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• Hereditary angioedema (HAE) is a genetic 
disorder characterized by recurrent episodes of edema 
without urticaria or pruritus1.

• HAE most often affects the mucosa of the respiratory/GI 
tracts, as well as the skin, with the most deleterious result 
leading to fatal obstruction due to airway/laryngeal 
involvement.

• Episodes may be triggered by multiple stressors, including 
emotional stress, physical exertion, weather, menstruation, 
eating surgery/procedures, and endotracheal intubation2. 

• While in most cases, the swelling from HAE is self-limited, 
the risk of potential airway edema leads to the suggestion 
that a regional anesthetic and minimal airway manipulation 
is likely the safest surgical option for these patients. 
However, the role of C1INH in regulating clotting and 
fibrinolytic pathways raises additional questions as to the 
safety of a regional anesthetic in these patients. 

• This case report presents the outcome of spinal anesthesia 
use with minimal airway manipulation in a patient with 
C1INH deficiency.

Methods

Case Report

Discussion

• A 74-year-old female presenting with a femoral neck fracture, had a medical history significant for HAE due 
to C1 inhibitor (C1INH) deficiency. Her other relevant medical history includes bipolar disorder and 
depression. 

• The location of surgery was determined by Cinryze (C1 esterase inhibitor) availability, with 20 U/kg of the 
drug being administered one hour prior to surgery. 

• She received spinal anesthesia with MAC sedation; airway manipulation was minimized during surgery.

• Recovery from anesthesia and subsequent postoperative care were unremarkable.

• The patient was discharged on post-operative day 3 to a skilled nursing facility. 

The most studied and well-understood form of HAE relates to C1INH deficiency/dysfunction:

• C1INH limits bradykinin production and affects steps in intrinsic clotting and fibrinolytic pathways1.

• Unchecked bradykinin results in the edema of HAE1.

• Inhibition of multiple proteins is also common, including coagulation factor XII, coagulation factor 
XI, thrombin, plasma kallikrein, plasmin, and tissue plasminogen activator1.

Regional anesthesia remains a safe option for patients with HAE caused by C1INH deficiency:

• C1INH promotes a thrombotic state despite coagulation and fibrinolysis effects, leaving patients 
more apt to venous thromboembolism than bleeding diathesis3.

• By minimizing airway manipulation and potentially fatal airway edema/obstruction.

Preventative options exist for patients exposed to known triggers:

• Prophylaxis with C1INH supplementation (IV, SQ, and oral options)4. These medications are often 
expensive with high disposal rates, creating a need for efficient methods of acquisition.

This case was reviewed retrospectively, and utilizes de-identified 
patient health information, therefore, it is exempt from IRB 
review requirements as per Hartford Hospital policy. Patient 
provided signed consent for publication at the time of encounter 
.
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Figure 1. Expected results of proper C1INH inhibition 
of bradykinin levels (left) compared to uninhibited,  
bradykinin production, resulting in airway edema 
resulting from C1NH deficiency (right). 
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