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Disorders more common in infancy (50% of DLD)
• Developmental disorders

• Growth abnormality disorders

• Specific conditions of unknown etiology

• Surfactant dysfunction mutations

• Alveolar capillar dysplasia with misalignement of pulmonary 
veins (ACDMPV)

• BPD, related to chromosomal disorders, associated with 
congenital heart disease

• Neuroendocrine Cell hyperplasia of Infancy (NEHI), pulmonary 
interstitial glycogenosis (PIG)

• Surfactant deficiencies (SFTPB, SFTPC, ABCA3, NKX2.1), 
pulmonary alveolar proteinosis

Disorders related to systemic disease Sarcoidosis, immune mediated collagen vascular disease, storage 
disease, langerhans cell histiocytosis, GPA

Disorders of the normal host/ environmental 
exposure

Infectious/post-infectious, hypersensitivity pneumonitis, 
aspiration, eosinophilic pneumonia

Disorders of the immunocompromised host Opportunistic infections, related to transplantation and rejection, 
related to therapeutic interventions

Disorders masquerading as interstitial lung disease Pulmonary hypertension, cardiac dysfunction, veno-occlusive 
disease, lymphatic disorders

Unknown Biopsy tissue cannot be classified
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Kendig and Chernick’s. Disorders of the 
Respiratory Tract in Children. Chapter 57.
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Hypersensitivity	pneumonitis,	
pulmonary	fibrosis,	organizing	
pneumonia,	acute	lung	injury	
and	reactive	airway	disease
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Prior	and	post	treatment	
with	abatacept (CTLA4-Ig	
fusion	protein)
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Healthy COPA	mutation:
decreased binding capacity of COPa for protein cargo 
-> deficit in proteins that are usually recycled leads to 
increased ER stress
-> activation of proinflammatory transcriptional programs
-> autophagosome formation and enlargement
-> antibody production and increased Th17 cells
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