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Immunoglobulin G4 Related Ophthalmic Disease Presenting as Diplopia and

Headache
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Immunoglobulin G4 (IgG4)-related disease is a recently recognized entity characterized by abundant tissue infiltration by

IgG4-positive plasma cells and high serum levels of 1gG4. IgG4 disease can also affect the lacrimal glands and periocular

tissues and usually manifest painless eyelid or periocular tissue swelling. However, IgG4 related ophthalmic disease rarely

cause diplopia. We report a case of diplopia IgG4 related ophthalmic disease presenting as diplopia and headache.
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Figure 1. Nine-gaze photography of the patient. The patient shows an
abduction limitation of the left eye and swelling of both eyelids.

Figure 2. Ocular and brain magnetic resonance images of the patient.
T2 fat saturated (A) and T1 enhanced (B) images show the
enlargement of bilateral lacrimal glands.
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Figure 3. Microscopic features of the lacrimal gland. (A) At

low-power view, the lacrimal gland shows a dense lymphoplasmacytic
infiltrate with interstitial fibrosis and lymphoid aggregates
(hematoxylin and eosin stain, x40). (B) At high-power view, marked
infiltration of plasma cells is associated with extensive destruction and
atrophy of acinar cells (hematoxylin and eosin stain, x400). (C)
Numerous immunoglobulin G4 (IgG)-positive plasma cells have
infiltrated the lesion (IgG, x400). (D) High-power view of
immunostaining for IgG4 expression in the same area of IgG-positive
plasma cells (IgG4, x400).
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