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Abstract：The Paris diagnostic criteria can detect PBC - AIH overlap syndrome with high levels of 

sensitivity and specificity. In this study, we re-analyzed patients with PBC - AIH overlap syndrome using 

these criteria. Data from all patients diagnosed with PBC, AIH, PSC or overlap syndrome at our hospital 

from 2000 to 2009 was collected and analyzed. All patients with overlap syndrome were graded by the 

Paris criteria to assess the ability of the criteria to properly identify overlap syndrome. The total number 

of patients with autoimmune liver disease was 182. Overlap syndrome was diagnosed in 12 cases 6 . A 

definite diagnosis was not attainable in 6 of 12 cases of overlap syndrome due to low serum transaminase 

levels that fell outside the diagnostic criteria P<0.01 . Moreover, primary biliary cirrhosis was most the 

frequent disorder and it diagnosed in 80 cases 44 , followed by autoimmune hepatitis in 74 cases 41 , 

and primary sclerosing cholangitis in 16 cases 9 . Therefore, we must pay close attention when applying 

the Paris criteria to the diagnosis. 
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表 1　自己免疫性肝炎診断指針　厚生省「難治性の肝疾患」調査研究班　自己免疫性肝炎分科会 （1996）

概念　
*1

*2

*3

主要所見　
1
2 - IgG 2g/dl
3
4 *2

5    piecemeal necrosis

*1 HLA-DR4
*2 C

*3 C
診断

1 4

治療指針
1
2 30mg/

3
a Scoring system
b
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は　じ　め　に

AIH PBC

AIH

PBC
PSC

1–3

PBC AIH

PBC - AIH 

80 44 74 41

16 9 PBC - AIH  12  6  

Paris 12 6 ALT P<0.01  

PBC - AIH  Paris

キーワード：原発性胆汁性肝硬変，自己免疫性肝炎，原発性硬化性胆管炎，PBC - AIH オーバーラップ症候群



表 2　原発性胆汁性肝硬変　診断基準　厚生省「難治性の肝炎」調査研究班（1992）

概念　

asymptomatic PBC
1．検査所見　

 ALP IgM
 AMA pyruvate dehydrogenase PDH

2．組織学的所見
chronic nonsuppurative destructive 

cholangitis CNSDC
3．合併症

4．鑑別

診断
1 PBC

CNSDC PBC AMA PDH

AMA PDH CNSDC PBC
compatible

AMA PDH PBC

表 3　原発性硬化性胆管炎　診断基準　　Lazaridis ; Mayo clinic（1999）

1
2 ALP 6 3

3 AIDS  PSC
5-FU
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Paris 4

10
PBC - AIH

Paris

対 象 と 方 法

12 2000 21 2009
10

AIH

1 1

PBC PSC
2, 3 2,3 PBC - AIH

AIH PBC
Paris 

PBC - AIH Paris
PBC AIH 3

2 PBC
 1  ALP

2  GTP 5  2  
AMA  3  

AIH  1  

PBC - AIH
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ALT 5  2   IgG 
2 SMA

 3  

AMA SMA 2

Mann-Whitney U 

結　　　　　果

10 182
PBC 80 44 AIH

74 41 PSC 16 9 PBC - AIH 
 12  6  PSC

PBC AIH
PSC 1

PBC 1  4 56.4
AIH 3  7 64.0

PSC 1  1 35.2
PBC AIH

PSC
4

表 4 　疾患別男女比および平均年齢

3 7 64.0

1 4 56.4

1 1 35.2

表 5 　PBC-AIH overlap 症候群の患者背景

 57.6
 / 0/12

ALT IU/l 198 196
ALP IU/l 560 331

- GTP IU/l 143 123
IgG mg/dl 2153 778
ANA % positive rate 100
AMA % positive rate 92

PBC - AIH  12
57.6

ALT 198 196 IU/l

ALP 560 331 IU/l - GTP 143 123 IU/l IgG 
2153 778 mg/dl ANA  100
AMA 92 5 Paris

PBC 12 11
AIH 12 6

6 Paris
12 6 Paris

AIH ALT IU/l  
359 172 37.1 22.7

 P<0.01 7

考　　　　　察

AIH

1965 Mackay
AIH

5 AIH

AIH
1.8 AIH

6

1998 6,800 2004 9,533
7,8 1 6 7

40 50
9

AIH
3 7 64.0

PBC AMA ANA

50

2 1 8
1 6 AIH

PBC
500 2006 14,000

PBC
50,000 70,000 10

PBC 1 4
56.4

PSC



No ALT IgG SMA ALP GTP AMA

1 306 1680 - 390 111 +
2 661 1830 + 292 33 +
3 435 2000 - 481 279 +
4 318 1390 + 749 214 +
5 281 2800 - 336 105 +
6 157 4090 - 823 100 +
1 56 1990 - 1371 478 +
2 36 1510 - 206 130 +
3 70 2000 - 936 279 +
4 7 1510 - 386 21 +
5 23 2350 + 249 29 -
6 31 1620 - 512 125 +

表 6　肝組織で PBC-AIH overlap症候群と診断された症例の検査値
– Paris基準における確診例と基準外の比較 –
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表 7 　Paris基準における確診例と基準外の検討

P value
1  PBC
ALP IU/l 511 222 610 455 0.33

- GTP IU/l 140 89.3   177 174 0.32
AMA % positive 100 83.3 0.30
2  AIH
ALT IU/l 359 172    37.1 22.7       <0.01
IgG mg/dl  2288 998   1830 339        0.15
SMA % positive 33 17 0.51

2

2003
1975 2003 30 388 PSC

11 PSC 20
60 2

11 PSC

391 5
75 12 PSC

1 PSC
1 1 35.2

Popper PBC
AIH 13

Czaja PBC - AIH PBC
19 AIH 5 Chazouilleres

PBC 9.2 14,15

PBC92

12 13 PBC
PBC - AIH

Paris 12 6
Paris

AIH ALT

ALT
AIH HLA - DR3

HLA  
- DR4

1 IgG ANA SMA
AIH AIH

16 ALT
IgG Paris AIH

PBC
Paris

EASL Paris
PBC - AIH
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PBC - AIH
Paris

PBC - AIH

PBC - AIH
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