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W) . BPEROBIR AT SCNSA | E1785K %
RERMIN, LQT3 LHEEZH L7

ZOBLEFOF Y Y NRSHHEENRIE Y — F
MU 72A, WAKR LEERO TR, #Eh

&M Vol. 45 SUPPL. 12025

WCEREEL, Mg L Tnb LA 25
sz, WL L 7B ki L <
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RO G288 bz, ABE LD BN L &
LI K 2 #fiE, #EEBigRIcHEBE oz

W5, FOH% 104EM, AERBELZBEHL TV,
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D H T Schwartz A 27 455 & ZWHREFZITHY L,
ZOBDBIZT BN LY SCNSA E1784K % BHhs
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&7 L7z L— k¥ Bi ICD AR Z 1T\,
YRR X DRy T E 2 1A RER L 72, AEH]
(1 OVEB DA TZ DR L0AEM-OA N> b 72 R
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Prevalence and Long-Term Characteristics of Syncope and Loss of Consciousness Post-Implantation of a Cardioverter-Defibrillator in Brugada
Syndrome Patients

Saori Asada, Hiroshi Morita, Tomofumi Mizuno, Takuro Masuda, Akira Ueoka, Masakazu Miyamoto, Satoshi Kawada, Koji Nakagawa,
Nobuhiro Nishii, Kazufumi Nakamura, Hiroshi Ito
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Tiansition of Guideline and Long-term Follow-up Study in Patients with Brugada Syndrome and Implantable Cardioverter Defibrillators
Implantation for Primary Prevention of Sudden Cardiac Death
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BHETH->TH, ZETRE T OMOERKIT R (4
W, VR, KRR &) R 2 DAoL S T
(JW2E), HBHVIESCNSABEETEREAL, 2
AL T O 7 v 75 A LERIET VE 2555
SNDHIER & L7
2. 7407y TERERA N b

BHEIZ32 A9 5 67 Ao gElyiks X O1EH)
WOZZTICDF = v 7 247w, AERA X2 b
R L7z
3. #EtAHh

FTRTCOMAEENT X, R (The R Foundation for
Statistical Computing, Vienna, Austria) D275 7 4
AN+ == L V5 —T 2 —ATHbEZR (H
BERKEHWRG EREL Y 7 —, HR)ZHWT
fiole, WHREBIZOVWTIEAF 2—=FV Otk
5, %A DO W TUX Fisher O IEfEME % H v
Thisg L 7-.

V. #& £

1. BETRE2BDINY MREEE

W e6Hl o9 B, TVICDHE X 5961, SICDH:
B 7HICTH- 7. BETFRIZE7+0—7 v 7
X TVICD RS RII TH - 7245, N LANC 28
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x2 tBAHERREIZS (TV-ICD) B 6 & UK THEIA A BURRIMEDRS (SICD) BFDEEE =

TV-ICD (n= 59) S-ICD (n=7) P Value
HEA B (7%) 51.6+ 137 41.3+13.3 0.064
B4 (%) 56(94.9%) 7(100%) 1
740-—7y 7HE(A) 155.2+ 67.5 382+21.0 < 0.001
518 (%) 18(30.5%) 2(28.6%) 1
BRFEEL21C1 T 1D0ER (%) 35(59.3%) 5(71.5%) 0.695
HEHFRME 21 T 10ER (%) 24(40.7%) 2(28.6%) 0.695
RIRFEDFKIERE (%) 24(40.7%) 3(42.9%) 1
DERIEEIRGME (%) 49(83.1%) 4(57.1%) 0.131
TSRS E (%) 10(16.9%) 0 0.584
FIRMEARZIR (%) 2(3.4%) 1(14.3%) 0.290
EEBRHER (%) 64.9+ 6.85 709+ 59 0.036
DEMEN (%) 10(16.9%) 2(28.6%) 0.602
MM EEMHSEIA (%) 6(10.2%) 0 1
DESEIA (%) 1(1.7%) 0 1

MICHFEEZIROON e »r-72(R2). B 7+
O—7 v 7OfEREE LT, TVICDETIZEY 7 +
0 —7 v 7H# 1552 » ] T VE~D#EEEE) 2D
WTIE TVICDHRET 361(5.1%), 45 02% 0D 5
n, EYMEB X TOVPHAIZ201» HTh o7z,
SICDETIR Y7 ru—7 v 7HIH 3827 HIcB
W, WEYMEBNIRED SN ol F2 TN
A B BERE LSO W T UL, TVICD#E Tl A # )
voa v 74E8) 1361 (22.0%), A1) antitachycardia
pacing (ATP)2%1(34%), V — FHEREAR 2 116
(186%), Y 22— — F(Sprint Fidelis 4%1), J&
B 4450 (6.8% ), INE 141(1.7%), =M 160(1.7%),
FREIRGEGRE 151 (1.7%), ICDAREDY a—)u1
B (St. Jude Medical, fortify Assura) (1.7%) 7z &A%
b7z (R 3).
2. 2018FH1 KZ 414 L LIRID ICDHEAA D EE

D class HEDBESR

2018 4F 5 H LA I ICD AfiaA & % 47 - 72 %%k 59 11
D BEIZ, RLEGAARERED 20074 JCSHA Ko 4 » T
& classTa#s 3560, classIIb#% 2341, classIl %31
BITdH - 7255, 20184 JCSH A KT 4 ¥ THILD
FEFKEITH &, classTans 2041, class I b 2% 1941,
class T %% 20 6 & WISAIT 72 o 72 BB DR IR I

S-1-22

L7z #7287 o 20184 JCSH A N4 » T
classIl & 72 - 72 19%01%, classTa2s 71, classllb
B12BITHY, ZONRI 2B HRIEAE Y L T 1
LDERZA L7z, 28U Lo 7 a7 S 4
LDEFWMTO VEFRLZEL, ToMmofEmKE 1%
ROTHEIEAE 2o Tz REFO 1TENZHRFEE
747 1LERZRDT, EWRGTOY A 7 10
BXOMBAH Y, falrl1-2 VEFEIHE b O Tw
7ehs, BRFEAESY AT LLEROSM %57 S 3 #
V) Rl

¥/, VEZEZI L#EY AR a3y 7@z 72
3BE H RGBSR A AZ AT A F T4 2 TD class 53 Hi
BEMPRL, ZhZNclassTans 261, classIbas
1FlOFEFTHRLZ(E2). T2 @3y
7 VEE) & 72 BB, TV-ICD#E TR 136152
D HN, 2007FEA A FF7 4 VIZBWwW Tl classTa
23861, classTb2s 5641, classllAY 0B TdH - 72725,
20184E A4 K4 »I2B W T classITans 541,
classITb 2% 461, classIIAS 4B & 7 ), Adb) > a v
TVEENBZ I A B I 4 VWETIC X 0 EInsHc 2T
o2 BAEPHML 72 (R 3). A#YVES) o )5 K
OWIHIE, B AME) RO 5 HLE) 7 & FE AR A
1060, WEHEIRAS16I, T wave over sensing 51,
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x3 RE7+0-7 v 7ORERGEVIIES, TEUEE, 7/ AEEEHE, )3 IVEIESE)

TV-ICD (n= 59) S-ICD (n=7) P value
EN1EED (%) 3(5.1%) 0 1
EYEE % TOHAR(R) 20.1+5.0 — —
NET 2 3 v 71580 (%) 13(22.0%) 0 0.329
TEY) ATP 7EE) (%) 2(3.4%) — —
B (%) 4(6.8%) 0 1
MFZE (%) 1(1.7%) 0 1
89 (%) 1(1.7%) 0 1
EREFARIEIRES (%) 1(1.7%) 0 1
1) — REEBER 2 (%) 11(18.6%) 0 0.591
1) 3—JLY) — K (Sprint Fidelis) 4(6.8%) — —

(Riata) 0(0%)
ICD— S-ICD AD3T#a (%) 3(5.1%) — —
1) 3—JL ICD (%) 1(1.7%) — —
(St. Jude Medical, fortify Assura)
2007 JCSHA K51 > 2018 JCSHA K51 >

n=1

BEclasslla [lclasslb [lclass Wclasslla [classb [class M

2 2018 FE 5 BLIFICHEIAA E1T- -BEHFHOAARERZRFS(UCS)HA KZ
1 L EETICHE D class HEEDEE L EYIFEIEE DAL

19994E 1 H %5 201845 A DA 4 ¥ 4 » YET T OHlA A BB E) 7 (ICD) MiA A I D class
5338 (2007 4F- LA 0 ICD R A & 513 H ARG B 8222 (JCS) A A KT 4 » 2007 @ class 534 % 18
&) EBUEROAA ¥4 ¥ ([BEMAEIROBHRICEHT 254 FF 4 2 2017]) @ class 7HDZE
L, LEME(VE) ~OBYMEREH O class B OEALE MR L 72, 20184 D JCSH A FF 4
YHUGENIHE, classITICAEE & 2o 72 AFUIHIIM L 72, VE~NO@EERNEE 341308 1, B
2FNEFN classTa, BH 372 classIb T class AN ZALIZFED S o 72,
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2007 JCSA A KZ 1 >~

Bclassla [classllb

2018 JCSHA KZ1 >~

[Jclass

Bclassla [Oclassllb

3 2018 3 ALUAIICHEA AT RR#MENZS (ICD) HEA A BERICH T 5 B ARIR
FFEWUCS)H A KT 4 LEETICH D NEYIEEIEE D class 7FEDEAL
20184E JCSAA B9 A4 Y ETUIRINCAEY) > 3 v 7 EB) 2 20 - B E1E,  FERIRIGHE A A 26 B3
23 (TV-ICD) B CTRE 13BIFRD /228, 2007474 ¥4 v (ARIEREGFEETA FI4 ¥
2007) 1I2B W Tid classT a3 8%, classIbAS561, classlIAS 0B TH - 7225, 2018444 KT 4
Y ([EEEAEROZBEICETLIHA 854 22017)12B VTl class TaAs561, class I b A4 51,
classIIAS 4B & 72 0, YT a v Z7EBIEEITA K54 VWENC X D #EIs/MIET & 2o 72

BB L 72

) — FHBEASICL D ) A X F— "=k 7P
16ITH - 7.

V. & =

1. TV-ICD, S-ICDDF /N1 RBIEESHEICDWT
EM7+u—7 v 7Tid, TVICDOF N4 A
HADHEDHE S S N7z Medtronicthd ) — F
(Splint Fidelis) 28 FDA CKE&mESRMR) O 7 7
A1V a—NEZFEILEEmehThY Y,
AFZETH ) I— ) — FIZBE L 72 — FEEREA
EOREHDL H o7, BEOREICE S E, ICD#EIG
BEOEM7ru—7 v 7OfRE LT, SICDH#
Tld TVICDBEIC AT Y — FRE O A PHEDE 1
AR o722 ENWE SR T WD Y,
BrugadajE RO — K TR & LT, SICD OhfisA
AROIAEHEIE E NDODdH 5. Giustetto 1, Brugada
SEERE R LM E) R L HE) 7 O APED S v

S-1-24

EHELTHY Y, BEIRN Y — FIC X 2N EIRE
BIBERER ATPIC X B ANEENRIGH 2 E 2 BT 256
X TVICD DRI NSHB1H 5 5.
2. R 740-7 v S ICEFBVFRED) XY

AFICcDWT

WA 512 & 5 Brugada e EFE~O — K F B H Y
DEY7 0 —7 v 7O T, 19964755 2012
AR F T MR AR AR B Wi be F 72 (X E S IGBR T
WEgE X~ & — @ 2 ik T UMEIE DB D v &
4 7 1Brugada/-0EX O B H T, ICDAIAAIZB W
THFF 218 ANDEHZ 1L AOFBE, 46 + 1357%) 128
WTC, E¥T78 s Ho7 xu—7 v FHIE Pz 26 A
DEZ(12%) BAENRA XV b 2IGEL 72 & HE L
Tw 5. Kaplan-Meier ## 4T Tli&, k&th, 137
07T Ak B VEF RO ZENZEN 2 FioBH
X, XD BHBICAEIRA XY N ERRD, SEERT
TIE, BRBEES AT OB E RMIAERA X

D&M Vol. 45 SUPPL. 1 2025
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HTnE, 220%203300/BMAF2HOHBEIL,
0572310 A7 WHFEFOEH LD SHEITAH
BRA N> b ERREBL T
ARIFZE BT 2 @YEE) 2 A U7z 3B1ICD> T
i, classlla (HRFEA Y 4 7 1.0EK & S pE %
H3AEE)2201%, classIb [HRIEAEY 4 71
LERETT 7T AR Q%) TO VEFREAT
LZEREIOIFFEDLN, wihd VERED)
A7 HWFZH LTV
3. ESCHA K414 > DBEISEALIZDWT
-0y 5L EREE(ESC AL FI4 2 To
SCD — &k ¥ B H 19 T @ Brugadadie £ # B H ~ D
ICD A & DG E, 20154E ESCH A K54 » T
i classTald HARFEY A T 1LLERNY -V 2 F
L, BMoBAEND % EH, classbid Brugada
JEMERE & B SN 72 BE T, BREHENMAICE
W, 23 F 7203 S MALRI O Ta 75 ARIET
VF %380 L7z fr L ShTw b Y. 20224 ESC A
£ ¥4 TldclassTalx ¥ 4 7 1Brugada &N
TABRMEEMOS 5 EHL INTBY, classlb
1B X 172 BrugadaJE R B 120 LT 258
SUIEL T 0 71 7 F AGERIT VESFHRE S 1
PEHLENTWS Y. ESCHA K54 YicBWwT
b, K FPBiEMO ICDRLARDZEEA) R 7 W+
ZREHMED ETHAICHET SN TWDE Z e b
5.
4. RRARICHEIZDHM4 KT 1 CEISE/L & BEYE
gy, TEUIEENICDOWT
JCSHA R4 vOUGETIZE D, ¥4 7 1LEM
AR VWHE ECTHBOb 02 EET Rk
o2 bR, REREEORMIIET L -7k,
T EAEFRNRAETO T a7 5 A0S AR
MW2HPU TR0/l ETY X7 T DRERHE
Brash, —KFHHKO ICDHAAD X A
Loz 20074 JCSH A K54~ Tcelasslla®
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721d classIb Td - 7= BH B W T, 20184 JCS
HAFTA VUETIZE D classTI D@ IRA & 72 - 72
BEOSHDOMIBIZOWTIE, #ERmORMIzH 5.
LR O TIX, BEINI R o 72 BEITBWTIZE
Yy ay 7@ B L BETIBS T, NEb%
Ya v JMEBO AP I N KRBV TE
ORIBE LT, EEAERIZX VFE zone Di| X
PP EREEEIIMAT, REBBHT—T VT
TL—3YaryEERLE AMEERNE VE zone
D5 & LIFoiEET, T wave oversensing ™~
VF zone 5| & LIFR RIEDKIE LH %217 - 72
) — FEEREASAE, BEIRI Y — FHREISmZ2 T
SICD~NDOXKHZ 7o 72, B, ICDIRED A ELT
W, FHEGA A & FEE T ICDIRE O E L 2w
BUZ DWW TIE L FETIZFRD S h - 72. Brugada
JEBEREC— R TP Hi H O ICDHiAA RO B EICH
WX, IS T o 72 BB A O ICD iH I O fik i
WZOWTIHEmORIAH S L b 2.
5. AHREDRF

AWFZEIZBVTIE, Hifigk DA DK A EHFFET
HY, TOWMEOEBERIVLh o7, F72, 2007
AR LLHT O — K T B H Y O ICD A & G#E IS O 7 A K
T4 YHESL LRI, ICDAHIAARIZ DWW TR FR RS
RZ DR TOY A7 G2 HD5 T ICD Al A &
AATONI=Z e ERFITFOoN5.

VI. #& B
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ATIE, TV-ICD BHTEFIZT /N A BHEAHHE
BEg SN JCSHA FI4 v OUGETICEw, —
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&, EEIEENZERD ST, ASEEIEENE 2 KGR
oz, —RFPHHO ICDRAMREIL, HA
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osR— IVF (FIVAYEDER, QTEEFEREZZO)—XRFHENDT/INA ABAHFEBECHTFD
7 BT (10ELULE)~4EER, ICDEEIE TINA X RS TILICDNT~

THFEVEC MBI 3T 9™ % A AR 3 RIS 61T 5
BICHIVER)R & T34 A T TOHVICB 9 % Hijitiae 1Y

BlEt DS

RHEM ' HEH D AR AEgZ!
AFHHERL Y BEFRRIE ' AR Nl

Rl WP OWEKERE Y RERRESC!

(BRIFRELERRICH T DEROATELAAEEGHRE)E (ICD) DRICIRENIEZEEZTHD. —FH

THBHNEFECTT /A ABAAZTHONI EELDFREVEMEBDEZEICHS VT, REBOFEBICHS
T2TNARRSTIVIRELRETHD. BREMLEMBICHT D ICDERICETDFEIHRET
INAZRZTINZDNT ICDIERAAEIS E DBESES XU ZDREICDNTRE L. [HEEKER]
1996 F 12BM5 2022 F 8 HDHRRE, sk H0\T BrugadalfEfZd, QT EREMRR:, EM
IDEMBNIT L THBA A B R IENIZREIA A 2 1T DTERER 66 flZz R E Lc. TR 9.9
F(IQR 3.8-15%F), B 5261(79%), FiIF#k 47 % (33-59%) ICHNTFE, ICDELIIFH,
)= RREPRRBEDTNAR NS TN ENT SV A V—MHRICHENTEEI L. —RFF, =
RFECHETDE, ICDBEEERIZRFHBEN—RTFHELVERICZ (p=0.04), P&
TINAZ NS TIVIEBEICEZROLN Dfc. BEUEE) - FEERNIBEMICIBINT DEENDH D
eh, TINARRZTIVICDNWTISIERAAE 7FDS 10 FEOBTHEENZ<ELTHEY, /XU b
DEEFBICOVNTEZENENRENAONL. EEIRFEEOERBOL D ICRIBICT /N1 8K
HBEERDEBEICBNT, FERPT/NAX NS TILOAEEME O+ B R & 1EE LR

BERENSDELEZONL.
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Brugada S R EPE 3% BT Ok

Blgt (1082 ) L7z Brugada e H O FRICE

¥ 5 M

FeoEth L= MBI 7E & (J-IVES) )5
BEM SoE 4 MM IR
B Moligi mAHEZ MR EZ
TAAIEE

AARZICEF NI Brugada lEEEHEADRFRCORKREAE, REYE
ICDNWTHRETD. 2002F 28N 2015F 12 BEXTICER SN, BH#FGET
ETC25 17 1 BrugadafEizE B E 5386 (Fi9FH 51 = 1475%, BMHESH10
B, BHEAE 110+ 700 B)ZzWRE L. LDERELERIT, £AFTI11.5%
(1.3% /%), LEME(VF)BREBETL41%4.3%/F), KEFFFHET8.1%
(0.9% /%), BIEMRET 3.0%(0.3%/F)Th"Y, BRHMORRREERAR (T
BERDERRZB T D7z, BrugadafE&EF 538 FIICDNTLFEREERZREML
223, HBRERIFURNICLERRELERNEL, BBNIRLLEDIFEETLTL
fo. BRLU T I0FBOERREENLGH DI 225FEFIDSE, 46 TEDRIDEE
REZROZ. APISEHT, BERBE(VF3H, k& 16) CEIEEFHRE

BHEVFEELY) THDOI.

I. U &I
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® i IR A
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W ZAT> TV 5. 2002450 HREGI SR BME S h
TEY, IO TORRRE®E IO W TR
L, EHICAMIREESIER DS B, @OENIFEHBIZ
(104E 2L 1) U7z BrugadafE it B O FH 12O W
THET 5.

. BrugadafEf&EHE SRAEH| DEEKIZE

1. R - A&
HEOZWEHETH S ¥ 14 7 1 Brugada L EX

Prognosis of Brugada Syndrome Cases Registered in J-IVFS and Risk Stratification for Patients with Brugada Syndrome in the Long Term

(More than 10 Years)

Japan Idiopathic Ventricular Fibrillation Study (J-IVFS) Investigators : Tetsuji Shinohara, Tsukasa Kamakura, Yuki Komatsu, Yoshiyasu Aizawa,
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Jefl 111 » H) BB E T - 72 5381 CEIA4E G
51 = 145%, BYESI06) 2 xfg & L, Bik O3
(DR ZERIE S L OVGEMEB[VED) B AEOF IO
WCHAAE L7z, WERIE, (1) VFEEAERE: 102 5E 61 CF
YR 089+ 704 H), (2) RAhBEARE 135
FEB CEYBERMR 1100 = 61 4 H), (3) MEREMER:
301 FEB] CEIEHMAM 110+ 61 % ) TH o 72,
2. MR

DF g AR, & T115%(1.3% /4E), VF
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(09% /4F), MAEMERET30%(03% /4F) TH -7z
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3. E®E
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DEERE F i (R) 70 55 76 58
HERME(VFH L < 13k OBEE + (VF) + (VF) + (syncope) + (VF)
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(B£] BrugadafiEfRB¥ T3, QRSA fragmentation [IARERA X NEEET D, H4ISLAE], B
FEfEM Brugada fEf&ECH VT QRS fragmentation S CHEREDERDGEEENRENICBE
9B EEHREL(Am J Cardiol. 2019 ; 124 : 715-722.). LH'L, JERERE:(UwS) 2= T4
EEOEMEF TOLOEBENREZICETDHEITEL. [HEIHREN 10FEUEORBBIREZ1T DT
WDHRESODEMEIBEEZNRIC, VZ2BEEEDOLERSFEHEZLERL, ZORFEZERIEL.
(ER] WS =4%], VEERDEVFEEOEMENIVF) = 3620 RE LTz, £6IT SCNSAZE
OI=DBEDEBGTF/NRIVETZ1To7/=hY, BERD pathogenic/likely pathogenic variants [ZEE T
ERN DR, FHYI1T5FEUWS= 174, IVF= 18%F) DERIR TH o/ (F : HEISHRE DD
fIl&ZFX7T). WSTII, &HFICTEFEETIRZRD, MZ2EF0OIESEIIFREIGS (] : 0.13
[0.10-0.17] mVTERIZ0.16[0.11-0.221 mVTH D7=. PRERIZ 174[165-183] msechH®
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StEEfE oz, XEBIDERTIE, MEERFIC QRSAIZH D7z notch ASEEL, JIEMIC fragmentation
ELTHIRTDEDICH DA : EF 2). JWSEIIHEZIFD JIEX fragmentation#(3 1[0-117T
BTl 3[2-31&, BREMNKIEMAERLZ. —AT IVFEITIE, ##8 fragmentation DHEIRISERDH A
hofz. [#&] WS TIE, DAEEAE KRBT S QRSESEN fragmentation HREM ICIEET DIE
m%RL, Brugadafifzi & —EHBIT 2 U0BZHFEZEL TSI EMhhDc. AERIES
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BEELEZONDTIVAFIERE (BrS) EIIERKR - ECHNERICANREZ. BISORREEGRFE L TRE
SCNSAZEDIANBEEEINDH, ERSICHITD SCNLAZERIZDWTOFHEIIDELY. Ki&EITII SCNSA
ZEZBIDERSHICDNT, BULK SCNSAZEZ 4 BISHIE LR T D & T, ZDRRKRGDEHMZ A4 /-
[BEEHER]I1996 ~ 2023 FICEBB I NICEGREARERT — Y X—ANTEES NIz SCNOAZ R % £ DI
FIDS5, TE - QIBEFEEICERFTIREZBL, MDA MNEEMEARRBIRE 2 ISDEENSFEH D5k ) B
=BT 25EH (B 4B[80%], Fis 24m[HFRME, PATEL]) % ERSE, CovedBLBERZET D
816 (B4 546I[67%], F#s 29m) & BrSEEE LT L. ERSED JEIIEH/T/ vFEOFIERZ—
BICORTE), BIRGAEIITEE 3G, TRIE26ITHY, i< STELIZLERE 26), KFEIFTHO/Iz. 465
TEFEFIC DRITESL (K1), 26ITHRITSNET N D LAF ) ViERKEE R ER (SCBC) IdkEEh D
JEDRESEROI(H2). 2HITRAILOREEISRDT, 42 MILEME) 36), FEFRHGEMEDLEHRA 1
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T RZEE (D5 Pore Bl A 21 ZE) THO/EDICIL, ERSEETCAESINLC4/S5ZENI AV AEE
(D5 PorefBi N 1 ZE) Th o/, PQBELU QRSERIIBISETERICERLTHEY (FNZEN 195 vs.
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1 UBEARRRED 1258, 0EX
O 81 bpm, &AM 7a Y 7, QRS 134 ms.

DT I — A TR R GER Z i S hTw
5, ESERO 7z OB I Twiz, XEXEH T
A DT — 7 PIZGERERAE R L, RIS X0
B2 RBORBE SN BERIZL ) L=
M By ASHERE S, FEAUWERANED 3 1l T H O 01 5B
L. BiERICHGE S N7z, BHIZERREEE A
ML, LMo RREES L O ICD HA A H
BOLZ AR 119 H S B Be~ginbe & 72 o 72,
AIEARTEE SR R © MU 124/71 mmHg, MRIAE
8Llul/ 45, ki 376 T, SpO, 98% (EN5), L
DR TIUIPGH I MET % B (Levine IV / VI), W0
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B iE, FEREmEZR L

MAARE (AR Bk RE) © HIER 10570/ u L, 7%
Mk 51475 / 1L, Hb 162 g/dL, /MR 25575 / uL,
PT-INR 148, APTT 261%, D¥ A ~—21ug/mL,
AST 36 U/L, ALT 32U/L, LD 251U/L, ALP
375U/L, y-GTP 153U/L, CPK 95U/L, huF
= 10014 u g/mL (EFE 0045 1 g/ml i), BUN
19mg/dL, 7 L 75 =>113mg/dL, Na 145 mEq/L,
K 34 mEq/L, Cl108 mEq/L, CRP 0.1 mg/dL.
Mg A XA (FERSRERE : BEI0LKES) :
pH 7176, PaCO, 279 mmHg, PaO, 1634 mmHg,
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M2 DI3—(HE12#KH, HE~#&ks)
O AP SEBEERIRT, AEIRNA 455%, =k BIfE 580 mm, A%
RIS 447 mm, IR BRR OB X 2 TIEMIETHEA 20 5.

HCO,~ 10.1 mmol/L, BE -16.7.

12FE0LEX (K1) @ 0% 81 bpm, WA, 58
SREM7Tay 7, QRS 134 ms.

IS8 XAREE LW 47%, Wi -7z L.
DI - (F 125K HE, HREAEGRKE, M2) : 0'%
AR, ASmERHEE 455%, ALBIR
KWIFE 580 mm, 7= NG AR MR 447 mm, IEF
HBAROBBN X 2 EIEMIER A 2L RO 5.
DD T — T IVRE (5 14978 R8) - EB)IRIC A Bk
L, TRFva) JAmEE, AREETIEUE
ANMERE SEREEBNK T % F800, ALBILIRAM 2536 ml,
e SR H A 87.6 ml, F4IE R IV EE.
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J % & BRI A EE R D B 7

WICTH Y Yok A R —* i
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89 patients from LVNC registry of
Department of Pediatrics Faculty of
Medicine, 2" Department of internal
Medicine, University of Toyama

—

11 patients were excluded

+ Bundle branch block 7 patients (left 4, right 3)
* WPW syndrome 3 patients

* Ventricular pacing 1 patient

Twelve-lead electrocardiograms were
analyzed in 78 patients.

Diagnosis of LVNC

*Prominent trabeculation and deep recesses that communicate with the left ventricular cavity over 1 segment
*Characteristic 2-layered myocardium with a noncompacted to compacted (N/C) ratio >2.0 at end-diastole
*Direct blood flow from the ventricular cavity into deep intertrabecular recesses by color Doppler

1 AAROMREE

DEMBYRIIRTEANDOH G S0 L o TE 7.
FEEREALREE (left ventricular noncompaction)
(B 72 48 HARD WA T & FE B & 3 5 L diE T
% V70 REBEREEICASND JIIE, L0
AHBEIZE > TTFVF T hy 8T =2 BLER
PIZHEA LT, DEOBImATRT NI 5
THIETIRERTHEEZONT, JIELE
RN & OBESHE SN TWE Y. 72, EER
AR E 2 B 1T % notched QRS X516 B4 0 T8
EanTwa Y 22 THIRL L, ARRELR
EIZBIT S JIEB X U notched QRS & DEAENR
EDMHIZOWTHE L7

I.HEAR

1. MR

C ORI E LR/ NER O fe Z e LR 5 o bf
FeRF Y LB S N T oA SR LS
LW SN BE B 2t G & L7z, AR
BEEDERIZ, OULRBEOZEW 2 WATEK L %< Y
TOA A TEHBR O FEEN 22 TEREAS L EBED 1 IX I8 DL 1
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WIRA 5 T B, @0 % BEHS WAL T B g (NC -
noncompacted layer) & &% (C : compacted
layer) & 2EHgELZ 2L, REPIBWTZDH
NC/ClA 2D L, ®@HF— K75 THRIBRF IR
HHERR, L7z Zo8BlnH L, Wruy 27
BICEM 7Ty 7 46, HR7Tay 7 36), TV
W AT WPWIERRE 3B, LBR— ¥ 7
1% %k <EH78BICTIRET L7z (K 1).
2. Hi&E

NEBEZOFRBLITLENTOIEB LY
notched QRS % & &L EBXIFNT 217> 72, JI DIk
#E2FEYLETAT—HLLIE v FHEO>01 mV
I R & L7, %72 notched QRSIZ QRS T
R¥E, QRS® 7 v F, #HE ® R (fragmentation)
MW2HEL ETALNLED DL LT
3. ER

KIWFFED X G Th 5 786 O Jr ALk & B
WZBWTLENEIRIZIFNIED b, TOWNHIL,
DEHH(VT) 461, FEFRHEME O 43T (NSVT) 441,
LEMB(VE)IBITH -7z, LEAERE AT S
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Ventricular arrhythmia (+)

Ventricular arrhythmia (-)

(n=9) (n=169) P value
Age (y.0.) 16.1 = 13.6 13.1 = 16.1 0.63
Sex (male/female) 4/5 36/33 0.63
Sudden death 1 case (11.1%) 6 cases (8.8%) 0.83
Family history of LVNC 1 case (11.1%) 7 cases (10.3%) 0.93
Family history of Cardiomyopathy 0 case (0%) 4 cases (5.9%) 0.31
Embolism 0 case (0%) 2 cases (2.9%) 0.60
Syncope 0 case (0%) 4 cases (5.9%) 0.45
Heart failure 1 case (11.1%) 18 cases (26.5%) 0.31
LVEF (%) 535+ 19.3 52.0£10.3 0.82
PQ interval (ms) 158+ 28 145+ 45 0.25
QRS interval (ms) 80.8*x 129 78.0x21.1 0.59
QTc interval (ms) 436 + 48 435+ 43 0.92

LVEF : left ventricular ejection fraction, LVNC : left ventricular noncompaction

9l & Z LA D 696D BF S 2 T 5 &, 4E
Wi, ZeORAE, BURALREE, LEORKE, 25612
AEBRHBIWMBECARSTAONLE P72
(F1).

JEIZoWToME (K 2) T, Jikix 786 17
B1(21.8%) THRD (K 2A), JHEx AT 5 HEIL2ER5E
DRIEIE AT DIEBIDH L H > 72 [4141(235%)
vs. 361(49%), P=0037, M 2B]. F7z, J¥kEH
THEIL JHAE D WEICIEN, T#HED QRSIE
AVEHE LT 72 (676 = 108 ms vs. 76.2 = 122 ms,
P=00107, ®2C). LEAKIKE JROMBRE
5L, LEREIREAET L JEZ RO 5 HEMN
AHECE»-o2(F2D). F72, JHEmEIZOEANERK
DA TIXMERI A B3 H - 72(016 £ 0.04 mV
vs. 0.13 = 004 mV, P = 0.167, 2E) %%, Rk &
THIIE L2 JHEE /RESITOEAEIREECH IS
KED-72(022 = 008 vs. 0.12 = 008, P = 0.0352,
X 2F). J¥k% R 7-FHE L LEAEIRO MG (X3)
X, LDEANERZBOL Do HOLEXTIET
BE, QIRE, MBEREEIC k&R0, FRICHIEELS
Motz =, LEAEIRE RO R T HREEE
ETEERFED AT, MIBEE LD ADRER LA LN
T, MEITFWICHEE R ENA LN (P = 0044).
JEBI 2R 5 (M 4). 29BHETOEVEEFRIC
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RBWE L e o7z, REEREOLERNIC LRSI Z
R7z(HM4A%E). 4E\§<$ETE1"€';JJ:7§0);D€'€’C“@9€
FIC/R 9 & 9 (S FHIBESE I TPk %2 32 72 (K 4A
ﬁ)Mﬁ$ﬁb%HfiLE%ﬁ%@® ¥y
WA= FREMTLYMEINLZ s, Biomet
WhgEbN 7z (X 4B).

—7, notched QRS O#ET (B 5, 6) Tld, notched
QRS i 78 B 1541 (19.2%) Tis 7z (K 5A).
J E1EH® 7% Y, notched QRSOFMET I FHED
QRSIEICH B & £ XA SN & » 72 (K 5B).
Notched QRS & LEAENR E ORIFRTIE, (LDEAK
R % 2. 72 C notched QRS % 583 % AEHI A3 B2
%972 (P= 0041, ®5C). Notched QRS D7D

7oL Tk & AR D ANIENR & 323D 71 C T RE
HIENZL RO BRI D - 72hS, AEAEI Lo
72(X 6).

m % =

ShFE A, ASEEEIEEREICBT5 JkS
X O notched QRS & LEAEIR D AR IZO W TR
A L7z,

TR DB LEEL, OEEEOBE 2 HIRD
WAETE R & TR BR 2 TERE R AR & L, $RaRELLT
RO LR REREE 2 X 25T Y, mikEk
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A B C
J wave (+) P =0.037 P =0.021
17 patients (21.8%) 40 - 5 100 -
—— — £
A 5 R = 80
2™ 5
S ﬁ _ 60
0 & 204 <
—_ -
J wave (-) -E- c T 40
61 patients (78.2%) =.5 55 E
53 2 2
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§ e g b ]
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D E E
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Ventricular Ventricular Ventricular Ventricular - Ventricular Ventricular
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2 EEBBAEZICSH TS JEORE

A EEREARERZICET 5 RO,
D DEAEIRE JHORR, E: LEARIRE JHERSOMR, F:

B Ji L RMEDORBEDORMR, C: Ji & IFHED QRSIRD AR,

DEAIENR & J ¥ /RP R OBIFR

P=0.044

Inferolateral
2 cases (16.7%)

Inferior
4 cases (3

Lateral
6 cases (50%)

Ventricular arrhythmia (+) Ventricular arrhythmia (-)

3
DERERRE JIREBO 1258 D

iV VR REIRE RSO ORERKATHY, %
SRIEIZAIENRIER LR B T & 2 5 LB AREENR
EOMMAURIEE D Y,

T B RBEALRE EREGIE T I % & & FUYFR 04 0 4
FEDY39% & i <, IO 2 A1 O e SRR
FEBNE DI R O EME) 2 509 2 BB AN R B
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MThdEHEEN". Boineau JP 5 Y13, 4 X
DETFTNVEZHWTE FO JIEOEFIZOWTHRENL
TWwWh. ZOWETIE, 1 XOLELZHILEMHED
DE P Purkinje SEAEASA D AR, HlH A D
N D LHIED S DAMEANDRE N — » Tld 7 <,
U 8 P A S O P & OB o 25 1) (2 LA
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A B

On admission After VT termination

RTE WU

Baseline

fORS 147 ms

¢ 1
[ EELE V) /N RMS40 7.0 uV
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m AR r mEE i
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Pilsicainide 50 mg
aVRESWE = v, __\_J(\_ fORS 144 ms

L

é%%
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e

U
e AMAAA v, 0 " ., r

4 JKERTHIAERBILEEDEN
A LSRR &R O 1235505EM, B Base line (RE) & ¥V 7 £ = FAMT (50 mg) B (F B O sir-32.0 M.

A B C
notched QRS (+) - P=0.041
15 patients (19.2%) 100 - &
[75]
. e e
w g 70 -
80 4
£ g o]
— 2 e
Z 0 S 50 4
s 2 40
Notched QRS (-) 5 40 - 6 o
63 patients (80.8%) = g
w1 g E 20 4
& T 10 -
w
0 G 2y
Notched QRS (+) Motched QRS (-) Ventricular Ventricular
arrhythmia (+) arrhythmia (-)

X5 AEBELEZECFH T3 notched QRS DA&sT
A EEBEALRESE B FE 2B 5 notched QRSO #i 1, B : Notched QRS & T #E o QRSIE D B4R, C: LEAEKIR &
notched QRS @ Ei4%.

L, SHICE ) RIS BAHET LTS, — &, BRI T L ] il 56T, O
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P =0.50

Inferolateral |
1 cases (9.1%)

Lateral
1 cases (25%)

Lateral
5 cases (45.5%)

Ventricular arrhythmia (+)

Ventricular arrhythmia (-)

6
DERERRE JIRERBD -FBDOLE

Purkinje A A5G RGPS B A AAR Y, H#5
FS B A RS2 T U R R o R & 72 2 11
REMEA D 5. LRbHs Cid T % B < QRSIEIZ
MLTHY, ABIETD JEEAT LRI T HE
D QRSIEIX JHAAH LWl X D 4RI L
T/ 7z, RHIBEREICHBIT 5 MEES L
XM HINEE (2 BT FE 5048 2 520D 5 AN D FE R A EE IR
L e OGP hs b, AHFEICBEVTY
DEAEREZ AT HETIETRED L I3 TRE + B
2 JW % RO B DA SN2, B Lk EOLR
fir & JIEDNE DM O WTIESHROME 25 LE
ThHb.

Fr B RUEACRE E OBCEALRE 3O MBI
X % IRIMAEE G- U 72 a2 LS S, 2 OEBAL
DARERIE AP AR EL TN D DY) LZBAFENR D S
HWEZRDIBEENTVS Y. T OEHEBIER 4
H 58 25 notched QRSICEFRT 2 W HEMEDS D 5.
AIF5E Tl nothced QRS IZ-DEHIME H I 5 441
D95 H2BITRD SNz, LFEHI L notched
QRSO RIZDOVWTIL, T 5L MNP LETDH
%Lz bz RIERITHIR L 72 BB O = 5
FEBNZ, JHZEZA L QRSIFEIZRCRILVH DD, b
7% notched QRS ZBD A > 72, L L, ME
FHLERTIHOEBEENVEETELVSY AL = F
AWM Tk L D Hm SN, ARBEREEEICBIT 5N
BB & LEHINE OBRIZOWT D REA
WL EZ bz,
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g% SSEMINREIC ST T JIREREDAESIZCDOWNT

ek B TE AR ORE K 8 D hii A A Y il B 45 8 V) 1l &
JIRIZDWT o R jplgs

IR A—BE =R NEIEd SiARSEN
WINERE ¥ M KEETE A RER
BERAREE B EHHEE AR
ALBEMORER Bl PRAKER

(ER]EERIEIDET—RUICIIFRRIDERRS VONTIND. LML, FICIINAREERICKT T
%,Jiﬂf\b RUNEEHPLERERZRET DBENFEITD. DEFREMZRET 2BEHDME
I‘n]' BICDWTIIARBERNZ L, URXIBEAML - B2 AZFRMAENER (ICD) fEAADEFICDINT
IIFERORMEAESNTIND. e, BEMBERDEERIBBNREREEDBEICDONTERO M
ICIEDTUVELY. [F5R]12002F 05 2022 F L TICHR CTEERMIVMVELZich, hDOEE
MEMESVDEN RRE TRE L ODERERICH T D2 ZRFHELTICDZERAINBEZTREL
fo. BR - NRE - @t)1FE - NEUFE - JREELCZ2RIBBHREL, HozsTmLz. [#ER]
MRBEIL 31T, FHREHBIS 10.3FCTREBAEMEIL 20.5F THo>/z. BHIESNII 66l
(19.4%)TdhY, ICDIERAAIZELLDTHDEB bz, IRBRERITIA(29.0%)THY,
BEMUDEABEERD JREREREARETCH O, DEAERELER SFULBBLILED IR
REBARERIIO661(19.4%) Thofz. ICDEFEFEDEB TOLLETIE, BEREE - WARE - )
B - TEFE JROBEICEREIIAONAN DI, MEFEE RIS ICDBEFESHFE CHERICE<
Honfc(3/64)vs 2/2561, P=0.038). ICDEAANSELIFENE THOFIIERRE L 2.6 FTH
DERIEIIS.8FTHY, ICDIEIAAE OFLARETIS 1 H1EEIFEN T DERIIAONLEN DI
(H). [Ew]RMEZRS RN BEEERVEBEDOLERBRRBEDFARFLLDHEENHY,
IDEAREIREER 6 FLALDEBUHHTISOEARBIROBREBR ISR EEWNZ EARKENT .
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Long-term Progress of Appropriate Therapy of Implantable Cardioverter-defibrillator and J Waves in Patients with Coronary Spastic Angina
Koichiro Yamaoka, Marie Miura, Seiya Komine, Minami Suzuki, Masataka Sunagawa, Wataru Tsuno, Yoshiaki Mizunuma, Takafumi Sasaki,

Hirofumi Kujiraoka, Tomoyuki Arai, Kiyotaka Yoshida, Masao Takahashi, Rintaro Hojo, Takaaki Tsuchiyama, Seiji Fukamizu
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Probability of appropriate ICD therapy free survival
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Kaplan-Meier Survival Curve of Coronary Spastic Angina
Patients With ICD Insertion
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Subtle microstructural abnormalities in BrS, ERS, and IVF :
An underlying cardiomyopathy?

Elijah Raphael Behr

Professor of Cardiovascular Medicine and Consultant Cardiologist and Electrophysiologist Director,
Cardiovascular and Genomics Research Institute, St George’s, University of London St George's University
Hospitals NHS Foundation Trust, London Mayo Clinic Healthcare, London

Traditionally, arrhythmia syndromes associated with an apparently structurally normal heart have been
thought of as primary electrical disorders, often due to hereditary channelopathies. Data from human
pathology studies and epicardial mapping and ablation studies has suggested, however, that a subepicardial
substrate of subtle microstructural abnormalities (fibrosis) is present in the right ventricular outflow tract
of high-risk patients with Brugada syndrome (BrS). This observation has been extended to sudden cardiac
arrest survivors with the early repolarisation pattern (ERP) evident in the inferolateral leads, the early
repolarisation syndrome (ERS), and in BrS patients who also exhibit ERP (AKA global ] wave syndrome).
ERP-associated fibrosis tends to locate to the inferior right ventricular and inferolateral left ventricular
subepicardial regions. Ablation of delayed and low amplitude signals associated with the type 1 Brugada ECG
pattern and/or ERP, and amelioration of the ECG patterns themselves, leads to a reduction in ICD therapies
in high-risk patients. Pathogenic SCNSA variants, associated with conduction delay and potentially myocardial
fibrosis, have been identified in some patients with BrS and ERS. More recent epicardial ablation studies in
patients with unexplained cardiac arrest and no sign of BrS or ERS (idiopathic VF), have also identified
many with similar areas of abnormal signals. These regions appear to act as anchor points for VF drivers
during body surface mapping of induced VF. Recent genetic studies have identified pathogenic variants in
cardiomyopathy genes amongst patients with idiopathic VF. These findings have led to the proposal that
the underlying pathology in BrS, and much of ERS and idiopathic VF, is a spectrum of subepicardial
cardiomyopathy that can only be detected in vivo on the ECG and/or during mapping studies or at post-
mortem by histopathology. Appreciating this paradigm will lead to a more personalised and granular

approach to diagnosis and therapy.
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