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ldiopathic Interstitial Pneumonias

A Idiopathic interstitial pneumonias are a group
of diffuse parenchymal lung diseases

A Also known as interstitial lung disease

A Heterogeneous group of nonneoplastic
disorders resulting from damage by varying
patterns of inflammation and fibrosis

A Interstitium primary site of injury
A Airspaces, peripheral airways and vessels
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ldiopathic Interstitial Pneumonias

A In 2002 American Thoracic Society (ATS)
and European Respiratory Society (ERS)
published a new classification of lIPs

A Defines clinical-radiologic-pathologic patterns
A In their idiopathic form, IIPs rare diseases

A Classification is based on histologic criteria
that Is associated with a characteristic CT
pattern
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ldiopathic Pulmonary Fibrosis

A Distinct type chronic fibrosing interstitial
pneumonia of unknown cause

A Associated with histologic pattern of UIP

A To diagnose IPF:

I exclusion other cause (drugs, exposure, CVD)
I abnormal radiographs and HRCT
I abnormal pulmonary function studies (restriction)

A Definite diagnosis requires sx lung biopsy



ldiopathic Pulmonary Fibrosis
Clinical

A Onset of symptoms is gradually

A Dyspnea is most prominent Ssymptom

A Nonproductive cough usual and paroxysmal
A Age: 50 yr and slightly more common males
A Digital clubbing and velcro crackles bibasilar

A In late stages there are right heart failure and
peripheral edema

A Survival: 2.5-3.5 yr



ldiopathic Pulmonary Fibrosis
BAL

A Excess of neutrophils and eosinophils

AWhen eosinophils >20%
disease

A Lymphocytosis above 15% should alert to an
alternative diagnosis (NSIP, COP, sarcoid,
hypersensitivity pneumonitis or other
granulomatous disease)



ldiopathic Pulmonary Fibrosis
Histology

A Architectural destruction, fibrosis with
honeycombing, fibroblastic foci (patchy)

A Alternate normal and abnormal areas

A Interstitial inflammation consists of alveolar
septal infiltrate of lymphocytes, plasma cells
and histiocytes

A Fibrotic zones show temporal heterogeneity
A Honeycomb areas show cysts filled w mucin



ldiopathic Pulmonary Fibrosis
Radiologic Features

A Chest x-ray may be normal

A Commonest abnormality peripheral reticular
opacity in lung bases and honeycombing

ACT:

| subpleural reticular opacities, honeycombing
I traction bronchiectasis and GGO

I bibasilar and peripheral

| often patchy distribution

I temporal heterogeneity












