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A Case of IgG4-Related Lung Disease Mimicking Non-Specific
Interstitial Pneumonia

Dong Hui Chol, Ji Hwan Anl, Yu Mi Kangl, Eun Jin Chaez, Joon Seon Song3, and Jin Woo Song1

Departments of 'Internal Medicine, ZRadiology and 3Pathology,
Asan Medical Center, University of Ulsan College of Medicine, Seoul, Korea

Immunoglobulin (Ig) G4-related disease is a recently described systemic inflammatory disease characterized by high serum IgG4

concentrations and sclerosing inflammation of numerous IgG4-positive plasma cells that responds favorably to steroid treatment.

Although initial description of this disorder focused on its pancreatic presentation, it has become apparent that it is a systemic

disease. In this report, we describe a case of IgG4-related lung disease presenting as non-specific interstitial pneumonia in a

78-year-old male with interstitial lung disease. Pathological examination through video-assisted thoracic surgery showed a non-spe-

cific interstitial pneumonia pattern and numerous (> 50/high-power field) infiltrating IgG4-positive plasma cells. Laboratory tests

also revealed a high serum IgG4 concentration. Prednisolone therapy was initiated and his symptoms and reticular opacity im-

proved after two months of treatment. (Korean J Med 2015;88:308-312)
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Figure 1. Chest radiography and computed tomography findings. (A) Chest radiograph showing diffusely increased opacity along the
periphery of both lower lung zones and decreased volume in both lower lungs. Chest CT revealed diffuse areas of (B) irregular inter-
stitial thickening, (C) reticulation, and (D) traction bronchiectasis with air cysts in the subpleural zone of both lower lungs. Fissural
thickening and emphysematous change were also noted. CT, computed tomography.
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Figure 2. Histopathological ﬁndmgs of the lung. (A) A wedge resection specimen shows subpleural and septal thickening with lym-
phoid follicles (hematoxylin and eosin [H&E], x10). (B) Interstitial inflammation and fibrosis were identified and these changes were
temporally uniform, suggestive of non-specific interstitial pneumonia with a mixed pattern (H&E, x40). (C) Plasma cell infiltration
(asterisks; H&E, x400), storiform fibrosis (arrow) and obliterative phlebitis (arrow heads; H&E, x200) are indicated. (D) IgG4 im-
munostaining reveals > 50 IgG4-positive plasma cells per high power field (H&E, x400).
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