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Innate immunity mechanism in IgG4-related kidney disease
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Hypocomplementemia is associated with elevation of 1gG subclasses other than

1gG4 including IgGl in Igg4—related kidney disease. The frequency of Asn-X-Ser/Thr site which is
important for N-linked glycosylation in variable resion is higher than healty control. Analysis of
Fab oligosaccharide structures in 1gG4 monoclonal antibody from patient show more variety than Fc
oligosaccharide structures. The ability of complement activation in 1gG4 monoclonal antibody with

glycan modification is same as control 1gG4 monoclonal antibody.
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1gG4-RKD patients

Non-lgG4-RKD patients
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Variable n=48 n=32 p Value® n=90 n=158 p Value®
Age at diagnosis (years) 66.3+10.4 606+ 13.0 064 643+ 136 635+102 238
Gender (male) (%) 854 688 491 522 57.6 428
Serum IgG levels (mg/dL) 38111644 2354+ 693 <001 2438+ 1216 1972720 004
Serum 1gG4 levels (mg/dL) 1173+ 698 901 + 608 089 825+ 732 549 £473 008
Serum IgG4/1gG (%) 315141 349+16.8 498 306%16.7 257137 029
Serum non-lgG4 igG levels (mg/dL) 2637+ 1314 1453 + 347 <001 1620 +819 1424 £455 177
Serum IgE (U/mL) 441+473 926+ 1754 an 535+713 624 +1395 970
Serum CRP (mg/dL) 0.55+1.19 0.46+0.72 777 0.28+0.56 045+1.10 246
Number of involved organs 45+20 42+14 21 30+13 27%1.2 093
Salivary glands (%) 750 781 795 80.0 684 055
Lacrimal gland or eye (%) 458 500 820 61.1 60.1 893
Pancreas (%) 417 311 480 300 17.7 038
Periartery/retroperitoneum (%) 333 311 1.000 222 228 1.000
Lung (%) 375 188 086 256 184 197

1gG4-RKD: IgG4-related kidney disease; 1gG: immunoglobulin G; non-IgG4 igG levels: total IgG levels minus IgG4 levels; IgG4/gG: ratio of serum 1gG4 to serum

1gG; CRP: C-reactive protein.
Variables are pr d as mean+ iati
*Mann-Whitney’s U test (for nonparametric variables).
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