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The Changing Ethnic Prevalence of ANCA associated Vasculitis in London: Increasing Indo-Asian influence with critical differences in disease outcome
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Background: Anti-neutrophil cytoplasm antibody (ANCA) associated vasculitis (AAV) are multisystem disorders characterised by necrotising inflammation of blood vessels.  These conditions include Churg Strauss syndrome (CSS), Wegeners Granulomatosis (WG) and Microscopic Polyangiitis (MPA) and are characterised by ANCA reactive with myeloperoxidase (MPO) or proteinase-3 (PR-3). They have a tendency to relapse frequently and are associated with significant morbidity and mortality. AAV has been regarded as mostly affecting the Caucasian population. Recent studies have demonstrated differences in disease phenotype between UK and Japanese populations, with an increased prevalence of the MPO-ANCA and a paucity of WG in Japan.  These studies suggest that there are environmental and genetic factors influencing disease aetiology in different ethnic populations. We have recently noted increasing numbers of Indo-Asian patients presenting with AAV and have conducted a study to assess the changing demographics of AAV in our multi-ethnic population and the influence of ethnicity on outcome.
Methods:   Retrospective analysis was carried out on our cohort of 510 patients with a diagnosis of AAV presenting to our hospital over the past 30 years. We collected demographic data including self reported ethnicity, information regarding ANCA subtype, and disease and patient outcome. Country of birth and timing of move to the UK were also determined. We compared the incidence of Indo-Asian (IA) patients with AAV with census data on ethnic populations within our catchment area. 

Results:  Of 510 patients, 11.6% were IA, 84.3% Caucasian (Cauc) and 4.1% Afro-Caribbean (AC).  There was a significant increase in the number of IA patients presenting with AAV between 1999-2008, when IA patients represented 20% of all AAV patients compared to 7.9% between 1988-1998 (P<0.001 χ2 test). By contrast, there was no significant change in the proportion of AC patients over the same time periods. Of the IA patients only 6% were born in the UK, with the majority born in India and East Africa.  This increased prevalence is not simply due to an increased number of IA in the area served by our centre or a consequence of ageing of the IA population. When compared to overall IA populations in the catchment areas from which the patients came, there was an increasing prevalence of IA (4.4/million IA /year in 2001-5 vs. 16.3/million IA /year in 2006-9). In addition, most IA patients were new immigrants, suggesting that they may have acquired disease susceptibility in the UK. IA were significantly younger at presentation (median age 47, (range 11-71) IA vs. 57, (12-89) Cauc, p=0.0003), but displayed similar gender proportions, ANCA subtype, clinical syndrome and presenting renal function.  Survival was significantly prolonged in IA compared to Cauc (median 217.1 months vs. 141.7 months, p=0.005), but there was no significant difference in rates of relapse between the two groups. 

Conclusions:  There are increasing numbers of Indo-Asian patients presenting with ANCA associated vasculitis (AAV) which cannot be explained simply by an increasing prevalence of this population. These IA patients are significantly younger than their Caucasian counterparts, which may contribute totheir  better survival. These findings challenge current understanding of populations affected by ANCA associated vasculitis and may have significant implications for patient management. Further studies of the environmental and genetic factors involved in AAV in the Indo-Asian population are warranted. 

