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ABSTRACT: 

To bring into light the varied presentation of isolated unilateral pulmonary agenesis and its 

significance in routine clinical practice as they are often misdiagnosed as cases of pleural 

effusion and collapse. Diagnosis of this rare case as in our case alters the course of 

management as this condition is most often associated with other congenital anomalies 

(reportedly around 50%) and family history which have to be addressed. 

 

INTRODUCTION: 

Pulmonary agenesis is a rare congenital 

anomaly and still rarer is it to be unilateral 

and isolated presentation without any 

associated anomaly. Most of the cases 

present in early infancy or in childhood with 

symptoms of shortness of breath. But its less 

likely to be asymptomatic till adult life and 

manifest as only few episodes of 

breathlessness in the adult age. Which 

probably could be because of its sole 

manifestation of pulmonary agenesis and 

nothing else. 

Few cases of isolated unilateral pulmonary 

agenesis have been reported but most of 

them couldn’t make it more than childhood. 

Surviving until adult age without any 

symptoms is a very rare presentation and has 

not been report till now which gives a 

significant importance to our present case. 

 

CASE REPORT: 

64 year male, ATHLETIC Winner in 

various running competition and other 

activities but had no symptoms till his adult 

age.  Was  admitted with the complaints of 

fever breathlessness and cough of 7 days 

duration , he was a known case of DM-2 on 

OHA and INSULIN. On routine 

investigation Blood and urine check up were 

normal , CXR PA revealed right hemithorax 

opacification which initially was thought to 

be due to pleural effusion secondary to TB 

and treated accordingly. Repeat CXR PA 

didnt show any resolution of the symptoms 

and clinically it was a picture of right sided 

fibrosis and collapse. In view of resolution 

of the symptoms but persistence of 

radiological picture a review with signs and 

pull of the trachea to the same side other 

differentials like pulmonary hypoplasia , 

agenesis were thought of . Following which 

pulmonary arteriogram was done which 

revealed. Absence of right pulmonary artery. 

Bronchogram revealed agenesis of the right 

lung and gross deviation of trachea to right 

side. Contrast entered into a blind pouch on 

right side at the level of tracheal bifurcation 

on bronchial pattern was not visualized 

further and left side was normal. Following 

which he was treated symptomatically with 

regular follow up as and when required. 

 

DISCUSSION: 

Pulmonary agenesis is characterized by 

failure of development of lungs in utero. 

Various etiologies have been hypothetised, 

one of them being abnormal blood flow in 

the dorsal aortic arch during 4
th

 week of 

gestation. Other various etiologies that were 

proposed were abnormal thoracic cavity or 

abnormal fetal breathing movements or 

abnormal amniotic fluid volume or 

abnormalities of fetal lung and lung fluid 

pressure. Probability of overlap of all 

etiologies can be considered .  

Presentation of the patients can be 

immediate difficulty in breathing with 

respiratory distress in form of cyanosis , 

intercostal recession with tachypnea, acid 
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base disturbance and a well known 

VACTERL syndrome. In pulmonary 

agenesis the lung is absent as are bronchi , 

airways and pulmonary vasculature. The 

right and left sides are affected equally but 

the prognosis is worse if the right side is 

involved because of right is more lobed than 

left and also associated severe congenital 

malformations . The affected side has 

reduced volume and patients have 

homogenous opacification of the entire lung 

with mediastinal shift to the same side. 

Compensatory overinflation of the opposite 

lung and herniation are associated findings.  

Primary isolated bilateral hypoplasia is rare 

and familial occurrence exceptional. 

Pulmonary agenesis is a rare congenital 

anomaly which occurs in 1 per 15000 

pregnancies. Pulmonary hypertension 

complicates lung agenesis because of a 

combination of factors: normal blood 

volume passing through reduced lung tissue, 

hypoxemia leading pulmonary 

vasoconstriction and any associated left to 

right shunting cardiac lesion. Cardiac 

defects occur in 50% of patients . Pulmonary 

agenesis is differentiated from lung aplasia 

by the absence of the carina in the latter. 

Lung agenesis is less common than aplasia 

and about 75% of cases affect the left side 

and it is lethal in half of all patients. 

Very few cases have been reported with 

Lung agenesis without any associated 

anomaly. As in our present case which is a 

isolated pulmonary agenesis on the left side , 

who is a athletic male , asymptomatic ill 

adult life and found incidentally. There was 

no history of any frequent episodes of 

breathlessness or cough or other respiratory 

complaints ; nor was there any history of 

cyanotic spells in the childhood . Amazingly 

our present case was athlete who was a 

winner of various athletic events and didn’t 

have any respiratory complaints like 

shortness of breath on doing these activities.  

Uniqueness of the present case is that per se 

lung agenesis is rare and especially cases 

surviving till in adult hood is still more rare 

occurring as an isolated variant without any 

associated anomaly. The importance of the 

present case also lies in that of considering 

the differential diagnosis of pulmonary 

agenesis in the patients presenting with right 

hemithorax opacity , which in routine 

practice a consideration of pulmonary 

agenesis has to be given. As in our case 

which was initially treated as pulmonary 

kochs and later as radiological findings 

didn’t resolve and second thought was given 

for different differential diagnosis was 

sought.   
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