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Clinicopathologic Comparison between Autoimmune
Cholangitis and Primary Biliary Cirrhosis

Gyeong Hoon Kang, So Dug Lim, Eunsil Yu, On-Ja Kim
Geun Chan Lee', Neung Hwa Park', and Dong Jin Suh'

'Depanmenui of Pathology and Internal Medicine, Asan Medical Center
College of Medicine, Ulsan University, Seoul [38-040, Korea

Primary biliary cimhosis (PBC) is characterized by histological findings of an immunoinflammartory destruction of small- and
medium-sized bile ducts with progressive portal fibrosis, and the presence of anti-mitochondrial antibody (AMA)} with a
laboratory evidence of chronic cholestasis. The term “autoimmune cholangitis™ (AIC) is used for a disease with the clinical
and pathologic features of primary biliary cirthosis (PBC) but with negative AMA and positive anti-nuclear antibody (ANA)
tests, Eight cases of AIC and ten cases of PBC were reviewed in order to determine whether there was any difference between
two diseases in clinico-pathologic aspects. All of the patients were female and the mean ages of AIC and PBC patients were
48 and 47 years, respectively. ANA test was positive in six of ten PBC paients and their mean titer was lower than that
of AIC patients. IgM level was significantly higher in PBC group than in AIC group. No significant difference was found
between two groups with respect to biochemical and histopathological features. Since the only consistently distinguishing
features between these two conditions are the autoantibody profile (AMA vs ANA) and immunoglobulin level {Igh), these
two conditions might be part of a spectrum. PBC can be considered to be the same as AMA-positive AIC or alternatively
AIC 10 be the same as AMA-negative PBC. (Korean J Pathol 1998; 32: 115 124)

Key Words: Autoimmune cholangitis, Anti-mitochondrial antibody, Anti-nuclear antibody, Primary biliary cirrhosis
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alkaline phosphatase (ALP, IU/L), gamma- glutamylirans-
peptidase (GGT, TUSL), total bilirubin (mg/dl), cholesterol
{mg/dl), aspartate aminotransferase (IU/L), alanine amino-
transferase (TUJL) S-of] o3l = Absbelch ¥ aisbal Aa)
2 Al es =A% ol 40 34 &
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s g, "3 IgM, 1gG, P8 A (anti-smooth
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1008 Alopalell A 2] 234 ¥|Ale] F5 =Awgdch
g Ade|u) v e] Jdabg Alalr] Slale] Nakanuma
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Table 1. Clinical data of eight patients with autoimmune cholangitis and ten patients with primary bilrary cirrhosis (PBC)

Case no. Gender Age

Symptoms Associated disease

Patients with autoimmune cholangitis

1 F 57
2 F 51
3 F 44
el F 40
5 E 46
6 F 51
7 F 55
B F 50
Patients with PBC
| F 47
2 F 56
3 F 42
4 F 68
u] F 36
6 F 39
7 F 54
8 F 50
9 F 36
110 F 46

Itching, fatigue
ltching, jaundice
Abdominal discomtfort
Fatigue, Itiching Hypothyroidism
Hyperthyroidism
Sicea syndrome

Asymptomatic
liching, fatigue
Asymiomatic
Jaundice

Jaundice, fatigue
[tching, jaundice
Itching, jaundice Sicea syndrome,
Behcet's disease
Itching, weakness

Asymptomatic

Itching

Asymtomatic

Fatigue

Asymptomatic

Jaundice
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A 2] o)A 747} 1:1600] et ofel] ks PBC
g} 10a1% 6oll7} B ahs) oA HAellA Aol
3t o] 447} 1160 o] 4be| gl WHET A= FA
3 ol F AIC &4 6ell5 1ol], PBC §17} BellG 1odlof] A4
ekdolglch ®3 1gG HAE AHE AIC £z} 542
)= 1345 mgdle]glw, PBC #a Tell= 2176
mgfdle| e} (p>0.03). IgMe] HiFx = AIC 13} 4of|e]
A 232 mg/dle] 3, PBC &2t 94| 2] 243 = 479 mg/dl
olglch (p<L0.05).

Table 32 gha}5o] A3 7AA3E ekt A
o|c}h. ekl #la}Sell4] alkaline phosphatase, GGT, &
all 262, £ vlg#H, transaminase 52| HFA7 2
= ZAWr) Egki wansaminases?] el wlEf
alkaline phosphatase, GGT, & WalFule] F&el o
el onl, SAEA o7 ool F23F Ael7}
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Table 2. Autcantibodies in patients with autoimmne cholangiis or PBC

FANA FANA

X 12
Lase No. (titer) (pattemn) AMA SMA {mgjdl] {riggfh;n
Patients with autoimmune cholangitis
1 1640 Speckled - 1120 99
2 1:640 Speckled - +
3 1:640 Homogenous -
4 1:80 Homogengous -
5 |:640) Speckled — 1 300 240
f 1:320 Speckled - - 2000 254
7 1:640 Homogeneous -
8 1:160 Homogeneous — 960 336
Patients with PBC
1 - - + — 2290 323
2 L:80 Homogeneous +
3 — + 2580 597
4 1:160 Speckled + 563
5 1:320 Speckled + - 516
6 - - 4 i 1550 157
7 640 Speckled + - 1340 279
8 1:640 Homogeneous + - 1700 TR
0 1:20 Homogeneous + 2580 437
10 - - + - 3180 449
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Table 3. Laboratory findings in patients of autoimmne cholangitis and PBC

PBC

Autoimmune cholangitis
p-value
Mean Range Mean Range
Albumin 393 (3.2—4.35) 388 (3.2~4.6) NS
Alkaline phosphatase (TU/L) 700 (367~ 1613) 736 (137~ 1262) NS
Alanine aminotransferase (TUJL) ]| (32 -207) 116 (20420 NS
Aspartate aminotransferase (IU)L) 79 (36— 153) 159 (34 —446) NS
Bilirubin, total (mg/dl) X (L5~11.4) 2.7 (0.4-719) NS
Cholesterol (mg/dl) 251 (146—423) 197 (147 —267) NS
Gamma glutamyltranspeptidase (IUJL) 218 (46— 649) 254 (13--417) NS
Globulin {gm/dl) 1.3 (2.5~3.9) 3.3 (1.5~4.6) NS
NS not significant
Table 4. Histologic features of biopsies from patients of autoimmune cholangitis and PBC
Autoimmune cholangitis FBC p-value
Bile duct lesions (%) 38 il NS
Bile duct loss (%) NS
ahsent 14 10
mild 14 10
moderate §] 30
marked 72 50
Cholestasis (%) 25 40 NS
Granulomas (%) 25 20 NS
Ducrular proliferation (%) 100 100 NS
Pseudoxanthomatous change (%) 63 50 NS
Ballooning or feathery change (%) 38 20 NS
Portal mflammation (%) NS
Mild 50 il
Moderate 50 30
Marked 0 [0}
Piecemeal necrosis (%) NS
Absent 0 0
Mild 50 30
Moderate S0 40
Marked 0 30
Parenchymal injury (%) NS
Absent 0 30
Mild 2 60
Moderate 38 10
Marked 0 0
N5; not significant
2 oY AL W 2ol FLAY el 224 2 Ay sl
TH T B 4 oaleda #APix— dagd 244 = TR AIC 3¢ (3/8), PBC 6al] (6/10)el]4

Si%ct {Flg- D). kel 4] e gawuie]
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Fig. 1. Bile duct lesions in autoimmune cholangitis (left) and PBC (right), The picture on the left demonstrates multilayered, reticulated
biliary epithelium with vacuolization and lymphoeytic infiltration. In the picture on the right, interlobular bile duct shows single-layered
epithelium with vacuolar degeneration and focally blurred basement membrane. Note arrosion of bile ducts by lymphocytes and

histiocytes,

Fig. 2. Ductopenia in autoimmune cholangitis (left) and PBC (right). An hepatic artery is not accompanied by a corresponding bile

duct.

7 A9 zbell ¢lglch F|=|te] FelA A} s
AHE Ho| Eu| GaliEs] MEHe] FEI} s
el e wihsglon] ofdl Fgld §lE42] gt
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Fol| fo}Fo] Ha= gt (Fig 2). THr=dell4] Fo}
E5 Hel ol AIC 2¢] (2/8), PBC 2&] (2/10)0] %}
7hae] o] whakAA2 AIC 7o (7/8), PBC 9¢f] (9/10)
ol 4] & = glglch (Fig 3). Sa44e AEE Fw8%
sle] b8 w|mal] Hgred) Fog Aol glurl
chaeadlZa e AIC Tof| (7/8), PBC 9¢d] (910014 ql%L
gkl e glEA zate)ds AIC 8ol AR,
PBC 10ad] A Xella] Hgle) =4 =7aiAdes §1
A2 (bile canaliculi) BFA A7} gl ool gle o8
o} o A=sh § Ak (Fig. 4). AICZ} PBC 24 ofloll

A Fulehjo] ed=o AHojsiA} FEEE YA
Huty o g Folvpc} vjekdl Awo] efFs HYc) ®
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AE g se] chekde] glelct (Fig. 5). &% HE
v o PEpgor] wjg= AAE} LA
Hfo] BAEglw o]yl gk AlCe} PBCE| F5x
AHolglel, AT LeaLe AIC S| (5/8), PBC 54| (5/10)
ol 4 2 ¢ dgFuk R st ke 5 oA AR
SFule]ollut glelch Fuled o] ARt Ei ool A
Sol#l welF} gloia 7lad] AREE Hel A3 AIC
ofl 2] 3ol (3/8), PBCel|4] 5« (5/10)e]%i3 PBC lefl=
AR EI A Aghzle] LAY T HTo| R
A wHEA A= AIC 240 (2/8), PBC 4e]] (4/10)2114] gl
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Fig. 3. Granuloma in portal space in a patient with autoimmune cholangitis (left) and another patient with PBC (right). The picture
on the left shows loose aggregates of epithelioid cells (amow) in portal space and that on the right demonstrates compactly arranged
epithelioid cells (arrow) adjacent to an injured bile duct.

Fig. 4. In both autoimmune cholangitis and PBC, piccemeal necrosis is more severe in cases without canalicular cholestasis (left)
than in those with canalicular cholestasis (right).
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Fig. 5. Within a portal space, regional variation in density of inflammatory cell infiltrates and fibrosis is seen in some cases of
autoimmune cholangitis and PBC, Autoimmune cholangitis (left) and PBC {right).
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1. Goodman ZD, McNally PR, Davis DR, Ishak KG. Auto-
immune cholangitis: A varant of primary biliary cirrhosis.
Climicopathologic and serclogic correlations in 200 cases.
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