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Fig. 1 Pathological findings of the thickened dura.
A (Azan staining, original magnification X 200): Dens fibro-
sis with abundant inflammatory cells infiltration. B, C (anti-
IgG4 monoclonal antibody staining, original magnification
%X 400): Diffuse infiltrates consisted of lymphocytes are 1gG4
negative (B). Many IgG4 positive plasmacytes are also found
in other lesions of the dura (C).
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Abstract

Is hypertrophic pachymeningitis a dural lesion of IgG4-related systemic disease?

Shigeo Riku, M.D.", Yoshio Hashizume, M.D.”, Mari Yoshida, M.D.” and Yuichi Riku, M.D.”
"Department of Neurology, Social Insurance Chukyo Hospital
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Both multifocal fibrosclerosis and hypertrophic pachymeningitis are rare disorders of unknown etiology,
characterised by chronic inflammation leading to dense fibrosis. There have been several reports of multifocal fi-
brosclerosis with hypertrophic pachymeningitis. Autoimmune pancreatitis is frequently associated with various
extrapancreatic lesions, their pathological similarities such as dense inflammatory fibrosis with lymphoplasma-
cytic infiltration strongly suggests a close relationship between autoimmune pancreatitis and multifocal fibroscle-
rosis. Recently, autoimmune pancreatitis including these systemic fibrosing disorders may be classified as 1gG4-
related systemic disease. However, the relationship between HP and I1gG4-related systemic disease is still uncer-
tain. We performed immunohistochemical examinations in autopsy specimens from a patients with HP. Histologi-
cal findings can be summarized as follows: sever interstitial fibrosis and diffuse inflammatory cells infiltration, pre-
senting nonspecific inflammatory changes. Immunohistochemically, diffuse infiltrates in the dura consisted pre-
dominantly of UCHL-1 positive T or L-26 positive B lymphocytes. ManylgG4 positive plasma cells were also infil-
trated.

To our knowledge, this may be the first report which showed I1gG4 positive plasma cells infiltration in the
dura in a patient with HP. It is postulated that HP may be a dural lesion of IgG4-related systemic disease.

(Clin Neurol, 49: 594—596, 2009)
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