The Importance of Comprehensive C1-Inhibition for HAE'®
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e Low C1-INH levels fail to block MASP-1 from cleaving HK, of clots as wounds heal by
which may augment Bradykinin production'®  Represents a group of plasma proteins that promote degrading fibrin, the netting
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« Low levels of C1-INH leads to activation and consumption inflammation upon activation that clots blood

of C4 and, during attacks of angioedema, activation and e Low C1-INH levels fail to block FXlla and Kallikrein, e Plasmin activates FXII to
consumption of C2." leading to an increase in Bradykinin production FXlla (and FXIIf)”
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This is a current scientific understanding of the cascades. Clinical implications are unknown.
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