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(LI~ ASBT) & UTHISNBAETEE ~ 5> Xik—5 — (IBAT/ASBT) OFEEEITTY,
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IBATIE, FIORMUEBGZICHEIREL, FhUDLAEBABZHEXT 2HRE LRIES V/INIBTH Y,
FET B2/ |\ DN STBIRR TR Z A CHERNICBE S EE T, BIBRO—E LT, BT
[FZD%., BERERIGEFIN, RENICEFPIMRMZN U THEBICRY F9. BEAECEABDOZEHN
BIRNER/NRTIH, IBATZN UTcREENEIE N REHERBIRIND T ZR B TI, BRLTVLD
AEHEE T — )LDIS BN A ICRENE T ZDIcs. IBATIIREHEE T —LDEERRHEERF CTH Y.
BIHERICOII2TEEFERCTI,

FAFREOKBRSSN, BETHEANICERL. I TOHENICIBATICRG U CRBTEOEAND
B AHZETRSEE T, TORBR. BHZEN UIABROI U7 S AZENSE. FFlEOREEE
e hUMEPBAREEZETSEEI,

BB EE D EBATBIRIC S T HIBATDEE
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Slavetinsky C and Sturm E. Odevixibat and partial external biliary diversion showed equal improvement of cholestasis in a
patient with progressive familial intrahepatic cholestasis. BMJ Case Rep. 2020 Jun 29;13(6):e234185.28Z((ER,
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ABCBT T ELFERZERBIDEED DS, BB TEOE (BSEP) DiREZETE(CTRE
IREEZEFIDRETIF. TRIDOHRIFEFTERN,

KA DR R EOEICHITDITEBOBIIAHES TH Y. BWMZES ICIFETEROBER
EETHNEANDIETBRIEEEN RSN TV TENRETT, HEEERN I OBEER
(AT BRIBEDREEEREANDHEZEZZST) OVINHZEBIRD L DRKE. EERD. ABRNILEF.
REIOHRZR TS EBTREMEN D . ABCBT HELTFDRIEFIZERICK U BSEPEBNHEE LR
BHULFTERICKIBLUTWVSPFICEEE. FEIICKRMUBRWVLTIREEN G X T,

e, FEIOBEER O LM ZFHE U358 (A4250-0055888. A4250-0085 &M% U'A4250-
JOO5EER) ICBVTINSDREIFEFRASTNTLE LT,

% - g
@, AHI40ug/kegE1T1E. HEBCROBSLTETL, B8, PRRHRESICE. 120pg/ke
Z1E1EICEET B ENTETIN, 1BREEABE LT7,2000gZ BRI BN ESICLTIREL,

HERUREICRAET %38
ARENC KB Z SEDE CMETTERE DR NIHERICROSNBD LN GBI, BEDHIKIE

BERE3HALEC L. BEUICRIBNBRWVESEICT>TLIEEW, Ffe. AFIZ6HABRSLTH
BRDERH SNBEVBEIC(F, REMBEDRIFZIRET L TLEE0,

FERIDTBERESEFRR—IDRESEICL TS,
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x1:HEARE
40ug/kg/BDZE
500k 7.5%K7# 200
7.5 E12. 5K 400
12.5L1 E17.5K 600
17.5 E25.55K 800
2558 E£35.55K 1,200
35.5l0 £E45.5K 1,600
455 E55.5LF 2,000
55.5#8 2,400
120pg/kg/BHDEZS
508k 7.5F 600
7.5 E12.5K0 1,200
12.5B1E17. 5K 1,800
17.5L1 E25.55K 2,400
25.5B F35.5K 3.600
35.5L1 £E45.55K 4,800
455 E55.5LF 6,000
55.5#8 7,200
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BEBEIRICEAT 2 IRFH

RENSEMRERTHE - BBIRSHNEROSNTVE T, FRBKUHIRL TV 2 IREMDH 2L MHICIF
‘S LRV TLIEEW,

YR T DTUREMEDH D LMEICE. FFIREPHELUREIESNH SSEBICESVTETE T 2HEN'H D
Z&. BRUBYIREBHETEIC DOV TEHIAD £, FEIZLF L TLZE L,

Z0fth FEFIR
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ZEERALTIES L,

o H T EILBBEHNDERFZZRSHVBNYITEETRAL TRE L,

oG —. AT EIBESECERALIEED. REMICOVTRERERIFSH Y T .

O W T BIBIBEZRFHAALT LRV, BEEDRD SNIIGEFEEHEICHENSGDVIEEEZTD LD
EBLTLIESE L,

o AFDIRAZSNIZHER. BEPTCHNEBESICARZHREBYEEBICIRAL. BEORAN
TERVEEE. —EIC200ZRAE T, RORARICIENZRAT 2L SEEL TS L,

BIEERADHDEEMOITEMD TFERN
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EILRL[FUHTHIR
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OEEDTH

O AFDIEAKFE THBIBATHHEICK U EBEDOIETERENMBEN L. BRE U TEERKDEDIEN
NUESIEENDTTEIC KXY MRINFEIRT 2 REMEN D £ T,

o NRICKY, BRAKERZSISECIITREMNSG Y FT, AFIRSPICEBOTIROFRL. D
RADERD SNBZWVEGE, BHEBNIFRSOHRE U [FPLEZERFTLTIEE 0.

© MRIICKBHKITEREL., RENRO SNIHTEERPH SEYRUNEZIT > TS,

o HRIRELER 121619961 (7%) THRICKWARDERSHFRENE L. WINLEEEFEE
NOPRFEETCOELTVET,
AR SHIBN SAHK L EHEDSH D NRINFHIR T 2 X COMBOFREE 1198, HHBHOTR
BIE5.5HTC LTz,

AHI EEHED & D THIBHEDFIRINN

A4250-00551 5% A4250-00851 5%

40pg/kg/8 120pg/kg/H jl’\|\=_3|; ! Jik— k2
N=23 N=19 o N=60
n (%) n (%) e n (%)

\ 2 (10.5) 10 (16.7)
i 2 (8.7) S5EE 4 4 (10.8) S5EE#
=P 0 1 (5.3) 1 (27) 1 (1.7)
RSBk 1 (4.3) 0 0 1T (1.7)
QEEBEEY = U RZE

OHRRARICBVTCTAFIDR S ZR(TICEET. BAYEYI=Y (E9=VA D E. K) BED
ETRHEROSNE UTe, PFICEETIE. RERICERTZEBME Y= VDRINABRORZ %
BLTWBZERHFT,

o AE|DZRSFBFAIN O SHEDIE. THENIICMPESHEI=ZY (E9=ZVA D, B K) BE
ROPTAINREEZSIUVI U, BEDOREETHICERO L. HE(CEUTIEBEE Y= VDT
BRETLTL L,

03P, RIRFBRICEVWTEEBAME Y S VRTIECEERERFHRL, FIOBBEDRSDPIEICESTC
ERBHIFEATUI,
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o T EEREBD LR (ALT. AST, REUILEYDEBSE) H5ND LN H2DT. AFD
1RSI UKRSHERE. EHNICAEERAEZITV. BEOREZ T+ ICHRELTIIZT L,

O PFICEEZRR E ULIZBASE MHHER CRARIC L DAIHERS ZGH U COIERBEICHNT,
FEWRSF TS ENRS EHR U THHEREREEDRLZRDFTEA T U,

o ERABR CROONIHESEERTSTBR(E. ALTIEN. MPEUILEVBIN. ASTEN. EEFE
At (INR) Ei0. FHEER. BET. TOREBAE. REBLEHIEIC KD DD CEBREIEED
(SR BBREEEER L SHTENTVE T,

AHI EEHED & D SHEDFEIRIRR

A4250-005515% A4250-008515%

40ug/kg/H 120pg/kg/B S Jk— k2
e oo | TEREERO | T

ALTHD 2 (87) 2 (105) 1 (2.7) 4 (6.7)
meCULEeVED | 2 (8.7) 2 (105) 6 (16.2) 4 (6.7)
ASTHT 2 (87) 1 (53) 0 3 (5.0)
maCULEYED | 1 (43) 0 0 1 (17)
Mo ALTH] 1 (43) 0 1 (2.7) 0
P LR 0 0 2 (54) 0
N 0 0 0 2 (3.3)
BHEEX 0 0 1 ( 2.7) 0
B 0 0 1 ( 2.7) 0
B 0 0 1 ( 2.7) 0
ERAAT 0 0 1 (2.7) 1 (17)
FHIRIEA 0 0 0 1 (17)
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W&ET,
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ULdWHEAXAPFICES
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O EXRBRZOEOEFREZAL. REENMASNDULEHFET. 2BED5|>BEXI7DFHEN
2B E (0~4DRE) EHRESNIPFICEE (RFEMDPFICEIZRRL)

O ZEFEMHDPFICEIDIZES. BREE (9i8) EEIOHRICKY . BERMNICEXRGZ SENUTIED
EAEBRED R/ D oM EHE T DCIMERERIEL TV EE

B SR MABEER (A4250-00558%) . EIASE MABGER (A4250-J0055ER) | iS5 M 4HEER (A4250-008
HER) CBITZIELIRABE ()

O BSEPEHDTERBRRIUMN FAIETNDABCBT ELFDREFNERZHT &
O REZBLADBEOHEROEIEX FGHIEZE T 2E LUITOERBEZSON,. INSICRE
SN
1) BBEEEE (BERZ/ENGRL)
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3) BIRIRBETHSH EBR>TEHFENAD U S IBFFEADEE. XIFZDEEL
4) RFAAROHEBREZIRE CRES NIZAET S o &R DIEPFICEHEREK
O FFREMAEEBN(EPFICAD I bO—)LARECHEENMDOZ DFEREZET 2
O X0 U—ZVJHEDRERI6 5 BLUAICEBA BN X (ERB VB DOFNEZE T 25
O BEICABEZR(ITcENFRIERLEO H BLUAICHBENFESNTCNDE
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O BIMNEB N [EIRBREAZNEET D18 31 HiBR) O TRIOBEREN(EEHIEZET 55
O LIFoVINHhZET B !
1) £ hREAED A )L ARRDIZHIE
2) RIS CIREFAEP OGS CHRARN [CERR RN (SIS DRRIE
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( ERFRERRIC B BEHERDRIURR )

¢ (EAFEMB5ER (A4250-J0055KER) (&S EIEADREITINR)
AR RS ENE3GITEHERIFRD SNFERATLUR 48EBDF—9),
¢ GEARIREER UIRFEREERS—E)
AR FE TORER“FHIRSEE (A4250-005515%) (REMREIMIRER)
FFEFI Ny M
TS thEE
N=20 40pg/kg/B | 120ug/kg/B

n (%) N=23 N=19
B ERIADTEEAEE n (%) n (%)

BIERNRE LICES 3 (15.0) 7 (30.4) 7 (36.8) 14 (33.3)
BRPRARES 1 ( 5.0 3 (13.0) 4 (21.1) 7 (16.7)
ALTH#EM 1 (5.0 2 (87) 2 (10.5) 4 (9.5)
Mmep U )L E 10 1 (5.0 2 (87) 2 (10.5) 4 (9.5)
ASTHEA] 1 (5.0 2 (87) 1 (5.3) 3(7.1)
mEEy)LE > 0 1 (43) 0 1 (24)
IMEPALPEEND 0 1 ( 4.3) 0 1 (24)
M7 U7 F 2R ARFF— 2180 0 0 1 (5.3) 1 (24)
B9 =>DiFs 0 0 T ( 5.3) 1T (24
SRS 2 (10.0) 2 (87) 3 (15.8) 5 (11.9)
A 0 2 (87) 2 (10.5) 4 (9.5)
=373 0 0 1 (53) 1 (24
;i 0 1 ( 4.3) 0 1 (24
EZTA 1 (5.0 0 0 0
PHEDEUEN 1 (5.0) 0 0 0
B EXES 0 0 1 (5.3) 1 (24
BRE 0 0 1 (5.3) 1 (24
FHEX 0 0 1 ( 5.3) 1 (24
BN UREBESE 0 1 ( 4.3) 0 1 (24)
BER 0 1 ( 4.3 0 1 (24
KEN UK MEMES 0 1 ( 4.3) 0 1 (24)
Z SPEE 0 1 (4.3 0 1 (2.4

MedDRA Ver. 23.0
RS DRBEROBIEEER (TEAE)
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R F TORIFR"RLWAR (A4250-008:5%) (FAS)
ISR/ |FFEFYNY N/
FFEFYNY k| FFEFYNY | Tik—k 2
(A4250-005/ | (A4250-005/ | (A4250-008)

Bt
N=116

A4250-008) A4250-008) N=60 n (%) /E

N=19 N=37 n(%)/E
BERKIIREAREE n(%)/E n(%)/E

BREICEELIBEER (AE) »

SrE | foER 8(42.1)/15 17(45.9)/32 20(33.3)/45 | 45(38.8)/92
BiEES 1(5.3)/2 7(18.9)/8 12(20.0)/16 | 20(17.2)/26
HEERE it 0 1027)/1 0 1(0.9)/1
& 0 1(02.7)/2 10171 2(1.7)/3
LREERYE 1(5.3)/1 0 101771 2(1.7)/2
L0 0 10271 10171 2(1.7)/2
Nl 0 4(10.8) /4 10(16.7) /11 14(12.1)/15
HfE 1(5.3)/1 0 0 100971
BB M 0 0 101771 1(0.9)/1
NE0t 0 0 10171 1(09/1
—fi - £EESRUERSEBIDIREE 0 0 11N 100971
A 0 0 1011 100971
FTREERIES 2(10.5)/3 5(13.5)/5 2(3.3)/2 9( 7.8)/10
=Y mpng 1(5.3)/1 10271 0 2(1.7)/2
AThEsa 0 1(27)/1 0 1(0.9)/1
AERRAT 0 1027)/1 10171 2(1.7)/2
ATRER 1(5.3)/1 1027)/1 0 2(1.7)/2
FTRRRER 1(5.3)/1 0 10171 2(1.7)/2
il 0 1(27)/1 0 1(0.9)/1
ERIFRE 5(26.3)/9 10(27.0)/16 7(11.7)/21 | 22(19.0)/46
ALTIEN 2(10.5)/3 1271 4( 6.7)/4 7( 6.0)/8
ASTIEN 1(5.3)/1 0 3(5.0/3 4( 3.4)/4
BEEy)LE VN 1(5.3)/1 0 101771 2(1.7)/2
MeALTIEND 0 10271 0 1(09/1
mee ey )L >80 2(10.5)/3 6(16.2)/9 4( 6.7)/7 12(10.3)/19
M7 U7 F VR Am+F+— 280 1(5.3)/1 0 0 100911
7-GTPiEN0 0 0 2(.3.3)/2 2(1.7)/2
R ER 0 2(.5.4)/2 0 2(1.7)/2
INRIE D 0 0 2(.3.3)/3 2(1.7)/3
AR EERE 0 10271 0 1(09/1
Y= DR 0 1(2.7)/2 0 1(0.9)7/2
#Em> 0 0 10171 100971
RBROREBES 0 0 2(.3.3)/3 2(1.7)/3
E9=YDRZ 0 0 2(.3.3)/2 2(1.7)/2
EYZVERZ 0 0 11N 100971
FEtHES 1(5.3)/1 0 0 100971
SR 1(5.3)/1 0 0 1(0.9)/1
BOKLUREES 0 0 10171 100971
BER 0 0 101771 1(0.9)/1
KBS KUK TMEfES 0 2(5.4)/3 10171 3(26)/4
< DFFIE 0 2(5.4)/3 101771 3(2.6)/4

E: BEBROHH. n: BEBROEEUCEEH

Note JEEPICHEUICAEER (TEAE) L&, BREOYOHRSHLRE. FI3BIFEOEESSNRILLBEICHEL. BREOKKESEN S
28B%F TOBICHKLETZEEER (AE) Z£ELFT. BEER (AE) OHAFICONT, BICHERZE CRIRSNI2DODEEBERN D,
20BDEEEROMBHN I DEBOEEEROKTHERBFCIFZTORETH2HE. TNOSRFIDDEEERELTAYY FENET,
RERERORBDIZE(E. BEd ) & UTEFLTVETD,

MedDRA Ver. 26.0
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> 1. EBREEASR
ERPREAER TSR S NIcMhiRE
1) BEES

2)

NEAREHAICARO.1. 0.3, 1. 3RV10MgESERRS Lizs %, 3mgEiRs5 U
6fIh2fl. 10mgEiRS UIz6flhsfl CEBTA R M PEYRE [E8 FR=0.05ng/mL]
DB 51 z. 10MgEIRS Utz & EDCn R OAUC DEEI TS [KAZBHRE (CV%)]
FZNZN0.16ng/mL (85.6%) RU0.58ng-h/mL (39.0%) TH Y. TomDPRIER
4,048 TH 1=,

A A BREERA 66l CABIBMg MR RS Ulc &=, B5#1. 5~ 8K Ry
6B PSBH TR T NI CraR UAUCDFE (BERE) 17 N2 1N0.06385
(0.03223) ng/mLRU0.29 (0.10) h-ng/mLT& Y. TraDESR1EIF6.00085 T35 1.

RERS

NENEERACAFZ UL @3mg/B21818. XF1.5mge182@. 7EBRERD
B5UEE, 3megR1B1ERVT.5me% 1 B2E0R S (CHV\ T EB TR MEDEEN
RSN, MIBEEEH0.1ng/MLZEBR IeBERE(FFRHOSNBH DT,
BARAERRACAF3MgZ 1 H107BEREROKRS UL E, 5% 1~8FE CMmE
hEREIFOFDPOHICREE NI, CralTAUCLDFHIE (FERE) FTNETN
0.07080 (0.01465) ng/mL. 0.23 (0.19) ng-h/mLCd& "), TmuDHRIEF3.50085RE]
Tdolc,

> 2. REDRERUIEY 75k
REOZE
SEME (800~1,000+0AH0U—CTBEDHAOYU—BDKS0%NAER) A& (hFEIL
Bl OEERSE. AT RIVEIDOZEERORS EHBRU TCrad1172%. AUC4DHI62%ET

UTze FEIZT v ILY —RITIRUDIFIEE. DT RIVRIOZEEIFORSEHR LT, Crad
#139%. AUCohHI36%E T LIz (HEAT—9).
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