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Immunoglobulin G4-Related Disease Presenting with Isolated,

Intractable Trigeminal Neuralgia

Sang Hyup Jin, MD, Sung Eun Lee, MD, Mi Il Kang, MD?, Jee Hyun Kim, MD, PhD

Departments of Neurology and Rheumatology®, Dankook University Hospital, Dankook University College of Medicine,
Cheonan, Korea

Immunoglobulin G4-related disease (IgG4-RD) is an immune-mediated systemic condition affecting diverse organs which
lately has been increasingly recognized. A 40-year-old male presents intractable trigeminal neuralgia lasting more than a year
even with numerous pain medication, which lead further evaluation. The infiltrative lesion was found involving left
pterygopalatine fossa where maxillary nerve locates. We report a case of IgG4-RD with a sole manifestation of intractable
unilateral trigeminal neuralgia which was improved by steroid treatment.
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Figure 1. The ostiomeatal unit (OMU) and neck CT scan with enhancement (upper panel) done 14 months after symptom onset and the follow-up

brain MRIs after steroid treatment (lower panel). The ill-margined infiltrative lesion (yellow arrow) involving left pterygopalatine fossa and
pterygoid muscle was noted in the OMU CT scan (A, B). The neck CT with enhancement showed a slightly enhancing lesion with destruction of the
posterior wall of the maxillary sinus (C, red arrow). The follow-up T2 weighted image of brain MRIs revealed the existence of the lesion (green

arrow) after 14 months of steroid treatment (E) although the extent was slightly decreased compared to the previous 6 months of treatment (D). CT;

computed tomography, MRI; magnetic resonance imaging.
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Figure 2. Pathologic finding. The H&E stain (x400) showed marked scle-
rosis with an extension to bony tissues and diffuse lymphoplasmacytic

infiltration (upper panel). The immunohistochemical stain (x400) for
1gG (lower left) and IgG4 (lower right) revealed an increased ratio of
1gG4+/1gG+ positivity (brown color). The ratio of [gG4-+/1gG+ cells was
50%. H&E; hematoxylin and eosin. IgG; immunoglobulin G.
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