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BACKGROUND: Pauci-immune renal vasculitis is an important cause of end stage renal failure in the UK, often affecting elderly patients who have a particularly poor prognosis. Untreated, it has a one year mortality of 80%. This study looked at patient and renal survival and the factors which predict outcome. 

Method: The computerised records and case notes of all patients diagnosed with pauci-immune renal vasculitis between 1996 to 2006 at the Glasgow Royal and Stobhill Hospitals were reviewed. Patient demographics and laboratory parameters at presentation were recorded including age, serum creatinine and ANCA status. Treatment regimes, related complications and the need for renal replacement therapy were noted. 

Results: In this 11 year period there were 71 patients with pauci-immune renal vasculitis, with a median age of 67.2 years (range 15-85 years); 55% were male and 93% were ANCA positive.  Sixty four had histological evidence of pauci-immune renal vasculitis. Five had clinical evidence of renal involvement and non-renal histological evidence of vasculitis. Thity nine percent  required dialysis at presentation. Median serum creatinine at diagnosis was 416 μmol/L (range 58-1280). Median follow up was 813 days (range 9-4045). Overall patient survival (± standard error) at 1 year and 5 years was 66.2% (±6%) and 48% (±7%) respectively. Patients with cytoplasmic ANCA (cANCA) associated disease did significantly better than those with perinuclear ANCA (pANCA) associated disease with 1 year patient survival 77% (±7%) vs 55% (±9%) and 5 year survival 72% (±8%) vs 25% (±9%). There was a significant difference in median age between these groups (cANCA 58.3 years, pANCA 70.9years; p<0.001). Univariate analysis identified age, serum creatinine, Hb and dialysis at presentation as predictors of mortality at 1 year. Multivariate analysis confirmed age and serum creatinine at presentation to be significant determinants of survival at 1 year. 

Renal survival at 1 and 5 years was 47% and 35% respectively. Serum creatinine at presentation was the only significant influence on renal survival at 1 year. 

Data were compared with that of 2 previous cohorts of patients from our unit (1975-1982 and 1985-1995). The incidence per million population per year (pmppy) has increased between the cohorts from 2.74 pmppy (1975-1982) to 5.4pmppy (1985-1995) to 8.1pmppy (1996-2006).There was no survival improvement in the latest cohort. This group was significantly older than our previous cohorts with the mean age at presentation increased by ten years (mean age 65 vs 54 and 53 years).  

Conclusion: Patients presenting with pauci-immune renal vasculitis are increasingly elderly and we attribute this to changing patterns of referral. pANCA positive patients have reduced survival at one and five years compared with cANCA positive patients but these patients are significantly older at presentation and, as increasing age strongly predicts survival, this may account for the difference. ANCA status was not a determinant of patient or renal survival in multivariate analysis. There was no measurable improvement in prognosis seen over the last 30 years although clearly this could be masked by increasing patient age. The increased incidence is attributable to changing patterns of referral and the advent of MPO/PR3 testing.


