Response to ‘IgA vasculitis in adults: few
certainties and many uncertainties’ by Hočevar
et al
We thank Hočevar and colleagues for their comments on our
recently published work on the epidemiology of IgA vasculitis
(IgAV) in adults and children.1 2 We agree that there is some uncertainty regarding the incidence of adult-onset IgAV as this has not
previously been widely studied.
Our calculated incidence of 2.20 (95% CI 2.08 to 2.37) per 100
000 person-years in adults is slightly higher than most previous
work has suggested, but is lower than that reported by Hočevar et
al in a Slovenian tertiary centre study with no clearly demarcated
denominator population.2–4 This disparity may be related to interpopulation differences, for example, in exposure to environmental
risk factors such as viral infections.5 Alternatively, the difference
may be due to contrasting strategies used to identify cases of IgAV.
Hočevar and colleagues used both clinical and pathological records
to identify cases, thus reducing the risk of missing patients who
had not been appropriately coded. A strength of our estimate is
that it derives from a nationally representative population-based
study. Nevertheless, the absolute risk is very small (2–5 per 100
000 person-years) and therefore the dissimilarity should be interpreted with caution.
We agree that some patients may receive clinical codes inappropriately despite not having a diagnosis of IgAV, and conversely
that some individuals with IgAV may not have the diagnosis documented. Rather than relying on a single code, we used a comprehensive list to identify individuals with IgAV and reduce the risk
of missing cases. Nevertheless, it is likely that some cases were not
captured by this method. The cited work by Deshayes et al highlights potential pitfalls of using clinical codes.6 However, this was
from a single-centre study evaluating a different coding structure
in a separate healthcare system to ours and is therefore not directly
applicable.
It is notable that Hočevar and colleagues’ cohort had a much
higher age at IgAV diagnosis than our cohort. However, our
cohort’s mean age of diagnosis was closer to previous reports.7–9
The adult-onset IgAV cohort did have an unexpectedly equal
gender distribution, although our data show a trend towards higher
incidence of hypertension (adjusted HR (aHR) 1.51, 95% CI 1.19
to 1.91 vs aHR 1.30, 95% CI 0.99 to 1.71) and chronic kidney
disease (CKD; aHR 2.04, 95% CI 1.43 to 2.92 vs aHR 1.23, 95%
CI 0.91 to 1.66) in men compared with women. It is possible that
men tend to present with more severe disease and have therefore
been over-represented in hospital-based IgAV cohorts.
We note with interest the baseline characteristics reported by
Hočevar et al for their cohort of patients with IgAV, which reinforces some patterns we observed in our own data. The higher
burden of baseline comorbidities for individuals who develop IgAV
is intriguing, and the cause of this association is unclear.
Notably, our analyses were adjusted for baseline comorbidities including obesity, diabetes and dyslipidaemia, so these do
not explain the increased incidence of hypertension and CKD
observed in patients with IgAV. In addition, the observed associations were robust when our analysis was restricted to CKD or
hypertension recorded at least 1 year after each participant’s index
date. This suggests that renal impairment and hypertension are not
solely features of the acute illness. The mechanism underlying this
association may involve secondary factors such as intraglomerular
hypertension, glomerular hypertrophy and proteinuria. However,
investigation of this was beyond the scope of our study.

There are many opportunities for further study of IgAV in adults.
The incidence of this disease is not well characterised, and further
population-based research will be required to clarify this. The high
baseline prevalence of hypertension and diabetes mellitus in the
described adult IgAV cohorts is currently unexplained. Explanation of this association may offer opportunities for interventions
that improve long-term health outcomes in these patients.
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