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Congenital Lung Disease 

Upper Respiratory Tree 

ÅLaryngeal Stenosis and Atresia 

ÅLaryngotracheoesophageal Cleft 

ÅTracheal Agenesis and Stenosis 

ÅTracheo/bronchomalacia 

ÅTracheoesophageal Fistula and Esophageal 

Atresia 

ÅBronchial Isomerism Syndromes 

ÅBronchiectasis ï e.g. William-Campbell 

Syndrome 

ÅBronchogenic Cyst 

 



Congenital Lung Disease 

Lower Respiratory Tree 

ÅPulmonary Agenesis 

ÅExtralobar Pulmonary Sequestration 

ÅPulmonary Hypoplasia 

ÅCongenital Lobar Emphysema 

ÅCongenital Pulmonary Lymphangiectasis 

ÅCongenital Alveolar Capillary Dysplasia 

ÅCongenital Pulmonary Airway Malformation  

ÅPleuropulmonary Blastoma 
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Congenital Pulmonary Airway 

Malformation (CPAM)  
 Subtypes based 

primarily on cyst size, 

but associated with area 

of tracheobronchial tree 

involved 

 O - Tracheal/bronchial 

 1 - Bronchial/bronchiolar  

 2 - Bronchiolar  

 3 - Bronchiolar/alveolar 

 duct 

 4 - Alveolar 



ÅTracheal/bronchial malformation 

ÅAge group - newborn 

ÅSymptoms - immediate, severe 

respiratory distress 

ÅImaging - small, ñatelectaticò lungs 

ÅFrequency ï rare <2% 

CPAM ï 0 
Acinar  Dysplasia 



CPAM-0 
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CPAM - 1 
ÅBronchial/bronchiolar malformation  

ÅAge group - birth to adolescence 

ïmost in first month of life 

ÅSymptoms - neonatal respiratory distress 

ÅImaging - intrauterine ultrasound - cysts 

ïX-ray, CT, MRI - single or multiple large 

cysts 

ÅFrequency ï 60+% 

ÅAssociated anomalies - unusual 







CPAM - 

1 









ÅThis 8 year old boy presented to his pediatrician 

with a 3 week history of a mild nonproductive 

cough. A chest x-ray revealed a 2 cm opacity in the 

right lower lobe with a faint consolidation of the 

lung distal to the lesion.  

ÅThe child had had a partial right lower lobectomy 

shortly after his birth for an air -containing 

multicystic lesion diagnosed as a CPAM type one 

lesion with clusters of mucogenic cells along the 

walls of the larger cysts.  







Case History (cont) 

ÅThe boy has experienced no pulmonary 

problems over the next 7 years. 

ÅThe reminder of the right lower lobe was 

resected and contained an ill-defined tan-

white 2.3cm lesion surrounded by a rim of 

parenchyma from which mucoid material 

could be compressed. 

 




