
Interstitial Lung Diseases (ILDs)

ILDs of known association

Granulomatous 

ILDs

Idiopathic interstitial 

pneumonias (IIPs)
Miscellaneous ILDs

A. Connective tissue diseas

Rheumatoid Arthritis (RA)
Systemic Sclerosis (SS)
Dermatomyositis (DM)
Sjogrens Syndrome (SSy)
Systemic Lupus 
Eryhematodes (SLE)
Mixed Connective Tissue
Disease (MCTD)

B. Drugs 

(e.g. nitrofurantoin)

C. Occupational exposures

Sarcoidosis, 

Hypersensitivity

pneumonitis

Major IIPs

Idiopathic pulmonary fibrosis 

(IPF)

Non-specific interstitial 

pneumonia (NSIP)

Cryptogenic organising

pneumonia (COP)

Respiratory bronchiolitis ILD

Desquamative interstitial 

pneumonia (DIP)

Acute interstitial pneumonia

Lymphangioleiomyomat

osis (LAM)

Pulmonary

Langerhans cell 

histiocytosis

(Histiocytosis X)

Post COVID pulmonary 

fibrosis
Rare IIPs

Lymphocytic interstitial 

pneumonia

Idiopathic pleuro-

parenchymal fibroelastosis

Unclassifiable
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Interstitial Lung Diseases (ILDs)

ILDs of known association

Granulomatous 

ILDs

Idiopathic interstitial 

pneumonias (IIPs)
Miscellaneous ILDs

A. Connective tissue diseas
Rheumatoid Arthritis (RA) 2-10%
Systemic Sclerosis (SS) 40-70%
Dermatomyositis (DM) 20-43%
Sjogrens Syndrome (SSy) 10-15%
Systemic Lupus Eryhematodes
(SLE) 2,6%
Mixed Connective Tissue
Disease (MCTD) 27-78%

B. Drugs 

(e.g. nitrofurantoin)

C. Occupational exposures

Sarcoidosis, 

Hypersensitivity

pneumonitis

Major IIPs
Idiopathic pulmonary fibrosis (IPF) -

14-28%

Non-specific interstitial pneumonia -

(NSIP) - 14-36%

Cryptogenic organising pneumonia -

(COP) – 5%

Respiratory bronchiolitis ILD – (RB-ILD)

0,07% population

Desquamative interstitial pneumonia

(DIP) - unknown prevalnce

Acute interstitial pneumonia (AIP) –

4 %

Lymphangioleiomyomatosis

(LAM)

Pulmonary

Langerhans cell histiocytosis

(Histiocytosis X)

Post COVID pulmonary fibrosis

Rare IIPs
Lymphocytic interstitial pneumonia

Idiopathic pleuro-parenchymal 

fibroelastosis

Unclassifiable






