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Analysis of fibrinogen function and storage kinetics using model cells of
fibrinogen storage disease

Arai, Shinpei
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Fibrinogen storage disease(FSD), in which fibrinogen accumulates in the
endoplasmic reticulum of hepatocytes and causes hepatocellular damage and cirrhosis, has been
reported in some cases of congenital hypofibrinogenemia. However, the details of FSD have not been
studied. In this study, we attempted to elucidate the pathogenesis of FSD using model cells
transfected with FSD gene mutations. In functional analysis of recombinant fibrinogen, we found
abnormal fibrin polymerization reactions in FSD mutants. Furthermore, we did not obtain data
suggesting a relationship with the endoplasmic reticulum stress response, and suspected the
involvement of different mechanism in the accumulation of fibrinogen. We plan to continue analysis
of fibrinogen functions in FSD mutants.
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Novel approach for the phenotypes of congenital fibrinogen disorders using alternative fibrinogen value, |minl|c, obtained
from clot waveform analysis
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