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INTRODUCTION
Ÿ Unilateral absence of pulmonary artery (UAPA) is a rare congenital 

anomaly which was rst described by Fraentzel in 1868 . 
Ÿ It is frequently associated with other cardio-vascular anomalies, 

such as Fallot of tetralogy, septal defects and patent ductus 
arteriosus.

Ÿ We present a case of absent right pulmonary artery with patent 
ductus arteriosus in a 42 years old female patient with ndings in 
CT pulmonary angiography.

CLINICAL INFORMATION
Ÿ Our patient was a  42 years old female with complaints of 

breathlessness over the past 6 months.
Ÿ She also had history of cough with mucoid expocteration for the 

past 3 months.
Ÿ She is a known case of pulmonary Tuberculosis (6 years ago)and 

had taken ATT for 6 months.
Ÿ On examination, patient was febrile (Temp - 99 degrees) and she 

had pan digital clubbing (grade III).
Ÿ Blood work up showed leucytosis , elevated infective markers , 

elevated lactates and hyponatremia.
Ÿ CVS examination showed - S1, S2 normal and no murmur.• 

Echocardiography was done and revealed right atrium and right 
ventricular dilatation.

Ÿ CT pulmonary angiography was proceeded to look for pulmonary 
embolism.
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DIAGNOSIS
Ÿ Unilateral Absent Right Pulmonary Artery With Patent Ductus 

Arteriosus.
Ÿ Pulmonary Hypertension. 
Ÿ Bronchiectatic Changes In Right Lung .

DISCUSSION
Ÿ The exact embryological cause of UAPA is a matter of debate 

usually secondary to altered development of the six aortic arch 
segment. 

Ÿ The intrapulmonary pulmonary arteries arise from the lung buds 
and the extrapulmonary pulmonary arteries arise from the 
proximal portion of the sixth aortic arch. 

Ÿ The main PA is derived from the truncoaortic sac. 
Ÿ The ductus arteriosus, which forms from the distal portion of the 

sixth arches, connects to the primitive dorsal aorta, which becomes 
the underside of the aortic arch ipsilateral to the arch or the base of 
the innominate artery contralateral to the arch. 

Ÿ An absent PA is caused by the involution of the proximal sixth 
aortic arch and persistence of the connection of the intrapulmonary 
PA to the distal sixth aortic arch.

Ÿ The distal intra-pulmonary branches of the affected artery remain 
intact and can be supplied by collateral vessels from bronchial, 
intercostals, internal mammary, subclavian or even coronary 
arteries .
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Ÿ Many patients with isolated UAPA may remain asymptomatic 
until they reach adulthood  while others may complain of recurrent 
respiratory tract infections, dyspnoea on exertion, pulmonary 
oedema, pulmonary hypertension or hemoptysis in contralateral 
lung.

Ÿ Pulmonary hypertension occurring as a sequel to UAPA may result 
from an increase in blood ow to the contralateral unaffected 
artery. This leads to chronic vasoconstriction of the pulmonary 
arteries with subsequent pulmonary hypertension. 

Ÿ The aetiology of recurrent infection may be due to decrease the 
blood ow to the affected lung with subsequent poor delivery of 
the inammatory cells associated with alveolar hypocapnia 
leading to bronchoconstriction and mucous trapping .

Ÿ Hemoptysis may occur due to the large collateral circulation .
Ÿ In our case, the patient had multiple episodes of respiratory tract 

infections. Axial lung window showed cystic and bronchiectatic 
changes in right lung eld sequelae to previous insult. 
Echocardiography showed right atrium and right ventricle 
dilatation and CT pulmonary angiography was done to rule out 
pulmonary artery hypertension.

Ÿ Cardiac Enlargement: Cardiac enlargement was present in 73 per 
cent of the cases. In more than half of these the enlargement was 
either moderate or marked in degree.

Ÿ Treatment options for these patients include partial or total 
pneumonectomy, closure of selected collateral arteries not solely 
responsible for pulmonary blood ow or a primary versus staged 
pulmonary artery anastomosis.

CONCLUSION
Ÿ An absent pulmonary artery is rare and may escape clinical 

detection even into a patient's adulthood if the condition is 
unilateral and isolated . 

Ÿ Radiologists should be aware of their potential role in early 
detection of this entity; even relatively asymptomatic patients with 
a unilateral absent pulmonary artery may have signicant 
morbidity.
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