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Angioedema ricorrente e dolore addominale 
ricorrente di tipo colico e/o laringedema.

Storia familiare positiva per angioedema



Anamnesi e Esame obiettivo

C4

C1 inibitore quantitativo

C1 inibitore funzionale

C1q emocromo e formula leucocitaria



Diagnosis

Clinical criteria

(1) Self-limiting, non inflammatory subcutaneous angioedema 
without major urticarial rash, often recurrent and often lasting 
more than 12 hours

(2) Self-remitting abdominal pain without clear organic etiology, 
often recurrent and often lasting more than 6 hours

(3) Recurrent laryngeal edema

(4) Family history of recurrent angioedema and/or abdominal 
pain and/or laryngeal edema due to C1 inhibitor deficiency



Diagnosis

Laboratory criteria

(1)C1 inhibitor antigenic levels <50% of normal at 2 separate 
determinations with patient in basal condition and after the 
first year of age

(2) C1 inhibitor functional levels <50% of normal at 2 separate 
determinations with patient in basal condition and after the 
first year of age

(3) Mutation in C1 inhibitor gene altering protein synthesis and/or 
function

Diagnosis can be established in presence of 1 clinical 
criterion and 1 laboratory criterion

Correct treatment of 

samples to be 

analyzed is critically

important in order to 

obtain reliable results
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Regarding the established cut-off values, 50 false negatives

were associated with the established antigenic C4 levelcut-

off, and 3 false positives and 4 false negatives were

associatedwith the spontaneous amidase activity assay cut-

off. 

Conclusion: The spontaneous amidase activity

assay should replace antigenic C4 level testing

and should be tested along side the C1Inh function

for both AE screening and follow up of HAE 

patients.

Delphine Charignon et Al  Molecular Immunology 2017







Results:

Mean APTT was significantly shortened in HAE-C1-INH

type I (p < 0.0001) and type II (p = 0.0017) and in AAE-C1-

INH (p < 0.0001) compared to the HP.




