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Establishing rapid diagnostic method and unraveling the pathogenesis of
familial hemophagocytic |ymphohistiocytosis
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We established a new rapid screening test for FHL3/4/5 by detecting intra—platelet
expression of munc13-4/syntaxinll/munc18-2 proteins and found that combinination of
CTL degranulation and munc13—4 expression assays is very useful for finding atypical,
late—onset cases of FHL3. We also found that FHL can be clinically differentiated
from certain types of secondary HLH cases by comparing levels of serum lactate
dehydrogenase, sIL-2R, ferritin, and lymphocyte/neutrophil ratio in peripheral blood
at early phase of the disease.
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