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BSEP ! bile salt export pump, CYP : cytochrome p450, MDR @ multi drug resistance gene,
MRP © multi drug resistance-assaciated protein, NTCP : Na™/taurocholate cotransporter,
OATP : organic anion transporter, OST . organic solute transporter, FIC : familial intrahe-
patic cholestasis

(Al alE « SREHEFRIRE S - MO NERE 43 1 1034-1087, 2011)
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43 1 1034~1037, 2011

2) Naoi S, et al. - Improved liver function and relieved
pruritus after 4~phenyibutyrate therapy in a patient
with progressive familial intrahepatic cholestasis type
2. ] Pediatr 164 © 1219-1227, 2014

3) Melter M, et al. : Progressive familial intrahepatic
cholestasis © partial biliary diversion normalizes serum
lipids and improves growth in noncirrhotic patients.
Am [ Gastroenterol 95 1 3522-3528, 2000

4) Lykavieris P, et al. : Progressive familial intrahepatic
cholestasis type 1 and extrahepatic features : no
catch-up of stature growth, exacerbation of diarrhea,
and appearance of liver steatosis after liver transplan-
tation. | Hepatol 39 : 447-452. 2003

5) Goto K, et al. © Bile salt export pump gene mutations
in two Japanese patients with progressive familial
intrahepatic cholestasis. J Pediatr Gastroenterol Nutr

36 * 647-630, 2003
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