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A Case of Wegener’s Granulomatosis with Severe Skin Necrosis

Se-Woong Oh, M.D., Soo-Chan Kim, M.D.

Department of Dermatology and Cutaneous Biology Research Institute, Yonsei University College of Medicine, Seoul, Korea

Wegener’s granulomatosis is an uncommon condition characterized by necrotizing vasculitis of unknown cause. The
classic clinical triad consists of necrotizing granulomatous inflammation of the respiratory tract, necrotizing
glomerulonephiritis, and necrotizing vascultitis affecting predominantly small vessels. The skin manifestations are
frequent, and the most common lesion is purpura distributed on the limbs and trunk. However, severe skin invol-
vement is not common. A 20-year old female presented with purpuric macules on the whole body, which became
necrotic. The lungs or kidneys were not affected. However, the histopathologic findings of the skin and nasal mucosa
revealed the features of necrotizing vasculitis and granulomatous inflammation. Therefore, we diagnosed Wegener’s
granulomatosis, which showed unusually severe skin necrosis. She was treated with systemic corticosteroids and
cyclophosphamide, but leukopenia, sepsis, and infective endocarditis continuously developed. She died of a cerebral
hermorrhage due to overdose of coumadin, which had been used following a cardiac operation for infective endo-

carditis. (Korean J Dermatol 2006;44(7):892 ~ 895)
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Fig. 1. (A) Multiple variable sized
erythematous purpura and necrotic ul-
cers on the face (B) Variable sized
purpura with ulceration on the lower
leg (C) Deep ulceration and necrosis
on the lower leg (2 years after the 1st
visit)
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Fig. 2. (A) Biopsy of the foot on the
Ist visit shows fibrin deposits on the
vessel walls and perivascular infiltra-
tions with neutrophils and lympho-
cytes (H&E, X100). Inset: lympho-
histiocytic cellular infiltration and fi-
brinoid necrosis with RBC extrava-
sation, which is compatible with the
vasculitis (B) Perivascular granulomat-
ous infiltration composed of the lym-
phocytes and the epitheliod histiocytes
is present in the biopsy of the arm (2
years after the 1st visit). (C) Biopsy
from the nasal mucosa shows marked
necrosis with karyorrhexisis and neu-
trophilic infiltration (2 years after the
Ist visit).
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