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Clinical Year in Review of Interstitial Lung Diseases: Focused on

Idiopathic Interstitial Pneumonia

Won-Yeon Lee, M.D,, PhD,

Department of Internal Medicine, Yonsei University Wonju College of Medicine, Wonju, Korea

Interstitial lung disease (ILD) is a group of diseases characterized by pulmonary interstitial inflammation, Finally
the inflammation results in pulmonary fibrosis and impairment of oxygen transportation. The causes of idiopathic
interstitial pneumonia (IIP) are unknown. Diagnosis of IIP is not easy, especially distinguising between nonspecific
interstitial pneumonia and usual interstitial pneumonia (UIP). First line treatments of IIP include corticosteroids
and immune modulators, which have limited effect. Currently, several drugs are being researched to prevent and
treat fibrosis, Newer drugs that may useful to treat pulmonary fibrosis include endothelin receptor antagonist,
recombinant soluble TNF receptor antagonist, and cotrimoxazole, The causes of IIP are largely unknown, treatment
is not specific, and prognosis is poor. Recent studies are underway to investigate the pathogenesis and treatment
of IIP and pulmonary fibrosis. As the pathogenesis of IIP is elucidated, better treatments will emerge.
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Table 1, Key features of the idiopathic interstitial pneumonias, as defined by the ATS/ERS consensus classification

ldiopathic Reslpllr'atory ) Cryptoggmc Acute interstitial
pulmonary NSIP bronchiolitis-associ DIP LIP organising i
- . pneumonia
fibrosis ated ILD pneumonia
Histological UIP NSIP Respiratory DIP LIP Organising Diffuse alveolar
lesion bronchiolitis ILD pneumonia damage
Key Patchy subpleu- Temporally ho- Patchy bronchiol- Diffuse macro- Dense intersti- Organising Temporally
histological ral fibrosis with  mogeneous ocentric distribu- phage accu- tial lymphoid  intraluminal uniform lesion
features temporal and  interstitial fibr- tion of mid fibo-  mulation in infiltrate, type  fibrosis with  with alveolar
spatial hetero- osis, often rosis, submuco- distal airsp- Il cell hyperp-  patchy but septal thick-
geneity; fiborob-  with associat- sal lymphocytic  aces with lasia and oc- temporally ening, air-
lastic foci are  ed mild-to- infiltrate and pig- accompanyi  casional lym-  uniform dis-  space filing
typically obser- moderate in-  mented macro- ng alveolar phoid follicles  tribution; un-  and hyaline
ved at the le- terstitial in- phages within septal thick- derlying lung  membranes;
ading edge of filtrate alveolar ducts ening and architecture later organ-
fibrosis inflammation preserved isation and
fibrosis
Mean age 65 50~55 40~50 40~50 40~50 55 50
of onset
yrs
Rate of Insidious Insidious Insidious Insidious Insidious Subacute Acute
onset
Prognosis  Poor Intermediate  Good Good Intermediate  Good Very poor
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Figure 1, DPLDs consist of disorders of known causes (e.g., collagen vascular disease or environmental or drug-related
causes) and disorders of unknown causes, The latter include IIPs, granulomatous lung disorders, and other forms of
interstitial lung disease The most important distinction among the IPs is that between IPF and NSIP. Other IIPs include
DIP, RBILD, AIP, COP, and LIP. AIP: acute interstitial pneumonia; COP: formerly known as Bronchiolitis obliterans organ-
izing pneumonia (BOOP); COP: cryptogenic organizing pneumonia; DIP: desquamative interstitial pneumonia; DLPD: dif-
fuse parenchymal lung disease; IIP: idiopathic interstitial pneumonia; IPF: idiopathic pulmonary fibrosis; LIP: lymphocytic
interstitial pneumonia; NSIP: nonspecific interstitial pneumonia; RBILD: respiratory bronchiolitis-associated interstitial lung
disease; UIP: usual interstitial pneumonia, The ATS/ERS Classification of Diffuse Parenchymal Lung Disease 2002,
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Figure 2. A new model for the pathogenesis of idiopathic pulmonary fibrosis: injury activates multiple inflammatory, cell
signalling and repair pathways, Activation of these cascades causes an imbalance in pro- and antifibrotic mediators,
In turn, these mediators activate multiple cell types, causing changes in cellular functioning and cell-cell interactions
that ultimately result in progressive fibrosis, Th: T-helper cell; CTGF: connective tissue growth factor; TGF-b: transforming
growth factor-b; PDGF: platelet-derived growth factor; FXa: factor Xa; PG: prostaglandin; IFN-c: interferon-c; EMT: epi-

thelial-mesenchymal transition”
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