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SOUHRN

Onemocnéni myokardu predstavuji ¢astou, a zaroven obtiznou, diferencialni diagnostiku v klinické kardiologii. Myokarditida je akutni zanétlivé onemocnéni
myokardu. Ke vzniku myokarditidy a jejimu prabéhu prispiva geneticka predispozice, schopnost eliminace virového nebo mikrobialniho agens, tvorba auto-
protilatek proti srde¢nim strukturam a tvorba autoagresivnich lymfocytd, které udrzuji zanét i po odeznéni akutni infekce. Zakladem diferencidlni diagnostiky
je odliseni od infarktu myokardu nebo srde¢niho selhavani jiné etiologie. Magneticka rezonance srdce umoziuje s dobrou senzitivitou i specificitou zobrazeni
zanétu v myokardu, nikoliv vsak jeho etiologie. V indikovanych pripadech provadime endomyokardialni biopsii (EMB), ktera je zlatym standardem diagnostiky
myokarditidy. Histologické a imunohistochemické vysetreni odlisi specifické typy myokarditidy, jako jsou obrovskobunécna a eosinofilni myokarditida, které
maji ¢asto fatalni pribéh, a pro které existuje specificka terapie. Molekularné genetické vysetieni pomoci polymerazové retézové reakce (PCR) z EMB se vyuziva
k detekci virového nebo bakteridlniho genomu v myokardu. Sérologie ani PCR z krve nejsou dostatecné specifické k urceni etiologie virové myokarditidy. V pfi-
padé nékterych virll neni jasna asociace mezi pritomnosti virového genomu v myokardu a etiologii myokarditidy, virovy genom je nalézan i u pacientd, ktefi
zjevné myokarditidou netrpi. Efekt imunosupresivni [é¢by lymfocytarni myokarditidy je nadéale predmétem klinickych studii. Kardiomyopatie (KMP) jsou sku-
pinou onemocnéni se strukturalnim a funkénim postizenim myokardu, které neni zpisobeno ischemickou chorobou srde¢ni nebo abnormalnimi podminkami
preloadu a afterloadu (chlopenni vady, arterialni hypertenze, vrozené srde¢ni vady). KMP klasifikujeme na zakladé jejich morfologie bez ohledu na etiologii.
Klasifikace Evropské kardiologické spolecnosti rozlisuje pét skupin KMP: hypertrofickou, dilatacni, restrik¢ni, arytmogenni a neklasifikovanou KMP. K diagnos-
tice vyuzivame echokardiografii, koronarografii, katetriza¢ni hemodynamické vysetfeni a magnetickou rezonanci. EMB je vyjimecné indikovana u dilata¢ni
a restrikéni KMP. Genetické vysetieni slouzi k identifikaci patogennich mutaci u jedinct s vyjadienym fenotypem a k screeningu pfibuznych. Vétsina geneticky
podminénych KMP jsou monogenni onemocnéni s autozomalné dominantnim prenosem. Nekompletni penetrance a variabilni expresivita zptsobuji rozdilny
fenotypovy projev nebo negativni fenotyp u geneticky pozitivnich jedincd. Geneticky screening velkého poctu genli ma za nasledek casté nalezy variant nejas-
ného vyznamu, které ¢ini interpretaci genetického vysetteni velmi komplikovanou.
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Clinical perspective on the myocarditis and cardiomyopathies

SUMMARY

Myocardial diseases are often encountered in cardiology and pose a significant diagnostic challenge. Myocarditis is an acute inflammatory disease of the heart
muscle. Pathophysiology of myocarditis is a complex interplay of genetic background, innate immunity, viral or bacterial agents and formation of autoreactive
antibodies and lymphocytes that maintain the inflammation after the infection was eliminated. Differentiation of myocardial infarction or heart failure of differ-
ent etiology is crucial in the acute stage. Cardiac magnetic resonance imaging (MRI) enables with sufficient sensitivity and specificity diagnosis of myocardial
inflammation and scar. Endomyocardial biopsy (EMB) with histology and immunohistochemistry is a gold standard for detection of myocarditis. EMB is indicat-
ed in selected patients with life-threatening symptoms where EMB may have therapeutic consequences. Giant cell myocarditis and eosinophilic myocarditis
are specific examples of such a condition. Polymerase chain reaction (PCR) of the myocardial sample is used to detect viral genome. Serum antibodies or PCR
from blood are not helpful in determining the etiology of myocarditis. Viral presence in myocardium is found in patients who do not have histological evidence
of myocarditis which makes the association of positive PCR and etiology of myocarditis obscure. Cardiomyopathies (CMP) are characterized by structural and
functional cardiac abnormalities that cannot be explained by coronary artery disease or abnormal loading conditions (valvular disease, arterial hypertension,
congenital heart disease). CMP are classified based on the prevailing morphology regardless of primary (genetic, idiopathic) or secondary (systemic disease)
etiology. European Society of Cardiology defines five types of CMP: hypertrophic, dilated, restrictive, arrhythmogenic and unclassified. CMP diagnosis is based
on the imaging with echocardiography, coronary angiography, invasive hemodynamics and cardiac MRI. EMB is rarely indicated in dilated or restrictive CMP.
Genetic testing is used to determine pathogenic mutations in phenotype positive patients and in familiar screening. Genetically determined CMP are mostly
monogenic and autosomal dominant. Incomplete penetrance and variable expressivity cause variable or even negative phenotypes in genotype positive
individuals. Genetic screening of a large number of genes and non-coding DNA results in findings of many variants of uncertain significance which make the
interpretation of the genetic testing difficult.
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S onemocnénim myokardu se v klinické kardiologii setkdvame
¢asto, myokarditida patii mezi zakladni diferencidlni diagnostiku
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