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[ 8] KM QTIERERE (LQTS) 13, QT RIFODIMEE & Torsades de Pointes (TdP) 7
EDEREARIRIC & 0 Lm0 ORI % X - TR T, OB AR £ 72 XHE 0 EB R
b3 XV Fr RN, HBEVEZORAMEAL I FT5BEFOERIZLD LQTL »5
LQT6 23 iEhd. SETICBE L OBIETREIME SN TELY, Sib, [H4OMERIC
B AARBIRORBEOHEE 2 I LU TABE AR Z .

[FEE] RRMLQTS214 (BH 9%, KM 124) 2XF L Lz KMMOMIRE D
genomic DNA ##i i U 7=. LQT1, LQT2, LQT5 % & U° LQT6 ? exon (=% U T primer % &t
L, direct sequence ¥ C sequence DIFE % 1T > 72. BT OFER & EBRIERD B % 1T - 7.
%7, LQT1 B & LQT2 B0 2 BRI I 1 B B/ 85 A — 4 — DIl & HERTZH 1SRRG L 72,

[E5) LQTS % 21 Bl 14 ] (67 %) T LQT1 DEZFERNRH X iz, 64H1id TS
T, 2O 55 16z, KCNQ1 : P448R & KCNEL : D8N D 2 DD SNP #A4b¥d 5, 5HlL
W U CERBICEEBARAD O, ThE TICREDEVEBEFERNSHITRRE SN
20355 B13K & D611Y RFEL LT BRE TH 72 1TATIA VLT -12&kD
BIZFERTH 7. LQT2 13461 (19%) TEETEEIEREh, 55 3FIIH LVER
FERTH 72 TOIBED2HE TV -V T MIXBERTH »72. LQT1 & LQT2 DFY
FERIE 18 T 125 & 27 + 13 5%, DEMEA XV FOWIREmMIZ, ThZh 12+ 14K&E 25+ 14
MTHBXE I k-7, QTHIM/QTc BkEiX, LQT1 © 495 + 58ms/514 £ 51ms, LQT2 :
549 + 39ms/512 &+ 75ms TV h & ZiTZBD L h - 7.

[#Z%&] 21 ik 7RE L OF LOBZETEESRM I hZ Lid, LQTS BEERLBRTER
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CEOTECBREBTH S I LpnEhi. SETORETE, ERIZLE7 I/ BROBHR
MBIZODWTERLZBERIZLAELEL, HAIZRRE XN LQTL : I313K, D611Y,
LQT2  G601D, E63fs/16 i, BN EIL#PESEREZEDHH I L1 6, F v FIBEREIZ K X
BEHE 720 ENDTRENE L Shiz. 58, RN ED CTERF v 3L ORRESL B

ST ERENRD B,

[am] SXtE LQTS & 21 GIOBRFRN 170, TREDS F TITRED AV EBIETER
EEd 18041 (LQT1 14 6, LQT24 ) ICEWTEETFEREML»IZ L.

F—T—F DR % QT ZRIERE, BZTER

¥

i[l]

QT ERAEMRRE (LQTS) &, LEXT QT k&
DHEE: & Torsades de Pointes (TdP) 7 & DELE
ABERIZ X O BB DR IAIE % & 12 S RE AT
T, AR LQTS L BRKE LQTSIZH T 5 h 3.
XM LQTS i3, B % b ¢ HEEakErEx=
%79 Romano - Ward JEREE &, HEPE 4 B g
e fh R MEIR 277 Jervell and Lange - Nielsen
MERBHIC AT 6N 5. HO P BFEREERNX BN
MFGIEED 5N 5. %RMLQTSIZ, ¥A4l, &
PERECHIRE EOBRNERIZ X D QT kR
DIER%EZ7-L, KRERZBWOKRGIE QT MFRIZIE
HLT5. BRELQTSICRBETEELAD S
SEGIA|E XT3 D,

1995 F-LIFE, EHEMN, Bz TEIICX %R
% LQTS &, DA M £ 72 X B B8R I 2 »
b3AF VY Fr I, HENEZTORGEGL 2
—FI3BETOERENFERTH 5 Z LA »
LD, TORR, 5 OOFEEK EOBIEFREIC
T 5 6 DOREEETAEE X h, LQTL »
5 LQT6 I h7 (FBDD D,

LQT1 DR E&{R T TdH 5 KCNQL i3, fi5 6 [H
HEMNOBMNKGFEKF v I LD o T2y
M, LQT5 OREBIE 1T 1 HE®BAO K
Y ANLD LY T2y b ThBH KCNEL & HAK
R UBIEER K F v 2 L0 5 b3E  EGHEAL
ENBF ¥ AN EET 5. LQT2 DEKEIET
Td % KCNH2 3, LQT6 D FEREEIZFTH 5
KCNE2 L AR EER U BEREEHRE K F v 3 LD
HSEHELEhSF v 2L EBERT 5. LQT3 i

LA NaF ¥ 3% 32— F$4 3% SCNSA DEIETF
REIZKZEDT, BHEMN ST P —HTHEIRS
late NaBHZHAZI ¥ QTEHEEE2 249, 20O
SCNSA I B FEBAL D&V Z & 1) Brugada SEBERE
DFERBIRTFIC BB ZLBHLELEE S,
& 51Z 2003 1213 LQT4 O R KE (5 T i/ Ha s
DEAHEEICEBRTSANK2 THBZ L B
EXhD,

SETIIRE DBIETEEIRE S h, BF
TR RBRROBRET TN TE 2912 &7
Z DN D OBIRT R IIFBIERIC & 5888
EmdiTbh, ERAEE ML) EBRES
##13 % dominant negative suppression ® F ¥ %
NEHDOMRENDB XD KM TS 5 trafficking
defect ZED X F TE LWBERENME ST
2B U LERS, Sk, H4DOERICE
i} 2 ARBIRD FEROMEE RN, BERROEN
B L TIARB A S L. X512, B, single
nucleotide polymorphism (SNP) 2k 3 F v %)L
BeeoBfie MEShFEH T3 ¥, G
FHEERBORBEZIT2HIZ, ZThEThh -7
LQT1, 1QT2, LQT5 & Xk UF LQT6 D &1x 1@
DAER % BEIRFEIR & BB A 2 1T W ER T 5.

MREFE

1. X8

FRAER B ER R AR EREE S —
MBS L < I3/NRBHS LQTS DM T ARE L 72 5E
i, AFEO BB L OEBYE, BEEH, @
ANRHROREIZOWTHAHBAL, FAELBELN
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R ERM QT ERERTOREKERET

BEFE REREF FuRIL

Romano-WardfE & B

LQT1 11p155 KCNQ1 lks

LQT2 7635-36 KCNH2 tkr

LQT3 3p21-24 SCN5A INa

LQT4 4q25-27 ANK2

LQT5 21922.1~-22.2 KCNET1 lks

LQTE6 21q22.1-22.2 KCNE2 lkr
Jervell and Lange—NielsenfE & &

JLN1 11p155 KCNQ1 lks

JLN2 21922.1-22.2 KCNE1 lks

ks=BERRKERDECERILINIRS

k=B EEAKEROBGERIEIh S5 INa=NaB i

72214 (A, ktEi124) R L L.
KR H T BRI, FIndDARBEIT - 7.
TR LQTS DEEFIIERIF L 72, BIR FRFEEH
EARZERFBRBETWERRAZOERR R/, »D
R IROD AR & 2 12 RICHR L 7.

2. LQT1, LQT2, LQT5 LQT6®DEIx
FREDRE

S & [HE &S0, KM% EDTA WX
¥y VI 7Tml BREXL, 2000rpm T 5 43 [5E O I
wERELZ. BRELZMERES 12 0.2 % NaCl
A AN X8 72%%, 1500rpm T 5 7 fhEO LT
AIERK S 2 ELD # L 72 &I, DNA #ily = & b
SepaGene (=YtHfiZtt) % FH T genomic DNA
il RO

EFNETNOBIZTFICEENS exon X ST &
912 intron ki< primer (¥ 2, £&3) Z &L,
Polymerase chain reaction ¥ (PCR) %W\ TH&
# D genomic DNA % ¥4lg X & 7=. Z® PCR EW
% BigDye Terminator Ready Reaction Mix kit
(Perkinn - Elmer/Applied Biosystems) T X
v L 72 %, ABI- Prism 310 DNA sequencer

(Perkin - Elmer/Applied Biosystems) % T,
direct sequence ¥ 12 T4 sequence D[RIE % 1T -
7=.

3. BEFR

WD & DREEA XV b & UTRM, DIERAE
& TdP DF &, LEHEAL L OLEHMBIDILEFD
BEAEEAL . 72, BUGERIIZT > 2 h%&
12 FELEN (ECG) #HWT, LB QT
RRxEDORTE ST A — & — %2 HAFHICEHRIL
7. QT RERRIZ, QRS FfhmR L TEHOKER R %M
EL, BFETRS QTHBAEEL T 5E%:
Fv /2. QT RIFROAHIE 1T, Bazett X 10 % 7=,

X5, LQT1#E LQT2HD 2/ IZ AT T,
BEEICB T B85 4 — 4 - DOl A HEaHF
AIICRRET L 72,

4. HEEPERIRES

Bl Py RS TR L. HEENER
ZEREIE, Student t-BRTE % PV THBMES L 72,
p < 0.05 #HEFHFMARB L L /2.
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%2 KCNQl1 & KCNE1 D754 <—

KCNQ1

OO0 UAWN -

5 -AGATTAGGGGAATTTTACAGCTTG-3’
5’~-GAGAGCAGGGTGTATGCTCTTC-3’

5-TGGACATATACCCAGCCTCC-3’

5’ ~-GAGTTGTGAGGAGTGGGCTATATT-3’
5 -AGAGTGGTGGGTTTGGGTTAG-3’

5’ ~-TGGCCTGTGTGGACGGGA-3’

5 -AGCTGTAGCTTCCATAAGGGC-3’
5-GTCCCTGTCCGGGTTATGT-3’

5 ~-ACAAGCTCCACTCCTCACCTG-3’

5’ ~-GAACACTCTCCTTGTTTCTGGAAG-3’
5 ~GAGCTCCCAGGTCTTCACAAG-3’

5 -GTCAAGCTGTCTGTCCCACA-3’

5 ~CACCCCTGGTATTTTTGTCATAG-3’
5’~CCACCACTGACTCTCTCGTCT-3’

KCNE1

1
2

S ~-TTGCATTTTTCCTTTAAGAGGTGT-3’
5-GTCCTCATGGTACTGGGATTCTT-3’

9’ -TTCTCTGATACTGAAATGAGTGCC-3’
5’~-CCCAGCACATGGCTCAGT-3’

5’ -CAGCTCAGAGGAAGGTGAGC-3’
5’~-CCGAAGTCTCAAGACACCAGT-3’

9’ -CTTGGTTCTGAACGTAAGTGGGT-3’
5~CAGTGACCAAAATGACAGTGA-Y’

5 ~ACAGGCTGTACCAAGCCAAAT-3’
5~-AAGGGAGAAACTCACTGGCTT-3’
5-CTAGGCGAGTAGATAGCACTCTGG-3’
5 ~TAGGCACTGCAGGTCTCAGATAG-3’
5’-AGAGGCAAGAACTCAGGGTCTC-3’
5’~-CTAAAACGTACTTTGGAGCCACTT-3’
5’-CTTCACGTTCACACGCAGAGC-3’
5’-AGAGTGGGGCTCTTCTCTCTG-3’

5-ACATAGGCCTTGTCCTTCTCTTG-3
5'-ATCCAGTGGTATCCATCACAATAA-3’

%3 KCNH2 & KCNE2D T 54 v —

KCNH2

W W~ MO PN —

5-ACCCGAAGCCTAGTGCTGG-3’

5 -GGCTGTGTGAGTGGAGAATGT-3’

5 -GAGTGGAGAATGTGGGGAAG~3’
5’~-CATACGGGGAGGCAGAAGTG-3’

5 -ATTGTGAATGGAAGTGGGGA-3’
5’~AGCGCAACAAGCCACTTAAT-3’

5 ~-CTCTGGATCACAGCCCACTC-3’

5’ -TCTTCACACCCTACTCGGT-3’
5~-AGTCTTTGGGGATCTGACCTCT-3’
5-ACGCTGAGACTGAGACACTGAC-3’

5 ~-GAGGTTGAGATTTCTCTGACATGG-3’
5’-AGCTGAGGGGACATGCTCT-3’
5~-ACAAAAGTCCCAAACTCAGTCTTT-3
5-TGAGGCCCATTCTCTGTTTC-3’
5’~-GAGGACTGCGAGAAGAGCAG-Y’
5’-CTTCTTCCATTCCTAGCCCAG-3’
5’~-CTTCTCTGCCCACCTGACTCT-3’

KCNE2

1
2
3

5-CCGTTTTCCTAACCTTGTTCG-3’
5 -GTCTTCCGAAGGATTTTTATTAC-3’
5-AATGTTCTCTTTCATCATCGTG-3’

5-CCAAAAGCCTGAGCTGAGTT-3’
5°~ACACCCCCACAGAACCCT-3’
5’~-GCTCCTACCATCTTTCCGGT-3
5'-ACAGCCCCAAAGAAATGAGAC-3’
5-GTCGGGGTTGAGGCTGTG-3’
5’-AGGACGTAGTGAAAAGGTCAGAAG-3’
5~-ACTCTCGATCTATGGGTGGC-3’
5’-CCCTCCACCCCACTACCT-3’
5'-CTGTTGTAGGGTTTGCCTATCTG-3’
5-CAGGGTCCTTACTACTGACTGTGA-3’
5 -AGTGACTGCATATTCAGAAGGCTC-3’
5-TATGATACCATTTGACAGACAGGG-3’
5’-CTCCCAGCCTCACCTTGTC~3’
5-AGAGAGCAGAGCTGGGTGAG-3’
5-TCTCCCTCTACCAGACAACACC-3’
5~-ACTTAGCCTACAGGTTCCCTGC-3’
5'-CTGTGCTTTCGAGTTCCTCTC-3’

5'-AGCATCAACTTGGCTTGGAG-3’
5~GTTCCCGTCTCTTGGATTTCA-3’
5’-TGTCTGGACGTCAGATGTTAG-3’
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EH %3 Fiw DRER 100 iR FRIEE QT(ms) QTc(ms) TEOKE
1 T 2 17 St RS AT 560 480 notched
2 BH 16 16 St BRI &HY 600 625 notched
3 Bf 14 L 540 567  broad-based
4 B¥ 15 2 Sth 5 Ve AL 530 489 late—appearing
5 & 53 53 (OEHE  RHE L 480 484  broad-based
6 Xt 22 22 Setp R sL 780 689 biphasic
7 ¥ 46 46 DLEWE REE HY 520 472 notched
8 k¥ 24 22 L TR RER 4L 510 473 notched
9 ZH 34 5 S BRIRBE Ht) 440 505 late—appearing
10 %% 16 gL 510 588  broad-based
11 B 16 6 S FEwE HY 470 464  broad-based
12 B% 23 3 3] F{ER MR 480 500  broad-based
13 % 17 17 S REWS HY 440 474  broad-based
14 SBH% 5 4 m HieRk RERF BHY 530 588 biphasic
15 3B¥% o 9 e FEFF HY 600 620  broad-based
16 X 14 12 Sk IKik gL 490 494  broad-based
17 B 9 9 S IKik L 430 446  broad-based
18 B¥% 14 HY 600 566 broad—-based
19 &% 13 9 St K%k L 470 493  broad-based
20 %% 14 9 S Kk R 420 508  broad-based
21 ¥ 7 3 g ik L 600 569 notched
19+12 15+14 525-+80 52864
] g 2. KCNQ1 (LQT1)
LQTS &3 21 il 14 5l (67 %) TLQT1 D&
1. ESBR#& ETrERPAM SN (F5). 2055, 3HIX

BIZ @ A21T -7 LQTS && 216 (B9
B, EH 45 13 £ 5%, & 1261, FIEH
24 + 13 %) I, 215 Romano - Ward JEERE T
otz 1861 (B4 8K, & 1041) THREHED
BEEH B0, FIRFEIE, 156+ 148 (RFED 2
%, Wl 53 mk) Th -7z, YIRFEHIZIHEELD
AU TEVERTH -7 (BHETE4E, L
20 = 155%). REEAHFH T H5ER/IE, 13H1IZFE
B, TDIH IFXRTHIRIZERFELR SNz,
ECGrRATiX, 1o AMAHABT, O D 20
BUIERETH - 7. FHOHEiE, 62+ 1141/
4y, ¥ QT kg%, 525 + 80ms, F¥ QTc Rbg
i3, 528 = 64ms TEHLIEREZ D (F4).

G269S T, 6fliZ TS87TM T dH » 7=. THTM iX,
LQTL {2 ¥51F 5 trafficking defect Td ~>7z 14, Z
NETIIHEDO L VBIETFEREL SH (GEH 11,
12, 13, 14, 15) THER I/ ZD 5 5, EHI 12
1%, 1313K O pore FEI D EH T ATC = AAAD 2
EREIC X 0 IERmYED Isoleucine A3 P51 A B
® Lysine B X h Tz, KD QT K
480ms, QTc k@ 500ms LEE D QT EETH -
7=, ERARAYICIEENC KM A E T, REOHIC
& ERIE AR BEIEFTH - 7=, [F—HURIZHE
¥4 B5EM 11, 1513, A525V D C KIGDER T,
JEREYED Alanine 23 FER8PED Valine 1@ X T
Wiz, KT QT MRS /QTc kg iE, fFER 11
(470/464ms) & 0 fERI 15 (600/620ms) T D
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%5 KCNQl DEfnFHEE

fEH BEER Coding effect AT wE SNP

3 G805A G269S S5 HY

4 G805A G269S S5 HY

5 C1760T T587M CRim HY  KCNQ1:P448R
KCNE1:D85N

9 C1760T T587M CKi% Hy

11 C1574T A525V CkK ik A

12 T938A,C939A 1313K pore LA

13 Sp G—A LAY O

14 G1831T D611Y CKim =L

15 C1574T A525V CK ik L

16 G805A G269S S5 HY

17 C1760T T587M CR i HY

18 C1760T T587M CR ik HY

19 C1760T T587M CKim HY

20 C1760T T587M CK iR HY

%6 KCNH2 O#ifrs 8%

fEH BEEZTR Coding effect i & SNP

1 del C3092-95 P1034fs/22 CXE ik L

2 G1888C V630L pore HY

7 G1802A G601D S5/pore  #EL  KCNQ1:P448R
KCNQ1:G643S

8 del AG1920-21 or E637fs/16 pore &L

del AG1922-23

del=R&K; fs=TL—LI T+

FER U Cuy /228, BERREICISAER 5 CAHBl I 24
EELIXDEERTH 72, 261& & FiEiZE
RICITZEBD &2 > 7=, GEM 14 13, D611Y T
fii BB PE D Aspartic Acid 23 JEME M D Tyrosine IZ&
W T SETICREIN-FE C RN
DOBEIREFIL R594Q ThH > 7248, X 52 CKul
fITEBREE ZBD 2. i, RFOHIZEIHE
CERZRD, HISEONEMAE4 T2 Ko
QT FEk&/QTc REbRE 1, 530/588ms & EHIZEE
LTz, 5EM S5 9, 16, 17, 18, 191, R U
T587TM DZER T H - 7=, el 51, KCNQ1 :
P448R & KCNE1 : D8N IZ2DD SNP 2 &b
3o Tz, ZOREFI5 I3, #IFFERD 53 kL

BT, 2OEAH ) T L MUE % 25O EHE
FAE LD B & 320 7-0EBI T & - 7=, KEf 13
%, DNAICREHE 4B T2 TS94 v o135
—IZ&kBBETERLEL O

3. KCNH2 (LQT2)

LQTS &% 21 s 45 (19%) T KCNH2 D&
ETEESPBRRINZ. 205 BEEH] 2 1% V630L
TTTIEHEFATH -7z (F6)1D. EH 71
G601D T S5/pore fH I D & £ ¢, MM D
Glycine 2 &R EHED Aspartic Acid NBE# X h
T2, ZO¥ERI 7 1, KCNQ1 : P448R & G643S
D2ONDSNP EADLESL > TV #IFEEmMIT
BEEEITD > 7228, & 6 MO LEMEIZLD
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#£7 LQT1 & LQT2 D s

LQT1 {(n=14) LQT2 (n=4) P value

B/ 8/6 1/3
Fils &) 18+12 27+13 n.p.
DEBEARP

HY 12 4

L 2 0
VIRER (B 12+14 25+14 n.p.
wiR FIEROKK) 9 (4) 0

REE 1 4

RER 2 0

R EF 1 1
QTP (ms) 495+58 549 +39 n.p.
QTR (ms) 514451 512475 n.p.
TRDWRE

broad-based 11 0

notched 0 4

biphasic 1 0

late~appearing 2 0

DR E 22T T DERERMEE L S5/ ER
8 i3 E637fs/16 T pore fEIKIZ 2 H R KIZ L 5
TV—AV 7 2BZIULIGHEHDO 7 I/ BH
stopcode & B3 EERTH - 7. EHl 113
P1034fs/22 T CRMWmD 1B RRIDER T, 3
[B]1- EREAEEAR % 725 5 72 il 2 A A RER M E) g5
EHEAAAR, P ORBENIZERIEEBD 5 HIER
TdH -7

4. KCNE1 (LQT5), KCNE2 (1LQT6)

BIRZFERIRBRRIhG -7 LA LEDS,
KERI 5 12T, MR E M D Aspartic Acid 1JE
&M D Asparagine NE # X 7172 KCNE1 : D85N
D SNP 2B b7z,

5. LQT1 &£ LQT2 DEKG B SV OLERD

FEE

LQT1 & LQT2 O F¥Fmid18 £ 1258 & 27+
138T, DA XNV L OWIRFEMIT, THhEh
12X 145K L 25 + 14 3 T LQT2 IZF W E|E A A
bNTDERBEIE» -7 LQT1 O 24, LQT2
D 1HNLEEA XY P E2BDEWERSEH -
7=. LQT1 © 9 fliZ, Ffeks, Relio Ay (4 6i1)

DA XY P EEY, ~HFLQT2D A XY b
1, 4B NTRES £ 72 I3 BRI ICAE U T,
QT RIFE /QTc kR iZ, LQT1 : 495 *+ 58ms/514
+ 51ms, LQT2 : 549 £ 39ms/512 &= 75ms T >
ThEZEZRADEP-72 (7). TEOEREL,
LQT1 @ 11 filid, W8IAW T # (broad - based) #%
R U, 260iZ ST #8453 D F T ¥ (late - appearing)
T, 1% 2 MM Ty (biphasic) Th > 7. —
75, LQT21%, 4Bl TicB T/ v F 445 F
KT (low-amplitude, notched) T, 5FTD
WHEII—H LR TH -2 9,

% &

S KM LQTS & 21 HlOBIE M 2470 18
il (86 %) LEFIBIZTERERD . TONW
UL LQT1 14 65 (67%), LQT2 4%l (19%) TH
o7 XHIZLQTLIX 488 (561), LQT2 33
IS, SETICRESh WAL BIET
EENHERINS. ThE TOFELBIHOREIC
k3L, LQTSHRED S bBEETERNER S L
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5013, MT0%EWMETN T, o2l
P 185 (86 %) TEIETEREFETE D
&, Hifh, BEO#ESHITZE & KD, polymerase
chain reaction/single strand conformation poly-
morphism (PCR/SSCP) ¥ IiXH W42, direct
sequence TR AT > =R L% % 5. PCR/
SSCP HLILfEETH % 23, #9 20 % T false negative
PELCBEIHOENTHS, WFRIZLTE 21
g 7L O LVBIETFERNRNM E N/ T
3, LQTSEZREBIETERICK - THL S
R THDHI LW RENIZEWE B,

5%, pore fEEIZA A VEIRET 4 LE—-D
BB EREZLTWBZ L6, ZOHPMOERE,
N R C RKIDZER L R U ¢, BRIERAE
WEAIZH B LZBAONTE 2, BEOWET
&, LQT1 IS W TERBM L BRKRER & 347
LEMEBELAVWEDOREREEShAE R, ZoK
ZB L TABIA TR, BEMAD V20 +57%
BETECE AL -7 LrLARS, 5 TOR
HTE, FRIZKS7 I BOBESHE IOV
TERULERERIFEAE R, SN, HillHK
RXn7- 1LQTL : 1313K, D611Y, LQT2 : G601D,
E637s/16 1%, MEBDOENEHEIERTH > 7=,
S4 I, BMREAE TS T I VRIZEDZ
o, ZOMBMNTHEEN ZRZTIEBEM LY
— D% E# % H U voltage - gating 2B 545 Z &
PHIGN TS, 6-T, WiBOZILIZKDF %
FNBEBBIC K E BB S 726 S B REME A E £
b, BAEF ¥ ANOFHFEERIC L 8B T
» 5. IB13K i, pore 7k T signature sequence
EWEEN TS A4 VB REARISZ 74 L2 —D
B E LTS EICBHET2ERTHS. 20
G SBEREBICER TSI LT, Fy AT
5 K+D@EEIcMrLo0pELr525L%
Abhs. FEER, BROIZEHREMED 4 RV b
NRBY o, PORRITERIELRED & 5 EAE
FThdZLhb, 5tk REERIC K 5HEEMR
WETFELTCNS. £/, DOLIY I, 73 VRO
WEIPEIZL TR ZEIZMA, 5 TOHRE
X0, EHICCHRMMMOBREE THBZ &
5, CRIGOWEE AN+ 5 FCEHELRZ 3.

LEOUL T & 4 LQT1 THI® T O trafficking:
defect Z & L 72 T58TM 12 19, 6 flic W TR
Rahsz. 25 1HIZEEIRTDH - 724, 5EHl 5
R A BIEEETRBO LA XV M EET
72 EEERHITH > 7=. KCNQ1 : P448R & KCNE1 :
D85N @ 2 D@D SNP RO - 7-5Efl 5 1%, #1FR
WD 53K BT, 2O S Y Y AU & 22
BICOEME 2 ECERTH > 72 72, LQT2
D G601D ik, B O ZE LT A, KCNQL:
P448R & G643S D 2 DD SNP & RO» 5 7=, F
TIZ G643S 13, FBEER T ks BROBEKT %
g ZEBHMENTED, DE0ID 12Xk % Ikr 8B
WO TIZIA T, G643S 12 & % Tks BHROBRE
EKT&mbs Z L THMBRRIIEHRER S X
=FeEIONS. Thb 25, SNPIZk 3
trafficking ¥ & UF channel #&BE\ DB i 23R X
N B BEIREDNEFTH - 72

Db, AKX 7EEOS E TICHED L WEIR
FTERLZEL 18BN TEIETER AW S »
IZL72. ZhETEESLDBIETFERIRE S
TE2H, ZBEERAER & OBEEM R BYE# IS
4B RIGHEDRNE E, REREEES L LT
5. 5%, BEMNEED TEEF v 2LD
FREEZBHO NCT A MBERH B, 51T, H—#F
BTFEROBEEMNT 7213 T <, SNP &4 728%
BEBATIC K 0, BIRTFRESRLELOFIOKRE
BENLEFIS,

E

BRI, SR, MRH A THW 2 9B KK FE R
FRAMAERERSFIE MERFEEE, EER
@%F WMFEMESBIRICEE L s#BEER T &I,
AMRICEBAREHNEEHZ X UG SR BR
FEBhF, HHEBSRICEHN 2L ET.
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