ek 3] 2] Al 89 A Al 6 & 2015

ujo]

@ CrossMark
+click for updates

http://dx.doi.org/10.3904/kjm.2015.89.6.690

Ui Bgeos 248 HAZREY 64 AVY AT

IgG4-related Disease Controlled by a Low-dose Steroid and Mycophenolic Acid

Ji Eun Kim, Jin Joo Cha, Sun Woo Kim, Yu Ah Hong, Gang Jee Ko, and Young Joo Kwon

Department of Internal Medicine, Korea University College of Medicine, Seoul, Korea

IgG4-related disease (IgG4-RD) is a group of fibro-inflammatory diseases affecting multiple organ systems, pathologically
characterized by tissue infiltration with abundant IgG4-positive cells. We here report a case of IgG4-RD that was successfully
controlled by mycophenolic acid (MPA). A 62-year-old male visited complaining of dizziness and loss of appetite. He had a clinical
history of autoimmune pancreatitis treated with steroids and cyclophosphamide 5 years prior, and had also been diagnosed with
Hashimoto’s thyroiditis at the age of 55 years. We initially prescribed prednisolone (1 mg/kg), tapered to 5 mg/day over 8 months.
However, his eosinophilia gradually deteriorated, and we added cyclophosphamide (1 mg/kg daily) for the next 7 months. His
laboratory data fluctuated when he was on low-dose predinisolone and cyclophosphamide, and we thus changed his medication to
prednisolone combined with MPA for the following 63 months. Currently, his laboratory findings are stable. (Korean J Med

2015;89:690-694)
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Figure 1. Chest x-ray and computed tomography scan reveal enlarged lymph nodes in both hila.

Figure 2. Abdominal computed tomography and ultrasonography reveal infiltrative disease of both kidneys
and multiple lymphadenopathies.
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Figure 3. (A) PAS stamlng of the kidney reveals patchy 1nﬁ1trat10n of chronlc 1nﬂammatory cells and severe
fibrosis (PAS, x400). (B, C, D) On immunohistochemical staining, almost all plasma cells in various speci-
mens were strongly positive for IgG4. The IgG4: total IgG ratio was >80%. (B. CD138, x400; C. IgG, x400; D.
IgG4, x400). PAS, periodic acid-Schiff stain; [gG4: immunoglobulin G 4.
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Figure 4. Trends in the patient’s laboratory data over time. CCr, creatinine clearance ratio; CP, cyclophosphamide; MPA, mycophenolic

acid; IgG4, immunoglobulin G 4.
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(Fig. 4).
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