Pediatric Liver Disease
It is critical in neonates to distinguish between intrahepatic and extrahepatic cholestasis.
**Most cases of neonatal cholestasis are due to biliary atresia.  Look for white stools.
“Indian Childhood Cirrhosis” occurs in Native Americans, and starts as cholestasis progressing 
to biliary cirrhosis and fibrosis.   Caused by a mutation at 16q22.
Alagille Syndrome is a congenital paucity of intrahepatic bile ducts.  


Causes intrahepatic cholestasis, and may be associated with many other congenital anomalies.  


Will present in infants, often with severe jaundice and white stools.
Progressive Familial Intrahepatic Cholestasis (PFIC) is exactly what it sounds like.  


The bile ducts themselves are normal.  


May be due to mutations in FIC1 or BSEP.
Pediatric Liver Disease Pathology

Liver diseases are characterized by jaundice, which can signal either extrahepatic disease 
(structural, so treated surgically), or intrahepatic disease (treated medically).
Extrahepatic Biliary Atresia
**An acquired fibro-inflammatory obliteration of the extrahepatic biliary tree, leading to hepatic cholestasis and cirrhosis.  Cause is idiopathic.

Note that this is acquired, not congenital.  Babies are born normal, and jaundice appears within the 
first month of life.  Cirrhosis occurs within a few months of birth, so initiate surgery quickly.

Disida Scan will show the liver taking up a radioisotope but not excreting it.

Liver biopsy will show bile ductule proliferation, inflammation, and bile in the liver.  

Treatment is surgical.  The “Kasai procedure” anastomoses unaffected bile ducts to the jejunum.  
This creates a connection between bowel and liver, so there’s lots of ascending cholangitis, 
but this buy time for a liver transplant.
Neonatal Hepatitis
Any intrahepatic disorder characterized by cholestasis.  Causes may be infectious (TORCH = 
Toxoplasmosis, Other, Rubella, CMV, Herpes) or metabolic (alpha-1 anti-trypsin deficiency, 
cystic fibrosis).

Disida Scan will show the liver taking up radioisotope and excreting it into guy (in contrast to 
Extrahepatic Biliary Atresia).
Liver biopsy will show hepatocyte disarray and huge, multi-nucleated giant cells.
(Raymond removed an image of multinucleated giant cells.)

