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INTRODUCTION 

WG is characterized by necrotizing granulomatous 

small-vessel vasculitis that usually affects the upper 

respiratory tract, lungs and kidneys. The disease was first 

described in the medical literature at the end of the 19th 

century in a clinical case. Then, in the 1930s, it was 

named by Friedrich Wegener, who described the clinical 

triad consisting of lung, kidney and upper respiratory 

tract compromise. Since 2011, WG is known as 

granulomatosis with polyangiitis (GPA). 

 

The disease may occur in a localized manner, generally 

affecting the upper respiratory tract, or systemically, 

which is more severe and aggressive. Clinical 

manifestations depend on the involvement of 

compromised blood vessels and, in addition to the classic 

triad, may also affect the central and peripheral nervous 

system, skin, gastrointestinal tract and musculoskeletal 

system. 

 

The clinical manifestations of vasculitides are diverse, 

and this is reflected in the manner of their presentation in 

patients in an intensive care unit (ICU). Systemic 

necrotizing vasculitis represents a major challenge in 

critical care units, thus, early and accurate diagnosis and 

aggressive treatment are essential to improve outcome. 

 

CLINICAL CASE 

A 47 year old woman with H/O Liver Transplantation 

Donor was presented in General Medicine department 

complaining Haemoptysis (10-15 episodes), chest pain 

for 1 day and Haematuria for 2 weeks. CT Thorax Scan 

was performed on admission, which shows Pulmonary 

Haemorrhage and also Serum Creatinine was 4.3mg/dl. 

Her urinary output worsened over few days on admission 

renal function also deteriorated and serum creatinine and 

urea rose to 7.2mg/dl and 176mg/dl respectively. 

Urinalysis showed trace proteinuria with haematuria. 

Urine culture yielded no growth. Erythrocyte 

sedimentation rate was elevated with a value of 

89mm/hr.  

 

On 3
rd

 day Kidney biopsy done which shows Pauci- 

immune crescentic glomerulonephritis with acute tubular 

injury. For preventing further complications patient was 

admitted to Medical ICU for further evaluation. Also 

routine investigation of C3, C4, ANA, p- ANCA, c- 

ANCA was performed, all was negative and c- ANCA 

was positive with value 32 RU/ml.  

 

A final diagnosis of Wegener’s granulomatosis with 

polyangitis complicated by rapidly progressive 

glomerulonephritis was made. 6 sessions of 

Haemodialysis with blood transfusion(Hb: 7.3g%), 
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ABSTRACT 

Wegener’s granulomatosis (WG) is an autoimmune inflammatory condition. It is often a rapidly progressive and 

potentially fatal disease. A 47 year old with H/O liver transplantation donor admitted in General Medicine 

department complaining Haemoptysis, chest pain and Haematuria. CT Thorax Scan done and which shows 

Pulmonary Haemorrhage. Also serum creatinine was elevated rapidly, Kidney biopsy and c-ANCA was positive, 

which was successfully treated with high-dose steroids, rituximab and plasmaheresis. Her clinical life was 

complicated with rapidly worsening kidney condition which has been associated with Wegener’s granulomatosis 

flares. The recognition of multisystem disease is critical for diagnosing Wegener's vasculitis. Diffuse alveolar 

haemorrhage and rapidly progressing glomerulonephritis are the fulminant manifestation of Wegener’s 

granulomatosis, in which case immediate and aggressive treatment with pulse steroids, Rituximab Injection and 

plasma exchange can be life-saving. 
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plasmapheresis and was commenced on steroid pulse 

therapy (Oral prednisolone 60mg) after an initial 

administration of 500mg of IV methylprednisolone for 3 

days. Also given Immunosuppressant’s i.e., Inj. 

Rituximab 500mg. Then treated the patient with IV 

antibiotics was started to avoid infections and was given. 

Also Tab. Vagacyte 450mg was started. Severe oedema 

was seen and also it was managed by Tab. Lasix 40mg. 

At the time of discharge, her renal function was 

improved and dialysis was stopped.  

 

DISCUSSIONS 

Granulomatosis with polyangiitis (GPA) is a rare small 

and medium sized vessel multisystem disease with 

nonspecific manifestation which can lead to delay in 

diagnosis or outright misdiagnosis. GPA features include 

necrotizing granulomatous inflammation and pauci- 

immune vasculitis of medium sized vessels. Circulating 

antibodies directed against cytoplasmic components of 

neutrophils (C-ANCA) has been detected in >90% of 

patients. Anti-neutrophil cytoplasmic autoantibodies 

specific for proteinase 3 (PR3-ANCA) are implicated in 

the cause of granulomatosis with polyangiitis and thus 

also should be specified in the diagnosis. 

 

Pulmonary and renal involvement is one of the cardinal 

features of WG. The diagnosis is based on the clinical 

criteria, findings which reveal granulomatous 

inflammation and positive C-ANCA and PR3 in the 

laboratory studies. Immunosuppressive agents such as 

Rituximab, combined with steroids, were suggested for 

the treatment, with a remission rate of up to 90%. 

Although all of our cases were finally diagnosed as WG 

cases, the processes of the work up for the diagnosis, the 

treatments, as well as the outcome of the disease, were 

not the same. So, the diversities in the presentation 

should be mentioned in the management of the WG 

suspected cases. 
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