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INTRODUCTION

• Autoimmune hepatitis is a chronic, inflammatory disease 

• Characterized by circulating autoantibodies and elevated serum 

globulin 

• Start as acute hepatitis and progress to chronic liver disease and 

cirrhosis



SUBTYPES OF AIH

• The most common type 1 AIH (AIH-1) ((ANA) and (SMA) 

• The less common type 2 AIH (AIH-2) (anti-LKM1 and anti-LC1 

antibodies )

• AIH-3 (antibodies against soluble liver antigen/liver pancreas (anti-

SLA/LP) 



DIAGNOSTIC EVALUATION

• Patterns of clinical presentation

• Associated extrahepatic disorders

• Laboratory features

• Imaging

• Histology



PATTERNS OF CLINICAL PRESENTATION

Autoimmune hepatitis has a variety of clinical phenotypes

• Asymptomatic patients

• Acute hepatitis

• Chronic hepatitis

• Cirrhosis
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LABORATORY FEATURES

• Liver biochemical and function tests

• Gamma globulins

• Autoantibodies



LIVER BIOCHEMICAL AND FUNCTION TESTS

Acute presentations

• ALT and AST may exceed 10 to 20 times the upper limit)

• Ratio of alkaline phosphatase to AST (or ALT) is often <1:5, and in some cases 

is <1:10

Chronic symptoms or those with cirrhosis

• AST and ALT elevations are less profound, (1.5 to 5 times the upper limit)

• The ratio of alkaline phosphatase to AST (or ALT) is lower and approaches 1:2



GAMMA GLOBULINS



AUTOANTIBODIES

• Antinuclear antibodies (the most common circulating autoantibodies in 

autoimmune hepatitis, and may be the only autoantibody present)

• Anti-smooth muscle antibodies (are more specific than ANA for 

autoimmune hepatitis )

• Anti-actin antibodies (are more specific than ANA for type 1 autoimmune 

hepatitis )



AUTOANTIBODIES

• Anti-soluble liver antigen/liver pancreas antibodies (anti-SLA/LP)

(Found in approximately 10 to 30 percent of adult patients with type 1 AIH )

• Anti-neutrophil cytoplasmic antibodies

( (p-ANCA) have been identified in patients with type 1 AIH)

• Anti-mitochondrial antibodies (can occur in type 1)



AUTOANTIBODIES

• Anti-DNA antibodies

• Anti-liver-kidney microsomal-1 antibodies –(anti-LKM-1) occur mostly in 

patients with type 2 disease

• Anti-liver-kidney microsomal-3 antibodies – (anti-LKM-3) are found 

rarely in patients with type 2 disease

• Anti-liver cytosol antibody-1 (ALC-1) is a marker of type 2 autoimmune 

hepatitis



















DIAGNOSTIC SCORING SYSTEMS



AUTOANTIBODY NEGATIVE AUTOIMMUNE HEPATITIS

• Approximately 20 percent of patients who present with all the features of 

autoimmune hepatitis lack circulating ANA, ASMA, or anti-LKM-1 antibodies

• These patients are usually regarded as having autoantibody negative 

autoimmune hepatitis or cryptogenic chronic hepatitis

• A therapeutic response to anti-inflammatory therapy may be the only 

indication that autoimmune hepatitis is the underlying disease in these patients



ATYPICAL AUTOANTIBODIES

• Anti-soluble liver antigen/liver pancreas antigen (anti-SLA/LP)

• Atypical perinuclear anti neutrophil cytoplasmic antibodies (p-ANCA)

• Anti-actin antibodies

• Anti-ɑ-actinin antibodies 

• Anti-liver cytosol 1 (anti-LC1) antibodies 

• Anti-asialo glycoprotein receptor antibodies (anti-ASGPR) 

• Double-strand DNA (ds DNA) antibodies 



COMMON FEATURES IN HISTOLOGY

• Interface hepatitis (70-80 % of patients) 

• Plasma cell infiltration (66 %)

• Emperipolesis (65 %)

• Lobular hepatitis (47 %)

• Hepatocytic rosettes (33 %) 

• Centrilobular necrosis (29 %)



DIFFERENTIAL DIAGNOSIS

• Primary biliary cholangitis

• Overlap syndromes

• Viral hepatitis

• Drug-induced liver injury

• Metabolic dysfunction-associated steatohepatitis

• Systemic lupus erythematosus (SLE)-associated liver disease

• Iron overload

• NAFLD

• NASH

• Celiac
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