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Idiopathic interstitial pneumonia or
idiopathic interstitial pneumonitis:
what’s in a nhame?

To the Editor:

We read with interest the recently published perspective in the European Respiratory Journal by WELLs
et al. [1], “What’s in a name? That which we call IPF, by any other name would act the same.” Although
there is also concern regarding the term “idiopathic” for idiopathic pulmonary fibrosis [2], there is more
concern regarding the term “pneumonia” for the family of idiopathic interstitial pneumonias.

“Pneumonitis” (term derived from the Greek “pneumon”, meaning lung, and the suffix “-itis”, meaning
inflammation) is a term used to describe inflammation of the lung tissue (alveoli, interstitium or both) due
to factors other than microorganisms [3, 4], whereas “pneumonia” is defined as an acute inflammatory
process combined with consolidation and exudation caused by an infection. The main distinguishing
features between pneumonitis and pneumonia are thus based on aetiological and pathological
characteristics [3-5]. While pneumonitis and pneumonia are often used synonymously, pneumonitis is
typically used when the cause is a noninfectious agent (such as a chemical or radiation) [6, 7].

In the American Thoracic Society/European Respiratory Society international multidisciplinary consensus
classification of the idiopathic interstitial pneumonias published in 2002, it is stated that “Idiopathic
indicates unknown cause and interstitial pneumonia refers to involvement of the lung parenchyma by
varying combinations of fibrosis and inflammation, in contrast to airspace disease typically seen in
bacterial pneumonia”, and that “For the purposes of this document, the following terms are viewed as
synonymous: idiopathic and cryptogenic as well as pneumonia and pneumonitis® [8]. Since then, the term
“idiopathic interstitial pneumonias” (IIPs) has taken over, and in fact, for the various diffuse parenchymal
lung diseases (with the exception of hypersensitivity pneumonitis and radiation pneumonitis), we use the
term “pneumonia” instead of “pneumonitis” even to define new entities, such as “interstitial pneumonia
with autoimmune features” [9]. This terminology was kept in the last update of the International
Multidisciplinary Classification of the Idiopathic Interstitial Pneumonias [10], although there were
suggestions for changing the term “pneumonias”.

The term “pneumonia” in the interstitial disorders was first introduced by pathologists and the consequent
pathological classifications of interstitial disorders adopted this term, although the histopathological (and
microbiological) features of the various interstitial disorders clearly indicated the inappropriateness of this
term [11, 12]. IIPs are an important subset of the broad group of diffuse interstitial (parenchymal) lung
diseases. Common to all IIPs is the expansion and potential distortion of distal lung interstitium by some
combination of inflammation and/or fibrosis within each IIP, with idiopathic pulmonary fibrosis (IPF) and
cryptogenic organising pneumonia representing the two extremes of interstitial and intraluminal injury,
respectively.

The cardinal question is what sort of valid content we put into these two terms. If by “pneumonitis”, we
mean inflammation of the lung tissue (including the alveoli, bronchioles or interstitium, or all three in
various grades) irrespective the presence of an infection, as used in other terms like hepatitis, vasculitis or
nephritis, then we should use the term “pneumonitis” instead of “pneumonia” for the IIPs. To match this,
one could suggest the terms “idiopathic nonspecific interstitial pneumonitis”, “acute interstitial

pneumonitis”, “desquamative interstitial pneumonitis”, “idiopathic lymphocytic interstitial pneumonitis”,
“unclassifiable idiopathic interstitial pneumonitis”, “cryptogenic organising pneumonitis” and so forth.
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In this context, we launch a proposal for discussion and eventually, an international consensus meeting
addressing the nomenclature of IIPs (i.e. substitution of the term “pneumonia” with the term “pneumonitis”),
in order to correctly distinguish and characterise the wide group of diffuse parenchymal pulmonary disorders.

Lykourgos Kolilekas', Ulrich Costabel?, Argyris Tzouvelekis®, Vassilios Tzilas®> and Demosthenes Bouros®

'7th Dept of Pneumonology, Hospital for Chest Diseases “Sotiria”, Athens, Greece. *Universititsklinik, Essen, Germany.
*1st Dept of Pneumonology, Medical School, National and Kapodistrian University of Athens, Hospital for Chest
Diseases “Sotiria”, Athens, Greece.

Correspondence: Demosthenes Bouros, Hospital for Chest Diseases “Sotiria”, Messogion 152, Athens 11527, Greece.
E-mail: debouros@med.uoa.gr

Received: May 28 2018 | Accepted: May 29 2018

Conflict of interest: None declared.

References

1 Wells AU, Brown KK, Flaherty KR, et al. What’s in a name? That which we call IPF, by any other name would act
the same. Eur Respir J 2018; 51: 1800692.

2 Wolters PJ, Blackwell TS, Eickelberg O, et al. Time for a change: is idiopathic pulmonary fibrosis still idiopathic
and only fibrotic? Lancet Respir Med 2018; 6: 154-160.

3 Stedman’s Medical Dictionary. 28th Edn. Philadelphia, Lippincott Williams & Wilkins, 2006.

Dorland’s Illustrated Medical Dictionary. 32nd Edn. Philadelphia, Elsevier Saunders, 2012.

5 Seaton D. Pneumonia. In: Seaton A, Seaton D, Leitch AG, eds. Crofton and Douglas’s Respiratory Diseases. 5th
Edn. Oxford, Blackwell Science Ltd, 2000; pp. 356-444.

6 Merriam-Webster. Pneumonitis. https://www.merriam-webster.com/dictionary/pneumonitis. Date last updated:
June 3, 2018.

7 Merriam-Webster. Pneumonia. https:/www.merriam-webster.com/dictionary/pneumonia. Date last updated:
June 28, 2018.

8 American Thoracic Society, European Respiratory Society. American Thoracic Society/European Respiratory
Society international multidisciplinary consensus classification of the idiopathic interstitial pneumonias. Am J
Respir Crit Care Med 2002; 165: 277-304.

9 Fischer A, Antoniou KM, Brown KK, et al. An official European Respiratory Society/American Thoracic Society
research statement: interstitial pneumonia with autoimmune features. Eur Respir ] 2015; 46: 976-987.

10 Travis WD, Costabel U, Hansell DM, et al. An official American Thoracic Society/European Respiratory Society
statement: update of the international multidisciplinary classification of the idiopathic interstitial pneumonias. Am
J Respir Crit Care Med 2013; 188: 733-748.

11 Liebow AA, Carrington CB. The interstitial pneumonias. In: Simon M, Potchen EJ, LeMay M, eds. Frontiers of
Pulmonary Radiology. 1st Edn. New York, Grune & Stratton, 1969; pp. 102-141.

12 Katzenstein ALA. Katzenstein and Askin’s Surgical Pathology of Nonneoplastic Lung Disease. Philadelphia, W.B.
Saunders, 1997.

'S

Copyright ©ERS 2019

From the authors:

We congratulate L. Kolilekas and co-workers on their closely argued plea to resolve semantic imprecision
in a field that suffers from a surfeit of acronyms. We can only agree that the “idiopathic interstitial
pneumonia” (IIP) label should be discussed forensically. Meaningful reappraisal of IIP terminology
requires a major international initiative with, crucially, the presentation of arguments for proposed change
to all group members with the opportunity for written responses, in advance of face to face discussion.
This model is seldom applied in expert group discussions, which are sometimes perfunctory due to time
constraints, especially when held during major world meetings. The current proposal can be seen as the
correct initiation of changes that are likely to be hotly debated due to a pivotal difficulty, discussed below.

However, it is first of all worth clarifying that opposition to an immediate renaming of idiopathic pulmonary
fibrosis (IPF) is based on considerations that do not necessarily apply to the IIP conundrum. Recent
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advances in our field have not been built on a conceptual definition of IIP, but on resolution of confusion in
the definition of the term “IPF”. In clinical practice, treatment is not based upon a “diagnosis” of IIP. The
proposed change from “pneumonia” to “pneumonitis” may have major conceptual implications but is
minimal in scope, with no change in the ITP acronym. It is difficult to argue that the proposed change in IIP
nomenclature suffers from the same practical drawbacks as those that are likely to apply to renaming IPF.

The prevailing difficulty is that the true clinical value of grouping the IIPs lies, not in similarities in
pathogenesis and management, but in the recognition of diagnostic dilemmas arising from their
overlapping clinical and radiological presentations. Is there any conceivable terminology that effectively
unifies the pathogenetic heterogeneity of these disorders? For example, use of the term “pneumonitis”
may, as argued by L. Kolilekas and co-workers, be a far more accurate statement of pivotal underlying
mechanisms in most IIPs. But is this truly the case with regard to IPF, the most prevalent ITP? Have we
not moved away from IPF disease models built on the concept of evolution from inflammation to fibrosis?
Furthermore, can it be argued that infection is not a core part of IPF pathogenesis, in view of the current
view of the disease as “idiopathic” and recent data relating to linkages between IPF progression and the
nature of the respiratory microbiome?

We suggest that to create a framework for what is to remain an ongoing debate, there needs to be
consensus on the purpose of a unifying IIP label. The practical value of disease classification may lie either
in clinical utility or in the facilitation of pathogenetic insights. This seems self-evident, but in some cases,
both goals are worthwhile but cannot be reconciled by means of terminological manoeuvres. In the case of
the IIPs, the proposed basis for change is essentially pathogenetic but as discussed briefly above, these
disorders do not have a unifying pathogenesis. Therefore, we suggest that the current value of the IIP term
lies in clinical utility with a regard to an “IPF clinical syndrome”, which gives rise to major diagnostic
dilemmas in IPF and in idiopathic disorders other than IPF. The change proposed by L. Kolilekas and
co-workers does not address this pivotal point. We should first of all reach agreement on the goal we are
trying to achieve in making classification changes.

Finally, it is perhaps worth highlighting that in arguing for the entity of a progressive fibrotic phenotype in
our recent perspective [1], we were acutely aware of the need for a term that captured both potential
unifying pathogenetic pathways and a specific clinical problem (inexorable IPF-like progression despite usual
treatment) that was common to patients falling into this subgroup. Extending this principle, we suggest that
to be worthwhile, a change in the IIP label should ideally have important advantages for both domains.
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