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Longhurst H, et al. N Engl J Med. 2017 : 376 : 1131-1140. £ »
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Abstract

C1 inhibitor (C1-INH), which belongs to the family of serine protease inhibitors, is
encoded by the SERPINGI gene and inhibits the activity of complement component
1. In addition to the complement pathways, C1-INH also inhibits several pathways
including intrinsic coagulation pathway (contact system), kallikrein-kinin system, and
fibrinolytic system. Hereditary angioedema (HAE) is a rare disorder caused mainly
by C1-INH abnormalities. HAE is characterized by recurrent attacks of edema of
various areas including the hands, feet, face, larynx, or gastrointestinal tract, which
interfere with the daily activities of the patients, reducing their quality of life. Recently
in Japan, long-term therapeutic management of HAE has become possible by the
approval of a series of long-term prophylactic drugs for scheduled administration in
addition to the existing on-demand therapeutics. Therefore, in Japan, it has become
necessary to discuss the treatment and efficacy evaluation methods using long-term
prophylactic drugs. To enhance awareness and understanding of HAE, this article
reviews C1-INH in terms of biochemical characteristics and molecular pathways, as well
as the pathogenesis of HAE and the development of intravenous and subcutaneous
CI1-INH products to treat HAE.
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