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A RKENGT 7 7 IR EEEBR SN BE I LT 2 8,

2 BHEIOB GBI - T, BB DOCLABGTERD I F—
FAY Y M LRI EHRT L2 &, [24.31K]

. BARUAE

W AR L2 LD/ I A —=F A5 b ELTLE
123mgZ M HAEEG 5 50 b, HHORTRARH 2 8 T
5452k,

7. BERVEEICEET 338

7.1 REOGEHZERIIAEO 2T 5720, BHOFIHRRER %
WG9 5 2k, [16.2.15H]

2 PN R AR —E & 5, IRAFERRICREcE %
Mo F e, BT BRI A S 128 B LIRS 5 2 &
BRI B2 0 & 1285 [ 2 88 2 7235 Ad . RO IR 52 0 I
MORAERRT A2 &
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.5 1113

BRI SR L TV B etk & A et ic i, EE Lo f ik
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9.7 MNEZE
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15. ZOfOEE

15.2 FEERRRERERICED 154
T v N OZIRREN OCWIIIRSSE IR 2 3BRIC B W T, BiRR
R RS ORE R 00,1635, 1.5/ICHY T LI F—F
25y FOEGIZEY . ZHEOET (ZN2ENT75%. 55%)
DD BTz ZIRROM T3S d k4B B %I EE L 72,

16. EWEhEE

16.1 MeRE

16.1.1 B@EiZE
HAR MR A B (1361) 1234 —5 A% v k&L T123mg
AT ICHL ARG L7z & & O PR EEHERS I OV )
RENRT A= TDOEB) THo72Y,

£l IH—FAY v M2BmgH HNFEOHS L7z L & O3y e
INT A —F

b Crnax® tmax” AUCo-inf t1/2°
(mg) (ng/mL) (h) (ng - h/mL) (h)

123

(1361) 2124 (36.3) [3.50 (2.0-5.0) | 11519 (27.4) | 3.82 (0.25)

a MM (R0 . b YL (FEFR) . o P (R %)
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0 3 6 9 12 15 18 21 24
BERE (h)
K1 I#H—F A% v M23mgk HRFIOHRS L7z & &0 MiEd

RS (I = R %)
16.1.2 R{E#HRS
WEANZET 7 7)) —FiEE @) 123 HA—F5A% v hELT
123mg# 128 HEIH% G Lz T OEYEHE T X — 51
DForBY)THY ., RIEHG I &L o THBEEEABINT 2 6
D SN Do 72,

T2 IHN—F A v e L TI23mg% 1208 HEOHRS Lz &
XD BRENT A —F
Fe G | R Crnax® tmax® AUCo*
(mg) (day) (ng/mL) (h) (ng - h/mL)
123 1 1691 (22.0) 3.50 (1.00-4.00) | 8942 (32.2)
() 14 2029 (40.0) 2.96 (2.00-4.00) | 10638 (35.6)
84 1524 (23.3) 3.50 (2.00-4.00) | 8582 (29.7)

a AP (EERE%) . b houE (FERH)

16.1.3 BREREYENRERENR
RN (17961) K UOHEIAN 7 7 70 —9REE (10161) 7205
15 & A7 A v ARSI |2 36D RS ISR M B RE AT DA
RIEOFEWEIRE 2B % J T3 4w & L CRMREE X O A%
RS N7z 125 DL L 16 A 2> DR FE4bkg DL 1 K O°167% L -
DT 7T —REZEIIIN—F A v b L T123mgk FRIH%
H-L7z& &, RHEMSEWEIRRMEATIC D CEMEIE/ T X2 —F
OHEMILUTOELEBY TH-72%, [9.78H]

%3 BHRFEWBIERGC S JE L 2, 77 7 ) —HRET
OREREI B BN 7 A — 5

Cinax Casn® AUCtau
(ng/mL) (ng/mL) (ng * h/mL)
LZRDLEIGRA | 1500 61.1) | 11,1 (64.3) | 8940 (47.1)
(13f1)
163 ;
(861 1190 (32.7) 11.7 (52.3) 9490 (33.1)

BT (AT EBRE%)

a: kE45kgPl I, b R TFHA LA 57257 — 8 O, ¢ 8, d: 6305

16.2 TRIR

16.2.1 BEDEE
SRE R (1961) (23 A —F A% v bE LT123mgk i
AT, 7 Fosfor & mIRE, SRR O IRE AT, 8 AR
O 1R A 3O3R AR O TIRE 2 1S BUBTRE e 5 L7z & 2 o3k
WEIREXS XA —F ZLU T D EBY THh-729, [7.12H]

T4 HBGYA I TRHNIBT B EWERE T A -5

LN NP SR s e RSS2 N
KA O Cnax AUCo-int FERAT IO I
IR (ng/mL) |(ng - h/mL) [90% 15 X 4]
Cmax AUCo-in
, n 1561 9805 - -
RATHS Q9D | (53.4) (26.8)

7 R EER & o 1408 8451 0.90 0.86
[F]IREF 5 (1961) (29.6) (28.8) [0.80,1.02] | [0.77,0.97]
R IO 1323 6132 0.85 0.63

1R MRS (1961) | (28.3) (26.8) [0.75,0.96] | [0.56,0.70]

R ATIRI o> 1 H P iy 1278 5668 0.82 0.58
e (19%1) (39.6) (31.4) [0.73,0.93] | [0.52,0.65]

AR O 1R | % 945 5890 0.61 0.60
5 (1960) (28.3) (26.5) [0.54,0.68] | [0.54,0.68]

FATPIE M (ZBRE%)

16.2.2 W ENFIRE
GREMERE R (1061) 123 F—F A% v b L T123mg% H
%G L7z 8 & OMREINA 7N 58 F 1 13875%
THh-77,

16.3 9%
HA N S (1361) 123 —F 2% v &L Tl23mg
AT ICHEERIES L& 20D ITOSHER (V/F)
1371.7LCTH - 729
IH—=F A% v b OUCEGIL (1~100umol/L) Db bIfisE s
V87 A ERIZ98.1~111%TH > 72 (n vitro) ¥s

16.4 X35
GRE R AN B Y (661) 123 =5 A% v b OUCEEH#RAR
123mg#% HAFR LIPS L7z & &, Hh248fk EF Clo7— v L
7oMER 7 — & h B S L 7z A RS R Lok 2 R ZE Ak
OEGIITI%TH Y . O-7 V7 10 Ve (M1, M2
M3) OEE1X13% (5. 2K U6%) TH-7:",
IH—F A% v MICYPIA2. CYP2A6. CYP2B6. CYP2CS,
CYP2C9. CYP2C19. CYP2D6. CYP2El. CYP3A4/512%}9 %
FHEMEH . CYP1A2, CYP2B6. CYP3A4IZx3 2 k3R
otz (n vitro) 2,

16.5 BEtt
GRE R RABE (661) (2 F—F A% v+ OMCE#AE
123mg#% BRI G L7z & & 355240051 % F T 5 s
REDTT 2% DR AFIZ, 20 4% 033 2t sz, F 720 &5
12 M1 1% £ T ORGHEREISH 3 2 KRB L O-7 v 7 a >
BAEE (M1, M2RUM3DOAERD DR HEIEE55% & UN5%
ThH-729,
I#H—F A% v FIZBCRP. P-gp. MATEl, MATE2-K.
OATI, OAT3KUFOCT20#£E TIE% < . BCRP. BSEP,
P-gp. MATEl. MATE2-K. OATPIBl. OATPIB3. OATI.
OAT3. OCTL. OCT2ICM § 2 HERAIIR S h otz &
72, SGLT1OEZTH Y . HEIEH (ICoff : 64.7mmol/L) %



B DI EDRBEENA, SCGLT203E TldZ <. EMT
W3R E otz (n vitro) B9,
16.6 IHENDERZ2F I 28F

16.6.1 BiREEREE

ﬂ./\ CHEREIEHE B (CLer>90mL/min. 861) . JE B B
FEfEEE (60<CLcr<90mL/min. 861) ., &5 *ﬁ‘fﬁ [ 52
% (30<CLcr<60mL/min. 8%) J OVE BT (15<

CLcr<30mL/min, 8%1) 123 7—F A% v k& LT123mg% H
FREC G Lz L SOFEYFHE AT 25 ZUTOLE) TH
o7z, Fo. BREEEIE R E . BE, PSR L O EER R E
BN GEATFIME) 136.4. 7.7, 22. 2R 032 3 TH
N, BEREOETICEVIER L2, [9.2.15K]

5 EHEREIE T E N OB RER S 2B ) A BB NT A — 4
EREREIE R F I T 5
Cinax AUCo-int HN RSO Mt
(ng/mL) |(ng - h/mL) [90% {5 X ]
Cmax AUCo-int
HRREIE R 2100 12397 - -
(8471 (26.0) (27.7)
R ek 2191 14536 1.04 1.17
(8f1) (28.8) (30.7) [0.79,1.38] | [0.90,1.53]
RS R e 1868 22460 0.89 1.81
(8f1) (32.1) (42.2) [0.67,1.18] | [1.39,2.36]
TR R e 2078 56154 0.99 4.53
(8%1) (45.5) (24.9) [0.75,1.31] | [3.48,5.90]

RATFIME (LERE)
16.7 EMHEE(ER

BRI N —F 28 v MEED
r/J\ AP I fE D Froe
B [90% X 1)
Crnax AUCo-in
TEANT 7 L) T b EAEE 0.92 0.95
(72T 7 251) 75 E L T40mg) [0.81,1.05] [0.81,1.11]

HREEE LCL AR 2K CIRAS 282 30E L 72,
¢ ¢ A& R CIRIEHRINS 5 B/ AH] 2 K TR S 2

17. ERPRRRIE
171 BHMRURLMICEET 235
17.1.1 ERFEEFSE DHEKR
RABRIIAH & BEFETHE: (TN =+ T 7 7 XIN
— %) OHMEROEEELFEMT 5 T v 5 2 LIEERESET
BB CH 5. BEEMAIHET EMTOHRANZ &H18~72i%
DR T 7 7)) —FEESTE (FYE25H., ZME326]. eGFR=
30mL/min/1.73m?) &R, I H—F A% v F123mgHh’18»
H b B AR 35 SRR AR R R 528 NS 1 18 H T s
HIRNIR G S M. D%, 127 AMOIEE kB SH Tk
SN I T =T AY v M123mgnshE H &G Sz, BANC
FUBED & 5 GLA SR TS % F 5520 (RFIHE3AF (HA
NGB . BEFAFCHLAELSB) (HARNLG)) SRS & S
720 FEEFHEEE TH 555187 A TORIRK A BEDE
MZELEOMHERIZ, TROLBY TH ), KHW CRERMFHE
R L HETH 572,
F8  RERE A R OEMELE DR E

S s e s TN IH T e B R
A THLV =€ PILT7RUETHIVS 4—€ N—

16.7.1 77 /9‘\ € FNTFREFS /9 t ) # N—A54 | 8.7£20.2 (34%) 94.7+20.2 (181)
SENGE 7 7 7)) —iEE (1260) IZ7 ANy sy —8 7TV 77 CFRecspn® |FET187 IRE[ 85.3220.5 (3467 89.7+21.2 (17))
0.2mg/kg LT H N & —F¥ ~R—4%0.5mg/kg L < +1.0mg/ ot e s | 0-40 [-2.27.1.48] | ~1.03 [-3.64,1.58]
kg BRI S FTIH—F A4 » b & LC123mg% & 13 S (34 (187)

o N—254| 82.3+16.9 (34%) 81.4+23.9 (181)
FLI L SOEYBE ST A =S BUTOEBY) TH o7, Fe5187 | 75.6£19.9 (346) | 82.9=23.4 (1661
mGFRiohexol™ v - - -

F6 MFEPIH—F ALy MREEMEERa-Gal A K e |45 [77.65,-1.06)) -3.24 [-7.81,1.33]

133 (34%1) (18%1)
M3 S =5 A% v b | fHEHe-Gal A EHEOR $ﬁé+ﬁf%%1g¢ R R
THNY Y =¥ | REORAZTEITY | ST T O L b /min/L T ‘
OB f TED I [90% (X ] [90% (21X 1] 7o, ERERAREN OMAEFlyso-Ghail L DR R IT TR &
Cnax AUCo-int Cmax AUCo-inf BHYTHo7o
THANYT—E TLT7|  1.03 1.03 1.71 4.15 I A
0.2mg/kg (460)  |10.80,1.311|[0.67,1.56] |[1.44,2.02] | [3.28,5.25] £9  JeE B R ONMEE hilyso-Ghsift B O #% 4t
THANY T~ N—¥ 1.01 1.10 1.73 2.83 KA BT R L BE
0.5mg/kg (5%1) [0.70,1.45]0.68,1.78]|[1.35,2.21]|[2.12,3.77] Sl N—RAF54 | 95.3%22.8 (3361) | 92.9+25.7 (1661)
THNY T =¥ ~—% 0.95 1.01 1.39 1.99 L@ﬁ‘ $e5187 | 89.4+22.8 (3261) | 90.6+36.7 (1361)
1.0mg/kg (3f1) [0.46,1.95]|[0.65,1.55]|[0.97,2.01]|[1.50,2.63] <;m% AL -6.6 [-11.0,-2.1]| —2.0 [-11.0,7.0]
S (1260) 1.00 1.05 1.63 2.94 & = (314) (13%1)
- [0.79,1.261|[0.81,1.37] | [1.44,1.84] | [2.43,3.56] 25 4| 6:35(0.80,59.07) [ 9.65 (0.85.73.40)
at THNY T — CHRE ARG b AR T Y s it (32f1) a7

— WA WE;%S R 740%£%f7m> 641$g%fzm>

*16.7.2 77 1 > RUHHH (nmol/L) s | 095 (£2.27.28.30) | ~0.04 (~11.90.2.57)
SHEI . (2060) 123 H—F A% v bELT123mgk & Sl (3141) (1541)
B (7 = A VEARESUTHWE S AR ZMAET CRH S ME = R s EEE R AR PIME [95%F X ], MEE i lyso-

BB L 72 EDIH—F A% v b OEYBREIZ KT T HEIL
UToLBh)THo72%, [10.221E]
7 MR IH—FAY v MEEICKITTEE
MAFFR I H—F 2% v MEED
e HN RIS o e
[90% 15 HE[X ] ]
Cinax AUCo-inf
h T A EA R 0.40 0.45
(#1724 & LT190mg) [0.35,0.45] [0.39,0.53]
oA MEEH HORE 0.95 0.91
(v afls L C26g) [0.84,1.09] [0.79,1.06]
N T A Y RO 3 fEEA R
(h7xq 2L Tl0mg, el [ogﬁgm [oﬁﬁxm
T26g)
T AT — LA R 1.03 1.03
(7 270V — 2k L C125mg) [0.91,1.18] [0.89,1.19]

GhsifFE © o fil (EE.)
¥ 5187% A E CIZHAEIRIN T 7 b % (BA XY b, A X
U I A XY P IUIFEL) R EHIL EERE A ARH]
TET29% (10/3419) . WERAliFEm e T44% (8/1861) Th -7z,
kb, RFE308 HE#xE Lo #RE 2B 5eGFRekp-err
K OmGF Riohexol - M 22 L #1E -1.72 [-2.65. —0.78] mL/
min/1.73m? (3161) K U*-2.75 [-4.81. —0.68] mL/
min/1.73m? (30f1). EEEEHREOE(LEIE-3.8 [-8.9,
1.3] g/m® (2861). BIEERIRWT 7 + 7 & %58 L 7 0eE &)
A1332% (10/3161) TH o720 [9.2. 18]
AR T 7 b ZATEA XY b LA XY b, BRI A X
VMROLERS R, HAXRY FOEFRIIDTOEBY
HANRY R ONRN=RF 4 &KL TeGFRekp-er12515mL/
min/1.73m*PL FARF A2 2eGFRekp-eri¥90mL/min/1 . 73m? A1 .



TAE@24WF R 5 v 787 DIR—= A T 4 » & Lk L C33% L) 114
TNAD24WERI IR & > 787 H3300mgbl b & EF E iz,

oA N7 b DR . R ERRE . BT O R R
(PIAEEIRIE DR EF RS, ~— 2 X — 5 — A m 5
BB s B 2), Wid=a— 39— 2 LG a s mmE LV
JED ) oI LAE L EFRS N,

JRIMAE A X > b AR, U — B SR & E S iz,
¥ 5:30 7 A E COARFBS-BEORINEH D 5B1E1337.3% (19/51
Bl) THY. EREWERIZERLS.7% (7/5161) TH-79,
17.1.2 @515 MHEHER

KREBREARK OFE R N EEEEZFMT 27 v ¥ 2L EE
7T X AR5 HGRER T d 5 o BERMTOIEE & REMIILIL6 7 H D
LFER L T W 16~T4OINE NI 7 7 7)) — B E6THI
(BPE2461, 2cik4361, eGFR=30mL/min/1.73m?) % & 512,
IH—F A% v F123mgXid 75 LR )6 » AMEHEO%S &
N7ze 2O, 187 A OIEF Mkt 53 Cld ez I 71—
Z A% v M123mgAE H ORG-S iz RRNCISED H 5
GLABIRTERAYAET 55080 (777 & RE22061. KHIH2861)
2B LB HEE MM & 72 ) OGL-3FH A ZLEIT T #
DEBYTHoT20

#10 HHEBMINE S 720 OGL-3 HAGKBOZILE O R

ez | gy |mmerAmzc| gy [TV f;é” H*
SA4v | 6 AE | oBfkE | 124 AR (D;; il
S5 p A 0.493 0.565 0.071 0.312 -0.330
AR +0.594 | £0.975 +(.563 +0.628 +().626
(20f1) (20%1) (20f1) (170) (17)
KAl 0.649 0.389 —=0.250 0.429 -0.239
AR i1A2729 iOA7792 +(.513 i0A$61 i0.§00
(2561) | (268 (251) (2241) (2281)
TG + R (R

PE50/6~12 1 75 A AR OV U560 AW, AH AR

IZDOWTRANR=AT A VD 5O bE
KF & 18~24» H ¥ 5 L 728555 12 81T % eGFRexo-reidF 22
1b&1£-0.30 [-1.65. 1.04] mL/min/1.73m? (41%1). £%
EEAROZEIE-7.7 [-15.4. —0.0] g/m* (27%]) T
2720 [9.2.1%H4]
15245 AW E TORFEGEHORMEHOFEBLEE1Z245.3%
(29/64%1) THH . FRENEMIZTINT. 8% (5/64%1). HHiF
7.8% (5/64%1). H.:6.3% (4/64%1) K UHEKE6.3% (4/64
Bl) TH o7,

17.1.3 @S E M HEEER
KRBT, BRI ORENE, EWENRE, )%, BRI % 3
%%tk I ERRBE CTH 5. BRMTHEET REMH. U
BERMARE T E L T2 EId A7) —= v 7 Ol4H M E
ANCEER TR X DR Ik L 72125 DL 18R il 22
REASkgL LD, RANIED & BCLABILTERE Y HT 5
MEINT 7 7)) —REE22B 2R RIZI T —F A% v M123mg
A127% H B H & OS5 2 iz,
KA %127 AEHEG L2 EBEICBITAR—ZAF14 h60D
eGFR (&> 27 Vo #HN) oZfbm (CFHME + R E)
12 -1.6%15.40mL/min/1.73m?* (19%1). ZEEE L DOZAL
# (Pl EEE2E) 13 -3.9+13.53g/m? (18%1) TH V.
% Plyso-Ghslt BE D2 b (HpoJefE (HiPH)) 120.2 (-65.4,
115.8) ng/mL (1961) T&dH -7z,
5127 AR £ CORIMERZEHIE1323.8% (5/216) TH D |
F A RIERNEERO 5% (2/2161) TH o725, [9.75HH]

18. EZhEIP

18.1 1EA#F
T 77 —IRIECLA BT OERIZ X Ha-Gal ADTHHEETIC
L0, GL-3%0EAER L. BhE, OFE. M s

OHBEEL /25T HEDCLABIGTERIZE Y, BEh
ERHEE R L DARYEERa-Gal ADER T B2 ENH LA, 3
=T A% v Mda-Gal AICK T HHEHEH Y v~ & LT
ER L. /MR B ChEE 02 Sl g-Gal ALZEIRI D 1] i1y
WA LT Y Y — a0y ks ilEdT 5, VU —2A
WTIE, IHT—F A%y MHREEL. %R L 72a-Gal AIZXY
E L 2GL-30 53 el 29355, [9.2.1%1]
18.2 FEE/EH

~ 7 Ag-Gal ABIETZRIL, b MEEM-Gal A A(ET %
B ERT 7T ) =R T AETFTIVICIHN—FAY v MO
B G- U7zE, B2IE . GOl B I SR Oa-Gal ATETEE
BRI R . GL-3IBEIXKT L7z /8
Loy e LT, BxFEG LY 2y (BAKSRE) Tk
L0 BV GL-SIE K TR R s /-®, [9.2. 18]

19. RS ICEIT 2 EEZHIFR

— g% I H—TF A v MERE

Migalastat Hydrochloride (JAN)

(2R,35,4R ,55) -2- (Hydroxymethyl) piperidine-
3,4 ,5-triol monohydrochloride

CsHi1sNOs - HCI

199.63

b#4

SFR
SFE:
BER

HO

HO
NH

SH H
H

H OH
s~ s D i
P pH1.2~7 S5OHPFADKFEHNE TR T Ve T2, MR
FARICETR T, P AF VAKX Y FIZRREITIC
LV AT = VIZEITFIZL, =8 7 = VUL 7+ b
ZRUNMIZIEE AETET RV,
#5244°C

* HCI

o

21. ERRME

21.1 EdEah ) A7 EHEIH 2 HoE o b MUIZE-RT 52 Lo
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