Rk 29 ARRE R AR ST B R AT JERL B A (A IR R EBORITIE 3 (RIG MR B BORITIE R 36) )
[/ RSB AR M A B iR S D BRI P 288K BE T B L2 B9~ 2 BiF S )
Sy bR

QT ERJEBAFFL R DR MR D B HBAREES & QT RefiiCBI§ 2HF5E

WEEE  HAERY

wroeor g REFET2

WHoEw 1 JUETARKR D

AT B VESLRBER A R R 2 — NER
AESAGERARITEE &2 — W
(Al WEERKTT UT R 2 —)

MRER

[#5] FLIBZRICIEMERE (SIDS) 12 & L CRMIERFICHIL L T\ 5, SIDS THL Lo
%9 10%IC QT IERIEMBRE (LQTS) DEAEBEIE FAGEH S T2, [BH] LQTS LI K OMdH #L
Rz BI &R MR, BRERERS . BREEE T O B EMBREE & QT R 2 Matd 52 &, [R&
EHENREAZE L LQTSHLIE 114 (F¥illln; 12+ 3), Hlingd ~ » F e /w Il 114 (12
8 ) & L7z, LQTS ANLIXIBEB AT O T — & Z WL Lz, @ WIEE— 2k — h T, A%
40+ 638) IZbT —FUUEEIT o 7o, KIEIMERY, BREERS, BRESFOZZh 1RO
BARODAEL, FEOHE. RRDHAERO.OER ) B 3 00 QT/RR k@4 MIE L=, Bazett
FIEAE (QTeB ) % v iz, BAAPREEEEIZ X, OAZE) (Heart rate variability, HRV) % v 7=,
Power spectral fi##T 247V > low-frequency (LF: 0.04-0.15Hz) 3+ J OF high-frequency (HF: 0.15-0.40Hz)
components Z457-, BRRIEZEHZ 1TV, Ln(HF) Z B A A RIS BRI, {In(LF)/In(HF)} Lt & 2858/
RIS SEARRE N T o ZADFEIE L LTz, BASFHIMENTIZIE Next generation sequencer & HV 7=, [#55R]
LQTS AT 3L I U, AR I RERR B 2 A B 72 Bl A AR B RE O T & AR A AR R R T
ADTUHEZ RO 7=, IR0 B AR I LI L O L W A RICRIEETH - 1=,
LQTS B D& [FMENRH QTeB & (490 +20 ms) (F/EAIHEAR QTcB i (477 + 21 ms, P=0.04), B [#IE
B QTeB fE (458 + 18 ms, P=0.003) X ¥ AEICHER L T\ 7z, LQTS FLVE D& M MER H QT fil 13 fek
WREVEBIEE LT, [FE#R] LQTS FLIE AL MAT:-0 QT MR DEH/RIER & A HAh R
imbalance 23 [EIFRFICIEE LTV A Z A3, LQTS BIHER TR L Cnb L E 2 b,

A BFEBER IZLQTS B THhHHZ BTSN, LT,

FLIRZESRIEIEMERE (SIDS) DA D peak 12/E MEAR S, SEEEH O QT FEM DAL, QT KEfHIC
B2~3MARETHY T LEARDZI K 522 AAROZEIZE L CIIR AR THH
[EIREAR o~ 518012 found dead OIRAE THER & B DR SO LI - NS I A R,

nTws Y, —J . SIDS victims D 10%1% QT AAFFETIE, LQTS e L oM ILIRICE
IERIEWERE (LQTS) OHEMTEBIE 2 FF-> T B HEAR &R O QT KRS K OVLMAZ #E)

HZENREIN TV 29, LQTS ATz 2 KB B AR RE 2 R L7,
TEMEELB PR IND DL 60%NREETH Y
0, ZOHBE & ZT 5 L SIDS victims O 17%



B. BFFE 51k

1. x5

KL 1L A OIER Z Z L7 LQTS I (CFY
W, 12 £3 ) & Uiz, IREBIGRTIOT — & %
iz, M3 AlmE~ v F S /w3l e 11

%(mimgémj:@ﬁmiﬁ—:fwrf\

FLULHIT - (406 1) ICH T —FIEZEAT -

710

2. QT e W&

x5 3L IR @ Holter LERBA (SCM-8000,
Fukuda Denshi, Tokyo, Japan) T1& 572 .LEX
Z 7=, LQTS $LU21% QTe fi (Bazett i) 23
0.50 LA 1272 o 7= 72 O 1R % B4k L 7223 Holter

DT — 2 TR RFRET O b D 2 vz,

(1) *FZmsH

RMER S, BERERS, BRREFOZ
Zh 1 & Uiz, &I 23:00 75 3] 6:00
FCL L7, BRIX8:00~18:00 & L7, &M
MR HP AT C 1 IR S 72 0 DDA e b
D7 DAL D T R R ATRERR X
BT ERLUZREME Lz, BETESIIERM
T 1REEY 720 ORI R b 2V & L
7o

(2) QT KefE DHIE

KGR D AR O d, SER R, R
%0 L E Z printout L. g 3 0100 QT
REFEI/RR MR@ 2 JE L=, QT REfO# EIziE
Bazett f§ 15 {QTcB = (QT ¥#ff) / (RR [£1#)"0.5}
A,

3. LMAZ5HEh Heart rate variability (HRV) O f#EAT

DA% EY S Bl L7z Holter LM 2
72, 1024-point fast Fourier transform algorithm %
FH T low-frequency (LF: 0.04-0.15Hz) & X O
high-frequency (HF: 0.15-0.40Hz) components % 15
Tz BRI H ATV, Ln(HF) % Rl A8t
FRAIGENFEAE ., {In(LF)/In(HF)} Lt % 22 J/ Bl 22 fk
PN T o ADIEIEE LT,

4. BIRTFHIRHT

HaloPlex HS custom kit 35 JXTY next generation
sequencer & W\ T4T > 7=, Targetgenes & L T
LQTS, W7 a7 I U R LML EHN
(CPVT), Brugada JEfi#E % & 1o 52-54 fE D&
FEMR LT,

5. WatFaIfRHT

HERHF AT IZ 13 Mann-Whitney test 7>
Wilcoxon signed-ranks test % F\ 7=, 7% i BEAR F |
A HBEIR T B REET O QTe i & LA D
YIE D LL#EIZ 1 Friedman’s ANOVA &
Dunn-Bonferroni test & i\ 7z, #EEHFRIRHTIC
¥ IBM® SPSS® Statistics Version 21.0 (IBM
Japan, Ltd., Tokyo, Japan)Z FH V>, Ml P < 0.05
EHEE LI,

(i B 0 ~ DB fE)
ABFFEIE ESLIRBERRERE L S R o 7 —fi
HEBROEKR LR TITo T,

C. HFEMRER

1. LQTS #IE DB A

1o 56, 66 LQTS JFIAE A T
(KCNQ1 £ ¥ 3 4, KCNH2 B # 3 £) 0L R %
B, TR SAIITERERBD o T,

2. QTc i

BRFFIZIBNT, RIROHE, FE L
BT D QTeB fEA R DT A3, Fe KL
BTOQTeBEN &b A THoT2led, K
DT O QTeB i T L 7=,

LQTS FLIE o4& Mkl F QTeB i, FLUZH
AT X OVL A - o 2 QTeB fE L 0 %
BHICZER LTV 7= (P<0.001) (K1), LQTS ¥LIZ
TIE. RREIMER S QTeB &I B R IEIR ' QTcB
EXoAEIER L (P=0.04), B[HIHEIRS
QTcB fEIL A M A EEH QTeB E &L VW A EIIEE
L Tz (P<0.02), FLYLHIFTH0 M H T Tldk
M & B O BEAR 51 T o> QTeB I IT A & 241E 72



<. BHMERS & BMRERETOMICAEEZR
Do, FIRMWIT TR D & IR Tk e
MR - B FHIRENR 1 D[R], BRI+ B[ RER
HOMICIIAEZIT R <, RHEERS & BFR
FErR o QTeB fEMICA EAZ RO,

3. HRV

H AR IEB) O circadian rhythm % LQTS #LI2
(FLEMIRPERE S OBRAE D &) L LR
iR LCA B &, LQTS A1 A
Ln(HF) power 2MXF LTk Y, 23:00 K
(23:00-23:59), 1:00 B34 3:00 Bits, 6:00 KF
BCHEFEALARLIVABECRETH 72 (K 2),
Ln(LF)/Ln(HF) ttizB W Th, LQTS #dix
00:00 3, 2:00 e, 4:00 PR 2 AT B IS mfiE
R LT\,

e VO FLEHIRE - Cid, R MHER TP o B AZ
AR RE D K & | SRR RR N T A
DOIKFE A 7R, HAMREEEE DR E L O i
NEAY

D. &8

LQTS FLIE 1%, BREIREET X v BHEREIR 23,
HEAR F 0 C b B R EAR 1 & v % R REAR HF o>
QTCBEN A BEITIER L T o i AL T,
LIRS W TR BT D HEIR T & 57
EEHR O QTeB HITAEAELZ RO, KM & B
M OMER S O QTeB EIZITA B AEA RO RN -
Too MW VUTHIIIZ I D & BRIEREEH
ERMMERF OMICZ T AEEEEZRDO T, LQTS
IO BEMREREE A D &, AIRLTHH L
5 < ORFB LOREFITIB N T, RIZZ GRS
BERE DI T & A RE D JUHE DS R S T,
fE BT H, AR IR MR &
0 R FIHER T 0 QT FE A EICE <, 50
DORFDATHRIMNI S Z 1L > T QT IERIC
Hile 3 2 REEARRAE DSERRIR 71272 D Z & 3T
MEhd, Rz, LQTSHIEIZBW T, FL
HEAR T C & B L 0 K O QTeB BN A E I E
FLTWe, & QT FFMIE LQTS BIsEuE k%

A risk factor T 5 7, LQTS FLUL & £ [ R
HZ LQTS BIEER A & 09 ) 2 & AR S
Nz, 5%, QT K5 x 2 MEIRTEE OB
LRFT L TWL BERH D,

FLIR IR0 B A RHERE I BV T H  LQTS
FLIR LR AL CIEE e 22 2D 7=, AR
26 NIRFIH & i 2 23:00 BF~3:00 K &
OREERI% & B 2 b 6:00 BERIZEW T,
Ln(HF) OFERIKT, 370 b EIAErh R
REDHERET & Ln(LF)/Ln(HF) OAE 72
6. 972 HAE 7 sympathovagal imbalance 73
BB, B AR R SRR A &
BT Z i3 k<mbonTngd ¥ 5%, H
AR RERE Y QT MR ICE B 595 0%
FEED TS MLERDH D,

E. &

LQTS AR oFLIEWIFT D QT MR D FEH 72
FER & B AR imbalance 23 [RIFICAEAE L T
%2 &M, LQTS BhaEERFEAICEMR L TV D
LEZONT,

(BER)

1. Blair PS, Platt MW, Smith 1J, et al. Sudden Infant
Death Syndrome and the time of death: factors
associated with night-time and day-time deaths. Int J
Epidemiol. 2006;35:1563-1569

2. Arnestad M, Crotti L, Rognum TO,, et al. Prevalence of
long-QT syndrome gene variants in sudden infant death
syndrome. Circulation. 2007;115:361-367.

3. Otagiri T, Kijima K, Osawa M, et al. Cardiac ion
channel gene mutations in sudden infant death
syndrome. Pediatr Res. 2008;64:482-487.

4. Yoshinaga M, Kucho Y, Nishibatake M, Ogata H,
Nomura Y. Probability of diagnosing long QT
syndrome in children and adolescents according to the
criteria of the HRS/EHRA/APHRS expert consensus
statement. Eur Heart J. 2016 Aug;37(31):2490-2497.

5. Lanfranchi PA, Ackerman MJ, Kara T, et al.

Gene-specific paradoxical QT responses during rapid


https://www.ncbi.nlm.nih.gov/pubmed/17148463
https://www.ncbi.nlm.nih.gov/pubmed/17148463
https://www.ncbi.nlm.nih.gov/pubmed/17148463

eye movement sleep in women with congenital long
QT syndrome. Heart Rhythm. 2010;7:1067-74.

6. Porta A, Girardengo G, Bari V, et al. Autonomic control
of heart rate and QT interval variability influences
arrhythmic risk in long QT syndrome type 1. J Am Coll
Cardiol. 2015;65:367-374.

7. Priori SG1, Schwartz PJ, Napolitano C, et al. Risk
stratification in the long-QT syndrome. N Engl J Med
2003;343:1866-74

8. Shen M J, Zipes DP. Role of the autonomic nervous
system in modulating cardiac arrhythmias. Circ Res
2014;114:1004-21.

B DA

X1 QTIERJEMRE (LQTS) LIk L OEEILITIC
%Héqnﬁmi

LQTS FLIR., i LI o fL IR BIni: & IR D B
KiH¥(1a). qzi’ﬁ'l}?éliﬁt(lb)\ oD% ()T D

QTc fEDZ AL,

B2 AR O A A E)

il A2 EAR R RE{Ln(HF) A 77 } (2a) & 2RI/l A hsifee

XZ  Z{Ln(LF) / Ln(HF) tL}oosd A 2 S

o RARIIESGRXL L LTERTETH D,
Priority I33E T EDEIGHXITH B,

F. BFEs&
WICFHERE

E3Y

1. 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:
€004645.

2. Yoshinaga M, lwamoto 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. 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).

4. Yoshinaga M, Kucho Y, Ushinohama H, Ishikawa Y,
Ohno S, Ogata H. Autonomic function and the QT
interval during nighttime sleep in infants with long QT

syndrome. Circ J (accepted).

[Fa3C]
1 ERAE, HARIER. FLIRMIRIE e RIEQTAE R
i (LQTS) & FLINZRSRFEIEGEREIC A~ DL HLQTS
B R T AR o b, JEERISEME.
2018;26:64-9.

TKIER. FRBZICBT 5 DlERZ D% E ~
WAL DB Trs s (OBRERMT) oWt BIRS
RESHE. 2017;796(10):31-32

FRRER

[EERF2]

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

2. 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.

3. Yoshinaga M, lwamoto 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

4. 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



[ERER

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. TPk —, EAKIER, B B BEAKH, LB fE
KER, HF#®IE, mHEEZ. WE 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. 0hno 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. EARIER, RAECD, SARER, 4/ B, (£
KEJ . ANEA, JRCE, FEKBLE, RIBIE
B NEDEREEEERIC B S B8, 5 53 Al
AA/NRIRER G PR AR R PR 29F 7T A 7T H
AR

5. TAKIER. FFERD> D A 72 L EISMIHE (VPC) 5 A5
FELERRMER. BRERIUD 77T A
R 2948 A 19 H. A

6. EAIER., 4/ #ERM, KRBT Bphrm—. &
HHIF LU QT ERIEBFE(LQTS)FLIL DRER
QT WIS K UNA ARG EN O A NAHE). A A HEIR
R A2 RIEMENE S, P29 46 H 29 A

. B PEERED HIFE - BERDL
RS 2L
ERF R L
Z A 2L

w N PR



X 1

QTc values (Bazett correction)

QTc values (Bazett correction)

055

0.50

045

040

035 T

0.30

0.55

0.50

045

040

035

0.30

a. e RO

P00l |
PR =i TN
— 0 =GB

P=0.01
1

LQTS AW {5 I {5 I

(12+8 ) (12+3 ) (406 )

b. ¥ LMAEL

. P<0.001 . 1 7RHIRERRAY
£=0003 0 J5-FIERR Y
= =)

P=0.003

LQTS &I fR 5 ft s IR
(1248 31) (1243 31) (40%6 1)



C. S

0.55 r
’g 0.50 1 . P<0.001 | 0 SRR
3 POO0L T BREE)y
S 045 |
g
o
o
g 0.40 i
©
>
(@]
5 0.35
0.30

LQTS & fet i IR fet s IR
(12+8 ) (12+338) (406 38)



Ln (HF)

Ln (LF) / Ln (HF)

75 A N (40£6 w) (n=11)
@ HFUE (12+3w) (n=11)
6.5 | * . . @ LOTSZU (12+8w) (n=11)

12 14 16 18 20 22 0 2 4 6 8 10
Clock time

1.0 * @ LOTSH (12+8w) (n=11)
@ I (1243 w) (n=11)
A BRI (4016 w) (n=11)
0.5 bt
12 14 16 18 20 22 0 2 4 6 8 10
Clock time

XIS BUE B L OS2 R U T S at AR HT X LQT SALYA L ALY AT D
{3 D) K OMEt & WD 2Lsh W AT 2 8% DI Tf o7z, *, P<0.05; **, P<0.01.



	2-1. HRV & QTc-6
	2-2. 図 1-3
	2-3. 図 2

