
Introduction:

Wegener’s Granulomatosis (WG) was described in detail by

Friedrich Wegener in 1936. WGwith polyangiitis is a distinct

clinicopathologic entity characterized by granulomatous

vasculitis of the upper and lower respiratory tracts together

with kidney lesion.1 It is typically associated with proteinase

3 Antineutrophil cytoplasmic antibodies (PR3-ANCA), which

cause a cytoplasmic (C-ANCA) pattern of staining on

immunofluorescence testing of serum. The presence of PR3-

ANCA makes us suspect the diagnosis of WG rather than

other vasculitic diseases (2). Churg-Strauss syndrome (CSS)

is another type of systemic vasculitis characterized by

peripheral and tissue eosinophilia. ANCA is present in more

than one-half of the patients with CSS, but almost all CSS

patients have MPO-ANCA (ANCA specific for

myeloperoxidase) which causesperinuclear (P-ANCA)

staining on immuno-fluorescence testing.2 In such a

situation, it is difficult to differentiate WG from CSS. In this

case report we discuss the differential diagnosis of these

two types of vasculitis and the clinical characteristics of

WG with eosinophilia. This case report highlights the

importance of radiological investigations and systematic

clinical-radiological correlation, leading to diagnosis of an

uncommon condition in an unsuspecting young male patient.

Case history:

A 28-year-old man from rural Maharashtra was admitted in

medicine department with fever, nasal congestion, blood

mixed nasal discharge with redness of eyes, and cough with

hemoptysis. He also complained of occasional breathlessness

and chest discomfort. He denied any history of pulmonary

tuberculosis, bronchial asthma, hypertension and diabetes

in past. He was non smoker and nonalcoholic. On general

examination he was pale, breathless and having congested

eye. On nasal examination he had multiple ulcerative and

granulomatous lesions on the septum.(Fig-1) Other

examination was within normal limit.His blood examination

revealed hemoglobin 8.9 gm/dl, Total Leucocyte Count -

14,800/ mm3 with 18% eosinophils and markedly elevated

ESR (114mm in first hour).Liver and renal functions were

normal and urinary sediment did not include red blood cells,

casts, or proteinuria. His ELISA for HIV was negative.
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Fig.-1: multiple ulcerative and granulomatous lesions on

the septum

J MEDICINE 2013; 14: 204-206



His chest X-ray revealed multiple cavitory lesion in both

lung, (fig-2)with subsequent Computerized tomography of

chest revealing nodular pulmonary lesions as well as multiple

cavititesinboththelungs.(Fig-3)Ultrasound of the abdomen

of the patient revealed bilateral raised renal parenchymal

echogenecity with normal renal size. Based on the complete

radiological findings with relevant clinical and pathological

data a possibility of Wegener’s Granulomatosis was

suggested. This was supported by histopathological

examination of nasal granulation tissue which revealed

granulomatous inflammation around perivascular area. His

Antineutrophil cytoplasmic antibody (C-ANCA) in serum

was markedly raised and P- ANCA was negative.Cause of

raised eosinophil was uncertain in this case as no other

causes of eosinophilia, such as parasites and drugs, were

detected. Patientwas put on oral prednisolone 40 mg per day

and cyclophosphamide 80 mg per day. He showed marked

improvement in clinical symptoms such as cough and

breathlessness. He was doing well on follow up.

Discussion:

WG is a rare autoimmune entity which may occur at any age

with mean age of occurrence 40 to 55 years old with equal

predisposition to male and female. WG with involvement of

the upper respiratory tract and the lungs with renal sparing

are frequently seen in women, while the kidneys are involved

in the common form frequently seen in men.3

In our case rarity was young male with relatively renal

sparing. The four criteria of diagnosis defined by the

American College of Rheumatology (ACR) for WG are as

follows: 1) Oral or nasal ulcers, or purulent bloody flux 2) An

abnormal lung X-ray revealing nodules and cavities 3) An

abnormal urinary sediment 4) Granulomatous inflammation

in the extra vascular region at biopsy. The presence of two

or more of these criteria has a sensitivity of 88% and a

specificity of 99%. [4]PR3-ANCA was positive in this patient

and we tentatively diagnosed as WG on the basis of ACR

criteria. However, because of eosinophilia in peripheral blood

possibility of CSS was also kept. But there was no increased

IgE level in the peripheral blood, no peripheral neuropathy,

and no history of asthma. In our patient PR3-ANCA was

present in high titer and percentage of WG patients with

PR3-ANCA ismuch higher than that of CSS patients. Also

this patient had granulomatous inflammation of thenasal

mucosa, which is a rare finding in patients with CSS. Till now

only four cases of WG with peripheral eosinophilia (more

than1,500/l) have been reported to date. [5-8]  According to

the Hammanrich criteria for CSS, a peripheralblood eosinophil

count of more than 1,500/l is suggestiveof CSS.5 However,

the four previous cases and the presentpatient were

considered as WG with eosinophilia in view ofthe involved

organs and theexistence of PR3-ANCA, eventhough their

peripheral blood eosinophil count was higherthanthatlevel.

Computerized tomography of chest commonly shows

discrete focal opacities that vary in size and appearance

from diffuse consolidation to nodular masses which cavitate

in at least 25 %.[9]Cavity walls vary in thickness considerably,

but tend to become thinner with time.

Limited forms of WG sparing the kidney are rare. Usually

severe progressive necrotizing glomerulonephritis occurs

resulting in rapid deterioration of renal function. Large

echogenic kidneys on ultrasound without specific Doppler

abnormalities are typical early findings. [5]WG should be

considered in cases presenting with nasal disease and

Fig.-2: chest X-ray revealed multiple cavitorylesion in both

lung

Fig.-3: CT chest reveals nodular pulmonary lesions as well

as multiple cavities in both lungs
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associated chest signs and symptoms and early diagnosis

and prompt treatment should be performed.
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