
disorders. The most frequent is rheumatoid arthritis, but ischemic
neuropathy due to involvement of vasa nervorum may also occur in
mixed cryoglobulinemia, Sjögren’s syndrome, granulomatosis with
polyangiitis (formerly known as Wegener’s), hypersensitivity angiitis,
SLE, and progressive systemic sclerosis.

Some vasculitides are associated with antineutrophil cytoplasmic
antibodies (ANCAs), which in turn are subclassified as cytoplasmic
(cANCA) or perinuclear (pANCA). cANCAs are directed against
proteinase 3 (PR3), whereas pANCAs target myeloperoxidase
(MPO). PR3/cANCAs are associated with eosinophilic
granulomatosis with polyangiitis, whereas MPO/pANCAs are
typically associated with microscopic polyangiitis, CSS, and less
commonly PAN. Of note, MPO/pANCA has also been seen in
minocycline-induced vasculitis.

Management of these neuropathies, including the “nonsystemic”
vasculitic neuropathy, consists of treatment of the underlying
condition as well as the aggressive use of glucocorticoids and
cyclophosphamide. Use of these immunosuppressive agents has
resulted in dramatic improvements in outcome, with 5-year survival
rates now >80%. Clinical trials found that the combination of
rituximab and glucocorticoids is not inferior to cyclophosphamide and
glucocorticoids. Thus, combination therapy with glucocorticoids and
rituximab is recommended as the standard initial treatment,
particularly for ANCA-associated vasculitis. Mepolizumab, an anti-IL-
5 monoclonal antibody, when added to standard care, is also
effective for treatment of eosinophilic granulomatosis with
polyangiitis.

ANTI-Hu PARANEOPLASTIC NEUROPATHY
(CHAP. 94)
This uncommon immune-mediated disorder manifests as a sensory
neuronopathy (i.e., selective damage to sensory nerve bodies in
dorsal root ganglia). The onset is often asymmetric with
dysesthesias and sensory loss in the limbs that soon progress to
affect all limbs, the torso, and the face. Marked sensory ataxia,
pseudoathetosis, and inability to walk, stand, or even sit unsupported


