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DESCRIPTION
A 3-month-old girl child presented with a history
of respiratory distress, rapid breathing and mild
cyanosis since birth. Auscultation revealed systolic
murmur (3/6) in the right parasternal and upper
left parasternal area. ECG showed right axis devi-
ation. Chest radiograph revealed mild cardiomeg-
aly. Echocardiography was suggestive of double
outlet right ventricle, ventricular septal defect
(VSD) and pulmonary atresia. CT angiography
revealed dextrocardia, VSD and pulmonary atresia
with confluent, good-sized pulmonary arteries. The
aorta was seen anterior to the pulmonary artery
with right aortic arch. An aberrant left subclavian
artery (LSCA) was seen with presence of large left
persistent ductus arteriosus, connecting to the
ostial left pulmonary artery forming an anomalous
vascular ring, and causing lower tracheal compres-
sion (figure 1).

A symptomatic anomalous vascular ring with
right aortic arch is very rare. A more common
occurrence with right aortic arch is an aberrant
LSCA followed by a mirror image branching
pattern.1 Association with isolation of the sub-
clavian artery is even rarer. Arch anomalies are
usually associated with congenital heart diseases. A
right aortic arch with a mirror image branching
pattern is associated with tetralogy of Fallot,
truncus arteriosus and VSD in 98% of cases.2

However, associated congenital heart diseases are
rarely seen with a right aortic arch and aberrant
LSCA (in our case, association was seen with dex-
trocardia, malposed aorta and VSD-pulmonary
atresia).2 Sometimes, these rings are symptomatic
and may cause tracheal compression or dysphagia.3

Recognition and classification of these associated
aortic arch anomalies are of prime importance in
the management of congenital heart diseases.

Figure 1 (A) Coronal CT image showing right arch with aberrant left subclavian artery (arrow). (B) Axial CT image
showing left persistent ductus (arrowhead) and aberrant left subclavian artery (arrow) forming anomalous vascular
ring and causing lower tracheal (anterior to+) compression as shown in (C) (reformatted image rotated to show the
tortuous ductus). (D) Volume rendered image depicts the insertion of ductus (arrowhead) into ostial left pulmonary
artery (*).
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Learning points

▸ Vascular rings are complex and pose a diagnostic challenge
because of variable and non-specific clinical presentations,
and associated congenital heart diseases.

▸ A symptomatic anomalous vascular ring with right aortic
arch is very rare and associated congenital heart diseases
are rarely seen with it.

▸ Recognition and classification of these associated aortic arch
anomalies are of prime importance in the management of
congenital heart diseases.
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