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Immunoglobulin G4 (IgG4)-related sclerosing disease is characterized by a systemic involve-
ment of tumor-like lesions with IgG4-positive plasma cell. This disease can occur in the sali-
vary, lacrimal and pituitary gland in the head and neck region. The involvement of [gG4-relat-
ed sclerosing disease at nasopharynx is extremely rare, so it is hard to make an accurate
diagnosis. Recently, we have experienced two cases of [gG4-related sclerosing disease arising
from the nasopharynx. Diffusely enhancing mass with surrounding bony erosion and increased
18-F fludeoxyglucose uptake was found at the nasopharynx, suggesting malignancy. But the
cases were finally confirmed as [gG4-related sclerosig disease by punch biopsy and the symtoms
improved with glucocorticoid therapy. We report our experiences with a literature review.
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Fig. 1. Axial CT scan showing enhancing soft tissue mass in the

right pharyngeal space and erosion in the right skull base around
the jugular foramen and right clivus (arrow).

Fig. 2. 18F-fludeoxyglucose positron emission tomography/com-
puted tomography showing hypermetabolic mass at nasopharynx
(maxSuUVv=8.9).
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Fig. 3. Laryngofiberscopy of larynx showing bulging of mucosa
from right nasopharynx to oropharynx.
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cells, measureing up to 20/HPF (IgG4, x400) (B).

Fig. 5. Enhancing mass and surrounding bony erosion at right naso-
pharynx was decreased at axial CT scan (1 month after treatment).
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Fig. 4. Immunohistochemical staining shows diffuse and dense sclerosis (H&E, X 100) (A). Immunoglobulin G4 (IgG4)-positive plasma

Fig. 6. T2-weighted turbo spin echo image showing enhancing
mass at right nasopharynx and prevertebral muscle (arrows).
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Fig. 7. 18F-fludeoxyglucose positron emission tomography/com-
puted tomography showing hypermetabolic mass at right (max-
SUV=6.2).
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