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Familial Sick Sinus Syndrome
In-Hye Nam, M.D., Sung-Hee Cheon, M.D. and Hong-Ryang Kil, M.D.

Department of Pediatrics, College of Medicine, Chungnam National University, Daejeon, Korea

Sick sinus syndrome(SSS) constitutes a spectrum of cardiac arrhythmia, including sinus bradycardia,
sinus pause-arrest, sinoatrial block, slow escape rhythm, bradyarrhythmia and tachyarrhythmia. SSS
is relatively uncommon in children but its exact incidence is unknown because diagnostic criteria are
not uniform and most children with SSS, in general are asymptomatic. SSS may be primary(organic
sinus node disease) or secondary(cardiac surgery comprises much of SSS in children and adoles-
cents), but it can hardly be caused by familial relations as well. We reports an occurrence of fa-
milial sick sinus syndrome. Mother was diagnosed as SSS, which was presented by symptoms of
dizziness and treated by permanent pacemaker(DDD). Also, two daughters revealed SSS with non—
compacted cardiomyopathy on neonatal screening and fetal echocardiography respectively. We con-
cluded that familial SSS may occur, so familial screening should be suggested. (J Korean Pediatr
Soc 2003;46:195-197)
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Fig. 3. Case 3. A-V dissociation with atrioventricular junc-
tional escaped beat. Polymorphic P wave is observed. Heart

rate of 70 beats per min.

Fig. 1. Case 1, Marked bradycardia with atrioventricular junc-

tional escaped beat. Heart rate of 53 beats per min.

pEma

Fig. 2. Case 2, Sinus arrest with atrioventricular junctional

escaped beat. A-V dissociation is observed. Heart rate of 50-

60 beats per min.

Fig. 4. Case 2. Echocardiography shows non-compacted myo-

cardium of LV wall.

g 2

107, 2d 1704, o=

Xp: HO, 74, o1A/A
DA

st

2

A3

3]
o Aol hlar, 3417l

1417l Al

p
L

A ol

~

Tor
o

o
R
=o

x
Ny
)

N
—_
]

5

= 9

=]
T

ArelA F5Ee] 4t

YAl Apgar

=
=

ok

Z

)

H47} 7/8, 5/7T2 7+AE o] old o

At

A T

e =

}

SA7E A5

dAfstalor B

%

I

&)
A4

T

15 : o7t B7]

il

H

AWA Gole] At B 80-100

A

—

ojuf zpdZg sl o

o

4] L7 vk 22 2l Spellberg

3]

Fel A=A A o

3lo

A

ZAL A
A 3(Fig. 2),

b Akl A

LE

Az

=

T
o

204 o=k

£ Hol&

el

5
FHE e

o

-

6) o

oAl Mitsuaki %

Az

Al =

H2E A oW (Fig. 3),

uol

)
<R
—_

G
=

(e}
A m

A=}
=

BEERFRAE R

- 19 -



A T Al A Azest FA J4Ae] AERel w3 sh
Hage] BaEgiont ol vd =A% P AdsA %
steh. el mAs Aol Wzt 575 gelel wx
gl oA 43 dell ot ot R4 WA
agol B7% lE EFH AF U AugelE Qo]
oz SAHBRR B/ gl BojolA MPRY HEF

& AW G oyl td AN 2A} e

fo o

B0 golol me Pgue] WA s1de] thste] oby s
hE]

4 4
A s FHEEE Y RoR AN WNs U 5
A, L 7IHMeZE Purkinje AR el ol¢y] RS 9
F7h A 25 UellA AT dAA ks B8 AXY
(re-entry)°] §olaAl Fozx 7hssitt? x4 &

E ZE dAEdA] =9 7] 2S5 (basic rhythm)©] extrasys-

5 Alubs 2 g
Mo 24 5 Ant 0 AA, Bgue] g9le] slo) 714
g Wee g 5 ke Aotk AF AuEs)e o
FYHE USRS oy AuMsrd F/bIPoRM iy
Avtsom AW FAW WAL AL F ow ojze

. . , 11-16
overdrive suppression®] AHoR F83+S wolzErpl o
gy o] AS nAAAA
zé Aol—zq gl o] E]—\:ﬂ—% Ao

a glh

NEA B golel Ae B4 AulelA Algste] A
F7HA 10936 dA A8 Agsie dAHo R Al oA
e, MEgse quon 98 ZASe] FAW 4 i FE
AdpA A dox = oy A 2= AU B
o a8ER 7% Ao AgE £33 AduA Aslo] 1A
g wj7kR] Arjsieior gttn FHE vk A Aol ois
A SAAZE 664 olsl, A HAAA 71E, FAA A
7F B9 403] o]/, 24A17F AR E HAME Ha Aderh 29
353 oY A9 Tol gHA Yf?. B Fd 13} 29 FAAA
Zhole} o] T EFaToly AAVs Al o] AAHAS HT
ol AFAR A=t sk, Fd 29 FHA SelbHH F
Jol gl Ao A5 AVlsd s ZAE shEA FEAW
A Aubsrle] A8A7E =5 5 ATk

e o

AREe WY ADFS BN F st /148 Akl
=
=

B8kl &8 AL

2ok} - A 46 E A2 3 2003

X

23 A 7VEA 575 Aol S5 18E Balshks btk

1) Fairfax AJ, Lambert CD, Leatham A. Systemic embolism
in chronic sinoatrial disorder. N Engl J] Med 1976;295:190-2.

2) Rokset R, Hatle L, Gedde-Dahl D, Foss PO. Prospective
study on the occurrence and management of chronic sino-
atrial disease,with follow up. Br Heart ] 1974;36:582-7.

3) James TN. Congenital deafness and cardiac arrhythmia.
Am ] Cardiol 1967;19:627-43.

4) Allensworth DC, Rice GJ], Lowe GW. Persistent atrial

standstill in a family with myocardial disease. Am ] Med

1969;47:775-84.

Spellberg RD. Familial sinus node disease. Chest 1971;60:

246-51.

Isobe M, Oka T, Takenaka H, Imamura H, Kinoshita O,

Kasanuki H, et al. Familial sick sinus syndrome with atri-

oventricular conduction disturbance. Jpn Circ J 1998;62:788~

90.

Moore EN, Morse HT, price HL. Cardiac arrhythmias in-

duced by catecholamines in anesthetized dogs. Circ Res

1964;15:77-86.

8) Hon J, Garcia de Jolar P, Moe GK. Adrenergic effects of
ventricular vulnerability. Circ Res 1964;14:516-22.

9) Langendorf R, Pick A, Winternitz M. Mechanisms of inter-
mittent ventricular bigeminy.l. appearance of ectopic beats
dependent upon length of ventricular cycle, the “rule of bi-
geminy’. Circ Res 1955;11:422-9.

10) Han ], De Traglia J, Millet D. Moe GK. Experimental and

laboratory reports; incidence of ectopic beats as a function

of basic rate in the ventricle. Am Heart ] 1966;72:632-9.

Cohen LS, Buccino RA, Morrow AG, Braunwald E. Recur-

rent ventricular tachycardia and fibrillation treated with a

combination of beta-adrenergic blockade and electrical pac-

ing. Ann Intern Med 1967;66:945-8.

De Sanctis RW, Kastor JA. Rapid intracardiac pacing for

treatment of recurrent ventricular tachyarrhythmias in the

absence of heart block. Am Heart ] 1968;76:168-70.

13) Zipes DP, Wallace AG, Sealy WC, Floyd WL. Artificial
atrial and ventricular pacing in the treatment of arrhy-
thmias. Ann Intern Med 1969;70:885-8.

14) Beller BM, Kotler MN, Collens R. The use of ventricular
pacing for suppression of ventricular ectopic activity. Am J
Cardiol 1970;25:467-73.

15) Lange G. Action of driving stimuli from intrinsic and ex-
trinsic sources of the situ cardiac pacemaker tissues. Circ
Res 1965;17:449-59.

16) Vassalle M, Caress DL, Stovin AJ, Stuckey JH. On the
cause of ventricular asystole during vagal stimulation. Circ
Res 1967;20:228-41.

17) Menozzi C, Brignole M, Alboni P, Boni L, Paparella N,
Gaggioli G, et al. The natural course of untreated sick
sinus syndrome and identification of the variables predic-
tive of unfavorable outcome. Am ] Cardiol 1998;82:1205-9.

5

N

6

=

7

—

11

~

12

~

- 197 -



