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Objective

To assess challenges HAE patients and their caregivers face and to gain insight into their 
experience and expectation with the newest therapies used to treat hereditary 
angioedema in particular a C1 esterase inhibitor and a plasma kallikrein inhibitor both 
given subcutaneously.

Hereditary angioedema (HAE) is a rare inherited disorder which affects the production
and/or function of C1-Esterase Inhibitor (C1INH). It is characterized by recurring attacks
of swelling affecting the skin and other organs and which can be fatal if the oropharynx
is affected. The timing and severity of an attack are unpredictable, potentially leading
to stress, anxiety and depression.
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Background: Hereditary angioedema (HAE) is a rare inherited disorder affecting the production 
and/or function of C1-Esterase Inhibitor (C1INH) and leading to acute attacks of swelling which can 
be fatal if the oropharynx is affected.  The timing and severity of an attack are unpredictable, 
potentially leading to stress, anxiety and depression.  
Methods: In 2019, HAE Canada conducted two online surveys to assess the challenges faced by HAE 

patients and their caregivers and to gain insight into their experience and expectations with new 
therapies,  subcutaneous C1 esterase inhibitor(human plasma-derived, pasteurized, nanofiltered) 
and lanadelumab - fully human monoclonal antibody-plasma kallikrein inhibitor, subcutaneous) in 
particular.  
Results: The first survey had 73 respondents: 68 (92%) were individuals with HAE, and 6 (8%) were 

caregivers. In response to the question “Do you have regular fear of unpredictable, debilitating 
attacks?” 50 of 68 respondents answered yes. Of these, 30% rated their fear as mild, 62% as 
moderate and 8% as severe.  Sixty-three percent indicated that fear of attacks led to generalized 
anxiety. The majority of patients (91%) are treated with an IV medication indicated for acute 
treatment. When asked to rate attributes of new medications for HAE, 79% rated prophylactic 
administration and 76% rated subcutaneous delivery as extremely important. Eight participants 
(13%) had received treatment predominantly through participation in a clinical trial with 
lanadelumab, a newly approved medication for prophylaxis of HAE. Five considered it extremely 
effective in preventing attacks. Reported adverse events were headache (2/8) and pain at injection 
site (7/8). Both were scored as tolerable to very tolerable. 
The second survey, intended to capture information about a new subcutaneous C1 esterase 

inhibitor, had 19 respondents, 3 of whom had received treatment. It was found to be “extremely 
effective” by all 3 respondents and significantly reduced attacks for 2 of them. Reported adverse 
events headache (1/3) and injection site reaction (2/3) scored as tolerable to very tolerable.
Conclusion: Prophylactic treatment which can reduce attacks and subcutaneous delivery are 

considered important by Canadian HAE patients. Two newly approved medications, subcutaneous C1 
esterase inhibitor and  lanadelumab, have these attributes.

In 2019, HAE Canada conducted two online surveys of patients and caregivers to assess
the challenges patients and caregivers face as a result of hereditary angioedema and to
gain insight into their experience with and expectations for the newest therapies used
to treat hereditary angioedema.
Responses to 5 of the survey questions were analyzed and are reported here.

• Prophylactic treatment which can reduce attacks and subcutaneous delivery 
are considered very important by Canadian HAE patients. 

• Two newly approved medications, subcutaneous C1 esterase inhibitor and 
lanadelumab, given by subcutaneous injection have these attributes 
according to a limited number of patients.

• Reported adverse events were headache and injection site reaction.

The first survey had 73 respondents to the questions, 68 (92%) were 
individuals with HAE and 6 (8%) were caregivers.  The second survey had 19 
respondents 3 of whom had received treatment with the new C1esterase 
inhibitor. 

Figure 1. In survey 1, 75.5 % (50/68) of patient respondents indicated 
that they regularly feared unpredictable debilitating HAE attacks. 

Table 1. When asked to rate the attributes of a new therapy, most patients 
considered improved management of attacks (82.5%), subcutaneous delivery 
(76%) and prophylactic administration (78.6%) to be extremely important. 

Results (continued)

Figure 3 Eight survey participants were treated with 
lanadelumab in a clinical trial.  Five considered it extremely 
effective in preventing attacks. Reported adverse events were 
headache (2/8) and pain at injection site (7/8) scored as 
tolerable to very tolerable.  

Figure 4 Three survey participants had received treatment with 
subcutaneous C1 esterase inhibitor.  All of them rated it extremely 
effective and significantly reduced attacks (51-75%)  for two of 
them and enormously reduced (more than 76%) in one. Reported 
adverse events headache (1/3) and injection site reaction (2/3) 
were scored as very tolerable. 

Real world data of Canadians living with Hereditary Angioedema (HAE):  
Need for innovative, newer, prophylactic and subcutaneous medications

Figure 2. Of those who feared unpredictable debilitating HAE attacks, the majority 
(70%) rated their fear as moderate or severe.  When asked to choose any from a 
menu of symptoms/behaviours/feelings, their fear was expressed as generalized 
anxiety (62.8%), desire to control swelling and medication (56.9%), sense of 
powerlessness (39.2%), extreme emotional reactions (31.4) to name a few.   
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(Extremely Important)

More convenient 
dosing interval 8.6 3.5 8.6 13.9 65.5

Improved 
management/ attack 
reduction 1.8 0 3.5 12.3 82.5

Easier delivery 
(SubQ vs IV) 3.5 1.7 5.2 12.1 75.9

Prophylactic 
administration 1.8 1.8 3.6 12.5 78.6
No direct costs 3.5 1.7 1.7 3.5 89.7
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