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Interest in interstitial lung diseases (ILDs) has risen in recent 
years. A large volume of basic and clinical research has 
increased our understanding of the pathogenesis of idiopathic 
pulmonary fibrosis (IPF) and non-IPF fibrotic ILDs. The ILD 
field is now evolving rapidly, with major implications for 
practical management. This Monograph provides expert clinical 
guidance on these difficult diseases, which will be helpful to 
both respiratory and nonrespiratory physicians alike. The initial 
chapters consider diagnostic issues, pulmonary function tests 
and techniques that are currently in development. The book 
then goes on to cover a variety of pulmonary manifestations 
of very different disease entities, such as connective tissue 
diseases, systemic vasculitis and much more.
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Preface

John R. Hurst

It is a pleasure to introduce this edition of the ERS Monograph,
focusing on pulmonary manifestations of systemic diseases.

As clinicians, we strive to care for patients by carefully
evaluating the available evidence, with reference to guidelines,
and by relying on our own past experiences. However, when
managing people affected by rare lung diseases, this process
breaks down in three main ways. First, many of us will simply
not have had significant personal experience of such conditions.
Secondly, guidelines may not exist and, thirdly, the available
evidence may be much more limited in scope and quality.

This situation is true for many of the conditions discussed in
the current edition of the Monograph, and I therefore have no
doubt that the content will be incredibly helpful in managing
some of the most difficult conditions in pulmonology. Indeed, I
believe this Monograph will be important and of interest to
specialists in other fields too, who are often the primary
clinician for such patients. As respiratory clinicians and
scientists, we are used to working in multi-professional teams.
There is perhaps nowhere that this is more necessary than in
managing the pulmonary manifestations of systemic diseases.

The society is indebted to the Guest Editors for doing an
excellent job in curating the individual chapters. I would also
like to pay tribute to the chapter authors and peer reviewers
who together have delivered a relentless focus on quality.

Welcome to a new go-to reference work on Pulmonary
Manifestations of Systemic Diseases!

Disclosures: John R. Hurst reports receiving grants, personal fees and
non-financial support from pharmaceutical companies that make medicines
to treat respiratory disease. This includes reimbursement for educational
activities and advisory work, and support to attend meetings.

Copyright ©ERS 2019. Print ISBN: 978-1-84984-111-5. Online ISBN: 978-1-84984-112-2. Print ISSN: 2312-508X. Online ISSN: 2312-5098.
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Wim Wuyts is the driving force behind the ILD programme at
the Laboratory of Respiratory Medicine of the KU Leuven. His
research interests include immunology and fibrosis in ILDs,
clinical research in ILDs and clinical trials in pulmonary
fibrosis.
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ILDs, lung transplantation, PH and asthma. He is a member of
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Introduction
Wim A. Wuyts 1, Vincent Cottin 2, Paolo Spagnolo3 and Athol U. Wells4

@ERSpublications
Pulmonary manifestations of systemic diseases must be considered forensically and not managed
by focus on a single organ. This book provides expert clinical guidance on difficult diseases,
aiding respiratory and nonrespiratory physicians. http://bit.ly/36HBY4i

ILDs comprise ⩾200 separate lung disorders. The interest in these diseases has risen
enormously in recent years. A large body of basic and clinical research has greatly increased
our understanding of the pathogenesis of IPF and, to a lesser extent, non-IPF fibrotic ILDs.
Validated and emerging antifibrotic treatments for IPF are likely to be efficacious in other
pulmonary fibrotic disorders exhibiting IPF-like disease progression. The ILD field is now
evolving rapidly, with major implications for practical management.

However, it is important that the multiplicity of less prevalent ILDs, including those with
predominantly inflammatory and mixed inflammatory/fibrotic phenotypes, are not lumped
indiscriminately with inexorably progressive pulmonary fibrosis. Individual diseases must
be appraised forensically. In this regard, pulmonary manifestations of systemic diseases
cannot be adequately managed by focusing solely on ILDs but pose unique problems for
physicians. Many systemic diseases are treated by non-respiratory specialists who do not
always have expertise in assimilating pulmonary signs, symptoms and tests. Furthermore,
many of these entities are extremely uncommon and this is often challenging for
respiratory physicians. This Monograph, dedicated to the pulmonary manifestations of
systemic disorders, provides background information and expert clinical guidance on these
difficult diseases, which will be helpful to respiratory physicians and non-respiratory
specialists alike.

The initial chapter considers the diagnostic issues in these diseases [1]. As a first step,
collaboration between different experts in medicine is a requisite in these diseases; this is a
challenge, but for our patients the best is not enough. In order to establish the most
confident diagnosis, collaboration is necessary as data originate from different experts in
the field. The next step is to find a way to communicate these results and integrate them
into the specific case for the individual patient. The best way is multidisciplinary
discussion. This has been extensively tested over the years and has now become the

Copyright ©ERS 2019. Print ISBN: 978-1-84984-111-5. Online ISBN: 978-1-84984-112-2. Print ISSN: 2312-508X. Online ISSN: 2312-5098.

Correspondence: Wim A. Wuyts. Unit for Interstitial Lung Diseases, Dept of Respiratory Medicine, University Hospitals Leuven,
Herestraat 49, 3000 Leuven, Belgium. E-mail: wim.wuyts@uzleuven.be

1Respiratory Medicine, Unit for Interstitial Lung diseases, University Hospitals Leuven, Leuven, Belgium. 2Service de Pneumologie,
Hopital L. Pradel, Lyon, France. 3University of Padova School of Medicine and Surgery, Padova, Italy. 4Interstitial Lung Disease, Royal
Brompton Hospital, London, UK.

https://doi.org/10.1183/2312508X.10033219 ix
Purchased by ,  
From: European Respiratory Society Publications (reader.ersjournals.com)

http://orcid.org/0000-0001-9648-3497
http://orcid.org/0000-0002-5591-0955
http://bit.ly/36HBY4i
http://bit.ly/36HBY4i
https://reader.ersjournals.com/docgoto/pulmonary-manifestations-of-systemic-diseases-9781849841122/21
mailto:wim.wuyts@uzleuven.be


standard approach for evaluation of complex ILDs. We would argue that this manner of
discussion should be transferred to other domains and that more non-pulmonary
specialists should be added to teams. This exchange of expertise works both ways: on the
one hand, it is beneficial as it raises awareness about the lungs amongst specialists in other
fields, such as rheumatologists, general internists, nephrologists… On the other hand, we as
pulmonologist could also learn from them in increasing our suspicion of the symptoms
and signs of underlying CTD, but also by being more specific in the evaluation of only
subtle biochemical abnormalities, without clinical counterpart.

Another important topic covered in this Monograph is PFTs, the cornerstone of diagnosis
and follow-up [2]. At first sight it might seem odd that this is covered in a book mainly
intended for pulmonologists. But we are convinced that in modern literature, there are few
manuscripts that bring together current knowledge and particularly the pitfalls in PFTs. We
also hope that this book will be picked up by experts outside the field of pulmonary
medicine so that they realise the value of PFTs, but also look for the necessary expertise
within their team.

The book goes on to discuss the contemporary techniques that are now in full
development, such as quantitative CT analysis in ILD and the use of artificial intelligence
on imaging of ILD [3]. This chapter provides a comprehensive overview of the possibilities
now and in the future.

In this Monograph, we have tried to cover a variety of interesting pulmonary manifestations
of very different disease entities, such as CTDs, systemic vasculitis and others.

The major CTDs covered are RA [4], inflammatory myopathies [5], SSc [6], Sjögren
syndrome and mixed CTD [7], antiphospholipid syndrome [8] and finally, IPAF and
undifferentiated CTD [9].

The chapters on systemic vasculitides comprise: microscopic polyangiitis and granulomatosis
with polyangiitis [10], DAH [11], eosinophilic granulomatosis with polyangiitis [12], and
pulmonary involvement in Takayasu arteritis and Behçet disease [13].

The chapters covering other diseases with extrathoracic involvement discuss bronchial and
pulmonary involvement in inflammatory bowel diseases [14], the lung in liver disease [15],
lung complications of neuromuscular diseases [16], amyloidosis and the lung [17],
trafficking and lysosomal storage disorders (Hermansky–Pudlak, Gaucher, Niemann–Pick,
Fabry, Lysinuric protein intolerance) [18], pulmonary involvement in haematological
disorders and bone marrow transplant recipients [19], systemic histiocytic disorders
(Langerhans and non-Langerhans cell histiocytosis, Erdheim–Chester and Rosai–Dorfman)
[20], immunodeficiency [21], telomere syndrome and the lung [22], and finally, the
pulmonary manifestations and management of sarcoidosis [23].

The Guest Editors very much hope that this Monograph will provide the reader with an
interesting overview and update on the possible pulmonary involvement and specific treatment
options of different systemic diseases. We sincerely hope that this book will be well received
and will raise further interest in these diseases, leading to an increase in collaboration between
different organ specialists and earlier diagnosis of patients confronted with very complex
diseases that might turn their live upside down. We also hope that this book will serve as a
catalyst to the development of more basic and clinical research in these intriguing diseases.

x https://doi.org/10.1183/2312508X.10033219
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BAL bronchoalveolar lavage 
CT computed tomography 
CTD connective tissue disease
DAD diffuse alveolar damage 
DAH diffuse alveolar haemorrhage 
DDLCO diffusing capacity of the lung for carbon monoxide 
FEV1 forced expiratory volume in 1 s
FVC forced vital capacity 
HLA human leukocyte antigen 
HRCT high-resolution computed tomography 
Ig immunoglobulin
IIP idiopathic interstitial pneumonia 
IL interleukin
ILD interstitial lung disease 
IPAF interstitial pneumonia with autoimmune features 
IPF idiopathic pulmonary fibrosis 
IPS idiopathic pneumonia syndrome 
LIP lymphocytic interstitial pneumonia 
MALT mucosa-associated lymphoid tissue 
NSIP nonspecific interstitial pneumonia 
OP organising pneumonia 
PAH pulmonary arterial hypertension 
PFT pulmonary function test
PH pulmonary hypertension 
RA rheumatoid arthritis 
SLE systemic lupus erythematosus 
SSc systemic sclerosis 
UIP usual interstitial pneumonia 
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