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Proj ect Description

Chol estasi s happens when the |liver cannot properly nove bile into the
intestine. This leads to problens |ike poor absorption of nutrients, itching,
and scarring of the liver over tine. Chronic cholestasis affects about 1 in
2,500 infants, and roughly 25% of cases are linked to genetic nutations. My

| ab studies progressive famlial intrahepatic cholestasis (PFIC), a group of
rare genetic disorders that disrupt bile transport and danmage liver cells.
The nost common type, PFIC type 2, is caused by nmutations in the ABCBll gene,
whi ch makes the bile salt export punp (BSEP). BSEP is the main transporter
that noves bile acids out of liver cells. Wen it doesn't work, patients

of ten devel op severe liver disease within their first year of life and have a
high risk of liver cancer. Currently, the only effective treatnment is |liver
transplantation. To study this, we created zebrafish with nutations in
abcbll, which show liver problens sinilar to those in humans. This sumrer
project will explore genes and pathways that m ght help restore bile acid
transport and reduce liver damage in these nutants. W' Il use techniques |ike
i mrunost ai ni ng, confocal fluorescence imaging, nol ecul ar biol ogy, and

chem cal treatnents.
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