Outline of Lecture 22 (02-25 PP; Schwarz)

Pediatric Liver Disease
Take home points of this lecture beyond biliary atresia are not clear, but here’s my best guess

Neonatal cholestasis

Is relatively common, 1 in 2500 (on the order of cystic fibrosis)


Neonates are particularly susceptible to liver disease because of:



Immaturity of hepatic excretory function



Susceptibility to infection during perinatal period



Initial effects of congenital malformations



Presentation of genetic and metabolic disorders


Principles of differential diagnosis


- Causes of cholestasis is similar to adults but pay special attention to biliary atresia and metabolic disorders (usually genetic, so may present for first time in neonates)



- Early recognition is key


- Differential diagnosis of neonatal jaundice is tricky because neonates have physiologic jaundice (due to hemolysis) and breast milk may induce jaundice



- Begin by differentiating intrahepatic vs extrahepatic cholestasis


- Presentation is similar (jaundice) regardless of cause and no lab tests are individually pathognomonic, so consider the pattern of results

Workup includes


History & exam (esp stool)



Serum bilirubin and bile acid levels



PT (check liver synthetic function)



Cultures (check for infection)



Serum electrolytes (exclude acidosis)



Other specific tests
Pay special attention to these disorders when confronted with neonatal jaundice

Biliary atresia


Presentation is similar to other causes of cholestasis: jaundice, acholic stools


Disida scan and MR cholangiogram are helpful in diagnosing biliary atresia


Rx immediate surgery (Kasai procedure)

Alagille syndrome


Presents with cholestasis due to intrahepatic bile duct paucity


Associated with other congenital malformations, esp heart, eye, skeleton, kidneys, face


Inborn errors of metabolism



Could affect any part of the metabolic conversion of cholesterol to bile
