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Coronal section of gadolinium (Gd) -enhanced T1-weighted magnetic resonance imaging (MRI) shows a contrast-enhancing
lesion located at the bifrontal dura and at the falx cerebri that extended into the left frontal lobe (A) . T2/FLAIR-MRI showed
high intensity in the left frontal lobe (B) . After 3 months of corticosteroid treatment, the Gd-enhanced lesion deep inside the
brain parenchyma had resolved and swelling of the dura and falx cerebri had decreased (C) . FLAIR-MRI showed that the high-
intensity region in the left frontal lobe before treatment had vanished (D) .

Histological examinations. Hematoxylin and eosin staining of the dura atx100 (A) andx400 (B) magnification revealed marked
sclerosing fibrosis and diffuse infiltration of lymphoplasmacytic cells without evidence of meningothelial cells or malignant tumor
cells.Immunohistochemistry (X400) revealed an increase in 1gG4-positive plasma cells (C) .
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IgG4-related hypertrophic pachymeningitis at the falx cerebri
with brain invasion: a case report
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Immunoglobulin G4 (IgG4)-related hypertrophic pachymeningitis (IgG4-RHP) is newly described entity,
and most reports describe only pachymeningeal involvement. We report a rare case of IgG4-RHP with brain
parenchymal invasion affecting the bilateral frontal dura and falx cerebri as well as the adjacent left frontal
lobe.

A 64-year-old man experienced generalized convulsive status epilepticus. Magnetic resonance imaging
(MRI) of the brain showed a contrast-enhancing lesion in the bifrontal dura and at the falx cerebri that extended
into the left frontal lobe. T2/FLAIR-MRI showed high intensity in the left frontal lobe.

Our initial differential diagnosis included rare variants of meningioma, cancer invasion of the dura,
lymphoma invasion, and dural infection. After a thorough systemic and serological search, subsequent
excisional biopsy confirmed on the left frontal hypertrophic dura.

Histopathological studies showed sclerosing fibrosis and diffuse infiltration of lymphoplasmacytic cells
without evidence of Langerhans histiocytes, meningothelial cells, or malignant cells. Immunohistochemistry
revealed that the lymphoplasmacytic infiltrate comprised an increased number of IgG4-positive plasmacytes.
The pathologic diagnosis was IgG4-RHP. The diagnosis of IgG4-RHP is challenging but important because
treatment differs from other forms of pachymeningitis and involves a specific therapeutic approach of
immunomodulatory therapy.

After the “probable” diagnosis of IgG4-RHP, the patient was treated with 30mg/day prednisolone, which
was gradually reduced. After 3 months of corticosteroid medication, the gadolinium (Gd)-enhanced lesion deep
inside the brain parenchyma had resolved and swelling of the dura and falx cerebri had decreased and was
stable for more than 3 years.

Brain parenchymal invasion in [gG4-RHP is extremely rare. The case present here is only the third case
report of [gG4-RHP with brain invasion.

Following the 2020 revised comprehensive diagnostic criteria for IgG4-related disease (IgG4-RD), a
diagnosis was made in accordance with Item 1 (clinical and radiological features) and Item 3 (pathological
diagnosis), but Item 2 (serological diagnosis of high serum IgG4 level) was not included the diagnosis, therefore,
was “probable” IgG4 RD. A previous report indicated that at least 43% of IgG4-RHP patients have extracranial
involvement. A thorough systemic search for pancreatitis, cirrhosis, arteritis, nephritis, and aortic aneurysm
found no evidence of extracranial involvement. Surgical biopsy would establish a definitive diagnosis and
prompt the comprehensive management of a treatable systemic condition.

e 230 RS FHRZR  vol.35 no.5 2025.9. ©MEDICUS SHUPPAN,Publishers Co., Ltd.All Rights Reserved





