
Idiopathic 
Pulmonary Fibrosis

What is Idiopathic Pulmonary Fibrosis?
Idiopathic pulmonary fibrosis (IPF) belongs to the rare group of 
serious lung diseases collectively called interstitial lung diseases 
(ILD) characterised by damage to functional parts of the lung such 
as the alveolar tissue, bronchioles, bronchi and blood vessels. IPF 
is the most common of ILDs, representing 50% of all fibrotic lung 
conditions (see below for patient numbers worldwide).
The term ‘idiopathic’ literally means ‘of no known cause’ although 
it is known that the disease is more common in smokers. IPF results 
from continued injury to the lung through exposure from irritants, 
causing dysfunctional inflammation and scarring that does not 
properly repair but rather produces an environment that promotes 
persistent and progressive scarring or fibrosis. 
This continual fibrosis results in the thickening of the tissue in 
the lung, impairing breathing and causing an inefficiency in the 
amount of oxygen being delivered throughout the body. The 
amount of scar tissue irreversibly increases over time. The lungs of 
IPF patients become stiff and shrink in size, with patients typically 
having half the normal lung volume. IPF is commonly fatal.

Symptoms, Diagnosis and Prognosis
Many patients experience no symptoms during the early stages of 
IPF. The most common indications are shortness of breath or 
laboured breathing, a persistent cough and a crackling “Velcro-
like” sound when breathing.
IPF is often challenging to diagnose, with diagnosis of IPF 
performed by a multi-disciplinary team consisting of respiratory 
physicians, radiologists and pathologists. 
The team reviews the patient’s clinical 
data including physical examination, 
lung function tests, blood tests and 
appearance of the lung in a CT scan 
(see figure to the right) before reaching a 
consensus regarding the diagnosis. 
The course of the disease varies greatly, 
ranging from a lengthy progression over 
several years to an acute exacerbation, 
rapid decrease in lung function 
and death.
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Causes

The cause is unknown but risk factors may 
include: smoking, environmental exposures, 
chronic viral infections, abnormal acid 
reflux and family history of the disease.

Pathology

Normal IPF

Resultant scarring/honeycombing 
in the lung restricts breathing and 
oxygen exchange. Source: GlobalData IPF Forecast 2016
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