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Shareable abstract (@ERSpublications)
Large observational cohorts show that eventually, a majority of patients with fibrotic ILD will
experience disease progression. Highest rates of progression are seen in patients with idiopathic
pulmonary fibrosis and fibrotic hypersensitivity pneumonitis. https://bit.ly/3QcnVKJ
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Fibrosing interstitial lung diseases (ILDs) encompass a number of diverse conditions, overlapping in their
clinical presentations, and imaging and histopathological patterns [1]. Idiopathic pulmonary fibrosis (IPF) is the
prototype of fibrosing ILD, and is characterised by irreversible progressive pulmonary disease, accounting for
loss of lung function, exercise intolerance and complications, especially acute exacerbation and respiratory
failure leading to early mortality [2]. A significant proportion of patients with fibrosing ILDs other than IPF
will develop a progressive phenotype comparable to untreated IPF [3]. Such progression can occur despite
conventional treatment which, depending on the underlying condition, may include close monitoring, antigen
eviction, glucocorticoids, immunosuppressive therapy and pulmonary rehabilitation. Progressive pulmonary
fibrosis (PPF) [1, 4], also referred to as “progressive fibrosing ILDs” (PF-ILD) or fibrosing ILDs with a
progressive phenotype [5], is characterised by a disease course similar to that of IPF, with worsening
respiratory symptoms, decline in lung function and early mortality [6, 7]. Although not every patient develops
a progressive phenotype, collectively PPFs have a prevalence of up to 70 per 100 000 persons [8, 9], have
significant impact on patients’ survival [10] and quality of life, and place a considerable humanistic burden on
both patients and caregivers, and a substantial economic burden on healthcare systems, patients and society [8].

Copyright ©The authors 2022. For
reproduction rights and
permissions contact
permissions@ersnet.org

Received: 19 July 2022
Accepted: 25 July 2022

Link to published version: https://doi.org/10.1183/13993003.01449-2022 Eur Respir J 2022; 60: 2201449

EUROPEAN RESPIRATORY JOURNAL
EDITORIAL

V. COTTIN AND C. VALENZUELA

https://orcid.org/0000-0002-5591-0955
https://orcid.org/0000-0002-0856-6290
mailto:vincent.cottin@chu-lyon.fr
https://crossmark.crossref.org/dialog/?doi=10.1183/13993003.01449-2022&domain=pdf&date_stamp=
https://doi.org/10.1183/13993003.01449-2022
mailto:permissions@ersnet.org

	Progressive pulmonary fibrosis: all roads lead to Rome (but not all at the same speed)

