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Nahla srde¢ni smrt (SCD) u jedincG mladsich 50 let je ve vyznamném procentu zplsobena dédi¢nym kardiovaskularnim
onemocnénim. Identifikace téchto pripadu, provedeni post mortem genetického vysetfeni a kardiologické screeningové
vysetteni pfimych pfibuznych je prvnim krokem k primarni prevenci srde¢ni smrti u pozUstalych a vyzaduje multidisciplinarni
a multicentrickou spoluprdci.

Mezi dédi¢na kardiovaskuldrni onemocnéni patfi onemocnéni srde¢niho svalu (kardiomyopatie), elektrickd onemocnéni
(arytmogenni syndromy) a dédi¢na onemocnéni aorty a velkych cév, kdy nemocnym hrozi pfredéasnd srdeéni zastava nebo
akutni disekce velkych cév.

Kardiogenetické vysetieni je komplexni mezioborové vysetfeni, na kterém se podileji kardiologové, molekuldrni a klini¢ti
genetici, pitvajici [ékafi i psychologové.

Prakticti Iékafi jsou Casto prvni, na které se pozlstali obraceji, a jejich doporuceni je ¢asto zasadni pro dalsi osud pribuznych.
Komunikace mezi jednotlivymi odborniky i tymy jednotlivych center je zcela zasadni pro zajisténi péce o pacienty s ¢asto velmi
vzacnou formou dédi¢ného onemocnéni s rizikem nahlé srde¢ni smrti.
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Sudden cardiac death and its prevention

A significant percentage of sudden cardiac death (SCD) in individuals under 50 years of age is caused by hereditary cardiovascular
disease. Identifying these cases, performing post-mortem genetic testing and cardiac screening of direct relatives is the first step
to primary prevention of cardiac death in survivors and requires multidisciplinary and multicentre collaboration.

Hereditary cardiovascular diseases include diseases of the heart muscle (cardiomyopathy), electrical diseases (arrhythmogenic
syndromes) and hereditary diseases of the aorta and large vessels, where patients are at risk of premature cardiac arrest or acute
dissection of large vessels.

Cardiogenetic examination is a complex interdisciplinary examination in which cardiologists, molecular and clinical geneticists,
pathologists and psychologists participate.

General practitioners are often the first to be contacted by the bereaved and their recommendation is often crucial to the next
fate of the relatives.

Communication between individual experts and teams of individual centres is absolutely essential to ensure care for patients
with an often very rare form of hereditary disease with a risk of sudden cardiac death.

Key words: hereditary cardiovascular diseases, genetic analysis, cascade family screening.

Uvod srdecniho svalu: 1. dédi¢né kardiomyopa-  a3.dédi¢né aortalni syndromy ¢asto spojené
Dédi¢na kardiovaskuldarni onemocnéni tie, 2. dédi¢né arytmické syndromy spojené s chlopennimivadamitypu bikuspidélni aor-
se déli do tii hlavnich skupin onemocnéni s normalnim strukturalnim nalezem na srdci  taIni chlopen nebo prolapsu mitralni chlop-
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