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Rk 29 ARRE R AR ST B R AT JERL B A (A IR R EBORITIE 3 (RIG MR B BORITIE R 36) )
[/ L 1 0D L e I 7 il HH LT LW@ BT EEIE DR & BT E %
BB LT2BIR AT A R T A DRI B D AF5E]

Sy bR

QRS FEREHEIC & 2 JERAELLAHAE O RHAZKIC B4 5 BREY

MEREE  FHARIERD
WHIE A ARG D, (EKET I, A/ RN, EARRMY | REEDY | AREED,
RISTERD
W 0#E  BTERSE ©
AT B VESLR GRS R 2 — DFUBCRIEME R, AR/ R R E A
T—var, IMEERRFEERERE 2 — YREZEL 7 U=y 7 NFESH
MR 2 &bt o2 — OEFIEANAHACRRIBET 7 U = 7 | DGR
UNE YT —va ke, OB T IIE S

WRER

[BE] /718, PR LR &R 1LFEOBLRNIIERALLIHAE (HCM) fito 7= 0.0 ERM QRS
W B2 ERLT 5 2 & o /T 4 LRI W S 072 HCM BRI D/ NF: LAERFO DB Z Et L.
QRS ¥ FEVEMEIC L 0 RIS el e MR35 2 &, [ & HEE] [1] QRS I i EEME O VERL ;
/N LA 16,773 44, P 14 18,126 44, AR 1 4F 13,502 4. it 48,401 4 Ol VLB A L
7oo/NEE HCM OBEEEIE 10 7 AT 2.9 A & HEJI S 41 TH Y ,5000 AT 1 A OHfH EHEZ fRF L7z,
JERATRLE LT, BERINTWD 1) SVi+RVs, 2) SVi+RVe, 3) /hE HCM IEKIL#E (RaVL+SVY).
4) Cornell ZE¥% (RaVL+SV3), Z H 7=, A [EIHI7212 5) Vo 5% (RVo+ SV2), 6) Vi ZEHE (RVa+ SVs),
7) Vi B (RVa+ SVi) BRETL72, [2] HCM O BIARZET OEt 5 /N5 4 LRI HI O TR S 4z
14 B> /N 1 BED ECG A at T& 72 13 Bl >\ T IR M fTRE kst L=, [HEER] [1] %Erﬁ@
TERG ; /NFELE, R 1E, B 1EOBLHINC 7HE ORHEMEZER L2, [2]HCM O 2 H72
OREt 5 13617, 1 BIITENE 4 FEOEX TH 0BRGN HERIN L, BRI 12 I TRt L7z, %%
HEZii 7= U 7= BB E Ve 2 YE 4 5], Cornell 257 3 3], V4 254 2 f5i], SVi+RVs 57 /NE HCM %
Y, Vo RERZN TN LHITH o 7o, Ve MR- LTz 4 BINTZERIEH], Besh & bpl, e 1R
DEBEENEEZ 19mm H - 72 16, BEOREN HCM O 1Bl TH 7=, 12 Fld 2 Bl EXK R
IR SN, D a— ORI BIE D EEE A 72 S 2o IEH & STy, [BE]
PR & 5 8 L oW a O N R O ERLES L OVLEFRINE A KT 5 & B2 bivd Vs ik
WEDEHIZ X 0 | A LIRESEIE HCM EIERIL 6 4RO B2 & B AN AR L B 2 6%7‘:0

[F5ER 14 Bl ORGCrER S 7o fi ke {Va 2% (RVa+SVs) %ﬁﬁb\‘é & A B3N LR T
B Thole, RFRIC L DEFEIE, LHERIEDOT —ZINEIC . /N HCM o BRI, R
HIC AT 2. HCM DL ZEIRIE PRI ATRE & & 2 BTz,

A. BFZEER WCHEILL T D Z ENE L, NEAICER S
/NRIZE T DAERALLRAE (HCM) @ ECG 72 b OITEMREN Ao 1, thZ2 A DI TRk
O WIEEIIRAG R RIC LTS D S HCM B2 o ECG T /Lo B RE (2 B4
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% AR B0 720, HCM BB 0 225K B0 L Eh o )8
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BN TETCWiholzZ &, HDHWITZH
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B0 Y R EBHIRN CTE Ao 2 L&
19 %, FHIRW D ATREIC e ALIX 8 B) 72 A 16 4
ENARRICR D Z & 7)>%*ﬁ S5, £EZTLE
BART WL 2 IV T L0 B2 W3 rRED >, HCM
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2 LAERECHIO TR Sz BIRo/NVE 1L
D ECG ZHamt L7z,

B. BFH A E

[1] FEEEDO1ERL

/NF LA 16,773 4 (J51- 8350 44, 21 8423
4). 7 14 18,126 44 (951 8943 44 . 7z 9183
4) i 113502 44 (51 6477 44, 2 ¥ 7025
4). &t 48401 4 D LEXEMEH LT, AfRT
X, R - REEINR - STIT R E 283 561
Z RO LT/ N L4255 7- 8350 44 D LB X & FH
720 HCM O IEMEZRBHEE 1T 0> TV 7203, 10
TN 29 NEHEHI S TR Y 3, FFHERIC
5000 A2 1 A DOfhHIZEAE CEEIME +3.5401 x 42
R & Lz, IERFTRE LT, fEkOER
OLEERHELZEL LTHOYOND Z 0%
VY 1) SVi+ RVSY. 2) SVi+ RV, 3) /iE HCM it
KIEHE (RaVL+SV,)?, 4) Cornell ZEHE
(RaVL+SV3)? & H\ /o, A [EEHT721Z 5) Vo L HE
(V2D R L S DOIMFEAE, RV2+SVa), 6) Vi A
HE(RV3+SVs), 7) Va 57 (RV+SVL) b FET L 72,

[2] HCM HJR o LXK AR R,
K J@BE T 7 4+ 1 — ORI 5 16 451 (55
W12 4, W46 @55, INF 4 FELREIZY)
Tz s 146 (BIR 1261, 28 2 61) @
milﬁﬁwanﬁﬁﬁﬁ%tmﬁu%ﬁn
o N2 Bil) 2o T RIS FTRED MR AT
Ltolm@@@lié%4 %@twﬁﬁ#
SERANL, BEC 124 (B 104, &1 2
£) OLERTHRF Lz, 12 619 16128 18 i
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RE (EEF) oS s PRIEEE 2
DB Tholz,
[2] HCM IR D0
F 21z

5 [ T L

HCM B2 12 D /N5 LAFEAERE DL
OB A Lic, BREEL LB
V3 2EHUE 4 f51], Cornell Z5%E 3 3, Va4 JE7E 2 1]
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TP TH o7z, Ve FEEZ 72 L7 4 Bl
1HE D EEBEELMELZ 19mm & - 72 14 (Case 1),
Besh M5 1L (Case 4), 228KX%E451 (Case 5).
7 HCM TodH-72 14 (Case 11) T o7z,
DEXO B BT R [BERIk-1EH] (Case
1), [BE -5 ] (Case 4). [1E % #iPHPN] (Case 5).
[Ek;7%5] (Case 11) Tdh - 7=, Case 4 ITH TN K
AT (Rsr’, R=2.8mV) 23% 10 | [ 2 — AN
TN T\, LEFRRRIEIERS L OO

~

JERFT R 72 7= O IE 5 & HWr X v T V7=, Case
6 13/ LAERFBEIZ VL, Vo IZ Q 2§38, L=
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D. B8

BUE E CTHOT ABUED 506175 & O LEER
i‘lﬁl TEFRMEITIER SN 2 &3, Zﬁfﬁ%’ﬂ%

WIROBEXE L THWLNZLE £2T24
ULOD/J\ETJEE%%%EJ'%E@#IJEJL%EQHT:?60)(“
bHY . ZEBITHD LRI LD EAEEE LT
EDOE WG DIZ72 > TS, L7z o TAREF
e T DL FEYEME I evidence-based D i»=E



JERHEEREE N Z D,

LA DFE DD HCM DR D —> T % 0
FEHRIERZ KRS 5 EE 2 HLD VD
BRICE D /NEE HCM BEEF O BHI2 W &
BHINADNAREE B 2 bz, 72, LEXT
B ARDIEA, DT a—NIER TH a8
BRNERZ LR TE T,

E. (\na

fd 2 48,401 £ DILER NG T —H 12D
b\f:/J\;uﬂﬁ@EéHEk%ﬁ%f’EﬁkLf:o RN
HEe 1A TR & A7z HCMS B /N 1 4R D
DEXFT A2 E Lc, S RIOME CIER I
TR EETE {Va U (RVs+SVa)} #H V5 & 44
I/ NF LAERICBERE Ch o7, 9B LHIlT
DEREE 2R SN TOEA, DRIERSH
FEDOFERE 2T S n=d, IEEE ShTw
T2o ZHIOREHE/INR NS DLER - DR
&Wﬁ@ﬁ%i%%ﬁﬁﬁ@%ﬁk\umﬁﬁ
DB - DN S AT R 2 R 5 2
amiw\m R HCM O b 7 LA Bl Y -
LA T I 2 W B E D VERL & HCM O LigiZe sk
TR AIRETH 5,

(BE )

1. Lakdawala NK, Thune JJ, Maron BJ, et al.
Electrocardiographic features of sarcomere mutation
carriers with and without clinically overt hypertrophic
cardiomyopathy. Am J Cardiol. 2011;108(11):1606-13.

2. Brothers MB, Oster ME, Ehrlich A, Strieper MJ, Mahle
WT. Novel electrocardiographic screening criterion for
hypertrophic cardiomyopathy in children. Am J Cardiol.
2014;113(7):1246-9.

3. Norrish G, Cantarutti N, Pissaridou E, et al. Risk
factors for sudden cardiac death in childhood
hypertrophic cardiomyopathy: A systematic review and
meta-analysis. Eur J Prev Cardiol. 2017;24:1220-1230.

4. Sokolow M, Lyon TP. The ventricular complex in left
ventricular hypertrophy as obtained by unipolar

precordial and limb leads. Am Heart J 1949; 37:

24

161-186.

5. Casale PN, Devereux RB, Kligfield P, Eisenberg RR,
Miller DH, Chaudhary BS, et al. Electrocadio- graphic
detection of leftventricular hypertrophy: Development
and prospective validation of improved criteria. J Am
Coll Cardiol 1985;6:572-580.

T ARNFIREGRLE LTRERTETH B,
Priority (XRERFEOEIGHILICH B

F. BFFERE

1 BRXXER

X

1. Saito A, Ohno S, Nuruki N, Nomura Y, Horie M,
Yoshinaga M. Three cases of catecholaminergic
polymorphic ventricular tachycardia with prolonged QT
intervals including two cases of compound mutations. J
Arrhythmia, 2018 (in press).

2. Yoshinaga M, Iwamoto M, Horigome H, Sumitomo N,
Ushinohama H, Izumida N, Tauchi N, Yoneyama T, Abe
K, Nagashima M. Standard values and characteristics of
electrocardiographic findings in children and
adolescents. Circ J. 2018;82(3):831-839.

3. Vink AS, Clur SB, Geskus RB, Blank AC, De Kezel
CC, Yoshinaga M, Hofman N, Wilde AA, Blom NA.
Effect of Age and Sex on the QTc Interval in Children
and Adolescents with Type 1 and 2 Long-QT Syndrome.
Circ Arrhythm Electrophysiol. 2017;10(4). pii:
e004645.

[Fn3X]
1 MK, BRIER. FLUIFRAE S RIE QT iR
SEERE (LQTS) & ALULSRIEIEMRREIC A B D
LQTS Bliilifs A R ik, JREREEME. 2018
26:64-69.

EKIER. FRBEZIZET 2 DIRZ &~
INFRR DR ek (DIGBM) o#ReE. BIRE
RERMLH#, 2017; 796 (10): 31-32


https://www.ncbi.nlm.nih.gov/pubmed/?term=Norrish%20G%5BAuthor%5D&cauthor=true&cauthor_uid=28482693
https://www.ncbi.nlm.nih.gov/pubmed/?term=Cantarutti%20N%5BAuthor%5D&cauthor=true&cauthor_uid=28482693
https://www.ncbi.nlm.nih.gov/pubmed/?term=Pissaridou%20E%5BAuthor%5D&cauthor=true&cauthor_uid=28482693
https://www.ncbi.nlm.nih.gov/pubmed/?term=Risk+factors+for+sudden+cardiac+death+in+childhood+hypertrophic+cardiomyopathy%3A+A+systematic+review+and+meta-analysis

2. FRRR

[EFRF=]

1. Yoshinaga M, Seki S, Ushinohama H, Ohno S. QT
Intervals During Nighttime Sleep and Circadian
Autonomic Activities in Healthy and Long QT
Syndrome (LQTS) Infants. Scientific Session 2017
American Heart Association (AHA), Anaheim,
2017.11.14

2. Sumitomo N, Shimizu W, Yoshinaga M, Horigome H,
Aiba T, Suzuki T, Nakamura Y, Aragaki Y, Kurosaki K,
Miura M, Ushinohama H, Takahashi H, Horie M. The
Prognosis of Catecholaminergic Polymorphic
Ventricular Tachycardia. Scientific Session 2017
American Heart Association (AHA), Anaheim,
2017.11.12

3. Yoshinaga M, Ushinohama H, Ohno S.QT intervals
during sleep and circadian heart rate variability in
healthy and long QT interval infants. European Society
of Cardiology Congress (ESC) 2017, Barcelona,
2017.8.29

4. Yoshinaga M, Iwamoto M, Horigome H, Sumitomo N,
Ushinohama H, Izumida N, Tauchi N, Yoneyama T, Abe
K, Nagashima M. Standard values and characteristics of
electrocardiographic findings in children and
adolescents. European Society of Cardiology Congress
(ESC) 2017, Barcelona, 2017.8.29

5. Ohno S, Ichikawa M, Takayama K, Itoh H, Yoshinaga
M, Horie M. Arare variant in RYR2 is a candidate
modifier for the patients with Brugada syndrome and
conduction block. European Society of Cardiology
Congress (ESC) 2017, Barcelona, 2017.8.27

6. Aoki H, Ohno S, Fukuyama M, Kayatani F, Yoshinaga
M, Horie M. SCN10A mutations related with
bradycardia and conduction block in young patients.
European Society of Cardiology Congress (ESC) 2017,
Barcelona, 2017.8.27

7. Lahrouchi N, Tadros R, Mizusawa Y, Postema PG,
Yoshinaga M, et al. Multinational genome-wide
association study in long QT syndrome identifies a role
for common genetic variation in disease susceptibility
and points to a polygenic architecture in

mutation-negative cases. Heart Rhythm 2017, Chicago,

25

2017.5.12.

8. lwamoto M, Yoshinaga M, Izumida N, Nagashima M,

Tauchi N, Sumitomo N, Ushinohama H, Horigome H.
Marked early repolarization with age in boys. Heart
Rhythm 2017, Chicago, 2017.5.12.

9. Horigome H, Nagashima M, Yoshinaga M, Sumitomo

N, Tauchi N, Izumida N, lwamoto M, Ushinohama H,
Kato Y, Abe K. Screening Japanese School Children for
Cardiovascular Disease: Establishing Reference Values
of p/QRS Waves on Electrocardiograms for 48,000
Children. Heart Rhythm 2017, Chicago, 2017.5.11

10. Yoshinaga M. ECG screening and Brugada syndrome.
Pediatric and Congenital Rhythm Congress
(Pedirhythm) VII. Thessaloniki, Greece. 2017.2.5

[ERNZER]

1. Yoshinaga M, Ogata H, Ito Y, Aoki M, Miyazaki A,
Tokuda M, Lin L, Horigome H, Nagashima M. Walking
as a Treating Childhood Obesity: A Randomized
Controlled Trial. The 82nd Annual Scientific Meeting of
the Japanese Circulation Society, 2018.3.25, Osaka.

2. PR —, BHOKIER, BE R, MERKH, LERRE
KBRS, HAERIE, t&HEZ, PEE (5. Prognosis of
Patients with Ventricular Premature Contraction
Diagnosed in the School-Based Cardiovascular
Screening. The 82nd Annual Scientific Meeting of the
Japanese Circulation Society, 2018.3.24, Osaka.

3. 0Ohno S, Sonoda K, Ichikawa M, Yoshinaga M, Horie
M. Detection of Copy Number Variations by Next
Generation Sequencer, a Missing Genetic Defect. The
82nd Annual Scientific Meeting of the Japanese
Circulation Society, 2018.3.24, Osaka.

4. HEXRIEFR, REECD, SAREP, 4/ @K, E
KEF, ANEA, A&, BB, RIBIER.
ANRODERFEEM RSB D8, &5 53 [nl A A
NETRBRARFRPMES, TR 29FT AT H, &
i

5. HKIETR. AEp» B A7z D2 MM (VPC) %8 A= 4
ELIRNER. ERERLUIC 77T A, T
R 2948 A 19 B, 5

6. EKIER, /M, KEEF, BiH—. @&



WILRB L QT IEEJEMRE (LQTS) LI AR
QT Bk X OV A ARG EY O H NAHE). H ANE
IRFP=E 42 BIEHIFTES. FERk 2946 H 29 A

G. JHIEEME D HIFE - &R
1. FEEFEUS 7L
2. ERFERek 2L
3. Zofh el

26



FK1 AR - PR Ol EL HE

SV1+RV5 | SV1+RV6 |RaVL+SV2|RaVL+SV3| V2(R+S) | V3(R+S) | VA(R+S) | Cornell Pr

ANE RS 5.75 4.80 4.23 3.53 5.73 5.28 521 3148

/N 5.70 4.83 4.19 3.25 5.38 4.69 4.75 2773

1% 6.26 5.34 4.79 3.74 6.04 5.23 5.27 3651

141 5.04 4.55 3.94 2.73 4.87 3.80 3.72 2516

=@l 6.47 5.64 5.18 4.02 6.30 5.23 5.13 4123

it 4.49 4.19 3.45 2.45 4.20 3.30 3.11 2323

FK2 TFAER - MERIOEE E D DORR AL

AN RS 9 12 4 14 10 15 7 20 8350
ANE e 9 15 10 6 17 11 7 14 8423
1% 20 17 9 14 15 16 13 22 8943
it 26 24 18 25 19 25 30 29 9183
1%+ 14 11 7 8 11 8 11 12 6477
il 16 11 8 18 15 21 21 26 7025

fast 94 90 56 85 87 96 89 123 48401




K3 PNFAFELIRICD

Wr S 7 JE RO i iE AR IR

@/J\%]_QEH#'L‘%F)TE

No | M | SVi+RVs | SVi+RVy | RaVL+SV,| RaVL+SV;| V,(R+S) | Va(R+S) | V,(R+S) | Q(+) | ST | invT L AT /NEBIZM | UCGHIAT | IVSTh | PWTh
1] 1 5.34 5.00 2.50 4.40 3.66 6.20 4.90 - - - - B 1E 1 12.1 19.2
2 1 2.40 2.05 2.95 1.99 4.80 3.64 3.15 - - - - E i 1 27.5 9.3
3 1 3.00 2.10 2.04 2.60 3.94 4.64 5.00 - - - - B i 1 8.3 10.5
4 1 4.30 3.90 1.95 2.67 6.14 6.82 4.62 - - - |RVH B S-S 167% 14 9
5 1 4.20 3.60 5.24 5.24 5.34 7.04 5.10 - - |V6 - E i 1 25.8 10.2
6 1 2.63 2.06 1.82 1.85 1.72 1.75 2.70 |VviVv2 - - - BE S e- TR 1 8.6 8.6
7 1 3.50 2.85 2.81 2.29 4.06 3.70 3.23 - - - - IE 1 18.7 8.8
8 1 2.90 2.60 2.69 2.35 4.04 3.14 4.00 - - - - IE /N6 20.8 18.9
9 1 1.90 1.60 2.62 3.70 4.08 5.20 4.06 - - - |notched R, IVCD |58 ftJsk- S 1 13 13
10 1 3.60 3.00 2.54 2.80 5.08 4.90 7.18 - - - - IE 1 13.6 9.3
11 2 4.10 3.00 3.66 2.83 5.45 5.87 5.03 - V35 - - PR /N 14.3 6.1
12 2 3.84 3.23 2.45 0.60 2.60 1.10 2.30 - - - - IE 1 19.7 10.1

[E%ZE] invT; inverted T wave, ST, ST depression, IVSTh; interventricular septal thickness (mm), PWTh; posterior thickness (mm), IVCD; interventricular conduction delay.
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ELPE, R, =RAH. FEREERm. AR E
PE s, T EE . Anovel MYH7 and CD36 gene
variants in a fetus with left ventricular noncompaction;
crosstalk between beta myosin heavy chain and fatty
acid translocase deteriorates heart failure after surgical
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# 1. HE ORI IR

# (n=105) A7 (n=99) B[ HEIOHCA (n=6) 5 value
FEME, A % EHE, A % FEME. A %
PER () 67 63.8 62 62.6 5 83.3 0.4141
WIZREFE () 7.6315.04 8.1345.12 3.48+5.57 0.0342
FROUR 45 43.3 44 44.4 1 16.7 0.3025
SR 2 25 24.0 26 26.3 3 50.0 0.3025
EY 6 5.8 5 5.1 1 16.7 0.3025
Z Ofth 29 27.9 24 24.2 1 16.7 0.3025
DA DHE 6 5.7 6 6.1 0 0.0 1.0000
DAEDFE 13 12.4 10 10.1 3 50.0 0.0243
FIRIE 15.3 33.3
DMFIE 17 16.5 15 7.4 2 20.0 0.2532
JEIRIE 8 8.1 7 7.1 1 25.0 0.3468
NIRRT 7 8.0 6 14.3 1 40.0 0.2865
BARFEHIR A 15 15.8 13 28.6 2 100.0 0.1725
BR T2 8 36.4 6 31.6 2 100.0 0.0427
e 37 35.9 31 2.0 6 16.7 0.0015
ARB 3 2.9 2 13.3 1 83.3 0.1648
B JHE TR 18 17.5 13 20.4 5 66.7 0.0005
ACE BHEH 24 23.3 20 13.3 4 50.0 0.0245
FRFA 16 15.5 13 20.4 3 83.3 0.0453
i D FEFH 25 24.3 20 4.1 5 50.0 0.0029
FEFE) 7 6.8 4 5.8 3 50.0 0.0035
TEIRBR AR T4 TR 6 10.5 3 0.0 3 16.7 0.0114
DA 1 1.0 0 0.0 1 66.7 0.0571
FE IR AE 4 3.8 0 0.0 4 83.3 | <0.0001
OHCA 5 4.8 0 5 <0.0001
Holter /Ffn (42) 11.50+6.30 10.96+5.69 37.9 | 15.66+11.23 0.0 0.2225
VPC 22 68.75 19 65.5 3 100.0 0.5343
VT 1 3.2 0 0.0 1 333 0.0968
il D R i 13 43.3 11 2 0.5645
XP “Elin_WI2 7.94+4.81 8.06+4.72 5.75+6.75 0.3521
CTR 48.31+7.99 47.8167+7.5113 | 6.8 | 57.25+12.20 25.0 0.0205
TERYER 5 6.5 4 34 1 25.0 0.2877
FEJER 3 3.9 2 1.7 1 25.0 0.1814
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Jif 82 ifn. 2 2.6 1 1 0.0101
UCG i _#%2 8.15+4.69 8.46+4.85 4.33+7.50 0.1568
FS 35.61+6.47 36.39+5.46 20.00+6.08 <0.0001
EF(S) 71.46+10.46 72.56+9.08 48.03+12.17 <0.0001
BNP #)[E14 i 10.08+7.60 10.57+7.43 7.75+£9.17 0.5119
BNP #EIE 69.7+128.4 70.3+137.9 67.1+96.6 0.9659
BNP i & - i 13.4+10.1 13.849.5 11.7+13.8 0.7225
BNP i & 209.9+373.9 188.0+396.4 286.6+318.2 0.6560
NT-pro-BNP #][a] 4 fin 8.23+8.49 6.50+6.02 29 0.0042
NT-pro-BNP #]J[=l fi 1354.8+2495.8 1138.4+2476.1 3952 0.2983
NT-pro-BNP fix &4 i 7.1+9.5 4.0+3.9 29 0.0010
NT-pro-BNP #x & fE 2901.3+4233.5 2751.2+4549.7 3952 0.8132
XP ARl _fifk 11.33+£5.45 11.31+5.70 11.66+4.04 0.9175
CTR 47.09+4.61 46.97+4.88 74| 47.33%£1.15 66.7 0.9018
FERIER 4 11.4 2 0.0 2 0.0 0.0394
VEESI PN 0 0 0 0.0 0 50.0
Jif €2 ifn. 1 2.8 0 1 0.0938
UCG “Filin_ficif& 12.77+£4.95 12.92+5.37 16.00+9.27 0.2800
FS 35.97+5.69 36.24+5.50 25.76+2.48 0.0092
EF(S) 73.03+7.66 73.38+7.40 58.80+4.38 0.0071
fQRS (&) 40 44.4 37 43.5 3 60.0 0.6251
JIE (&) 16 17.7 16 18.8 0 0.0 0.5811
RBBB (4%) 13 14.4 13 15.3 0 0.0 1.0000
QRS>120 (42) 15 16.6 14 16.5 1 20.0 1.0000
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# 2. il 2 & oL EXPT A

4 (n=146) NFELHEA (n=36) 1R (n=61) = LA (n=49) p value
M, A % EHE, A % FEE, A % FEEE, A %
HR (bpm) 68.73+13.18 79.61+11.42 65.68+11.69 64.55+11.85 <0.0001
PR (msec) 141.75+20.09 135.25+21.42 142.21+19.26 146.06+19.20 0.0484
QRS (msec) 95.89+17.38 89.38+13.32 95.72+18.85 100.89+16.78 0.0097
QT (sec) 387.31+33.99 370.00+37.79 392.29+32.24 393.83+29.17 0.0016
QTc (bazzet) 410.58+34.87 423.57+38.55 407.37+35.64 405.02+28.82 0.033
QT (fridericia) 402.27+29.50 404.69+36.02 401.94+30.08 400.90+23.35 0.8391
SV1(mv) 1.37+0.77 1.34+0.62 1.43+0.81 1.31+0.83 0.7333
RV5 (mV) 1.98+0.94 1.84+0.89 2.12+0.99 1.91+0.91 0.2964
SV1+RV5 (mV) 3.35+1.22 3.19+1.08 3.55+1.30 3.23+1.21 0.2465
HfmAL 8 5.4 3 8.3 3 4.9 2 4.0 0.6743
FERRAL 10 6.8 4 11.1 4 6.5 2 4.0 0.4446
fORS(narrow) 42 28.7 16 44.4 14 22.9 12 24.4 0.0561
fORS(wide) 7 4.7 1 2.7 2 3.2 4 8.1 0.3973
J 9 23 15.7 4 11.1 9 14.7 10 20.4 0.4891
HE QI 1 0.6 0 0 1 1.6 0 0 0.4958
ST B 2 1.3 1 2.7 0 0 1 2.0 0.4633
Falbk T ik 6 4.1 2 5.5 1 1.6 3 6.1 0.4406
RBBB 16 10.9 3 8.3 6 9.8 7 14.2 0.6412
LBBB 4 2.7 1 2.7 1 1.6 2 4.0 0.7377
WPW JiE B 0 0 0 0 0 0 0 0 0
QRS>120 20 13.6 6 16.6 8 13.1 6 12.2 0.8297
PAC 0 0 0 0 0 0 0 0 0
PVC 4 2.7 0 0 2 3.2 2 4.0 0.4937
AVB 1 0.6 0 0 0 0 1 2.0 0.3961
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3. DAL E BT D e AR AT

(A) {RIEOHFEND Bl T4
(BB RyRRE, TE: : JRIREE, p=0.0013)

(B) #I2HRF DB MDA D & [ T4
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Rk 29 ARRE R AR ST B R AT JERL B A (A IR R EBORITIE 3 (RIG MR B BORITIE R 36) )
/N O 0 LB B AR il AR TE O I PR 2 BT R YE D AR & B PRI A &
BB LT2BIR AT A R T A DRI B D AF5E]
Sy bR

/NRDOWTRALOHHIE DR FHE B9 S5

WHoEn s (EKES
Bt B EEERREERERERE X —

WRER
[BE] EBLOAEIL/ N T TRZAREIRE STV D23, ZOERBIZH ST,
AR TSR ST/ NDED G, A FBLLAIE DR EZRET 20N, AFEOBHNTH
Do (XL FE] A BT A AERICET DA JRHE TR ER S 7o/ NG FIE O W T # AL L iE
DEREEFET S, [FER] 376 4 OOFGIERE O f THIRFLLGAE (RCM) 2541 (7%) Téh - 7=,
T3 56 0 44 THIZZ | Z<UITFROIEHRZ 21X Lo 2 OIER THE A I T\ e, FIEED
IRUNE DI R%E Lo Ty, FFRALLFHIEDFIERE D & 5 H D7 2 ] (8%) ([Z7dw billc, Eix
23 25 Bl 6 Bl AT TE Y . 261 (67%) (ZHHALLEICBES 285 FRE NS
Wz, JRIEIEEH] (100%) ([ZiThn T, 2261 (44%) 2EFFL TV, 361 (11%) 28
FET L. 761 (28%) A DEAE, 361 (12%) APeshisib a8 = LT, [RERR] sRBLo fhiE
NERTIEIRmAREBRTH LD, TRIIRRTHY . BHRAL, WENEZETH DL, TODITIE,
FHRALLTENEOLER, D a—Il X ABMEEOERSLETH D L b,

A BFEER C. #rFfER
PR OAIE (RCM) I, DR DR R RRHLE & 1. /N RE DR
DT, DI T ER TH L b 5 376 4 OERE NSRS -, FERON
T EODEPE S ILERARE ) OEBATH UL 1 IZRTHEY Th D,
%o /NETIIMD THiZRIRRE & STV D A, AERBLOARE (HCM) 135 f3i] (36%) . $LikE

ZOFERRITH SN TIERV, SREIAIRTHES OFFAE (DCM) 91 5 (24%) . 72 fifgEs L
AT/ NLOERAE DO H T AL AE D ERE & fEd (LVNC) 106 5] (28%) . H#sRALLAHIE 25

AT DO, AMIEEORIITH S, Bl (7%) . NEAREIES EOFHAE (ARVC) 14
Bl (4%) . Z o5 (1%) Tholz, Ff
B. BFRF OFHEE (A8 D TR 2 DRE TH 5 Z L 3

TA KT A AMNERRICBE DRI TR S N o7z FHFBLOARAEIZ DV CERIR PRI R 21T
TN ED T, FARRLLARE O F2HE 2 ST,
HI D,

(fi 2 ~ D FELIE)
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= HCM
= DCM
mLVNC
= RCM
= ARVC
LRt eatiic

1 BUEOEIE

HCM : JIE R fIE, DCM - RS CMRIE |
LVNC : 2 D biEE . ARVC @ REERIR
PEATSROAE. RCM @ H oL

2. PEA

u Male

u Female

2 M=
PEZEIER 2 123 < T B lE 14: 11 (56%:
46%) THIZE o T2, DFHIE R TITMEZEIH
BIL T\ 5 376 B, 55 218 5 (58%) . % 158
Bl (42%) TEREOHELEEDY Ienoilz,
3. A OB

FRDEARTS THRA S5 S D53 10 51(40%)
LB Z ol DER 46, ZMER, RE
BN R 2 2 5], fEMEFRPASIA 2, B, %
BRIE, A3 11 & Fx ORI TR I T
Wiz (K3),
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B Heart screening

B Cardiomegaly

 Tachypnea

u Poor weight gain

m Mitral
regurgitation

H Palpitation

u Family history

= Abdominal pain

1 Syncope

3 FROBEE
Heart screening : “#4% Ol
OER, tachupnea: ZFEMZ, Poor weight gain :
{REHINAE ., Mitral regurgitation : 215 7B 84
A4, Palpitation : ®h{%, Family history : ZHEIE.,
abdominal pain: I€J#. Syncope : J:f#
4. FIRIE

FIERED 720 H DH 92% & [EFI) T - 7228,
HRALDIEDFIRIE D8 5 & DM 2 1] (8%)
HY ., I THEBEEOREFN S D Z LR bho
720

25
2N

Cardiomegaly :

u FH(-)

ERCM

X 4

FIRIE
FH(-) : FIEFEZ: L. RCM : HJsRILLMBE O F
EH Y
5. EiT 2k

L2200 25 il 6 Bl iThh TRy, 4
Bl (67%) ZHARBLOFHAELZ B 2 i s -2
WHAERLENLTWD, (K5)



m Gene anomaly
)

B Gene anomaly
-

uND

5 EinfREORE
Gene anomaly(+) : BinE£&EH Y | Gene
anomaly(-) : BT 72 L, ND : BB THRE
PITHOI TR0
6. 1A%

25 Bl 41l (100%) | VB 3 T AL Tz, (X 6)

u(+)
0

X6 5%
(+) BEHY . () IRERL

SRR B U CITRIRAL, T oftiZ < o3
FINEH STz, (17)

w Others
Pimobendan

= Isosorbide

" Warfarin

= Nicorandil

® Digoxin

B Aspirin

= Amiodarone

u Tolvaptan

® Torasemide

m Aldactone

® Frosemide

B Propranolol

u Carvedilol

B Perindopril

B Imidapril

o Enalapril

7 Rk
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FERWPRIEIT 11 Bl Th TR Y | Dl hE
N7 B, FEEMBIEBR2Y 361, CRT-D 28 1 5l T
HoT,

(14 °8)

m None

W Heart
transplantation
uLVAD

= CRTD

8 IFEFEMIRIE

None : FE3EMIRF 72 L. Heart transplantation :
DEREAE, LVSD : ZEEAHBIFESR . CRTD : .l
FEA— T TR 2 A B R ED

7. T#

11 61 (44%) 28447 L T3, 361 (12%)
MEELE, T (28%) 23 DMEfEAi, 3 B1(12%) 73
BesbMEIE 2 - LT, (49) HdALL G
JEOTHRIIIEFICENLE S X5,

B Survive
W Death
w Heart
Transplantation
© OHCA

® Unknown

X 9

T&

Survive : ZE17, Death: 3£ 1=, Heart transplantation :
DA, OHCA : Be4h0aE 1k, Unknown : A
e
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THZRLAIETH Y . N TITLIREERED
25~5% & ST 5, FEHZEERIL 6 T
HY, LWEHUBITBICZNEV I RELH D



D, TR ELIZEFRETHL VI HELH
%, KI30NDFEIEREEFFoCndEENd, &
PR RO FRE D JRIA & L TR R A O R H
DHRE SN TS a7 ORE E LT
TNNI3 (Troponin 1), TNNT2 (Troponin T), ACTC1
(alfa cardiac actin), MYBPC1 (Myosin binding
protein C), MYH7 (Myosin heavy chain beta),
MYL2 (Myosin light chain)7z 25, YL 2 7 LA
gk B L L Cid DES (Desmin), RPS6KA3
(ribosomal protein S6 kinase A3 : RSK2,
Coffin-Lowry JEE#£), LMNA (Lamin A/C,
Emery-Dreifuss JiE 7 #+), TTR (Transthyretin,
amyloidosis) 72 & OB 7B A S Twn
%o N TITFFREMER RALDAES I b2 &
SbD2, LDHERMEESRA L LTHmbh
TEBYH, RATHELT I R—v AR KLE
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RERMER AL O AIE D72 Lﬁ@%%l TERITH
F5,
K ReREMERERT
FEEH
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FEAREII A BILREETH Y |
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4) JiL K] (B LR ) AN B
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2. ZWOBEHER
1) &5
PEARIL U E SO RO
BTHD.
2) FIEHE
FIEPNZ A HTRL O AR IE O BE R D iE % 58
ZEDnDD.
3) HRAEIR
WER AEE, TR, B, ZEARE
4) R R
FIR725 IV 5 (IR FRHEB)
5) LRI

DEEDORBETDF5[ X

ZHHE U TR 7R R
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9) LTI T A

OFRIGR S F 27T 7 ¢ CHRER KB A 5 Z &
Nod, LT =NV F T T 7 ¢ TR KIE
4 (peak filling rate) DA T <55 K Fe i ol 2 2
il (time to peak filling ) D IER 72 & AN LR E
DIRIEIZ 72 5,

10) Lo RERR T
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