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CI-INH : CI inhibitor (C14 > ¥ ¥ % —), HAE : hereditary angioedema (E{z: 187437 1%), MASP : MBL-associated
serine protease (MBL Rt >~ 715 7 —+), MBL : mannose-binding lectin (v~ / —ZEHL 7 F V)
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Questionnaire
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AAS : Angioedema Activity Score, AECT : Angioedema Control Test, AE-QoL : Angioedema Quality of Life
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Abstract

Hereditary angioedema (HAE) is a genetic disease caused primarily by an
abnormality in the CI inhibitor. It causes recurrent attacks of edema throughout the
body, including the limbs, face, larynx, and gastrointestinal tract. Attacks are
unpredictable and laryngeal edema can be fatal ; thus, this disease have a significant
impact on the patient’s daily life. HAE treatment includes on-demand treatment for
acute attacks, short-term prophylaxis before procedures that may trigger attacks,
and long-term prophylaxis with regular use of medications to prevent attacks.
Treatment to date has been focused on treating attacks because the unapproved
drugs that have been used in Japan for long-term prophylaxis are associated with
poor efficacy and toxicity profiles. With the recent development of long-term
prophylaxis drugs with favorable benefit-risk profiles, it has become possible to
provide long-term treatment and management of HAE in Japan. However, HAE is
not well recognized due to its rarity, and the number of patients diagnosed with HAE
types 1 and 2 in Japan is much lower than estimated number of the patients. There
is also insufficient discussion regarding the profile of patients suitable for long-term
prophylaxis and their management. This review highlights the importance of long-
term prophylaxis in achieving treatment goals for HAE and the key points in clinical
management for long-term prophylaxis, based on recent clinical reports, guidelines,

and consensus statements.
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