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Most cases of atrial septal defect occur sporadically, but a few families have
the defect as a genetic abnormality. A family having familial type secundum
atrial septal defect with dysrhythmia associated with web neck is reported. In
this family, two female siblings aged 11 (Case 1) and 4 years (Case 2) and
their father had secundum atrial septal defect. Case 1 presented with two year
history of syncope attacks and Case 2 with easy fatigability since early childhood.
Both sisters also had web neck as a solitary anomaly. Electrocardiograms
revealed prolonged PR interval and right bundle-branch block in both cases.
In Case 1 first-degree atrioventricular block and Mobitz type I and II block
were observed in Holter monitoring. Echocardiographical examination showed
secundum atrial septal defect in both sisters. A permanent pacemaker was
implanted in Case 1, and then atrial septal defects in both patients were
surgically repaired; no postoperative complaints were observed. The father had
been diagnosed as having atrial septal defect when he was 35 years sold, and
first-degree atrioventricular block and atrial flutter developed after open heart
surgery. In conclusion, the association of secundum atrial septal defect and
prolongation of PR interval should be considered as familial occurrence of atrial
septal defect. Identification of atrial septal defect in more than one family
member should prompt clinical evaluation of all relatives.
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Secundum atrial septal defect (ASD) is one of
the more common congenital cardiac defects to
occur as an isolated lesion. It represents about

6 to 10% of all cardiac anomalies encountered -

and is more frequent in females than in males
(2:1). It is estimated that an ASD occurs in
1:1,500 live births!. Most cases of ASD occur
sporadically; however, a few families have the
defects as a genetic abnormality. Autosomal
dominant inheritance is possible for ASD with
or without atrioventricular block?3. Familial
forms are characterized by the same type of
ASD, and are frequently associated with other
cardiac, osteoarthricular (Holt-Oram syndrome)
or atrioventricular conduction abnormalities?.

The electrocardiogram (ECG) in ASD usually
reveals normal sinus rhythm; however, in a
small number of patients, usually older, atrial
dysrhythmias including atrial fibrillation, atrial

flutter, conduction abnormalities, and sick sinus
syndrome may be observed in the natural
history of ASD, as well as after open heart
surgeryl.5.6,

Herein, we report a family having familial type
secundum ASD with conduction defects and
atrial dysrhythmia associated with web neck.

Case Reports
Case 1

An 11-year-old girl was admitted with syncope
attacks and palpitation. She had two-year
history of palpitation attacks during effort and
excitement followed by unconsciousness lasting
for aproximately five minutes. She was the first
child of a nonconsanguineous 41-year-old
mother and 37-year-old father. Her father's past
history revealed that he had been diagnosed as
having secundum ASD when he was 35 years
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physiologic findings are due to an imbalance of
the autonomic nervous system control of the
sinoatrial and atrioventricular nodes. Intraatrial
conduction time is prolonged in the older patient,
and right atrial effective refractory periods are
increased in some patients. Patients with both
findings may be predisposed to atrial arrhythmias!.
In addition, both of our cases had web neck
deformity which might have been a solitary
anomaly or associated with a genetic syndrome
such as Ullrich-Turner, Noonan or Down
syndromes!?. Since our cases did not have other
phenotypic features of these syndromes, was
believed that they had web neck deformity as a
solitary anomaly. It has been reported that 60%
of infants with web neck had congenital heart
defect, with a high incidence of flow-related
defects such as hypoplastic left heart, coarctation,
and secundum ASD!?. This association implies
a pathogenetic relationship and appears to be
independent of causal factors!?. Therefore, the
finding of web neck on a prenatal ultrasound or
newborn examination should prompt a search for
congenital heart defect.

Familial secundum ASD is probably more
frequent than commonly reported since
cardiological examination of the relatives is not
routinely performed in every case of apparently
sporadic ASD. In conclusion, identification of
prolongation of the PR interval in a case of
secundum ASD should prompt clinical
_evaluation of all relatives. In addition, all
patients with ASD should be carefully evaluated
for conduction defects and atrial dysrhythmias.
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