TR 29~ R AR IR A @Rt e el & (EEA TR RBCRIPTE S 3E)
[/ RSB AR M A B iR S8 D BRI P 288K BE T B L2 B9~ 2 BiF SR )
(FeB) WHIems &

BHRAELTM: QT IEEEMRERE (LQTS) DEKE. BinTA & HARNRRIZE T 505
—JLIRERTEIEBERFINORE EINS LOTS BEEGFER L DL E D T—

WHIEsRE A R
WHoEth )8 B RS, Bk SCH
Bt B R RPERERR NER

WRER

[BEW] D3 ETIEAIRZERIEERRE (SIDS) NEIFEROE 3z L, Z DWW DD DHE)
PR RD TN D, SIDS IFHEIR IS & 5 Z ERZWS, ZO—#h 6K QT K IER:
. (LQTS) BhE & m AR (FFIZ LQT3 OJFRINTH 5 SCNSA B R) Artiansd, —JF. IR
NOILIRHICEEZR B Z 72 85 LQTS T W DIF LQT3 & LQT2 (KCNH2 EE)THDH Z Enb b,
LQTS & SIDS OBFH N EH STV 5, & 2 THFED DR 415 SCNSA & KCNH2 D28 a4
et Lz, £7o. BIRENCBOER AR A (> THRIET 5 LQTS ILHAE# b EIE R M4 72 &
D ENLVR, IEMETR IR R & REHASEY PRI OB X o CTHART BRI T 5 2 & 23 AlHE
ThHY, WAEZROTHUE, SIDS DTS LSRN 5 AN D D, = 2 THRIBHIFRIE LQTS Db
OB OWTIHAE Lz, [ EFiE] O2EFE TRk SN2 REIFRIE LQT2, LQT3 JEf
KOSk B S SN TV A EBROER] (FHIFAE LQTS ) Z XI5 & LT, Wi QTe, HEREM)
BET 1 v 7 L torsade de pointes (TdP)/L=E 4 (VT) OHEZ KRG L, £/o, 2 b DRERFID
LQTS BIE# a7 A BN &, SIDS BEZ BAL & kit L7z, @R IEZ M &7z LQTS iIco\W\ T
X, BBRGIE TR ERE SN TODIERNC OV T, BURRHS, FERE, a8, DEERIC R
L CITON R RHARIERE & 2 DF, TRICOW TR FHICHKRE LT,

[R5 R] OFHI%IE LQTS IZAEF 120 #) (LQT2 : 354, LQT3:39 ) Th-7-, LQT2. LQT3
R OB n 128 B AR H S 47z SIDS #5411 50 5l T - 7=, LQT2, LQT3 X & H 1237 QT 4tk
R L HEERNEIRE @RI Cnve, <BEFEREA>KCONH2 52213, REIRE LQTS &
TIXIZ L A L pore EIALICALE L7Z0I2%k LT, SIDS BTl o N K, C R L,
BEDE BRI A — =T v F1X 723> 72, SCNSA EnFZERi%, FHIFEIE LQTS B Tl E il
A& CREHIZWMEM 23 - 72D I2%t LT, SIDS BETIXF v F/VEARMEICIE L 04 LT\ e, M
BB CA—N—F o TRALNTDIF 4 DD I AL AERNE LHIOLTH-T-, QIEEZH X
72 LQTS 1X 16 B (LQT2 25 10 f5il, LQT3 28 641) Th-o7-, LQT3 ® 9 H 5 ffilix SCN5A-R1623Q
Thh ., RHEFIERIE LQTS DR THMD CTEHERF y hARy MEEFZX b7z, 9 FI0 R AKNE
ZAEOFL. KA O QTe FE#IX 550~700ms & FEHRIERE Z /R L1z, ~ 7 2V 7 A, BIEKIEE, A%
VUF U AR LT DA G TAPLO BN AR T, AM TREEICHFST LB 6
Nz, [F] BRSO EIC EEREIRE & 722> THIET D LQTS 12 LQT2 & LQT3 2k b
Lo i, ZAVDITMEIRIF S DS ARIEAR 2 FAE L C SIDS OJFIA & 72 2 alREMEAN B 5 28, BT/ A
THIROTRAUETE L/ MAH D, —F7, FHIFIE LQTS #E L SIDS #EDO[H T LQT2, LQT3
HBR T OERIALINIA— =T v TR D7enotz, ZORKEE LT, MBEOHBERICIZIENH
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L=, BIOEMAEHZ TS A[REMEN S D Z & SIDS OFIEIT LB N 745, oK+ &EI N E

BLCTHDLIEREBZZ BN,

A BFREM

FLEAE LRI HZE 1,000 7= 9 ORI T
TRL, TOEOHARER, ERKE, BER
Wi I BEIND, EFEODREOHIIELT
HIF 2 R TLRELTNT, R HATHEE
DIRRETH D, FLIFERNA L Z 25 & 17
O THREREE - Qe R (2015 Flo2F R
FETED 37.3%) ., 2000 [ (RBE « MR FESE 78 &)
JAPEMNC A L7omhg ) (R 25.4%) 13 1990 4
UBAEITH L2, HEHTREIEXINM (FFITk
> T A475) ZFLIRZERIESEMAE (sudden infant
death syndrome, SIDS) (2015 FIZ2FL AT D
50%) W77 3N TWbHZ ETHDH, SIDS
% T2 E CoFIRIERS L OB EEN S Z 0
WHENRTFHITET, Lo TREFAEL L O
HIRRIC L > TH ZORRDFEE S 720, A
ELTLEARMOIICERDOEEZ L2 LIZIE
e LERSN VD, SIDS DFAE—7 1%
Btk 2~6 D AIZH Y Z D% < BHEIRH I X
LEVWIREDN D D, I FAEMTFOREIZED
SIDS D 10~15% 7> b S KM QT MERIE Bkt

(LQTS) DA T2 S D L H Wil
DFER X | SIDS & EEMEAREENR & OBhE R
T3,

mEOBELET o HEG L LT, O=73
Z SIDS Z i Z L7=FLIL DL EE X T torsade de
pointes (TdP) 723F#k =41, LQTS B DB s T
EERMBRE &N &9 i (Schwartz PJ: N
Engl J Med, 2000), 234,400 A4xY oA (A
fin 3~4) OLEXREZFELL T+ r— LIRS,
QTc>0.44s OEEIE QTc=0.44s DEEL D & SIDS
DIIED AL 5@ > T2 & 5 KIRREFIE
(Schwartz PJ: N Engl J Med 2000) ®SIDS i3t
B FHA (molecular autopsy) %179 &
LQTS B S 7D R 10~15% TH i S
L5 Z & (Arnestad M: Circulation, 2007) 72 & T
o5,

16

LQTS D 7amITIZAa Y « A i,
N TdP > (BERERY) RET = v 7
(atrioventricular block, AVB) % £ CTHIET 5
FIER RS D, TORPTHENE VDX
LQT2 & LQT3 Th b, (Z DKoo LQTL I
MIRIRO 2% 5295 Z £ 3% ) (Horigome H:
Circ Arrhythm Electrophysiol, 2010; Cuneo BF:
Circ Arrhythm Electrophysiol, 2013)

% 7-. SIDS @ molecular autopsy Ti3kE % 728
PERENRBE DB AR BRI STV D7
(#1. boLbZ DL LQT3 ® SCN5A %8
RBThs, FEOWMAD LQT3 [XLEHFFIZ LA
N R X LR, HERPICE T

SIDS L DILER E B F R D,

FLUYLH) R

# 1 SIDS JEAI D molecular autopsy T2 $
HRH D5 LQTS B E fx 1

Na 7+ /L : SCN5A, SCN3B, SCN4B, GPD1-L,
CAV3 (caveolin-3), SNTA1 (al-syntrophin)

K v %/ : KCNQ1, KCNH2, KCNE1, KCNE2,
KCNJ2,KCNJ5, KCNJ8

Calmodulin : CALM1

JiR RN BB REE R 2 > TRIET S
LQTS IR T DRI & b7 508, IEMERH
AR T & R RS FRIE DT K - TIRE
TLZENHETHY, HAERO THE,
SIDS D FFHICHDRTFHZ LN TE D,

PEDERNG, AFETIIUTOZ &4 H
B L7z,

DLQT2 (KCNH2 i&{x7-). LQT3 (SCN5A i#{s 1)
DB A . FWIFEIE LQTS & SIDS Df# T
tegmRT o2 &,

@Y THRER L 72 LQTS B « HiAEIRICk+ 2%
TR RHASEIRIR G 2 12 TRMICRFTT 5 L &



(2, BOEOSCHRE TR LC, RN 2B 2
BIoz .,
@AEE%ED LQT ks Tz 2 4
(LQTL: 1 f5], LQT3: 1 i) (>, ShEHIC
RS — LB & OFIRFRLER A 1TV, HEAR
& QT FFf]ds L ORI IRIE AR DLUZ DUV TR
T5Z &,

B. BFFE AL

O EEHELNRPLLE R TT- = 2ERE O
RS TR HE R ~2L RS o0 LQT2,LQT3
SEBF K OSCHR B S 40T 5 [RIER O SE 5]

(RHZIE LQTS #F) Zxf5 & LT, T DR
TEROEN, ZWiEED QTe, FERER AVB &
TdP/.LZEHFH (ventricular tachycardia, VT) O#A
FE % Rt L7z, SIDS JEFI 2 & FeH S 47z LQT2,
LQT3 BIEH DBEIR FERIZ OV T, HBET
VX RKHIA 22 molecular autopsy 23174 TN 70
7o, EWNAEE DI B S TW S ER
TERAHEF L7 (SIDS ), s 728 BEAT
IZOWT, BHISSE LQTS B & SIDS BEf T
AT L7z,

(BRI~ D ELIE)

AWEFEIL, AT - SCHEFE O TERIR
WFFEIZBE T 2 f Bt (FRk204E7 H 31 H i k) |
ZWSF L, BIRMEEBR R OKRERT O 2T
T,

AMFFE T DN T — Z TSP K R E R
ROEFRIR 743 53 (fuger]) CTEHBLI I,
ABFFED BILSMTIFEH S e nb D & LTz,
F o, WEAR & L TEIRESOFA RS~
KT DG EIIMEAANERFETERWVETITI HO
L7,

@ HBEHIBN T, BIELT a— LML
WX & AV CHZERTIC LQTS Ekrahns (F
TiFEEbio) MBI, LEMATIP IZx LT
RERHREE IR BT O VT AER], 36 LUk B
WA ST D REEORERFN DV TERR PR,
FIRRE, B R, IR E T OME, TRICD
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W TR GRS LTz,

C. WrFfR R
@ JRIE-HAE R~ IR HIRAED LQT2,LQT3
JEBI & SIDS Bl % & 6

JE U - AR VR ~FL I HIPRSE O LQT2, LQT3
FEB L 2EFA TRER S Z b 0N 82 i, SRk
EHEINTZH O 38 B TAFF 120 1 (LQT2:
35 5, 29% ; LQT3 : 39 i, 33% ; iEfx Ak
EEFZETeT DM - 46 B)) THo7T-, FT-.
SIDS #£C molecular autopsy (2 &~ T LQT2,
LQT3 B O EAR 28 B AR H S 7o s il
50 B CTH o7z,

Ja U2 - AR e FLIR IS R2 I S v LQT2,
LQT3 @ QTc 35 L UMkRERY AVB, TdP/ VT DA
EAEF 2R LT, LQT2, LQT3 & HIcEW 2
QTHEE# 2 L., WRICHEREIRE > T
775

LQT2 @ KCNH2 (5114 HERG) {128 B 1%,
FEHAFIE LQTS BETITIF & A EBIFL 72 < pore
PLITALE L7 D%t L, SIDS BEClrdfiiam o
N K, CARuHI A L, WM A ——F
> X0 o, BHIFIE LQT2 TZ < DAEH]
NEERE L 7-Z8 503 T613M (9 #) & G628S (4 #1)
ThoT,

LQT3 ¢ SCN5SA B 5 7- 248 % FHIRJE LQTS
BECIIMEEBENL & C RISV MEMA B o 72
DIZHKF LT, SIDS BETIET v R/VEARIKRITIA
/LT, B DIEBINERE LI-ZER &
L Cid, BHI%80E LQT3 Tl R1623Q 73 11 41,
SIDS BTl F2004L 23 3 BIllC A HALTz, MifER]
THA—=N—=F v TR LNT=DX, T1304M,
R1623Q, V1951L, P2006A M 4 S D I A& o A%
BRK 1B OHRTH T,



£2 - HERY, LIRHICZE S

LQT2 & LQT3 &.LEXPT AL
n QTc (ms) AVB TdP/VT
LQT2 | 35 585+81 26/35 24/35
(480-840) (74%) (68.5%)
LQT3 | 39 616+100 28/39 26/39
(446-860) (72%) (67%)

AVB, atrioventricular block; TdP, torsade de pointes;

VT, ventricular tachycardia

Q<Y TRRIEZW Ihiz LQTS SEHI>
FEB 1)

AEENROFIEIE 72 U, iz 28 IRk & —
AR ZER Sz, RIRLTa—2Xv ., R\
PEARAR (%% 100~110 bpm) . 2:1 EE7 0 v
7 RMOEER & 2R S, LQTS 23%kb
e, FEVLDREIX C AR 72 TdP O TE 3 Fhék
S (K1), LQTS Wiz, TdP &b
W T2 DRHE~D Y KB A VEE, ~ T3V Y
L, Tu T T ) a— L OROEBE ATV,
ZE LTRSS b0z, UL, g 31
B TP BAEH L, ~ 72U AFE, 707
T n—)UHR, AF U LFUoRAKEEBN
LkoWPmWﬁT%kﬁ JiR VAR BE D 1 fie 8
HEL L2728, FE 33 BIc s sn, 1B
@ﬁi%él%@ﬁ%ﬁﬁmu 5 CEW R QT
R CRSRERI 21 BT 1w 7 R bz (K
2), B LTrer7 /a—n, Axv LT
/@“D&E VTR AOEENMTON

BWARDFHEIN & 72> TTAP 2 K L7272,
H%1L~~Xx~ﬁ@ﬁﬁm#ﬁbﬂ\%®
BOBIIRGF CThHo Tz, BB TREOR R
KCNH2 -G628S T& - 7=,

FER] 2)

FEEAROFIERE 2 U, SEURTE I & M Otk
IR F) 2 FE 4 S 4v. LQTS 23Eebi Tz, i
% 37 ¥, HE(AEE 3,068g. ZIR)., Hifs 2 10
/0% 70 bpm O —i@BPEARAR & F i S vz, O

BX EIXAERIRE QT EEBRO L, QT

502 msec, QTc 560 msec (Bazett 1 1F) T - 7=,

RIARRF D LM T QT MERIZfE S BEAER) 2:1 &
F7 oy 7 PRiskIhic, TR LQTS # A

3 IR 72 late-appearing T &7k L CUM/z,

LQT # A 73 &EE> T A X LT 2mglkg
BiE USSR, 10 20712 QTe 1% 49 msec, 2
REf 12 58 msec FffE L. BET 1 v 7 IXTHK
L7z, ZORRICESHNTAT VLT UREOE
B2 L, 250 & F TOEARBEIRITIE T
TV D, Bis THRAE DK F T SCNSA -V1763M
Tholz,

FEH] 3)

WEIRRT 2N D LQT2 GEfs %
KCNH2-A561V) & Bl & Tzt ki
3adth LIZBERE N H o728, B IEWTSR D FFf
WARIEZE W LTz, fER 23 @IV o
PEIRIR (D1%% 100 bpm) A S 7=, IRIR
MBI FT 7L CiE QTe (Fridericia fifi 15)=638ms &
FEPNIER L, DEHSMGH & TdP 28Feék S
Too BRHEREIRIROWME~DNREMFFL TR
0 —/L O NG ZG LR, REoL=E
AT TIT BRI S e, BRI S &0
JEIZA OGN olz, WAEBRBRIE L BIZT R
m—/LNARZfkRE L, SRBITRAFCTH D,

X1 JER] 1 OB
HiR)72 Torsade de pointes 23 Fiék S4L TV 5,

pT
2,

0r wﬁwwwwapvaWW%ﬁMJJwMWWk AJ i w%

2!

2 JER 1 OHAEROLEX
EW72 QT IER & THITHE D BERERY) 2:1 FF==

Tay I RHBID,
CCFETT CCFTT

M%Hw

QT=720 msec



<R LQTS OXEMBEFIDE & D>
LQTS Jig a2 et o> SCER oo 69 151
Z D 5 LR 5-3EEE 14 41 (3% 3
BATIRES)
IR R - 22~34 38
FEHE © 5V 4 61, de novo 10 i
5T 0 LQT2 (KCNH2), LQT3 (SCN5A)
FERFAR L -3 B W IR Mg, U R+ o,
AFxTVLF U DM
A% - 31~38 i
D. B8
<R VAN FIE T 2 I EAEAY LQTS >
H B & SCEkBI 2 & D C 16 Bl DWW TR L
T R, F2 TR ] iﬁiﬁ}& 22~34 T, WY
fibea—I2 L0 JAPERRAR, IR0
M., BEITavs 7%?%1%%&: LQTS M&EE iz,
—ERDIEF TIIR OB LY . FB7Z QT
FE R SORFEI 7 I T O U AT (torsade de
pointes) 72NFLEk S AL CHEERZMNIZE > T\,

—Ji. LQTS OFIEEN & > T=D iMﬁJ@%af
12 i de novo JEGI TH D . W BIT 55 %
FEOARAEIEIEL v E é:75>/Té2h7io L

L. de novo JEfI Tdh - T . WPESCIERE D

NHDHEENH Y, LQTS & B L Cu /= AlhE
MR 5,

B FANT2H7N LQTS # A 7 2 (KCNH2 %8
#) F7/IXLQTS ¥ A 73 (SCNSA Z£5) Th
K12 LQTS # A 7 2 Tl% KCNH2-G628S
75 34, KCNH2-T613M 78 2 ], LQTS % 1 73
T1% SCN5A-R1623Q 73 5 il &, —EROA B4
FI AN H 0 2 S IXRYIFIE LQTS @
Ry hARy heBZ oLz, LQTS ¥4 7 3,
ZAT 2L BITEHRFIT AN 2RI LR
TWLQTS ThHHZ LEExHE, ZIHDHE
i & BN 5 2 &1 SIDS O TRIC
BNRDZ ERHIf IS,

HZAE#% o QTe WX 550~700ms & & 72 4k
FEamL, 9B AKEZ GO L, IRIIRHE

26T TP SRR L CTiT b T iz

<77,

19

DL FE A EOIEFITEH R QT RIS B
E7av 7 bAHLTWT, BE7 o v 7
TP FIEDO VY AV HF LBz b,
R GV B2 IEANL, TdP J82ERE
ORBMEMIRRIZIE, ~ 7R3V ULh, URIA Y
DOFE, PIEWTER, AF T LF o oOKG N
FERTHY ., ZOHRO TG L LT p i
WAV LFUOROBEG MR STV,
F 2, BRIRERIED TdP 12K L TIE_— 2 A —
TERBAEHTHY | RHARERTH-TH
FERBIT) | %)W“«%/H%J:%z%mto hb
DIRFEIT Fa W - A oo TdP D% <
?fuﬁ%IJénf:zx AL IR TR T OV T
RO WERINE <, BMEICTE R0 T,

<SIDS & LQTS>

SIDS DFEAEIZ L, 1) critical developmental
period, 2) extrinsic risk factors, 3) vulnerable infant
(genetic predisposition) @ 3 ->®D Y X 7[R NE
IRHZENHETH D LT D triple risk
hypothesis 73 & %, OILFFL - 58 O B AR

+ FRICHEIR IR O JERENL 72 &7 & O FER RS 203
ﬂeﬂﬂf FREGBREIZH D Z & @IF ) D SEE,
FOPWER, mIRREE, BOWRM SREEN
T DG @I SIDS FIE I BhE T 5 BRI
FTHhY ., LQTS DEIEFERITIOICEEND,
SIDS JE il @ molecular autopsy T X415 E /=
PEREENRBEDED B FARITR LITR LI LD
WCESESERLORH DN, KL LQT3I R
Brugada JEfE#E DJRKER T & L THHILID
SCNSA DZERCTdh %, LQT3, Brugada JiE ks &

HICEHRHERN AN D 2L EEZDH L
BEAR (2 & o970 SIDS & ORFHEE 2 0 F
W,

L7 L. SCN5A (LQT3) DZEFRERAL % Lhisin
it L7eA ElofatTid, BRIFRAE LQT3 & SIDS
DA LN A —N—=F v S TDOTINTH-
72o BWIFEIE LQT3 O 1/3 DIERINNERE L 7=
R1623Q Z ¢, SIDS TiL 1 Bl A b/ DA T
bot-, F7-. KCNH2 (LQT2) Z8 BENLITHOU



TIE, BHIBE LQT2 M & A EHIF 72 < pore
HALIZ 8 > 7= D% LT, SIDS TIEZ LSO
BITCHY ., IA—"—=F v F I hehrolc, TD
HEo—o& LT, REIFIE LQTS OFIERFH]
VAT~ AR R (RRIC AR TR 2 H BAY)
=27 BN 5728, SIDS DUF R (41 2
~4 0 H) LR BOERE R TS TR
PR H 5, A BIORF CTIEHEEN DR L
ANFEIZ XD AP CTE TV RN L EL
T AlREMENR B B,

F 7=, #R o triple risk hypothesis 1 L AuiE.
LQTS BhEDBR T A RN M H Y | BRIEEK
TN o 7= & XX L H T SIDS ZRAET S
7o, BEIBR T DOFED A TIE SIDS % 7]
TEXRWEANENZ EERBLTND,

Davis & (Davis AM: Circ Arrhythm
Electrophysiol, 2016)i% LQTS 73 SIDS & JE (2 5-
THREIIGSCLTAODOHT Y —Z45F T
5 (4,

4 SIDS FIEIC T H T HREEICIL Uz LQTS

DIIHA

[GroupA] : E 72 HEA LQTS T, SIDS F&JiE
WZERBER D N U H—13 3 L H By,
LQTSASIDSICEES- LTV 5 &V ) #miillic e -
TW5b, denovo ZRANL L, FEAKREIELC D
FKE b7 D, (BT 2T I VFERZLEEN,
QT %ifsiEefE,. Brugada JEMERER &, o Eh
RFXFNVIREEEND,)

[Group B] : % ™ LQTS TAHYKRILK 2000
NZLIANTHD, BEKFN N H—E7oT
SIDS ZFIET D Z LD D,

[Group C] : #RERF L5 A A F ¥ /LD
BETFZAT, BERTFICLS>TF vy Ny
UL FXalb—va I L&A SIDS F
JEDOV R7 L7,

[Group D] : #§RESLH A D72 A F 0 F ¥ %
IVOBIEFZHN G D56 L RN GER B D,
SIDS DR RITLELIAMZ B 5, SIDS D72 )T
&% Th D,
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7 V—7 ATENREFER LQTS T, £hd
AT SIDS I TELHDTHY . ZD%L
I de novo ZBR L SN TW5D, EH L OFREZ
JE LQTS DA T b FMEMEDBE L 25-40% (T
BEV ., FERERHAN LQTS O B2, SIDS
FROIZD7273 % Al Rethldm < 720,

AlEEEEE L7 BEIRE LQT2 & LQT3 IZidw
S OMDFFER B - 7=, QTe ITF IR L (F
Y% 600ms) & 70% RiifE DAERFI D AVB (%< 1
BEE 7 1 v 7)) R TAPIVT % £~ CHEIEICR
WLTWHZEThD, BETHTENo720
%, LQT2 Tix T613M & G628S. LQT3 T
R1623Q Tk V. FrlZH&A T FEIHIE LQT3 O
13 % iz, ZOERITT CITHEEEMFNT T Na
F ¢ /L O gain-of-function Z /"9 Z & Ao
TWo, — ., FEHUBETHE-EHEL A
N5 LQT3 MZEF L SCNSA-E1784K T, T#4ix
SR RAF & SN DM, 2 O RIT R E
LQT3 ORI LA EALNT, Bz T8I
Ko TRIEFRFRC PR N R D Z 2R LT

o

E. #&dm

Je RIS EIEAENRE & b 72> THRIET D
LQTS|IZ A T 2L 2 A T3 NITELEAETHY,
A%, BEIRER IO ARFENR A F9E LT SIDS
DR L2 D ATREMER H 5, ISR
GV TdP OIHIC A TH 2 L FIRFIZ, R4
NN LY HAEBRO THRUGEIZH D725 AR
PRI D, LH L, LQT2 (KCNH2 i&f5¥). LQT3
(SCN5A EInF) D EIA 4 . FHIFRIE LQTS
HE L SIDS BED] THBURRS L2/ R TldA—
N—=F o T IViemotz, TORFRKE LT, @
FEOHRFMIZITZDRH D720, BIOEMZ H
TWHATREMEN B 5 = & LQTS BEE s 45
BEOFEDHTIXSIDS #IIETH Z &3 7
<. BERTFZOMOBEGNEETHD Z L
EWEZEZbND, 5%, EFAEEEL LT, [F
—DNFENTHERF T2 EPBETHD &
Ezbhi,
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Author
"
Cuneo
(2003)
Miller
(2004)
Bhuiyan
(2008)
Horigome
(2008)
Simpson
(2009)
Cuneo
(2013)

Miyake
(2017)

Blais
(2017)
Crimmins
(2017)
Miyoshi
(2018)

LQTS
Origin

de novo

Mather
mosaic

Mother
Father

de novo
de novo

de novo

Mother
novel

de novo
de novo
de novo
Father

de novo
de novo

de novo

History of
fetal loss

No

Still birth
X2

Miscarr *2
Stillbirth*2

No

No

ND

Still birth
ND

ND
Miscarriage
No

No

No

No

GA
(wks)

30
28
22
28
30

28
34
30
30
28
24
26
27

28

in utero
Rhythm

SB, VT,
2:1ABV
SB, VT,
2:1ABV

SB, PVC,
VT,2:1AB
SB, VT
2:1AVB

VT

2:1AVB,
VT
2:1AVB,
VT
2:1AVB,
VT
2:1AVB,
VT

SB, VT
2:1AVB
SB,VT,
2:1AVB
SB,VT,
2:1AVB
2:1AVB,
VT
2:1AVB,
VT

Hydrops
Yes

Yes

Yes

No

Yes

No

ND
ND
ND
Yes
Yes
Yes
Yes

Yes

in utero
therapy

Amio,
Mg, Lido
BB, Amio

Flec, Amio
Sotalol

Lido, BB,
Mex, Mg
Flec, BB,
Mg

BB, Lido,
Mex, Mg

BB, Mg

BB, Mex,
Mg

Sotalol
Mg, Mex

BB, Mg

Mg, BB,
Mex

Mg, Lido

Mg

Post-natal
QTc

580
550
NA
640
>600

700

677
592

647

591
(fFMCG)

511
(fFMCG)

680

>600

591
(fECG)

Gene Variant

SCN5A-R1623Q

SCN5A-R1623Q

homoz
KCNH2-Q1070X

KCNH2-G628S

KCNH2-T613M

KCNH2-G628S

KCNH2-T613K,
K897T

SCN5A-R1623Q
SCN5A-R1623Q
KCNH2-5624R
KCNH2-T613M
SCN5A-R1623Q
KCNH2-G628S

KCNH2-S624A

30




