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Unusual presentation of atrioventricular (AV) univentricular connection: Absent left AV 
connection with a dominant ventricle of left morphology. Anatomical and echocardiographic 
findings in four cases 
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Introduction:  
Despite of existing a systematized nomenclature for all types of univentricular AV connection, there 
are still some cases challenging pediatric cardiologists/echocardiographers. Usually, absence of one 
AV connection is associated with the presence of a rudimentary ventricular chamber at the same side, 
as the absent connection. Very rarely, the hypoplastic chamber is located at the contralateral side of 
the absent connection, with the dominant ventricle of unexpected morphology for the side of absent 
connection. We sought to clarify this unusual feature by reviewing a series of four cases, including one 
fetal diagnosis, with this morphological arrangement. 
 
Methods:  
From the hospital database/char,data were obtained. Echocardiogram studies were reviewed and 
correlation with anatomical features from pathological study was done.  
Four cases were studied with absence of left AV connection with a dominant left ventricle and 
rudimentary right ventricular chamber located at the right side.  Three specimens were examined from 
patients who died. The remaining patient has been followed after a palliative surgery. 
 
Results: 
 There was agreement between the initial echocardiogram report and pathological features in two 
cases. In  the two remaining,.the initial diagnosis was “Tricuspid atresia”, including one fetal diagnosis. 
In all cases there was an early clinical presentation with hypoxia and low cardiac output. Right outflow 
tract obstruction was detected in two patients. Two patients required atrial septostomy for a restrictive 
PFO.  In the remaining patient there was a small PFO, but there was total anomalous pulmonary 
venous return to the coronary sinus. (table 1) 
 

Patient ASD VSD Ventriculo-
arterial 

connections 

Location of 
rudimentary 

chamber 
RVOTO TAPVD 

1 PFO Muscular 
restrictive concordant Right  yes No 

2 Restrictive 
PFO 

Muscular 
restrictive discordant Right  No No 

3 Secundun 
ASD 

Non 
restrictive 
muscular 

concordant Right  No No 

4 PFO 
Non 

restrictive 
muscular 

concordant Right  yes Yes 

�Conclusions: 
Echocardiographers must be aware about unusual forms of AV connection. The correct interpretation 
of absent AV connection by standard views needs a dynamic evaluation and the combination of 
different views to establish the correct spatial orientation of cardiac chambers and determination of 
ventricular morphology. Fetal diagnosis requires more views and careful interpretation as well. The 
sequential segmental analysis is fundamental to achieve the correct diagnosis, both by 
echocardiography and other morphological methods.  � 


