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Fig. 1 Brain and spinal MRI findings on admission.

A. Brain contrast-enhanced mid-sagittal T,-weighted MRI shows strongly contrast-enhanced thickened dura matar over the

tentorium cerebelli (arrows) and fossa cranii posterior (arrowhead). (3 T; TR 10.8441 ms, TE 6.154 ms). B. Brain contrast-

enhanced coronal T,-weighted MRI shows slightly contrast-enhanced dura matar over the left frontal region in that biopsy
was performed (arrow). (3 T; TR 10.8441 ms, TE 6.154 ms). C. Brain plain mid-sagittal T;-weighted MRI shows a thickened
pituitary stalk and swelling of the pituitary gland (arrows) with no high signal intensity in the posterior portion of the pituitary
(arrowhead). (1.5 T; TR 63.336 ms, TE 13.88 ms). D. Cervical mid-sagittal T,-weighted MRI shows strongly contrast-enhanced
thickened dura mater of the spinal canal extending from the first to the seventh cervical vertebra (arrows). (3 T; TR 593.515 ms,

TE 6.825 ms). E. Lumbosacral mid-sagittal T,-weighted MRI shows contrast-enhanced dura mater over the dorsal aspect of

the spinal canal extending from the fifth lumbar to the first sacral vertebra (arrows). (3 T; TR 697.436 ms, TE 10 ms).
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Fig. 2 Pathological findings of the left frontal hypertrophic pachymeningitis.

A. Hematoxylin-Eosin staining (original magnification X 200) of the left frontal dura mater reveals infiltration of lymphocytes

(arrows) and plasma cells (arrowheads). B. Azan staining (original magnification X 4) of the left frontal dura mater reveals

dense fibrosis.
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Abstract

IgG4-related disease that presented cranial, cervical, lumbar and sacral
hypertrophic pachymeningitis associated with infundibulo-hypophysitis

Toshiyuki Sakai, M.D.”, Masahide Kondo, M.D.”, Shintaro Yoshii, M.D.” and Hidekazu Tomimoto, M.D.?

YDepartment of Neurology, Saiseikai Matsusaka General Hospital
“Department of Neurology, Graduate School of Medicine, Mie University

We report a patient of 32-year-old female with central IgG4-related disease. She developed headache and visual
disturbance. On examination, she revealed diabetes insipidus, retrobulbar neuritis, hyperreflexia and limb weakness.
Her laboratory findings showed serum IgG4 elevation, pleocytosis and protein elevation in cerebrospinal fluid. Chest
CT showed a nodular lesion in the S8 of the left lung. Cranial and spinal magnetic resonance images with gadolinium
contrast material showed cranial, cervical and lumbosacral hypertrophic pachymeningitis associated with infundibulo-
hypophysitis. Pathological findings of the left frontal dura mater revealed lymphoplasmacytic inflammatory cell infiltrate
with dense fibrosis. IgG4 immunohistochemistry showed no IgG4 + plasma cells within the inflammatory infiltrate.
During treatment with intravenous pulse methylprednisolone followed by oral prednisolone, she revealed recovery of
visual acuity with improvement of hypertrophic pachymeningitis and normalization of serum IgG4. This is a first report
of IgG4-related hypertrophic pachymeningitis which involved cranial, cervical and lumbosacral regions as well as
infundibulo-hypophysitis in a young female.

(Clin Neurol 2014;54:664-667)
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