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Abstract

Classical complement component C4 deficiency is the high risk factor for autoimmune
disease including systemic lupus erythematosus (SLE) in Anglo-Irish, North American, and
Japanese including Thai populations. Our previous study, 5.93% of C4 null genes
(C4A/C4B) were found in Thai patients by touchdown PCR, and its C4 deletion and/or point
mutations have been revealed by the single specific primer-PCR (SSP-PCR). In all SLE
patients who had C4A and/or C4B deficiencies exhibited more than 5 of American College
of Rheumatology (ACR) criteria’s including malar rash, oral ulcers, renal disorder,
immunological disorder and antinuclear antibodies. Most studies have shown that thymus-
derived CD4 CD25 regulatory T cell (Treg) are essential for the maintenance of
immunological self-tolerance. To study the correlation of Treg cells and autoimmune
disease, we used C4 knockout (C4KO) mice and C57BL/6J mice as animal model and
control, respectively. We quantified the amount of Treg cells in blood circulation including
in secondary lymphoid tissues e.g. spleen and bone marrow. The result from Fluorescence-
activated cell sorting (FACS) showed that percentage of Treg cells in C4KO mice were
lower than normal mice in all age groups and were highest found in bone marrow
compared with spleen and blood in both C4KO mice and normal mice. Furthermore, the
expression of FoxP3 and TGF-3 were predominant found in normal mice than in C4KO
mice in all kinds of tissue (n=10; P<0.05). The results of antinuclear antibodies (ANA)
showed that the titers from C4KO mice were higher than that of normal mice. Moreover,
antinuclear antibodies were significantly found in old age mice (6-8 months) in both C4KO

and normal mice.
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