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Patients with recurrent angioedema or unexplained
abdominal pain in the absence of urticaria should be
evaluated for hereditary angioedema and acquired C1
inhibitor deficiency.



DIFFERENTIAL DIAGNOSIS OF ANGIOEDEMA

. Hereditary angioedema (HAE)

. Acquired C1 inhibitor deficiency

. Angioedema-eosinophilia syndrome
. Panniculitis, cellulitis

. Thrombophlebitis, lymphangitis

. Chelilitis granulomatosa
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Hereditary angioedema caused by mutations in the C1
inhibitor gene results in enhanced activation of the plasma
contact system and generation of bradykinin, the primary
biologic mediator of angioedema.
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The key to the correct diagnosis of bradykinin-mediated
angioedema is a high index of suspicion coupled with

appropriate laboratory testing including measurement of
complement C4,C1 inhibitor, and Clq levels.
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Antihistamines, corticosteroids, and epinephrine do not
relieve swelling from bradykinin-mediated angioedema. C1
inhibitor replacement and drugs acting on the bradykinin

pathway,however, offer effective treatment for these
disorders.
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All patients with hereditary angioedema should have a
defined management plan, which includes access to safe
and effective treatment for acute attacks and, if required,
short- and long-term prophylaxis.
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Effective management of hereditary angioedema requires
careful physician-patient collaboration, with regular
reassessments of patient status and individualization of
therapy based on age, gender, comorbidity, and patient
preference.
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Laboratory profile of different types of angloedema

GLNH level CLINH function G4 level 3 level G1 level

HAE type | Low Low Low Normal Normal

HAE type I Normal o increased ~~ Low Low Normal Normal

HAE type Il Normal Normmal Nomal ~— Normal Normal

Acquired CLINH deficiency ~ Low Low Low Normal/low ~ Low

ACE inhibitor Norma Norma \ Norma Norma

|diopathic angioedema Norma Norma \ Norma Norma




Drugs effectvefor treatment of acute angloedema attacks in HAE patient

Drug

Plasma-derived
C1INH

Mechanism

Inhibits plasma kallikrein and
activated factor XI|

Dose Route

500-1000 units based
on clinical anecdotal
experience; 20 U/kg
per clinical trial

Intravenous

Potential side effects

Anaphylaxis (rare);
infection (theoretical)

Recombinant
human C1INH

Inhibits plasma kallikrein and
activated factor XI|

50-100 U/kg Intravenous

Anaphylaxis
(Uncommon)

Ecallantide

Inhibits plasma kallikrein

30 mg Subcutaneous

Prolonged PP,
anaphylaxis
(Uncommon)

|catibant

Antagonizes bradykinin at the
bracykinin B, receptor

30 mg Subcutaneous

Discomfort at injection
site (common)







