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We reviewed the case of Japanese patients with SLE. Also, we partially
introduced human exon 2 of the MEFV gene with or without E148Q variant into those in MRL/lpr mice
(MRL/1pr hMEFV WT vs MRL/lpr hMEFV E148Q). Patients with MEFV variants exhibited significant lower
presence of lupus nephritis than those without MEFV variants. We counted the total number of MEFV
variants exhibited in each patient. The total number of MEFV variants in patients with lupus
nephritis was significantly lower than those lacking lupus nephritis. Consistent with the data from
patients with SLE, MRL/Ipr hMEFV E148Q showed the tendency of less severity in lupus nephritis (Not
significant) and showed significantly less autoantibody production. The differences in those
phenotypes was suggested to be attributed by less induction of dendritic cells followed by less
memory B cells. Our results suggested that presence of MEFV variants provides protection from the

development of lupus nephritis in patients with SLE.
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End point Variables 0dds rate (95% CI) P-value
Lupus nephritis | Age at onset 1 increase 1.013 (0.963 to 1.065) 0.63
Male gender Presence 0.754 (0.053 to 10.741) 0.84
Low CH50 Presence 4.758 (0.869 to 26.052) 0.07
Anti-dsDNA Ab positivity Presence 5.159 (0.761 to 34.950) 0.09
Total number of MEFV variants | 1 increase 0.359 (0.137 to 0.942) 0.04
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