Pulmonary artery abnormalities with predominant respiratory expression 
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Background: Congenital malformations of pulmonary arteries other than pulmonary stenosis   are rare conditions. Patients may be asymptomatic and the diagnosis may not be made until adulthood. However, there are usually pulmonary manifestations early in life.

Objective: The purpose of this study is to present 4  cases of pulmonary arteries anomalies revealed by respiratory symptoms.

Methods: we report 4 cases of pulmonary artery malformations and describe their symptomatology, their radiological findings and their outcome.
Results: we have compiled
	2 right pulmonary artery hypoplasia 

1 absence of right pulmonary artery
1 pulmonary artery sling.
Three patients were infants under one year of age. The signs are not specific: respiratory distress (3), cyanosis (1), chronic cough (1), recurrent pneumonia (1), stridor (1),  failure to thrive (2). All patients have other malformations:  lobar agenesis (1), anomalous venous return (2), ductus arteriosus (1) and anomalies of the urinary tract (1).The investigations included chest radiography(4), echocardiography(4) and bronchoscopy(4) but the definitive diagnosis was made by the contrast-enhanced CT scan in the 4 cases; No MRI was performed .
Three patients are alive and one is lost of follow up (died?). Pneumonectomy is required for one patient but surgery was delayed until the end of growth (owing to the risk of orthopedic complications as scoliosis). The patient with retrotracheal pulmonary artery is in fact, asymptomatic except for a single respiratory infection throughout 8 months of follow-up and the surgery was also delayed.

Conclusion: Pulmonary artery anomalies are rare. The first step of the investigations is the chest radiography, the echocardiogram may confirm the malformation but the concluding diagnosis requires CT scan and/or MRI. Only patients with significant respiratory symptoms should be considered for surgery.
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