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Context

The fibrosing interstitial lung diseases (F-ILDs)
are a heterogeneous group, including idiopathic
pulmonary fibrosis (IPF), connective tissue disease-
associated interstitial lung disease, hypersensitivity
pneumonitis and asbestosis, among others. The
common feature of all F-ILDs is the irreversible
replacement of normal lung parenchyma with
scar tissue, resulting in impaired gas exchange and
culminating in respiratory failure.

The commonest F-ILD, IPF, has a poor prognosis
and an increasing incidence, and thus F-ILD is
associated with increasing mortality and disease
burden worldwide [1, 2]. F-ILDs are frequently
progressive with a plethora of symptoms, causing
an increasing impact on patients’ quality of life.
While a significant proportion of research has
focussed on the development of disease-modifying
therapies to halt disease progression, many of
these drugs were not beneficial in clinical trials [3].
Furthermore, while nintedanib and pirfenidone have
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revolutionised the field by slowing the progression
of IPF [4, 5] and possibly other forms of F-ILD [6-9],
these antifibrotics are associated with significant
side-effects and have proven efficacy in certain
patient groups only. Therefore, a shift in focus from
life-extending treatment to improving quality of life
is essential in the real-world management of F-ILD.

Methods

In this perspective article, the authors summarise
the care needs of patients with F-ILD [10], and
describe an ideal supportive care programme to
meet these needs. Wijsenbeek et al. give a detailed
analysis of the barriers that impede the successful
implementation of comprehensive supportive care
in F-ILD. Given the relative paucity of controlled
interventional studies in this area, the authors draw
upon their experiences as well as the published
literature, and define several priority areas for
further research.

Main results

In qualitative studies, patients with F-ILD and
their caregivers identified their primary needs as
including a timely diagnosis, ILD-specific education
and support programmes, good symptom control,
access to pulmonary rehabilitation, and end-of-life
care (EOLC) [11]. Wijsenbeek et al. used this as the
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Figure 1 A multifaceted approach to the comprehensive supportive care of F-ILD. Comprehensive supportive care of F-ILD
comprises four categories of clinical approaches: end-of-life care, supportive measures, disease-modifying treatment and symp-
tom relief. These approaches should be taken with close collaboration between patients, caregivers, and the healthcare team.
Reproduced from [10] with permission of the American Thoracic Society. Copyright © 2020 American Thoracic Society. The
American Journal of Respiratory and Critical Care Medicine is an official journal of the American Thoracic Society.

basis for their optimal F-ILD care model, where
antifibrotics, symptom management, supportive
measures and EOLC take equal importance in the
management of F-ILD (figure 1). In the centre of this
multifaceted care model is the partnership between
the patient, their caregivers and the healthcare team
in making treatment decisions. The authors propose
that individualised care plans should be formulated
using this model treatment framework, in order to
meet the complex needs of F-ILD patients.

While describing their idealised F-ILD
supportive care model, Wijsenbeek et al. also
candidly acknowledge the many barriers to
achieving such a system in practice, including
poor awareness of interstitial lung disease
among the public and healthcare professionals,
inequality of access to services such as oxygen and
pulmonary rehabilitation, the refractory nature
of F-ILD symptoms, and discomfort around EOLC
discussions. The authors suggest several solutions
to overcome these barriers, the common themes
of which consist of disease-related education of
patients and healthcare workers, increased research
efforts, improved and equitable access to F-ILD
services, and standardised treatment and referral
pathways. Collaboration is a key theme underlying
comprehensive supportive care of F-ILD, including a
multidisciplinary team care approach to patient care,
and multicentre research collaborations to improve
the evidence base to guide treatment decisions.
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Commentary

Wijsenbeek et al.’s proposal for an idealised
supportive care system for F-ILD patients is
comprised of simple components that are well-
established in the interstitial lung disease clinic.
However, the literature emphasises that many F-ILD
patients and their caregivers feel that their needs are
not always met, and it is likely that access to many
aspects of care varies between healthcare systems.
There are several examples of healthcare system-
specific factors that may influence patient access to
supportive care, including the availability of resources
such as home oxygen delivery equipment and
pulmonary rehabilitation, as well as local skills and
knowledge. The authors suggest methods to improve
access to supportive care for F-ILD patients; however,
itis impossible to cover all potential situations, and
it is for the reader to integrate the features of the
optimal care model into their own practice.
Timely diagnosis was emphasised as an
important unmet need of F-ILD patients [11].
Most ILD patients experience delays in diagnosis
(43% delayed over 1 year and 19% over 3 years in
one cohort [12]), often with early misdiagnosis and
thus mismanagement. These data emphasise the
need for education of primary and secondary care
providers on F-ILD to improve the patient experience.
In addition to education for healthcare
professionals, patients and their caregivers




are keen to have access to information on their
condition, including the management plan and
likely prognosis [10, 13]. Peer- and professional-
led F-ILD education and support programmes,
where patients and caregivers gain information
about their condition, are key components of
Wijsenbeek et al.’s care model. These programmes
are valued by patients and their caregivers; however,
the evidence for them is currently lacking [10].
Conversely, pulmonary rehabilitation programmes,
which often include an educational component
alongside physical exercise, have been shown to
improve exercise tolerance and quality of life in IPF
[14, 15]. Furthermore, pulmonary rehabilitation
is beneficial even in advanced IPF [14] and,
therefore, should be considered at every stage of
the disease. The combination of physical exercise
and comprehensive patient education is likely to
represent a cost-effective way to meet multiple
F-ILD patient needs and work is ongoing to assess
effectiveness [16].

The progressive nature of many F-ILDs means
that planning for patient deterioration should occur
early in the disease course. The authors propose
a compassionate and pragmatic approach, with
close involvement of patients and their caregivers
in decision making. This should involve discussions
about treatment, both antifibrotic therapies and
supportive measures, and must include risk-
benefit discussions. EOLC planning should be
integral to the management of F-ILD throughout
the patient journey and should include decisions
about place of death. While these discussions are
uncomfortable and challenging for patients, carers
and healthcare professionals, EOLC planning is an
essential element of F-ILD care that can reduce
patient anxiety [10].

Symptoms such as dyspnoea, fatigue and cough
cause a significant impact on psychological health
and quality of life in F-ILD [17]. Adequate symptom
management is therefore essential, however the
evidence base is lacking for many symptom-based
therapies. Wijsenbeek et al. reviewed the limited
literature in this area (summarised in table 1)
and emphasised the need for individualised
treatment plans formulated according to a patient’s
circumstances. The authors do not provide a
prescriptive symptom management protocol but
do identify potential components that could be used
in different combinations to formulate a unique care
plan for each patient.

A lack of clinical trial evidence was a common
problem identified by Wijsenbeek et al. when
describing their idealised supportive care
programme for F-ILD. While research in the
field of interstitial lung disease has increased
exponentially in the last two decades, studies
of more supportive measures are often small,
underpowered and uncontrolled, explaining
the lack of a standardised approach to F-ILD.
However, randomised controlled trials are feasible.
For example, there are few controlled studies
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Table 1 Potential management approaches for common symptoms in F-ILD

Symptom Approximate Management approaches
frequency in F-ILD
Dyspnoea 54-98% [18] Supplemental oxygen
Benzodiazepines
Opiates
Pulmonary rehabilitation
Multidisciplinary breathlessness
service intervention
Fatigue 8-29% [18] Pulmonary rehabilitation
Supplemental oxygen
Anxiety and 14-50%1[17,18] Antidepressants
depression Cognitive behavioural therapy
Cough 59-100% [18] Treat exacerbating factors, e.g.

proton pump inhibitors for
gastro-oesophageal reflux
Pirfenidone
Thalidomide (significant toxicity)
Target cough reflex with gabapentin
or amitriptyline
Inhaled sodium cromoglycate (trial
currently ongoing; clinicaltrials.gov,
NCT03864328)

to support the use of supplemental oxygen, a
common treatment in F-ILD, but recent work
demonstrated that a randomised controlled trial
of ambulatory oxygen in F-ILD is feasible [19].
Therefore, large-scale real-world studies of
supportive care in F-ILD are not only necessary to
improve the patient experience, they are entirely
achievable, and should be a primary focus for the
F-ILD research community.

Throughout, Wijsenbeek et al. emphasise the
importance of the partnership between patients,
their caregivers and the healthcare team in an
effective comprehensive supportive care system for
F-ILD, in all aspects of management. Nonetheless, it
is likely that the nature of these relationships will be
dependent upon patients’ individual circumstances
and preferences, as well as societal norms, and all
these aspects must be considered when managing
patients with F-ILD.

Implications for practice

Wijsenbeek et al.’s comprehensive supportive
care model for F-ILD provides a useful basis for
the real-world management of F-ILD. This paper
acts as a firm reminder to consider all aspects
of patient care, in addition to potential disease-
modifying approaches, in order to maximise quality
of life. Patients and their caregivers should remain
central to all forms of care planning in F-ILD, and
individualised care plans should be formulated
according to each patient’s circumstances and
preferences.
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Clinicians working in the interstitial lung disease
clinic should actively engage with clinical research
and this work should include the supportive care
measures discussed in this article, in addition to

the novel antifibrotics that are frequently the focus
of research trials. It is only via this engagement in
research that we will gain sufficient evidence to
improve the quality of life of patients with F-ILD.
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