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Primary Biliary Cirrhosis: A Clinicopathologic Analysis of Four Cases

Mikyung Kim, M.D.", Yong Il Kim, M.D., Hyo Suck Lee, M.D.* and Chung Yong Kim, M.D.*

Departments of Pathology and Interan! Medicine®, Seoul National University Coilege of Medicine
& Department of Pathology, Dankook University College of Medicine®

Primary biliary cirrhosis, a chronic, progressive, and often fatal cholestatic liver disease,
iz characterized by destruction of intrahepatic bile ducts, portal inflammation and scarring,
and the eventual development of cirrhosis and liver failure. We reviewed four cases of pri-
mary biliary cirrhosis primarily suspected with peritoneoscopic liver biopsy specimens. All
patients were female and their age ranged from 29 to 50 years(median age: 43.8 years). Pre-
zenting symptoms were typically pruritus and/or upper abdominal discomfort. On physical
examination, icterus was presented in 3; hepatomegaly in 3; chronic liver disease stigmata in
one. Co-existing autoimmune diseases such as Hashimeto' thyroiditis and Sjoegren’ syndrome
were found in 2 cases. Biochemical tests of liver function revealed a cholestatic pattern. An
antimitochondrial-antibody test was positive in 2 out of 3 patients(75% ). Increased levels of
serum immunoglobulins, especially of IgM, were evident in 3 cases. Histologic staging({Lud-
wig et al.) disclosed stage I lesion in one, stage [Il in two, and stage IV in the remaining one.

Key Words: Primary biliary cirrhosis, Chronic nonsuppurative destructive cholangitis,
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Table 1. Clinical features at time of biopsy

Case Duration Findings of physical
Sex/Age . Symptoms . P .F
No. before biopsy examination
1. F/48 10 vra. Epigastric discomfortic.c.) weight loss, leterus, hepatomegaly
pruritus, indigestion, red urine, nasal
bleeding, easy fatigability
2. F/29 5 yrs. Abdominal painic.c.) pruritus, Icterus, tachvpnea. thyroid
dyspnea, nausea, nasal bleeding, enlargement, spider angioma,
irregular menstruation acne, hepatosplenomegaly
3. F/50 4 yrs. Pruritusic.c.), easy fatigability Dark dirty face, coarse
skin, pale conjunctiva,
increase of body hair
4. F/48 2 yrs. Pruritusic.c.), drv eye, dry mouth, Icterus, hepatomegaly

parotid swelling

¢.c.: chief complaint
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Table 2. Biochemical data at time of biopsy

Case Cholesterol Total bilirubin SAP/SGOT/

No. (mg/dl) (mg/dl) SGPT(IUM)
1. 325 2.4 1000/ 72/60
2. 240 6.0 a70,/ B6/45
3 =500 2.0 =350/104,/79
4, 145 2.3 707/ T4/47

SAP: serum alkaline phosphatase

SGOT: serum glutamic oxaloacetic transami-
nase -
SGPT: serum glutamic pyruvic transaminase

Table 3. Immunological profiles
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#37]8] WHe GdFA HME HFo] FH
Febs 2] epa Alas ghgle] Al (g 8-S 3

Case

o —

IeM Circulating

No. Immunoelectrophoresis mg/dl autoantibodies
Polyclonal increase 2170 AMA, ANA
2. Polvclonal increase 392 ANA, AMIA
ATA, AdsDNA,
LE cell
3. ND =483 ND
Polyclonal increase 936 AMA, ANA, RF

AMA: antimitochondrial antibody, ANA: antinuclear antibody
AMiA: antimicrosomal antibody, ATA: antithyroglobulin antibody
AdsDNA: anti-double stranded deoxyribonucleic acid antibody

RF: rheumatoid factor, ND: not done

— 320 —



— Flu) g 2] 341 kY ghFY HHES delled] oAk Uk B dWeehy 24 —

Table 4. Histological findings of four cases

Histologic Features Case 1 Case 2 Case 3 Case 4

Cholestasis, canalicular 1+ 3+ 0 0
Bile lakes/bile infarcts 0 1] 0 0
Pseudoxanthomatous transformation 2+ 1+ 0 0
Copper-binding protein/copper storage 2+ 2+ 1+ 2+
Cholangiolar proliferation ] + 1+ 0 1+
Acute cholangiolitis 0 1+ 0 0
Acute cholangitis 0 0 0 0
Dilatation of ducts 0 0 0 0
Bile plugs in ducts 0 0 0 0
Nonsuppurative destructive cholangitis 2+ 2+ 3+ 2+
Periductal fibrosis 0 0 0 0
Dense round scars in portal areas ] ] 0 0
Destruction of basement membrane 2+ 3+ 1+ 24
Thickening of basement membrane 1] 0 0 i}
Reduction of ducts 3+ 2+ 1+ 2+
Granulomas 0 0 0* 0
Mallory's hyalin 1+ 3+ ] 1+
Lymphoid follicles 0 0 0 0
Eosinophils in portal areas 0 1+ 0 0
Biliary piecemeal necrosis 2+ 3+ 0 2+
Feriportal fibrosis 3+ 2+ 0 14+
Micronodular cirrhosis Yes No No No

Stage IV 111 [ III

0, Absent: 1+, mild; 2+, moderate; 3+, marked.

Fig. 1. Case 3: stage I lesion (a) A diffuse chronic inflammatory cell infiltrate is present in the portal
tract: there is a focal aggregation of epithelioid cells in upper right quadrant. (b) Granular depos-

its of copper-associated protein accumulate in hepatocytes near a fibrous septa(below right) Or-
cein stain

— 321 —



— b 2| Eh =) DA 25 W Al 4 F 1991 —

it AR ggse] g5 e, Aad
FHe] gA=n Fuzhy 2ihe] g2z} Al 2
# whag kel o gl 3 EW Mallory &3
AAE FF ¢ A9, 53 S 2elHe 2
& 24 Hstet s cHFig. 2)

A4z] WAL ghbedy Far)h vz alm Ak
27]e] A4 AAER R 2HBY AEI
e 2] AsA =iy 3 -4AF AAEe] 4
E52 7|78 balloning)s A% =Y WHEE W
o]x gledch @it fEE YAsA ise] dddd
(Fig. 3).

L

h""l D, ." .:‘, Ll:l-l ; J.f

e e

Fig. 2. Case 2! stage III lesion {(a) There is piecemeal necrosis, portal-portal linking with sepral fibrosis
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and residual chronic inflammatory cell aggregates in portal areas. (b) Swollen periseptal

hepatocytes contain Mallory bodies (arrows).

Fig. 3. Case |: stage IV lesion (a) Cirrhotic stage of predominantly micronodular pattern. (b) The hile

duct has been completely destroyved in the portal tract and it is replaced by a lymphocytic aggre-
Eates.
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Table 5. Histological staging systems in PBC

Author Stage | Stage 11 Stage III Stage IV
Rubin et al. (1963) Damage to intrahepatic Ductular proliferation Ductular proliferation Cirrhosis
bile ducts
Scheuer (1967) Florid duct lesion Ductular proliferation Scarring Cirrhosis
Fopper and Cholangitis Ductular proliferation Precirrhotic stage Cirrhosis
Schaffner (1970) & destruction
Ludwig et al. (1978) Portal hepatitis Periportal hepatitis Bridging necrosis or Cirrhosis
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