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KCNQI-A344A BE N HH M, TOZEEIINMD &
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(1) BrugadafEEREIIRTIEREE E DR L BT RICIVB IS NDEERTHY . T V7 ABH
DLFERFEOREREL TEEEE 2 5D, AL TIE, 47 1DBrugadalE R 2 BTSN 7 4605E 51
CEXEERS2 £ 147% ., 93.9% FHE) DIFEHI50+1327 A DT ERE L2, A7 1DBrugadalEBERED LEDL
(URZESRICE T IX V)R A I OME IR B A6 - DB MBIBEE G CEE8.4%., RMBETHEL %, FEMEMET
F0.3% ThoTo, e TRIBETFE TOIE & 0HI LFHHEEOMN L= TFRIE - Tho7-,
Q2FELERO TEFHEDL LW IMUBEFEOIFE &L~ T B E O REEENHRE S, O EHE)
\ZLAZERIE A KT AIREMEOHAEBEREL L THEE SN QWD TORIERIZ OV T +01lbnoT
UNRU, FEIE24BE R LU IR B B TEBIRA o & — s g R T LI A D ZE(AMI) 9645EH] D5
B BIERTO L EBRZFENT TE7222061 (69 = 115K, HHE1634) 2351z, BEALERICKITLEHFS
MRET R EVERAOBLEZMENT L7, AMIFERTLER T3441 (16%) (I8 TREIFSEBAT B0 5
U, FOFT RIS AMIZEFE4SFREHE LLN OFFBEMEVER A OIS LT FRIE T THHZ LR BB LT,

(3) ITATIVEFHERMEZ ML ESEN (CPVT) 1. EECF A L S W Z MO RO O
Ehh AU TRREE R TIRBTHY, BIRIEE TS DR ERIBFIIRIZFESI SN TR, KIFFET
%, CPVT JEFNIKFL TR A — L2 5 L EMEISNMNUEEIZRN LTI T — T N T 7 —a N EHEA -

DEMEBOIHENH R THLAREMENHHZ LMD THRE L,

A. WFZEERY

BAE, HASTIZERIR 5 5 ~7 FHI0DgZEsR5E
DHREALTWAEHEESND, O ERRRITE M
MEDEBTHAD, K 70~80%% Ak E R
0. BATIIH 30%FRETHY, ZOM, FLERLLE
fE, IERBLLFE, DYV —R—T A fERER
MR ELHEREDOLDFHEEBIZMA ., Brugada (7
NAE) FEERE, QT IERFEMFERE, FE3M L= MED,
AT ATIVERMELEE LD EER Y OB
FEMEREBIRE BN EEEND Y,

AW TIX, TNODRRIEE KL DEEIEE
MR EIR BOBRNSEERLDICTHEED
2 E IR TR R IO RS FHEIEOMESLE | BT
TRIREIEORBEEBEMELE,

Brugada( 7 /v 7 FVEMREREIZT U7 ABHEICE
<. AlEHECBT ATy 7 & ST &
o) e 0ERE LR R L, LEMENC
L2ERFEERL D DEEHETH D, — BT
EIEEAER T OESRERENERTHY . LE
EHDNTLEMEIOBEED & D 7 V7 X EBER
T, EALRERMEIZE (ICD) DR & 75,
—J5, RKEOBEED H BIEFICEIEGFEF I EL T
BBRLEHEGF SN IBMENRZNLOD, 72B#E
SOKRMN DD, A1 T, BALEDOER
HEBE s b B S S 7= #ARY 72 Brugada JEFEEED
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T ER—REMT L, FHREALNITD L
HiZ, FRICEETAZEAENE L,

12 FHELERXO TEEZE (10, 111, aVF HE) H5
VNIAAIBESSE (I, aVL,V4-V6 FHE) 0 J &S LR
IR B WRIE ##E (early repolarization syndrome)
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W5, Lol 12 FELERICRT 2 EHFE ST
T, H<bEFEREEICZROLNLFTREL
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THIEEERELE,

AT ATIVHERMES M LESET (CPVT) X, &
BRI R EE S IV Z B LEER (PVT)
DEHIE (VF) 24U, 22502k BIERETHS
CPVT Zx9 2 —fREIRIGEEIL B blocker & H1 L
ELTEEYBRIETHY, M2 TMELFIZREDEI RS
BEIZI3HE Z5A AL R A BN 2R (ICD) DA ERIRE LA A,
ZEIRFEE T IH LD DRk EIRBEIL RIS TR
W, RBFFE3IEV T 2 285 45 (R (ryanodine receptor
type 2: RyR2)BEILFEFELLEOCPVT (KT HHT
—F VT T —ar O Rt REL,
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2002452 A 7>520114E1 H ETIZE&E O EEHERE D
SR DSBS (J-IVFS) 5 BIC B &I
7-BurgadafE R (XA 7'1) DI IERFI4605] 2kt 5L
720 JEBIZ UM IR B A1 - D EAMENF] (VFRE) | St
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W E BT 21T ST,

(B%E 2)
BHIBRSEREOGEEAEHOLEMEFRIELD
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2006 4F 4 A5 2010 4F 8 A FTITHIE KZEME
Ehikatr 3 Mgk CEMLMEEORZE CRIER
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(PCI) ZHEIT LT 964 JEGIZAI)—=2 T Lic, D
5B AMIFIERTO L ER ZFEM 52 L0 TE72220
B (6911 5%, BIE 163 ) BxtHL Uiz, AMI ZIE
48 BRI LA C B et VF DNHHER L2 E9TRE
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BRR T — X &t Uiz, DEN Lo BHE o mIT
QRS-ST #EAH#RD 0.1mV LL_ED _EF (notch 2, slur
B ANERE LT 2 DL EOFEE (TREFHES LM
BEHE) CHEINZHEALER L, 3~ B H
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descending ) |24 L, VF FsALDOBEIZ O SR
L7z,
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HTaTIHRES T LERERAIC T AT —
FNT TV —a ABROER
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] 7 el RO 2B MR B SR (VPC) 2V EPVT 238
®., CPVT Llrani-6 EH, £H&E T, O
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3D electroanatomic mapping (CARTO) .| pace
mapping!Z CVPC/PVTOEIREZFEL | & &7 —
TNT TV —arififtLic, 77V —a D
KRB E2BE L, VPC/PVTO R A% EE AT L E
AR E— BRI XVFHEL 72,

(B ~D B E)

W ILOBFES BER ORR M EEEZ B R
DEREBT LT, b/ b B FHRITIT SR B
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D+5 72 A ERBZE T, EAGRZER T REE
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(B4 1)
Brugada/EEHOR I TFHRFE

AHFFE TRNT S B L LT # A 771 DBrugadalie R

WS AT 4605E B DI FEEnlL52 £ 145% T 432
51(93.9%) IX BT, ZERFEDOFHEFEIL10741(23%)
TRHROLI, VFEEIEI8ABI(IME LB EFIHE ),
syncope®£ 1310441, asymptomatic&f %2441 TH -
w0 EHIS0E325 A DT 4 —T v o DBEEOD
R ZEIRFEET-IIVF)DFEAEVL, VFEET27/1(32%).
syncope®f T8%1(7%). asymptomaticFE T341(1%) T
HY | IR FEE R IIVFEETR.4%. syncopeB1.7% .
asymptomaticE£0.3% Cdh-7= (K1),

£ % &N CIiX., B E & (hazard ratio
(HR)=12.7; 95% confidence interval (Cl)= 4.5-53.4;
p<0.0001) , TEBIGHEFE TOIFEOEHF
(HR>10.0; 95%CI=1.4-10.2) , /KFEEISTZ £ T D
& f#f ( HR>10.0; 95%CI=1.9-20.2 ) . QRS>90ms
(HR=3.57; 95%Cl=1.4-12.2) . AFDBEEFE (HR=2.12;
95%CI 1.0-4.3) ML EHOF B R THEF Tho
7

(BF5E 2)
BB LHEESMENOLEMBIRELD
BEE (&1

220 FEFIDHE 21 FER (10%) T AMI ZEIE 48 BEfE]
DIN O VF BEES, VF FSAERITIER
AT B2 (95% vs 72%; p<0.05) | JHZE
Fed3 %< (2.010.8 vs 1.7£0.8; p<0.05) . FEEDD
SR ETORB A3 (1951235 min vs 406406
min; p<<0.001) . 3EPEEFD Killip class 23 K& D72
(2.7+1.3 vs. 1.4£0.8; p<0.001) , EHAFF /ML 34 iE
B (16%) 123D B, VF BAEBEIZB W TEDOADE
HEE XA BIZED -T2 (48% vs. 12%; p<0.001), %
RN CIX, BEIFE RO EGF (odds ratio (OR)=
7.30; 95% confidence interval (CD= 2.21-24.14;
p<0.01) | FAED D HPEETH 180 43 LA (OR=3.77;
95%CI= 1.13-12.59; p<0.05) . 3K[EHF Killip class 23
II L4k (OR= 13.60; 95% CI = 3.43-53.99; p<0.001)
2y VF FBAEDMSI LT FRIRF ThoTo, BEH
MOFEMERETT 5L, TEFEOLO, RIENH
VD, Notch D0 Horizontal/descending %D
H DN VF FEAELH B BELFRD T,

(BF%E 3)
V7 I)VVRRRERERETANTaIIVBRZES
B DRI T AT =TT T —arik
U AREIES

BERAEHERE TIX, 661 5FI T HRMEVPCE X



UPVT D§EFITc, FRSINTVPC-PVT 1EEH11
ERETICEIRZ RO, ERSBEER (n=3;27%) . £}
AUAE SR (n=2;18%) . EEFHE n=2;18%). &
EFHE (0=2;18%), £EBHE (n=2;18%) Th
STy ZNBEDERLA~D I T —T VT T —a i
1TL. BMEEIVT FHREOIFEINEDI., F-BH 50
TRIRRICHEY B OHEITTRD DR h o7, £, 655
AF TICDEIABEAT ST, AT —TNT T —ay
#2525 FEOBRIIBWT, RAAKRERERIC

D fEIE LR VERAE SN2 BlEERE. 6 flFs5 f
(83%) THMBIUPVI/VE OHBZ B,

4 BE
(#F%E 1)
Brugada/EEHORH THAE
AHFZETIL, ZA 71D BrugadaliE B #E O L E L
(U NBZE AR IE F T 1L VF) 38 A SR T 0ME L8R A1 - 0
EHENBETE B THE8.4% ., RMHETHELT%., BIERE
MHETH03% Th o7, ZIUE, BN ZFLEL7- B8k
2 THAHFINGER registry DR E (LME 1 &R A 5 -
DEMENEEERE THET. 7%, LIBBTHEL1.9%, HEAE
Bt TH0.5%) L L —BLTW5BY, EEEME
BrugadafE EF# D3~ 5SFE O R R HHY 2 T % 138
BIFER, F05%RREDLEWIREI AT NHEES
A, DIRZERIE F B D=z & 572 5 AT BRI
MBETHHEEZbND, ABFSE TiL, Brugadafi #
ﬁ BT, TERE-HIBERE DI D& R M LTz
DB AEDOFBKRA T THHIERHALNI -T2,
ﬁr@‘éféEBrugadaf‘f?%Eﬁ*ﬁ“C%o’C%%??%“CJ?EZ%

AL TOREE, JVEELRMNIERLELEZ LR
50
(B 2)

BB ORELGHEESHEHOLEMERELD
BEE (% 2)

AW TIXLL T O AAH/ON, (DAMI BE O
I 15%128V T, BIERT 12 FELOERCTREFE S
WERD B, (2)AMI FEIE 48 BRI LINIZ VF %
FIELTZBE DR 50%I28W T, BEMLERT

BHIRSBARDOLN, 3) 12 FELERKICRT
5B SBOEREIL AMI FAE S8 O VF AL D)
27 DEINE BICEEL TV, TEFEDLD,
BIENEFH WS O Notch B % @ | Horizontal /
descending B MDHL,OA VF FAELH BERBEEZTRD
7720 (HAMI FIE BHIZ 44% DFEH] TR F 4B
HREIIRRBRTRRE o T, O)BIERNCEEIF
HE D3R @Eh&motﬁif 'L AMI IR E i
DF T B L6372 7277,

INETOHRET, FREMEVF BEIZBONT, ()T
BEFHED JENZGROONDTE, QIVEEAL DT
HFEHRFBOONHZE, (3)slur FLIY notch B D 523 4F

23

HEENEZ L, (4) Horizontal / descending Fl % 24
‘éﬁifﬂ”%ﬂﬁ@ﬁ@JXﬁmmb\ L BHESTY
O, BMELHEELI SR LA T EED
F%TM ZOEH72 12 FHELERIPT RIL VF HIE
DYAZEINMBEEL CO D RTEEMEDR D,
EHAE S RRAT FLAS AMI FR 0D VF 38 4E 12 - T
DHEFFEL T, BB BRIEEEE O EER, Ito T
FARNTLE DR E AR RS L OB RIEEME IS RIE
SNB, LDERO T ERRIZIE Na Fv RV -Ca Fr
DM, AAAIE K FXY R Thd Ito FrR/b,
IK-ATP F /b, IK-Ach F¥ R/ MBEEL TV,
ZOHBAEE—EME K Fr RV THD Ito FrFR/L
1T AMI ;D VF BAEICEE 5L TWaAZERHESN
TW5 Py AMI BEELRTDS, LEBBDHVIILE
BRI Tto FxRNVOEEAENSHIEE ., BHEH
BT REZRETHEEZLNDN, ZOLH7ERH
AMI 127258 Tto F v RV DR EERFEAHEFRL . VF
DFRAELSCTLRDAREMENRE 2 HND,

(W52 3)
HTaFIHRELSELERRICR AT —
TFINT T —a TEROME

BT ATV RS INE L EER(CPVT)IL, EE)
ROFENRYELE F W L ESE (PVT) 200
EAEY (VF) 4L, 28R 5 KT EBMEEETHY, B
BT BETFRELL T IV ZRMEAE
(ryanidine receptor type 2: RyR2) B+ B I U/L&
7 AR (calsequestrin: CASQ2) SB{n-F 1 EH I
TUD, CPVT (X9 2 —RBIRIERIEIL B HERTEE
EHOLELTEEMFEETHY, 7L A =0T
IV OFIELRESNTHDH, ZERIETF DT
DI 2 A BB BRAIENSS (ICD) DM RINENA 7 — AN
Z D) UL s, ICDD Y ay 7 i LA TFas
VD Belectrical stormA AL L, Z2ERFEA TBH T
o7 FILHESNTEYY, CPVT 128\ T2EA
BEATBA LD DR TR TEIRI IR IEHEN LS TR,
CPVTIZHITHVFEB L UPVTRIE DM IZ DWW T,
SRR 7 N TRy N — I B A T D delayed
afterdepolarization(Z & Ariggered activity 23R K TH D
ZEBRYR2 /w7 A~ A% N AFZR O B B B
IZENTWBED, VEDEFF/2 D7) BiZzDtriggerDitE
RZ2DMNIARHATHD, SE. 4 I1ICPVT FEHNC
BT, VF BELUPVT ODtrigger L72HVPC/PVT I
T DIT—TNT T —a42k), PVT-VF 28
MHEISNHD AR E D THRE LT, B FEEIC
FEOREPREE X T AT —T AT T —a 0
ZHERIIHENL S TUIV VRO | YRR IEIIRGTED
SARICD HE 2 A A8 O EIESN « Z28RFE T BHIT%
THEVHEPEFTES,



(1) Brugada JEMEEED LEHREART, LEMENZE
FEFICIXER 8%, RMEETITN 2%, MEIEGEMRE
Tl 0.3% Tz, TR APHILEE A DM
LE=FRIRFTHoT2, (2) 12 FELEXICBITS
TEEFBORHHEBOFTEIL AMI 2MHID VF
FAEVAIFBERSEDILITRBENT, 3) BT
ERAPES CPVT EFNIZIITS VPC/VT 2R T,
HT—=TNT T —ar WA Th A REMERT
Wiz,
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ZE T, LTEE, LiF 1E BARSE, BT
By 3k, FRERIET, WHER, ok, Bl
Bz, BEkE. EBEECC—ELZERD
L2898 % CARTOSOUNDIZ THEH C & 72 Bofft
ODRBARHAOLEERES. F3EEET 7 L
—varrurs 47 (ER)2013
WA, FH OE, 8 Xx&, mAHT, &
& B, UAREA, £ EX, FBME, T
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X 1. Brugada EIREE 460 51D F 1% (J-IVF study)

1.0 ] 58 SR8 14058 R st o 1 er e Asymptomatic
. g
= Syncope '
H]
8
%
)
g _ A%
l’
M 0.4 _
0.2 _
log rank p < §.0001
| ! { ! | i | ! ! ! | ! !
0 20 40 60 80 100 120
Number al visk -
Months of Follow-up
Asymptomatic 267 228 141 87 60 24 1
Syncope 109 92 60 43 26 18 2
Vi 84 61 38 26 i85 i3 2
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F1. LDEMBRECNTIEER - SEEMT

e SR

g;igﬁzﬁ) p géigﬁaﬁ) p 1
5, 1 EEG 0.983 (0.945-1.022) 0.381 0.964 (0.912-1.019) 0.198
B 7.832 (1.027-59.754) 0.047 7.353 (0.663-81.538) 0.104
FEEED B ¥FEE T 180 LN 2.468 (0.978-6.227) 0.056 3.767 (1.127-12.587) 0.031
Killip 348 > | 7.653 (2.815-20.807) <0.001 13.598 (3.425-53.990) <0.001
v—27 CK> 3000 U/L 2.495 (0.989-6.291) 0.053 0.691 (0.212-2.252) 0.540
FERHEEIIRE >1 2.629 (0.980-7.052) 0.055 3.257 (0.926-11.460) 0.066
ST FEARLLFHEE 5.677 (0.741-43.492) 0.095 2.574 (0.223—-29.695) 0.449
EIE 1.448 (0.508—4.130) 0.489 0.636 (0.176-2.305) 0.491
FEIRIA 1.295 (0.521-3.219) 0.579 0.752 (0.231-2.454) 0.637
WRJEE 1.374 (0.554-3.406) 0.493 0.937 (0.307-2.861) 0.908
BEHIFE AR 6.629 (2.546-17.256) <0.001 7.305 (2.210-24.144) 0.001
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R2. ATa I FRESEOEERICL T T —T AT IV — v al ARRET > TOER

#F2—1 BEEE
fiE 151 Fin TR RyR2 2 VI FER MFREIK IEEA
1 13 = + 7 K IR E R
2 18 E°S + 6 R RN
3 18 & + 6 R ThhA
4 38 8 + 7 P TADA
5 18 B - 18 D fiE e
6 13 & - 7 R D EMHE
F2—-2 BRAEHEFENFTR
REI TEARAAT ZHIBR AL FTIL—LavER
1 bidirectional VT/VF ZERIREIRL ERERR =i
2 polymorphic VPCs/AF BERHE I
3 polymorphic VPCs EERIBEEER, AERHEE, ZHIER 0l
4 bidirectional VT/VF ERRE. EEREB (EE R =ik
5 polymorphic VPCs EHIEIER . EERHEK, ZEAIEEEE i
6 multifocal AT FfiERAR . &R ARR fFi
#F2-3 ERAREE
e MR ZE ICD ERERE8B
1 Propranolol + T7IL—>ay 2 % VF BFE—ICD
2 Nadolol, Flecainide — VF
3 Nadolol + VPC/VT IZ®L 2nd session fEfT—BFAGL
4 Bisoprolol + Baal
5 Bisoprolol + BHualL
6 Atenolol - BHRGL
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BT BE AR M &

HATER B S IRAT SR EE 2 (B VR BT IRITSE S 26)

SRR E &

FIRMER A SEGERE OB T ERICET 2R

WEmHEE

HE RIERFRFGREHELRETAER HFEEY iR

MHEEE

FIEER AR SEFEESSO)IT ENRRARMEREIR T, —HOEFNZLFHNaT v RIVSCNIAR
—AA—=NF ¥ X)VHCNADBEFEBNRE SN TV EREL OEF CTIERE S REATH
B, E, T AUA REGEMNT D, BERRLEOSSS O RIE IZa- X 4 v B (a-MHC)E
{LFMYH6DSBEE LT\ D Z & 3y SiL7z, AFZED BB9ix, FEMESSSO B FHET & ZEE D
HERER T L EERE ORI L » T, FEMSSSOF -0 FRELZMHATI L Thb, &
EMESSS 155 % DBIE TR TSFHRRITOEDSCNIAT R L 1 FRICHFHMYHOE R »RE LT, S
CNSAEBRIZTWT N ENaT ¥ ROV R T S 2 BE 2R Uiz, FHEMSSS 29610 A & 7 HTH>
. SCN5A% H 5 HSSSOIIEIIBD THEETEMEN SN EBRHBA L7z, £72SSS 1554 TH
TELIZMYH6DREIER 2 DFHRICRBE S LV NV a AT HRBESND Z L b, EBEMER
BIROF =725 FHMRE LT, DF VLV XTEELNTIRNEETD 2 ERHER SN,

A. WHFEEW

TAR EIEFERE(SSOITHEE D E VO VRIRIEREE T
K2 T2 RBRBLICE S TRIET S Z L R% 0,
L LENID, BERESCTEENREZ T FK
P SSS b R 6D, FHEME SSS DFE & LTIk,
ZIVE TIZOH Na F ¥ RAVEERT SCN54 R0 —
A A — I BIEF HCN4 ODEBRNRE SN TS,
ETFEDT ) AT A FEEMENT D, SSS DX
JEIZ a-2 A Y v EH#H(a-MHC)E =T MYHG6 735
LTWAZEbHEINTND,

ARFFED B, FHEME SSS F R D& R T-HENT
2TV, RIE L7=E RO & BRERE O LERE!
WZE-oT, ZOLFRELBERATI LTS,

B. #FEHE

AT —bRarktvry hOBLNTEFEEE
SSS FiEE 15 ER & T OFRBEEXGIT, KigMm s
/ 5 DNA ZHiH L, BRTFHETZITo7-, IRE
fmF1E. Na F ¥ RXIL(SCN54). K F v XV (KCNJ3,
HCN4), 3 X% 2(GJAL, GJICI, GJAS)., T3 v
A/C(LMNA). o-2 43 VEHMYHO)TH D, £1E
feFn=x 7 Y ER% PCR THEIE LE#EY—7 =
VAWBETA == F Uis, F723EFE KM SSS
JEGIOBRET, RIGRE - BAKRSE - By K
TR BLRBOA GO 72\ SSS FERF] 538 il &%
FELUMENT LT=,

SCN5A 2R 1T tsA-201 MIBORBHEZ 2 AW
whole-cell patch clamp ¥ T Na S\ AZHRIE L7z,
MYH6 2= B0 in silico simulation IZ Swiss-Plot % Fi >
7o EWEIIEERE o-MHC O GFP @677 A 2
REHFAT v PO N v AT 27 Vg v
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L. ¥i actinin HiiEZ HA W THREGE %, LB STE
WEETH L3 AT OMEE S LTz,

(B E ~DEE)

AHFFEIE, ~YUREE (HREMS) - & b
77 I BT REATIRRIC BT 2 e St Pk 16
FICHREE - BEAESBE - RFEEEERE 1S
WHEIL LU CERE L7z,

C. WreERER
1. SONoAZER. L HERERT

15K ZDFIEMSSSD 5 HEFZRIZLU T D6ED
SCNSAZE B A RE LTz, 1) in—frame/R&iH AL R
(801_803delMSN/insS) & MI8SOVDHE A ~F 1 25
£ 2) R219H, 3) 2HEEERKEE (L1786fsX2) , 4)
D1275N, 5) E1784KT¥ 5, D1275N, E1784K|INatE
WMEIET &8 5 loss—of-function DMEE R & 2+ &
TAHZERTTICHBRE LTS, RPFZETIE, 1)
~3) D 4D D SCNGAZE B DONaTF ¥ R )V 2 AT L
T2o TOREE., LIT86fsX2TEMEE T, BV D3>
DEFEITVTN B IEFESOVIAL Y b ERE E N
T L. REMCE IEE L OBAREESZH
ZRUBGRBM, BN RAL LT e, BLED
b, AEIRE L7620 SINGAZE R IV b NaE
AR T &% 5% loss—of-function D2 H 4 3
ZEMHIB LT,

2. SCNSAZE R L RIEF s, M=

FHEMESSSH IR D I FEAE F #1335, 5% (n=15)
T, FEFHEMESSSDT74. 35% (n=538) T ~NHBICHE4E
Thole, SINAEBRDOFETLERT D L SCN54
¥ U7 OWEHREFEITI2. 45% (n=5) T, FEx v



U 747, 06% (0=10) LV FEIZE o To, ZLbHDHE
REBWERT -0, BEHDOSCNSAGEF EE
SSSEIMBE AN T B DT29R R TA ZFF LI L Z
5. SCN3AZF ¥ U TITEBICEERE (20.95%) T
HBHEEHIT, BOBEEAME (23/29, 79.3%) &
RTZEMNHEA Lz, X512, BrugadafEEECQT
IEEEFEHEOS RO - FHEMESSSE A 114 T
1X. FTOMERENE Bz oT (7.8, F1HE91%)

3. MYHG6ZE B3 AT - HEBEREMT

BT DOGWASH B MYH6NZERISARIO 4 & BE
95 Z & SSSHEIEDEMRMEZE 5w 2B ln TR0
FETDHZENHBAL TS, Fx IIMYHORFIR
HSSSOFHEBBIETF THIDENERD T-DIT,
BEEN DR BT (SCN5A, HCN4) [ ZZERB NG
RPESSSFIREINZIBIR L, PCR + > H—{ET
MYH6ERA ) ) —= T 5T, TORESR, ~
— A A — N B HE XA A TE 628 A D R IR E T
in-frame 3MERIBIZ L > TI17 I VBB HET AR
75 B(delE933) A E S 7e, FHBUE T TIZFET L
TWARFEREICR— A A —H B ZIAA TV, F
BRI F L EOF R ITHER TE 2,

MYH6IZDEMBICHE BB T Do-I 4 v U EHEH
(o-MHC)DEREFTHAH, ZDOT I JRIBER
delE9331%, I AV A & /Y7 C(MyBP-C) & #5E
BFE S B RE 2 B I SofER IS EE L. (L
BINZABRD TR D E Vo~ v 7 A FICHFEELT
V2o In silico simulation TldelE9331% = Do~V v
JALRKEREEENE LTI ENTRIESN
776
o-MHCD 7 A YV 7 % — 5T 5B-MHCDEIEF
MYH7\ZIZ, 300FELL_E O RERELUARIE « JRsEEL LR
JEQOBGFERPREINTND, —HFMYHZER
DIEITD 2R, AL1366D72 EHERIE LR B DR
R &72D—8OERT, LFMIEICRBESES &
INARATOWELZ LT ENTTITHmLNT
W5, 72, BEDOGWASH S, MYH6/NY =—
g R721IWIL, SSSIIEDfElE & B4 5 = &8
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