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Hereditarny angioedém (HAE) je vrodené zriedkavé ochorenie prejavujice sa rekurentnymi atakmi angioedému. Postihnuta
moze byt koza a podkozie, sliznice (traviaci, respiracny, uropoeticky trakt) a podslizni¢né tkanivo. U zien vo fertilnom veku
ma manazment ochorenia $pecifika, ktoré sa tykaju ako priebehu ochorenia, tak moznosti lie¢by. Tieto $pecifika sa tykaju
jednak liecby samotnych Zien, ako aj Specifickych situdcii (tehotenstvo, doj¢enie). Prinasame informaciu o prvom pouziti
podkozného C1 inhibitora v rdmci dlhodobej profylaxie atakov HAE u dvoch tehotnych pacientok.
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Initial use of subcutaneous plasma-derived C1 inhibitor in prophylaxis of acute attacks of
hereditary angioedema in pregnant patients in Slovakia

Hereditary angioedema (HAE) is a rare, inborn disease manifested with recurrent attacks of angioedema. They can affect
the skin and subcutaneous tissue, mucous membranes (gastrointestinal, respiratory, and uropoietic tracts), and submucous
tissue. Women in reproductive age require specific management of the disease regarding both the course of the disease
and treatment options. It is not only the treatment in female patients that is specific, but also the situations (pregnancy,
breastfeeding). We present a case report of the initial use of a subcutaneous C1 inhibitor in the long-term prophylaxis of HAE
attacks in two pregnant patients.
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Uvod

Hereditarny angioedém patri medzi bradykininom mediované
angioedémy (nejde o alergicky typ angioedému, kde su klticovymi
medidtormi pdsobky uvolfiované z mastocytov a bazofilov). Podstatou
ochorenia je vrodend porucha serinovej protedzy — C1 inhibitora
(C1=INH), ktory kontroluje komplementovy, kalikrein-kininovy (kon-
taktny) a plazminovy systém plazmy (1). Porucha sa méze tykat nedo-

stato¢nej koncentracie C1 inhibitora v plazme alebo jeho nedostatocnej
funkcnej aktivity a vznikd na podklade patogénnych variantov génu
SERPINGT kédujicom samotny C1-INH.

Okrem HAE s poruchou funkcie C1 inhibitora existuje niekolko
dalsich typov ochorenia, ktoré sa spdjaju s inymi genetickymi zmenami
(koagulacny faktor XlI, angiopoetin 1, plazminogén, kininogén 1, myo-
ferlin a heparansulfat-glukozamin 3-O-sulfotransferaza 6) (2).

MUDr. Katarina Hrubiskova

Imunologicko-alergologickd ambulancia V. internej kliniky LF UK a UN Bratislava

katarina.hrubiskova@ru.unb.sk

Cit. zkr: Vnitf Lék. 2023;69(4):265-268
Clanek piijat redakcf: 2. 2. 2023
Clanek pfijat po recenzich: 11. 4. 2023

www.casopisvnitrnilekarstvi.cz

/ Vit Lék. 2023;69(4):265-268 / VNITRNI LEKARSTVI


https://doi.org/10.36290/vnl.2023.050

