
Rank Question

1

How can the diagnosis of PPF be improved in terms of accuracy

and the time taken (screening programme, early signs and

symptoms that could be detected in primary care, blood markers,
imaging, biopsy, artificial intelligence, etc.)?

2
Can new treatments other than pirfenidone and nintedanib slow,
halt or reverse the progression of PPF?

3
What can be done to improve the speed and accuracy of PPF

diagnosis in primary care (e.g. training, integration of case-based
studies in GP training, awareness campaigns)?

4
What is the best time for drug and non-drug interventions

(pulmonary rehab, oxygen therapy, psychological support) to start
to preserve quality and length of life for patients with PPF?

5
What are the best ways (drug, non-drug and aids) to treat cough
in PPF?

6
Would early treatment delay progression, lung function decline,
and improve survival in PPF?

7 Which therapies will improve survival in PPF?

8
What treatments (drug, non-drug and aids) can reduce
breathlessness and phlegm production in PPF?

9
To what extent do different interventions (pulmonary rehab,

oxygen therapy, psychological support) impact length of life in
patients with PPF?

10
Can new treatments for PPF be developed with reduced side

effects? Does how the drug is delivered (e.g. oral, nebulised,
through a vein) affect potential side effects of the drug in PPF?

Background:
The term progressive pulmonary fibrosis (PPF)
encompasses a group of diseases affecting more than
35,000 people in the United Kingdom. PPF causes a
remodelling of the lung parenchyma, characterised by a
relentless progression and poor prognosis. No cure is
available yet.
Notwithstanding the severity of the disease and its
prevalence, there is still a lack of awareness, and
research is mainly driven by industry and academia.

Methods:
A Priority Setting Partnership for PPF was established.
Firstly, an online survey was run to gather stakeholders’
questions. Successively, thematic analysis was used to
identify overarching themes from which summary
research questions were generated. After a literature
review, the research questions that had not been
answered were shortlisted through a second online
survey. Finally, the 15 most rated questions were ranked
by stakeholders during a 2-day workshop to define a top
10 selection.

Aim:
This study aimed to 

identify stakeholders’ 
research priorities about 

diagnosis, treatment,  
and care of PPF.

Conclusions:

Stakeholders consider that early diagnosis, new treatment,

symptom management, and quality of life are key areas

that require prioritisation of funding and research.
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