Pulmonary agenesis in Japan --- Three cases of pulmonary agenesis
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Background:
Unilateral pulmonary agenesis is a rare disease, but one which is often associated associated with other congenital malformations. 

Objectives: 
This study’s aim is to report our experiences concerning three cases of pulmonary agenesis and to investigate the disease in Japan with a review of the Japanese literature. : “Japana Centra Revuo Medicina” (医学中央雑誌)

Methods: 
	Case reports of three children with pulmonary agenesis.

2  Review of the Japanese literature on pulmonary agenesis.

Results: 
1-1) Case 1 was a male infant of 6 months of age. He was diagnosed as having right pulmonary agenesis at birth and was admitted to our hospital. Tracheal stenosis with right-side deviation of mediastinum and aortic compression were revealed by thoracic computed tomography with contrast enhancement. His bronchoscopy revealed that his trachea had pulsatile anterior compression and its diameter was small. Admission and discharge have been repeated 11 times in total due to croup symptoms since then. 

1-2) Case 2 was a female infant with a gestational age of 38 weeks and 5 days, with a birth weight of 2,690g. She had cyanosis after birth, then, she underwent tracheal intubation. She was diagnosed with a right diaphragm hernia and right pulmonary agenesis on the chest x-ray.  Her operation disclosed that her liver was attached to the right lung and hepatic vein passed into the right atrium directly. Since then, admission and discharge have been repeated 14 times in total due to pneumonia and ileus. 

1-3) Case 3 was a male infant with a gestational age of 40 weeks and 2 days, with a birth weight of 2,400g. After birth, he had dyspnea and endotracheal intubation was attempted, but tracheal stenosis prevented this. Then, he was transferred to our hospital with a mask and bag ventilation. Through X-ray and bronchoscopy, we diagnosed him with left pulmonary agenesis, tracheal stenosis and bilateral absent radii. The patient was unresponsive to treatment and died. Postmortem examination revealed transposition of great arteries, esophageal atresia, and left kidney aplasia.  

	Forty-two cases (male/female = 20/11, gender not described; 11) of pulmonary agenesis have been reported in Japan (from 1992 to 2010). Twenty-five cases survived (right/left agenesis = 18/7). The number of deaths has reached 17 cases (right/left agenesis = 14/3).  In serious cases, respiratory failure appeared at an early stage (within one month). In cases of death, most patients had complications of heart disease and digestive anomalies. 



Conclusions:
Early onset of respiratory symptom with pulmonary agenesis seems to indicate the serious condition of the patient. The prognosis is poor especially in those with congenital heart disease and congenital anomalies of the digestive system. It is important to ascertain whether patients have respiratory symptoms and/or other anomalies in patient management.


