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Abstract 

Indian Childhood Cirrhosis (ICC) is a liver disease confined to 6 months to 4 years of age. High 

familial incidence appeared to be related to environmental factor. Recently, a significant decline 

in incidence of Indian Childhood Cirrhosis (ICC) has been observed in all parts of India. The 

etiopathogenesis of ICC is Liver toxicity, viral infection, immunological factor & nutrition. The 

regeneration process is slow in ICC. Cholestasis is seen intracellular as well as in the form of 

canalicular & ductal plugs. D-penicillamine has been used to chelate copper from the liver 

resulting in some long term survivals. Overall supportive management is similar to that provided 

in Chronic Liver Disease. 
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1. Introduction   

Indian Childhood Cirrhosis is almost exclusively confined to children in the Indian subcontinent. 

The clinical picture is characteristic, with onset around the first year of life . There is subsequent 

distension of abdomen, marked irritability, and unexplained irregular low- grade fever, 

hepatomegaly with sharp leafy margins, splenomegaly, progressive liver cell failure, ascites, & 

jaundice with fatal results in majority of cases 

2. Definition 

Indian childhood cirrhosis is a chronic liver disease of childhood characterised by cirrhosis of 

liver due to deposition of copper in the liver. It primarily affects children of 1–3 years of age and 

has a genetic predisposition. It had a very high case fatality in the past but has eventually become 

preventable, treatable and is now rare.[4] 

4. ETIOPATHOGENESIS  

Toxic (copper intoxication) -studies reported that there is an evidence of excess of copper 

binding proteins , (orcein) in the liver of patient with ICC. It is an autoimmune disorder.  ICC 

continues to be a disease of obscure etiology. The following factors may predispose to the 

illness: boiling milk in copper vessels, storing food in copper vessels, feeding children foods 

prepared in copper bottom vessels. Viral infection of the liver-It is a consequence of neonatal or 

infective hepatitis. Immunologic factors-A variety of immunological disturbances were reported 

in patients with Indian   Childhood Cirrhosis. High levels of circulating immune complexes may 

indicate that an  
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4. Symptoms & Pathogenesis 

The onset is vague & ill defined, ranging from no symptoms to an icteric onset. Some infants get 

pre-cirrhotic symptoms including marked irritability, disturbed appetite, chalky pasty stools, and 

progressive distension of the abdomen, variable constipation or diarrhoea, slight irregular fever, 

failure to thrive despite of adequate diet. 

5. Diagnosis 

Parental interview & clinical examination, Haemogram, liver function tests, prothrombin time, & 

platelet count.Abdominal ultrasonography using an AIOK SSD 650 ultrasound scanner, Duplex 

Doppler flow measurement of the splenic, portal, hepatic veins & collaterals.Histology- 

Percutaneous liver biopsy helps in confirmation of the disease. 

6. Prevention 

At the present stage of knowledge, mothers should be advised to breast feed their infant for 

longer period & in susceptible families to delay introduction of food supplementation beyond the 

age of 6 months. Milk used for infant should not be boiled & stored in copper or copper alloy 

pots. 

7. Treatment  

Initial stage: - Adequate diet with enough of good quality proteins, vitamins and minerals is 

desirable. - Antibiotics should be given to treat the intercurrent infections / infestations. - The 

drug of choice is d- pencillamine (which chelate copper) in a dose of 20- 40 mg/kg/day for 12 to 

18 months, leads to marked improvement and even total reversal in the histopathologic picture.  - 

Symptomatic treatment should be given. Immuno modulators such as levamisole can be used - 

Corticosteroids and gammaglobulins are also helpful, administer IV fluids if there is dehydration 

,Prevention of infection: follow aseptic techniques - Prophylactic antibiotics can be given to 

prevent infection.Terminal stage: - If the patient has entered precoma or coma, the protein intake 

should be reduced,administration of neomycin by gavage and 20% IV glucose drip are helpful, 

oxygen can be administered if necessary,exchange transfusion to remove the circulating toxins.   
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