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Wegener’s granulomatosis: The clinicopathologic study of 36 patients
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Background: To investigate clinicopathologic characteristics of patients with Wegener’s granulomatosis (WG) in a single Korean medical
center. Methods: Patients with WG in Seoul National University Hospital who fulfilled the classification criteria of the American College of
Rheumatology were enrolled between 1988 and 2009. Medical charts were reviewed for clinical manifestations, laboratory findings including
anti-neutrophil cytoplasmic antibody (ANCA) test, treatment regimen and clinical outcome. Disease stages and activities were defined according
to European Vasculitis Study Group (EUVAS) and European League Against Rheumatism (EULAR) recommendations. Results: Of 36 patients
with WG (female 58.3%, mean age+SD 46.1+2.8 years), all but one showed typical histologic findings from at least one site of nasal, oral,
laryngeal, auditory, cutaneous or pulmonary nodules. ENT (ear, nose, and throat) (94.4%), lung (66.7%) and skin (58.3%) were most commonly
involved organs at presentation, whereas nervous system (30.6%) and renal involvement (27.8%) were less common. The disease severity was
clinically categorized: 41.7% as early systemic, 27.8% as localized, and 19.4% as generalized disease. The frequencies of ANCA and of
anti-proteinase 3 were 38.9% and 44.4% respectively and were lower than those of previous reports. 34 patients had an induction therapy,
mostly with steroid and cyclophosphamide (77.8%). During a mean follow-up of 87.0+17.2 months, 16 (47.1%) patients achieved remission, 5
(14.7%) patients were refractory despite the treatment. Relapses were in 8 patients. 75% of relapses were associated with pulmonary and ENT
manifestations. 5 patients died, and the causes of death were flare of pulmonary disease with combined pneumonia (2), uncontrolled
hydropneumothorax (1), multi-organ failure with sepsis (1) and unknown cause (1). Conclusions: This retrospective cohort study described the
clinical manifestations of WG in Korea. The frequency of ANCA was lower in our patients than that of previous reports. Keywords: Wegener’s
granulomatosis, Clinicopathologic characteristics
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