIE B 12 NEUREEH . TH5T BN, i X Se 5L
511 Brugada Z5 & fEIG R R ALY 5 2 FhHLE A
5K s P AL EH S I S S I A s, sl A ) B S
FULAE N, Brugada Z5-4 fiF J 35 22 B DR A I Bl 7R
1/3 345 54 . SCNSA JE P 4 i 4438 38 Na 1.5
(1 o ST, I RI2 K Brugada Z5 G 1E 1) & THA A
JE 30% # 5 SCNSA RN EAA *, E A Brugada
LEAE R FE 5 SCNSA 476" Jf4 Brugada
P 5% QT A7 5 SCNSA 2848 AH X iy #3870 .
H AT A DL 75 5 HA B Ok S A OG . B
SEPRRIN AT RE A 25, fH 2 A2 A O L 12 T A 15 0
T NHEFE AT SE DA IN 1X6) £ 28 B A DR AR g 4
UEE R BE B 1, DA A 7 S R A T

(—) ImRE I

I RFEA VE 5 SCD A3k (1 8] L 11 R B
KA IR AL BAFENE I O AN, X L
SEDR B PR E B R R LA B & Al H At o o a2 Bk
PIRAS T &R MiAR A 638 St B, 5 B AT
BF A B R, SR T AR O (41 £ 15) %
Brugada ZE 5 1iEAMEA B 0O BESS #5325, (B A &8
W58 HRIE Brugada Z5 G 1E B PR A BB A O = 5L
LD ESRE o TSR DU B R R IR
Brugada ZE & 1, if J& Brugada Z5 5 fiE 17 75 25 #4) 5+

T E 2 B 43 A 9 R A

v v Vo

i,

1 1 1

i ¥

(=) e

! i i

L Z2Wibs 3 (1) 56 F

F0 HL B R AR A DL % 2 W

LR

Brugada ZEAAE 1 A T4 2 .3 of

4

3

4 TRl A i, BAA 1AM sR

PIA JKuih TP HR W 27

VB i i FEH

i 1R ST Bedfivg =2 mm ([ 1),

B 1 Brugada ZR51E I ~ MALOHLIE ST Bedam RBL(IE A B.C 4350 T AN )

AR
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(2)F545 T F0 i R AR AT L% &
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552 3 84 A A M S, B 1 AMERE
o A ST Bedfmg , o B 1 28500 5 259 & i
Wnlifs & 1 B ST Bedam (B 1), (3) G IK#R12
Brugada Z5A1F - B0 Bt R AE A1, 7530 % 3] VF 5§
2 VT S0 BIC S5 .

2. Y ki Y M E A 1~ 1S
mg/kg,5 minSJ HFHIKE S . 25255 %% 20 min, TG
PRSI, TR T 0.5 mg/kg, 2.5 min 4] i ik 7
Gb, BT ES LR, MEAET 2 my/kg T,
B S B 1 mg/kg,5 min 5] HFR KIS, 2% ESC
WY B S B IR IR 22 (1) 3k
B PHVEIZ AR ; (2) Hh B MO A o 38
KL VT VF; (3) QRS B3 5 it 30% .

3. WRISWT . 35— R 5 0] F3 Brugada Ff.0>
R P S B RIS 00, B 4 I LR A o S AL R
W IO EY IR R Ao A s LB
FIRESE kA rp iR 98 A8 Sk D2 sh ki
EEE SRR EMARGE R RS
FAR YEA R B 5= S Ier m e Bon ik
TR B AR LS B i s
AL BN A7 28 3 A AU A o 6 76 2 2
J7 A HRGE 225 Sl il ME O I AR G, A 5 & VR
FEL i O S A DG A 4

H & 25 Y35 K 19 T & Brugada 3 1 B 2%,
FETE GBI S Brugada ZRA1E: (1) 231
far i W (R 46 = ST BLidl e, I AE Wk &2 W 0 46
Fo (HAFER MR, 7EH 2L Brugada Z5S1iF 883 (38
& SCNSA LN 848 g ) v L gE 5 iz gl rp ST
Bt . (2) 1B — B b AL 3 B A AT QRS
WA R, 3) A LEEEh, (4)1F5FH.0
HLIET (BRI ) o (5) T2 QRS I, (6) 0oLl D %
A ST-T 32 | R AL B V= P
(7) B A BRAG: £5 1 71 0 %5 A AR B (ERP) < 200
ms, HV [} >60 ms, (8 ) HEBR Lo E 25 44 14 5 9 12
F O WLk I

(=) FUs Ffak 42

L 2830 B —Seifs R AS B AT LA Brugada 2343
TERENARNS . &4 VF BEEA KA E
A R4S 1) v LS , 6 AN 2% i LAt f 6 PR 25 AR 4
T, A B B AR A ICD,

VFZBEVIE T 45 R ow  fE 3L 45 R T (TeE
fargk R &R 2y el kA5 ), 1 A0 fL R AR
(1 55 2 TR ISP A SR R A 2 A O R R 85
J[ER =Y [T

ERE
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HAbSE I 4> Z AR i #E 24 QRS I Al ERP <
200 ms, BEBEERAELBREFHEETL, 10% ~
53% A ML H MO BB, SR VE 195
R A K

TohE Atk Brugada 2545 F 5 3% & A SOPE M B8
A i O B 0 XU A7 22 5, B U BIE 9 41 3 =
HRHER I 1% ~8% 57,

R R HETE T 57— F0A i 2R BEAG 2 % 22
RS2 AR PR A B R 14 R 1 SRR G (H A T
T Brugada £ AE 245 J5) J7 187 (0 A0 (B 20 A 25 614
FIRITAT: AT K 7R AF 5 349 1t 2R UF S A5 148 A8 % o 5
SCN5A FE[H 275 il 4 N FE I 40 248 Ao SR i — 28
R S 1) 28 A8 2 R N 8 B A SR DL Y SINP X TR
R —E R X,

(M) BT

24— UERA 5 Brugada Z5 &1 B # kR
SCD WA BGARTT A A ICD, {H ICD AFER Z A
LCRERE AR R R — P R EZ R TR E
ICD, — BB Y 25 1 o, 4 A ICD J5 44 24k
HL& 2B AR (8% ~ 15% , v v Bl 7 B[] 45 4
H), HRIERE R E, TEZANG Y HHE
(20% ~36% , K5t iE 21 ~47 4~ H) 22 e
IR Brugada ZES1E B H ARG A HEHA ICD, BB A X 2L
H R AR 0 KU AR B AR X T X AR,
I AZ T A G XU R 28 (P 3] AR 1 Sl O Hi TR
e AR ARG A AT L) o

1. 259 3R97 B 1 E ShAR s b S 1 B
T S0 R A 1) B0 T () S 0 )
NS B I 2 E H TR YT Brugada ZEG1E: (1)
SAE LR oI L B B R, MR YT
Brugada ZEGIEMH X BE AL, (2)ERT: N L a
FEPU O H 20y, n] LIBHIET 1, A0 1 338, T VE
Fm A A s ORRE, FEHTTIIMEN:
(1) A ICD, JF HA Z 00 ; (2) A ICD A
ESIE; (3) A FERITHE OB, &
Je T X} JLFE Brugada ZE & fE AL, 0l HFAEA ICD
AR BRI BRI . BARE R TH Likinyy
BOR HH AT A IR T 2R TiRIT i BELE
5o

2.1CD A ¥7 #1824 M — % Uk B w0 B
Brugada ZE S AE i &4 SCD 1A ROIARIT R IG S Al
AICD, & EE il ny & BB E O RS
Brugada £ A E R E ZAEA ICD J4I7 . ARG K%
PUAHL A BEAG A A5 SR e R A A ICD (&1 2)
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[EREBER ARV S

&

ARFE I HLBEEE, fie & _
T i M ICL G

&
AR £

A ERBEAHEPS
TR, AYEKRK T H 13
DR, PR
ICD 45 AU E 2 B B g% , EPS: Hi AR PEAG A, VF . 0>
FE iz
B 2 Brugada ZE G HE B A A A O B F R B A AT
A

3. RGP AR BIE 1 2 v R T
fih e VE J5, = P 5L S50 mlAE o IR T
Brugada ZEBAERY Ik Z —. — SO R0 BoR
25 KUK B A ICD [ Brugada 25 45 1iF H 2, 76 56 45
HABIT G AR TR A VE R IRSFIE, BT RA
BEALAIE T 25 FAIE S8 S48 ST Rl IR T RO . 3
W S AT R E A 43 Brugada ZR Ak B oAl
waE

4. IR HEE: (1) R A3 Oy 2 A (AT g
PR A IR ST Bedfhi m sl ST Bedfiim Ak i 24
Yy 5 3 A 3 TR 5 B I 0 SR 8 25 iR 9T R A
(2) D EFREE R AR AN (B0 IC R B A R PEfr st
VT (R PR P2 IR A ICD, (3) AR
PE T BLO S, B AR A B &= PO R T
B PRL, FTAEA ICD, (4)12W70 Brugada 255
fiE, FEFPHLIRSOT 5 & VE, % JRFEA ICD, (5)1Y
DIEFC SR L N2 1 T B0 v TR U2 Y TC
IR Brugada ZEGAEAN AL A ICD, (6) ZJe T BN
M : O824 Brugada Zi45 1IEIF A O HKR 5 X
(24 h 4 VT 8¢ VF &AE 2 UL E) . @2
A Brugada ZESEM B 5, I HAIF FAIE N Z —
N A 2 R A A ICD 5 4E, B4 ICD 28 Rk 5%
TEAAEA TCD s TR Y7 A B 2 EVE ORI S
®LWily Brugada ZEAAE, TRERIEA H &M T 1Y
OHERR, /B, (7)53NE EREZ AT
i Brugada ZRG IR IO R X, (8) %
EHH L A2 WA Brugada ZERE, A OHRE K
Vi S 8 2 B 1CD A S ik

B,

= L2 By i O 208 1k = 0 Bl i 3
(catecholaminergic polymorphic ventricular tachycardia,
CPVT)

CPVT J2 U IS TE 5107 X5 )L 23 B fig 0 14 35t
PP . LIAUA T 28 M0 3 i 3 (bVT) S RHE,
AR IR O BERISA SCD, I & TARER A

CPVT By %9 5 H i HUR WA T, MR S
MO HE I8 A [ Ah SCHR i i CPVT & &
1/10 000, iy F~ CPVT [ By 5.0l BIE R, O IE
AR K A L TC W2 R, = BUIR ME VR AR R D
CPVT ) &% 2%, R CPVT B IE () % 56 3R 1 A v
Ko AR, RIEARER T CPVT 1y Sk iE , L
B ES

FIRTCUESE ) CPVT AR B0 5 A W] 534 P
J5:CPVTL 2o e o fk i PE st A%, O WLAH i 22 e
TR (RyR2) B [H 57285 2 ; CPVT2 2 Y (A (AR KR
PRI A%, B CPVTL b WL, 5.0 L 40 i 48 45 4
(CASQ2) FEN KA . HA 60% i) CPVT 3%
KB RyR2 FEE CASQ2 HE[A RAE, $2718 Al fiE
FAAE HABBOR HE

KCNJ2 J&5% Andersen-Tawil Z£&1F, Bl LQT7
MR EEA . Ank2 LRI 9845 0] 20 LQT4 iz F
FER I, B4 KCNJ2 B Ank2 JE PR 5 728 1) 52 34 Il R
RPN LZE M A 1 VT, H FE AT 2 21X
PHASSE AR S S 20T 26 {0L CPVT R, 3 JE 4 5 1Y
FE R S OB CPVT 288,

A H K BT R 5 CPVT 7 G 1 5 15 2
TRDN &[], 4 4 triadin 3 H . #F5EHAE 2 AL
I H AL EESE S Y SR TP UESE T 3 LA
T AGs AL ) TRND SER 548, e Ah, CALML Jk P 5
PRSI 8 O, 75— D HE R PR — R 25 L
A TR DR R AR, AR R
75 CPVT HURRR G & B E SR — I 12
)2 s e Rl

(—) I REEBL

CPVT B E 1 UCR R 1E 10 ~20 % A1 3R
B by iz Sl Eilis 4 LA S i A IR SE , GEAR 2 Y
AR LF R B — YR IR R BLAY AR 5 P 1™
HAE AT IR OCR AR BN, BUR 22 . F
JR AN RS AR, SR T CPVT iz, &
HPSCHRAIE ,30% K CPVT 885 A 15 3l A Y2 K |
TR FIRIE SR S, Z 05 S AT B T2 W CPVT,

CPVT LWL T JLHE AT AR, BRI L i) %
HWN CPVT 2O IEZ G IE 1Y 55 R 75 AE AN e R
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() SCD WA . #E JLEEH 2 Wi CPVT 1R [FIME, 4
8 F AT BEREAR A, Hh 2 e P i A A A
X CPVT JE&L , iz gh0 HL R T 24 h gl 20 v I HAE
BAEINESILEEEAH. 94 —-EANRA
TE7 ~9 % (LI A B ., (H R0 A o B B ik
RIS AT AN LI E] 40 2 7245

()2

L fFELTFAER 1 &, nli2 W (1) 45t <40
% U MEZEAE 8O L R TG 5 3, A AR HAth Bt 1R
fif e 1) Hh Az Bl sULZS W s & 1) bVT sk 2T 1 %
PR Z I O shid 3 (pVT) o (2) #5717 5L
S PE L 2 A8 1 FR A (e iE B B BE LA ) o (3)
CPVT SEUF (9 5 1 1 % 76 HE Bk 25 T 1 0 R 0
FIMA BB LN EEBI R GREK bVT 5% pVT,

2. FFELVINARAERT 28 AR Y > 40 % 0 RS,
FFIGEAR SR TC 8, f O IR IE 5, ASBE A
R R R BRI el iz sh s LA 8 e 175 & 1) bVT sl £ )8
PR MR EL pVT,

CPVT B 1y B0 L ELIE 3, (7RO LT
IEH G, CPVT Wil R I2 Wr 32 BAK 45 12 3h i % ik
5 Holter 54 A3 Holter, 43518 3l F i )
M RO B B 0 2R 119 185 T e T 3 0 A,
KB Z4 S BRI Y S A s ,
Grlaeh B2 A = R0 4E A1 bVT B pVT,
Holter Wil iz 2 7 faf i 40 5% # 45 A 53X Holter 34 7]
FEALOCHE(F BT B2 CPVT,

FEF RO CPVT (32 Wi fn i J5 ¥ Je 0 i, 6
WRERE K bVT 5 pVT, & AR R s A5 LA
KPR IR CPVT (D LA, A B T A fE
AT IE SR g R A ) A8 Qe i 5 95 S BAR I 4
NG W 38 308 K O ALEG O B BR B 1E Y
AR H R CPVT IR R AL Z —

(=) fak sz

HHETM G CPVT (a5 ZbrifE. 2K CPVT
HI, B R AL O WE B3R LUR B AR O
PR fE IS P3G = o R, s AT 0 B /)N T/ B 2
2 CPVT J&5, R B 32 MABE s 7) JC HIZ 94 2 1%
IR PR A O WA g e 7 U PR R . kb, 32
SR YR I PURF S ) 5 e R O R A UG 25
CPVT BF (R AR RS R E AL T
RyR2 C 2R i (1) 58 48 il N oK viig 1) 5 AR AR UL, & AR R
FRgetE VT RUBS 38 i ( XU L 4.1,95% CT 1.5 ~
11.5,P=0.007), PARatkJy =0t & 1) CPVT, #47
ali 5 R AR B A I AR R R, G B> CASQ2 4%

B,

G oA AT 2 ) A g B AMAC . SR, oA i R 9
iR B CASQ2 45 AL AT B & = O R
LR

(P9 IR

L. 259697

B SZPRBHIMEF : CPVT B35 i IG) T e B IC M 1
PR IRIEPERY B SZAARBH AR 7, 7] Bf B iz 2

P2 IR — R B SZARBH ), 35 T 9
B FIARTT , IFCUESE I R A 85, 38 F K
(1 ~2 mg/kg) , TR BE R 72y, BNk
7R B ZARBH I A I BT, O A K W AT
R RIE 3% ~11% Z 18] (8 4R KRN 27% ) o
KET G Z 2R, 2B B 52 ABH W 771
W Z89% IRk B FEVE R RE M. EE DR B
2 ARBE 7 R A, Rz o 152 A sl 20 L [ RS 3
TR, B A O % 10 58 M0 Bl i 10 38R
FRAEL, DA AE B AR 30 H R ke O R 3 0 21 B
AL HL IS I B T i sk B JCRE R i =
R e TR E R — M, AAEiE )
IR B B &S MR, R R R R
PR B S B T R, BB B3R T 7 S
I B BE A

AERL A - S B BE T & IR AE R K T DAl — 3
4y CPVT [BE R w5 75 B 52 M B TG 97 10 B il
e R AT ARG 5 O O B A e, (X
AR AR A I S AT IR AEAE L

FARJE TR R AEA B CPVT (35 rhn] B g
DA F ffr . BARIA A KRG 41
B B 360 JE B 25 R008s , B RTIA A 7 AN BE 58 445 1l
DR E RAENIE T, iR e RERE B 2B
FRIT B E L2 .

2. ICD: AR AL ) 25 IR 97 o, BB AT
LSCD, A] % [EAH A ICD, {H g 35 200 4k 22 43 %7 B 1
IZIPNRYT o TEFFURIEZIRTT I C 247 O SR 5 5
(R A ICD [ [R]E R FF 4R B A2 44 BH iy 1 2% B
SZARBA A RS R JE IR YT BB SRR, 7E
CPVT & ICD 15 4 B 32% R 4 L%
PR H, B ICD G708 VE B %, % bVT/pVT
JLT- e

3. LCSD:/NBAFIFAT i /s LCSD ZEus /b O
WEAE T A A R A I B T
JEF 4T, (02 LCSD My AL 5 5 75 32F — 2P W 5%
LCSD BEARHUR 25 Wik 7 i i ik — B 0F o, (0 & —
AMRA TS RIT
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4. SFPATUIF R XA P AR A e AR X ) 2 P R
RS R & VE, SHH Al AT A A Ba T ik, H
DG T S 480 9 il 1) 22 9 AR /D, A HE U 95 K i I
BT

(1) S8R 5L DA

IR A ZERE B 5 A B #E77 CPVT A G AL A
GEAR WA AR SR DL (F Lo FACEE ) HEAT Il RIT:
i FIE PRI, A& AR A O 2R RS 11 oK 12
Wi B FTCRE IR 28 A2 #5 & JF AT IR T . BRI
i 1A 18 2R B B 5% RT3 Bl X e B 4, A 1 4552
B AZAARBHE FIRYT o

(75) CPVT {97 7 R Y

L A CPVT 1y B #R N AE T 51 A4 1% 7 =X
(1) PR EEE S e e A Bz gh . (2) IRl skt 4
SRENE S, (3) RS IK

2. i AAEAR T CPVT B HRI ] B 324K
REL 791

3. S kPR S A B O PR 3 (B e
PR 2 AR J 3 ) AT AR FH B A2 IARBH A 71

4. B SZARBHAERIBR S IR e FE I B =2
IRBHIERI OIS 50T, #5112 CPVT R E B kR
ke bVT/pVT,

5. fHAICD: 28812 CPVT 1y iiiss 812 T
AL YIRS A (E0) LCSD T3 A7 .0 JIE SR 15 S B =
fRak bVT/pVT,

6. JCAEAR Y CPVT B E A HERE ICD AFE Ry gl 57
BIT I

7. LSCD: #i2 CPVT  fE IR T B BEHR 7 1Y 1%
BUT AP RS A 2 R El bVT/pVT, BiA HOk 1ICD
P HLIC SR AN BB 32 B S AR B ) 2A7 B 24k
REL it 77 4 SRE

PO . %5 QT ZE&4E (short QT syndrome, SQTS)

2000 4E4H SQTS fHE 2, QTe <330 ms, B4R
T i, T i 0 3] T IR o I BR AR 6 J . 3255 To i
PRAEAR , 28 MO 2R o R A I T B0 ik, 8 R A
SCD, SQT 3% b BrEi sl Wo IR E K AEIREL
FLOLE I RIA] %0 , AT g2 22 L SCD iy 2 —

SQTS J&—Ff/b UL iy 5 38 38 5 . 3R EI#E 1994
AEAREE AEARIE 11 2000 4F Gussak 45 4R
SQTS 5.0 B Hi g Al VE AR I, 22 5 B R
ZIRIETRIAN 73X — M, HLdRiE 2 60 &
UL SQTS S22/ Lo SQTS il i A7 KAk 42
S, 7T 3 A G i BB - 1y P (KCNH2 |
KCNQ1 1 KCNJ2) ; FF P2, 3X 3 DMEAIR S 3 Fif

ERKE

medlive.cn

LQTS fy M. &Y AH OC Bk (73 il & LQTL, LQT2 #i
LQT7) o AFFSETE LQTS Hh B[R (1) 58 48 F B /2
AR EE 1 I S RE Bk, 17 SQTS W& Shfe ik, B
FHE SQTS W rl A T L B4 EE Y o A1 B I
(CACNALC Fil CACNBR) (28745, @ ¥, #EdfFx 2 4
FERAE R ERE, A RS T ROk w 29
KT HB T A Brugada 225 0F 09O B IEAE SR

(—) IR Wi

1. QTe <330 ms, N2 W; SQTS,

2. QTe <360 ms, HA FiRkZ —si ZAE 0L, ol
121 SQTS : 7 A3 g 2248 L SQTS FE i i A i <40
KAEFEFERI F S, Tode Bt O e & Az i VI/VE
SEAEH

SQTS P Is A7 4 i, HoAR SUAE T Al o 2 12
Wity QTe fIRFR 43 5. FH Bazett 203 4% IE 1) QTe
SEARRMENY 0 R e M sl 18 1 ] R Al IR AR QTe
1B, R 17 3k B 7 o 2y 3 3 B 28 415 1 R 5
QTe {H.

Gollob 25" $LH (PRS0 12 W 77 56 1 R WR 40
T LT LOQTS (¥ Schwartz P43, i T4 T
e RARE , A145 QTe [ 1% 23 G043 LA B I R 2 B
LRGSR,

LR FE VA QTe <330 ms 1E 412 Wi 1.
Gollob 25 £ HAZ W M43, Kf 330 ms X —If
FHEAE N e B AR E KN E . % QTe HALFIEH
B4 2 DMFRMEZE (F 1k 350 ms, 2 365 ms)

()97

Fegtk VI/VFE (1) SQTS, i A ICD, T &
KT BT 51H ICD B4, FBOR M, NI % i
SEIE M ICD F2JF . ZJE T RBZEK QT [A#H, nl Gk
HR AAHGEL QT fE K AEH HAE 5 KCNH2
( TR SQTS) AW BE T AR N BE ., HMprl
AR H Y, 48 WP LA H 2 iR g R,
XFF T AL SQTS /B QTe WY LERKAE F# 2% , {H 0] fig
1 HAbY B oA 2%

T = 0 R R A5 1 ik 57 fE B TR R (A 46 %
%) ,SQTS iY—Z T B v To i AR SR W . AR L& I
QT [R] 300 8t ) DRI 8 2y, L 15 T B 9k 30 S 453
— B, XA GRS TERER . QT (QTe < 360
ms) BEHIHETE, P78 QTe S O AR [ ME— fE K

% )2 T A BAE D BRIR I 1) — B e — e A
RSB A B, i 75 KB BA S B 55 8N
AIBASE 2, AN SCREXTJCIE R R A ICD, H
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4 SQTS B34 WY SCD ik s HAese s vh 2/0
FNEA QTe 45 JHT, A e % 1& ICD fHEA .

RIT L (1) SQTS IR T etk , 4
FEA ICD < CoWE RSS2 A7 38 (5l A7 H R PEHpat
P VT BEds , fEEOREE K. (2) JSRERAY SQTS,
JEA7 SCD [ 5ET5 s, Al %5 1 ICD 3397, (3) JaEdk
(1) SQTS, #4A SCD FKjE L, Al H &M HZER T .
(4) JCREAR () SQTS, 47 SCD ZK 5 i, Al 2% v,
FMIEIR

o REREEEAE

R A IR L EIRRIE S 2 a0 Z AR
6T SR ST Bedfvmr o Mm-S 067 B2 el A8 4 o R
S R OER (R 30 A %o BRI A B, S
A3 T REFN (B8 DURE (1) 52 A0 Fi Tl oA 5 R Pk
VE MG, BUAh, AT AT UESE, Tt BIEN T
OB Bz I DN 53 5 At O I 9 995 1) I I D
RN S DR E IR TG

1% ~13% 193538 AR 15% ~T70% 1945 &
VF B35 A A A= BEFN (E0) ) BE 52 3K R A A, 3 e
TR LT . B2 S LR O
BRI 3 70% A 552 B0 v [ 36 3 02 B 1
FE T ARSI AR, B L RTUE 1 kAR R 05
W T R, X RIS 52 e R A AR .
EHO BB IR 2 W T RERTE N ER A
i ROMEAER SEE . BLAb, 52 M0 i B el Az iE
e ek )y AR S IUAE O it 22 L QRS
PR A < | G QT [a] 1 fn 22 .0 =L B 5 1 K.
Brugada ZEAAF AR M 27 G AE 10 HL R SR LA
& AIE,11% ~15% () Brugada ZESE B H &
IHA T RERANRE SR AL, SQTS i h e
WIRRBARHE WL, AR Z A B W R E LR G
B BRI SQTS (HH: QT [Ml AR .

PRI AR )5t A 2 BE A T2 B T LA A R
RAE VF IR &4 SCD fyWiER . FErEREm
BRI O BB HAR SN
TEREPR ) T A A A B R At VE B35 A7 F
58, KT —A~ KCNJ8 845, & g it — 44 L L B
() ATP SBURSPE A B 7 8 WAL . L RA5 88 13
iH ¢ A% 1 $§ CACNAIC, CACNB2B,
CACNA2DI1 D) f 512 SCNSA F [H 1) Ty B il 2k 1) 58
SRR VE FIR A G, 8T HREWAE—
JE TR B4 R R A A I L P B R — R 2 L
WAL IT HAZ AR BAL N R 52 e . Jedln , X R Y
3 AP N A A 2525 0 B A B 8 N i 5

B,

SEMANSE, 67 F KCND3 JE A | SNP 5 542 e
Ao I AH DM 1 A DR 3 G A R B A 1] 1 S
iWIH (Kv4. 3 i) 2,

(—) I RFH

B A A O R R R R MR AR
KIGKRZI, FEWLES IR BE e LA VF 2R
J SR B R AR R N, B VF K ) kAR
- K- RIS 2 )5 o AE— 40 AR BRG]
B ST 7RSSR JC R S M A AR, A
FEIZRAE 50 2 LIS H 300 B, D60 — 2o A i A
an kB = F n] BE 2 i HL A R A0 e R
B R R B RS o

(=) iz

F T 1 PR R A A R PTG H SR g, R e R
IHEFEHEIZW R MR GAE . A0 H 2R 1Y R
Ktk VE/ZI0E VT o0 a I, i 12 SBCL
B AR Z AR, a2 W o R R R A AE, [\
FER), PR TCBAE R PR SCD B3, ik |0 H [/
AR S ZEHERR Brugada 5505 J5 1T
LW R E W LE A, T BRI A, T VE
SEAE R BT G 7 0 Bl L R s kL 4 T
5 YR BAZ (MRI) | 7% 2800 N RS K6 78 Y IO G A
PR AT GRS HERR FLA R 5 R A VE, tesh, i 1 il
1 25 S R AT BERR A Brugada £ 4 AF 45 oAb
BEE LA R . B RTBAA M OCHY T BT LA &
SR, TESRIAAY R, X T R R A
TEEORSED , HLO e B A 2 3 R A9 TO e IR AR
AN AT R H P A R B 2 A A R
M8, e g ] e s ik e o R R G

RAWEG A2 a8 (1) AU R
VE/ZIE VT 2055 W B35 b 12 0 H K]
BELE 2 AAEL 2 AL BT RE L B R SR
LT fidhE =1 mm, (2) PA TN & BLEY SCD
B TR 12 RGO B EESE 2 482 A~
R BERN (B) P EE BB SR =1 mm,
(3) b 12 RO H I FiEZE2 AN 2 ML ERT
BEFNCEY) M Sk P T N30 =2 mm,

(=) fak 2

BAROHE L BEA R EWMRIE LKL VF %
SR ATER 3 F5, (HJ& d T VF e 58 A
(1) e HEREZRAR /I, it DAL AR 1) f B Pk oS 2 18
A JCZUESE TR e T B ik . AT BRI
HFEER, ) B IR B A —E AN (. TCie
SRR VI T 3k, #m =0.2 mV #7638
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NBERER LD I (EATEAS o BEA, 5 D I 114
O MEBRIE AL, R VE B T a8 2
B M A B R

(1) 3697
1. X FREAEA O R 159 S Al e 2 W 25 B AiE
HBEWIAA ICD,

2. FNE ERRES TG R AR LR S IR R
R F XU AT 8

3. X TOAMA ICD R G R LR, &
Je T aIE Ry R B i ] V.

4. T RO LA R 25 A R R B 5
O, LG ALK B 220 2 AT BES N RE S ST B
fim =1 mm W% B A ICD,

5. R feO H IR B (T IR 7K -2
BN RHR ST Bedfivs ) L A W 09258 58 165 s 8 JE A
R, oA ToBUR 5 R =48, L A] 5 A A
ICD,

6. X HAG R A0 v 1B 3R B0 1Y TCAE AR AN
HEAFHE A ICD,

X TS RS G R EH  HEFAEA ICD,
W ICD Jeikptids , K A IR 2R T, X TR
PR A A T XU 1 R DKoV T S i
RAEFAR

(L) G 5% i A

AHEREXS T TCHEAR B TSR 25 B AR 2 1 01 i
FTARC A

7N HEAT O I A% T B PE R (progressive
cardiac conduction disease ,PCCD)

PCCD J2&— g BN B 1) LLCs B FLO> 38 N AR 3
RG5H RN, O BRIy =45 =
PN A% SN 1) B SE A, AT 0™ Ao B T e O
KA. B WIE R th 70 ML S 4 25
BB ZESI R, 5iEEHRA X, KN
Lenegre i, 73 A — i 1 2 31 K I PR 45 iE 5¢ 42 AH
[) , AEL rp B A K, 35 A% f00 16 AH O AN B 3, B
Lev i ; X Il R %8 51| IR MEST, 7T G2 FR N Lendgre-Lev
o O MEAL 5 0] LU TR, o] PR e R
SO R o 2 ] P st 458 5000 JUL , 45 I I 0
B WICWO AR OO R 5 0T O AL SRl o AR
B A Sk A b AR

(—) I REEBL

X AR PR 2 i A1 AR R 3 48 AT R G
o BALE PCCD DU e AR BB L 0 o IR
FEARD U, AH T 2 28 0 IR S BH s A HE A0

B,

B 1R, AT ATCAR TRk, i RSt Es , &
JR& by e JE B = s w BE i I HE BB SR bR ) U
HER A R DR AR 1) R AR MRS B et R
WA 3 ANMER BB B E L A A AR
KRR B S O Re bR A L M, B Lk
A AT G T A L AE . AR E BT
bk B PR AR S E AL, B ke AL
BELE SN AT 182 e 49 28 ol s WL A8 S 3500 s 3
T 1 0oy ] R

LA 5 WL ARG IE R (48 > 5% 1Y
o BB B R 1 R AE ) JEERIE IE SCNSA (W] &
Jf Brugada £ fF) \ TRPM4 45 3837 8 38 JE 5 (A5 .0
235 A S 1 FR ) I LMINA (A 3547 e 7800 LS
O F1 3 ) K NKX2. 5 TBX5 fil GATA4 3 [A %
AR ] A B 2 S R PO IE R, = [R) B B A
PRKAG2 JEPH 58745 (1 #5715 2 . 1] Bi HF S0A R R0
FAEJEE TR L 2R B, T 45 51 o

() izl

IZWTPRIE AR <50 %7 35 H 30 TG B ff J5E R i
TR IEAE 55, O IESSF1E & BLIC B UL
i PCCD ZE L #H A B T2,

FEARER T FE L 12 SO R I R
FORHIE TS W, YRR O Bl I O R AR A
O IE MR R A 5 200 KO JE 9 A0 () 7 A 0 UL
PG o WIASEEAT S5 K M0 JIE 95 Y 5 & M PCCD,
AL T 55 O IR 25 A B84 B B 2 5 I
SN EHEAT PCCD AH DG Y JE R AG I, B A9 3L A
R AR S B2l PCCD 5% £ B 45 44 14 O J0E
PCCD 12 Wi i F () — 8 43, JLH XA PCCD ZE % s
R,

ARSI IS Wi R v T 5 TR DL T R

L RIGHRE : B A I AIK, F 76 40 5 HiTC
PRI HF A oS A5 e BHLA , EE AR A2 LR L2 A
W BUE SRR, R K T I, n]
HH BRI L, R REEM

2. o HL EIRRAE < S5O0 o R R AR 5 R A R S AR
SRR = s R W o) | E T . 2001 - D
TR BH iy R = B b5 & AR S B, B4 AR S BH i Y
QRS Y& I PRGBS 58, DA B IF SR . R
b & | i VAN S TR 2T o S 1 3B g o 1
KD LR ) —FR1E

3. IR ARAIE « 7 BB 52 e RO S A% 5 BH iy By
B, ZHIGIRRER . Y& A B = s = AL S
WP, AT RE AR BN R AR, &R BRI AR,
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YLy R

4. HERRHAbC M AF B : Lev 5 R IRAE ISR,
AL IO IR S A

(=) a2

55 R 37 BELs AH 5 R — B By 2 A% 3 B Bl A i
AR V25 32 i 2 A G SELHE T4 96 3R A 0T 48 125 5 K A P
I = By 2545 G L B A B R AR 4 SR 2 JE T
AU . X EA R RS R, B %
JECER A TR B, DRI, o A (1 A F A 5 T
[l B g P s PR 5 L O A S BEL

IR A 5 T 2L PR (G FE 6 3 2, —SEAH S FY
PR AR 50 JT BB R () O RS G 2, A
BN 56, A SRAL R AE & T iz, BA
LMNA Z78 f) 3 A8 A I RS 48 % 22 5, 475 7T o 3R
SO H FIAE , T B RN ICD YAYT

() R9IT

A5 B9 ) B B AT BB AU A R S R B A
FZERTAr R, R ] 0 M 3h 12
TeRF RIS IRIT Tk, ATRIRIT . MEBES I
R SN e i & S A S B IR & oy il 7)1
B2 DAL S R G , BN TR
BRI I A B 2 A 1) R/ 1
BRI AZRFE P AT 2 24 1y s [ i 52 44
FEHUH T B 0 UL 2 Ab 3R B L7 SO 2
o 5 4 R TR 1) H 2 T I 2R T

PCCD AR T I L

L X TR H5 5L B PCCD 88 3 #4528 A KA
PO JPERCAE 2%+ (1) Po) R Sk A = s B
S (2)ARERe T T a1
AL PR

2. FEAERUR AL SRR 0 B, e o —
P B A SRR , 22 0 R 2 T AT 25

3. BRI A/C HEH RGO E D)
BE R4, NS Jo s VT, RLA ICD A fEA 25 .

() GBI i

FEISUNT H 5 1 5 0 AR B T 1 R R A 0 25
AAEAG , PCCD 3 X 5 748 B4 255 14 5 18 il 53 17 3464
RGeS R, 1 e — SRR R A AT 74
A T J %) S 8 AT PR 43 R 5 R 5% 6 7
RA g PCCD,

L AR JUER 0 R 452« 4 VF
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AR R T AR o Bk R R MO AR LR AL
ICD J3Y7 B 75 TE R A R BT
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