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A Typical Case of IgG4-related Ophthalmic Disease Satisfying

Diagnostic Criteria

1, ol . ocolx123 . 21123 | p= A4234 123
ZME - O[Ef2 - RUM ™" - ZEM ™ - gts g™ -2t ol

Sae Rom Chung, MD', Tae Eun Lee, MD', In Cheon You, MD, PhD"*?, Nam Chun Cho, MD, PhD"*”,

= = = 1 = = 2 = 3
U BB OnsmA, MEOisn YHOsOiTA’ HEMEIYY oYHATY
S

Ho Sung Park, MD, PhD***, Min Ahn, MD, PhD"*’

Department of Ophthalmology, Chonbuk National University Medical School’, Jeonju, Korea

Research Institute of Clinical Medicine, Chonbuk National Universityz, Jeonju, Korea
Biomedical Research Institute, Chonbuk National University Hospitalg, Jeonju, Korea
Department of Pathology, Chonbuk National University Medical School’, Jeonju, Korea

Purpose: In the present study, a case of IgG4-related ophthalmic disease which met the 2015 IgG4-related ophthalmic disease
diagnostic criteria is reported and literature review performed.

Case summary: A 51-year-old female presented with both upper eyelid swelling, redness, and a palpable mass. Eye movements
were normal and exophthalmos was not observed. Facial computed tomography showed both lacrimal gland hypertrophy. The
patient underwent left anterior orbitotomy with incisional biopsy. Immunostained biopsy showed the ratio of IgG4+ to IgG+ cells
was 50% and the mean number of IgG4-positive plasma cells was approximately 150 per high-power field. Hematological exami-
nation showed elevated serum IgG4 concentrations of 6,930 mg/dL, however, other organs were not involved. The patient sat-
isfied the diagnostic criteria for IgG4-related ophthalmic disease. The patient was given an oral steroid and immunosuppressant
and the symptoms improved.

Conclusions: IgG4-related ophthalmic disease is currently receiving increased attention. The authors of the present study report
a case of IgG4-related ophthalmic disease which met the 2015 IgG4-related ophthalmic disease diagnostic criteria.
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Table 1. Diagnostic criteria for [gG4 related ophthalmic disease, 2014

(1) Imaging studies show enlargement of the lacrimal gland, trigeminal nerve, or extraocular muscle as well as masses, enlargement, or hyper-

trophic lesions in various ophthalmic tissues

(2) Histopathologic examination shows marked lymphocyte and plasmacyte infiltration, and sometimes fibrosis. A germinal center is frequently
observed. IgG4+ plasmacytes are found and satisfy the following criteria: ratio of IgG4+ cells to IgG+ cells of 40% or above, or more

than 50 IgG4 + cells per high-power field (x400)
(3) Blood test shows elevated serum IgG4 (>135 mg/dL)

Diagnosis is classified as ‘‘definitive’” when (1), (2), and (3) are satisfied; ‘‘probable’’ when (1) and (2) are satisfied; and ‘‘possible’” when (1)

and (3) are satisfied.

A

o
(4)

Figure 1. Photograph and orbital computed tomography of the patient. (A) Both upper eyelid swelling was observed at the first visit. (B) Orbital
computed tomography revealed bilaterally enlarged lacrimal glands.
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Figure 2. Biopsied specimens from lacrimal gland. (A) Gross finding of the eyelid mass. (B) Low-power view of the mass showed diffuse lym-
phoid proliferation consisting of hyperplastic follicles of variable size and intervening sclerotic area (H-E stain, X20). (C, D) High-power view
of the mass showed entrapped epithelial glands in the sclerotic stroma and a lot of plasma cells (arrows) (H-E stain, X400). (E) There were

many plasma cells with IgG immunoreactivity (IgG, x 100, Inset: x400). The mean number of IgG-positive plasma cells (arrows) was about

300 per a high-power field. (F) There were many plasma cells with IgG4 immunoreactivity (IgG4, X100, Inset: X400). The mean number of
IgG4-positive plasma cells (arrows) was about 150 per a high-power field.
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