
Figure: Histopathology: Two 

photomicrographs showing histologic 

features typical of  the florid duct lesion seen 

in primary biliary cholangitis.. The portal 

areas show granulomatous inflammation and 

lymphocytic cholangitis of  the bile ducts 

(pointed yellow arrows)(hematoxylin and 

eosin stain, 200X original magnification).

Evidence Criteria

1)Biochemical evidence of 

cholestasis

Elevated alkaline phosphatase levels

2)Serological: AMA-pos PBC               

AMA-neg PBC

Antimitochondrial antibody–positive

Antimitochondrial antibody–negative or 

presence of other PBC-specific 

autoantibodies, e.g., sp100 or gp210

3)Histopathological Nonsuppurative destructive cholangitis 

and destruction of interlobular bile ducts

AMA-Pos PBC AMA-Neg PBC

Sex Female preponderance[10]

Symptoms Frequent 

pruritus

Less frequent pruritus[10]

Biochemical 

profile

ALP and GGT levels lower than in 

positive patients[10]

Serology:

AMA

IgM levels

IgG levels

ANA & ASMA

95%

High

High

56%

5-10%

Low[11]

Low[11]

96% (higher prevalence and higher 

titers than AMA-pos patients)[12]

Other PBC-

specific 

autoantibodies

Anti-HK-1 and anti-Kelch-12 

antibodies are present in 40% of cases. 

Anti-gp210 and anti-sp100 are also 

present. These are considered future 

novel biomarkers.[13]

Associated 

autoimmune 

diseases

Rheumatoid arthritis, Sjögren’s

syndrome, progressive systemic 

sclerosis, and CREST syndrome[14]

Prognosis Worse than AMA-pos PBC. Reason is 

unclear but could be secondary to 

delayed diagnosis[14]

Quality of life Better Worse[15]

Histopathology Less bile duct 

damage and loss 

Greater bile duct damage and loss[16]

Table 1. Diagnostic criteria of AMA-pos PBC 

Table 2. Differences between AMA-Positive PBC and AMA-Negative PBC
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