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10" International Symposium on Sjégren’s Syndrome

Brest, France 1-3, October 2009.

Abstract

Serological and pathological analysis of 46 cases with Mikulicz’s disease

Motohisa Yamamoto, Hiroki Takahashi, Yasuyoshi Naishiro, Tetsuya Tabeya,
Chisako Suzuki, Hiroyuki Yamamoto, Kohzoh Imai, Yasuhisa Shinomura

First Department of Internal Medicine, Sapporo Medical University School of Medicine

Objectives: A case of Mikulicz’s disease (MD) was first described by Johann von
Mikulicz-Radecki in 1888. MD has been included within the diagnosis of primary
Sjogren’s syndrome (SS) since the Morgan’s report in 1953, but it represents a unique
condition involving persistent enlargement of the lacrimal and salivary glands
characterized by few autoimmune reactions and good responsiveness to glucocorticoids,
leading to the recovery of gland function. We analyzed 46 patients with MD serologically
and pathologically, compared to SS.

Methods: Analyses were performed in 46 patients with MD who consulted the doctors in
Sapporo Medical University Hospital. MD was diagnosed according to the following
classification: (1) visual confirmation of symmetrical and persistent swelling in more than

two lacrimal and major salivary glands; (2) prominent mononuclear cell infiltration of
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lacrimal and salivary glands; and (3) exclusion of other diseases that present with glandular
swelling, such as sarcoidosis and lymphoma. Another 30 patients with primary SS
diagnosed in accordance with European criteria. We evaluated serological data and
specimen of minor salivary gland in both diseases.

Results: Our MD patients were mainly middle-aged or elderly females. The sex ratio was
1.7:1 in favor of females. On the other hand, SS were all females in their forties and fifties,
and the ratio was 14:1. Hypergammaglobulinemia was revealed in patients with both MD
and SS (2704.4 mg/dl vs. 1771.6 mg/dl, respectively). A few patients had antinuclear
antibodies in MD (15.2%), and no patient has anti-SS-A antibodies. Hypocomplementemia
and elevated levels of circulating immune complex were detected in patients with MD
(26.1% and 50.0%). These findings were not detected in SS. Analysis of serum IgG
subclasses showed the levels of serum IgG4 in MD patients were significantly higher than
those in SS patients (891.0 mg/dl vs. 64.1 mg/dl, respectively). Specimen of salivary gland
in MD showed severe infiltration of IgG4-bearing plasmacytes and fibrosis, but not in SS.

Conclusions: MD thus differs from primary SS in serological and histopathological.

The authors declare no conflicts of interest.
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Clinical analysis of the patients with 1gG4-related Mikulicz's

disease presenting recurrence

Motohisa Yamamoto', Yasuyoshi Naishiro', Mikiko Ohara’,
Chisako Suzuki', Hiroyuki Yamamoto', Hiroki Takahashi',
Kohzoh Imai?, Yasuhisa Shinomura'

'First Department of Internal Medicine, Sapporo Medical University
School of Medicine
*Sapporo Medical University

[ REE]

Objective: systemic IgG4-related plasmacytic syndrome is a chronic
inflammatory disease involving multiple organs. At first, it was
considered to be good responsible to steroid, but we often experience
recurrent cases following tapering it. So we divided them to two
groups, which was presenting recurrence or remission, and analyzed
them. Methods: we evaluated clinical items (disease duration,
serological data, initial amount of steroid and complications) in the
both groups, which were consisted of 30 cases satisfied with the
criteria of IgG4-related MD. Results: there were eight recurrent cases.
Six patients had the complications, including AIP or TIN. The rate of
complications in the recurrent group was significantly higher than that
in the remission group. There was no significance in the other factors.
Conclusion: it was extracted the organ involvement as the risk factor
of the recurrence in MD.

[H2)—iR5E]

Systemic IgG4-related plasmacytic syndrome was considered to be
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good responsible to steroid, but recently we often experience
recurrent cases following tapering it. So we analyzed the clinical
items in eight recurrent cases and 22 remission cases with Mikulicz's
disease. It was extracted the organ involvement (autoimmune
pancreatitis or tubulointerstitial nephritis) as the risk factor of the
recurrence in Mikulicz's disease.
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