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Primary biliary cirrhosis (PBC) is a form of intrahepatic disturbance of bile
secretion affecting predominantly middle-aged women and with destruction and
absence of interlobular and/or septal bile ducts. In the late stages, portal hy-
pertension and hepatic failure may cause death. We experienced six cases of
PBC during the past two years. Three of six cases were diagnosed as chro-
nic hepatitis for a long time until the diagnosis of PBC was reached. The keys
for the earlier diagnosis of asymptomatic PBC were middle-aged woman, abnor-

mal elevation of biliary tract enzyme (AIP, yGTP), increased y—globulin and
measurement of IgM.
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Table 1. Clinical details of six cases of PBC experienced in our laboratory.
g o6 |g B 2w o R WL .
2 1l 48F | 58. 10 | fbksT AMA [k, vGTP &f# | iF B 5 (58. 1) | Sjogren, M FRRR 28, Raynaud
= i 54F | 59. 5 |F 4 & BT 2 (55. 6) | 78 L
¥A A 47F | 59. 10 | AP, Chol, vGTP &fH BEERFZ (58.10) | 72 L

+ H# 56F | 60. 1| fbke< vGTP HfH
¥E JI| 37F | 60. 7 | #EfalE, AlP, Chol, yGTP &
% 76 58F | 60. 9 | v-glb ¥

BIERT ¢ (38. 2) | Sjogren, MEHEFIRIRI
ZMFL B9, T |7t L
B E G (60. 8) | BAAE, MRERIER, IRMMS

Table 2. Details of laboratory data of six cases.

KUY 48F| SAT 54F |MAT 47F| DOI 56F | FUK 58F | FUK 37F
T. Bil (mg/dl) 0.4 1.5 1.1 0.5 0.6 1.7
AIP (1U/1) 46 367 519 100 124 357
vGTP (1U/1) 284 355 416 225 95 364
Chol (mg/dl) 317 301 273 194 156 392
GOT U/ 40 99 72 75 47 57
GPT (dU/1) 68 123 74 143 67 67
IgM (mg/dl) 1128 943 480 68 450 768
AMA 160 x 1280 x 160 x 40 % 640 x 160 x
ESR (mm/h) 89 85 40 25 57 45
Histological staging I jins 11 I il III
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Table 3. Laboratory data of case 1 at the time of admission.

RBC 369 x 104 Serum protein 7.9¢g/dl T, 110 ng/dl
Hb 11.4 g/dl alb 61.8% T, 10. 6 pg/dl
WBC 4600 a;—-gl 2.0% TSH 3.0 £U/ml
Plat 27.4x10¢ gl 7.4% Free T, 2.04 ng/dl
Urine negative B-gl 9.1% Na 139 mEq/1
Stool negative y—gl : 19.4% K 4.2 mEq/1
ESR 89 mm (lh) IgG 1057 mg/dl Cl 102 mEq/1
Blood sugar 84 mg/dl IgA 224 mg/dl Ca 4.3mEq/1
Bil 0.4 mg/dl IgM 1128 mg/dl P 2.1mEq/1
AIP 46 TU/1 HBsAg (=) AMA 160 x
Chol 317 mg/dl HBsAb + Anti-nuclear 16 x
~vGTP 284 1U/1 AFP 4 ng/ml Anti-DNA 80 x
LAP 129 1U/1 FFA 391 pEq/1 Anti-smooth muscle  20x
LDH 81 1U/1 Triglyceride 312 mg/dl Anti-microsome 1600 x
ChE 397 1U/1 Phospholipid 360 mg/dl Anti-thyroglobulin 100 x
GOT 40 IU/1 B-lipo 1158 mg/dl LE test (CD)]
GPT 68 IU/1 HDL-C 48.8 mg/dl RA -)
Crn 0.9 mg/dl R ICG 5.4% CRP 0.3 mg/dl
UrA 5.5 mg/dl Serum Cu 126 pg/dl CH;, 50.1 U/ml

K. KUYAMA 48F

D -penicillamine[ 200 mq ] me [ 30m
SNMC | 100 cc 40 cc ]
AMA 160x  160x 160x 160x 640x
IgM 1128 1491 719 632 463 538 385 685 1461 1406 786 701
76TP gg; Bijvsv Biipsy
-
7 ‘-.‘ ~—a GPT
4004160+
3004120}
200 80}
1004 40+
OJ 0 T T T T T T T T T T T T
58. 10 59.1 3 5 7 9 11 60.1 3 5 7 9

Fig. 1. Clinical course of case 1 after admission.
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(B) on 4/10/°84. (HE x200)
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Fig. 2. The first liver biopsy of case 1 (A) on 10/28/°83 and the second liver biopsy
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Fig. 3. Liver biopsy of case 2. Ductular proliferation and presence of lymphoid
aggregates are noted. (HE x200)

Fig. 4. Liver biopsy findings of case 3. Slight ductular proliferation is noted.
(HE x200)
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Fig. 5. Laparoscopic findings of case 4.
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Fig. 6. Hepatic histology of case 4, showing damaged bile ductules surrounded by
lymphoid cells and plasma cells. (HE x200)
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Fig. 7. Xanthoma is noted at the palpebra in case 5.
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Fig. 8. Liver histology of case 5. (HE x200)

Fig. 9. Liver histology of case 6. Marked proliferation of bile duct epithelium
and plasma cell infiltration are noted. (HE x1000)
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Fig. 10. Immunological staining of lymphocyte subset in the liver specimen of

(B12%& %35 1986)
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case 6. OKT 8 shows positive staining.
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