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Outline of the talk

• New Guidelines and the concept of PFP

• The IPF algorithm 

• The primary care involvement

• ILAs

• The Lung ultrasound







Definition of Progressive Pulmonary Fibrosis



Interstitial lung diseases (ILDs) manifesting progressive 
pulmonary fibrosis (PPF), developed using consensus by 
discussion.



Diagnostic algorithm for idiopathic pulmonary 
fibrosis (IPF)



A New Piece to Help Solve the Interstitial Lung 
Disease Diagnostic Puzzle

American Journal of Respiratory and Critical Care Medicine 
Volume 203 Number 2 | January 15 2021



Primary Health Care
Discussion development

The three Rs of IPF in primary care 

• Recognise

• Refer

• Review
Pathway for IPF

NHS RightCare Pathways. Available at: https://www.england.nhs.uk/rightcare/products/pathways/;

Newell K, et al. Primary Health Care. 2018;28:doi: 10.7748/phc.2018.e1387











Cosgrove et al. BMC Pulmonary Medicine (2018) 18:9



Most commonly reported misdiagnoses



• The median time from symptom 
onset to current diagnosis was 7 
months (range, 0–252 months)

• 43% of respondents reporting a 
delay of ≥ 1 year and 19% reporting 
a delay of ≥ 3 years. 

• 61% of respondents underwent at 
least one invasive diagnostic 
procedure.



• In patients with IPF, the time from symptom 
onset to diagnosis remains over 1 year in 
about half of the patients, but once imaging 
evidence of pulmonary fibrosis is obtained, 
most patients receive a diagnosis within 1 
year. 

• Cardiac conditions and gastro-oesophageal
disorders were reported more frequently in 
patients with a longer (>1 year) versus 
shorter time to diagnosis of IPF. 

• There was no significant difference between 
the longer (>1 year) versus shorter time to 
diagnosis groups in a combined endpoint of 
risk of death or lung transplant.

2020



SCREENING FOR FIBROTIC ILD – WHO TO SCREEN 

Familiar Interstitial Lung Disease

Connective tissue disease
Rheumatoid arthritis: male gender, older age, cigarette smoking, 

RF and anti-CCP positivity, MUC5B genotype

Systemic sclerosis: anti-Scl70 antibodies

Polymyositis/dermatomyositis: anti-synthetase, anti-PM-Scl and 

anti-MDA-5 antibodies

Occupational exposure (i.e., metal and wood dusts and 

asbestos)



Spagnolo P et, Lancet Respir Med 2021. Published Online July 28, 2021 https://doi.org/10.1016/ S2213-2600(21)00017-5 

SCREENING FOR FIBROTIC ILD – HOW TO SCREEN 



POTENTIAL SOLUTIONS TO DIAGNOSTIC DELAYS

Greater awareness of clinical manifestations of 
fibrotic ILD

Finger clubbing

Incidental identification of ILD on imaging

Interstitial lung abnormalities (ILA)

Thickett D et al. BMJ Open 2020;10:e034428



Pulmonologists should educate students and general physicians to recognize the 
characteristic sound of fine Velcro crackles and be aware of their diagnostic relevance.

If present throughout the inspiratory time and persisting after several deep breaths, and 
if remaining present on several occasions several weeks apart in a subject aged > 60 yrs, 
bilateral fine crackles should raise the suspicion of IPF and should lead to consideration 
of a chest radiograph and/or high resolution computed tomography of the chest (more 
sensitive than the chest radiograph, which may falsely reassure the patient). 

It is time that the stethoscope draped around the neck of physicians, which tends to be 
used for identification purposes rather than for medical diagnosis, be also the (presently 
only) genuine tool for an earlier diagnosis of IPF, the prerequisite for earlier treatment, 
and maybe for improvement of the long-term clinical outcome of this dreadful disease. 





DIGITALLY RECORDED LUNG SOUNDS

Sgalla G et al. BMC Pulm Med 2018;18:103

HRCT pattern Bilateral “Velcro-type” 
crackles

Unilateral “Velcro-type” 
crackles

OR (CI 95%) p OR (CI 95%) p

FILD* 13.46 (5.71–29.182) < 0.001 0.58 (0.29–1.16) 0.12

Definite UIP 19.8 (5.28–74.25) < 0.001 0.49 (0.14–1.66) 0.25

Possible UIP 13.09 (4.87–35.2) < 0.001 0.55 (0.23–1.34) 0.19

Inconsistent with 
UIP

10.8 (3.85–32.85) < 0.001 0.75 (0.26–2) 0.53





IPF diagnostic confidence categories based on their assigned diagnostic likelihood can be estimated as follows: 
“high” diagnostic likelihood (70-100%), “intermediate” diagnostic likelihood (30-70%), or “low” diagnostic 
likelihood (0-30%) of IPF.



Clinical probability of IPF based on additional assessment, when 
available. When assessed, items listed may increase or decrease the 
probability of IPF. This evaluation would typically take place after the 
clinic-radiological assessment.







The term interstitial lung abnormalities (ILAs) refers to the 
presence of CT findings compatible with ILD but without 
previous suspicion of ILD

When associated with respiratory signs, symptoms, or 
functional impairment, ILAs are likely to represent mild ILD 
rather than subclinical abnormalities

ILAs are often associated with respiratory symptoms, 
functional impairment, risk of progression and increased all-
cause mortality, hence their clinical relevance

INTERSTITIAL LUNG ABNORMALITIES

Hatabu H et al. Lancet Respir Med 2020;8:726-37



The disease spectrum

Interstitial lung abnormalities Fibrosis





Summary of shared features between interstitial lung 
abnormalities (ILA) and idiopathic pulmonary fibrosis 
(IPF)



Forced vital capacity (FVC) annual trends of early idiopathic 
pulmonary fibrosis (IPF) and interstitial lung abnormalities (ILA)



Proposed algorithm for diagnosis and management of 
interstitial lung abnormalities (ILA)





J. Clin. Med. 2019







Manolescu, Diana et al. “The reliability of lung ultrasound in 

assessment of idiopathic pulmonary fibrosis.” Clinical interventions 

in aging vol. 13 437-449. 22 Mar. 2018, doi:10.2147/CIA.S156615





KEY MESSAGES

Early identification of individuals with fibrotic ILD poses 
a number of challenges

Many occupational/environmental exposures as well as 
a family history of the disease are associated with 
increased risk of preclinical and overt fibrotic ILD

Screening programmes are currently realistic only in 
selected populations at high risk of developing the 
disease




