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Autoimmune disorder in hereditary angioedema
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Some patients with hereditary angioedema (HAE) exhibit immunological
abnormalities. Low levels of complement components are characteristic of HAE and in other settings
are thought to reduce elimination of apoptotic cells and immune complex (IC). Serum samples from 18
patients with HAE were collected when free from angioedema attack and compared with normal human
Booled sera (NHPS). Opsonization was measured as the rate of phagocytosis of apoptotic Jurkat cells

y macrophages incubated with serum. IC solubilization in serum was analyzed by quantifying
peroxidase (PO) released from a synthetic IC composed of PO and anti-PO antibodies. Anti-Clq
antibody levels were detected. Serological immunological abnormalities were detected in 12 patients.

Opsoniization in serum samples from each patient with HAE was lower than that in NHPS. The rate of
IC solubilization was lower in serum from HAE patients than NHPS. Some patients had high serum
anti-Clq antibody levels with increased serum IC levels.
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