Integrated Outline of 
Lecture 03 (01-13 PA; Askin) and Lecture 04 (01-14 PP; Polito)

Interstitial Lung Disease
Overview of ILD

- ILD is the most common cause of restrictive lung disease


- Place this class of disease in the context of the three major causes of restrictive lung disease: stiff lung, stiff chest wall, resp mm weakness



- Recall PFTs for restrictive disease:  ( FRC, nl FEV1/FVC;  {TLC, FRC, RV, VC, DLCO} all low


- A better name for ILD is diffuse parenchymal lung disease

- ILD classification


- occupational/environmental causes: pneumoconiosis, toxic inhalation, hypersensitivity pneumonitis

- connective tissue disorders: scleroderma, RA, SLE, polymyositis-dermatomyositis

- drug-induced: amiodarone, bleomycin, methotrexate, radiation therapy

- idiopathic: IPF, sarcoidosis, bronchiolitis obliterans organizing pneumonia, eosinophilic granuloma

- primary disorders: lymphangitic carcinomatosis, respiratory bronchiolitis, tuberous sclerosis, systemic lipoidosis (Gaucher’s dz, Niemann-Pick dz)

- Treatment


- is generally supportive; avoid exposure to causative agent if known


- corticosteroids help in sarcoidosis and extrinsic allergic alveolitis but are little of no help in the other diseases


- track efficacy of treatment with serial PFTs
IDIOPATHIC PULMONARY FIBROSIS

Clinical



- Most common ILD


- An idiopathic interstitial pneumonia that presents late in life w/ dyspnea on exertion


- CXR: interstitial infiltrates (patchy reticular opacities) in periphery and lower lobe

- PFTs:  restrictive (( FVC, ( TLC), nonobstructive (nl FEV1/FVC), loss of area (( DLCO), V/Q mismatch (( PaO2), ( PaCO2, hypoxemic vasoconstriction (( Ppa)

Pathogenesis

(Lec 04) unknown initiating event ( inflammation (especially T-lymphocyte activation) ( cytokines ( fibrosis


(Lec 05) repeated stimuli ( sequential lung injury ( aberrant wound healing ( variable fibrosis


Pathology

Usual interstitial pneumonia (UIP): inflammatory infiltrate, structural remodeling w/ decreased capillaries in wall of air space, variable interstitial fibrosis, fibroblast foci (which are areas of recent injury)

Diagnosis


- Diagnosis of exclusion that integrates clinical, radiological, and pathological features



- A thoracoscopic biopsy (larger than transbronchial) is required to see histopathology


- BAL shows increased neutrophils and eosinophils

GRANULOMATOUS DISORDERS
Sarcoidosis

Clinical

A noninfectious, granulomatous, multisystem disease that often affects the lung with variable hilar adenopathy and interstitial pneumonitis

Pathology


Non-caseating (ie non-necrotic) well-formed granulomas

Diagnosis


Can be made on transbronchial biopsy, BAL shows increased lymphocytes
Extrinsic allergic alveolitis (aka hypersensitivity pneumonitis)

Clinical


Reaction to inhaled organic substances (eg mold, dander)



CXR: patchy infiltrates in all parts of the lung


Pathology


Uniform interstitial inflammation with poorly formed granulomas


Diagnosis


BAL shows increased lymphocytes
Pneumoconiosis: a tissue reaction to inorganic dust

Silicosis



Clinical



Most prevalent chronic occupational lung disease in the world




Setting of chronic (years) exposure to silica with dyspnea and cough




CXR: small (<10mm) rounded opacities in upper lung which may conglomerate




PFTs: like IPF but may show some obstruction (( FEV1/FVC)



Pathogenesis



Silica uptake by Mphage ( Mphage injury/death ( proteolytic enzyme release



Pathology




concentric hyaline nodules


Diagnosis



BAL shows increased neutrophils


Asbestosis



Clinical



- A pulmonary fibrosis due to asbestos exposure


- Setting of chronic (years) of asbestos exposure with dyspnea and cough, and bilateral crackles at lung bases




- CXR: linear interstitial infiltrates in lower and mid-lung




- PFTs: like IPF



Pathogenesis

asbestos fiber engulfed by M( ( giant cell formation and M( activation ( cytokine release ( fibrosis


Pathology



Diffuse interstitial fibrosis, asbestos bodies



Diagnosis




BAL shows increased neutrophils

Coal


Pathology: coal-laden macrophages

Lung granulomas should always be checked for acid-fast bacilli and fungi!

