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AF atrial fibrillation DEHHED

BrS Brugada's syndrome Brugada fE1Z#E

CPVT catecholaminergic polymorphic | 17 35 = VEAEFMD
ventricular tachycardia s

EPS electrophysiologic study BEREEFNRE

ERS early repolarization syndrome PHIB R REE
implantable cardioverter A T oo

ICD defibrilator EA LIRS 3R

LQTS long QT syndrome QT IERIF xR
progressive cardiac conduction | v =y ~ pe—sesper e

PCCD disturbance ETHMETCEES

PVC premature ventricular contraction | /D\EEASHIN R

SQTS short QT syndrome QT JaHEiEIES:

TdP torsade de pointes

TWA T wave alternans TERAIVTFT VA

VF ventricular fibrillation IDNZEHHED

VT ventricular tachycardia IDESEIA

eETICHIeD T
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Y, —H, FIHAZD NPT 57— A%
Wew, fERMIEKLERT, HEMI BRSNS (AED)
DEREME->T, A LEHT>TD DL %
BEFH) - AR == AD@E ) 22, BEEARERO
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o TE7z BIA FTA VITHAEREG PR
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OB BOBEE - KL - FR e TER SN0 THY,
HAENZ B B BIEEAEIROZHEIEH 2R L2 DTH

B MERICH 5T, kS S0 QTHEESERERE (LQTS),
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BRI, CHOEBIENAZTERT 244 F v
Ve ZIUCEE T M AEN, &AL S Ea—F
TAHBIATFOERIZL S THRIET HEEDRIETHY, &
TUZHED CLERMEE R IR % F85E L CLIRZEA
FEDRIR E %2 52 ZPERY R BICPE ) REEIRICH LT,
BIEMEAREIRIEB LA F > F v ROV E SRR L,
oD E RS Z DRV DS, [AF T F vl
W] HDLNNE[TTA~) —PEEAREE 2L b KT b,

BRI E L CRR M QT FE M (e Rk
LQTS), BrugadafEf&#E (BrS), #1737 I ViFEHL M
LEHHA (CPVT), QTHARAEBETE (SQTS), HHIH 471
FEMERE (ERS) 2T BN 5. F72, MATVEO (R E
(PCCD) I, THEEDISRERCHERIZHEIZA G- L T b
720, BIEUAREREL TRTARITAL IZED T
LQTSZb o & b B S ERBRTF LR Y, 1§
REHEIE CRIZT Wb o L BHEATEED1OT, #
75% DIEF TRIZTAEED RO L, £72 CPVTIEHIS0
~T70%DIEBI CHEIETERNBOSNL Y. —JF, BrST
TR FEREMMEE S NDEEDHI15~30%, SQTSE &
'ERSTII10~20%TH 1), JEFMIL T A3 E T E 2%
WIEBI S S\, BREAEIRIGEETERIZL S+
F X AOVEEREREEATER E E 2 S E7Y, BAMREETED
AL, BRI L, ANV A, BB EOSMYE T FREC
B L C\W5, 72, BrS TIIARHEIMEL 520
SNBIEBIN S S LY, PCCDIXEREMEE A0 5
=AW b EINS, A F U F X FIVEEFOR—&
RFRBL LTI TIE AR, froBmnERPHRN
P, BEENEEOEREE LTEL R 2LEN DS

HEARMEAEIR CIL L8 (VT), (LEMEB) (VF) 2 &
DAEREFSET H &, OMEIE - DIRZHRIED A & 72 1)
)%, L7z CRIZEAEROZEICBWT, BBEHAR
FTIROFERED) A7 @, #E)RZHE b &1, s -

BEEAT) LI Lo TURZERIEE FRIT 52875, b o
ELHELHETH L.

KECTIEAERR 3597~ 45 5 AU Zesktx & 72 1L C
WD, FDIFE A SR CERBAER & ST 50,
OAEDOZIRICAE IS FIL, ST ROMETIZ107
Ad720 102, FEERO15EUEOFRAETIZI0 5 AH7:
D145 LR ENTY, BARASKIZBIT 2 22RO H 5
AT 10T AH 720 100585, FRIF1377 A0S Z2RIT L
T2 bOLHEEFE NG, ALITHIZECIE, #IM% AT L
721,934 B10 9 B, Z2RIEIZ204B1H D, ZFD ) BLIERZER
FEA3 100150 (49.0%), M L4 5E 2% 68191 (33.3%), < DAt
3645 (17.6%) T, LHEZRIE100610 9 B, IRl LB E
72359% CIRIRARHD 23% ThH o727, 2D &9 % HKRAH
DLEBO—ESBIZEAIENR T o 721 REMED B 5. I
FRFH CE B LR & FRD T Do 7o Z2BRIBIE BN AT L,
HIRZEMEIR (genetic autopsy) Z AT L72L 25, 17.6~
26.1% CHREEAEEIRICEIE S 2 8B T ICEES RO S
TEHEEINTVDE D C RSB S, bAYE
TIHER 13 HADZERIEDO LR DY), ZDHBHTH
NSO ZEIRFE, EARTEAIEIRIZ OIS IRIE D) 10% %
HDLLDEHEESND.

LRAETA NT A4 1%, 201340 Heart Rhythm Society
(HRS), European Heart Rhythm Association (EHRA),
Asia Pacific Heart Rhythm Society (APHRS) ¢ 34243 12
EAEFAT— AV MR 55T, LQTS, SQTS, BrS,
ERS, CPVT, PCCDIZD W TG L 72, Z LAt o,
short coupled torsade de pointes % & & 72 $ Fe D FEFE P
FZHENCOWTIE, FEHFEDVELREF->TELTLE
T UYANEDDOTH LW L2 FE 2T, SRIOUEI Tk
D FIFCwnewv, %10 et sy ApRBEsning,
TR BIMEN Db DEEZD.

MIAEAEEIRIE, Bl o3, B, ML EDFE



REEL, FEMELRETEMENLGEL, RIEERE
DIRFERCIRT 7 & CTOLEXFE % ZFR A Th N,
DHNCELLGAELDDH LY. — S, S g E 5
IO LN, F7o, BBy, ERERE, AEHERE,
MR LI X B TIREAEEIR D BRI S NG, FRIER 12753
DA, 24FEHE AN & — LB BMICERE TH D
W, BH—ORFETIEZM TE 20w E&0H 5. LQTS,
CPVTIZBITA AT a5 I AMRE, BrSIZBIT5 Na
T ¥ AVEREE AR &, BRSO %Y
EbH D, ERAEMFAIRAEILMEIER IR EOFEKZ
W, FHEMOFMICL D) A7H%E, BLUOT7 7L —v 3
VIRROBIL R ECHRET SIS,

LQTS TiZ#75%, CPVT TIE 50~70%2B v THERH
R HEE AR RSN, BEsE L, Bin T
DOFBWRIEZEE =, 1 E TR ROE ML R AL
PP ETFINCAERZEESHY), ) A7 FHO—c7% %
TREMED S 5.

3.

N

~
/a

BIZPENEEARIZN§ B iERR R L CGEBYHIRZ & D4k
108, HEYNEE, I T7—T VIR, BLOTNA AHED
HIFHN L. FEE, WA R 2 ENS) A7 HEEZITV,

Il FEXM QT ERIEIREF (SEXR1% LQTS)

% DIEBNIE U CTHEFEDS RIS LS, BTS2
B, VI/VFEEEEDH 5 LQTSX° CPVTDOEHZ Tl 7 7 A1
D#EISE 2D, Tz, OEIE - OERAEBNIIERIIC T NA
ABHED 7 T A1O#IBE ), VEREHME VTIZ L 500
5 1L D BEAE BN AL A A T BB 27 (ICD) O & 72 5.
H A BR AR 743 D 2016 4F EEAG BR A B I L RE A1 &
A&, bHETIZICD DFH OMA TR 6,000 (5
% CRT-D ([ — 3 & BB & H5%92,2001F) TH
% ICD O e B K E CIE R I U B 8 # %
DD, DOETILOHEED 28%I2E EE L, L
i hE (AR - JRERAY - ANEEMRIEMEA SO IE) A% 41%,
EEEAREARA 26% % HOT W5,

VAR, BAEHSERHR S 7 — T OVIRE O
Lo, LQTS, BrS, ERS, CPVT 7% & DEfmEAEARIC
BT, torsade de pointes (TdP) /VED ~ 1) H—& 7 5L
SESMGHEICK LCTT7 7L —3 a v 2T L, F5EEHIC
) L7z L DEDFEL RSN TW5, Iz TBrS Tk
GG O SRR IETEN % 780 B LI MELTIAIZ 7 7L —
TarvETG, NEREEOBHIICL > THIEZHIHITE
LEWESN, ERSTORET 7L —2a v AN THAS
WD G SNTWDE 7 UL, EEHAEIRIC ST
LT T L= a BRI T L ARSI &N &
T 29, B S IR PUAE B %> 4 1] ICD 38 Y1) {'E Bh i 51
LEEHNS.

Il. EX1E QT iERAEIREF (SEXIELQTS)

1

BEsm

56 R QT IE K JiE 3 #f (congenital long QT syndrome:
Je KM LQTS) 1%, QTHI M DI K & torsade de pointes
(TdP) & JIEN AL LEIAZ RO, T2kt
FlERIFIEMERTH S 0. QTIER LI, #% Bazett

DR T OIHEHRIE SN 7-MIE QT HIFE (QTe = QT/VRR) #°
440 msec LA LD EE .

SERMELQTS T, ERRZMs oWz B4l 1T
JE R (T EICE RS S, Bn T2 PR &
%-5C W %. Romano-WardJiE & # @ 175! (LQT1), 27
(LQT2), 3% (LQT3) T, iifx A & EARAT A GEH
Rl & OREDSFEI MG S, B E TR, EE AR
ORI R R, R, T 72 bBIEHER (precision
medicine) 2SS Z ATV B 0,



BIEEABIROBFICEST 274 NI 4~

FERMELQTS ORFIRFZ W12 1k Schwartzd 1) A7 A7
°ﬂ3b\%h’(%f:7]‘ (p. 13, |10), AH A FFA4 VIZBIT
W, 20134F 2 58 3% & 1172 Heart Rhythm Society
(HRS), European Heart Rhythm Association (EHRA),
B X 1" Asia Pacific Heart Rhythm Society (APHRS) & £
FAT—k A2 MIHELT (p. 12, ')V
EHRICB LTI, AR RIBRME) & (ICD) D@IG I 2
W, LQT3 TldAEHE LA Ny MEAEFIZLQTI, LQT212
RTINS, HIBRYOA NV MEAEFRTIBWI LR LS
EZELY, $TICCOmRPERINTHHI 41 - HiEL
BIPHANTA L, OTdP, RAOBERE, @75
SEDRIREE, QBMERTHEDH D 3THE DA E D
IhETHI L LT (p. 16, F&14). 20134E D HRS/
EHRA/APHRS & il A7 — bt A ¥ N ClEBERTEE O BIO A
JERENTD, bDENC BT 5 BHEREE O XA E 5
TFHRIBIOFMEERBZEL P70, RIA FT4 0 TIIMED
HYRGIROMESE Y, 7 A% E LT (p. 15, |12, 18). £
CBEEAEET LI IC OV T h, DOETORH KR
THEREREL, MEOHEEES 7 A%E LT (p. 16, T15).

2.
&Z

21

BiRE

FERMELQTS D% L= (RiklE) TH Y, i
PO QTHBAERE L TWAI DLW, L, BiER
13100% T3 % <, 1IEMERAIRERZROLDIINETDH 5.
44,596 BIDF AR E TR & L72A 51) 7 ORiA EHFZETIX
FERMELQTS DA IR 2,000 Az 1A (0.05%) Hﬁrgé
NTW2 7, bHEOILIE L7 S ICEhE R & A

7)== 7T, 428561461 (0.09%, #51,100 A1

N) DBRRELQTS L B &S T b ™. F72, /INE14E,
FREE 4R, B TEOFELERKRE TIE, R 14ETo
BHIRED D> EbE, 1,200 \i21 A TH 722,

2.2

i

FERMELQTS DAL A N> Mg, ZEW) 5 BE
WAL, ZOFEERmITBEMSE, 14T, wh
A XY MNERD %D 405 T TIZADN L. BYEISIHE

TIX 1S LA 722 o TRIELL A XY 235849 5 B01E 8%
R E BN, LI E TIZA0%IET LY. 1~ 125D
BIEIRNOEIE F 7213 B RIE % & 72333 B 5%,
ZIWRD1%T, BIROIE) DBEWHY, 13~205 Tlatth
13722, 18~40ﬁzf IR ENOIEE LY. 4,
JEYE - FrAE R SRR NS TAP R EE 7T v 7 2t o
TIIET HEIEFIDLQT2 /21X LQT3IZFEDO 5L E .

2.3

323

BRRFNI R LIETEN S LA XU b - TdP 34
WMDY, B TR R L > TR S 5.
LQTI TIZ/NEHIE B IBDIZ I S IB LD DA RV MY
A7 NS, BENZBE S E QTeldBETITEAMEL,
A N M) A7 13D R {72 57, LQT2 Dila A X
IR, BEME Q3R 2B TE L, BEN
DR (13 ~407%) 13 E TRV, LQT3 DA N M)
AN WTUERRED—E L T390 k%
DEMEY (VF) % EOBIEH A X T, Bk i
LQT3 Ty - & b3 < (18~19%), LQT1 & LQT2
TIEWI NS BN LY DE (5~6%xF2%) ™.

2.4

N

FeRMELQTS D% {\FH kB ERIE AR5,
1534 DM Tl FH 0 87061 (57%) »3F—ZERiE{x
FOXFX)T, 6646 (43%) BIHF ¥ ) T Tho7/z™. F
72, BIRTARIHE SN RELQTS B @ 85%%
HBPSDBETHY, 15%H  denovo TH-o7-. LA
HFSE DO FEAER! (LQT2, LQT3) Tld de novo D ILENE
)

2.5

B

BAEMIHEIE I AT O N WA, FIRISHEAE S 14E
DI OBIEERIL 219% &S 2 05%, @Y7 B WS G eAs
fibhiud, ISEMOFLERIZ1%E ST Y, T4
FEE TN X > TH R D, LQT3 TIZLQTL, LQT2IZ
HARTOA NS b (FIRMFENE) DOFESRITME DS, B
FERG LA N b (UEIE, Z28RIE) DF AT, FL
WHIDCME B TIEZ DR DAME IR ZRIED ) A 7 5

D),

G



3.
BICHESR

FERMLQTS TlEB R FERNHE SN DRI E L,
BRIR S W 0572 L 72 B O 75% 2 B T AT 52 &
N, TNFE T ISOEREIE TG ST (RE) S,
EimTERDEE SN DL EE D 0% EiL, LQTI,
LQT2, LQT3 @ i A #fnF Td %5 KCNQI, KCNH?2,
SCNSADWTNPIERDEE NS Y. 2t 3005
RFEICIE, BRI e R FRRT ), LT
B EDBRIZOVTE L DWIZETHOIL TV (RB). &
BIZIEF U@ R TR THo TOERIMMRPLERSY 1 712X
DFHRDPERY P KM LQTS O -2 W ERARR
\ZHE R E (KT, 8)°.

SRV LQTS DE K& S T-1&, T OB
HL7ZK NaBLUCafdrFy vz a—RKLTW5

x5 XM LQATS DREEE L THREESNTLDIEIRF

Il FEXM QT ERIEIREF (SEXR1% LQTS)

(F&5). KF v VORI (loss of function), Na %7z
X CaT v A )V OREEETTHE (gain of function) 12X -C, i
BEMIFERNOLEEB X OQTHROEES & /727. %
COBRMELQTS B, H—ilnTARICL > THRIET
A7, WG THDEE SN D BHEORH-8%IL, 22U ED
BIEFICERZHEEL TS ?, HHOBLEFERZ LD
Bk, H—@EETEROBE R LEETH S, THE, K
AT =4 2 (NGS) 12 & - THE TR EOEET1H
WEBLZENUREE Y, CNTTH—BEETERALS
NTEERELQTS T, BEOBETEENFE SN
TLAREMD B 5.

DTFICEBEREE TR, B X OS2 R G2 Hok
EFEN OS5,

3.1
LQT1

LQT1 KL T TdhH D KCNQI I, LFniGEEEA T
SRR O IZIEFEGE K F ¢ A VB OBV (k) AL
LHRKVIITF¥ANDat 72y b2 I—RFLTW5h, Ik
ISR (B2 AR) HIH X DG S QT bR ANH
#i9 575 LQT1 TidIks B3P 720 BRIE, & <IZEH)

BInF REERE SRS ik i . ~ o
FRICQTHIMBAEE LMz X7- L9\, 20, &
R _W EfR v ¥ N M TR 2 T e
omano-Ward EREF N e )
LQT1 | KeNQT e 4 30~35% | 45
LQT2 | KCNH2 e b 25~30% | 43
LQT3 | SCN5A e 1 5~10% | 44
" 2 %6 LQT1, LQT2, LQT3 DERIEDIEE
LQT4 | ANK2 haarrace? hiox? | 1~2% | 46 o loTs T
LQTS | KONET ho ¢ 1% 48,49 REEGET | KCNQT KCNH2 SCN5A
LQT6 | KCNE? e b <1% 50 - — S— o 10%
(o)
LQT7 | KCNu2 b b <1% 51 e | omRac | oo |
LQT8 | CACNAIC | lou t < 1% 47 4R DER e
o) [E Tr |; ) [rmE2 )
LQT9 CAV3 Iha 1 1% 52 9TL§@ EE GK /Elﬂ%ﬁl ZE 25
FHA Rk
LQT10 | ScN4B e 1 <1% 53
BT AE BT TIE wFEITH | BRMT)
N o ) <1% ) TR /NP FE wFRITHRE | BRETE
BIEATED | ... . B
0, 7 7
LQT12 | SNTAT ha 1 <1% 55 e = E=F) ()
LQT13 | KCNJ5 leacn 4 <1% 56
LQT14 | CALMT lou 12 <1% 57
LQT15 | CALMZ | 1o 1 2 <1% |57 R7 XM LQTS BLTEEIDIHR
=) %5 o
Jervell and Lange-Nielsen JE{EEE el FEFA AREER
JINT | KoNGT |l b <1% | 58,59 Limeti s | B .
+++IERIT3RL), ++380L)
JLN2 KONET he 4 <1% 48,49 (Ackerman MJ, etal.2011°" & +)
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&8 FKXMLQTS [CXHT DEIGFRMDERETIET VARV

10

Minds
HESE IETVR -
= . IETYR
TR LA e
BREBRENRKRE, REE BN (ZHEF 12 FE0ER, EFFclEHrI5=Y
afER) Tl<AeERM LQTS ZR SAERIICH T D, IXTO, Fizld LQT1~3 (KCNQT, C IVa
KCNHZ2, SCN5A) [CDW\WTDFRM LQTS BTl
QTEERTEZER (BREER, DX WIOvo, LWHDDEBREUN) A
<, —ED 12 FENERT QTe > 480 msec (GRAEE) Fizld> 500 msec (BA) % © IV
LI BWERD QT EEEHICHT S, TRTD, 23 LQAT1~3 (KONQT, KCNHZ, !
SCN5A) [CDWVNTDERM LQTS EILF2l
RigE(CAESNAERM LQTS DRERETGTEEICNT D, FikF/cISEEMmigsE Dz C IVa
ERENEL T2
—EQD 12 FENER T 480 = QTc > 460 msec (GRALE) /(& 500 = QTe > 480
msec (BA) Z29 DEERD QT IEEAEHITH T D, TTD, Fild LQT1 ~3 (KCNQT, b C IVb
KCNH2, SCN5A) [CDW\WTOSERM LQTS BEInFh

3.2
LQT2

LQT2 DJFEW#IE T THH KCNH21E, ARG EI RN T
AR O IZIEFEGE K F v A IV EBILOE S (k) 24T
% Kvll.1F x4V (HERGF v H V) # I—F L T\ 5,
Ikl IEIRFO TR 53 57290, Ikh D7\ LQT2
TIIEEIREFC QT MIFEAYER L 23\,

3.3
LQT3

LQT3 D E KN EE T CTdr A SCN5AL, L NaF ¥ )
Bt () AL A Navl.5Oa 7 2=y b2 a—FLTw»
%. SCNSAVZHE R M LQTS 7213 7% £, Brugadaii 5 &
(BrS) ReHEA TR L k% (PCCD)DFHEIZT ThdH
%. BrS® PCCD % 4 U 2 FAIMREIL T I CTH % 725,
LQT3DZERENaF ¥ A NOEE, BOATEMEALIZ L 4RI
I DIRIT L D, VDWW DFERETCHEIIZE R IZ L 5T QT
CRE% X727,

3.4
LQT4

LQT4 DJERKEIEFTH D ANK2 L, ST ST HhE\EAS
MR ICEE T A& %257 ¥ ) 2% a—-FLTH
D, HEFHAEATIEA IV CRISE SN2 ANK2ZE AT

AR T 37 I Y HELVIE LS (CPVT) £
DERZELS N 2B LY a H 570, [7 %) VfER
Bl LIERZ LB 2.

35
LQT7

LQT7 iX Andersen-Tawil SEfERE & I-1X4L, KCNJ2 A3
BIERE T CH L. IEROARL ST EFRER GErEE
JE DU SRR, TR SR (H/MRGr, TRR A, FEEAK
o, AIRIE) b)) ) S e Tns®. LEX
T UESEETHY), QTHMTIEAR QUMROIEE
PRI TH 5.

3.6
LQT8

LQT8 X%, 4G Eik% + ) Timothy fEfBhE & L TH
HENT FOFEEBEFIILE CaF Yy ANV Dal 7
=y N d—F$5%CACNAICTH ), ZBEREF v )L
TIEIATEELASBIE S 5 2 212 & DB CaB it A3 4
L, QTHMBOEEY &727.



4.1

BRPRAEIR

FRMELQTS DT AR BT 5 BE ORI EE
KTHY, 10~40%75 5 H 7% QTIER % 7R 7\ 1%,
TdP 3% DA HREIET 2720, HAIR) 2 ERRAERIZ
I, FONARETH D, FIUZTAPH S VFICEITL
EIRICIZED ZEH BN, WIFEIERE LT 5% A0 12 225K
F8d ST MEIEE RO L, BT E SRS 15O M
(2% KR, FEBMEEZ 015 (& 2B A 125 F
TIZ, 90%AT405% F TSR DA RV b EARERT 5 P,
F72, SEEVEEE OB ER) R BB | E o TRERZ 2
T2, BEETEIERN LA XY POFRIHE S
TBY, KikHOLA Xy MEILQTIZH#TH 5 ¥
ZOMOFERELCUET v =7, B Ry, #ELRE
Wb LQT2 TIRHREE LEFREFHONVELR EDOE
FIMAFERE 2D, 5B OA N N,
LQT3 Tlx 2oy, MR OANRY MEFET DI LD
%7,7\/ N 72, 73).

LQT1

L

500 msec

RIS TR

LQT2

500 msec

TIE/ v F TR

LQT3

1.0mV

500 msec
EVWEBEMOD STEHDE
THEOE—UH\%BAICHD
BREMET
K1 S%EXMELQTS THOSNBZRIRNE THER

Il FEXM QT ERIEIREF (SEXR1% LQTS)

4.2
IVERIEZHR

EELOER R, QTefl, /vFHIT#, TdP, T
WANY F A (TWA) RETH 5.

QT MO FHINL A 12355 LEX O NFEE 7213 Vs,
VeibE 1719 7. U3l E QTHIBIZ&EO RS, Tk
LUK XBITERWEEE, TURGHE TLo b RER
ORI ECTEREHNT 2™, QT LHEMIEIZD
WU, T Bazett OMIERAMEH S5 7. —F, Ff7
94 RRIEFED 3FERTQTHEAHRL TRKdOEN S
Fridericia O#iiERUE, #EIR - FRIRFF O BRI IE, 8/l
IEOREED A 2T,

SERMELQTS T EME AN L) TIRILENS R LY,
LQT1IZIRILV (broad-based) T, LQT2IEFK/ v 75l
(low-amplitude, notched) T#, LQT3IIRWEHEEMDST
WL THRDOY =2 35125 5% (late-appearing)
TR TH S ([E1).

TdP i, QRS DML IRIEAN AT LIZEALL, SFEA
MAENC L TRLND &) BN R EIEE 23 25T
LEMIATH S, TAP O 1IHH OLE YU OB &
LC, REIRBL A S OBFIGE G- L, TdP OHER:
IO E AL OTE B B AR PR O A — RIS L 5 Y
I M) =HEETEEEZLNTWE T,

TWAIZ, THEORE, W, Btz & 1T L1221k
THLHETHS (B2) ™. TWAILEE 2B RN ENE
BLUOROBSBAE—EORETH Y, HETREZR
TWA (visible TWA) & A~ 1] fE % TWA (microvolt TWA)
7‘);%% 78-80).

w i WAL Y Y
o AL

M2 TRAIWSFVZ (TWA)
(BREREFR. 20127 &)

11
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4.3

Bl

ENRE A B BN ST 70 B NI ALEATCLE, QTeldfaH A,
FERELQTSEH L BIZIERE T 54, & IZLQT2 TR
HEEETH DY,

LQT1 D 36%, LQT2® 19%3ZEHE; QTe AN IEH & 4 \»
BRI CH Y Y, ERAMRERE T 2 LIS X DB
DIRMELQTS DBWIHEE & & SN L) H 5. 1
ByEMEEL O QTelE, LQT! TIm{EH % # U T QT ik
EZ2Bo 55, LQT2 B LU LQT3 TlkEM R co
QTcERIXZ L, HEHHIICQTc EEA 7B 5 ™",

1737 I AR EEEOSRRIELQTS, &I
LQTIOZWIcHHTH ALY, FiFid, RFELLENZ T
FELADHTEART) V0.1 nglkg % R—7 A5 L, 20
0.1 pg/kg/min O 5% 577 HATH. TERTY U &
kL, EHICSHMOENERET S TEA T i
5B, 5B 1~ 24 C RR BRSO R KW
R (peak) &, RGBIIE3 ~ 50 DEHINGE (steady state)
BT, QTexaHlls 2% (B3)*. LQTI TILE R IREE
TQTILE (FFHEMEQTIEE) 2538055,

4.4

A2

FRHIIN 72 TPIEREZ /X9 B 5HUE D QT IER BT, 1L
HRGEMREE AN, AR, AREIREEA =08

EEIREEED QTc DZE=35 msec
YES NO

[ TR TSR B S 1 ~ 2 50D }

[ TR T RS RATIE RS HEE 3 ~ 550 }

=ANERFED QTc DZE =80 msec
YES NO

() (

3 AFIASZVAERERICKDFEXRMELQTS CHIFD
BIETFROHE
(Shimizu W, et al. 2004 * & V) &%)

QT3 $/IEER )

fie, CPVT, IERILLHE TADA, BIMOEH (&<
\ERE), 7ol OTER SR ERIT 2.

4.5
SR

201340 HRS/EHRA/APHRS A [f] A7 — b+ X > kTl
FERVELQTSY A7 A a7 =35, JRkMELQTS MM Els
FIZHL PRI EREZED L, H 5\ id QTe=500
msec, DWINDPEROLYE, FHRIELQTS L&MW1 %
(RO, T2, HRMELQTSHME (LT ICERZ DT,
FHDOD VR E RO BBIZB VT, QTeht 480~
499 msec N A, JeRVELQTS O HEMEATE .

SERELQTS OEFIRZ I Schwartz 512 & > T &
N2 A AT % FHWTIT) (R'10)%%. BHETIZQTe
=450 msec, ZMETIEQTe =460 msec CHEZEINET 5.
QTc =480 msec it 3 1, 460~479 msecid2 i, 450 ~459
msec (BPEDH) (X1 M E2MNE T 5. EB)E U8R A5
455285 QTc =480 mecld 1 HahE 5. T/, TdP
DRCER SN AIL 25, TWA, 3558 LT/ v FHl
THIZ1EEZNZEINET 5. FEEHAHISOBIRIE
BAEM DL DI D 28— v & 4 VI (R®11) &2 F
1 23E13 0.5 S A MET Y. LMiconTid, EHhL
BAFIZE 2 A LAY a2 e mEL, Thlito
RIS EMET S, 72721, TAPE RO T TIZ248%
B L T A AT TIZNE L e,

&9 FKXMLQTS DZEEHE
(HRS/EHRA/APHRS BRIRAF— kX2 )

1. LIFODBE, SEXRELQTS EEMTD !

a) QTIEEZ T ZAMRFHREE LWV E AR M
LQTSUROROA7 Z23.5MFE, BXRU/FIE,

b) SEXRMELQTSELFICASHIFRNEERZRDDHE, DD
W&

c) QTEHERZECT RMERFHFEULLEVWKRIRE T, #DiRL
SR U 125380 ERT, Bazett DWIEL CRHIZQTe =
500 msec ZR g BE

2. IMNBEGTFEEZRD T, QTERZECT _RERFHTE
TEUBEWIRR T, SRBEDDHIEWVRHZZRD SIERIICBNT,
#EOIRUECER UIc 1258 80EMNT, QTc 480~499 msec’z
MIBE, ARELQTSEEZHUDD.

(Priori SG, etal. 2013 " & V)



10 SEXMELQTS DURIRI7 EEHiB%E

E#IER e
= 480 msec 3
QTR DILER
QTo) * 460~ 479 msec 2
450~459 msec (SBi) 1
BENaREY
RS = 480 msec 1
DEEpR | 47P0T
TdP*2 2
REATEEL TWA 1
JyFRITE (BFSL L) 1
F RSO 0.5
ARURICHEDS 2
LN
BRPRAEIK 2 U RITHEDIRL 1
SERMER 0.5
HeSRIRSE R LQTS *° DR HE 1
SRIERE
30imAIE CDRIRIED R R 0.5

BRHMDEEHTELD, 23.5(F2HiESR 1.5~3(F8E2,

MRV, [CH¥EIND

AERIDDVIEQTERZS TR TR T ABEVIRETRERU,
Bazett OB IEXZAWNWT QTcZEHTD

*2TAP MDA D DIEEF 2R

O EZERMDTEHBOIRND2 ) \—t I A()UE (R11) ZTEZHE

M EHDBIEEFE 1R

PHERMELQTSURIRIF 235

(Schwartz PJ, et al. 2011 % &£ 120125 & 1)

=1(30T8E

K11 HERRADLS 3 I TOZFHDLEHD 2 /)\—t

JIA4)
B5F TF
0~1%8 129 136
1~318 126 126
3~6n8 112* 122*
6~12n8 106 106
1~3 7% 97 95

*BIEDVIIEWN S, 95%EFEX A ZERA
(Rijnbeek PR, et al. 2001 * & ¥ k#%)

Il FEXM QT ERIEIREF (SEXR1% LQTS)

5.
U 55

5.1

QT Ek&

QTc=500msec® Bl ix & ) A 7 TdH 1), QTc=600
msec Cld & {12 A7 258 . LQT1 Tld QTe > 530
msec D 1% QTe <500 msec D BN LR TLoA R F AT
325154 < *, LQT2 T¥ QTe > 530 msec D 1% QTe <
460 msec DB AT 333fH A N> A%, LQT3
T QTe = 500 msec R LAIELH T HHITIT LAY MY
A7 5w (BE4).

5.2

i, 145l

LQT1, LQT2DWeid, 13/AM CTIEHED.LA X
YA AZDEL ONF=FRI1.72, 1.54)2%, 1350 -
QBT TIZLED LA XY Y A7 HE (O F— F R
227, 3.29)7*. LQT3 TIZBMD ) A7 g™, 4R
WA B D) 27 3wl e D (E4) ™.

2Ry QTc=500 msec

LQTT ~ 3%

QTc<500 msec
LQT1-LQT2:
<13p% (M), =135k (Zlk)

H1)2Y

QTc<500 msec
LQTT:<135m% (ZZtE), 2135% (B14)
LQT2: B4
BLRFEEEZG I BHEBEEDIER
*LQT: EEEmignZTE, C)IL—

LQT2: BE@FLEE DAV AEE

[FELITEIRY
K4 FEXRELQTSICBIFDDARYEFDURY
(Priori SG, et al. 2003 ¥ & W &%)

&URY

13
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5.3

e

ZERIERC oA N N DORIEFEIZOWTUIE, —ED BED
BoN TV RN,

5.4
I N bOERE & Z DHFEFR

AR (R, O IR) BEABNEREE A3 VB T
RTCZDBDLANY MHEEIZE N O = FH3.D Y.
G N M IEAEAERIZLQTIL, LQT2, LQT3 DINHIZH
W T LT OFRMLOA X AL R TTh ) B,
IR CHRMER T E ICEHRETH S, it
WEEE T AT THRMRL TP 2 5T 4610, HIEH
LAY NDY AT HiEn®,

5.5
ZOfthDEREMR

TR DA XY P A7 IZB#E T 2% F2, Sy —
LR CRAYD 4 visible TWA 28 TAP 38 EL O fE K F- & 72
B T 125 ARV — LR TR S
microvolt TWA 25 TdP DTN 11272 % & s 4 3y 5 ™.

5.6

BIEFER

Jervell and Lange-Nielsen SEMERE I — %12 QT HIFE b &
L A7 B %\ *. Romano-Ward fiE 2 # & LQTI,
LQT2, LQT3 T, #IZTFEIOMIZ, #EIZTFEEDOEM,
AT, BHEAEOREIZL D) A7 O@EWHHESNT
Wh,

LQTI TliE, KCNQI®, OB BEICEREET S
BllE CRIGHEIICE R AT AP RTH, @3 At
VABEREETHONIIEI ALY ALREG T HHHAR
T», F7:, (®dominant negative effect 7R3 A A H T
BBENTFN LI DFNERT?, QTHEF A EICEL,
A XY MEERENE G, CV—THEEIII At v AL
HT BHBITIIOA N ALY, LQT2Tld, KCNH2
OREERILFAE D I ALY AL BEET L L HE
FETH 5.

LQT3 Tl&, SCN5AD I At ¥ A% 5 (E1784K %
DI1790G) = A ¥ 2 BN LB FHEIFCTH D >, AKPQ

EEREHTHNLES) A7 THDHP.

BRI RIELQTS LW SN WSl T ER %
BT HIFZEFITIE, 405 FE TOLANY M) A271210%
HHETHL CNLOEIEEFTIE ki 70y 73 53
Wy, KIME, IR CHAELT 2220350,

6

a (LA)

R LQTS DG 1L, TAPISE R AR hE &
TdP - ZEHIEDOTFHiRREEIZ T 515,

6.1

TdP &R DR A

90)

TdP 225 VFIZBAT L7256 1L, 7272 BIC SIS
WALEE 7%, TAPAHRE LT 23546 CH AW o F%
FHINIEHEE~ 7 4 > 7 2 O (30 ~40 mg/kg % 5~ 10
AETEREL, 5121 ~5 mg/min TR 2SER)T
H5D. TAPIFIEIZIZBEREE (T 077/ u—)b) OFHED
B THEHH, BRI TIMAERE (V1408
LURAFVLF V) HDH0IE Cattididh (NF3300) 25K
Mz ldds ™ FERFIFHROGEICIE, —FE—
VTR IS Y5, F, RKIUEOYA1E KA
E2AT.

6.2

TG

6.2.1
E£EES

R LQTS B CIIAEFIFENEE TH D, HAY
Bl E B IR S LBl Tld, — /% [k L
ANV OFEENIFEZTH D, & IZLQT1 Tk L v k)
KK TV VLT 5 RETH S, F/2LQT2 TIHHR
F LESRFRERE 2 & OZROEHIM A T 5 £ ) 125
5. SHICQTERFEHAZAETLHEY () Au~ A vk
&) ORMA%EEG A, —F, LQTIUHDL) A7 F1CQT
HRASIEE 25 F U8 Ch 1), BREIRDDZHRIEDO R IEIE
VBN, &2 F CHEBIHIFRE 92 2SR 2 2 e )
FAEL W,



6.2.2
o

a. BiEHRZE

BIAEWTEE D AR V1%, HFICLQTL & LQT2 Tl A xh Ik
HHESL SN, LQTIBIT74% >, LQT2H1T63% > Dol
ANV M) AT TRIRED B 5.

20134 HRS/EHRA/APHRS &R A7 — bk X > Tl
JeRVELQTSIZHK 3 % Bl ifigl, Jt=° VI/VED
BEAH, B L OEROF EIZEIFR 7% < QTe =470 msec D
BICHERR L 720, E512QTe <470 msec DHESEMRSIT I i
T e orzb. RAA FT4 2 Tid, bAEIZBT 5Bl
Wi DDA R BIR TR OFE L B R LIHEREL XL %
e L 72 (R12).

—J5, R BIERHTH B IEEIRME D BERTEE (77
F /0= F Fa—)V) OFREREwE SR e L
IZLQT2IZx L TldF Fa— Vv sE R & EnTn s %1%,
JERMELQTS B2 BT B IR MR DWW T, LQT2
RLQTI THE Y A7 BITIXILIRA - FERIZLA XY b
AT DREED N2, PHERTER OHKFEAEE D ST
\/)6 104—106).

b. Na F v R ViERHZE

LQT3 TIEAF L LF VDS QTHIMZ £ L ', LA X

YROFHICEREE A SN TS 0 (FR13). LQTT

Il 5EXM QT ERIEIREF (SEX1% LQTS)

(Andersen-Tawil JE ) 5 Cld, CPVT &7 LA
A= EHTHE ",
c. CaltinE

CafiPraRICIIpENTFEDO L) T T ¥ x5,
BEWTHE D A TIZFFZE % 5E AP & W BINZ B CAL
JENDEENL . % BLQTS TIXE MBI HE ST
l/)Z) 112).
d. KE

KM QTIEEDHER D1 2ThH 5. LI
LQT2 TIIiH K% =4.0 mEq/LIZfRDZ 212X, L
ARy bOWHNHFGTHEEZHNL M,

6.2.3
IR

FEFEWIEIRI L — R\ ANEIRE R 55 e BB & 1T o
729 Z COEIEMAREN R 2> P U — )V TE L WIGEIE
Rens,

a. EiAH BURRHEENZE (ICD)

FRMELQTS 2R A ICD D#sE, OTdP, 2Bk
, QEIEORERE, GpEREEOH D 3THE DM
AREDEIZIVPISET Z ™. Thbb gEREONIR T T
LA IEAE & 4 0 B9 HEBNL ICD OIS (7 5 A 1la) & 7%
"0 RAA R T A TIIIAERE T BT % AE A D5
RELQTSIERNITZ 7 AT E L7z (R14).

x12 KXMLQTS [CXT D BEMFEOHREIET VAUAX)Y

IETVZ
2V

READEFE® VT/VF 253D T AER

QTc = 470 msec DEAEEAES|

QTc < 470 msec DIEREFID DB
LQT1, LQT2, 4 LQT3 DAEFI

QTc < 470 msec DIFERAEHID DB
B LQT3, EfETeWitatE e IFRAREDAER]

X13 FKXMLQTS [CXT D Na F v RILEEIE (AFILUFY) OHRETETVAUANIL

Minds Minds
2 | IEFVR
JU—R pag

i IETVR
T )

QTc > 500 msec D LQT3 AEFITDIENAEE

Ila 1l

15
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FEEUAEIROZHFIE T 2044 K74~

b. N\—ZAX—H

BAEWIHEDFE G L VIEIRE 72 0, IRIRIC X BREIRASH:
BLEBER R—AXA—BHARDBENTH 2 O,
ICD DT - AINRALIZ X Y ICDAMEH &5 2 &A%\,
c. EiEac i antlrRifs (LCSD)

LCSDIZDW T, FRIND S IZSEMIRITIE O SEFNI 33
LERED S SN TWBEA TN s E TR
FNTHD, 1 ZEACITTDIL TV (F]R15).

7.
a U\

INBOJERVELQTS B 12 BT 238y - RS I
BADEGEIZHEL S,

71

EEEE

NROFERELQTS B 1A L BEMrEE 2 M L 72575
EEE & F TR T REDIIOWT, HiER R

INB ORI LQTS B TIEE KW - £ BhERE
(ADHD) LI SN EH14% L, GHETHL ATV
TrZF—N, TIEFEF U ERBHTLELA NS
NSEEINT 2 Z LA S TB Y 0, ADHDIHHIED
fFHIFEEICTRETH 5.

7.2
EWia

EROERELQTSEET, 2 1BEE7uy 72 &6
$HEEBELQT2, LQT3 2% < ) BRI+ 5
AN L\, R=Z A=, ICDHE A AN A B I W3
WEDRLBETH LD, FHUCHNATAF I LTV, 7L
A =R EOGHID LI 7 DYt hsdo ',

7.3
=Y Moy

/NE D ICD AR A BB TIIAEYIER 2 & PHEDZ <,
ENROLQTIFNC B 5 —KFFF D72 D ICD fifizh
AIFEEIATHINETHD .

x14 FTXRMLQTS [CX4T D ICD DREIEFT VALY

VF EeldfE DRI EZH I DA

1) TdP, KH#DEEE

3IBEH 2 IREM 7T 9 ES]

2) RATEDRIEHEE
3) BIEWE"(TNT DIREIRTTIE

3IEEH 1 IREM T OES!

FHIEIRC BIEMTEE D A S TUCUVVELVER]

* BEMTEDOBEMMEIFEREBFICED QTERDIZEECHMTS. LQT3EZMSNTBEE BEMEIIENETD.

& 15 SEXMLQTS [CXT B A0 EEIRRM (LCSD) DHERETIETVALANIY

HELE IEFVUR
IS5 UAIL
BUR 5K LQTS TUTOWFNH E Bz I iEsl (RERSEHAN)
a) ICD IBAHHEZD 2 WVIFEAH T ZIEE Ila C
b) BIEMENENE/CIFRE CETTNIRRNEE, F/cFRIRER
BIERTEDARRECF ICD SBEICED DD S FREIRA R hESTT m C
fEB (RERERY)




. =R QT iERTERE: (=

1.

BEsm

FeRIY 2R EAXRN # MY, B EE, HIR
T2 OFFEEZ EAVRAT, ZIRIICQTIERAS Y, Fh
|2 torsade de pointes (TdP) 7>5H 2R304 X 7- 3 RREIL
N QTIE RAEEHE (secondary long QT syndrome: — k14
LQTS) L#frEs. RI1I6IZTRELQTS D F 2 HKH %
YA, bo QHEOEVERIIEN TH D, TEIRIRE
WL OFEY L BIET 5 Z LGN TS, QT IEESEY)
2RI L Tl CredibleMeds ™7 = 731 FEBIE S0P,

— DIV TRTOEETHRICQTEELZ & 72T DH
TR, EYAOFIRIMEAEDS DY, ZIUL0H
A F 2 F v ANV LV TOBETFE R —1E3EL A (SNP)

x®16 T
1) 24

TR RE

lagt (F=Vv, IVESZR, TJOOAVFZIR,

VU UIRE)

IcB (TJO/\TD T/, TUAHAZRIEE)

g (VyO—)b, Z7xTASVN, PIAFOVIEE)
MER (TUROXAYY, STEAIEE)
FEER ( IV —IIEE)

M7 UIF—F (FIVITTFIY, PATIVIVEE)
MBI (O J—ILIEE)

PHEEREE (\OXU R—)L, 200707 IVIEE)
SERRNODE (=753, PIMNUTFUVEE)
PEZE (RFVILEY VIEE)

% LQTS OEFEFER

/7

Y

2) #Ri%
BEJOvY, FAASERE. DEMED SIHRRZEICERR

3) IEKIME, EMgINfE, {KCallfE

4) SMDEHEE, EERX, X SUADEE

5) fyzrch, JERTHIM, FEEAMM, thDREHHRESR
6) FINIRMEREE ME, MRMERIRARE

7) Tk S

. )% QT ERAEIRE (TRME LQTS)

RELQTS)

DORGHPIE SN TS, BEEREE (EFEN) E=MELQTS
E, TRELQTSIE, BBIIRT L)L E
LD SIET 5.

2.

PR IREENR N & A TdP D5 ERE=RIE, 2.0~8.8%&
BN PIAREIRIE DI O REREW L QT
% & 72950 (R16). NS OPRIEIRIE LI X
5 QTIEEDFERIIEMIN/IT~10 T ANEREL SN
VC‘/‘% 126).

2.2

£l

R 2% < (R1T) Y, SRR O QTR
TR 65 LTI 65 AR D 32451270 5 L\
IEREDH Y, ERHE TR MEQT EROEMN T Ch 5.
TSI & 2P RHREDINT, B MICB G5 2.0 1 7+
T X ANVDOFEHOK T ARG LT

2.3

=

FEEIIIW S 22 B, ZHIZZulvbhTn
5 (17, HOBTHEICES T4+ Fr R0
FHINMEN DL L, ARV E L DRIEETK T v
AVICHBEEHTAZENEREEZEZ NS, TUTF AT
OYR7AMATHVIZ QT%E:‘&FM’EE%%Z.—, LEhp B0
— 5T, WHOBAEIE, R EERICBI S QTH
FEOZALASAEENRS "_&n’@_(k[iLQTS"‘ftﬁéﬁa“é
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%

DB TS
BRI

QT ERIFAZRTS
EMDRERE /
s G

EMHRN QT ER

‘__,_—“Jﬂﬁﬁiab

R E R &

aﬁgm e
|x iR

HE(RTE
B LQTS

5 QTZERIFAZRETIENZEATD TdP OEREF

17 ZRELQTS OERRE (188 fi)

FHS 55+ 20 7%
4RI (ZZiE/5B1%) 1401 /484
QTc
TR ERE U 453 £ 39 msec
TRIERSD D 591 £ 82 msec

(Itoh H, et al. 2016 *? £ Y ¥ER)

24

R

FWE 2 GO I VIR B S\ s, il T AR
E SN TRMELQTS D ZGAWFH AL TSR F v 1) 7 56 6
D QTclEF19459 msec T, ) BL2BIVBHREBRETH Y, Y
IZEBHIETH -7

2.5

Fig

JHH & 2 AR F 2 BB TENUTRIT2 T HRPMFFCX 5.
Oka 5 DIFENRYE LQTSEEBI O #Hs Tid 7, 145 Rk
LQTSHERID 102 » H OfE @R, 36— ¥ IS

% EPHEREER RO TEY), MVP (managed ventricular
pacing) E— R Ld#IT & vz 5. F72, FENL
FEE AT L RMELQTS T, #7T4EOREEBIZ I HE
AARTIB) R (ICD) OBYINEENE 48%1ZFBD T 5E ™.

3.
BIoHESR

ZRMEELQTS T, Y, KKIME, SEREIRE: &ED
TREIER DN > TR THRIEDBAMAL T 578, [A4H
MRZEH] & LT, ERMELQTS DEALEET DBk
HELQTS DK E b7 5 &) i hidy 5. HAHYE & RN
27 ENZBIT 5 R IELQTS 0% itiak 74— T, LQTL~
3OEMBIETERDEE SN72DIE28% T, KCNH2#
BT OEREPEREICI LEETH 72, LEERIT

TlE, Q40K COFAE, Q@HBRWERD L VWIREET
@Qk#Mmmwﬁ,®b§ﬁﬁMvD&tﬁ%—én
TWBEEBEIZB T, ZRFEEEN G,/ KHE
wlEETr2a7EHVLE AFF0, 1, 2, 3EFERE
NTOLERRFERIE, 0%, 12%, 31%, 63%TH-7- (A
6)"?. INOOBIETERZT TR, BEEETERE
TRELQTS OB A /R T 2504 <, BB RD
FERDIIERNE L L T D EEZ OND.



(%) [ ZE&HY (53 4)
100 B zEx (135 1)
80
= 63%
E 60
i
40
$
20
0- 0 1 2 3
(12 1) (52 1) (97 f511) (27 1)
REERDADY

HEZRA(F, O40mFm CORE, OQBKPNERDL
LMREET D QTe > 440 msec, @IDESBIAL E(CKDIE
KpbD, BEEZ1RETD.
6 X4 LQTS OREZRDZFA A7 ICHIFBEITLF
TEEER
(Itoh H, et al. 2016 *? & ) %Z%)

4.

2

ZRELQTSIE, OLERICTQTEREDFED HNLL T
&, QEFIZQTHIEALEF THLHIL, OQTEER &7
FTENIFAETHIE TR EINS. Bk d QTeh 500
msec LLEDE XIZTAP DY A7 355K 70 % 27140,

LQTS OMFEHER E L CTAP 2 & DL IEPEVTIZHES L
iE - o F v - o RS L. LEMENCRITT S &
ERREE, OMELR, LEZERIEL L TR IS AL
. SERBBIEF ORI S _FRLER & OBRAYFE S LS
ERMELQTS &Il S s,

AR, D40EA TOIAE, @HRRKIYERD IR
wf@QkﬁMMMmE @VT R EIZLBERDY, @
B2 0L BSOS S, TR LQTS 2%iE &b s
7o TR Z D LRETH 5.

4.1
FEHIELQTS

HINZ X BHD GEHMELQTS) 7 - & b IFERDE W
(F]16)" "™ RV LQTS A8 b A BRIZ I3 H DI
0)1%)% R RN D, B & IR

HICBIT B UENO QTHIBOZLE RN, FW~DOBREE

2E0) QTHIREAY60 msec ML MIERE T 28813 TdP & #E Z
?T et 2 '

. =R QT ERERE (TRIELQTS)

TP & 2 §HIER & LT, oSk
FED SN, 29 LS HERMARE DA THIE SN2\,
Lk, IR, CEMERE (R KIE, K MgIitiE), LA
&, LB HE D S FH AR L 72 7 SR L 7
%9 (%16, B5). RS L OMEMEIZ LY QTIER
RE1TIELH L.

4.2

RIRICH S QTER

LEXNTOQTIERIIMA, WASEBEEES 2R
DFEETIy 7 OFE, LHBUIHED TkoZAL, 15
IS#E 12 X % short-long-short ¥ —7 > A DAFAE LB W2

7o 142)

4.3
ERERECHS QTER

@@%Ewﬁaéﬁé%ﬁﬁb K MmiE, Mg I
r®ﬁﬁ 0&49 ﬁKmr%ﬁtTé S Ov—

ﬁ%@?ﬁﬂlg{ﬁ&@ ”?Tf“tc é: [ J: % KBNS 5\ 135
R & &729 X9 EGRROZLRPER Z LT 5

4.4
IMREICHS QTER

SRR RBICHE ) QTIERS, (OISR, O
B TF—F VKA, LDl MR 7Z: S {ERESHEHTH 5.
SV ZEO RN, 722 OIBUMER E A L AL
JECITRF A L & DICTHOWIE, QTHIED LT 5.
AT AT I ODEHEETImI GRS LTS 20 B A Ml
TERLCTOIDEI BRI H 5.

4.5

IVEREBELUNDEREZICH S QTER

Bxzern, 7 BT I, A2 &R A, R
PRAPSFEAR TE, MM A ARE CIE QT IEED RO S
HZEPHHLN TN,
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FEEUAEIROZHFIE T 2044 K74~

5.
JPTET

5.1
FZHINELQTS

FEFREQTERAEI T A7 OEWEANEH b - THE
ET DI EIINEETH L. WG ATOBIR T B O RE
HEIEHTLIMELH LD N, CORZ) == FhE
A2 BIOREICHEHTH 508 ) DA HROMG EET
BHhH 2L, TdPREDA XY M a2 LR
LQTS T, Al L) I RMEZ BRIV T 5720 DMET
BENVIETH S

5.1.1
BHEEET - Bf=

PORNBENRIEOTIUC L 0 BRI 2 5. HHERAED
e IR RERE & [7] U4 58 TR T OV 2
L, MAREEASEELC EA L, QTIERAHBIT 2 ] felk
b,

5.1.2
YR EIER

PIABPRIE D JFACH12I1E, BLIZF -7 a—24 P450
(CYP)2D6 & CYP3A4 & \9) 2 DD FR A - T
W5 (R18). IO ORI L ClERMHE M <
FEWEBHT 5 L, PIAEIREONBRENMK T 3 572010
HIRREA BS54,

51.3

SEnE

EHE CIREFERE MR T LT b, SIS E )
QTIEEDfEMINT &£ 7% 5. EileHE LRI B =AML T
LTWa, AL R E & BIZIKTLTBY, o
MR ESR L3, EHIMLQTS A I L 23\,

5.2
RIRICH S QTER

AARGIEGEREREE 70y 7 7 ERIREAEIRE H S 5
BUSK L, RNy —LEMREZITV, RIRICHE) THR
HWRQTIERD R\ VIR 5.

5.3
ERERBICHS QTER

K IMAE, K Mg, K CalllfiEx 23 56TlE,
DFRRAEZRRL. —F, KKIMAELT| Sk Y O
FRIE s KAEO#ERR 2 EWI9I24T, & <123.5 mEq/mL
PUT TIPSR TH 5.

6.

~
/a

6.1
FHIELQTS

LERE 75> T3 d B\ ISPEEE 2 1k
2R~ 7 AT AR EHE L OE RGN L TRk~

X 18 HNAEBIREOFEMIHICESISF boO—L P450 (RRNISEE, PHERLFER)

CYP1A2 | TOT5 /0, AEVLFY XEYUFY, DREFSY (24
FIUTIY, TUHAZR, e
XEILFY, TONTT I, PIATLY, F=UY, YAFIY,
CYP 2D6 . NaxFtFr, FFUFIY,
RTUJI, A RTOO—, Sy
JO75./0-)b. ALRYO—L 7
o N FIASOY, ILFFEL,
77 = ~ N AN =
ovP 3a4 ,’J;ngJA;jSE“;_// TURORA VY, HSURORAYY, | UTPVEYY, T1/IULES—I,
e Asrem, PU—RIERE, YXFIY, TRV, AR EEY
' = SU—TIN—YT1—2
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YT L2 gk 1~ 25 CEE. FNLA OB L Tk
1553 DL bz Cilfig 117,

3LLER=T VT, LER=Y 2T RIS &
% short-long-short > —7 >~ A% T 572012, —IHpR—
DU EDF NN IA TR T (R VT
L — k= 70/min) %479 4151,

4.4V 70TV =)V EEHNE D R COAE0100/min
T IR G 22 P55 5.

5. &K t7A54.5~5.0 mEq/mL 127 % £ 9 12 H#1E ™.

6. ) N4 & #E  IbHEHUAEENREE % QT Mk % 48 L,
TdP FRHICAERN L SNT W5,

6.2
RIRICHE S QTER

I B2IGUEE R FIF S, aREMREEERICEE D IRIRI I3
g7 ra s Oy rarL ) =V EEET S, Bk
PAEEARIZRS L CLER— 7, DBER—Y U T %479

2 AAANEEMERED DI EE T Oy 7 EEL, BIRICEE

IV. QT fZHEEEIREE (SQTS)

I TAP SR LN AMEEL, HANNR— A A — 71 FiiA A
217 .

6.3

fthDERIC KD QTER

1. ZHRDBFH 5\ ITZIE.
2. BBE B OWGIR.

6.4
ICD

QTIERDZEH % [0 T X 47 & ICD OFEARY 72 8t 1%
W 72720, TIRMELQTS Tdho T OME LA S Dff
ABITIICD AR RZISEEIEEI A H ), & IZZEML
BREALTCWLHIIL WLV IRENDH L, LEE,
LORERTREEIZQTEROERNZ M TE 2\, H5
VITRBE STV R WERIDSIEAE § A W REME DR B 55 1) A
7 DO RIELQTS L0 L CIXICD HiAA % £ [E T 5.

IV. QT EfafElxex (SQTS)

1

1BE5m

QT 45 #ii #E 55 B (short QT syndrome: SQTS) (& Gussak
5 NI LD 20004F ICH) D TG SNEBRETH D,
FHZ QT ML & HILEAME) (AF), LR Z2iRitt &
729

FWNLQTHMEDO A S, BIREIR, KIEE, M+
ERRERRELTT).

SQTS T F Gt fkBAMEEZIENTH Y, BIEFE TIZ6D
DERTFZAR (SQT1~ SQT6) 3 ST 5.

SQTSOFHZRITIEIR, RIRBOFMEL EIZL L5,
AR, DEEMB) (VE), Rt 08 Gt vT) o

BEAB A A AT BRME) % (ICD) O 27 T A1O#EIETH S
73, MEREREE D SQTS TLIRIEDRIFFE A & A FEFIZ B L
T, WCROFTA R4 0 THRBERS»ITBY, 5%
OB LEETH S

2.
e

SQTSIF&bDTENLREETHY, CHLETIX 13041
PLEARE SN C0E 0™, Sl AR RITRHTH 5.
FRIMNZ BT 5 1 HHHED.LER T — 5 RX—= A% eI L7
AT CTlE, QTe <320~ 340 msec ® QT FLHHIERI DA =%
130.02 ~0.4%FEEE L B ST A, (BRINH4E 10,822 41,
QTc <320 msec 0.1%, QTc <340 msec 0.4%) >
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AENCBV T RBOAREITE SN WL TP L
ML, NSO TIAEBEYED QT Mk & T L O
FHIREN TR WHICH BN ETH 5.

SQTS DB L T, L HBIo 35— b
WFZe 2345 2 T v B (Mazzanti & : 73651475 7',
Giustetto 5 : 53B129% & 'Y). Mazzanti & O # & T 1%
27%\ZAME I DBEED D V), LEXIFEFRAD 2\ ZEIRIE DB
BRL EOTHENT ATV, 405 FE TITOME L% 2791
40~50% L RE L7z OMFIEOFAEERICE L T, &
B1Ip A~ CTHERR SN, W54 I 1R DA (4%),
20~407% (1.3%/4F) & 2% /R L 72", Giustetto 5O
Wt T, R0 A XY G, VT/VE, (WEIE) 3
AFIE33%/4ETH Y, FEEFEIIIE L XD % 208408
L 72" Mazzanti 5 OHEFIZBWT, (IMEIEA N2 Mg
DIEENT& L T IMEILDOBEOADPEETH Y, [
IEFEA I OME IR BRI T 10.6% /4E, OMERIEEEAE S 0w
HT04%/ETHo7z WEICEL T, BUEFL VN
(Mazzanti & : 3B 14:84%, Giustetto 5 @ B1H75%), F#
L ORIEIERRD e o Tz, HIFEZEIRIEDOFKIFE % 26% 1272
0, FRIAHTTIE44% DZARIHIRE % 78072

3.
BIEHES

SQTSIxF N, MEEMED L I3 H Yt R aE5E
BTHY, BIEFTKF v 2, CaF ¥V EI—FT 5
6 DODR KB T ARG SN TV (R19). BEfnTERIC
EBKF v AV OERETLHE, F721dk CaT ¥ A IV OFEREK
TIZEY, O L OV T AR X A IRB)E AL
b oEir 72 L, LOERKLEQTEMEAET S, L
il B0 B HEANEEDRPELCBE LU, ARSI o584,

& 19 SQTS DECMER

N DA — 2 A AF R VT/VF 2 72§ 3B & 72 b

BIR TS L R ERE T ICRES R SN 50
FBLZ10~20%TH 5 'Y BT LML
T, SQTIIZIESQTIIZHART, £ X MIFEAERHE L
CPI35% 17~ 195%), RIRRAFZ &ML T wviwn
DA OB A3, BInTRIE TR EOBEILE A
HTH5.

41

BRPRAEIA

AF & Z1HED BYEDSTB I O & 70 ZIEBI S 5.
—BT, MEIEPSOFRE, VE - I VT, Jtins i)
DEFFRIEIRE 72 2FEB D 5 ' 4 XY FOFHERIIZ
FEBNC X o> CTRZ LA, DBttt nesn
5.

4.2
DEREEZHR

QT MMBOEHEAIEARE D05, HNEDT—N—F
THHY, 1y M TEICOWTIFER DD D L T HTH 5.
L2 L —HHER O CERIHT OWZEN S, fH N TQTe s
<330msec &b biFFNEEZ Hp P11,

INFETOMZERRLS, BHICB W TIZQTe A< 330
msec, ZCPETIE <340 msec DA 1d SQTS % 5t ) ML FEH
HHLEZLND.

BT BIEF FrRIVERNDORE BIEFER

SQT1 KCNH2 Kv11.1 o N588K, R1135H, E50D, T618l, 1560T
sQr2 KCNQT Kv7.1 e 1 V307L, V141M, R259H, F279l

SQT3 KCNJ2 Kir2.1 o 1 D172N, M301V, E299V

sQT4 CACNA1C Cavi.2 loa A39V, G490R

SQTs CACNB2b CavB2 loa S481L

sQT6 CACNAZD1 | Cavéi loa S755T




4.3

BfarEaR

DB ESEBAIRE TILOE - DEDOAR A2
BN EDPBEFRLE L THITONG. 70y T LB
WIZL B VF, AFOFHTEZ, SWRILE 72130 A 7 BRI
WD Z e 2R LRI A D725 7%\,

4.4
b1 ERYL ]

SQTS A3 3121, QTHIFEAY MY 2 Mo &
REMERE RIS 2LED D 5.

4.5
e

20134 ® HRS/EHRA/APHRS & A A7 —F A~ h Tl
SQTS DFWiHHEA DT D LI ICIRIBLTWE 'Y, 374b
%, M QTc=330 msec DIER], @ QTc <360 msec T, Ll
T D&M (SQTS D#IZT-FFDFEE S 5D, SQTSOFK
WA S 5, 407 LT CORRIEORIEREN B 5, #E
B LR EZED R W VT 7213 VF) O 10U E& 7370
B CdH A —J, 20154 @ ESC (European Society of
Cardiology) 71 K5 4 »1&, OQTc = 340 msec DIE Bl %
75 A1, @ QTc=360msecT, LLTFDEM (SQTSD &
ZTREDNFEEEND, SQTS DRIERENH D, 405Kl
TOEICDOKFREDN B 5, BN EEZ DRV VT
F7213VE) D12 Exii/z3ER % 7 T Ala & § 55
FLHEAFELTHBY, WHIIZETOMENA SN,

5.
U Il & R

SQTSIZFN LT, HREL LK THDZ L0 D,
1) A7 G ST u e,

HESEFEBHNCDOVTIE, QTEMOREEIZL L) A7 DR
FLICIETE BRI G AL\ 5150 2 B AR %
IRTIEBIO XTI T 5 -Tpeak FIFBAMEE L ', TikA

IV. QT fZHEEEIREE (SQTS)

AOENDL N EFTLMELH LD, bz A7 DOERIML
VAW Z e E ) O T 2 Zd 5 Tld e,
EIZTFRE OGN GEETED) SERREE L T8 L OH
BLawEEZLNL SO —J Lk o B,
VF - £ VT D558 SN TV BIERNIIE Y A7 £ ¥4 2 5
ZENTE L,

5.1
ICD’&

2013 4£ D HRS/EHRA/APHRS &dl 27—k A >~ N Tl
SQTS 23 % ICDHEEDHIEIZDOWTLUF D X ) 1278
TWA 'Y $hbt, 75 X108 AREREMED SQTS
T, OUMEIED S OBRAREE, T2, @BEREMETH AN
2PED Fd b, B VT 2SHERR S LT 4.
77 A Nb DS« BEBEPED SQTS T, Z2IRILDO K fEfE
W DHHE. —J7, 20154EDESCH A K54 VRN 7 5
A1 D@L Z B L TWADS, IERE SQTS IOV T D
FICIZE§ B RtHkid A S 19,

5.2
EWinE

SQTSIEBNZ BT 2 HYNEHDO BIIE, 5T 5 AF L
DEREIRO T2 5. ICDEERPI O SEREIRO TS
D WLAIER], ICDIREDFEIS T 5 AT S0 OBHT
BATERVEFTIEVF P OB TEYRE Y ZET
b INFTOMETREF=V O EZRLIZLDN
%, BERIZHIFH TG T,

201340 HRS/EHRA/APHRS & A A 57—+ X > kTl
SQTS x5 2 W HEHR DS DOV T T D L 9 123k
TWwW3 ' bt 75 A1bk LT, QEEREMED
SQTS T, ZERIEDORIEED B HHNNLF =T > OfF A
ZREEND. QEFEBENED SQTS T, ZERIEORIKEN D
HENCIZV s a— VORI ERSNE. —H, 20154ED
ESCHA NI A4 2 1Z27 I A1be LT, QICDDEILA D
%SQTS TH A7, ICDIHEAEATE L WIHYH 570
F7- L ICDEBAEGE L TR ABIAD, =2 v F7-1dky
0= X B, QESERTED SQTS T, Z2IREDFK
WD D BBINDF =T v F 7203V y a— ViR % H T
TV‘Z) 166).
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V. BrugadafElz8F (BrS)

1

BEsm

19924F, Pedro Brugada, Joseph Brugada "?12&0), %
FR o RFEOEXTHBM T Oy 288 — U 2R, B
DAEBPGHRFE (Vi~ Vi) TUHE%E % BbH 5 ST L&
L, HodriEORELED T, BREEE
QTIEED 7 /LZEMBY (VF) F8lE% 272 L7z 8 IEBIA i
HENs CORRLOEMENEE A A58 VE
1, BLATICHGE SNRERNC D R ST vz )s ')
Brugada 513 2 OLERPNFEE AT ENZ £ L0,
LUFERFTR & VE % O 72

VF - DBl 1 D BEFE A5 2 JiE B LAl A & 700 5l 8l 25
(ICD) ##HT 22 LIIBRmHDORNEZAHTH LA, LE
BT BAMESIRIZ S L & N7 750 O BEFEBEBN AT L COXIE
HRAE & % 5. 4 H Brugada SEERE (BrS) 0L EXZ T
1%, 20134FE ® HRS/EHRA/APHRS & [f] A 57—k A >~ k"
HBHWVIL20154ED ESCH A K54 ¥ " ODZ Wi iED 4 <
HAVOENDL Lo TWD, T2, NaF v Ll Esic
Lo TORFRENL BrS OLEXFT ROMKRNES, &
SR L S VEFERRBROERICOVWTY, %
SO ENTE. BrSIIBIF 5 ) A7 ER{L T,
R AR > L b EETH L. FHL Wiz L 1F 728z
TEROMETYH, SO SCNSAZERYHH ST LIk,
L DORERDBLT-HEINT VD,

—7, 2008 4F|Z Haissaguerre 512 & - Tty Sz 74
PO MRIE M RE (ERS) '™ & BrSid, BRI A L £\ 7z
B, INSERUT TG 35288277,
FNHOMHMEE LTIE, FHAEBMEICIE NI L, Ll -
RO FIREE AT 52 &, LEMFTRICHAEZE) - H
WNZEEHHZ &, KO VEHEZ WL, ¥V
WIRD BN THHZ L& THH. LaL, BELEXD
HIHFEDBE VR, BrS Tl NaT v R IVIERFEIC L - T
DENZ R T L2, LEL A MRTF VY r bRl
EAE) (AF) OEBERAENT &, —E%B0 BrSHERITIZA

FEIH AL AET 5 2 L, R E OIS 2 HE R
L%,

2.
=¥

2.1

BRE

BrSIZH 7 U7 THEBWAEI S, 37 FEIST I
AOEHREIZ, HKOBATIZ0.02~0.15%TH DI
L b ASE O A TIE0.1~0.3% & HE X T
% 5 (R20). RNy 2Bl ST R4 I
EHIZEL, 40Dl CEMER S8 k) DEFITIZ&kT
0.7%, BHET2.14% EHESNTVE '™,

2.2

i, M=, ANEE - e

7 Rl 5 WIS BNy 7 LR O A R
142 N/10 A N - 48 (FE/50.014%) FEEET, 3048005 40
AR O THI T 23604 <, ZOFIERIL 457
ThY, FI2EREEAOERITSTR TH L™, BrS
FHEkR, T T ORINFE AR SN TNT2Y 1D Lai
Tai ™ HHVIEHLAED [1F5 < Y IF"™ O F 2 F RS
EEZHLNTWD.

BrS AR MEIC L WEIHE LT, BUTIIHRE IMET—
WA E KEG (o) DFELEL, FE1HD S v F 05k
W7zIZ, SCN5A: & D n 2504 4 OV ERIC
L4 F VEROEBELZIRT VI ERHITHNL ™.
F7o BUYERLVEY (FAMATO V) Tk, Ik, 7z &
DM E KB 2 IS, #IZLE CaFEit e & OMM
XEME RV SELZENAMOENT DA, BrSTIdUlH
TANATOAMENEEIIEH N EBHESINTnD



V. Brugada fEf&E¥ (BrS)

& 20 OHEODEEIR— MARICHITS BrS DFEFRE

Miyasaka, et al. "® Matsuo,et al. " Atarashi, et al. "® Furuhashi, et al. ™® Sakabe, et al. "
RITHE 2001 2001 2001 2001 2003
SERAL 13,929 4,788 10,000 8,612 3,339
Bt/ ik 3,691/10,238 1,956/2,832 8,913/1,087 5,987/2,625 2,646/693
8 (%) 58+ 10 (Z 40) - 42 +9 (20~ 66) 49.2 (22~ 84) 48+9
JigE (mv) =0.1 =01 =201 =01 >0.2
IEHEAR] (£F) 2.6+0.3 40 3 2 10
547 5171 | 0 | s | O s | P s | P s | P
AERI%L 17 81 7 _ 26 4 4 8 5 4
€O (0.12%) | (0.58%) | (0.15%) (0.26%) | (0.41%) | (0.05%) | (0.09%) | (0.15%) | (1.2%)

HEREIF1998FEDT 2O SEH

2.3

X

DR IERE X AT HIEFNONVT, BOROIFREIC L
BEZDOEIT2~55%IZDITHDIT L 0 bhsE
OWEFTTIZ 12~ 14%I2E EF 5TV D 7 Z Rk
DIENR RO GO THDLLDNL NI EEZ LA,
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Fig

BrSOFZIZEAL T, 2001 4E2 5 B%G S 7B A 57 A
DOIEERZFREELIIZEIC L 5 &, ¥ 1 71 Brugada L E X%
B BIEE 245 BIDF3948.7 = 15 5 HDLA N> p g
I, VFEEEBITH10.2%, FMBEEABITHE0.6%, MEAE
BB THE05% Tho72 ™. —7, JES A 71 Brugadals
FEX (¥ A72, #4737 TIlmmPlE2 mmEiGoa
7 RRF 7203 PNy 2 BIST B5) 2 H 9 5504 85
BlH 7 A TIRELEFEROTRERL, FO0A N MNEA
FIL, VFEEEBITHEL0.6%, FMBPEERITHEL2%, EAE
BEHITHE0% TH 72" (R21, E7). FFFetk U= MBhHF
FERIZ X BHETIE, 74 T VLENE AT 546006 (FY
FHES2 £ 145%, F1E93.9%) DF-H50 325 HD LA X
VNS ERIE, VEREAERE 8461 2761 (32%), JethiBEfE
109 B 8 B (7%), MESEMRERE267 174 341 (1%) THY,
FERFEAEFIIWIZE TIRIZFSETH 72" (T21, E8).
CNSDHZED S, DAENZBIT S BrS DA N M4
K, VFEEBITIZES~10%, FMELARICIZE0S~

2%, MIEMB TIXE0~05%RETH Y, MAERTEITIT
B TRP R TH L EHEN S 5.

3.
BIEHNES

BrSTld, 19984EIZ.0 NaT v b atr 7 L=y Mz
T (SCN5A4) \ A DZEFD R ST, WiiNaT v
AIVORRRT % 6725925825300 dH £ 0 ity ST
W5, SCN5AIEH - L b HERBORENY 75 A 7 BrS1 O
FREETTHEH, ZRBHRIIHNIS~30%TH 5.
SCNSALIAMZ D 22 OJFRBIR 25 ST b (BrS2
~BrS23)"™. BrSIZ[A 4+ v Fr AN D1 DOEE 25
NTEDS, ik, BED) A7 BIEFERPES 52
LM RAE - BAELDSRBIG- LT D &) S A
ENTWBEY. L7z 5 TBISIE, A4 ¥ F X pIViE(nTo
M@ B E LA T %L, HRoBiiEiETF %
BEORAMOBIANTE RR, I - ML EOBRRE
A - REERT GO RKEGHHATE S ZDUEDR D 5.

SCNSAZERX ¥ ) 7 EIEX XV T RIS 5 &, KFL
EXPQIHIE & LN UEXHV RS E C, NaF v IV
Wi 5-B: 0 PQ G - QRSHIFEOILEIFA K E V&V
WS 57, BrSOFETFINIRT 3% SCNSAZ RIE#R
DA FIE I LR 2 B A o 7275, 2017T4EI25FR S
N7-bDE DL ik LRI T, SCNSAZE BB ERE (60
B) (LM (35561) 12T, WAL A XY b OSEEE
WA RIS, ARy MEERIE» -7 (P=0.017)
(B9-A). LZERMHTTIE, SCNSAZEFE N — FH1.96)
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FEEUAEIROZHFIE T 2044 K74~

& 21 BrS OEFINR— MARICKDIDA Y hRESR

FRE

R

FinE / K%
Fi (%)

Bt (%)
RV~
JI—7

ARV
R4ER

RN BA
FINGERL Y kU— B D =BT B AERRREENR
(Probst, et al.) '® (Takagi, et al.) " (Kamakura, et al.) "%
2010 2013 2009
AT YA 71 5471 YA T1
Fim# / Kk FinEDH FinEDDH FHifHEDH
45 (35~ 55) 52+ 14 51.4+14.8 51.4+14.8
72.4 93.9 95.5 95.5
51 (5%) 38 (8.3%) 19 (7.8%) 5 (5.9%)
VF K FRAE(R VF K HRAE(R VF e HAER VF P HRIER
62 313 654 84 109 267 45 46 154 11 21 53
7.7 1.9 0.5 8.4 1.7 0.3 10.2 0.6 0.5 10.6 1.2 0

(%/ £F)

A #47 1Brugada DHEXHF

1] rﬁﬁﬂ%ﬁ (n=154)
] I rRBEAEEE (46 1)
2 0.8
& ]
//E 0.6 VF/ DBRZRIATEBEAEEE (45 )
s ]
E 04+
E] ]
JEE
£ 02
P<0.0001
O -
0 10 20 30 40 50 60 70 (B)
AR
K7 HHEOD BrS HifmE 245 HlOFiE
(Kamakura S, et al. 2009 '*® & ) e Z)
- fAE(REE (267 )
£
,% 08 SORERATRE (109 )
4: 06 -
; : VF BEAEEE (84 A1)
N |
@ 04
Pl
£ 021 logrank #7E P<0.0001
O T T T T T T
0 20 40 60 80 100 120 (B)
AR

8 bHHE®DBrS EH&E 460 flDFE
(Takagi M, et al. 2013 "7 & )

B 3FE#A 7 1Brugada HERXIF
SAEIREE (53 A1)

11 I
SemBRERE (21 f)
2 08 A
w
1IN
4 0.6
~ ]
2
E 04 7 VF/ DRZESAFERTRE (11 )
B
= 02
P=0.009
OA
0 10 20 30 40 50 60 70 (B)

R

EMEIRERA OBEEIE (N — R 16.46) O BRDS(MEIED
TR T THDZENPHSPI o7, 612, R
Na 7 v tIVOHLLIECH 5 b Dk, 2SO b DIz
HARTPHEIENEICH -7 (E9-B).

BrSIIH 7 ¥ 7 TORBEIFE A, 0 Nz - Hbis
ZOFRRITMH SN TV, SCNSAD 7' 0 E—4% i
WZHE SN —EBOBIZTL IR RIL, FORAIZIE %<
HARANTHOSN, SCNSADESIEEEZET S5 L4009
i sdy 5 22,



A SCNSAZZRGMHE(+), BEE(-)F

(%)
100+
80+ L R
SCN5A (=)
4+ttt
;F% 60+ SCN5A(+)
= =
s P=0.017
=
% 40
204
0 T T T T T 1
0 100 200 300(8)

AR
AEBIEL
SCN5A(—) 355 236 108 26 7 0
SCN5A(+) 60 25 6 1 0 0

K9 bHE®D BrS Hin& 415 HlOF&
(Yamagata K, et al. 2017 *? & V) &%)
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BRPRAEIR

FEIRE LT, VERLDMFILERAEDREE, Jfh, v,
HRIRIE, BhiF, AR S HIToND. b
DRERIZA P LD EREIZHI L L9 <, LR,
4 BRIt 70 EREMEFRIRIREOBIZZ (RO S
N5 F7, BB IERHHTICHIET LI LD

Z.) 1,172,177, 205)

4.2
IDEREEZHR

20054 HRS/EHRA A RIS iETIE, Vi~ VsiFED ]
EA%2mm (02mV) LEZ/RTSTEAZ3 DY A 72
AL, a7 FRIST EREBEUTRERILEEY A 7],

V. Brugada fEf®E% (BrS)

B SCN5A HDILMEIHZER (pore) (5E, FEHD
LAEIEHZ R (non-pore) 31k, ZEEM (—) A

(%)
100 +
-+
i‘—lll-
801 I b w ‘SEN_Z\ (_)
I—r, | non-pore-SCN5A (+)
— e ——— —
?‘i 60 - pore-SCN5A (4)
i P=0.110
=
& 401
v
P=0.002
204
0 T T T T T 1
0 100 200 300(8)
R

AEBIEL
SCN5A(—) 355 236 108 26 7 0

non-pore-

SCN5A(+) 35 13 4 1 0 0

pore-

SCNSA(+) 25 12 2 0 0 0

PNy ZRIEZRL, STORKR (b7 7) A1 mmbl 1
EIRTHERIA T2, AT KRBT RNy 7%
AL, STO#ELS I mmAmTHLGEES A TIEL
727092 20134£0) HRS/EHRA/APHRS & i A5 — b A >~
N TlE, BrSOLEMBZWILEE 2 L F co@Emi kR
A, Vi~ VoibEo 1FFELD FIZBWT, HRSEE
HDHVIENaF v RIVEREERIC X 2 BWEMZIZY A 7 10
BEPHEOONLEEE LTS,

4.3

BiferEtER

AMTEABRIC Lo TST EAWIE 2 B LD 2 W I3RS
HHZLIIHAHTHS.

4.3.1
EYE SR

SR I Ta BB L O IcBED Na T v 1 )V E R AT
WHN, BAFRICSTEAL L, ¥4 7 LOERNSRAT
L7 a e iEsh s, RFENSEWE LT, EVY
#4=F (1 mg/kg % 1057 CHE), 7L A4 =F 2mglkg
%105 CEHE), 7as4 7 3 F (10 mg/kg# 105 T
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4.3.3
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HMOENTWD, FEBROI Y 1 7 1% 7R~ BEHEREG] T
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B. WEEREIFIR
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FRERIE
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BELFRERR (RREAN)
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9 5. BEEFEMEBrS 084, BIFTR3-A (BRKRE), 3-B~
3-D (FIEFE), 3-E (SCNSAZEE, RIS 132 0l
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5.1
FREOER

R L EXZ V72220858 - VESEIEO T IR F & L
T, HEFTIITROLOPIHE SN TWE M,
- HIRZGSHED Y A 71D ST b5 190275
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© FRE - fIREFEC ORISR A 2262
CIFETOSH (01 mVELE, &2\ id /2D lE A 40
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V. Brugada fEf®E% (BrS)

F-b L TOHEA LN 197,198, 232-234,236,237,252).

5.2
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AHND PP L ORI EIFET, KM VE & o
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EDBIEHH SN\ LHREORILE LT, B, %
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PREE, R, THEIA b L A X B EMNIARER & R
FZ L N, S8 SR R AR O KL, —@EEo
MEAR T O EEMED & 525, ANEIRIFE IO falk % 1
ETERVWD,

5.3

Fin, TR

LTS IR FEAEWR O 313 39 ~ 485 T, £ < 1£20~65
RS B PO T Elke (70 DL E) o MEAE (5
BITIE Y A Z 1IN0 (& - BEABI D 64 ~ 949% 1355
PETH Y 820 BEETIEERISE S 4 7 1LOENR VE
FREDPLIEICHANEB N DG SN TWDED, AR
A XY MO L7 F IR T-Tld e n '™,
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ZRIRTE D RN EE

ASTE ARG OB RIEREEZH T % BrSEHICBIT 53
FEIAEENR A X SO —RIEIE33TH S L) bATE
DBFIZERED D HHY, ) 27 BHULIZ BT 54 Htk
122DV, RIEIERENTHS.
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fll, & AL IR R 2 RO A A1, BN
TAREERA XY MHL N EDRHESIN, 57 THh5
D SCNSAZERD T TFHNAT H & O H 3 5 7.

5.6
EXEEPHRE (EPS)

EPSIZBWTUNT D &9 %%  OFFBUWAT AR E S
TW5,

- HVHBOEEZBO 25503511, SCN5ABIETE
B2 LEIIH COFRME L OBE L R0 5 29,

- HIAMRIRLC & 0O B & O E R S OB HERT L %
g;g 5{) Z,) 264—266).
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BEFTII7E 7T ALERBEICLD VEFREED

VA7 BRI B 2 E IO, ARTHLE
?— % i&% 192,213,229, 231, 258, 268-271) t . ﬁﬁﬁ ,/C @i 732 vy & T Z) $&
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T, EWFRICBIT B SEBEE oM, F%0
Ptk 2L B X OB S —Cld w2 &, SRR H
AR DR &3S S5 7.
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B LOBERIEESY 4 T 1LEROMR G ST FHRMED O
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NIZGEE) A2 DE I REE S S ST v B 770,
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TRARIE, FWRIE, COMOLEXEEITR, #a 2R
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TWA X © 3 518 TH 575, BrSHEH
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Fee AR M O ZE A E AR

SR rv7OrL/—)b ’

(2R lla, fRERERAIN)
BIHR: F =YY (UFR la)

JREARBAD
EXG

REERRIER PS4
R PR TR

SERIDEES)

‘ EPS (2 SEHASNRIEILT) ’
T VF FH

+ —

BEETRBEHRE
(7=>X lla)

* AEIRIRIE AR | IEREARIR ISR
AT, B - FEFICEL. REE
EHOCENEL, BiE - BH - A
KSR A N A - RIIER R EDOFRE

ICD
(U= lla)

FZIY (UFRAMa), YORXZY—=)b (7ZA|b),
NFUD (OZA b)), 77L—>3> (UFX|Ib)

ICDBBEBIBEROBERIF =V %

] FEDEL,
8 (U5 1b).

B MM

| 217 1Brugada DB (BRFEEHD\\E Na F+ RLEREFR) |

%Eﬂi'r&

[ BESRFLER 1 1 Brugada DEX )

(FFtip - MR - RIEE - SCNSA ZR -

‘ BRARBIUOBENRREZER ’
QRS BRI « J 7z E)

(EPS (2 EEIAHIMLLT) T VF % )

- :+

Na F %) VIERTEREE R
247 1 Brugada (3 EEX

+

(mEnmesz ) (+=v> ) (1D (U5R1b) )

( mErpeEs )

11 BrS BZOURIERHLICEDBEOTO—Fv—b

SRR ECIEEI B X X B RETFR L ETH S (B
11-A).

BrSIZBIJ 5 VERADKFD 1 DL LT, HELIME
LG CO—HPE N & KB (L) O¥INZ X5 ST L5
Bz b — GE2HY Y M) =) BEPEZLN
TWh, Lo LA OMERF- & L C NafEiit, Ca®Eitd
WA ATPIE 2V KF ¥ 3V OIEVEAL, Ik, Ixe® PO,
RIS AR B O TTHE R E 3BT SN T WD, L7zh» T

VF P11 EREOBER F 2 305 2 W AER & % 2
b (R25).

6.2.1
VF X h—LEDia%E

BrSIZBW T VF A b= L7284, Caditzhy
s, F0MBHEINIEE L 2 H0H] 52 plilESE, «
V7aT L —VHBERTH L (PR AL,



V. Brugada fEf&E¥ (BrS)

& 24 BrSIc9 D VF BETFHOOHDEMEBEOERETIET VALY

i IEFUR
952 AL
VF Z h—LAICHT B4V TOF L/ —)VEEE lla C
(RIESERN) ([CRDRMEAE
BEED VF FEEICH T D+ 2T VAR lla C
ICD BIGEEBI CTH DN, 1BAHEEDDWIE b C
B26|CBFBDFI VR
SEEID VF FIEICHT R TU VLB B0 m C
YOXRYYV—)L (REERN) DPRAR
& 25 BrS X dEAE
EYD5HEE SRR B55% B58
A4v707LU./—)b o Ca™ t et 0.15 ug/min&Frzla
(RBERAS) BRI DEBEEMIC LD, | IS | 003~0.006 L g/kg/min
FZIV la BTN EEIRER lo 4 AR 300~600 mg/H
YORFY—) - _ o
(R PDE IlIBE=5E MFIR CAMP 1 (L& Ca’* 1 PR 200 mg/ B
RFIUII \VE:e=7 P s == Na't, I} PIAR 100~200 mg/H
6.0.2 BN Z TLMiEIRERAERED 2V IE VEOBAEEHT 5
N BILICDHEAAD 7 5 ATD#IETH S ([B11). KA K
VF OFphia .
FTA LB TIE, 74 T 1LOERTARERIESE A (R
a. ¥=vv REERED) T L%, IEATEMRIGUI: A R A 22 B I

VESAEZ T TAHEWE L T oL DIET VA
BHHEME, loZ I L2EBEHEAETL2XF=2 2T
&)6292—296).

b. ¥yORFY—)b (frRB#H )

PDE LI OFHESET, CafEitZ IS8, F7-034a%0y
I &) Le 2 A S, F81E2FHT 5.

c. NJUIJJL

CaftftETH 205, Tox &L IO KT v 4 )b & J
T4 F/ NaFx¥AaVETy 7L F¥Fal—2ardshbl
LIZE ) NaTBIA L, SIESTFHi s s >,

6.3
IEEWS

6.3.1
tEiAHBERHEENEE (ICD)

BrS BEDOZIRIET AR Td H 2 & AVERH S 7
—DEEEILICDAEIAATH 5 ) (R26). 71710

ED R BBV OTFERIRIFR = A3 500, 7
I AMaDICD#EIGE L7z, 74 7 1LEK TR
AR YA, LU CHRIEAS A 7 1LOER CREE
THoTh, ERINEZLDOMOEEHRTT R GEHG, 5,
RIEE L), LEXFT (QRSHY, J#RLE), SCN5A4
BIEFEREAETAEAIE, LETOT I LHMICE S
VFF RO R L MA TH 52 &Lz $72,
2EIIVHIE E T2 X B VEFR R EE L s L7220
54 7 LUDERMTREANHO LM L) B EI2B W THES
RERGETHIUE Y T ANad ICD #E, HEREMREMEE RS
A5 A4 TVLERTEETREZOMOI REHT L9548,
FHIERERD T THIUL Y T AT D ICD HIETH 5.

% ik 3L FIFZECICD 4l 2 iA A 72BrS Bl (A IEME,
MEEE T &) OBMUEBILEM 2.6% TdH -7 DIk
L, R#)ESE % & T 1CD B A R E O 58 4 3L 4E
8.9%12H K ATV BrSEHE DO RLHFH HAE DS
BEEWERBCTH LI EEZ L, AEDICDMHES
PHESA DTS SIHICE S LWELH 5.
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BIEEABIROBFICEST 274 NI 4~

R 26 BrS [CHTDRATFEFRDICHD ICD DERETEFT VALY

H#EIE IEFVR

FHEINDIER]

952 2]}
AT 1 DEBRICNA TOFELERERED D& VF B ZE T DR
54T 1 DEBERTAREIRRE MRS DV EREDERIRTIRZE T DS lla C
FAT1DEMERRTADREDSHO, 2 @EAARBUTOTOTS LDZERFT VF D lla C

ERFELES AT 1 DBRCHRERECHOTH, BRINETOMDIRKRME (Fiks, M5,
RIEFERFE), TOMODOEBEREER (QRSHKR, JIKIEE), HDLESCNSA EILFE b C
RZFL, 2EENRHUTOTOTS LDERIHT VF DFERS NSS!

AF—=FIWVF7I—2ay

20114E Nademanee 513, LEBILEMRLSHEME £
T AAEERMEECHMNEEN N T 2 &k T 7L —a
75, Brugada -LEMVEIEZ IEEILL, VEFEEZHIFILS %
TEERE LY. NaT v 4 I)VERFERYE 5.2 X i o
PR, BRI AILRLT T L= ar 3 A iEbER
HS ﬂfb% 050 FWIREIE VE A b — AJEBIS ICD 48
R YIRS 7 ATb DG 45 ThsH 7 (R27).

12 17 B EDREGHEIE CEEVES) C
RBRESEE THEICE LU TEADBERRAINESNIEVNES C C2 Vi
6.3.2 #&27 BrSICXT 3 VFBEREFHOHDDAT—FILF D

L—2aViaBOHREIET Y AUNY

. Minds Minds
3 =~
;i’i Isz}f‘ #E | IEFYR
AV VAL

HY WP D
VF 2 b — LfE I1b C Vv
Bl
ICD #EYEEN =
$8[ECERD D IE b C Vv
Bl

VI. BRI MRIENREF (ERS)

=
alf

R AREET 2 — ML ALNL L
BHELTHS P BHOEN TS, B8 % 520 i

BICLEME) (VF) 2 729612395 2 Li3, Aizawa 57°
WD THAE L™, 2008 4F |2 Haissaguerre 5 12 &> C '™,
[ FHH 9 MUE R (early repolarization syndrome: ERS) J
VI B FEE S

SFESFROEE L CEME RSO0 E
MLEED VE 584 & SISO BE 2 %2, BrS O R
WEPBNCEREBIAL N P20 L e bty S, B



W iE (J3) OBIRMEZEEIIHE TH D, VEFII
THRTFR L L CHAARRIBSHEI AR O IL & 7 528, —
W& L TOMIBHREIZDONTIL, S EROWZehEr7-n
5. BIEGHITIE, FHIH L RO L LTHIRIIC
VEZRIET ) A7 IZEbOTERNW N Z L2 &THIZ, &
JRIZHT2HRETH 5.

2.
=¥

2.1

BiRE

FIAESBOART R, EE A TIE3~24% 7279,
FEFEME VEBITIE 23 ~44% 738520 ¢ fits N2 H~UESE
PEVEBITE. FHERM, 7T A= 27 79 7% KE
N, W7 V7 ANTE N2,

2.2

=

fEH N2 BT 5 BB HE IS <, 60~70%1%
BYTH L, BEREMEVERIZB) 2 RIFES RS B S
WD S 5725, B AT EBEE Tld v, ERSICBITS
BHOEEIL50~60% T 5.

2.3

i

BIIFO I EENOBMICb oL 84, ZOkI4E
W25 FCHITRBIREAIKTT2™. F/2, VER
ZERFEDFEANL30MADTD o L B L L, BHAVEY (7
ANATHY) EORHEIIRIBENG.

2.4

SRhEE

Wik cld, RO % 720 5 B0 W lfikic BT
BHAF 18 % 5500 2 RERIZ 11.6% (> X 12.22) T2,
WD &5 5 2 FIIF R % 5280 W B AR AR
GBEET D) AZIIAEEICEL (v XH2.54), FEIA
RIS B0 s8-8 134 v A103.84127% 5. ERS
BEICBT 2R ESBORKEIL33~61%T, —fA

VI. RHABORERE (ERS)

IV LERTHSH™. LHETIE, ERSHEED) HLRIE
DREREEHT B3 10% TH 5.

2.5

Fi&

fltws AR T, Tikkanen 513 T BE 8 | 2 B 2 Hi
RO LBITLA NS MEDPSL W ExE L Y X
71301 mVET128 02mV I ET298), HbAEDS
¥ Haruta 5%, REOENL N2 E ONVF—FRIL1.83), F
BEFE L BRSO )7 IR iR % 52 B 1] (O —
FH2.50) %0, /v FHlE 25 —RIDTW O Tk % 588 % 1
(NF—F12.09) TREBOIA L W EE#E LY, F
72, HHIF R HE < STER 2D Wi, Tikkanen 5 1%
TEEFELZ0.2 mV DL O FIIF R % RO, 20 KPR/
TREEID STIERER 2D L BITHXS Y A7 H33.1412 705 L
s L TWa Y B VETY, VEBEABI TR
3ROSR T O STIREED A B2 S\ (F v X1
13.8)°".

3.
EioHESR

ERSOERD 10L& LT, LAMEE LHEDOBEREEOTRE
FFARDBEENEZZ SN TNET, 200, LH1F >
F X VA I— N LB TERPERSOER E L TR
SNTE7.

3.1
Kare F v+ RIVBHEEILF

WA ERSDE K & L THd SM7z@Em 113, KCNJS
TH5HP, EHICKanF ¥ ANVORERES, SUR2%E 21—
K42 ABCCY9 b ERSOEH EE 2 b, 4 DDEHEIS
ERSEHICRIE SN/, L 2AD, EAIF—1FTh
[ U R HE SN D6 KCNJSHB LU ABCCY
IZERS DEKEE T & L T EMIC R > TETW A,

3.2

NaF v+ RILE XU CaF v RV
BhEEIETF

ERSDJEK & LT SCN5AIZ5DODZEED[[E ST
%3095 BrS R HEAT M LB S E S (PCCD) & DFEH]
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BIEEABIROBFICEST 274 NI 4~

HROBENIAH I TR, F2LE CaTF v RV OEE
FIZH 30D ERDPFEEENTWEHPY, BEFEEIT X5
ENTESHT, BEOHRE A& AT IEHS SN T
[V

3.3
—iBENEEK F v RIVESEEEF

JWEDORH E L C—#tEAhn & K F v 2AOVEG (o) O
s 2 5T b, 20144E, 7 71) 1 RO ERS HE 1 To
DWW EFE % 23— F 95 KCND2 DERHFEE SN, Lo
DWEMDFRD HTzAS, BE—D KCND2ZE R CERS AL
TWEDNE DD, SROWMFEEN RS,

3.4
¥/ LOA FEESEHR (GWAS)

BT AR 0 SAG T LMERE S T B s 312353
GWAS Tl F AT 551k & B L 72F = 7 s T2 T H
EENTVRW,

35
BIERNEROET LS

BRI —BAFRE TOFBIINET, SESE

#& 28 BrS & ERS DL, HER

LB E RS LT aEER LN,

41

BRPRAEIR

ERSIZHFEMEVEFO—FETH 5. R GIC IS Zn
BrS & O S AE S A R28 1T L0,

4.2
B

WHIORE DR W VF 2\ LIZE B VT ER
ZBWT, FEFEO2FEL L E 2 IMEFEO 25H
DL E, 7\ LIEZ O 0.1 mV LE o 511 55
#ROLMEAIZERS B s NS (R29, E12) '
OB G R TADPADBINIEETH S, 20164
DF LBk L LT hiEA a7 (R30) 23 ErE S
7205, FOFMIZEEAET > TnRn,

IR
BB 18] &b
IFA N SOIFFERS 30~50%% 30~50%%
Na, Ca, KF+XRJUICEATDELTFEELDEBEDRSE | HD 510)
IDEBRDEINZL xEW AEL
HERD U < [FEENE REFD VF FEE =10 B/ BB L
IDEBRAIRRPTE D ENR
FZIVAR #HERD O MRHBO
NTU IR MRHO MERD O
AVJOFU ./ —)UET MREHO MRHO
YORYY—)VNAR BIES18) HREH O
R—IVIICLKBDDHLR MRHO MERD O
HWEERTTEIC K DDBENZELDER &ob &Ho
HEER
59 5BEE AERBE TR
SEEND B NERNEE V,~ Vs I, Ml aVe, Vo~Ve |, aVi
MEFEHLERTUA bRT VY v)L7ZZERHDEIE L) ‘W
AF D& R =0 HEL/ BN
NaF + R JVEHIEEIC KD DERZL JEDES JEDRES

(Antzelevitch C, et al. 2016 "7 & W &%)




x29 RHBSES KU ERS DZRIESE
SRR RO

12FBDBERICHENT, TEFED2FEL EXTCFRIBEFED
2FGL L BVLEFZO@WECOA MV EDIR EFZE/HD,
AS—HF(F/ v FRORHBNE/ 5 -2 ZRD D55
FHIBDWERE (ERS) D2H

LU OAEBIICREIBD BT -V ZRBDD5E
FENDEBZHDIEVVFEATEW UIESE R VT ER
[REDBES D TIFEVVDFEREAEBITEL UG DRI TEAE B

(Priori SG, et al. 2013 " # B E | fEX)

Sy TR AZ—H

¥ ¥

12 RHIBDROBER

4.3
byl ERYL ]

B A IERE AT AR R0 Na 7 % A VS T 35 1 i 505275 BrS
LOEINHRT I, K KERMEED, BB
MRELD (R, SR VE 55461 IO 55
RIS N ETH D™,

4.4

BfarEER

N F CTIZERSOZKICA B4 & itidsE s
RV

5.
U 25l

VEEEEBI B & OV 170 5 OFRAFILISL T, Z2IR5ED
TMEEDLOTHETH L. BERAT ) —=2 7 THE]
FoEil07ze LTY, FRIIZVFZIET 2 a1t
EE DD TEN,

5.1
EXEEFNRE (EPS)

ME— DL MBI % 1T 5 72 Mahida & ™ O T, F

VI. RHABORERE (ERS)

& 30 ERSEHiDfcHD EERAIT

I BREKIR
A. RETEDOAMEL, VFEWLULIFZEEVT 3
B. TEIRFPFREE U TREDN DKM 2
C. [RARBRDL 1
Il. 1258 0B

A. TEEFBD 2555 F X (FRIBEFED 2FSL E,
BVLIEZOMmE(IC0.2 MV EDOREBEDB7ZR 2
&, STEDHKFEEVUIF TREIRDES

B. TEFAED2FBL EF(FAIEFED2FEL L,
BOVULIEZOmEIC0.1 mVU EORBABHEDZE | 1.5
Lz D5E

C. TEFED 258 EFSRIBEFED 25581 £,
BWVULIEZOmWEC0.1 mVIL EORHABHE7ZR 1
HIEE

. DEBMEZS—

R on T /52 EHEHADEL VD ERISHINE 2

A. ERS DIk

B. IARFDEBESTEET 2 | HEOREN 2411
IS

C. IABTDEMENTEET S 1 BEORE 151 1

D. 45 R BOREFREDRATED 1 HEEVLE2H | o5
HOR

V. ECFEEH

ERSOFRARERD S DELFER 0.5
ERS Dz2H

5mLlE  probable/definite ERS
3RN'54.5: possible ERS
35  non-diagnostic

*EHTIU-CTENBERZmICIBAFboEbRMOBVER R
AWs.
(Antzelevitch C, et al. 2016 7" & V) 2Z)

# 31 ERS DOERIEEHT

BrS

NERIR A DEHAE
I DERSR

DR

IDIHER

IDVEES

DR

DL EASRIE

BRERY (KCallfE, &KIE)
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BIRHEABEIROZHRIZET 2014 FF A >~

WMo 7 r0—7 v 7T, VEFHEIED 33%, VEIEF
SO 33%IC VEFFED O LI, WEEHICEN o7z
(E13). ZOMEHE VFEEAEBIAZ R & L T2 sIiERE
DVETH 5.

5.2

JFRERMIRE

RFELEXNCBNC, OTHEEDLH 2 FHEICBIT5
JEHER, @02mVEitB2 5 I8 R, @STEG KT
B L TTRE, QHNES), HEZEBHOKE % I,
DY) A7 FoRE$ 5P Kamakura &1, VE OB
HBHERSEHDH L, HHEINGHFHEETIES A7 1OST I
AEBOIBITVEHED L o722 L WL T 5B
BrS Tl THIBEREE T ORI FA G VE D) R 7 55
FHTENHOENT VS ™. Abe 513 24 B EMEESED
SLEL A FRTF YUV (LP) #f#H LT, ERSETRK
B LPSE R E 7 5 HNE B2 7/R L, LPOHWNE
BRI ) A 7 BRMLICE R CH LRtk x RdfE L 727",
IR AISE DA IOV TIEE HICEEBITOR
HPLETHD.

5.3

KHODELE, RATEDRIRE

VEOBEAEDH 5 ERSEH TIL, KA LK%
WD ORISR U & B D SRR e AR M 22 IR AE
DREEZH T HHOEHIL, WAL RMEZ (ICD)
DBIGH e, HEICHITT 2 LENDH B,

(%)

EPS f21%

iii 60 | By 21/63 4l (33%)
i
Z 40 EPS it
6/18 1) (33%)
20 -
0 T T T T T T T
0 3 6 9 12 15 18 21 (%)

BREA

13 ERSICHBI3D EPS @ VF FHMEE VFBRE
(Mahida S, etal. 2015 & V)

6.

-~

~
/A

VF BB L OWMEIED S OFREFNZIZICD L EETH
%. VFUBBNZIXSEY RO BN 2 b, VE ORI E 7
B sEMIMIGEEERIC LT 7L — v a y OFRIED #
HENTWAE.

6.1
EWiaE

BrSIC AR % WL —HEMIC ERSICH AR TH 5 (p.
33Y 524> 175,337).

6.2

IFEYa

ERS 2R3 BZRIETB D 728D ICD Dt 2R 32 12
RL7z BIEEEOYE (B14-A), VFOBEEH L fF
1E2 5 OBABNZICD D 7 5 A 1D, Frfeth oSk ME:
LERNEROBEDRH L4 ICDDO 7 7 A 1O #IG.
ICD®D 7 Z A N DL IEF N FIETAYHE L v, 2016 4F D
HRS/EHRA/APHRS 7 » 7 7L ¥ AL F— " TIZ ICD
D7 T ANaD#II R, RKAA FFA4 2 TlE, AERIC
LB LEZOND RO, S, R O
FTNDDDY), P OLAFEEIIRIE DRI 7 FKIREED B 5 B
BHICDO 7 7 ANb#ELE L7z EEEEOSE (B14-
B)., BMUAZLERITREZREL, M2 CRIEREEEZR
WHRIEREREZHS A 6% 7 7 ANbOMEILE LIz, 20
ZAPEZ OV TUI SR OMRES LT TH L. RiEETIE
R HE TS A T1DOST LA RS V-7 L a—
F—HHERH»D Ltz

ERSIZH T 27 7—F V7 7 L—avid, VEREE
7 B E MG % BEA$ 5 T TH 5 ™. BrS
TIIHERFRIE IMER O T 7L =3 3 Y %L S oD
HHEHN'Y ERSIZBWTCHREAT 7L —2a vy ERTH
BLUREMEA S 5. Nakagawa 5 1%, EEIR DS EE
B AR AL 2 RLdk L, BSOS 2ICQRSIE L D bEN 7
BRI NI-Z e @ LT D, FRAEELART
BEFEIADT 7L —3a V2K o TVFDORL ST H ER
DL L egEsns™, 4% 77L—Yaro
AR O W TUIEBIOEFED T2 5.



VI. RHABORERE (ERS)

#F 32 ERSI[CHIDRAFETFHDHD ICD DHRETIETVAURIL

IETVR

DR LEEREE D 2 WS VF BHEZE 3 DAED

PRI, 8, REERHEFROBEDVNTNONGD,
M OREFEFOEEATEREE ZE I DIEG|

MERIEHEU RO DBRAE Z8 L, D DORBRELEFELE
R IEEZH I DS
*HURTILEN
- MABEDLEFFEICHITD J mER
- 02mVEBADJRER
- ST EINKFE (horizontal) B UL [E TS (descending)
- HANZE), HEZBOATE IR

A BIE&E

[ Efsom z— |

VF X b—/Is IMELEDEETE REERRIR oA
eI SEAR M O 22 B R P

DLTNHDBY, HD
(=X lla) EFRRATDRELGRERED 55
IBHHR:F =Y (V5K lla)

R R AR IR IR
22UV TOFL/—)b ’

I ’ ICD ICD
(72A1) (72A 1Ib)

SR FT)
I 4 © FEIREIL SR | RBIRRILEMICINT, Bl -
‘ *=9> W3R, W TREIE, REFERL, BE - R - s

YEAGY I GSAID), | xR - R AB S DRFEE DL,
ATV GEAB) ) (D iEm5 s BROBAF =V EER.

B AE(RIE

[ =mmomie— |

INAURZLERFAR

- TFESFIUREFEORA(C ) R LR %5862
:02mV ZiEAD ) R EF

- ST ERADKTRLE, LIS TREEY

-HRZE), BEZFHOKRES )R

o
EFREARDRELGREEZR T 258

h 4

ICD
(72X lIb)

®14 RHBSMENS—VZROESOZEIO—Fv—b
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BIRHEABEIROZHRIZET 2014 FF A >~

VIl. A7 IS VFEHEZ

1

BEsm

HT AT 3 VHERL M LE A (catecholaminergic
polymorphic ventricular tachycardia: CPVT) (& L8 19 F
NBAEENRCTH Y 03, EFy, a7 IvHG5HLICk
DHIEHET SNDOAHBEA O Ca® \FEN AL ) A
1% (DAD) 2SREEIRDFEEIZ G- LT\ 5.

LIl Na 7 v 2OV OTEMHALIZAE ) B i, L
B CaT ¥ A NHHD Ca’ DIAN LI T /D ik
(RyR2) 2352 L2 LD, Hi/hafko RyR2 55K
O Ca’" S A E NI i & L B (calcium induced
calcium release: CICR). = Ca* “ANUiliian 7 7 F >,
IAT VAT H I LI LD OAMIIZIGE S 4. Mg
BN TE4 2% o7z Ca’ " I3 sarcoplasmic reticulum Ca>”
ATPase (SERCA) % /v L CHREE, Fi/Ma ALY A
NonEEHIZ, Na/CaZHiid forward mode 2 LV, Hifg

& 33 CPVT OEHY

k TRE-I 2

(CPVT)

\\\

FHCHER S NS,

BECH T IT I 2L, ORI O B ARG
ftans e, MEND cAMPASERL, Ihh7ar A
¥ F—¥ A (PKA) ZiHEHELTHZE12ED, RyR2X°L
FlCaF v A va) YL, CICRZICHE S, LADIL
HiJEBEIn$ %,

AP AS Ca> R 722 B &, Na/CaZZiit A D forward
mode 25 L &, — NN EEHE Ts) 12X % DAD
BT LT AR AT 5.

CPVTDJEK (FR33) Thok £\ Did, RyR2 i
fZTZER P CH L. RyR2 DIAEAR 4L, zipping 1
BB AL o> 25 B3 store overload-induced Ca’”* release
(SOICR) DEMHEMLT >, FK-5064#% &4 (FKBPI12.6)
DRESERLOZEFZ X 5 FKBP12.6 Dt 72 L5 HE &
EZHNTWD.

2OHIIZHIVEZ T AN VEE (CASQR) b 4.
CASQ2 1E RyR2 Dfffi/MafRN ORESE TR I 4G T 52 &
12X D RyR2 2 Z5E L B1EHMH 5. CASQ2 IZZHAHS
#2Z 5L RyR2 & DFEEICHEDEZ D), RyR2 DZ#EAL

CPVT Bh&ERER
CPVT1 CPVT2 CPVT3 CPVT4 CPVT5

ATS LQT4
25 (%) 50~ 60 1 <A <A <A <1 <1
BRI AD AR AR AD SMEB AD AD
FRERFER (%) 10 7 22,18, 4 4 2,26 14,9,17 ?
HE (M:F) 1:1 1:1 1:1 1:1 M=3 F>M? ?
REBEEFEE 1943 1p13.1 4p13.1 14g32.11 6022.31 17024.3 4025-26
FREEF RYR2 CASQ2 TECRL CALM1 TRDN KCNJ2 ANK2
=] 'J;%Z;‘/ Ijj7)\lj|:EU7y TECRL HIVEY2UY NI Kir21a 7+ B
ZRIRFEFELEE (%) ~10 ~42 ~57 ~18 ~25 ? ?

AD: BREKEINET. AR BREFEMER

RYR2: UF¥./I2, CASQ2: BILEU IR KU2 TECRL: trans-2,3-enoyl-CoA reductase like protein, CALM1: AJLEYaU A1,
TRDN . U7 I, KCNJ2: KF v RIVNBIEERT T T 7IU—JIAXVIN—2, ANK2: PFU2

(Sumitomo N. 2016 *** #8Z | {ER)




AHESN, Ca*' RHASEZ 2. F72CASQ2 /M
RO Ca® BFEIC B BIG- L CTBY, CASQOZEREIZLY
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