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Molecular pathology of autoimmune hemorrhaphilia XI111/13; analysis of
anti-factor X111 autoantibodies and elucidation of the mechanism of their
generation
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By using plasma and serum of a number of Japanese patients with autoimmune
Factor XI111/13 (F13) deficiency (AIF13D), their anti-F13A and anti-F13B antibodies were analyzed in
detail. Epitopes of patients’ antibodies were also roughly mapped. However, antibodies of each
patient must be oligoclonal or polyclonal so that their exact functions and epitopes cannot be
determined.

Therefore, anti-human F13A monoclonal antibodies’ clones were produced from a single case for the
first time, and their biding pattern, inhibitory mechanisms as well as ectopic sites were
identified. Rat anti-F13B monoclonal antibodies were generated and used for the structure-function
relationship analyses of F13B.

When whole exome analyses were carried out in 20 AiF13D cases, large numbers of nucleotide
sequences which differ from the Japanese reference sequences were identified; These are included in
the genes coding HLA-A, -B, -F and -DQAl, etc., which are closely related to the antigen-presenting
function.
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