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Chronické cholestatické jaterni choroby, primarni bilidrni cholangitida a primarni sklerozuijici cholangitida
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Cholestaza je definovana jako porucha tvorby a vylucovani zluci hepatocyty a cholangiocyty nebo poruchou jejiho transportu
ve vyvodnych cestach. Mezi nejcastéjsi chronické progresivni choroby v dospélosti spojené s cholestazou patfi primarni
bilidrni cholangitida (PBC) a primarni sklerozujici cholangitida (PSC). Spolu s cholestatickym obrazem maji obé choroby
spole¢nou fadu klinickych projevu s pruritem, inavou a metabolickou kostni chorobou. Pfidruzené symptomy a komplikace
vyZzaduji ¢asnou diagnostiku a 1é¢bu. U nemocnych s jiz rozvinutou cirhézou jater vyzaduji [é¢bu i komplikace asociované
portélni hypertenze. V pokrocilych stadiich je u obou onemocnéni nutno zvazovat transplantaci jater. Diagn6za u PBC je
zalozena na nélezu cholestézy, prikazu specifickych antimitochondridlnich protilatek nebo typickém histologickém nélezu.
Velka ¢ast nemocnych je v dobé diagnézy asymptomatickych. Zakladni [é¢bou prvni linie je ursodeoxycholové kyselina
(UDCA). U nemocnych, ktefi na 1é¢bu UDCA neodpovi adekvéatnim Ustupem cholestazy, zlstavé prognéza nepfizniva. Pro
tyto nemocné Ize zvazit podani [écby 2. linie. V pfipadé PSC je diagndza zaloZzena na zobrazovacich vysetfenich, zejména
MRCP a pomocnych laboratornich testech, event. jaterni biopsii. Pro PSC je typické progresivni postizeni nitrojaternich
a mimojaternich Zlu¢ovodu a silnd asociace s idiopatickym stfevnim zanétem, zejména ulcerdzni kolitidou. V terapii se uplat-
fuje endoskopicka lé¢ba dominantnich stenéz pomoci ERCP s balédnovou dilataci nebo dilataci s ndslednym kratkodobym
zavedenim stent(l. Ve farmakoterapii se mize uplatnit ursodeoxycholové kyselina, i kdyz jeji efekt je stale diskutovan. V pra-
béhu onemocnéni jsou pacienti ohrozeni vznikem bakteridlni cholangitidy a malignich nddord, zejména cholangiogenniho
a kolorektalniho karcinomu. U nemocnych s PSC je transplantaci jater nutno zvazovat i v ptipadé recidivujicich bakteridlnich
cholangitid a nezvladatelného pruritu.
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Chronic cholestatic liver diseases - Primary biliary cholangitis
and Primary sclerosing cholangitis

Cholestasis is defined as hepatocyte and cholangiocyte bile excretion failure or failure of bile transport to the duodenum.
Primary biliary cholangitis (PBC) and primary sclerosing cholangitis as chronic progressive cholestatic diseases are the
common reasons of chronic cholestasis. Altogether with cholestatic laboratory picture the pruritus, liver osteodystrophy
and fatigue are associated symptoms in both diseases. All associated symptoms and complications are needed to be
diagnosed and treated early. In case of liver cirrhosis complicatons of accompanied portal hypertension should be treated
and liver transplantation must be considered in all those patients. Diagnosis of PBC is based on cholestatic laboratory
features, animitochondrial antibody positivity or typical histological patern. Most patients are asymptomatic in time of
diagnosis. First line therapy is ursodeoxycholic acid. In case of first line therapy failure, the prognosis is unfavourable. In
this case, second line therapy must be considered. In case of PSC the diagnosis is based on MRCP finding mainly, labo-
ratory test and liver biopsy in some cases. Progressive inflamatory and fibrosing impairment affecting intrahepatic and
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