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Abstract

Hereditary angioedema (HAE) is a rare autosomal dominant disease induced
primarily by an abnormality of the C1 inhibitor (CI1-INH), which causes recurrent
attacks of edema of the subcutaneous or mucosal tissues. Therefore, prompt treatment
is required, especially when it causes laryngeal edema, which carries the risk of
death from choking. In Japan, several drugs have been approved for the treatment to
prevent the onset of acute attacks induced by invasive procedures, which increase
the acute HAE attacks and risk of attacks, and/or to prevent the onset of acute
attacks by long-term treatment. Among those drugs, C1-INH products are positioned
as the first-line therapy for the treatment or prevention of acute attacks in the
guidelines in Japan, Europe and the United States. With the aim of deepening an
understanding of the products, we herein outline the results of major clinical studies
conducted overseas as well as in Japan. We also describe the methods and key points
of shared decision making (SDM) by physicians and patients to develop a
comprehensive treatment plan in actual clinical practice, along with a recently
proposed 3D model for SDM in HAE treatment.
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