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Short Term Prophylaxis








HAE patients are encouraged to CARRY  TWO  DOSES  of any of the angioedema event THERAPIES  (AERx’s)  to have immediately available for angioedema event therapy:


plasma-derived C1INH (pdC1INH) – single dose 20 units/kg rounded up to higher 500 unit vial


recombinant C1 inhibitor (rhC1INH) – single dose 50 units/kg  


bradykinin B2 receptor antagonist – single dose 30 mg


kallikrein inhibitor – single dose 30 mg 





PdC1INH - SINGLE DOSE PROPHYLAXIS


Specific event pdC1INH prophylaxis dose-finding studies not yet done 


plasma-derived C1INH (pdC1INH) – single prophylactic dose 1000 units (Cinryze® licensed dose)


Proposed dose:  500 units up to a weight of 50 kg (110 lb) – 1000 units > 50 kg (110 lb) <100 kg (220 lb) – 1500 units if > 100 kg (>220 lb) 


If airway manipulation, proposed dose:  500 units up to a weight of 25 kg (55 lb) – 1000 units  if > 25 kg (55 lb) < 50 kg (110 lb) – 1500 units if  > 50 kg (110 lb) < 75 kg (165 lb) – 2000 units if > 75 kg (165 lb) < 100 kg (220 lb) – 2500 units > 100 kg (220 lb) 





Long Term Prophylaxis





ANDROGENS





Some patients may be stabilized using androgens - use lowest effective dose:


Danazol ≤200 mg/day


Stanozolol  ≤2 mg/day





Risk benefit of androgens must be carefully weighed against more recently approved non androgen approaches of long term prophylaxis with C1INH products





 








C1  INHIBITOR (C1INH)





If “failing” on demand therapy  with any of the angioedema event therapies (AERx’s; pdC1INH, rhC1INH, bradykinin B2 receptor antagonist, kallikrein inhibibitor):





Then consider continuous C1INH prophylaxis once or twice weekly – dose finding studies not done – current pdC1INH dose recommended 1000 units per dose every 3 to 7 days 





If no further angioedema breakthrough events, consider reducing C1INH prophylaxis dose frequency or consider returning to on demand therapy with AERx’s or androgen prophylaxis





Modified from:  � HYPERLINK "http://www.haecanada.com" �www.haecanada.com� and 2010 International Consensus Algorithm for the Diagnosis, Therapy and Management of Hereditary Angioedema - Bowen et al. Allergy, Asthma & Clinical Immunology 2010, 6:24 - � HYPERLINK "http://www.aacijournal.com/content/6/1/24" �http://www.aacijournal.com/content/6/1/24�) 











