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Abstract:

order. This study aims to conduct a clinical analysis of seven cases with IgG4-RHP to enhance the understanding of this disease.

Objective  Immunoglobulin G4-related hypertrophic pachymeningitis (IgG4-RHP) is a rare autoimmune dis-
Methods A retrospective analysis was conducted on seven patients diagnosed with [gG4-RHP. The demographic data, clinical
manifestations, laboratory examinations, cerebrospinal fluid analysis, imaging, pathological manifestations, treatments, and effi-
cacy analysis data were collected. Results ~ The patients’ ages ranged from 38 to 67 years, with most being males. Headache
(6/7) and cranial nerve palsies (5/7) were the most common clinical symptoms. Notably, one case presented with seizures and an-
other with limb weakness. All patients exhibited elevated serum TgG4 levels (1. 48-3.25 ¢/1.). Tmaging studies revealed varying
degrees of dural thickening and enhancement located in the global dura, tentorium cerebelli, cavernous sinus, and thoracic spinal
dura. A definitive pathological diagnosis was obtained via biopsy (intracranial, nasal sinus, or orbital) in 3 patients. All patients
received glucocorticoid therapy, with 5 receiving combined cyclophosphamide due to extensive or severe lesions. At the 6-month
follow-up, 2 patients achieved complete response, 4 showed partial response , and 1 showed no response. During long-term follow-
up, one patient experienced relapse during steroid tapering, which ended up in response again after immunosuppressive regimen
adjustment. Conclusion  IgG4-RHP is characterized by significant heterogeneous manifestations, which may involve the spinal
cord or induce seizures. Diagnosis requires a combination of serological , radiological , and pathological results. While glucocorti-
coids with immunosuppressants are the main treatment measures, patients with long disease duration and significant fibrosis may
respond poorly, highlighting the importance of early intervention and the exploration of novel therapies for refractory cases.
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