titigetsl A 411018 Al1E 2026
What's hot?

2025 74

:5715}8]/ul = g5} 7P

()

Check for
updates €ISSN 2289-0769

https://doi.org/10.3904/kjm.2026.101.1.13

HH

= 78

0 W7 AR

VhEdst olsttet QLAY

rie

i
ot
N,
=
B

*gAISHL OJ7felet A gotihE el T3t

2025 ERS/ATS Update of the Classification of Interstitial Pneumonias:
Key Changes

Kyung Hoon Kim'" and Jin Woo Song’

'Division of Pulmonary and Critical Care Medicine, Department of Internal Medicine, Incheon St. Mary’s Hospital, College of Medicine, The Catholic
University of Korea, Seoul: “Department of Pulmonary and Critical Care Medicine, Asan Medical Center, University of Ulsan College of Medicine, Seoul, Korea

Interstitial pneumonia is a heterogeneous group of diffuse parenchymal lung diseases characterized by variable combinations of
inflammation and fibrosis involving the interstitium, airways, and alveolar spaces. The classification of interstitial pneumonia has
undergone a major update for the first time in 12 years since 2013. The 2025 European Respiratory Society/American Thoracic Society (ERS/
ATS) update introduces an integrated framework that extends beyond idiopathic entities to include secondary causes such as connective
tissue disease and hypersensitivity pneumonitis. This update classifies interstitial pneumonias into ‘interstitial patterns’ and ‘alveolar
filling patterns’ based on the predominant site of involvement, with interstitial patterns further subclassified into ‘fibrotic’ and ‘non-
fibrotic’. Furthermore, it newly defines and reintroduces the ‘bronchiolocentric interstitial pneumonia’ pattern to replace the traditional
‘hypersensitivity pneumonitis pattern’ and renames the terms ‘acute interstitial pneumonia’ and ‘desquamative interstitial pneumonia’ to
‘diffuse alveolar damage’ and ‘alveolar macrophage pneumonia’, respectively, to more accurately reflect the underlying pathophysiology.
Importantly, the update distinguishes morphologic patterns from multidisciplinary discussion diagnoses and formalizes the concept of
diagnostic confidence, presenting a system of ‘confident’, ‘provisional’, or ‘unclassifiable interstitial lung disease’. Although this update is
based on expert consensus, the new classification framework can provide a more comprehensive and practical approach for clinicians
managing patients with complex interstitial pneumonias. This review summarizes these key changes and their clinical implications.

(Korean J Med 2026;101:13-23)
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‘ IP / ILD suspected on chest CT ‘

| Combined patterns ‘

Interstitial disorders Alveolar filling disorders

‘ Unclassifiable patterns ‘ Rare

UIP | NSIP | BIP | DAD | PPFE | LIP oP RB-ILD AMP
AFPs

X v

MDD to integrate imaging findings with clinical, molecular, and pathological findings

{

Clinical diagnosis as per Table 1

Figure 1. Classification schema overview. Modified from Ryerson et al [1]. IP/ILD, interstitial pneumonia/interstitial lung disease;
CT, computed tomography; UIP, usual interstitial pneumonia; NSIP, nonspecific interstitial pneumonia; BIP, bronchiolocentric in-
terstitial pneumonia; DAD, diffuse alveolar damage; PPFE, pleuroparenchymal fibroelastosis; LIP, lymphoid interstitial pneumo-
nia; OP, organising pneumonia; RB-ILD, respiratory bronchiolitis-interstitial lung disease; AMP, alveolar macrophage pneumonia;
AFP, alveolar filling pattern.

Table 1. Morphologic patterns of interstitial and alveolar filling disorders and associated clinical-radiologic-pathologic diagnoses [1]

Morphologic patterns by pathology Major clinical-radiologic-pathologic diagnoses
and imaging Secondary” Primary/idiopathic
Interstitial patterns
Usual interstitial pneumonia (UIP) Secondary UIP (e.g., CTD, HP, medications) Idiopathic pulmonary fibrosis
(Idiopathic UIP)
Nonspecific interstitial pneumonia (NSIP) ~ Secondary NSIP (e.g., CTD >>> HP, medications) Idiopathic NSIP
Bronchiolocentric interstitial pneumonia Secondary BIP (e.g., HP >>> CTD, aspiration, inhalational Idiopathic BIP (provisional diagnosis)
(BIP) exposures, medications)
Diffuse alveolar damage (DAD) Secondary DAD (multiple causes) Idiopathic DAD (acute interstitial
pneumonia)
Pleuroparenchymal fibroelastosis (PPFE) Secondary PPFE (e.g., IPF, CTD, HP, medications, radiation, Idiopathic PPFE
transplant [restrictive allograft syndrome], pulmonary
infection [post-tuberculosis], occupational)
Lymphoid interstitial pneumonia (LIP) ~ Secondary LIP (e.g.,, CTD, immune deficiency) Idiopathic LIP
Alveolar filling patterns
Organizing pneumonia (OP) Secondary OP (e.g., CTD, post-infectious, medications, aspiration) Cryptogenic OP (idiopathic OP)
Respiratory bronchiolitis-ILD (RB-ILD)  Secondary RB-ILD (e.g., smoking >>> CTD, medications, Idiopathic RB-ILD

aspiration, hereditary)
Alveolar macrophage pneumonia (AMP) Secondary AMP (e.g., smoking >>> CTD, medications, aspiration, Idiopathic AMP

hereditary)
Rare alveolar filling disorders Acute & chronic eosinophilic pneumonia, pulmonary alveolar proteinosis, lipoid pneumonia
Others
Combined pattern Multiple combinations (e.g., NSIP + OP, UIP + PPFE)
Unclassifiable pattern Unclassifiable ILD (multiple undefined patterns)

CTD, connective tissue disease; HP, hypersensitivity pneumonitis; IPF, idiopathic pulmonary fibrosis.
*Secondary etiologies are listed before primary/idiopathic etiologies to emphasize the importance of excluding an underlying cause before consider-
ing a diagnosis to be primary/idiopathic.
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Figure 2. Pathologic (haematoxylin and eosin stain) and radiologic features of the BIP pattern. Histological pattern of non-fibrotic
BIP (A) with lymphocyte-predominant inflammatory cell infiltration with poorly formed nonnecrotizing granuloma (x 200) and (B)
bronchiolocentric cellular infiltration (x 100). Lung biopsy of fibrotic BIP (C) showing centrilobular interstitial fibrosis (x 20). Mild
cellular infiltration and peribronchiolar metaplasia are accompanied. Axial CT of non-fibrotic BIP (D) showing bilateral ground-
glass opacities and air-traping and (E) diffuse bilateral poorly defined centrilobular nodules with ground-glass opacity interposed
with patchy areas of decreased attenuation. Axial CT of fibrotic BIP (F) shows heterogeneous bilateral ground-glass opacity with
minimal superimposed reticulation, lobular areas of decreased attenuation and the three different densities [28]. BIP, bronchiolo-

centric interstitial pneumonia; CT, computed tomography.
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Figure 3. Pathologlc (haematoxylin and eosin stain) and radiologic features of the diffuse alveolar damage (DAD) pattern. (A)
Acute phase of DAD (x 400). Eosinophilic hyaline membrane (arrows) along edematous alveolar septa and interstitial inflamma-
tory cells infiltrates are present. Intra-alveolar edema is also observed in early DAD. (B) Organizing DAD (x 200). Prominent fibro-
blast proliferation in the interstitium around a residual alveolar duct. Bronchioles show squamous metaplasia with mild cytologic
atypia. Axial chest CT of DAD (C) shows extensive ground-glass opacity mixed with consolidation in both lungs [29]. CT, computed
tomography.
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Figure 4. Pathologic (haematoxylin and eosin stain, x 200) and radiologic and features of the AMP pattern. Lung blopsy of the
AMP pattern (A) shows accumulation of smoker's macrophages (pigmented) with diffuse distribution in the alveolar spaces. Axial
CT of AMP (B) shows widespread ground-glass opacification and subpleural paraseptal emphysema and (C) extensive ground-
glass opacification at the level of the lower lobe bronchi [29]. AMP, alveolar macrophage pneumonia; CT, computed tomography.
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Table 3. Common combined patterns and key clinical differential diagnoses [1]

Radiological-histological patterns

Common differential diagnosis

Dominant Co-existing’
UIP NSIP IPF, CTD-ILD, HP
BIP HP, CTD-ILD, coexistent airway injury of other cause
PPFE Combined IPF and PPFE, CTD-ILD
DAD Acute exacerbation of IPF or other secondary UIP (e.g., CTD-ILD)
AMP IPF + smoking-related ILD
NSIP UIP IPF, CTD-ILD, HP
op CTD-ILD, post-DAD, inhalation injury, HP, drug reaction
BIP HP, CTD-ILD
LIP CTD-ILD, drug-induced, post-viral (HIV, EBV)
PPFE Idiopathic PPFE, CTD-ILD
BIP 0P CTD-ILD, HP
UIP HP
NSIP HP, CTD-ILD
LIP CTD-ILD
PPFE Idiopathic PPFE
03 NSIP Post-infection, CTD-ILD, inhalation injury, HP, drug reaction
UIP CTD-ILD, acute exacerbation of IPF
BIP HP, CTD-ILD

UIP, usual interstitial pneumonia; NSIP, nonspecific interstitial pneumonia; IPF, idiopathic pulmonary fibrosis; CTD-ILD, connective tissue disease-as-
sociated interstitial lung disease; HP, hypersensitivity pneumonitis; BIP, bronchiolocentric interstitial pneumonia; PPFE, pleuroparenchymal fibroelas-
tosis; DAD, diffuse alveolar damage; AMP, alveolar macrophage pneumonia; ILD, interstitial lung disease; OP, organizing pneumonia; LIP, lymphoid
Interstitial pneumonia; HIV, human immunodeficiency virus; EBV, Epstein-Barr virus.

‘Only common combined patterns are listed, and additional combinations can exist (e.g., BIP + AMP in an active smoker with HP).
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