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Dual atrio ventricular node in heterotaxy syndrome
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Twelve- year- old male diagnosed as heterotaxy syndrome with com-
plete atrioventricular canal defect planned for intracardiac repair 
presented with the following electrocardiogram (ECG; Figure 1).

The ECG has sinus rhythm with normal PR interval of 110 m sec 
and two types of qRS morphology with different axis. One group 
of qRS has normal axis and other has extreme axis (Marked arrow). 
Both types of qRS are narrow and hence non preexcited. There are 
no features of any hemiblock. So most probably ventricle is activated 
in two different conduction system which are oriented in different 
direction. There are reports of presence of dual atrio ventricular (AV) 
node in some complex congenital heart disease most commonly with 

heterotaxy syndrome with right atrial isomerism and some cases of 
discordant atrioventricular connection.

One study using 3D electroanatomic mapping system in patients 
of heterotaxy syndrome with atrioventricular septal defect has showed 
the presence of two AV nodes one at the superior and other at infe-
rior aspects of the common AV junction connected by a sling of con-
duction tissue along the ventricular border of the AV septal defect. 
They have shown the presence of two separate discrete His potential 
decremental and adenosine sensitive conduction and inducible AV re-
ciprocating tachycardia involving both AV nodes.1 Reentrant supraven-
tricular tachycardia can develop involving one AV node as anterograde 
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F I G U R E  1   Electrocardiogram showing 
sinus rhythm with two different types of 
qRS morphology marked by arrow. First 
marked qRS has extreme axis and second 
marked has normal axis [Colour figure can 
be viewed at wileyonlinelibrary.com]
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and other as retrograde limb and can be treated by ablating one of the 
node.2
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