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INTRODUCTION

Cirrhosis is defined by theWorld Health Organization as a diffuse process whereby the
architecture of the liver has been replaced by structurally abnormal nodules due to
fibrosis.1 Cirrhosis is a common outcome of a wide spectrum of disease processes
(Table 1). The pathophysiology of cirrhosis is complex and involves a dynamic inter-
play between hepatocyte injury, cellular response to injury, and regeneration.2 Fibrosis
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KEY POINTS

� Cirrhosis is a complex diffuse process whereby the architecture of the liver has been re-
placed by structurally abnormal nodules due to fibrosis.

� Portal hypertension is characterized by a hepatic venous pressure gradient (HVPG)
greater than 5 mm Hg with complications, such as ascites and varices, occurring at an
HVPG greater than 10 mm Hg.

� Common causes of portal hypertension in children include extrahepatic portal vein
obstruction, biliary atresia, alpha 1 antitrypsin deficiency, and autoimmune hepatitis,
among others.

� Gastrointestinal bleeding secondary to esophageal or gastric varices may present as
hematemesis or melena. Vasoactive drug therapy should be initiated as soon as possible
before endoscopic treatment.

� Surgical shunt procedures or transjugular intrahepatic portosystemic shunt may be useful
therapeutic options in patients with refractory portal hypertension.
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Table 1
Causes of cirrhosis and/or portal hypertension in children

Type Disorders

Genetic-metabolic
disorders

a1-Antitrypsin deficiency
Amyloidosis
Bile acid synthesis defects
Cystic fibrosis
Galactosemia
Gaucher disease
Glycogen storage disease type III and IV
Hepatic porphyrias
Hereditary fructose intolerance
Hereditary hemochromatosis
Indian childhood cirrhosis
Langerhans cell histiocytosis
Mitochondrial hepatopathies
Niemann-Pick disease type C
Sarcoidosis
Tyrosinemia type I
Wilson disease
Wolman disease (lysosomal acid lipase deficiency)

Infectious diseases Ascending cholangitis
Chronic hepatitis B � delta virus
Chronic hepatitis C
Cytomegalovirus
Hepatitis E
Herpes simplex virus
Recurrent neonatal sepsis
Rubella
Schistosomiasis
Tuberculosis

Inflammatory diseases Autoimmune hepatitis
Primary sclerosing cholangitis

Cholestatic diseases
and biliary
malformations

Alagille syndrome and nonsyndromic bile duct paucity
Bile duct stenosis
Biliary atresia
Choledochal cyst
Congenital hepatic fibrosis
Caroli disease (intrahepatic cystic biliary dilatation)
Progressive familial intrahepatic cholestasis

Vascular lesions Arteriovenous fistula
Budd-Chiari syndrome
Congenital cardiomyopathy
Congenital stenosis or extrinsic compression of the portal vein
Congestive heart failure
Constrictive pericarditis
Nodular regenerative hyperplasia
Portal vein thrombosis
Sinusoidal obstructive syndrome
Splenic vein thrombosis
Venocaval web/inferior vena cava obstruction

Drugs and toxins Hepatotoxic drugs (isoniazid, methotrexate)
Hypervitaminosis A
Natural toxins (eg, mushrooms)
Organic solvents
Peliosis hepatis (anabolic steroids, azathioprine)
Total parenteral nutrition
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