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Abstract

IgG4-related disease (IgG4RD) with intracranial involvement is rare. We report a 56-year-old male who had an excellent
response to rituximab and dexamethasone after going undiagnosed for 5 years. After 3 years of rituximab maintenance, he has

no evidence of disease on brain MRI.
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Figure 1. Contrast-enhanced T1 weighted MRI. Before treatment (images A and B) shows
diffuse plaque-like thickened enhancing dura (A, arrowheads) and obliteration of the superior
sagittal sinus (B. arrow). After treatment (images C and D) three vears later showing resolution
of the dural thickening (C, arrowheads) and improved caliber of the superior sagittal sinus (D,

arrow)




Figure2. Excisional biopsy of the right jugular lymph node: A: H&E section showed regressed
lymphoid follicles and markedly increased plasma cells (H&E, x10). B:Plasma cells in the lyvmph
node sinuses were highlighted by CD138 (IHC, x10). C: IgG was positive for majority of the
plasma cells (IHC, x10). D: IgG4 was also positive for many plasma cells (IHC, x10).
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Figure3. Ig(G4 levels during treatment and follow up
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