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Angioedém je otok zahrnujici podkozni a/nebo submukézni vrstvy tkdné, které postihuji
oblicej, rty, krk a koncetiny, dutinu Ustni, hrtan a/nebo stfevni sliznici. Diferencidlni dia-
gnostika angioedému je mezioborova. Z hlediska patofyziologie mlze byt angioedém
klasifikovan jako angioedém zprostiedkovany histaminem a angioedém zprostiedkovany
bradykininem. Histaminem zprostfedkovany angioedém je Castéjsi a souvisi s aktivaci
a degranulaci zirnych bunék a bazofill, byva provézen svédivou a zarudlou urtikarii. Angie-
dém zprostiedkovany bradykininem mdze zahrnovat formy hereditarniho angioedému,
ziskaného deficitu C1 inhibitoru a angioedémy spojené s inhibitorem angiotenzin-konver-
tujiciho enzymu ¢i dalsich Iék. Je charakterizovan nadmérnou lokalni tvorbou bradyki-
ninu se vznikem bolestivého angioedému, neni spojen se svédivou kopfivkou, ma delsi
trvani a casto biisni pfiznaky. Je rezistentni vici standardnim terapiim, jako je adrenalin,
glukokortikoidy a antihistaminika. V rdmci diferenciélni diagnostiky v akutni fazi je vhodné
provést laboratorni vysetieni tryptazy k odliseni histaminového angioedému v soubéhu
anafylaxe a C4 slozku komplementu jako screening pro bradykininovy angioedém. He-
reditdrni angioedém (HAE) je vzacné, geneticky podminéné onemocnénis autozomalné
dominantnim pfenosem a variabilnim spektrem bradykininovych angioedémd. V 3ir$im
kontextu se jedna o imunodeficitni onemocnéni, klasifikované na HAE s deficienci C1
inhibitoru (HAE-C1-INH) a HAE s normalni hladinou a funkci C1 inhibitoru (HAE nC1-INH),
s mutacemi jiného (mnohdy jesté nezndamého) typu. Vznik center pro diagnostiku a péci
o pacienty s HAE a ziskanymi bradykininovymi angioedémy (AAE) vyznamné zlepsil
Zivotni osudy téchto pacient(l. Do center jsou konzildrné odesilani i pacienti s atypickymi
angioedémy (s prevahou bradykininové etiologie).
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Hereditary angioedema and its differential diagnosis

Angioedema is swelling involving the subcutaneous and/or submucosal layers of
tissue that affects the face, lips, neck and extremities, oral cavity, larynx, and/or in-
testinal mucosa. The differential diagnosis of angioedema is interdisciplinary. From
a pathophysiological perspective, angioedema can be classified as histamine-mediated
angioedema and bradykinin-mediated angioedema. Histamine-mediated angioedema
is more common and is associated with activation and degranulation of mast cells and
basophils, and is often accompanied by pruritic and erythematous urticaria. Brady-
kinin-mediated angioedema can include forms of hereditary angioedema, acquired
C1 inhibitor deficiency, and angioedema associated with angiotensin-converting
enzyme inhibitors or other drugs. It is characterized by excessive local production of
bradykinin with the development of painful angioedema, is not associated with pruritic
urticaria, has a longer duration, and often has abdominal symptoms. It is resistant to
standard therapies such as adrenaline, glucocorticoids, and antihistamines. As part of
the differential diagnosis in the acute phase, it is appropriate to perform a laboratory
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