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Abstract Wegener’s granulomatosis is an uncommon

Condition characterized by necrotising granulomatosis of

upper and lowers respiratory tract and glomerulonephritis.

We present here a unique case of 50 year old female with

localised involvement of nose and adjoining area.
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Abbreviations

USG Ultrasonography

C-ANCA Cytoplasmic-staining anti-neutrophil

cytoplasmic antibody

ACR American College of rheumatology

HPF High power field

AFB Acid fast bacilli

Case Report

A 50 year Hindu female patient presented with history of

nasal obstruction and nasal discharge for 2 years, swelling

in both cheek and nostril and loss of sense of smell for

6 months. She also complained of headache and deafness

for the last 6 months.

On examination, general condition was poor. There was

oedema and excoriation of skin around both nostrils. Nasal

cavity was full of foul smelling secretion and crusts. There

was septal perforation and perforation of hard palate. Infra-

orbital area of both sides were swollen Figs. 1, 2, and 3.

Routine blood, urine, stool examination were within

normal limits. Nasal smear for AFB and fungal culture

were negative. Chest X-ray and USG of whole abdomen

was normal. C-ANCA was negative. Biopsy was taken

from nasal cavity and it revealed Wegener’s granuloma-

tosis. Diognosis was done according to ACR (1990) criteria

[1]. The patient was treated with prednisolone and azathi-

oprine and showed clinical improvement.

1990 ACR criteria for the classification of Wegener’s granulomatosis

(number of criteria present rule)

Criteria Definition

Nasal/Oral

inflammation

Development of painful or painless oral

ulcer or purulent or bloody nasal

discharge.

Abnormal chest X-ray Roentgenogram of chest showing the

presence of nodules, fixed infiltrates or

cavities.

Urinary sediment Microhaematuria (over five red blood

cells/HPF) or red cell casts in the urine

sediment.

Granulomatous

inflammation on

biopsy

Histologic changes showing

granulomatous inflammation within the

wall of an artery or in the peri-or

extravascular area (artery or arteriole)

For the classification purpose, a patient shall be said to

have Wegener’s granulomatosis if he/she has satisfied any

two or more of these four criteria. This rule is associated

with a sensitivity of 88.2% and a specificity of 92%.

Discussion

Wegener’s granulomatosis was first described by Klinger

in 1933, followed by other investigators including Rossle
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in 1933, Wegener in 1936 and 1939, and Ringertz in

1947 [2].

It is characterized by granulomatous inflammation

involving the respiratory tract and necrotising vasculitis

affecting small to medium size vessels with necrotising

glomerulonephritis. The pathological hallmark is the

coexistence of vasculitis and granulomas and classically

involves a triad of airway, lung and kidney.

There is a strong and specific association with autoan-

tibodies directed against proteinase-3 (C-ANCA) [3]. In

Wegener’s granulomatosis C-ANCA test is positive in 95%

of cases with generalised active disease. This sensitivity

falls to 60% with localised disease affecting respiratory

tract [4]. Most patients are white and the sex distribution is

equal, and most present in the fifth decade, although the

age range extends to both extremes [5].

The upper airway disease is the most common present-

ing feature of Wegener’s granulomatosis. This includes

sinusitis, oral lesions, otitis media, hearing loss, epistaxis,

and saddle nose deformity. Sinusitis is the most common

initial presentation in about half to two-third of patients

with Wegener’s granulomatosis [5, 6].

Pulmonary involvement is one of the cardinal features of

Wegener’s granulomatosis. Cough, haemoptysis and pleu-

ritis are the most common pulmonary symptoms. There

may be cavitary lesions in lung. Renal disease also may be

seen as the initial presentation or during the course of the

disease in the form of glomerulonephiritis and may result

in end stage renal failure.

Our case is peculiar in the fact that there is only nasal

involvement without any lung or kidney involvement and

the case is C-ANCA negative.
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Fig. 3 Photomicrography showing granulomatous inflammation and

vasculitis

Fig. 1 Clinical picture showing excoriation and crusts on nasal

cavity

Fig. 2 Clinical picture showing palatal perforation
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