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Hereditary angioedema (HAE) is a rare disease, but it severely interrupts daily life activities and can sometimes be life-threatening.
Therefore, early diagnosis and prompt treatment of HAE attacks are critical. Physicians should be aware of how to diagnose and
manage HAE to prepare not to miss a diagnosis when treating HAE patients. Physicians must also carry out tests to confirm the di-
agnosis of HAEs caused by C1 inhibitor deficiency (type 1) or C1 inhibitor dysfunction (type 2) in patients with recurrent angio-
edema. In addition, recent studies revealed another type of HAE which is not related to C1 inhibitor (normal C1 inhibitor HAE). Once
HAE is confirmed, patients and their caregivers should be given with short-term and long-term treatment plans to relieve or prevent
HAE attacks. HAE requires life-long measures, including psychological support for patients and self-management education. (Allergy
Asthma Respir Dis 2022;10:80-88)
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Table 1. Classification of bradykinin-mediated angioedema
Bradykinin-mediated angioedema Subtypes C4 level C1INHantigen  C1INH function Clq level
Bradykinin-mediated hereditary angioedema
Type 1 HAE HAE-1 Low Low Low Normal
Type 2 HAE HAE-2 Low Normal Low Normal
HAE with normal C1-INH HAE-nC1-INH Normal Normal Normal Normal
HAE with mutation in the factor XII gene HAE-FXII - -
HAE with mutation in the angiopoietin-1 gene HAE-ANGPT1 - -
HAE with mutation in the plasminogen gene HAE-PLG - -
HAE with mutation in the kininogen 1 gene HAE-KNG1 - -
HAE with mutation in the myoferlin gene HAE-MYOF - -
HAE with mutation in the heparan sulfate 3-O-sulfotransferase 6 gene ~ HAE-HS3ST6 - -
HAE due to unknown mutations HAE-UNK - -
Bradykinin-mediated acquired angioedema - -
Acquired C1-INH deficiency with low C1-INH AAE-C1-INH Low Low Low Low
Angiotensin converting enzyme-inhibitors induced angioedema ACEI-AE Normal Normal Normal Normal

HAE, hereditary angioedema; C1 INH, C1 inhibitor.
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Table 2. Treatment options for hereditary angioedema (adult dose)

JungJW, etal. «+ Hereditary angioedema in Korea

Treatment Mechanism of action

Route Dosage

On-demand treatment

Berinert, Cinryze Plasma-derived or recombinant C1-INH

Haegarda Plasma-derived or recombinant C1-INH
Ruconest Recombinant human C1-INH
catibant® Bradykinin B2 receptor antagonist
Ecallantide Kallikrein-inhibitor

Short-term prophylaxis

Berinert, Cinryze Plasma-derived or recombinant C1-INH
Fresh frozen plasma™
Danazol* Attenuated androgens
Long-term prophylaxis

Berinert, Cinryze Plasma-derived C1-INH

Lanadelumab Fully humanized, antiactive plasma kallikrein monoclonal antibody SC
Berotralstat Plasma kallikrein inhibitor

Danazol* Attenuated androgens

Tranexamic acid* Antifibrinolytics

\Y Berinert 20 U/kg, Cinryze 1,000 U

SC 60 U/kg twice 1 week

\Y 50 U/kg (<84 kg) or 4,200 U (> 84 kg)
SC 30 mg

SC 30 mg

SC Berinert 1,000 U, Cinryze 1,000 U

PO 400-600 mg/day

SC Berinert 40 U/kg or 60 U/kg twice a week
Cinryze 1,000 U twice a week

300 mg every 2 weeks or 400 mg every 4 weeks
PO 150 mg/day

PO 100 mg every 2 days to 600 mg/day

PO 30-50 mg/kg per day

C1INH, C1 inhibitor; IV, intravenous; SC, subcutaneous; PO, orally.
*Available in Korea.
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