Interstitial Lung Disease and the “Usual Interstitial Pneumonitis” Pattern
Interstitial Lung Diseases are organized into three categories:
1.  Chronic Inflammatory Infiltrates (for example, Idiopathic Pulmonary Fibrosis (IPF))

2.  Granulomatous Disorders (for example, Sarcoidosis)

3.  Dust Inhalation Disorders (silicosis, asbestosis, pneumoconiosis)
All interstitial lung diseases are restrictive lung diseases.
Idiopathic Pulmonary Fibrosis (IPF)

IPF is a type of idiopathic interstitial pneumonia characterized by chronic inflammation and 
fibrotic lesions of the interalveolar septae of the lung.  The fibrosis is especially 
pronounced in the sub-pleural areas and lower lobes.  Alveoli are infiltrated with PMNs 
and eosinophils.
Patients with IPF present with dyspnea, cough, and crackles.  IPF probably begins from repeated 
lung injury with aberrant wound healing and TH2 involvement.  This is a restrictive defect, 
so TLC, compliance, and DCO are all dimished.
The interstitial infiltrate is composed of lymphocytes and polys.  In association with this infiltrate

there is interstitial fibrosis, which is a hallmark of IPF.  This interstitial fibrosis is 
characterized by its variability from area to area.  These variable areas are known as 
“fibroblast foci” and may progress to an end-stage “honeycomb interstitium.”
The Usual Interstitial Pneumonitis (UIP) Pattern is the name given to this pattern of variable 
fibroblast foci and honeycomb patterning of the interstitium.  

The UIP pattern is not specific for IPF, but IPF always presents a UIP pattern on surgical biopsy.
(Raymond removed images of pneumonitis x-ray and pathology.)
Sarcoidosis
Sarcoidosis is a multisystem granulomatous disease, probably related to T-lymphocyte dysfunction.
The characteristic feature is a well-formed hard granuloma with minimal cellular infiltrate.
These granulomas are often found in the walls of the airways, making transbronchial biopsy 
useful for diagnosis.  Lavage will show lymphocytic infiltration.
(Raymond removed images of sarcoidosis x-ray and pathology.)

Pneumoconiosis
Pneumoconiosis is an interstitial lung disease related to inhalation of organic or inorganic dusts.
Another similar disorder is Extrinsic Allergic Alveolitis (EAA or “Farmer’s Lung”).  This is 
caused by inhalation of organic dusts, fungi, molds, or animal proteins, all of which cause 
a granulomatous interstitial reaction.

(Raymond removed images of pneumoconiosis pathology.)
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Diffuse Alveolar Damage (DAD)
Unlike the other processes, DAD is an acute injury pattern, with damage to all parts of the 
alveolus leading to alveolar leak.

DAD is the histological pattern of ARDS.
DAD is caused by ischemia, sepsis, shock, gastric aspiration, pneumonia, inhaled gases/dusts.  
These lead to activation of complement, inflammatory proteins, platelets, and fibroblasts.

DAD begins with endothelial damage and hyaline membranes, then progresses to interstitial 
inflamm, proteinaceous edema, microthrombi, hyperproliferation of Type II pneumocytes, 
and fibrosis of alveoli.

(Raymond removed images of DAD x-ray and pathology.)







