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Creutzfeldtova-Jakobova nemoc (CJD) mlze mit velmi rdznorodou klinickou manifesta-
ci. Zaroven stale pfibyva neuropatologickych dikaz(i o narstajicim mnozstvi pfipadd,
jejichz obraz spliuje klinicka diagnosticka kritéria ,mozné” CJD, ale ve skute¢nosti se
o toto onemocnéni nejednd; tyto tzv. fenokopie neboli ,mimics” CJD jsou nejcasté;jsi
pfic¢inou diagnostickych omyl(. Diferencidlni diagnostika CJD je Siroka a zahrnuje fadu
potenciadlné lécitelnych stav(; mlze se jednat o nejriiznéjsi autoimunitni, infekéni, nado-
rova a toxicko-metabolicka postizeni CNS. Nejcastéji se s fenokopiemi CJD potkavame
v pfipadé neurodegenerativnich onemocnéni, u kterych je tato atypickd manifestace
v drtivé vétsiné pfipadl spojena s pfitomnosti tzv. ,mixed pathology”, smisené patologie.
| z tohoto dlivodu se v budoucnosti nepochybné neobejdeme bez spolehlivych bio-
marker( schopnych detekce relevantnich typl neurodegenerativnich procest v mozku.
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Creutzfeldt-Jakob disease phenocopy

Creutzfeldt-Jakob disease (CJD) may have very heterogeneous clinical manifestations. At
the same time, there is increasingly more neuropathological evidence of a growing number
of cases whose presentation meets the clinical diagnostic criteria for possible CJD, butiit s,
in fact, not this disease; these CJD phenocopies, or mimics, are the most frequent cause
of diagnostic error. The differential diagnosis of CJD is broad, encompassing a number
of potentially treatable conditions; they can include various autoimmune, infectious,
cancerous, and toxic-metabolic CNS disorders. CJD phenocopies are most commonly
encountered in the case of neurodegenerative diseases in which this atypical manifesta-
tion is associated, in the vast majority of cases, with the presence of mixed pathology. It is
also for this reason that, in the future, we will certainly not do without reliable biomarkers
capable of detecting relevant types of neurodegenerative processes in the brain.
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Uvod

Prionova onemocnéni predstavuji skupinu
rychle progredujicich, fatdlnich neurodege-
nerativnich onemocnéni, ktera jsou spojena
s akumulaci patologicky konformovaného
prionového proteinu (PrP>) v mozkové tkani.
Tato skupina chorob je zna¢né heterogenni
co do pricin, klinickych obraz(, histopatolo-
gickych nélezl i délky trvani onemocnéni.
Creutzfeldtova-Jakobova nemoc (CJD) je jed-
nim ze ,subtypd” lidskych prionovych one-

mocnéni, a v rdmci této jednotky je rozliSova-
no nékolik forem podle vyvolavajici pficiny.
Nejcastéji se jednd o formu sporadickou (sCJD),
kterd tvofi pfiblizné 85 %, vzacnéji se setka-
vame s formou geneticky vazanou (gCJD),
iatrogenni (iCJD) nebo variantni (vCJD) (Collinge,
2001).

Klinické znaky CJD
Sporadicka CJD se manifestuje obvykle mezi
55.-75. rokem. Typicky klinicky obraz sCJD je
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