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Fig. 1 Ptosis and disturbance of eye movement on admission.
Ptosis is observed on the left side. His left eye shows congestion and swelling of the bulbar conjunctiva. Lateral and horizontal gaze of his left
eye movement is disturbed.

Fig. 2 Brain MRI on day 7 of illness.
(A-C) T,-weighted MRI with gadolinium contrast showing thickening of the dura mater on the left side (arrows) and an
enhanced lesion in the left cavernous sinus (arrowheads) (A, B: Axial, 3 T: TR 651 ms, TE 11 ms; C: Coronal, 3 T: TR
947 ms, TE 11 ms). (D) T,-weighted MRI showing low-intensity lesions in the left cavernous sinus (arrowhead).
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Fig. 3 Whole-body CT.
Contrast-enhanced CT demonstrating the nodule mass lesion in the right submandibular gland (A, arrow), diffuse goiter

(B), and mediastinal and bilateral hilar lymph node enlargement (C, D, arrowheads).
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Fig. 4 Pathological findings of the biopsy specimen from the right submandibular gland.
(A, B) Hematoxylin and eosin stainings show glandular tissue obliteration due to inflammatory cell infiltration, consisting of plasma cells and
lymphocytes, and non-caseating epithelioid cell granulomas including giant cells and mild fibrosis. Storiform fibrosis is not observed (A, low
magnification, X 40, Bar = 500 pum; B, high magnification, X 400, Bar = 50 pm). (C, D) Immunostaining for IgG (C) or IgG4 (D). IgG- or IgG4-
positive plasma cells are observed around granulomas. The IgG4-positive cell/IgG-positive cell ratio is around 0.30. The numbers of the IgG-
positive cells and IgG4-positive cells which were counted from a field of view were 1,226 and 364, respectively (C, D, Bar = 100 pm).
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Fig. 5 Clinical course.
Left oculomotor and abducens nerve palsy slightly improved without any treatment. After the steroid pulse therapy, these symptoms
and thickening of the dura mater were significantly ameliorated. Furthermore, the steroid treatment decreased the serum IgG4 level
and IgG4/IgG ratio. mPSL = methylprednisolone; PSL = prednisolone.
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A case of hypertrophic pachymeningitis associated with probable sarcoidosis
with increased serum IgG4

Yuzo Fujino, M.D.", Kozo Saito, M.D., Ph.D.", Keiko Maezono, M.D.",
Takashi Kasai, M.D., Ph.D.” and Toshiki Mizuno, M.D., Ph.D.”

YDepartment of Neurology, Graduate School of Medical Science, Kyoto Prefectural University of Medicine

We report a 54-year-old man, who presented with an acute onset of diplopia and ptosis on the left side. On admission,

neurological examination showed left oculomotor and abducens nerve palsy. Brain MRI showed thickening of the left
parieto-temporal dura mater with gadolinium enhancement. Whole-body CT revealed a mass lesion in the right
submandibular gland, diffuse goiter, and bilateral hilar lymph node enlargement. Initially, IgG4-related disease was
considered because of an elevated serum IgG4 level (240 mg/dl); however, biopsy of the submandibular gland showed
non-caseating epithelioid cell granulomas that suggested sarcoidosis, which could be associated with the intracranial
lesions causing his neurological manifestation. In cases of hypertrophic pachymeningitis, especially with increased serum
IgG4 including our case, a careful assessment with pathological examination is critical for identifying various underlying

conditions.

(Rinsho Shinkeigaku (Clin Neurol) 2019;59:436-441)
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