EAACI
2025

13-16 JUNE

=
‘:;3%‘ q}

UNITED KINGDOM

www.eaaci.org

#EAACICongress2025

Confidential - Not for Public Consumption or Distribution



Health-Related Quality of Life and
Clinical Characteristics in
People Living with Hereditary Angioedema
Prescribed Long Term Prophylaxis Alone
and On-Demand Treatment Alone
L. Bouillet, J. Anderson, P. J. Busse, T. Caballero, W. R. Lumry,

M. Magerl, M. A. Riedl, P. F. K. Yong, A. Zanichelli,
K. Wynne-Cattanach, G. Castellano, J. Mendivil

www.eaaci.org
#EAACIcongress2025




Conflict of interest disclosures

L.B.: BioCryst, Blueprint, CSL Behring, GSK, KalVista, Novartis, Pharvaris, Takeda; J.A.: BioCryst, BioMarin, CSL
Behring, Cycle Pharma, KalVista, Pharming, Pharvaris, Takeda; P.J.B.: BioCryst, CSL Behring, CVS Pharmacy,
Medscape, Novartis, Regeneron, Takeda; T.C.: Astria, BioCryst, CSL Behring, KalVista, Novartis, Pharming,
Pharvaris, Takeda; is a researcher from the IdiPAZ program for promoting research activities;

W.R.L.: AstraZeneca, Astria, BioCryst, BioMarin, CSL Behring, Fresenius-Kabi, GSK, Grifols, Intellia, lonis,
KalVista, Magellan, Optinose, Pharming, Pharvaris, Regeneron, Sanofi, Takeda, Teva; M.M.: BioCryst, CSL
Behring, Intellia, KalVista, Novartis, Octapharma, Pharming, Pharvaris, Takeda; M.A.R.: Astria, BioCryst,
BioMarin, Celldex, CSL Behring, Cycle Pharma, Grifols, Intellia, lonis, KalVista, Novartis, Pharming, Pharvaris,
Sanofi-Regeneron, Takeda; P.F.K.Y.: Astria, BioCryst, CSL Behring, KalVista, Pharming, Pharvaris, Takeda;
A.Z.: BioCryst, CSL Behring, KalVista, Pharming, Takeda; K.W.-C., G.C.: employees of Adelphi Real World;
J.M.: employee of Pharvaris, holds stocks in Pharvaris.

Acknowledgments: Medical writing services were provided by Natalie Haustrup of Envision Pharma and funded by Pharvaris.

o a
’ 5

EAACI www.eaaci.org

AND GLINIGAL TMMUNDLOGY #EAACIcongress2025



Hereditary angioedema (HAE) is a bradykinin-mediated condition

GRS - | * HAE is a rare genetic condition characterized by
[ \/ . painful and often debilitating swelling attacks that
(Cprekalien ) = g affect the skin, gastrointestinal tract, and airways.2
] asminogen | <—

. CTNH | — Symptoms of an attack may include swelling,
oMK+ Q o ) fragments pgin, nausea, vqmiting, difficulty swallowing, and
iﬂfaﬂvk'm“ T airway obstruction.
ACEi

* HAE treatment can be administered:
— prophylactically to prevent an attack, known as
long-term prophylaxis (LTP).
— on demand after an attack has started, known as
on-demand treatment (ODT).

Bradykinin
B2 receptor

ACE, angiotensin converting enzyme; ACEi, ACE inhibitor; C1-INH, C1 inhibitor; cHMWK, cleaved HMWK; F12, gene encoding FXII; FXII, factor XlI; FXlla, activated factor XIl; HAE, hereditary angioedema;
HMWK, high-molecular-weight kininogen, KNG1, gene encoding HMWK; LTP, long-term prophylaxis; ODT, on-demand treatment; PLG, gene encoding plasminogen; tPA, tissue plasminogen activator.
1. Busse PJ, et al. N EnglJ Med. 2020;382:1136-48. 2. Baneriji A, et al. Ann Allergy Asthma Immunol. 2020;124:600-7.
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Real-world cross-sectional survey

Study objective: Assess the relationship
between treatment and outcomes of
patients with HAE lorescribed LTP alone and
ODT alone in a real-world setting.

Study cohort: 162 physicians reported
data for 601 patients with type 1/2 HAE
from Europe and the United States
collected via the Adelphi HAE Wave Il
Disease Specific Programme™ (DSP).

Methodology: Data were analysed b
applying inverse probability weighte
regression adjustment (IPWRA).

IPRWA applies inverse probability of
treatment weighting (IPTW) to adjust for
confounding with regression modelling.
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Cross-sectional data with
12-month retrospective
period

Physician
questionnaires

—————————————————————

Inclusion criteria:
Makes treatment

Source cohort

1
]
]
o i Adelphi Real World HAE
decisions for 22 i Wave || DSP™1
:
]
1
/

patients with HAE Surveys completed between

January 2023-January 2024

o  ——————— ——

Institutional ethical review
board exempt
(DSP methodology has full
approval)

Study cohort
Patients with HAE
in Europe and the

United States

HAE, hereditary angioedema; LTP, long-term prophylaxis; ODT, on-demand treatment. 1. Anderson P, et al. Curr Med Res Opin. 2023;39:1707-15.
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Patient
questionnaires

—————————————————————

Inclusion criteria:
* HAE diagnosis
=1 HAE attack since
diagnosis
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Patient demographics and clinical characteristics
Of the 601 patients, 41% were taking LTP alone, and 59% were taking ODT alone.

Patients prescribed Patients prescribed
LTP alone? (n=249) ODT alone® (n=352)
Age (years), mean = SD 35.3+13.2 31.7+15.0
[range] [9-70] [5-82]
Female, n (%) 140 (56) 176 (50)
HAE type, n (%)
Type 1 190 (76) 275 (78)
Type 2 59 (24) 77 (22)
Number of HAE attacks in 12 months prior to
data collection, mean + SD 1421 2429
[range] [0-20] [0-26]
Time since diagnosis (years), mean = SD 6.6+7.2 59+£6.5
[range] [0-45] [0-38]°
Time on treatment (years), mean = SD 2.6+2.8 3.5+3.6
[range] [0-26] [0-25.6]
(A S HAE, hereditary angioedema; LTP, long-term prophylaxis; ODT, on-demand treatment; SD, standard deviation. 2LTP alone’ refers to patients who were receiving a LTP without an ODT at time of survey.

o K bODT alone’ refers to patients who were receiving an ODT without LTP at time of survey. °n=223. =337
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Geographical distribution of patients

Patients prescribed Patients prescribed
LTP alone? ODT alone®

(n=249) (n=352)

Country, n (%)

Europe 116 (47) 269 (76)
France 25(10) 49 (14)
Germany 28 (11) 120 (34)
Italy 49 (20) 30 (9)
Spain 14 (6) 59 (17)
UK 0(0) 11 (3)

us 69 (28) 73 (21)

Japan 64 (26) 10 (3)

Pl <
(ﬁ \)"} HAE, hereditary angioedema; LTP, long-term prophylaxis; ODT, on-demand treatment. 2LTP alone refers to patients who were receiving a LTP without an ODT at time of survey. PODT alone refers to patients
o b who were receiving an ODT without LTP at time of survey.
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Currently prescribed medications for LTP and ODT?

Stanozolol
3%

Danazol
8%
Berotralstat
[ 13% % LTP

medications
(N=249)

Ecallantide
1%

Tranexamic acid
30%

Conestat alfa
16%

oDT
medications

(N=352)

Lanadelumab
21%

Icatibant
47%

P
;)j’ C1-INH, C1-inhibitor; LTP, long-term prophylaxis; ODT, on-demand treatment. 2Some patients were prescribed more than one medication; percentages shown are out of total number of patients for LTP
(A P and ODT, respectively.
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A higher proportion of mild attacks were experienced by patients
prescribed LTP than ODT in the 12 months prior to survey

100
p<0.0001

\ . Patients prescribed LTP alone®
p=<0.0001 " Patients prescribed ODT alone®
l 66.3%

50.5%

(o]
o

60

44.0%

40
p=0.1271

]

5.3% 8.6%
I

n=140 n=270 n=140 n=270 n=140 n=270
Mild attacks Moderate attacks Severe attacks

25.1%

20

Proportion of attacks rated by
patients according to severity?, %

7.
A 8 LTP, long-term prophylaxis; ODT, on-demand therapy; n, number of patients. 2Attack severity data provided for patients who experienced an attack in the 12 months prior to survey. °PLTP alone refers to
( o K patients who were receiving a LTP without an ODT at time of survey. °ODT alone refers to patients who were receiving an ODT without LTP at time of survey.
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Less impairment of health-related quality of life (HRQoL)
reported by patients prescribed LTP alone than ODT alone

Angioedema Quality of Life Questionnaire (AE-QoL) was used to evaluate HRQoL.

80
I Patients prescribed LTP alone®
o p=0.0973 p=0.0002 " Patients prescribed ODT alone®
g
S 60 ‘
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0
n=25 n=29 n=42 n=57
At diagnosis On treatment at time of survey

HAE, hereditary angioedema; HRQoL, health-related quality of life; IPWRA, inverse probability weighted regression adjustment; LTP, long-term prophylaxis; n, number of patients; ODT, on-demand treatment. 2Adjusted
P j‘ mean is the model predicted average outcome for each treatment group (LTP vs ODT), estimated using IPWRA. This method combines inverse probability weights with outcome regression model to adjust for covariates
: (age, sex, location of most recent HAE attack and days since most recent HAE attack). The reported means reflect the expected score for each treatment group after adjusting for difference in

b
(ﬁ o K baseline characteristics. °LTP alone refers to patients who were receiving a LTP without an ODT at time of survey. °ODT alone refers to patients who were receiving an ODT without LTP at time of survey.

EAACI yyww.eaaci.org

EUROPEAN ACADEMY OF ALLERGY
AND CLINICAL IMMUNOLOGY



Conclusion

In this study, patients with HAE prescribed LTP alone?in the last 12 months
* experienced more mild attacks than moderate or severe attacks
* had significantly better HRQoL at the time of the survey

compared with those prescribed ODT aloneP,

This real-world, cross-sectional survey analysis suggests that both LTP and ODT play
important roles in HAE management, and corroborates international guidelines that
recommend patients with HAE on LTP must always have ODT available at all times.’

Limitations of analysis: AlLLTP or ODT were combined which does not allow differences between therapies to be investigated.

[=]35x =]
3 v -
;)j’ HAE, hereditary angioedema; HRQoL, health-related quality of life; LTP, long-term prophylaxis; ODT, on-demand treatment. 1. Maurer M, et al. Allergy. 2022;77:1961-90. 2LTP alone refers to patients who ; Y -
(ﬁ Py were receiving a LTP without an ODT at time of survey. "ODT alone refers to patients who were receiving an ODT without LTP at time of survey. s & E
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