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Diagnosis and Treatment of Primary Biliary Cholangitis

Kyung-Ah Kim

Department of Internal Medicine, Inje University llsan Paik Hospital, Goyang, Korea

Primary biliary cholangitis (PBC) is an autoimmune disease prevalent in middle-aged women and characterized by chronic cholestasis.
PBC is diagnosed when at least two of the following three criteria are met: elevated alkaline phosphatase, presence of PBC-specific
autoantibodies such as the anti-mitochondrial antibody or PBC-specific anti-nuclear antibodies, and non-suppurative inflammation
of the interlobular bile duct after excluding other causes including drugs and biliary obstruction. The first-line treatment for PBC is
ursodeoxycholic acid (UDCA, 13-15 mg/kg/day). The response to UDCA is predictive of long-term prognosis and should be evaluated
6-12 months after the UDCA treatment. The second-line treatments for PBC recommended due to an inadequate response to UDCA
include obeticholic acid and fibrates. Symptoms and complications, including pruritus, sicca syndrome, and osteoporosis, should
be evaluated and appropriately managed. (Korean J Gastroenterol 2023;81:86-90)
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AP RS- Gurttts ATE gk’ 4] Wy Eo] A 324 o] ek ELISA AAME A3 &= Sl

PEAOoR =2 s 1T o JAEZZoY XHFMA 7} PBC9| oF 5-10%0lA= AMA7F SAlolH AMA f-5-o u}
2 7o) Wofd Ao s FAET PBC EAtolA Y et Aol SA4o] thEA] gt

of wiEro] XGAMH 7} T G A (monosomy) & EA 3= PBC 2H419] 30-50%14 ANAZ} H&d & Sle=d, 1 &

H|&o] ok A7) 9o, XAMA o] $1Xot= HYg- anti-gp210 3! anti-sp100%= PBC So| gAjo|ct." Wy

FARLe] a4o] PBC WHo] 7|ofd Aog AHc)” A A anti-gp210> A=) 7HgAH (perinuclear rims)

of anti-sp100 nuclear dots WA O & A=} PBC Eo
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PBC £0| ANAE ELISAY HYEZH o7 AAE 4= 9lo
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A, o] Ag, 7re] gl 52 wiAlslolof StckFig. 1).° PBCO| XAt EAL F& AQAto|(interlobular)
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2. X7t A
AMAX PBC Ath Eo]%7} o} PBCY] 95%0]A] AMA 1. Ursodeoxycholic acid (UDCA)
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Fig. 1. Diagnostic algorithm for primary biliary cholangitis (PBC). MRCP,
magnetic resonance cholangiopancreatography.
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2. Fibrate

Fibrates= peroxisome proliferator activated receptor
(PPAR) =X ISAAES A aAR S o] AR AL
otk PPARE q, 8, v2] Al 714 0|4 AA|7} 2Rl =t be-
zafibrater= ! PPAR &% 4|(pan-PPAR agonists)©]1l fe-
nofibratet= PPAR-a -+ 40|t} PPAR-a= H5AF T4 9
AL Q1A =H], GE5Fdo] HoldtH PPARE 6, vi= &
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3. Obeticholic acid

Obeticholic acid= 1A Y] £43}= ethyl-chenodeox-
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Assess response to UDCA
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Consider fibrate@ or

Yes /

obeticholic acid®

UDCA°|| 243 8k-8-2 B9l PBC TAE tjito g 3t additionally
‘ET[‘Z‘I]—H EHZTT—:L ?i;?‘oﬂ/‘_] obeticholic acid+UDCA -2 T]Q1 :?:Er‘re;:i‘y unavailable in Korea
+UDCA<ol| HI8l F-ofsHA =2 AYoket vhe-& E Tt (456% Fig. 2. Treatment algorithm for primary biliary cholangitis (PBC).
vs. 10%).%° 718 st Bzkgo gekolzs slegZoln y UDCA, ursodeoxycholic acid.

Table 1. Definition of Biochemical Response to UDCA

Criteria Time (mo) Definition

Rochester™® ALP<2xULN

Ehime™ 6 Decrease in GGT >70% of pretreatment level or GGT<1xULN

Paris I'® 12 ALP <3xULN, AST <2xULN and bilirubin <1 mg/dL

Barcelona™® 12 Reduction in ALP 40% from baseline value or normalization of ALP

Rotterdam™’ 12 Normalization of bilirubin and albumin concentrations

Paris II'® 12 ALP and AST <1.5xULN and normal total bilirubin

Toronto™ 24 ALP <1.67 times ULN

Continuous scoring system
GLOBE?®® 12 Bilirubin, ALP, albumin, and platelet count at 12 months. Age at baseline
UK-PBC* 12 Bilirubin, ALP, and AST or ALT at 12 months. Albumin and platelet count at baseline

UDCA, ursodeoxycholic acid; ULN, upper limit of normal.
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