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22.40. 1° A S5 SRFRAE - S L e s , 78 “3AY” 5 Thi b , AL &4 (1) 1 i B4 38 ok 78 X 2600
RETHE A LA20/E R f#E4.1£0.1°.8.34£0.1°.12.44+0.1°.13.6+£0.1°.14.5+0.1°.
14.940.1°.,15.240.1°,17.2+0.1°,17.840.1°.19.3%+0.1°.21.240.1°.22.4+0.1°,
22.940.1°H123.3+0.1° b SR EFAE

[0084]  fb&WH & A mT DL Ik 22 /s F 4 2 7k (DSC) #i BER RAE . IR 0L, 78 “3 807 J5 T
H, A (1) 1 b B g i B 8CHE & B 7R HE FE 2987 C T FH UG I AR AN /8L 2192 .4
C I 1 BIDSCHGE B SRR AE - IR 0L, ik b, 78 “3AY” Jy i o, &9 (D B B B A @it
DSCH 5E 189 °C 296 °C ¥ . At ik st , 75 “3AY” J5 1 A, fb B4 B A5 S8 1 DSCHf 5 11190 °C 2295
CHIME R IR PLEH, 75 “38Y” 7+, AL &4 (1) 1 b B 2 A 1@ I DSCHf e 91" C 3294 °C
(A 05 o s L i b, 78 “3AY” 7T R, 4k &9 (1) 1 i 284 B 3@ 3 DSCHf 52 1992 °C 2293 C K I
[0085]  fb &4 it 2R T DA ik LR M SRR AIE o 77 i (R MR M 3 T FE AR B Ui P R oKy
A DR O B 1T B ) B I B o T AR G AR A, B AR AR T AR LK
BT AR H AR BRI B AL o 7E SRR 7 S, K BT RE AR LR
U, st , 1b A9 (1) {0 S R IR ORI

[0086] b4 () s 28wl DL E Jeb G AR B R 2 R AIE o DRI UG, PR e, A5 (1) () a2 ] DLIE
b I E TSR RAE  AE— AN St 7 S, A & (1) I 45 d i iok I8 AR 8B H 1 24 [ #
ML K RALE

[0087]  fb &4 () ah 2 A AT DL I H B A5 2RI (DVS) B2k RAE . R bk, th A4 (D 1
f AT DA 396 38 1k 4 R 9AFNOB HH o ) 1 FLDVS il 28 Sk R AF AR b, 4L & (1) (1 5 T LA
AT T PRI B/ A 2 o A 3% R, DV'S R 28 7~ HH ot 2R P B AR AN IR 3 P 2 R

[0088]  JEAS I RN G A o s HAE 2925 °C IR FE T I8 R FE 2995 % A AHEE R /N T
292 % I K 5 o AL IR ML, 72 2425 °C (1)l B I & (1) PE 2995 % FI AR RHEE F , IOK RN T4
1% o W 7K 3R (1) AR 368 o 02 00 3R, 7 28 AE 24195 %6 [0 AF e 58 RN 24125 °C R E R AT )46 I
1 G AR RS .

[0089]  [K|U, b &9 (1) B db AR 306 7E 2195 %6 R FH X B L 2925 °C TR B R0 % £2%
(R 7K o 3 FE AR 3% L, Ak &1 (1) 1 5 T8 7 2595 %6 1) AR XTI J3F L 2925 °C 1 R IR 0 % &
1.5% (7K o Bt ide iy, A& (1) B A BLAE Z995 % R AR X FE L 2925 °C 1 IR FE R IR0 % %
1% 7K

[0090] S Ahh, A BH 1 it Y A i A2 A e 1Y) o B A, TE 2925 °C N AE LR LB IE K85 9% (1
JA) 7 AR R A S AL A (D) B &R 2, an B TR

[0091]  7E“27” JrTHI H , AR WIS AL T4 &9 (D) 09 53 40T Z A 2 (22Y) FEXS 26k K
FT 5 R R oR DL2O0E R OR7E16. 90 2° kb I s it , o fE 16,940 27 Ab 1) S 3 X B 28
K AT S A B DO A dpe i S S 2 — o A, 7E 16,9 0. 2° b ) S S X ok A A7 5 B
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() = AN e i R 2 — , B R 16,920 2° kb 14 B S 9 X0 2% K A A 5T 1 v 11 7 A e e
S — BRI, FE16. 9220 2° b 1) S S D9 XS 2 A AT 59 P o ) e i e o 348 BRI e
iy, 7E 2897 7T i B XS 2k AR AT I B R D20 RN BIAEL16.9 0. 1° A S
HrP7E16.920. 1° b1 S i Ay XERH b AT i 1l v BT DY A e i S S 2 — o P de s, 7E 16,9 =
0. 1 Ab I S 55 X Sk AR AT B b i) = AN e SO 2 —, B Hop #£16.9 0. 1P A0
S R X Ry AR AT B R A B 5 S 2 — o BRI, 7E16. 9220 1° Kb S B A XGT 28
K AT 5 B R ) B S B

[0092] R ikt , 7E “27” Jr T A , 4 A4 (1) B it R X 200 AT 5 Il v S5 s BA2 0B KoK
fI7E15.2+0.2°.16.1+0.2°.16.5+0.2°.18.9+0.2°.23.1+0.2°.25.5+0.2°.27.7+
0.2°F128.520.2° 11— F B BH 2 3 Ab 1) — N BUE 24N I - I FEAR e b, 78 “2 847 5 T
H A& (D) 8 T R D20 R E15.2+0.1°.16.1+0.1°.16.5+0.1°.18.9=+
0.1°.23.1+0.1°.25.5+0.1°.27.7+0.1°F128.5+0.1° 1 ] —F 8L FE L H A — B E
2

[0093]  7E“274” i+ , A A4 (1) (191% & Bt AT DL Ik 78 XS 2ok R A7 5 B v LL20 (B 3R
NHIFEL6.110.2°.16.5+0.2°.16.910.2°.18.9+0.2°F123.1 0. 2° kb ) S5 K RAE
PRade s, 75 “288” Jr i, AL &9 (1) 1 & 24t m] DL sk 78 XS 20K AR AT 5 B BA20(E R 7R 11
7£16.1+0.1°.16.5+0.1°.16.9+F0.1°.18.94+0.1°F123.1+0.1° kb ) S 5 R A
[0094]  7E“2RY” A, 4 &9 (1) B db AL nT Ll W B 3BH & B HI 7R HAE 2958 °C R 46
W FAFRIRFN LI 70 °C R4 R IDSCHIE B SR R AE - PR UL, 7E “28Y” 7T, A4 (1) 1 a8 B
HOTCRTACHIE mi Pkl , 78 “28Y” Friih , A &4 (1) 1 a8 A 68 C RT3 CHIM &
WAL, 72 “28” Jr i, A S (D W E L B A 69°C 72 CHIME m - B tlideh , 78 “241”
Jr A A (D e B B A 69°C R T1°CIIME R

[0095]  ASFRE 1 & BH N H - BRI : 75 “2 897 J5 T R, 4 A (1) 1 i B R 30 2 v T
K BRI, L i b, 7“2 J5 T R, Ak A (D) 1 SR Y IR AE 2025 °C TR & 1 /K 14 N 29 75mg/
mL % 285mg/mL . SEALIE L, 7E “2 8" Fr i A, din Y I AE£925°C TR I & B 7K I PN 20 T8 mg /
mL % 282mg/mL . s PRI, 78 “2 8" Fr 1 A, AL G4 (1) [ AL I AE 2925 °C 1 il & i 7K i
NZ180mg/mL .

[0096]  FH T & ¥ A FEE 1) 7 R AE A AT 2 RN E 5 9 Joe iR IR 3 v « 75 A B L A e it
DA K58 A BAT WG o B AR AR S i B A 150 B, 75 D00 7K P 5 P IR 32 92 R / Bl s Ak 3 R
THIE o

[0097] AR BHIEIRAE A& A SRR A4 (D ) an L 29G4

[0098] 3 , AW (1) B dm 24 LA 25 W 20 & W el R 0 8 Xt A T 38 3% o XFE I 9 AL &
Vel DLdE I AT AT T B2 52 e s A e T B 3, BAREA R T4 0 53 (BFEE ) 1)l
B At 77 20

[0099] AUk B 254 2H & Wi 5 HH T 24 FH 804N — i sl B 22 A 328 1) R 2 SR % o G SR
7 BB, AR AT DA FH & RURE e A 28 8 15 39 S SR B TR B W s 2 B N 7L i
FE ALV A L AR S .

[0100] 43T 55 A4 75 88 (BP, DARR T 55 AFIEE) &8 it ), AR BRI 25240 &
YK 8 B E AL AW (1) 1R & TR E PR iy o e 1, AR BRI 29 H A B & & )
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(1) B ém 2 HAN B HA RS oy A e, AR U B I 25 A A W0 B B FE AR 3 b o e b, AR B 1)
G B B AR A AT AT SR R o B e B fiee 3 ] LRy B R e R B T 2 R A AP 4 R
(HPMC) fise 32 . 803, AN R BH I 25 A0 &0 o] LA S 4 &9 (1) 19 BLAE 3 2 s 23 F — P B
B 22 Ppn] 24 FH #8044 o AR B AR N TR R0 5 38 1 BT 245 R AR, 9, g 0 K L AR B AR OK
B (10, 2 8%) H I 22 o0 RS 8 AT RE K VAT TS R R < 45 AR TR A T TR R L A
5E 79 FLAR TR 43 R 577 8 770 AR R o € 7R IR R B B A IR G R R R R )
JR VA TR BRI VA ) T ST ROR Bk 2 5 T R iB I R 1 L BRI s B A AR 5
BEIS 90 L LN B 0 B 5 ROK /NS BB I VE R s IR DT , 19 A il IR 1R s JE WL R , 1) T dwi ek IR
FRFREE DT K B RS s & R AW, B U 58 245 WL s o B, 508 10 e e 2 5 12, 491 s 1 1
R ; SRR AT AE R AT BN R AT 4 R R PR AT Y R L LA Y X B R N 2L F L 4T
Y25 5 LU S HA 5 RS FH s n 5], 4 BH RS 3 e AR A R BT AR RS

[0101] &G (D) W25 &9t ] U B C 50 18k R R AR 748 B 55
22 NS FH o 540, 2546 P aT DL 2 03 3 s R dn T R R O SRR ) RERR B L A
It -2- i (azacycloalkan-2-ones) S8R G, H H A BN BRI 815 R G4 18 1T LA
155 FH 53 A1 BT 51 , B4 Jisc o 711) LA AR 22 )

[0102]  FHFlig B A ite FH 0 3 S 70 L 455 I T 7K 1 A A R VA T VR B 50 RN L 571) K 1 A 57
B FEAG Gy 55 FH 2 R /RN / B AR 38 R K o R 7K PR 71 1) S48 L A9 L 2L

[0103]  fRidktth, 252 G W& — Pl B8 200 55 40 B 25 WG PR % 2 & 978 A
55— Pl 58 2 Fh O AN 25 YR AL A A A (1) (R a2, B4 — i io i (o, —
SEAE B — TR ), A BRI (], AR D ok i B TR R ) o

[0104]  FFfil B B A4 Hh , A 0o SRR I 60 i b 20 Tk Y TR A v e R 1 o R ot 8 T e il
(O FR Ay 45 o 7 Fig i GBA L, EC 3.2.1.45,UniProtf%fi%: P04062) /K fift . L 41 , 7E7E T 41 0
5 () A 7 T A T B e 2 Pk e (GBA2, Uni Prot AR : QOHCGT) 1 AE M8 Ab T 75 bl b 22 Bk iz .
DRI, GBATFIGBA2 #3822 5 1 ML &2 31| J LM B AR I ASURE 1 44 48 0 3L 2 U

[0105] 7% H A Vi B AR RRURE 1 28 35 v, kAR B W I 2B W & IR B R B B b, 5 B0 K
P () B A 8 TR M A/ At AR T

[0106]  JEmi7~ i (FEW02015/147639 A1H) 4b-&9 (1) TEIGTT 5 A /K 1 40 B ¥ o1 5%
VS TR A R B o 220 T FPg A/ B v K T PR A AR I R D ()59 7 T A2 A6 30 o B T4 &4 (D) (1)
i 2 AR BE S AR AL S (D AR FEAR S, BRI &4 (D B R 5 7
i 7T 40 L R o 40 I PR A/ B v K ST PR B R T R D 95003 7 TR AR AR 0 - e o
e EH (1) ()b BUAE VR IT 5 7 0 7K1 TR 240 B 375 ol B0 It A R o 42 I Jie R/ B8 v 7K - 1)
HE T AH < R 955 7 THI A2 A6 2

[0107]  4nsEtE 4T, AL &4 (1) 5T (38Y) 28R 97 5 A W /K 7 ) 40 i i o ik v g
A B o 8 T JF AR/ BB v 7K T TR B IR R S )2 9 7 THI 2 A 01K o B AR, 37 i e
Jé & - Bz e i C Y /N BRI R AARAIE

[0108] [l , A& BAER AL T A SCRTIR AL &9 (1) 1 S B sl an A SCprid I 25 1690
TR R A .

[0109] AR BHIEHEAE T WA SC AR 1 db BB A A SCRTIR 25 549, F TR N 2591
Hi&.
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[0110]  ffRidktth, A BAFRAE T An A SCRT IR AL &4 (1) (1 s B B A SC Rk (1) 25 P 4H
Y, FHTAEVRTT 5 B S 5 7K ST 0 R e 22 Tt e AR/ B0 s 7 S () B 0 I 100w %) P O o A
I, V5 B T AT R R R R 2R B A RN/ B A v KT ) S IR 4D 9 D Vs B R T R , 45
S (1Y 27 32 ) (v AT HLIG L GM LA 8 75 1 IR I ARUAE  GM2 e 28 715 7 JIg I RPURE. (7
-5 o W SRABEE R ANABAR S ) (VIR I ARUIE L J8 2 - B2 T C AL AN Bl A PR LR 22
DNRERE MR LR B AIE 5 B AR AU SR 6 AIE B2 95 AR 0 — T (P REIR 4] 2art A e 6 5% 25 KL
e A IALEE vy AL ] T IR 22 9 B o T TR0 J s R 18 1tk 28 0 5 B ph 20 AR AT PEJBAE , 451 n i
G AR B T PR R 5 B s K AR AL o R SR AR I b, AL A (D) 0 i L s B S e &4 (D)
4 &0 2R () 25 0 20 0 mT FE 36 7 GMILRH 28775 5 Jig T B R/ B GM2 4 28 45 7 R I AU (437 dam
Z2 -1 v T  SRAEE T AIABAE R Y

[0111] SR EEAR G, AN R B HR B T AR SCRTIR 4L &4 (1) 1 &b AL B 78 SC R i 1 25 9)
HEW, HTAEIRIT I 2 - K r i CRL A 1 FH i

[0112] AR BHIRAE T WA SCHTR A& (1) KR B A ST Arid K 25 A &4, T
TEVRTT SABEE R I &

[0113] A BAFEHE 1697 NELSh W B 0 J e 5 7K ST 0 0 A o 28 I e 1/ B0 v 7K 1
BEBE G (008 (1) 5 v, A ) A LG 75 B 0 A i VR T B AE AR IR i &4 (D
1 B B AN A SCRT IR A G

[0114] AR BHIRAE T WA SCHTR L& (1) KR B A ST Arid 25 &4, T
TEPRIEIS Jo 5 5 7K R R8T 7 o 422 Bk i 0 / 8 v 7T 1R S 0 I 40 998 [P DIE R v 1 PO
[0115] SR EEAR LM , A A B ER B T A SCRTIR 4L &4 (1) 1 &b AL B 78 SC R i 1) 25 9)
HEW, TS 2 - UC s R CRL IR T I F &

[0116] AR BHIRAL T WA TR AL & (1) KR B A ST Arid 25 &4, T
TR SABEE KA IR A i i

[0117] A SR ML T I8 N Bl B 2 00 % S 5 7K ST T R o 28 I e 1/ B8 v 7K P 1
PR I ()98 R IR 1R 7 2%, B0 1) A b 7 R I R VR T A R I A ST IR A A
) (1) 1 i BB A A S TR 2 A S 40

[o118] &4 (1) B &R 28 (5, 3750) W] LA FH - BSest AN 8] () e PR AR AAE , 451 -

[0119] 1) JIpa AH C H AR B IR %

[0120]  2) REE; Fl1/BL

[0121]  3) FLPFRIFLES.

[0122]  nsiita il 4T , (&4 (D) a2 (B an , 3%Y) A Rihys i 2 0 . R ik, (&4 (D
1) R 28 (9, 37Y) m LA FH 9677 BRI IR Ao w1 0 B o SR o 481, A A4 (1) 1T
(5, 374) mT LA FH T B sk /N i 1 BF 4RI (Purkingje cell) $2k A0 &4 (1) 1 &
R (), 3KL) BT LA F- PR sl f A 2 AR T A A (1) B Al L (i, 370) mp LU -7
77 B D R 2 4

[0123]  fb&4) (1) B &b BULEIRTT V0 T o 7K 1 1) e A o 28 T e AN / B8 v /K T T B 0 i
() 2 995 5 T B AR ME B ER MR B T4 & (1) B A B X R ORBE AR 2 T R A
(glucosylceramide synthase,GCS) F1={E¥7 (A 581 b3 i 15 i3 B (GBA2) =1 28077

[0124]  ARSCHTAR 7775 0T LU RS 7 1L B8R P 71
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[0125] it FH AT DAGE I DA R S8 B 28 1 R 770 < U770 e 3551 L S0k 771 BRI GTI &E r  1
it 5 B0 T 18 4 it FH S A0 20 5 P B P R P PR S IR S R A A B A
A5 BR B TR B4 FH 7R (91 A 28 B2 A T 711) S 3R 771 448 7 U 791 428 280 Il A ) 7] 28 2 i
TR RN F) &

[0126]  FE& M A, H A 218 % N EAAE£0.0001mg/kg % 10mg/kg , fLi&H10. 00 1mg/
kg% Img/kgBY0.005mg/kg % bmg/kg, 3 H EALiL 0. 01mg/kg % 0. 5mg/ kg, LA —fr B LA2 2
A BT A it FH o 510 4, X T 70k g BN B, & il I e H RN 290 01mg / K&
30mg/ K o & i ik P it FH B 1 0 5 H = A i@ s AR B 290, 0000 1mg/ kg 22 10mg / kg it FH
R IRECE R IREE 20 A1, 48 3 R DL AR iR 5250 000 1mg / kg 22 10mg / kg 1) 7
B0 BRI — R IR B 22 0o 77 i I 2 R R A 1 A ) S AR AR A 155
&Y e .

[0127] B T4-&Y) (1) 1 b BUAE VR TT I8 S S 7K T 1R AR 0 A 22 T b AR/ B v 7K1 )
WG s (5140, J6 2 - Je s i C ) J7 T R R & i, 7 HL 75 ARSI 7 &, ki &
W (1) B L2 LE 9697 IR AR 57 1) E AL A 09 an K 51 B (G 1200mg /keg/R) 724
D HIEIEH

[0128] AR BHIEFEAL 1 i) £ Qi AR SCRT IR 14 8 28 1 7 35, LR A AL A4 (1) IR & 5 3 57
i AR S FIE H NG LR 2T 57 P 2R F IR KRR T 28 Y 2 ik (TBME) o ik BE AR
W AN CR LG O BT T . i st , FE4E AL &4 (1) FORE & 598 77 B fi 2 R, K
& (1) BIRE S Alifk DLRR B IG - A ad th , o FH ey s alifb b &40 (1) BRI B AL i
Hhy, A5 R P B A A A A (D) PIRE b o 5o b, R0/ B8 Ak, i ot R i 2 1R sk 4li4b
&9 (1) IR &

[0129] &4y (1) 384 b AL mT Lhad ik LA 7w ol 7 v A — 35 3R 15

[0130]  1)¥42974mgtb A4 (1) F12.0ml ZJE VR A I7E20°C 230 CHa Rl A , 1 w2925 C 1
TR =K A8 E I e DRI &4 (1) (R SR Y

[0131]  2)¥42974mgtb A4 (1) A2 . 0m1 2K FEBE TR &40 7E20°C 230 °CTu [ I , 1 in£)25°C
RS N HEFE =K, AR ik sE LIRS &4 (1) I b B

[0132]  3)¥52982mgfb &4 (1) A1 .0ml ZFR LR IR A P7E20°C 230 CYE I , #1225
CHIREE NHHE =K, 285 18 DRI &4 (1) [ s 2

[0133]  4) ¥4 2982mgtb. A4 (1) A1l . Oml S N BRE TR & 04E20°C 230 CTulHE i , 1 in£)25°C
PR R HEFE =K, AR it sE LR &4 (1) I b B

[0134]  5)442945mgfb A4 (1) Al . Oml /K VR -G HTE20°C 2230 °C Y Bl W , 1 4n 25 C (1) i
FE R RE =R AR S i P8 LIRS A ) (1) 1 &R 2 s

[0135]  6) ¥ £9100mgfb &4 (1) F13.0m1 TBMEMIIR S H1E20°C Z230°C ¥ Bl P , 41 n £ 25°C
RS N HiFE =K, AR et B8 DR &4 (D) i AL

[0136]  ffRikh, 7ERAL &9 (1) SEFNR G 2 00 KAk &9 (1) BIFE S 2k CARBR 25 TR 16
Mrade st , 1 € iS00 & (1) ORE Sh 4l o I8 BB A ik dth , £l P RE i € i A KAk &4 (1D 1
FES Al o 5 AR /B8 Ak, dd it B R B 728 TRl A &9 (D) IFE 2difb .

[0137] sy iR ARSI AR N ORI, F BB FHEA PR T 40D JE A be o B s 1 I
[0138]  ASCHTiR L&) (1) B3 BL (1) A2 7 7732 AT LAAE Crase e A FH A3k 7R B0 A AR BE 2R (1)
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B RS B 3EAT 5, A A (1) 38 & B mr DL sk PR 3RS B &9 (D) 5 4R L1
7£0.05g & 1gtb ImL 4654 (1) b 4R R ] A LL 2 T VR -G W)/E20°C 2230 CYE [l 1 , 45 4n
2925 CHIIREE MR =R, A5 i 98 LA G4 (D) B9 8L

[0139]  ACATRK H T3RE4 AW (D) PSR 7 v AR 3% A SCATIA i 7 1L B 7= 2R 8
HRT70% (FENFTRE R M E S &y HNAEY (D MEREREL) Lk, 485
Bk 7R 3R T 75% o

[0140] L, 75 R 32 i 284 2 i, 2784 s TR A v [ A T ol o

(01411 Al ide i , 75T B i 76 X5 2ok AR AT 5 Bl b DL20E SRR I #E17.24£0.2°.17.8 &
0.2°.21.2£0.2°F122.4 0. 2° &b (1) S S RAE Y 328 s 28 2 117, 388 I 76 XS 2 4 AR AT i ]
PL20{H F R I7E16.1+10.2°.16.5+0.2°.16.9+0.2°.18.9+0.2°F123.1+0. 2° &b i) S 5
FAE 228 i BAE Ry v TR A4 T B o

[0142] A BHIEIR AL 1 i@k AT A ST R )77 ESA A& (D 1 db L.

[0143] AR BHEIRAE T46E (D Wi Em &40 549 (D MR HIE.

[0144] AU BHIRFRAL T il 24k 59 (1) (&R Y 0 5 5 AFRAE AL A (1) B0 B B4 i -
[0145] AR BHEHRAE T @ B ML & 9 (1) B =it & 0 il &1 A4 (1) 5L
JNETSRA A (D .

[0146]  FEHABML firb , YA AL A4 (D) 1B T H Fafifetb 549 (D lan, @it A5
Bk 77 A5 eG4 (1) 1 5 2 B A K190 % His % R T95% 4l

[0147]  FiR VELRHEIA Od i vk B A1 2841 1 77 AR AL, I HAS B 7 BR 1) By B AR 22 3R 13
o FEASCF7 ) B A0 1) St 7 58 P B VR 22 A8 A0S T AR STt 3@ 1 AR N 51111 5 R A2
I, HATAE B AR 22 5k e H A5 [R5 R e B A -

[0148]  {EUL NP — DRI T AR,
HO
,\\\\\\\\\\OH
[0150]
o N O
Ho\\\\\ \/\,/\/ =

[0149] 1. —Fib&w (1) A7,
() o

(01511 2 AR¥E SRR iy B, FLrp BT I i AR 28 i T 0 ko

[0152] 3. MR A K LB AR 2 i B di 2, v T ey A XS 2 AR AT B v i /s A 20
ERANHITELT. 820, 2° b M S, P 717,820 2° Rb A S i XS 2 M AT S Pl v Ay D
MRGERAT L

[0153] 4 AR A3 PTIE B i B, 75X S0 AR AT B i iR DL2 0 ROR B R4 . 1 =
0.2°.8.3%0.2°,12.4+0.2°,13.6%0.2°,14.540.2°,14.940.2°,15.2+0.2°,17.2 %
0.2°.19.340.2°,21.240.2°,22.450.2°,22.950.2°f123.320. 2 [ —H B FE L
BB — B 2 A

X

il O
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[0154] 5 AR¥E 51 B A AT — & BT il 1 d 2L , 38 sk 78 X5 208 R Air 3 T AR DL 20 (B 3R IR 11
7E17.240.2°.17.8£0.2°.21.220.2°F122.4 0. 2° bR S SR K AE

[0155] 6. MR#E K1 5 E—F Frid i dh Y, BAA89°C 296 °C I A o

[0156] 7. MR¥E KR IBZ6HAE—F Frid i an Y, B 92° C 293 CHIME & .

[0157] 8. MR I B THAT—3 BT 1 & B, oA BT B AR BN

[0158] 9. AR¥E 2% K 1 BR Sk K 2 Bt () iy AL, 3 v P o 2R AE XS 24 AR A 5 ] v 2 7s BL 20
BRI RIIFELS.920. 2° b T, P 7E16. 920 2° Kb 1 S S S XS 28 85 K 7 5 11 £ DU
AR L .

[0159] 10 #R#E SF KOl i) iy &Y , 7E XS 2ok AR AT B ik s DL20fE R R E 15 . 2 &
0.2°.16.1+0.2°.16.5+0.2°,18.9+0.2°.23.1+0.2°.25.5+0.2°.27.7+0.2°F128.5
+0.2° I —F BE 2 FH AR — A EE 2 A

[0160] 11 . ARHEZ&FK L2 98 10 E— 2 AT i 1) i 1Y , 3 sk 70 XSS 2808 R i 5 Bl A A2 04
FoRIAEL6.110.2°.16.550.2°.16.9+0.2°.18.9+0.2°H123.1+0.2° &b () i sk %
fiE o

[0161] 12 ARFEFRIBIIHE—F TR R A, BH67°CRT4CHIME R

[0162] 13 ARFEFKRIZB 12HE—F TR R i A, B 69°C RT1CHIME Rl

[0163] 14 ARFEZKFKOBI3FAE—FH FriR M db AL, B A 75mg/mL A 85mg/mL 1 /K i 1 -

[0164]  15. —FhZGMH-EY), B SRR KK L2 14T —F ik i s 2

[0165] 16 R¥E &K IGAT IR 2SN E ), A TR A GBS ER TS .

[0166] 17 . #R4E S% 3K L6 AT iR I 2 2 &4 , 3 v Pk 24540 20 & ) 05 A8 YA A ] He A kg
iR

[0167] 18 R¥E KK 1585 K 16 FriR I 2 A &4, B0 & 22 /b —Fm] 245 F &4

[0168] 19 AR 4K 1 2 14 AT — 35 B (1) s B B3 AR AR 26 3K 16 B 18T — H TR I 2y
MAEY, TR IS,

[0169] 20 AR 2 R 1 2R 14 AT — 35 B (1) s B B3 AR AR 26 3K 15 B 18T — H BT iR I 2
MAEY, HTAENZAYIIH S,

[0170] 21 AR 4R 1 2 14 AT — 35 B (1) s B B3 AR AR 26 3K 16 B 18T — H TR I 2y
Y EW), ARV TT V0 T 5o 7K ST (R R Hl o 248 Tk e R/ B30 v 7K ST (1D B 0 i 40 2 H )
&

[0171] 22 ARG SR 2 LA it FF FH& () S R sk 25 20 & , oA b B S 71 16 i o
RPN/ B e 7K T B AR T (0095 9 D Y T A AR 497 T s R AT B\ GM LA 2
H R ARE L GM2 0 28 755 1 R I ARRE (9 2, 2 - 5% o 3 SR J AIABAR S A1) | e VK R
JEARE | J6 2 - Hz o s C Y AN B A 14 LR 22 1 Tl e 3 o 25 B A1 5 B G PR O AR 25 6 i R 9%
995 R — b R R, A9 A B R B 2R KT o AR EE s P ] OfE 22 B O L DT ALRE IR
T AN 1 JE s B B AR AT R AE , 491 T iE) <6 AR B K 2 AT R« B B KR AR A A
[0172] 23 MR #2521 B Ak AR 22 Bk F T FH & 1) i Y B2 M 24 &, FL s GML#f 48
R N ARURE Bl GM244 22 5 R ARGE (] 40 2% - 1% o 30 SR I BRABAE e AlY)

[0173] 24, —FhiGy7 NBLBhW) B35 15 I S5 7K T 1R 80 W 4 28 I e R/ B0 v 7K~ ) i
JE B9 1 5 3 L 1) L 75 B 1) BB i FH VR 9T A AR AR 2 L B 14 T — 3 Bk
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1 B AR HE 5K 15 2 18 T —F ik I 2 AH AW .

[0174] 25— il & ARHE 25 3K L B8R — & Pk 1) & Y 1) 7732 , B G AL &) (1) BOFE
55154l

[0175] 26 . #R¥E K25 Tk B 777, o i Ak B G - O 1R 16 - S TR B R FEE L 7K fn
AT LIk (TBME) .

[0176] 27 AR #E Zc K 2580 2 3R 26 T iR 1) 77 ¥, Hmp AEAF AL &4 (1) IR 5 i 7 B2 f 2
B XG4 () BIFE St AT 44k

(01771 28 ARYE SRk 2THrik (1) 77 v , Horp At FH € iy Ak 5400 (1) BOFE i 44k

[0178] 29 AR¥E S&R 28Tk (1) 771, Fh sl FH AR I AT € 324k 54 (D) B i 4lifke
(01791 30.#R ¥ 2K 2T R 29— TP IR 0 7732, Hoh R4tk 2 J5 , A &4 (D) BIFE A
TR .

[0180]  31.#R#E 2 aK25 B30 (E—F P id 732, Ho 72 T8 IR 48 2% 3k L 28 AR — 3 P
A B A 2 AT, AR R 2RO 2 14— 3 BT IR 1) i AR 9 vh TR TR ko

[0181]  32.—Ffb &4 (1) B9 AL @i AT AR ¥ 2k 25 B 3 1 R — F T IR I 7 V43R 15
[0182]  33.4bGH (1) B B Bk 2% i 28 1) FH

[0183]  34.—Fhil &AL G4 (D) BB 7, AFE AL &9 (1) BT B ias it -

[0184]  35.—Fhid i #RHfE 2k 34 PR I 77V 3R 15 A &4 (1) B i 2 o

[0185]  36.— il & tb&W (1) s I 5 v, B LR D3R

[0186] i . ¥AbEH (1) dsin B aifuaE DL A 2 alidh 4k 54 (1) BIFE A

[0187]  ii. &4t ib&4 (1) BIAE S HR A IV 5 L= A2 &4 (D) 7R3 7 1 87
N

[0188]  iii. Kb &4 () R BT R+ LU A AL &4 () 1 25 DL L

(01891 iv.K4k&4 (1) SR 2 40 & LU= A4 54 (1) 1 b 2 B 4 o o

[0190] 37 AR¥E SR 36 Tk (1) 7732 , Horp & 4lifb 14k &4 (1) BIFE s A S IR I -

[0191] 38 #R#E SF K36 83T IR I 7%, Horh i llik B 40 LR LR - 7 AT 24 FH I
AT 2 A JE 1 (TBME) .

[0192] 39 HR¥E 25336 B 38 AL — & Frid (7%, Ferh B BR1 i £E25°C 235 C (il B H 2t
17

[0193]  40. MR #E K36 B39 AL —F ik i 7775, o B IR (i1 1) H pIHEE20°C £35°C
PR T AT

[0194] 41 ARG FZFB6 BA0PAT—F Frik 7%, Kb D3R (111) th st pEdt AT =0 1/
s

[0195] 42 ARYESFRALFTR M) 732, b P BR (11) B FEdEAT 20 16/h K S

[0196]  SZEGH5)

(01971 HTA Instruments Q2000{X#F (I FHIREEFE M B T A S AL m A,
I Z /20K /4081 AT Z R R E IGE (DSC) o 65 43k R A A e e KA

[0198]  Fk HProUmid (JERTH] “Projekt Messtechnik”) ,August-Nagel-Str.23,89079
BRI (FEE) fJSPS11-100n “Sorptions Priufsystem” 34T a1 & 2R M (Dynamic
vapour sorption,DVS) il & . K £)5mg 2 20mg A i BN AL it A v o A Bk /NS 5 96 R

17
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AR T N FH R R mT AR a0 T

(01991 RE#F U B A T R -F B R ERER A e B b, R4 H AR50 % AR AR B (RH) R -F
185, SR JE AR TE SRR BEAE T -

[0200] (1) 7E50%RH T 2/)NHsf

[0201]  (2)50% F0%RH (5% //INi}) 3 #E0 % RH 578

[0202]  (3)0% Z95%RH (5% //INKF) 5 £E95 % RH K 5/

[0203]  (4)95% F0%RH (5% //INi}) ; #E0 % RH 578

[0204]1  (5)0% £ 95%RH (5% //NiF) 3 295 % RH | 5/)8 it

[0205]  (6)95% Z50%RH (5% //NiF) 3 7E50 % RH T 278

[0206]  HIPC#& A HCu-Ka FE5 AR My then IKES M #5 Stoe Stadi PATHACEATH AKX
STRATH o FZACERAEA0KV 1) [ A1 40mA R D 3R DhAE B 5 =0 T I & . 25 Hh 1 Ge SR 2
5 SO VF I Cu-Ka FR 5t BEAT I . B g LR 280, 02°20 84K 1200 B BE I ] 1 1.5° %250.5°2
OF VG I AN L ° 2085 I 25 25 i3k CEdEH R R AR I AR 20) o 0T B B4 i ) 4%, 4 24 10mg
FE BB AE A LR T8 2 18] 3T 22 35 7E Stoedd ST RE 2 Hvb B i 5 78 0 & 309 B0 e % » Pl
Al ] A B I AR PR R S AR (Z925°C) Wi AT

[0207]  J& I 171 249 1 Omg Ak A5 490 R 3R BT 0 TN i 771) 5 I s R Ik 1) 9% 95 A/ B8 75 Ak 38R i 7 U A
TR o G SLE I A IR v 20 10m LA FAS BE I Mz B, WA P2 3R 7 <dmg/m1 o 5256
E2925°C T AT

[0208]  H{ 5Bruker FTIR Spectrometer Vector 22 (FAHHFLAIFEMEL, N, 5, InHuH
E10°C/ %) #EEERINetzsch Thermo-Microbalance TG 2093k 34T #E W& (TG-FTIR) .
[0209] =ity

[0210]  DAF = PR il 12k St 451 ik — 2 28451 Uk BH AR B

[0211]  SCjitafgl 1 - 45 s 3R T Ak

[0212]  FHER 1 5E I L6 FhAS [R] A0 R T8 B AR 7S FAS [R) 2644 AT 4 &4 (1) I el =
R 7, LR &4 (D) R &R 2

[0213] @KL & (1) L6 7 ER A 0 . OSMIE VRS N3 A7 296 - fik 223 5 iR K BN FL A
SRJG NN BE 0 . IMB 317 RG24 VW, SR BEAT W46 T 128 S 56 o 7F % R AE BV T A
FEASFLH 2 R 7 o 38 I 't S A B s A A AL B A R AR

18
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7 R NTR | IERR

(Stahl Class)
- 146.14 1
R 158.17 5
AP 122.12 2
g 192.12 1
(EhEL 116.07 1
y 4L 154.12 5
o R 36.46 1
AR, L- 90.08 1
o R i 116.07 1
R, L- 134.09 ]
fm BEAZ, DL 152.15 y
R 97.99 3
BRI 118.09 ]
T AR 98.08 1
W, L- 150.09 7
FARBIR 190.22 5

[0215] 1. 415 BRI IEFL P I £ 1R

[0216] R ZWIUGSLIG ) H RS TR & (1) 5 I G, 282 BB
B SRR | — 281G G T i B R S5 2 1 o 9, KA A (1) 52K BEIR 2R R DL -
BRIR L -0 A B2 R RN AR BR VR A5 T & e R R

[0217]  FEgE— DIk SLiG GBS FIEFIA R, BN E 48 O 16 OB =T
-7k 31 VREVFIER /7K (9:1) IRA YD K 2000l AR M B AL AR Y T
TSPt o 2 I T % AR R S ARCAE R (£025°C) R RL400rpmdit £ — K AR5, FER A
AR, FEE I ' B A AT 7T AT SR 15 I [ A R R

[0218] BT BB AW T, KL 7 AR e AR  ER R L - LR D - Bk ER IR
L~ VP4 R FH FR R TR 1Y 1T BE 2 IR 2R 2R o A A e R R P i) — S gl 3 FH T B 50mg 28
200mg (RORSL58) 1 5 82585

(02191 B PR 2% 1 O BOR SE 56 S BUE stk &4 (D R s R s &4 (D f 42
i Eh o AR BB A A 41 SR O I (A BRI S8 B R AR TR S 4 , H ELAEATAA] S 6 A 8
Toik E E A AR .

[0220] T 5 2, 3R BRI B A S50 B8R R = AR A &4 (1) B AR Y

[0221]  sijiffy)2- 273 ¢ Y

[0222]  |q st ) 1 o ) S0 R 77 AR A 2 SR RE, DRLBR A 98 T 4k & (1) 1R I B B
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Five

[0223] A I RERAE XL &4 (1) AT 246 DLER X WRRR G , 285 £E M o & T4 (L9150
PR A ISP (1) £E L5 T B it EEALRA € J95mg/mL 22 8mg/mL o A M 1 42
AL gt & (1) A8 HAMVE TR b VR R L, I AR 2 T o I SRl RV 771 1) D A 4%
R N 2 10mg [ AL 54 (1) shIFAE S IR (K25°C) N AEI AR 3 / 75 Ak BRI 5

¥ ¥ WMRPES, M piL (marmi)| ¥ ) WWLIES, B4 [mgimi]
7.1 S > 120 MEK 40 <S <50
1N B 55<S <73 i i S > 160
[0224] Z. i 5<S5<8 1-TK B2 13<§<15
DCM S > 160 2- N EE 19<S<20
Jall i | 40<8<53 THF 8 > 200
LIRZ. PG 12<8<13 K S~ 80

[0225] k2. 44 (1) I LS P A

[0226]  j& i (W' B AL B B R XS G it 59 (PXRD) 8255 \TG-FTIR. Z/n Hi E AL
(DSC) MBS 7B (DVS) SReAs Wl FHAE M6 Hh 5538 (49 100 Bh 225504 P47 7= A= AL &4
(1) Fy2RL i 7L

[0227] {6 BBk B 7L 1 25 R 2 IAE B 1, T PXRD B F 4 72 B2 AL &9 (1) 191%
27 S RIE201 N16.1+0.2°.16.5+0.2°.16.9+0.2°.18.9+0.2°F123.1+0.2° 4 £
HH AR SR

[0228]  7E & 3A B FHAE £ 5 A B4 0 38 <1467 1T SR AT A6 & (1) 5928 g B ) oy #fr
FRAELE R (TG-FTIRFGE ) , MDSCLE Fon T EI3BH . 45 FR WAL & £90. 5% [ 7K, 750
AR LI120 CHPRETBUK AR S IR T, WS R F I3 i DSCHR 7~ 1 P AN B8 2L [ W B A
HAFEL)T0°C N BRI B2 2154/ g ks 3 — AN sl e J5 2 7E8 1 C AR 55915 ‘5 M Z)
3]/ gHIks

[0229]  gbAh, FERT AR K 28K T N FE 1 45 e Ui B BAE it AT 4 o 78 e A X BE T, #F
il TS 2918 % 17K s SR TTT 24 AH X FEE K 2 2250 %6 RHIN 5 K 31849 MR WA (40 7K A JB i » K L DV ST
= 145 R EIAE E4A K 4B,

[0230]  FEFR3rPHRME T 1F S5l 2 1 43 3R45 14 &4 (1) B éb BY R S 4

01 ft/H38
Fa R £)70°C
I 9 FE95 %6 RHF Ay18% 5 Wi 1)
TR AR #180mg/mL

[0232] 3. {b&W (1) M2 i AL RSP i 4

[0233] Pkt AL &4 (1) R e B AR E 18, OF HAE B # TR IR E (R T4
30°C) L1730 Bl 573 BRI FE AR A S (1) 1 53— R 32 B A o B, £E 2025 °C TR ARV 51 (11
ny, PR TSP 22 T B A B, 2B AR 3R A G (1) 12 5 — P B i3 Y i B LA
I ARG E VEAN— 2R B D B AL 2R I
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[0234]  Sjitify)3- 324

[0235]  Jdiarith, Ak &4 (1) HIFe 2 fh 7Y i & 4tk 4k &4 (1) #8 &R A R a7 R, Bl
Iy INIE LI R LT S PR L 2 F gk K B TBME AR 78 53R (£925°C) T I B V7 AR T fhi7 S 56
MR -

[0236] 5 Hh , L& (1) A3 ot R IE L A 5236 7 V3R 15

[0237] 1) A 74metb &4 (1) I INZE2. Oml LI, H¥ BiF AR AE IR (£125°C) FHitHE=
KRG8

[0238]  2) ¥ Z174mgtb &4 (1) IS INZE2. Oml 78 B , 30K B AR TE =R (Z925°C) R itk
=R ARIE IS IE

[0239]  3) ¥ Z182metb &9 (1) I INZE L. Oml Z /R ZFg b, H¥ B AR 7R = I (Z125°C) T ¥
PR R E

[0240]  4) ¥ Z182metk &4 (1) I INZEL . Oml F A EEH , FK BV ARLE =R (£125°C) Rk
=R ARIE IS IE

[0241]  5) ¥4 2945mgf &9 () IINZEL. Oml /KT, I BVFARLE =R (4925°C) FHidk =
KRG8

[0242]  6)¥4£9100mgfb A4 (1) ¥ hnZE3.0ml TBMEHR , FEf B VAR 7 =I5 (£925°C) T Hiekk
=R AREIEIE.

[0243]  FEZ N 2 mi Al PR AE XL &4 (1) BEAT Ak DL 25 W AR TS .

[0244]  Fr3RTSMIALA W (1) 1 5 2L 3E it o't S AU BR A 2 A R XS 2R A7 49 W TG-FTIR . DSCHH
DVSSRZRALE .

[0245] T Firase 5 0V 77 4 i ' S AU B A B it 72 45 SR SR BILAE 5k

[0246]  H FH 2.1 1 B AP i S 36 3R A5 AL &4 (D) (1328 & B I PXRD B 7R T B 6A R o
FH L Ath 75 750 P BV R~ i S 36 S RAS AL A4 (1) 1 3284 s 284 (¥ PXRD B 1) 8 s - -l 6B o fk
EW) (1) (% LA 20 17.220.2°.17.840.2°.21.240.2°f122.4+0. 2° kbR H it
S 3% e — B, R AR R R R SR A A (D B 2.

[0247] Dy 7 LA, TR H T ESEe2 (278) FIAR J B SE s (37Y) Hr k45 1) & 284 I PXRD
Pl B B o 7 o i 2 EL A5 AN [] I PXRD

[0248]  fk &4 (1) B934 S 20 IR A 1 TG - FTIRFE A 5256 (19 45 5o T KI8A (418 2. Fig) FK
8B (£ NEE) H1,

[0249]  KEIBAK A, RAEAEA0C FAE L2 R R EOR  (HIE I H 4R B8P 1 3R 15 4L
4 (1) 374 SR Y B RE i BL 5 290 T % 1 G BR T - B8 TR AE£9100°C 22200 CRE I - PEHL
e TR T LS B B3 i

[0250]  HHALA W (1) 7E 7 A BEH I =i AR = A2 ) 3 YA i RAE =l FAE DA T8 H
BTN WG R B S B T0.5% (= ILEISB) .

[0251] @i H 48R LG P47 3k A5 B4k &9 (1) B3 7 & U RE 5 7~ 51 1 DS C Il & 415 22 7 P
8CH, IR R FEZ2192°C T 527103/ g Bk AH O I S B A A UG o [R] I, AR DR STt f57) 1 350
SIPAFHIACE Y (D) B3R G B LR B SERE 121 & 2 (228) B s R0

[0252]  jbAk, 7E R AR K 895K 71 R 9T 7 il H 48R e T 45 345 4k 549 (1D B3 78S &
RURE i BAT N o FE95 %6 1 S5 e AHDRHIR FE R FE il IR U 17291, 2% 7K, AR R R 2
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50 %6 RHI FE K o« 2K H DVSHI B ¥ 45 F7m - B OAMTE 9B o W i FRy 7K 1) b, 9 HLZK Wi
A R AL S () BZ3 8 A T R AN BRI AR ARG Y

[0253]  FRarh R it 1R USEHtiE3 1 ER 7> SRAT AL S (1) A3 3L Sl TR PR RF IR A 5

02541 [ /4R
145 R #192.5°C
R 7695 % RH 9201 % ; H A E AW IR
K VAR PR

[0255] 4. AW (1) BI3AL R B REE S 4

[0256]  Sijitif)4- [ S A JE 2 - DT vaCoR (NPC) s 19/ B it P A& (1) B 5 70 ) 28R

[0257]  #FSZiifdl , AZ-3102-00 A3 84L& (1) B 4 F5K.

[0258] AT H 1)

[0259] A 5 1) H B2 A8 FH 28 1A 0] VP Ak JEL A P00 24 B 27 v P R B A AZ - 3102 - 00X 4))
/INNPCT (NPC (-/-) /B (P11ZP70) ) HIALEE , FF PEAL PKANZH 2 2R 10470 AR AIE ] g R AR B i
28 B e S

[0260]  HFL ¥t

[0261]  FEALE T AW T A 38 /N, A27E30 ANPC (-/-) @Bk (KO) /N 4 RNPC (+/-)
Fe /N A4 HANPC (+/+) BFAE R (WT, Balb/c) /N oNPCL (- /-) /N Rk B b & (1 5, IR 13
A8 B B LA, A BT P AN B8 Ik R 45 58 47 TR NPCL (- /-) /N R 2h6 B B MENTHES £ 256
PRI B J6 2 UG b 5 C LAY L DR (Npe Im LN 7~ HH 854 5 S 1t /R 380 9 o < 1 T 12k P X EE S5 B (JAX#
003092) . ZI#ITEBALB/c 01laHsd 7y 5 5.

[0262]  ¥424 ANPCL (-/-) /NR A HAEF 11K (PLD B HA G 570K (PT0) k4 4]
AZ-3102-0031F47 Ab FH o F-14 VT T ¥ 0 HE /N B 46 B 385 A BE 1196 ANPC (- /-) A4 ANPC (+/-)
INER S CA S22 AZ-3102- 00194 ANPC (+/+) /INER o FEPTOREAT B Ja A ER 2 ), BENPC (- /-) 7N R
(BEANS 18] sSin=4) 7F LA B (8] S8k TPYE S 600mg / kg [ EL bL 2 52 22 AR A - 30438 1/
B L 2/NI L A/ NE L 8/INE RN 24 /N o £E B e AEEE 2 S AR BE T X FEIN BR (B TR)AS T2 4% ) o
OO 27 I FEEDTAYR 2 8 I SR &R IR - i 3 20 (TR =3 3000 g 1043%f) WS Mk,
T 50Ul MK S5 7l FE e #2  1 onl i vh , FE UK B R IFAAAE-80C T s

[0263]  FEL U EVEZ )5, B8 H G V02 o A5 2 B 4 i ] 5 3 i N BIMEC IR AR L A DL R 47 33k
— 3D B B LS AT K A I AE TOK B AR A T E— 20 i

[0264]  SXfMsatAT R YL (1221, % BASMN V) A s M T
PR A DX 3 A 1 /8 JR B 240 L (MACTL) AR T JI T A L (GRAP) [ 5 f H )% X e R ic

[0265] P R G FIMIK RGP AE

[0266]  J@ 2 - ULy CAY (NPC) i A2 5 Y PR B bE i 22 IR AT P o R , L 55 NPC TAINPC2 2 A
R AL AH o I HL I8 Ik A% fi 14 L[] 2 A 0 IS (GSL) AR R SRRAE . 4995 % 1) Je 2 - L 7, C Y
993 151 FHNPC 125 [R] H (1) BE DR R 38 51 2 , BROMCTZRY 5 596 FINPC2BE (A 1 1 R A8 5] it , BROMC2 2L . JE
2 -JLFC1 AN B 2 - VT s C2 3L (PR PR IARAL , KR 2% B A 3 R 1 2 5 6 I3 (e ol A2 L[]
) MRS A PR AR B AR ) HE o NPC LIS (R i Az T- 41 M N I i B IS R i B B i, 2
411 A Py L[] e R T 5 P38 3 » 5 = 12 i 1 5 S0 BB PN I ot R L ] e 1) S o AR SR o NPC2
B[R] G R 285 45 R B 3 L[] e 1) 2 11 5 o JE 2 DC e C 1 28 6 K] 1 B PR N THAE A 56 PR () 4l /N B

22



CN 116390910 A iﬂ' HH :I:; 20/29 HL

71~ HH SR T I Tl R0 e 0 1 T v A 1) LB R ¥ o SRR /N BRFE 20 7 R I TR U o i L R RO
HE AL S R R R 4L, 3F H R B IL S R AR5 BN ™ 5, L R A2 12
2 14 JE G INE BE T o JHF AR Rt e K, = L/ ok £ 9 5 B 4 7 B R S o /) B ) T
fIEHR ) — L 55 N JE &2 - UL ve CAY g i 3 AR TR AR AL

(02671 M3t 5k T

T.HHZF5. AZ-3102-00

TLM S CR-20-02149

o ANigE N

R P SLK 191 792021414 A

Ak A3 1

i 99.4%

AED 433.5 g/mol

130W J R L 202144 H

FELR AR (AR EE: E SR TERCF R4
o FO2UNRRFLEN, ERAUTHERE (2CHEST)
[0268]  § TAPRSY il 17 25 DB BLATE R UF AR (<150

D FAMED2ILK G ZEEM.

B A4k K

TR F 1.5mgkg (RAPIIEP25) M3 mgkg CREHP264PT0)
it FH @ 18 R AR KL DE, 10 mLkg
LSS B R AL B 60K

[0269] &5 ML S TS B o
[0270] (L&YW
[0271] 75 7% EEWP 7 5 157 7 B 20 R DA R VPR R iR 2 29RO T 0 B

70 B 1) ) i T 750 54 Iy i) 4 1) B % B AOR I
(8 fili 41 % A

SRLTERC CRBER | gy 522 3 0 01

[0272] KRR RTE | R AU
35k 5 B Ampuwa/K 53¢ s, WEL | 2CHESTE
1 % 1 7 SRR
(BR/ER) i FB G 0

[0273] 6. #HIFUE B,
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[0274]  FREUFT 35 BRI 5 TR A MRAEE L ixoK (& /T 8) T, HlpHiE 55 2 8 pH. A
W AR ]

[0275] A bl it 30 P L 2 sl s 30 P 4 P2/ 2 R 2R AT A8 I

[0276]  FEBRIRF RS & 2 )5, ¥ PR B B WA R FH T AE R FL 45 RN 1) 437

(02771 Fi4e4h & 7 15T KA UER FCEAT BRSO 1 4 B B, 472 AH [F) 2% A4 T i 2% A i
AR5 A F A FH 09 AR A7 (R 3K it TOTEST , LA 5 AT 9 mh 48l P XD B AH A3 1R i
(0.01mg/mL% 2mg/mL) '~ , FEEGFIH , 72 = I N REE 2024/ M), /D8R (2°C28°C)
TEVKFE T (S-15°C) 2/ 3 2R E K

[0278] EhyE& T

(02791  FHWYHIIE N

[0280]  ¥4Zh¥) 42 BAE T HRet tenmaierfi N AR HEAL MG 14 240 R it 1 FRL 00588 XU R 8 o
AN EENEZ B RN G RFF = IR B IRFEE20°C 224°C , DL S A XTI FE IR 45 1F
45% 2265 % o N4 BNV AETE B CRE A (12/N B/ BEIE) TR 22 B S n] Bl 23R8 A
FARFRAERS U5 Zh 40 B4 (Al tromin) BA @ H KK 78 E ¥ B HHE J N st N &
Yo

[0281]  #Hi

[0282] @B ZHLFIFT BAp (earmark) X Wit AT E LM 5 .

[0283]  RpANEHHEGOR FARIR, RHINDIO T 5 PR MRS 10w 5 (TRN) L HZE
H LA S A 3 2H 43 T o 388 ek o) 2% 28 DRI ) AR S KT PCROR 1 o 5k IR 3 40 8 DR Y (o i PR
B AR FE I AR R B i i 23 B IRIDNAX Ak /N BRdE AT S R 40 2

[0284] 443

[0285] A\ {@ FREIRALBA B R I I S G AR 7T« B AN S8 b AT B AL A B9 2H 53 T - B0
W BCEIAS R L ds 4] (AR , G35 B AbER 2 1 3h 9 . BIR ) 62 4 24 wh sh 4 R 250 DA 1l £
RS — b,

[0286]  fidt HREPR 450 A0 28 ] WL 55 5 SR

[0287]  fEZ It 5L 2 B/, VEAL B S RS S W0 (A8 BRI o 7E B 70 BA 18], B R HEAT I %2,
F HACSRATA] 5 25 (1) J8 M W 52 25 S 7 RN A R0 50 7 Se AR R VR B, F Al T ok e i3t —
AT (B, 2 5RAE) .

[0288] & — &4 RiC Ak EAfE BERI, 2 J5 B s — K.

[0289]  $RFLZILAI NIEZL S

[0290] & A B2t H 2 SR AR .

[0291] M RLFITT

[0292] ZWy

[0293]  /NER & &R :NPC(-/-)

[0294]  THF# 51:QPS Austria GmbH,Grambach , A F|E

[0295]  JFLA4ERS: AR 5118 (P11 EHA G H 70K (P70)

[0296] 5 VAT

[0297]  BhWHI%CE : 3ONPC (-/-) 4NPC (+/-) JANPC (+/+)

[0298]  Ab¥E
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[0299]  #£24 ANPC1 (-/-) /N (DAHZTH) HHAEJEE 1R (P11 BIHAE G EHT0R (P70) &
IR&Z 18 (10mL/mg) AZ-3102-003E/T A BE . 71 & HP112IP25LA1 . 5mg/ kg HF4fi , A JE 71 &
H P26 2|P70LA3mg/kg o X HE /N B AL 46 28 255 AL 22 196 ANPCL (-/-) A4 RANPC (+/-) /MR EL AL
BE5ZAZ-3102-00114 ANPC (+/+) /N (AZHZECHA)

[0300]  7EP701EAT A )5 kb2 J5 ,NPC (/) /INER (BRI (] sin=4 s DA 2 T2H) 75 LA B[]
RUETE TP S 600mg / kg 13 2 LE 22 512 it 22 SR AE 30438 1/NEF L 2/INBS L 4/NBSF L 87N F124 /)y
INF o 0o R /N B, (AZH \BZHANICEH) 7 fi Jia AL BE 2 J5 A AR BE (INFIA]AS 28 o

4 Y| 1 5 4k 3 I 75 W n

A NPC (-/) | &1 p.o B N/A | 6

B NPC (+/-) | I4r1H) po ) N/A | 4

C NPC (+/+) | #{11) p.o AZ-3102-00 | %1 mg/ke&3 meke | 4

D NPC () | {10 p.o AZ-3102-00 | /l# 1 mg/kg&3 mgkg | 4
[0301] E NPC (-1-) | &1 p.o AZ-3102-00 | ffljit 1 me/kg&3 mg'kg | 4
F NPC (+-) | p.0 AZ-3102-00 | 71#1 mg/kp&3 mgkg | 4

G NPC (-/-) | #31H p.0 AZ-3102-00 | MKt 1 mg/kg&3 mgke | 4

H NPC (--) | #7H p.o AZ-3102-00 | 751 mgkg&3 mgkg | 4

I NPC (-i-y | &1 p.o AZ-3102-00 | 7ill &1 mg/kp&3 mg/ky | 4

YHP1NEP25/MRL LA mgkghtTE, 4R/ HP264P70LA3 my/kghhFE

[0302]  ZR7.MbFHLHAEIR .

[0303]  ZH ZUHUEE

[0304]  7EPTOHAT & fa AR 2 )5 , 7E3040 81 (DAL) L/ (+/-540 81, B24) J2/hI (+/-577
Bl FAH) VAN (+/-550 81, G4H) 8/INIF (+/-54) 81, HZH) FI24/NF (+/-500 %1, T4H) (Frf 1Y)
I TR AT AR D) 5 38 I 1 pyE S 6] /)N B S it 22 SR A

[0305]  AZH{6 RANPCL (-/-) &AL FE FIBLL 14 ANPC (+/-) FICZL 14 RNPC (+/+) /NRAEA
XTHR, F HABAEPTOSE it 22 AR AE (B Jo AL B 2 S5 292/ )

[0306] I . pyE ST I b % (600mg/ kg, 7 & A 10uL/ ba A4 ) Xif /N BRI AT R BRI
[0307]  Rifn

[0308]  H4TJFHafa , Had sk FH 235 #1347 Co Ik 28 I UACAR IV B HE 1, 0 IR 7% 2 45
% (MiniCollect®K2EDTA (£, — & DU ZFREH) v o W4 & A i (5] & AL JEEDTA I ¥4 57 4345 IF:
B 1 45 o B MLBRE B AE =05 (22°C) TR LL3000x g B0 10731 o B 50uL I 32 25 - iR BERE RS &
FSEARCHI1.5ml LoBind Eppendor 4+, £ T-UK_E A% HAEF4E-80°C F.

[0309] VT

[0310]  SRJEFHO.9% shACKH S AT QNEREE 9tk ¥ 55 H0. 9% K B R 123
AN B A0 F o Lk i A A3 il S A 2 TR B B S B K, BABH 1 0 IR R IR
B, A5 SOV YRR 17 i o FH B JJ 3T P A5 00 =5 o S I K VA O 7 2 2 I 7 5 1 G 2 Sk 4
B, A0 v I VR PR 47 100mmH g 22 1 20mmHg () E 58 J& 77« 4k 2L AT HEVE B 2 i K 1 A2 5 IF H.
SRR A 2 IR R A O = .

(03111  Jiikt

[0312]  FEHEVE Z JG 4T ey » /N Co MRS R 106 5 72 08 ) R T B U RSOt 2 o 4 70 - BRFR L, 7
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TFUK B AR R I AEAE-80°C R i@ A & IR A L BRIR A4 % 22 5. FH I I e 1R 25 22
MR (pH 7.4) Hr2/Nif R[] 5E

[0313]  ZH41%

[0314]  ZH 4%

[0315] I AE Z iR TR/ SR VIR v 28T i) 25 11 4 %6 2 SR I HIPB (pH 7.4) g7y
IR [E 52 o 2 J5 K 2P BRIL R 2215 % iENE /PBS Hh F i /7754 °C F H 2 P15 LI BRI R AR
IR JEARYE 75 ZN H R AT B e B W R R, iR NOCT RS FR v, ZE UKV HI I 57
ket 8 O AR VKAR (BE 78 -80°CHY H ARIRLE)

[03161 YK

[0317] g TASEL ARV fELeical® ¥R U1 HL_E L1 0wm 5 FE SR ) E1 o i BN 2 1
B oRBI25NU B 5 AW T RE X 124N 2 H K, FF HoT A& o L IE B 1) 2 T
Hsc B 4N, an SR e T AR R )N BCRR R R T I o U EE T 12x 5=60 1) AR s
PaxinosflFranklinffi% P4 (“The Mouse Brain in Stereotaxic Coordinates” , Zf2h%,
2001) e V) 7y JZ 10 o ) A SR AE B 26 290 . 2mm)Z 1H AL TF 46 , FF A 28 i 23K, DA Ok
I H bR X AT RS REALUE (BILOMEI15) K U) R #AA1E-20C T 4 LB 1)
Fo BRI TR SR AT V) PR i B L B E 55

[0318] 4y 7% JExp3531 (4545 & 2 14 - D28k)

[0319]  Xf TRk E L8 DR KSE — RGEMHIAN LAY A CREEH2.4.6.8.
10FH M R) R T RGEMIMHERNEEFE AR http://
www.stereology.info/sampling/

[0320]  BRIESS A VLHH, 5 W A 20 RIS = iR FEDulbecco M BERR th 22 i #h/KpH 7.2%
7.8 (PBS) AT

[0321] 1K Y] RF-4573 8 IR AEPBS HH gtk 10 73 b

[0322] 2. fFEIIE=EHH0.1% TritonX-100/PBSH 10 % 1% I If.7E (Jackson Immuno
Research) P AEHRE 7 1 45 & 7 1160404

[0323] 3. #Y1 # HEPBSH Btk 3x 5774k

[0324] 4 ¥ V) 51% IEH YIS /PBSH I —Hi7E4 C N ERNE E PR IT K

[0325]  « KR4S Z olEPiiR 58545 & 85 H -D28k (Synaptic Systems,214005) 1:1000
[0326] 5. #Yv # HEPBSHBEHk3x 5734k

[0327] 6. %) 51 % IEH Y LI /PBSHH i — H7E WG % (BER) Fh 5956040 8

[0328]  « BPPIKER (HHL) ,Cy34% 4 (Jackson ImmunoResearch,706-165-148) ,1:500
[0329] 7.4 V) % BHTEPBSH P& 3x 5438 (GEE%)

[0330] 8.4 V)l SDAPT TAE RS 77157 Bk (k%)

[0331] 9 ¥ 7EPBSH ik 2x 5404 (GBEE)

[0332]  10.4447) Fy fEddH, 0 553 B (GEEE)

[0333]  11.% V) HiMowiol Fl 2535 F 78 o (GlE'e)

[0334] flif%

[0335]  ZERiC# A Zeiss Axiocam 5065 A IE M 2.3CCD HV-F202SCLAHALEL K Zeiss ZEN
2. 35 BA RO RLE S I Zeiss HA R BiAxioScan 21 Eid stV v 4 v) v 3
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o

[0336] HEAk

[0337]  HJImage Pro 10 (Media Cybernetics) 4T & 53T . ZE T AGHS , @ fE K4 B2
il 5 i X 3k (ROT) Sk g H Aw X3 (N A S 44, SOBFARAR FISOIRAR) o 55 4R FIROTHERR 1
ARSI AR AT H A T R N TR &R 2 5, R E B X A A X s e e E AT E B
f

[0338] ST & AL, Wi 0 B FH Y S REAE , I 38 2 1 R A &S 2E i (RS
R SRAS I 28 5 XS G o SR i K AN [R] IR OE SORFAE B AL s Horr, ZET-ROT RS ) R ARG 5 X 3
(0B 23 B (B S [X 358 5 3 A 3 s G2 S B rp A B AFAE 22 S IR i B 250 VA —N
ROT R SF T BB (W) e X ST 415 50 CP5a & X R H s E A1
YRR KT R BAFAEZE 5 LS DL B BE X R R SF AR MRRIE AT o ST BARXT 211
4G, & mEG T B BNEAT A1 4s R ML THAE R B 5 T EIL .

[0339]  JRiUGEHE fEExcel AT BB ANHET , SR J5 4L % 2 GraphPad PrismH T4t/ #r
TP 2R 1] & o AR AR R A U OS50 40, F HAE T TR B A 2 J5 8 B 4 2RI IR 5 1)
KITE AR

(03401 /]~ R IfiL 242 i 2H. 2R H AZ - 31027001387 4 o 228 Pk e ¢y 2

[0341] 55, H AL & 500nM N A5 A #H Z42 Ii iC17: 0 (GlcCer C17:0) A10.1% R LM/
FRAli7K /FEE (90:5:5) FIE N ML i 3T 8 B R UTVE AR iR MR G508 2 )5 K #F
b E05 208 (13,000rpm, 20°C) , H¥50uL_EIETREE RS EREALIIMTP 96-FLEK .

[0342]  ffi FHFastPrep24" Microtubeds i 8¢, KMk 2 ZU7E B 0. 1% FF IR (B 4l /K © F i
(1:1) PE (B 5e 2 Z34mL) TR 38 Jiidk o SR TS R AH 2R 51 K 5.5 500nM GlcCer C17:040
0.1% FER1) 2 Ak B (90:5:5) MR A LA T 8 B iR PTIE « £ il R R 959>
Bl G, K FE S B0 5 508 (13000rpm, 20°C) , FFK550uL L5 W 7 2IHEALHIMTP 96- FLAR
H,

[0343]  AZ-3102fF)l &

[0344] P IR RE 504 50ng/ml AZ-3101 (M AR) I Z BV 0IE S H T & A Rt
VAL R TR B 2 5, B RE S B 0570 B (13000rpm, 4°C) , 344 HIEHRE R F0.1%
H R ) R i /K H A B 10435

[0345]  {#iflFastPrep 24™ Microtubef/fi %% (MP Biomedicals,ZE[E) ¥4 7E B A
0.1% HER IR AE/K T HEE (101) VTR (B e A 234ml) H38 A ik 2128 5 6045 10ng/mL
AZ-3101 (WAR) B IR G H T8 B RTUE . £ =R FREFR B 2 5 AR B 0593
Bl (13000rpm,4°C) , F¥ HIGHAERA0. 1% HER KB AK B 1065

[0346]  iEid [ BhdkRERS (SIL-30, Shimadzu, 3EE) H4 5 R (1) 1 252 A0 20 23 B3 e N 21
Agilent LCRZ (Agilent, K [E) H . fELRFFFEA0CHRE T AHXBridge BEH C8#F (2. 1%
50mm, 2. SumURL R S| sWaters, £ ) b, {8 F R ZNAEB A 2 1445 B LLO . 800mL /43 B (1 i = if
ok AR VR S AT o S IR AN AHA R B 0.1 % HRR B Al K 2 B B AHB R B A
0. 1% M 2.

[0347] {5 FHTC % WA 56 B8 It 54 LT AIAPT 5500 = PUMR AT R 1A% (AB Sciex,ZE[H) PAIE
H B R R S R4 o A8 Analyst " 4UHE 248 (AB Sciex, MASL.6.3) W 50HE #4741 IE Fl &
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1o X TAZ-3102, LLOQ3 I 7E ML AE 90 . 2ng/mL , TE H N2ng/gZHEH

[0348] ] 1 42 B e 1 N &

[0349] 5%, L& 500nM P AR T HE #H 2 C17: 0 (G1cCer C17:0) F10.1% BRI LG/
ALK/ FEE (90:5:5) BUVEONT LAY HEAT B B JROUE o £ = iR MRG58 )5 J4 FF
B9 05538k (13,000rpm, 20°C) , HH450uL & A BIREALIOMTP 96 FLAR H .

[0350]  fdif{FastPrep 24" Microtubeds )it 4% Kl 4L ZU7E FLA 0. 1% FH R (B 4K ©
(1:1) BB (B 5e 0 434mL) 3 Bidk AR JE ¥ A 205 K 56,5 500nM GlceCer C17:040
0.1% FER1) 25 Ak B (90:5:5) iR A LA T 8 B R PTIE « £ il R R 759>
Bl 5 B RE R B 05504t (13000rpm, 20°C) , 3K 50uL b I U2 SIREAL FIMTP 96 - LR
H

[0351] @ i HPLC-MS/MS A P 7E 2 A - J2 B2 I WA 2, (MRM) o S 66 i i 40 4 o 420 1k e
C16:0(GlcCer C16:0) A LELAZC18:0 (G1cCerC18:0) A ML HERZC24: 1 (GlcCer
C24:1) WJEFATEA JHILHPLC-MS/MS 73 M EIE W, RIS {3 oK H Advanced Materials
Technologyf{IHALO HILICAE (150%4 . 6mm, 2. 7im) [X 432 FLHHJE - 55 7370 5L - o 22 19k e 57 4
1 o A TG 4 9 56 B8 7155 55 % 11 (IAPT 4000 = 5B PUA%AT (Applied Biosystems,3%[H) LAIE
HL B A 2SI IMS /MS R4 Gl eCer C16:0F1G1cCer C18: 0143713 HI LG W BN AHA (94.5%
5. 2.5% FEE. 2. 5% A4l /K F10. 5% F R o 1 5mM 2. 8 ) FNIf S AHB (G4l /K 10, 1% H
PR F R SR BT  FE RN RE S % FGleCer 16:0.GlcCer 18:0f1G1cCer 24:1,LLOQSYN 5N
25pmol/gZHZR . 1pmol/gZH 2 . 250pmol/gZH 2R #1381 . 5pmol/gZH 2.,

[0352] it

[0353]  fEGraphPad Prism 9 EAT G170 7 - £ R N T 3ME = V4 br itk iR 2 (SEM)
P P bR 1R 2

[0354]  fA Py < 5 T~ E R EEAE , FH WL ANOVAII X 4H 2 TR] ) 22 57 , 2R J5 i3 4T Bonferroni &4
Dunnett 5 5 7 #T o

[0355] 42327 l T n i, AN e A 4 A1, PR E TEZS 73 A1 o F S [ ANOVAIIAZH 2.
] () 22 57 , SR I 347 Dunne t t 8 J5 9 #T - AL (NPC-/ -, 3R FTAR ) AR S5 4 - Rix B
o

[0356] #EHE

[0357] {AEE

[0358] (117~ H TPND 115589 8 2 [A] ()44 B (1) 5 43 L AR Ak o B RIS AE 55 — /> b B J A
M 5 A ) SO T A DR 2 ) 4 A B [ PR g

[0359] 4 o, shW i) — M fd B (i@ T35 5 4 e AR E B IR 7R 1) R ZAZ- 31021
SR, 3 HLFIAZ- 3102401 5 Rtk 55 INPC (- /-) 7N B EE AR AL FRFINPC (- /) B EE £
[0360]  Zj4R3) /1%

W: I b %
¥
HE P HE
[o361] AUCos 0.95 137
CRA 0.26 041
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[0362]
[0363]
[0364]
Ko
[0365]
[0366]
[0367]
[0368]

#8.HPND 11ZPND 708 &£ i 2 fGAZ- 310200 i - I 3% %% 75 L%
e B 22 i K P
K12/~ H 7 EHPND 11EPND 708 & 2 Mt B 2 )G i) s B fh 2 k% C16 : 0F11C18: 0

FHAZ- 310240 B ()71 5 A8 o Hh 3] 0% i 22 B 2 C 16 : ORI C18 : 07K 138 o

I ARAAAE

I PR VP70 AN 28 S 2 X

H PAST 46 B Z2 W 7 45 B R S I RARAE (R T 2RI IEAR) It XS4 “E

R B WK R R B AR JEHR A T VR 9
SRV TIESTITY

[0369]

« (Th4EUEE) B s
¥ o et
T4 =2 [2 | 8
Elaota 2 1
B VRE 36 T VBB A e pT ] »
-
=l Y g
a5
ETHE —_— - P - "
el i1 R TR n e
T | ]
® W 5o ML - s |&=
nat " I
@ 7 |g
* WA T R A © [P P
(=1
-
)
I w
T2 AT L -
£ Tk R T o
o Bl o T [ T El _'_ o
. AEEELE W Ik 17 3% G ks
oy -
i " P
= = . S | s "'.
m Wk R WD - g il o
] L S
] BN R = =
£ |g
i i
40T < FEEU & & fad |
] = =
|, %0T-TT 4 = £ fuy
4 [y = .
e WOT-S HMEE ih LIES Y
. o
mk TR i
o
1 My 5 %0 o
8
NHI 3
(H
o A s R #
s
L JiEE
w
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29, R AR5
[0370]  FEEFA)

FEE U 4 M P R E AT TR T RN,
w A I B )

A IRTE YT LRIk . AV AT ARIE 2 RUDE
(R R R e i 8>

s ERTEE. | AOEENBYN AN SR R, FAIRDE
03711 | Ry mza A LI LT ohy TS R K W
ERATA IR A ()
LRSS 4R 102 A S TR

L IR B e ADIE DR DY B 2 L
ol i

(B2 a3ty DL

[0372]  K10.EEIF 5.

[0373] K13/~ T B8 A 38 DA R 4% Ab BRAH 1 X6 B /NNPC (- /-) L3RRI FIAZ - 310240 BE ) 71N
BT EIPND 56 Z2PND 70 ik I PRARAE 723 (19 S5 5 o 2000 = ot PR A6 B vl A4 1) 2 30 4 R A 3
MRV, R EAR TR ALk, B m PR AL, - 2k B EUE BB PR e KT
7 R P 75 AL B AP AR /D 2B 5 AR , A AR ) 470 Aff 7 o e A ) EL A s 50 P

s

[0374]  HEIRZRHT, 5NPC(-/-) AZ-31024b BRI BIPNAH L ,NPC (- /) EFIALEL (1) /) FRAE B A
I PRARAE 75 THESAL (BB = V) o XA 13 3t — 2 BoR A5 ), o ip 5NPC (- /-) AZ-3102
AEFE ISP EL  FENPC (- /-) 877 Ak 3 Fr 4L m 5 A0 200 42 249 2 K T8 T 43 o BT 8 IX B 4T
53, BATVR B BT 51 & RS 18] DL 5 R B R FHAZ - 310240 BT s /b (B 14) AT (%
T —RONPC (-/-) #FIAL ELHI B4 o #4221 = A2 B FR B s T AZ - 31027E B ik 1924 K 5l
Y — RZ AN T A s B R BB T i s fE R Wl

[0375]  [&|147% H TNPC (-/-) #RFIFIAZ- 310240 F (1) /I8 B b [ H 4R 5 5556 K 2270 K [ 5 B
okt (=R K ) 26 o R A FE R B H IR R 4RIt 1) (BF43A05) s T4kt (=R K )
kAR NIRRT P RE B IR R SR TR BR TR AL ER B A — RN 2 A, B At
INRBRB E R RGN F4R) AL T, AZ- 310240 F 4 AL — H/N R
A e E R CARFMIR) AT REM R BT 4 - 0: LR B L SR RO, B2 5 - o BE R L
5: R R B, AP B8 305 10 : Pl B0 1IE 5 QA Sl 21z 57) »

[0376]  ZHZA 4

[0377]  H s Xk X

[0378]  Jdid PR e H X (ROT) K F-2h/2) )t B AR 38, FH T B 5 2 ehaic € & 04T
[0379] & & HTIILEL

[0380]  DLF RIMIR TR T IR

[0381] o XK/ [mm®] « 3X SE e Hfs o 1 9l B W X 380 25 4 AN 0 A £~ 4 T A o 1%
5T U0 IE I A 1R A R L A B TR 40, S 4 — s R R
B —3 55

[0382] o Gyl PRI AR [ %6 ] o B i T BROAE [1 9 928 S RO G (48] 40 = &4 A4k i 28 5 L BB
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7 i IROT I B 43 bU 5 3% 72 3R B A% I B & I AR B A 22 R I I R G I S 4

[0383] S} 585 B D6F G H /mm™) < VA — 4k Ay AR X458 0 K /0N 0 86 T R PR 4 28 e 8 x
G  IX U AT TR R 2 0 5 B IR AR AL

[0384]  « XFR5EME [a.u.]: & T BIE M B RN RIG RIS X R H AR
H A R AFE R DA EE R

[0385] o Sof G2 R/ [um®] « T BREL P G 38 S S 6F 55 PR3 K /0 35K T 46 00 /0 Je S 40
TP A K 2 57

[0386] 45454 HH -D28k

[0387]  FHJIAKBR 22 T B LA RGN 4TS 45 & 25 3 - D28k 40 358 526 , HEAE /NI Al 5 44 2 Bl
EREIZIE S o HNCP (+/-) FINPC (+/+) /N AREL ,NCP (-/-) /N Sl H B S5 ek FR) A 45 A R 1 -
D28kARIC o £E FT A SLE , F 0 ot 00 A T 2 1A o 1 /0N 4 4 A B - D28k T B
Wi 57 2 X 34 S ) 5 DR /9 A T s v R 0 381 38 25 PR AH 22

[0388]  PE167 H T Moi S s 4 2k 22 1 45 51 S5NPC (+/+, BFAE RN RR) FINPC (- /-) AbEE )
/INERFHEE ,NCP (- /-) FANPC (+/-) 2 A AR BRI /0N B B85 25 5 B 1 - D28k bR ic - R 23 1 725
RIS I) 7 IROT N I & 1) S 2 OG5 5 P 3548 (BF4Hn=2%24) . 3@ 1 B PR ZANOVA
FDunnet t 55 J& K 56 5K 73 A 208 o 46 T2 B 3R 8 4P 3 {H +SEM. 25 T 1 3R 7n 41~ 3 (B +SEM, %
Adj.P{H:<<0.001.

(03891 SR FH s T Vil o HP A B 10 45 45 5 £ 1 - D28k b B I S 221 R, kL
AL FRAINPC (- /-) /N AHEL , AZ-310240 78 22 B ) 1 /N v B 4 B4 2% (&116) «
[0390]  ZEip

[0391]  AZ-31022 IEAEFF K FH T 2 P s B A AR UIE FR 8 I 48 11 /N 731 AZ - 3102 (R AR A
F 77 SAE T X @ M S B L & B8 (GCS) A 17 W AR 31 BE o 7 HE B (GbA2) 1 /= 3 71 LA J 3
VB I R 1 o 76 J8 2 - B ST CRYB /N R R HR B 5T 1 AZ-3102[1, 2], FAINPCEE A [y Bk
NTHEE 7 B R 46 /N BRAE 297 J e ) B BT UG8 91 Hos R BRI AL 5% R A AP 4 3] o R i
FEE R TS 0 /N R R AR B AR e O, I BLIG RARAE A B IR BN 2 Gaw
TE12Z 14W) [3]AE s, BH 9L 1 H AR5 K2 (PND) 2511 R BIZE 70K \INPC(-/-) «
NPC (-/+) FIWT (NPC (+/+) ;Balb/c) /N AEERZE 145 25A7- 3102 AEAL HL 2548 8h 712% (PK) %
P R B 2R % (GleCer C16:0.GlcCer C18:0) AP G RARAE (R RE J7 o BE AN, I A
759 B A ) G 9% 2H S U SRR BRI R, X SR LR 3. HPND 11
ZPND T0EE R/ RE L ZHAL-31022 )5 - AZ- 31024 52 A BN I — M , @ i SE 3 |
gy CAR E 3G N Fr R s 19, - HUFHAZ - 310240 22 (1 5 AP 51 INPC (- /) /N B 33 B AR A 2 FINPC
(-/-) B3 E T 2 (EI11) AZ-31029F 5L 1/ BN - I 2K 58 B8 (3R8) I 5AZ-3102 HARE
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