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Hereditarni angioedém s deficitem C1 inhibitoru (HAE-C1-INH) je vzacné, potenciadlné Zivot ohrozZujici onemocnéni cha-
rakterizované rekurentnimi epizodami otokd zprostifedkovanych bradykininem. V poslednich letech doslo k zasadnimu
posunu v diagnostice i terapii HAE-C1-INH, zejména diky rozvoji cilené biologické a molekularni |é¢by. Nova doporuceni
WAQO z roku 2025 zddraznuji individualizovany pfistup, dostupnost ucinné akutni [écby pro vsechny pacienty a lé¢ebnou
strategii zaméfenou na dosazeni UpIné kontroly onemocnéni.

Tento prehledovy ¢lanek shrnuje sou¢asné moznosti Ié¢by HAE-C1-INH, v¢etné terapie akutnich atak, kratkodobé a dlou-
hodobé profylaxe. Diskutovany jsou jak zavedené terapeutické pristupy (koncentraty C1 inhibitoru, antagonista bradyki-
ninového receptoru a inhibitory kalikreinu), tak nové terapeutické moznosti, véetné peroralnich inhibitord kalikreinu,
monoklondlnich protilatek a antisense oligonukleotidd.
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Modern treatment of hereditary angioedema due to C1 inhibitor deficiency: from attack
control to complete disease control

Hereditary angioedema due to C1 inhibitor deficiency (HAE-C1-INH) is a rare, potentially life-threatening disorder characterized
by recurrent episodes of bradykinin-mediated angioedema. In recent years, major advances have been achieved in both the
diagnosis and treatment of HAE-C1-INH, particularly due to the development of targeted biological and molecular therapies.
The updated 2025 WAO guidelines emphasize an individualized approach, the availability of effective on-demand therapy
for all patients, and a treatment strategy aimed at achieving complete disease control.

This review article summarizes current therapeutic options for HAE-C1-INH, including on-demand treatment of acute attacks,
short-term prophylaxis, and long-term prophylaxis. Both established therapeutic approaches (C1 inhibitor concentrates, bra-
dykinin B2 receptor antagonists, and kallikrein inhibitors) and novel treatment strategies, including oral kallikrein inhibitors,
monoclonal antibodies, and antisense oligonucleotides, are discussed.
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Uvod

Hereditarni angioedém s deficitem C1 inhibitoru (HAE-C1-INH)
pfedstavuje vzacné geneticky podminéné onemocnéni charakterizo-
vané rekurentnimi epizodami nebolestivych, nesvédivych otokd kize
a sliznic. V patogenezi onemocnéni hraje dominantni roli bradykinin.

Onemocnéni se projevuje rekurentnimi otoky, které mohou postihovat

k(zi, gastrointestinaIni trakt i hornf cesty dychaci. Laryngedlni ataka
predstavuje nejzavaznéjsi projev onemocnéni a mize vést k Zivot
ohrozujici obstrukci dychacich cest (1).

Prevalence HAE-C1-INH se odhaduje pfiblizné na 1:50 000-100 000
obyvatel. Onemocnéni je spojeno s vyznamnou morbiditou, snizenou

kvalitou Zivota a celoZivotnim rizikem fatalniho prlbéhu pfi postizenf
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