A Rapid Overview

DIOPATHIC
PULMONARY
-IBROSIS (IPF)

Also Known As

CRYPTOGENIC
SEINONIN€
ALVEOLITIS (CFA)




= |diopatic Interstitial Pneumonias (lIP) makes up major portion
of Diffuse Parenchymal Lung Diseases (DPLD) or Interstitial
Lung Disease

= They have no known cause

= ldiopatic Pulmonary Fibrosis (IPF) is the main disease in
Interstitial Pulmonary Pneumonia (IIP)



Progressive Fibrosing Interstitial Pneumonia

Cause - Unknown

Associated with histological & radiological pattern of Usual Interstitial Pneumonia (UIP)
Occur in Adults

Strong association with Cigarette Smoking



DPLD > IPF >

- repeated focal damage to the alveolar epithelium

Autoimmune process

- Elusive

Exposure to viruses, occupational dusts, drugs or chronic gastro-oesophageal reflux
Familial cases are rare

?

Strong association with cigarette smoking



DPLD > IPF >

SYMPTOMS SIGNS

> 50 Years

Dry Cough
= Cyanosis

Progressive Shortness of Breath
= Clubbing

\WEIETNS
= Fine End-Inspiratory Crepitations
Weight Loss

Arthralgia



DPLD > IPF >

LABORATORY

CRP - Raised

Immunoglobulins - Raised
ABGs - Low pO,, +/- High pCO,
ANA - + in 30%

RF -+ 10%

Anti CCP2 Ab



DPLD > IPF >

IMAGING

= Chest X-ray
m HRCT scan

= Reduced Lung Volume

= Reticular shadowing
- Bilateral Lower Lobes
- Subpleural

m Traction Bronchiectasis

= Honeycombing




DPLD > IPF >

IMAGING

= Chest X-ray
m HRCT scan

= Reduced Lung Volume

= Reticular shadowing

- Bilateral Lower Lobes

- Subpleural
m Traction Bronchiectasis

= Honeycombing




SPIROMETRY

= |ung Volume
Normal Restrictive

Total Lung Capacity (TLC) - Pattern
Reduced

= Restrictive Lung Defect
FVC - Reduced
FEV1 - Reduced/Normal
FEV1/FVC - Normal/Increased

Volume (L) - Volume (L)

= |mpaired Gas Transfer
DLCO - Reduced




BRONCHOSCOPY & BAL

m Seldom Indicated
= D/D of Infection/Malignancy
s BAL Differential Cell Count

Alveolitis Activity
Lymphocytes > Good Response & Prognosis

Neutrophils/Eosinophils > Poor Response & Prognosis



DPLD > IPF > Investigations

LUNG BIOPSY

Seldom Indicated

Diagnostic Uncertainty or
Atypical Feature

Transbronchial -
Insufficient

Open Lung Biopsy -
Preferred

HISTOPATHOLOGY

Usual Interstitial Pneumonia (UIP) pattern
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DPLD > IPF >

- Asbestosis
- Nitrofurantoin, Busulphan, Amiodarone, Sulfasalazine

- SLE, Polymyositis, Dermatomyositis, RA



DPLD > IPF > Complications

= Respiratory failure

= Pulmonary hypertension
= Cor-pulmonale

=i m Carcinoma Lung




DPLD > IPF >

or
- If Vital Capacity between 50 - 80% predicted

- Improve cough

- Influenza & Pneumococcal

- Supportive
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