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    Case Presentation
The patient is a 50 year old Caucasian female, originally from Germany. She had moved  to South Africa 10 years previously. She presented to the Emergency Unit at Groote Schuur hospital with a 2-day history of acute abdominal pain. She was referred to the surgeons and an emergency laparotomy was done for “acute abdomen”. At surgery, necrotic bowel was found measuring ± 50cm of small bowel. Neurology examination showed features of mononeuritits multiplex of (L) ulnar and (L) median nerves. Further questioning revealed that she had experienced a similar illness in 2006 while visiting in Germany. She also had a background of adult-onset asthma, started at the age of 40, chronic rhinitis and sinusitis. Investigations showed an elevated white cell count with absolute eosinophilia (≥ 15%), elevated inflammatory markers and high titres of p-ANCA with myeloperoxidase (MPO) antibody titre of 22. A clinical diagnosis of Churg-Strauss syndrome (CSS) was made and the patient was treated with prednisone and cyclophosphamide. Unfortunately, she died within 3 months of diagnosis.
    Discussion
Churg-Strauss syndrome is a rare cause of systemic necrotising vaxculitis, with annual incidence of 2-4/1,000 000, and prevalence of 2-7 cases per 1,000 000.The classification of the systemic necrotising vasculitides has changed over the years. Recent classification criteria recommend the name eosinphilic granulomatosis with angiitis. CSS is associated with ANCA, especially anti-MPO P-ANCA, and is considered  as an ANCA-associated vasculitis. Notably, only 30-40% of CSS patients have ANCA and additional, and/or other, pathogenic mechanisms are probably involved, different from those involved in WG and MPA. Treatment has been strategised according to a score developed in a French vasculitis study; FFS score > 1 require steroids with intravenous cyclophosphamide.
   Conclusion: Our patient demonstrates the poor prognosis associated with severe necrotising vasculitis due to a very unusual cause and with an unusual presentation.





