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Abstract 
 

Background and study aims: Auto-immune hepatitis (AIH) in children 

is a rare chronic progressive liver disorder. It is characterized 

serologically by high aminotransferase levels, elevated immunoglobulin 

G (IgG) and the presence of autoantibodies. AIH is divided into two 

types according to the autoantibody profile. This study aims to assess 

frequency, clinical manifestations, biochemical features and outcome of 

AIH in children following up at our Hepatology clinic, Children‟s 

Hospital Ain shams University over the last 20 years. 

Patients and methods: The medical records of 20 children with AIH, 

diagnosed on the basis of the International Scoring Criteria of Auto-

immune Hepatitis, in the last 20 years were retrospectively analyzed for 

clinical, biochemical and serological profiles and also treatment outcome. 

Results: Among 20 children, 11 were females (55%) and 9 were males 

(45%). Jaundice represented the most consistent finding in all patients. 

According to the autoantibody profile, 14 children were classified as type 

1, and sex children were seronegative as all their auto antibodies were 

negative. Complete remission was observed in 70% of patients, 

incomplete response to therapy in 20% and treatment failure in 10%. 

There was no significant statistical difference in clinical and biochemical 

features of AIH in patients regarding the response to treatment. After 

complete withdrawal of corticosteroids, six patients (65%) developed 

relapse. 

Conclusion: AIH should be kept in mind in the differential diagnosis of 

both acute and chronic liver diseases in children AIH type 1 was the main 

form of AIH in the studied cases and treatment with combination of 

corticosteroids and azathioprine is effective treatment option. Further 

studies on a larger number of cases and long-term follow-up are 

recommended. 
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Introduction 

Autoimmune hepatitis (AIH) is an inflammatory liver 

condition characterized by interface hepatitis, 

hypergammaglobulinemia, serum autoantibodies, and 

satisfactory response to immunosuppressive treatment (Zhao 

et al., 2011). 

 Immune reactions against host liver antigens are believed 

to be a major pathogenic mechanism. The histological feature 

of interface hepatitis, with the infiltration of lymphocytes, 

plasma cells, and macrophages, suggests an aggressive cellular 

immune response in the pathogenesis of AIH (Vergani and 

Mieli-Vergani, 2007a). 

According to the pattern of detected antibodies two major 

forms of autoimmune hepatitis are differentiated. 

Autoantibodies characterizing type 1 are anti-nuclear 

antibodies (ANA), anti-smooth muscle antibodies (SMA) and 

anti-soluble liver protein antibodies (SLA). Type 2 is defined 

by the detection of liver kidney microsomal autoantibodies 

(LKM1) and/or liver cytosol 1 antigen (LC1) autoantibodies 

(García Romero et al., 2007). 

Some patients share the clinical and histological features 

of AIH without the presence of immunological markers 

(autoantibodies) required for sub classification. These are 

referred to as unclassified AIH (Geylanı Güleç et al., 2011). 

 AIH is generally uncommon and is even less common 

among the pediatric population. The profiles of AIH in the 

pediatric population are similar to those in adults, the only 

difference being that the disease tends to be more severe in the 

former (Mieli-Vergani  et al., 2009). 

The disease manifests in various ways: asymptomatically, 

with changes in laboratory parameters, with symptoms similar 

http://www.ncbi.nlm.nih.gov/pubmed?term=%22Zhao%20L%22%5BAuthor%5D
http://www.ncbi.nlm.nih.gov/pubmed?term=%22Garc%C3%ADa%20Romero%20R%22%5BAuthor%5D
http://www.ncbi.nlm.nih.gov/pubmed?term=%22Geylan%C4%B1%20G%C3%BCle%C3%A7%20S%22%5BAuthor%5D
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to those of acute viral hepatitis, or with the pattern of 

progressive liver insufficiency culminating in cases of 

fulminant hepatitis with liver failure. This last clinical form is 

more common among the young population than it is among 

adults (Prados et al., 2001). 

There are only a very small number of reports on larger 

series of children reflecting upon the allocation of subtype, sex 

distribution, clinical features and laboratory characteristics in 

correlation with age. In terms of these issues in most countries 

systematic epidemiological data are not available to date. 

Nevertheless, these information are the basis for 

synchronization of treatment, determination of prognostic 

factors and improvement of long term outcome (Oettinger  et 

al., 2005). 
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