
Diagnostic criteria and algorithm
Diagnosis of IPF based on the ATS/ERS/JRS/ALAT evidence-based guidelines requires :
1. Exclusion of other known causes of ILD (e.g. domestic and occupational environmental exposures,

connective tissue disease, drug toxicity)
2. The presence of a usual interstitial pneumonia (UIP) pattern on HRCT
3. Where a possible UIP pattern or a pattern inconsistent with UIP is found on HRCT, a biopsy should

be performed and the results should be discussed by a multidisciplinary team (MDT). A diagnosis of

The diagnosis of idiopathic pulmonary fibrosis (IPF)
requires exclusion of known causes of interstitial lung
disease (ILD), plus confirmation of specific radiological
and/or histological patterns.

Patients with the key clinical features of IPF should be
referred to a pulmonologist who will assess pulmonary
function.  If the pulmonologist suspects ILD, then a high-
resolution computed tomography (HRCT) scan without
contrast agent should be requested; where required, a lung
biopsy may then be carried out to provide further diagnostic
information.

A multidisciplinary discussion of patient cases by a
pulmonologist, radiologist and pathologist with expertise in
ILD has been shown to improve the accuracy of IPF
diagnosis.
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For a series of interactive
educational presentations,
please see ‘Tips and Tricks
in Diagnosis and Treatment
of Idiopathic Pulmonary
Fibrosis’ hosted by
PeerVoice
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How to diagnose IPF

IPF requires specific combinations of HRCT and surgical lung biopsy patterns
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Diagnostic algorithm for IPF

For further details on differential diagnosis of ILD see  Differential diagnosis

HRCT
HRCT has greatly increased the accuracy of IPF diagnosis and is now an essential part of the
diagnostic pathway in IPF as it is able to detect pathophysiological changes in lung tissue that
cannot be seen on a standard chest X-ray.
For further details on HRCT imaging, see HRCT

Biopsy
Surgical lung biopsy
In the absence of a definite UIP pattern on HRCT, a surgical lung biopsy should be considered.
With results of both an HRCT and lung biopsy, IPF can then be diagnosed by specific
combinations of patterns seen across the two methods.

It is also important to recognise the mortality risk associated with surgical lung biopsy and to
ensure patients are carefully assessed for the procedure.
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alternative to surgical lung biopsy to diagnose fibrosing ILD; it involves using a cryoprobe to
obtain a lung tissue sample through a bronchoscope.
For further details on the use and safety of this technique, see Biopsy.

Exploratory diagnostic tests: serum and BAL markers
Other potential diagnostic measures include serum and bronchoalveolar lavage (BAL) markers,
although there are limited data on their predictive value, and they are currently largely unavailable
for routine clinical use.
Studies have shown that elevated serum levels of KL-6,  serum CCL18  and surfactant
protein A and D are associated with morbidity/mortality in patients with IPF.

Studies of plasma and BAL matrix metalloproteinase (MMP) levels suggest that MMP1 and
MMP7 are increased in patients with IPF; also, MMP7 levels may correlate with disease
severity.  The presence of circulating fibrocytes (mesenchymal progenitor cells) has also been
associated with worse short-term survival.

Candidate molecular biomarkers in IPF
Potential biomarkers for IPF19

A number of blood proteins show potential as future biomarkers in IPF
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Transbronchial cryobiopsy
Transbronchial cryobiopsy is a new bioptic approach that is being increasingly used as an
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