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T, B] BHBoFEMIBLE R (CM) 25 L7 EdE % 1 5 Bile salt export pump
(BSEP)/ABCB11 D& {5 A HI%, #EATHSFEMEIFWNALH 5 > #HE 2 B (PFIC2), EAEEMHEATFNAE 5
SHHE 2 A (BRIC2) & W o 7o #EMERDITRBZEET 5, T E TITURETIE, 2o DKRE
TiEZ% < O%H . BSEP O CM I EDHENNZ LV IGRPARETH 5 Z L % in vitro AT H2E & 1k T2
# (Hayashi H, Hepatology. 2005), RT7 v 7 VR v a =7 zEDHZ Lk, REV A7 VR
HIEIRRIED 7 = =)L 7 F L— |} (4PB) 78, BSEP ® CM BB EHIEM A AT 22 L2 AL Tn5
(Hayashi H, Hepatology. 2007, Hayashi H, J Hepatol. 2012, Hayashi H, Hepatology. 2012), A#f%ECi%, 4PB
O PFIC2, BRIC2JEBNZd 2 A9, e a MEE LT,

[ ik, R B FAEMRA, in vitro iEHTH> 5. BSEP D4 KIEFERE KRB AR S u7= PFIC2 JEH (1
k. W), BRIC2 JER] (15 5%, HW) 12k L. 6 » H RO HE#EFEEER (200, 350, 500 mg/kg/day) % I
i L7, 200,350 mg/kg/day TOFGHRMF (FHEE S 1+ A) &, MERERE. BRI RICZ(bIZ8l
LENRDoT23, 500 mg/kg/day D G-Billate . A, BIEEENYGE LD, 1 - AR, BAME
IFIEFAIL U, BRI AR Uiz, RBREE TR ICERIR U 72 TR 2 F O 72 AT i, BSEP ZEBLO G &
Ebic, MRHE, EMIRaPEZE e & ORGSR OF I e BGERE O b vz, 4PB #&5ICFES AEEGIIE
BINholz,

[#&7@] 4PB %, PFIC2, BRIC2 DfH{t 5 o, #EFFEEICE 2R L, EEESE O Quality of life & 43
FTAHZENHB N E 257 (Naoi S, J Pediatr. 2014, Hayashi H, Hepatol. Res. 2015),



