Rheumatol Int (2014) 34:1017
DOI 10.1007/s00296-013-2832-y

LETTER TO THE EDITOR

Positive c-ANCA in Henoch-Schonlein purpura: what is

the mechanism?

Comment on: Adult-onset Henoch—Schonlein purpura with positive
c-ANCA (anti-proteinase 3): case report and review of literature
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Dear Editor,

We read with great interest the recent contribution by
Boulis et al. [1]. They reported a case of adult-onset He-
noch—Schonlein purpura (HSP) associated with positive
cytoplasmic pattern anti-neutrophil cytoplasmic antibodies
(c-ANCA), but they did not explicate the possible mech-
anisms. We would like to suggest a possible pathomecha-
nism of positive c-ANCA in HSP.

We also studied about the prevalence of ANCA
(c-ANCA and p-ANCA) in 30 Korean children with HSP
and only one of them had weakly positive result of peri-
nuclear pattern ANCA (p-ANCA), which became negative
at follow-up [2]. Therefore, we think that c-ANCA or
p-ANCA may not be an important serologic marker in
children with HSP.

Kallenberg CG described that inflammatory cytokines,
such as interleukin (IL)-1 beta and tumor necrosis factor
(TNF)-alpha, make priming of neutrophils (membrane
expression of proteinase 3 [PR3]) and upregulation of
adhesion molecules on their surface as well as on the
vascular endothelium [3]. They reported that primed neu-
trophils adhere to the endothelial cells and released PR3
can be processed and presented by antigen presenting cells
(APCs) to T-helper cells [3] They also speculated that as
T-regulatory cells (Tregs) cannot inhibit the autoimmune
response in Wegener’s granulomatosis, autoreactive T cells
might undergo repeated stimulation by PR3-pulsed APCs,
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and therefore, PR3-stimulated Th cells act on B cells,
enhancing the production of ANCA [3].

Because it was shown that TNF-alpha levels are ele-
vated in the acute phase of HSP [4] and regulatory T cells
including CD(4+)CD(25+) Tregs were significantly lower
in patients with HSP than those of controls (P < 0.05) [5],
there is the possibility that TNF-alpha and defective Tregs
may play important role in priming of neutrophils and
elevation of c-ANCA in some patients with HSP.

However, because the positive results of ANCA are very
rare in patients with HSP, further studies are necessary to
elucidate the role of neutrophil priming and ANCA in the
pathogenesis of HSP.
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