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Introduction
Cholestatic Liver Diseases among the cholestatic diseases of 

the liver, Primary Biliary Cirrhosis (PBC), although rare, is very 
representative of a secondary cause of dyslipidemia. PBC is a 
chronic, autoimmune cholestatic liver disease characterized by 
the presence of T cells that destroy the biliary epithelium [1]. The 
average annual incidence ranges from 1.6 to 14.6 cases per 100,000 
people, respectively [2]. PBC affects more women than men, in the 
ratio of 8:1 [3]. The mean age of diagnosis is around 66 years [4]. 
The disease can be divided into four phases[4]: an asymptomatic 
phase lasting up to 20 years; symptomatic from 5 to 10 years, in 
which the patient is anicteric or only slightly jaundiced; short 
preterminal characterized by severe jaundice; and finally terminal  

 
liver failure [4]. Hypercholesterolemia in PBC: in patients with 
PBC, total cholesterol levels can reach values between 500 and 
1000 mg/dL, with cutaneous xanthomas similar to those observed 
in genetic hypercholesterolemias. In these patients, the increase 
in serum cholesterol levels is largely due to the increased level of 
lipoprotein-X (LP-X), which is a lipoprotein with a lower density 
than LDL, has no apoprotein B in its structure and is enriched 
with free cholesterol and phospholipids [5]. The formation of 
LP-X results from regurgitation of bile lipids in plasma, as well as 
the accumulation of plasma phospholipids and free cholesterol, 
resulting from lower lecithin activity: acyltransferase cholesterol 
(LCAT) [5,6]. LP-X has been shown to have antiatherogenic 
properties, such as inhibition of oxidation of LDL-c particles [7]. In 
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this context, patients with PBC who have high cholesterol due to the 
increase in LP-X may have attenuated cardiovascular risk.

Few studies have evaluated cardiovascular events in patients 
with dyslipidemia secondary to PBC, since the disease has a 
rare prevalence. Only one observational study demonstrated 
cardiovascular mortality of 12% in this population [8]. These results 
pointed to a possible role of statins in reducing cardiovascular risk 
in these patients. Case reports suggest that statins, in addition 
to reducing LDL-c and triglyceride levels, reduce intrahepatic 
cholestasis markers, with improved liver function [9-11]. 
Multicenter randomized trials are needed to assess the impact of 
lipid-lowering patients on lipid reduction and cardiovascular risk, 
as well as the effect on hepatic cholestasis. Treatment with statins 
is not indicated for lowering cholesterol in patients with PBC and 
dyslipidemia, as there is no evidence that these patients have high 
cardiovascular risk.
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