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Familial Sick Sinus Syndrome
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ABSTRACT

This paper presents a family with sick sinus syndrome, spanning three generations and with an autosomal domi-
nant trait. The proband was affected by atrial fibrillation with a slow ventricular rhythm that required a
permanent pacemaker. Her three sons were affected with a sinus node dysfunction and one daughter died
suddenly at the age of 32 years. A pacemaker was implanted in the proband and her two sons with symptoms
related to bradycardia. One of her sons with the pacemaker died of a cerebrovascular accident several months
later. We report a family with sick sinus syndrome requiring the implantation of a pacemaker with a review of the
literature. (Korean Circulation J 2003:33(12):1155-1160)
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Fig. 1. The pedigree suggesting an autosomal dominant
inheritance of sick sinus syndrome (SSS). Case 1 is iden-
tified by the arrow (IIB). Case 2, 3 and 4 are llIA, ID and
llIE, respectively.
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Fig. 2. 1B is 52-year-old woman with dizziness and pre-
syncope. The ECG shows atrial fibrillation with a slow
ventricular response about 42 beats/minute which re-
quired a VVI pacemaker. ECG : electrocardiography.
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Fig. 3. llA is 39-year-old man with dizziness and dyspnea.
The ECG shows sinus arrest with a junctional escape
rhythm and a complete RBBB at 35 beats/minute. He
received a VVIR pacemaker implants. ECG : electro-
cardiography, RBBB : right bundle branch block.
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Fig. 4. llID is 25-year-old man with episodic chest pain.
The tracing shows sinus arrest with junctional escape
rhythm at 43beats/minute. He did well and noticed imp-
rovement with the VVI pacemaker.

Fig. 5. IlE is 33-year-old man complaining of increased
fatigue. The tracing shows sinus arrest with junctional
escape rhythm and an incomplete RBBB at 44 beats/
minute. He was observed thereafter. RBBB : right bundle
branch block.
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Table 1. Clinical data in six members of the family

Sex Agel Age2 Clinical features
1B F 52 52 Dizziness, presyncope ; VVI pacemakcer at 53
A M 37 37 Dizziness, dyspnea ; VVIR pacemaker at 39, dead
1B F - - Delivery of two daughters, alive without any symptom
nc F 32 - Sudden death at 32
ll]»} M 20 25 Dyspneaq, dizziness, chest pain ; VVI pacemaker at 25
lIE M - 33 Fatigue, indigestion

F: female, M : male, Agel : age aft first symptoms of SSS (year), Age2 : age at establishment of SSS (yr), VVI (R) :
pacemakers-all are from biotronik company, SSS : sick sinus syndrome

Tabe 2. ECG and echocardiographic findings at first visit

ECG Holter ECG Echocardiography
HR QTc Diagnosis LVs Lvd EF Findings
1B 42 - Af SVR 34 53 59 MR, FMV
A 35 0.45 SA JER c-RBBB 36 56 59 TR
D 43 0.44 SA JER 38 51 59 MR, MVP
IIE 44 0.41 SA JER i-RBBB 37 51 53 MR, TR

HR : heart rate, QTc : corrected QT interval, LVs/LVd : left ventricurlar end systolic/diastolic diameter (mm), EF :
ejection fraction (%), Af : atrial fibrillation, SVR : slow vetricular response, SA : sinus arrest, JER : junctional escape
rhythm, c/i-RBBB : complete/incomplete right bundle branch block, FMV : floppy mitral valve, MR : mitral

regurgitation, TR : tricuspid regurgitation
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