maralixibat chloride (JAN)
ISUFS)\v NME(EW
[EIRZAEHEE S > Xh—4~ —REH
391

(RR] RHEZE (W] (Y 7~— Y KR 10mg/mL
2025.03.277&32)
U< —Y Livmarli NF#E10mg/mL (HHZE5)

(#8mk] (AR : ImLH10mg (7 VU Fv Ny b e LT
9.5mg), pH :3.8~4.8

(ZhEE - THER] ROEBICH T LT oIctE > g 77
V= VIEERE, EFTHERIEMEIF IR 5 - WiE

EFTHEFEERTF NIE 5 - HiffiE « ABCBILE
GTERPET2EED S b, RGN R 7&AE
(BSEP) D% TR IR T 2ARYHFT 2 BETIE, K
ORI T E v

(BiE-FHE] ~7V x>y bEthlLT @77V -0
FEMERE © 1H1E200 p g/kg % RRTICH DB S, LARE, 1H1E
400 ug/kgiC R T 2 @EFTIEFIEMEIF NI > - #E : 1H
1300 1 g/kg % BRTICREL# 5, AR, 1H300ug/kg 1H2
micHES 2, Hic, LA, 11600 ug/kg 1H2ME &3
%

OuaEHE : 3, AMKEG LR 2T 5
nawgaEIcE, 5o RIEEREITE @T 7Y —ViE
B BB L TR, ROBEJNRSEESECT S, UF
H 200 u g/kgD 1158 (mL) - 400 u g/kgD 1EI 5 &
(mL)) 4kg:0.1-0.15, 5~6kg: 0.1-0.2, 7~9%g: 0.15 -
0.3, 10~12kg: 0.2 - 0.45, 13~15kg: 0.3+ 0.6, 16~19kg :
0.35 - 0.7, 20~24kg : 0.45- 0.9, 25~29g:0.5-1, 30~
34kg : 0.6 - 1.25, 35~39kg : 0.7 - 1.5, 40~49kg : 0.9 -
1.75, 50~59g : 1 -2.25, 60~69kg: 1.25 - 2.5, 70kgbl I :
1.5 -3 @MEfTHEFRMAFNARH 5 - HHE : 5L T3,
ROGBEEGEESEICT 5, (FE: 300 g/kgD 1S
& (mL) - 600 ug/kgD 152 (mL)) 3kg:0.1-0.2,
4kg : 0.1 -0.25, 5kg:0.15-0.3, 6~7kg:0.2-0.4, 8~
9kg : 0.25 - 0.5, 10~12kg : 0.35 - 0.6, 13~15kg: 0.4 - 0.8,
16~19kg : 0.5 - 1, 20~24kg : 0.6 - 1.25, 25~29kg : 0.8 -
1.5, 30~34kg : 0.9 - 2, 35~39kg : 1.25 - 2.25, 40~49kg :
1.25 - 2.75, 50~59%g : 1.5 - 3, 60~69kg : 2 -3, 70~79%g :
2.25+3, 80kgbll:25-3

(F=R] AFDRSD (T3 UBSEDRIEDS 2 8E

(EBREARKIE] O%G B2 TR L, fholf
K232 b wiged, WERNIIREEMETT 2, THICX
BRKICER L, BEPRD L NBAICITES 2 ICHEY] R L
EEFTH @GR K O G H ix E R I PR RER & AT
v, BEOREEZHSICEET 2 QRSHKRTIR RS
EMIc b igAEEe £ 1y (A, D, E, K) BEKUYT 7 b

JAPIC TEEAEESE] 2025 FH1EHR2026403 A IriB#HE (38208~ 1) /NEJLOF)

oy v vIFERBESEL (PT-INR) ZHIE L CHEEORIEICS
WTHSICBEET Y, LBEICH L CURREY 2 L v offifex
RT3 [RESESEEIR] QR MEXIITRL Tw
2Rt D & B hici, R oA ERMEE L2 L
HWF s NGB IO EET 2 OFRAR  iBFELOFIRER
UCRFLRBORMEAZR L, BILOME 3k 254 2
O/NEE 1 ARG OHE R Z R & U 72 RS 1
ATz

(BIEA] XOBEIWERASEHNSE Z &35 5D T, BEE+Hric
v, BERRD L NGE Ik d 3 4 &) 2 0uE % 1T
p)
Z ofthoRIfEM

5% I

Wi THI (23.3%), IEfA (13.3%)
(EALDER] @FARROER @HBRE I fRHEE <
L, fEHASHER RS RICIGE -HHOROEE5HT 4 22
v —%EL, IRAGEEZEEST 2 O/NEOFOEL VAT
CREST 2 L8 5 ORERZRIEER (1~30C) °RE

T2 X542 OBEHKIZI0HMUMICHERL, fxh

Ao IR T B L O 1RSS5 @A GO ¢

MIRAicoREMEE 2 [REFES] FRME. G20 : 30
nH DRSS S 2 7 EMEE A EEO L, @i
Ehis 3

(pmEhie] (7 KGEAE (RAERSE) 3, 77V -0
REMEREEF 13400 w g/kg TH1E], MEFHERBRIETFFIEH S -
WHE B ITIZ 1600 ug/kg TH2[E, OS] @i
@A S © R A 120 2 1R, 30mg” % 22 i B ml#%
DR 5REOT, ,  OFR{E0.758 ], C,. .  JLTAUC, , ,
cOFHEE R k2 hZhl.es (1.10) ng/mLE T
3.43 (2.13) ng - hr/mL, ty /o O V1L 1.8 HEANT
—2) OKEKRS DHAADT I ¥ — VGEREREEFTH (4
7 AlR~10m%) K OHETHEREERF MRS > #iE (PFIC)
H50I (4~11m%) 1cZ2NF 1400 ug/kgZ1HIE, 600 ug/kg
% 1H 208 SR O 505 o i A7 8B o 13, 400 pg/ke
% 1H 1E#% (3% 5 ¢ 0 % 54187 ©120.96ng/mL, 600 u g/kg
#1H2EE 0% 5 T 052 588 ©130.39ng/mLTH », H
BRADT 7 ¥ — VAEGERF R E 200 X CPFICEE 201 T/E & T IR

(0.250ng/mL) kil DEEEHASHIZ MRz, 100mg” % il
A 1H 1B R SRR O3 5, gt coBE/IZED b kd o
7= EAT—%) @RI RFORE : RS 124
ZRRIC, 30mgRId45mg” & Sl A I o R 4% S
DAUC| , ¢  KUCpy 4 « 1, ZEIEEHRS L IR LT, 69.3%
~85.8% KX 1064.8%~73.2% I WEAT—%) @nfi:in
vitroi BRI BT, b FIEEASARII1% @FRGHE : @
R8I % 5 Geic, MAC-IEEk RS mg” % ZE I 1 HA IR 4% 5
B, IMigdhicREMIIRD SN AEL -7 GHEAT—%2) O
i : R R ASH & R i, M-k RS mg” & 22 R I %
O 5, 72%23Hic, 0.066% 23 RHIC R X, #h kK
DA% B REATH o7 WHEAT—%) @FEMME
B in vitroRER © AFIZOATP2BLic x5 2 FHEMEM 2~ L
7= (BRBRERME) HIMER LT 2R sEo
FHRE T, NEE 0 (RER) ~4:8 GFFICEE) o5



BB CEHE) @7 7Y —AEEEE @ENEIHRR GEEH
FERHERER) « AAANT 7 ¥ — VREMERERE TR (4 Afi~10
)RR, EEHRT, 28R OHRBN%E, 400ug/kgk 1
H1mg s @18 & 2218 % C o 22 M R IH H- ki
JE (EEFHMIEE) M Ultch Reported Outcome (Observer)
[ItchRO (Obs)] =& 27 THITE L 72 ¥ DR OB V- EAE S
2 a7 oZqtE ITTHITNRER, THiE + SEEEE )
95%EHEX M) 13, ZEMERFMERIEHERIEE (umol/L) :
17.64 * 53.29 [-31.64, 66.92], J&E ItchRO (Obs) a7
#:.0.28 £0.43 [-0.68, 0.12] @DR—2F4vHh518HE T
D 22 WE I 75 FONE BRI FE ) U TechRO - (Obs) 2 =2 7 CHlsE L
7 E OEFE DRV EERE 2 2 7 0 & e (ITTHATRE
M, Vol + fEefEzE [mHos%EmX M) 3, ZEigrn
FBHIESERE (umol/L) : 8.30 £ 49.43 [-37.41, 54.01], 5%
£ ItchRO (Obs) =2 7%:-1.33 +0.84 [-2.11, -0.55] @
BIERABUEE (48HEC) 1314.3% (1/76)) <, #Doh
FEWERIZEZEYNE OIS TR (777 X NREE
BEEEERER) @ ULl E DT 5 & — MERREERE 316 2 1R i,
IEEMT, el o HRMEE, 4400 pg/kg% 1H1E12:8[H]
BO®EL, ZEHERT, 772FRIIARH400ug/kgZ 1H1
E4EMR %S, &E, Zo%k, TATORFICIEER T TR
#1400 u g/kg % 1H 1S @182 & 2258 F < 0 ZE I I
M BRI (EEEHEEE) X OTtchRO (Obs) CHlE L 72
W OBEEOITHEIEL 2 a7 028 kg (Modified IT T
REF, BN R TIME £ e (195 % EHEX M)
WBERD L BY, HERMFERET RS (pmol/L) 1 77+
(1041) 95.55 + 30.49 [29.12, 161.97], #H| (5f) -21.73
+ 4313 [-115.69, 72.23], BERIZE -117.28 £ 52.83

[-232.38, -2.18], #&FF ItchRO (Obs) za7%: 77w+
(1041) 2.11 £ 0.20 [1.69, 2.54], &#l (5%1) 0.07 £ 0.28
[-0.54, 0.68], BRI -2.05 + 0.35 [-2.80, -1.29], *: 34
B3R A 1A 5 &, 1258313 18 o IRf 5 ¢ 22 JE RIS R AE
HEBEE B R — 25 4 v 2 550% L HET L7z~ C oy
ZModified ITTHW N RERICED T2 DR—RF4 vH 518
A % © o ZENERIER BRI E X TechRO (Obs) 2237 T
HIE L 7-FH o 0B ERESE 2 2 7 o &{bw ATTHEITS
REM, THfE + BHERFEZE [HEH95%EEXE]D dXkots
0, ZEREREIME MAEAEEEE (pmol/L) : AHI (294) -87.73
+119.98 [-133.37, -42.09], J&# [tcchRO (Obs) za 7% :
AF| (291) -1.70 = 0.91 [-2.05, -1.36] @EI{EHFEBIHE
(48HE ) 1, AFIFEGIcHWT38.7% (12/3141) T, &=
7R RIE A X IE29.0% (9/3141), THi22.6% (7/31f) @itk
FERBEERFNIET > o WHE @ENSEIHERE GEEmIER
TBEER) « HARAPFICEESF (4~11m%) &XRic, FEE#H
T, 4Rl (RE6HM) Mgtk AH600ug/kgx1H2
mf OS5 @PFIC2 (BSEPXIE, 7-77 LBSEP#HEDELTE
G <) BEICHBWT, ItchRO (Obs) & =27 CHlE L 723
DIRFED EFERE R 2 7 D15 A 5 268 £ T DO FEMEZ FHv 72~
=274 vrboZfte (FEFHEEE) ROR—=27 4 v
52638 ¥ T O =GR ME RN EERE o £ E (3fl, FHfE
+ e (95 %SEXA]) &, ZENE R AR IE - E i
J& (pmol/L) :-149.90 + 165.65 [-561.40, 261.60], J&FE
ItchRO (Obs) =3 7%:-1.51 + 0.86 [-3.65, 0.63] @DAR
Bl A AL S =4 PFIC (PFIC1 (FIC1K#8), PFIC2

(BSEPR1H, 7-7° LBSEPHEEDEEMAZRL)) BFcH
WT, ItchRO (Obs) z 27 CHIE L 728 DIREED EHEE R 2
7 D158 5260 E TOVEfEEH VR —R T4 V2 b DL
LEIRTR—=RZ T A 2 52618 % T D ZE G RF I FOAH H IR
oZfug (6fl, FofE £ B (M5 % EHEXM]D
&, ZERERFIERIEA IR (umol/L) : -97.24 + 137.82

[-268.37, 73.89], J&¥ ItchRO (Obs) 22 7%:-0.99 +
0.96 [-2.18, 0.20] CHRIfFFAFEIHLEE (48 T) I
20.0% (1/561) <, #» LI IERIIR T, KEL Ot
HHAERER (77 2 R IR Z EH RS Ukl EoPFIC
BFSF AN FIC —EHERT, 4HEME (RE6HERM) o FSiE
%, 77 e R NIIAF600 ug/kgZ 1H2MREOZKSE  DARER
ICH A AN S N7 PFIC2 (BSEPXRR, 7277 L BSEPHBE D524
MW ER <) BEICHBWT, ItchRO (Obs) 227 CHIEL 72
W DIRFEQ BAEE 2 2 7 D155 5 2608 £ TOVHE%E v 72
R—=RTF 4 vh b OEE K TR NGRME R R D18
H, 228K 26D EfEE VT2 — 2T 4 v b DR

(/N3 PigfE £ s (M5 %EHEXME] TRkok
BYThh, FEFMIEETH 51tchRO (Obs) 227 TF'7
£ RT3 2 AN OERRM: R0 Sz, ZRHEREILE RO R
B (pmol/L) : 7&K (174]) 11.19 £ 33.74 [-58.07,
80.45], AF (1441) -175.54 + 39.49 [-256.72, -94.36], #t
7251 .186.72 + 51.95 [-293.45, -79.99], #&FE ItchRO

(Obs) 2a7%: 774K (17f1) -0.63 + 0.25

[-1.14, -0.12], A# (1441) -1.72 £ 0.27 [-2.27, -1.16],
B2 11,09 + 0.37 [-1.85, -0.33], p=0.0063, X1 : &5
B, Wi, HBEGBCRRORAMERH, R—ZX7 4 VflH, _—2
FAVEL IR ORZ A Z AR L L, HERENHEDS
B2y B 1 A & E L 72 Mixed-effects model for
repeated measuresiC X 2 HfEE 21T o 7214, SHEs (180, 22
H, 2608) ORHEEMETIIT 2 Lick v B, *2 gy
B, W, RSB HBOREERH, R—X74 v, =2
A VEE RO B % BBER & L, HERENRED I
o O & 1 & & BOE L 72 Mixed-effects model for
repeated measuresiC & 5 #E5E 1T - 721, AR (15~183,
19~22;8, 23~26i) OXHEMEZFE TS5 Lic XY HEH,
A BKHE5 %  OAGRERICHHA AN S 7 2PFICHEH

(PFIC1 (FIC1/%48), PFIC2 (BSEPX1H, 7-7° L BSEPHELRE
D5E4LTES &K< ), PFIC3 (MDR3Xi8), PFIC4 (ZO-2X%
), PFIC10 (MyosinVBXI8)) ic& T, ItchRO (Obs) =
a7 CHIE L 7 OIEOEIEE R 2 7 D 1585 52650 TD
SEEEE V2N — 2T 4 v b DE{LE R N ZE RN E R E
HIEEED1SHE, 228K V260D FHEEE Az —2 54 v
o oZiE (RN FHEE + FEEE (95 %EHX
D dXkoeBh, EERMERBHERE (umol/L) : 7
7R (31) 2.91 + 22.63 [-42.32, 48.15], AHl (33
) -157.49 + 21.36 [-200.28, -114.70], BRIz -160.40
+30.18 [-220.84, -99.97], #%# ItchRO (Obs) 2 a7 : 7
JeA B -0.61 £ 0.19 [-1.00, -0.22], AH| (33
) -1.81 + 0.18 [-2.18, -1.44], BEfI%2-1.20 + 0.26

[-1.73, -0.67], ®1: feff, Wi, 5L MO
H, R=ZX74 /i, R—RJ7 4 MELFRDIZHIEH, PFIC
R A T RFIAZEE U, BB PNERZE O 0 B 5 BORGE 1 RS
1& % K FE L 7z Mixed-effects model for repeated measuresic X %



HEE 21T o 7218, SMEf (188, 223, 26:H) o&HeEE%
BT s ik DEH, KR, IR, 5L M0
HFR, R—=2 54 Vi, =274 V& AR ORAEH
PFICZ A 7% FIARL L L, R MRS o o BU B & i
RS % R E L 7z Mixed-effects model for repeated measuresic
X BHEE 21T o 721, SWIR (15~18, 19~22H, 23~26
W) OFMEEME T T 22 ick 0 EH ORIfER TS
IARFIRETIE38.3% (18/476H1) <, F7ZBIMERIZ T
27.7% (13/47%1), MJ%6.4% (3/476#1) KUinte vV e v i
me.4% (3/4745)  [FZFIE] @FFFAWT : ~7 ) Fv vy
Mg, AL OBIR R MGAEHEE b 7 v AR — & —
(IBAT) ofHEAITH 5, BIERmHOERENCIEAL,

IBAT % A L 7z IR 0 N 2 BHE 3 2 2 & CHEIT R o TG
BEHET 2 OXRMEH @%2voa—ABoluAsicits
BRHERR : MC-2 v v a — A BOBGARZHE L= (ICj
=0.28nmol/L) (invitro) OIS oWET LT v FiCET 2
FNEER - B2 H %52 C L OIS oW a2 xR+
BIHH S oWET AT v FicBWT, REROKSIC X Y #EME
e~ EHEEER 2 BN X &, MiE T QRN EEIEE 2 KT &
W7, 72, MIEFDAST, ALT, Al-P, GGTR UL Y L e
VIEERET X7

(HEIR] <= Z ) F oy MR A~ %E G ORER, @l
1 285°C
EZ)] FEEEHRH (202543 H27H 2> 5 104F)



