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Katecholaminmi indukované kardiomyopatie
u pacientov s feochromocytomom
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Feochromocytom/paragangliom (PPGL) je zriedkavy neuroendokrinny nador z chromafinnych buniek sympatikovych
ganglii. V 90 % pripadov je lokalizovany v dreni nadobliciek (feochromocytém), ak je ulozeny extraadrenélne (cca 10 %), ide
o paragangliéom. PPGL st nddory produkujuce katecholaminy — adrenalin a/alebo noradrenalin, v pripade extraadrendlnych
foriem zriedkavo dopamin. Nadprodukcia tychto hormdnov sa u vacsiny pacientov prejavi kardiovaskuldarnym ochorenim,
najcastejsie artériovou hypertenziou. U 8 — 11 % pacientov s PPGL dochadza v dosledku kardiotoxicity katecholaminov
k poskodeniu srdca. Katecholaminmi indukované kardiomyopatie (CICMP) predstavuju zavazné, az potencialne fatélne
komplikacie PPGL. Klinicky obraz je variabilny, od asymptomatickych pacientov az po dramaticky priebeh s tazkym srdco-
vym zlyhavanim s pldcnym edémom alebo kardiogénnym Sokom. Existuju tri formy CICMP asociovanych s PPGL. Akutna,
takotsubo-like kardiomyopatia, typicka pre adrenalin produkujuce tumory, a dva chronické typy - dilata¢na kardiomyopatia
a hypertroficka kardiomyopatia, typicka pre nadory produkujice noradrenalin. V¢asna diagnostika a adekvatny manazment
vedie u vacsiny pacientov k vyznamnej regresii kardidlnych zmien. Kauzélna lie¢ba spociva v chirurgickom odstraneni PPGL.
Inoperabilné alebo metastatické formy PPGL maju ¢astejsie recidivy CICMP a vyznamne horsiu prognézu.
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Catecholamine induced cardiomyopathies in patients with pheochromocytoma

Pheochromocytoma/paraganglioma (PPGL) is a rare neuroendocrine tumour arising from chromaffine cells of sympathetic
ganglia. 90% of PPGLs are located in adrenal medulla (pheochromocytoma), the rest are extraadrenal paragangliomas. PPGLs
produce catecholamines - adrenaline and/or noradrenaline, in case of extraadrenal forms, dopamine may be rarely secreted.
An overproduction of these hormones usually manifests by the cardiovascular diseases, mostly with arterial hypertension. In
8-11% of patients, catecholamine excess leads to heart injury. Katecholamine-induced cardiomyopathies (CICMP) are severe,
potentially fatal complications of PPGLs. Clinical manifestation may vary, from asymptomatic forms up to severe heart failure
with pulmonary edema or cardiogenic shock. Three types of CICMPs associated with PPGL have been identified. Acute, takot-
subo-like cardiomyopathy, typical for adrenalin producing tumours, and two types of chronic forms — dilated cardiomyopathy
and hypertrophic cardiomyopathy, the last one typical for noradrenalin-secreting PPGLs. Early diagnosis and appropriate
management leads to significant improvement in most of the patients. Though receidiving forms have worse prognosis.
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I'Jvod stUpajuci trend, aktualne dosahuje 8 pripadov na milidon obyvatelov.

Feochromocytém/paragangliom (PPGL) je zriedkavy neuroendo-  Bilaterdlny feochromocytdm sa vyskytuje u 10 % pacientov, predoviet-
krinny nddor z chromafinnych buniek sympatikovych ganglii. Vo vac¢sine  kym u geneticky podmienenych foriem. Posledné, tzv. ,pravidlo 10 %",
pripadov je lokalizovany v dreni nadobliciek (feochromocytém), ak je  sa pri PPGL tyka maligneho potencidly, t.j. priblizne 10 % pacientov ma
uloZeny extraadrenalne (cca 10 %), ide o paragangliom. Prevalenciamé  metastaticky PPGL (1, 2). PPGL mé&Ze byt sporadicky alebo hereditarny
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