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Lidska prionova onemocnéni (TSE) jsou skupinou progresivnich fatalnich neurode-
generativnich onemocnéni zplsobenych agregaci patologicky konformovaného
prionového proteinu v nervové tkani. Vzhledem k riziku pfenosu podléhaji aktivni
surveillance - v Ceské republice jsou data centralizovana v Narodni referenéni labo-
ratofi pro diagnostiku prionovych chorob (NRL) pfi Ustavu patologie a molekularni
mediciny 3. LF UK a FTN.

Veskeré pfipady klinicky mozné ¢&i pravdépodobné TSE jsou podrobeny povinné pitvé
na pracovisti NRL dle standardizovaného protokolu. Od zac¢atku existence NRL v roce
2001 do roku 2022 bylo v CR potvrzeno 361 pfipadt sporadickych ¢i genetickych TSE,
vcetné 10 vzacnych pfipadd Gerstmannova-Strausslerova-Scheinkerova syndromu (GSS).
Od ledna 2007 v rdmci NRL navic béZi celosvétové unikatni projekt testovani mozkové
tkdné viech darcli rohovky pro zvyseni bezpecnosti korneélnich transplantaci. Vsech
7950 doposud vysetienych vzorkd mozkové tkané darct rohovky bylo negativnich
na pfitomnost depozit patologicky konformovaného prionového proteinu.

Kli¢ova slova: lidska prionova onemocnéni, prionézy, TSE, PrP, Creutzfeldtova-
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Human prion diseases in the Czech Republic: 22 years of experience
of the National Reference Laboratory for the Diagnosis of Prion Diseases

Human prion diseases (TSEs) are a group of progressive fatal neurodegenerative di-
seases caused by aggregation of pathologically conformed prion protein in nervous
tissue. Due to the risk of transmission, they are subject to active surveillance - in the
Czech Republic, the data are centralized in the National Reference Laboratory for the
Diagnosis of Prion Diseases (NRL) at the Institute of Pathology and Molecular Medicine
of the Third Faculty of Medicine of Charles University and FTN.

All cases of clinically possible or probable TSEs are subjected to a mandatory auto-
psy at the NRL according to a standardized protocol. Since the beginning of the NRL
in 2001 to 2022, 361 cases of sporadic or genetic TSEs were confirmed in the Czech
Republic, including 10 rare cases of Gerstmann-Straussler-Scheinker syndrome (GSS).
Since January 2007, the NRL has been running a globally unique project to test the
brain tissue of all corneal donors to increase the safety of corneal transplants. All 7950
samples of corneal donor brain tissue examined were negative for the presence of
deposits of pathologically conformed prion protein.
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