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LR 25 A4, HAS IR IT A 2= 0 V0 B B O G A KSR S B 2B K
TR e e B ECHT 25 H R H A AW, LA R — BB 2 B 2 RS2 RO 71, Hodp
Frid &R0 E LB RIER, I H, £0Z490% KL &Y HA 20,5 #4350
mi¥ R o

2. WRPEBURE R U TR A G, o B BIL B IR,

3 RPEBCRE R LR A &Y, e EREA.

4 ARPEBRNELR3FrR I A9, b, 2/ 2990 % AR IR AL A ) 2 A 29102 2930umT)
PAAL S

5. WRPEBRNEZLR AR A4, Horb, 202990 Y% AR R AL A P B A 29125 2)25um(f)
PAAE S

6. FRIEAUHNZR 3R (A &4, Horb 5 vk 44 & Wit F T 5230 () Je BRI, 76 7t FH
JaRT90% (UL ETH BIALAW7E B2 Ik Hp AR BE &2 /29 4/

T RN ER6 TR A G4, o, 4 Firak 20 & 1t T 32 038 10 B s, £ 7 H
Ja RT90% (UL ETH B A W7E B2 Ik Hp AR BE &2 /206 /N8 o

8. MR AR ERT TR WA S, Ho , ¥ Firadk 2 & Wit T 52 038 10 B ks, £ 7 H
Ja RT90% (UL ETH BIALA e B2 Ik Hh AR BE &2 /2987 N 6

9. MRAB AR ER IR A AW, H HTI6 9T 2 AN/ B B2 38 58 11 R0 938 5 PR B P e
I3 » FITIA B R0 34 1 e L P 7 48 B o5 e T PR e < 20 BP0 R R 39 AR MBI
JEEIE P ZEBZR A ik B AR R T B i, G 45 T YRS L 0 A B R B DA S B
JHR 8 AR R 6 P 3 B A AnE A6 A IR AT b 52 o B Dy B B A PR 5 07

10 FRABEBCRESROFTA R A1), L TR TT MR A Al -

L1 ARE BRI ER LR 59, Hop Brid b &Ll 2 H S £50. 1% £ £)10.0%
w/ Wi EAFAE

12 AR BCRZR UL TR A58, Hoh ik S LU s H- S 2490 1% 2£5.0%w/w
R EATAE.

13 RPN R 12T iR A &4, Hoh ik S LL B H S5 £)0.5% £ 452.0%
w/ Wi EAFAE

14 ARPEBCRNESR LR B 51, g B H — kB H IR A A

16, —Fh R AL G4, JoAEHBIT A SR S IE B B OWEE G DR KB 1L 5 K 2 TR
J G ER BB ERCRT 25 2 R LA B 4 5 LA B — PP 2 Fh 25 2 b T 4252 R 7], S rp Bk
HEWRERIER, 3 H, 202490 % AR LAY AR /N T L 1um i RLE o

16 MRAE R R 15T R I H A4, Hodr, 2420 Firidk 406 it T 5202 () 5 Wit Fie
AL A WAL Jiti 5 296 7N P M R T AR A

L7 IR ER B ET R 54, H A T8 7 & 8 28 i PRIR MUAE 5 /=7 R IR ML E
FHI (K 99538 A2 F 975

18 MR BRI EL R IS FTIA I A4, H TR 7B 1 28

19. —FPyaI7 28 PR AN/ B3ack i 38 5 A AR o 1 52 JBR e s DA S B A b e e e Dh R B A 1)
PR I T34, HAL 4 1) 75 B 52 3038 e FH A 2 BRI 2R 3 A A4

20 AR PR ELR 19 PR (1) 7732, o, ik BAT | 5 e e Dl R B A () 2 9 0. 4% 1 k3
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X i Er (] ) A SR R BB P ) 77 A 2 iR

[0001] A< HIERI 2 X5 H]
[0002]  ACHITEZRT-20154E7 H 1 HARAZ RIS E IR H 15 4562/187, T43M LS AL, He 4
A I 51 IF AR

B GuE
[0003] AR L A7 X A (diacerein) A/ BOHSRBMIR Rtk AL &9, )F B
W Rz il AL & AEIR YT 2 RO BOR DL TP 1 RT3 .

BRREAR

[0004]  fE{L% b, K8 EE (rhein) &£9,10- =5 -4,5- —#H-9,10- — A fC-2-B H g, A

AR O MW, KTz —, B, 24, 5- X (LB ) 9,10- =& -4,5- =& 59,
10- —FAAR-2-RF IR, A () 59450 XU Fifs A 75 BIIA ARG ER 2 B 52 A AL K BETR

FEAEAR N DU BRI I R 5 H A DR

[0005] JQ(D

[0006]

F

[0007] X (11)

w"\\f m AN

[0008] Kr J\\,
g .\g

£3

[0009] XU Hfi A & FEVR T B 9@ 2 AR ) — B 28 50, H SRR SRR ) 4 e
N#m-1AL-1) 15 5% 5 B Al , X0 i 8 B 2 A 50me IR A% F HAEAS R B 5L 2 Bl it 4
PRal B fdBAr 50", Artrodar®2 . #1364 F158,536 , L5218, 865,689 T A FF A1, M
1t 3y A1 AT DA FHAE T T RLRE PR s 1 4l I 97, 3 4 AL B A7 R B AIG I PR B2 /K-, 3 PR b v T
YEYT 1R R R ML AR B 5 v R TR LR A 2C IR A QR i o e A1 , 4l 0, AU Bt DR AE YR T T R PR
FRAENE (epidermolysis bullosa) B A EAEKIZLR WallyZE A ,Orphanet Journal of
Rare Diseases, 2013, 25691, 5584 .
[0010] VA8 XU i BRI AT DA 10 0 it FH 5 AL AN R v 14 38 58 A IR, 1im LA A7 v XU i A
) 1R AR FH S 9 2940 %6 2260 % o XU Fifi R AN 58 AR USCRT B 3 3504 R B/ E g V5 8%
BRARE o AR M RIAR P I 5 S8 73 5 AR IR AT PR XS it R £ 485 W e AR R KR R , HLAR s 5| ke
R
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[0011] W T IX PhEI/E T 88 H1 T 10 Ik A i & A6, BT DA 2 22 42 HA AR 1 IR A 5t PR 2H 5 4)
oK T X G ] 7

[0012]  PCTHEFx HiiiE '5W02009/ 133430 2 1 2547 XU iy PR BOK SR 14 Jey A AL 574 »
Al 2RI A Bl R FLE VOB VA B SE AT, IR A A B A T EE R
AR , AN BE IS B SO A FIR B 2R i A S M

[0013]  WallySe N FF T — P FHT DR 6 MR 2 R A A ik 1) U By PR 2L B 1155 (a1 1y SN
Orphanet Journal of Rare Diseases,2013, 85691, 5584%) SR 1M, MiZ XU ASTE 2 % il
FRRT T JBT A 5 A B 20T 2 M o R0 2 3 A S K Y 97 Ak o

[0014] AR~ X it R 1l 550 0 K A A oo T L X AN R B RV T DR AR 0 o
[0015] & [ 3| SCRRAR 2D F A 5 T~ XU B A1 / K 08 19 =g 308 FH ) 7R Py 3 A 2 ot 5 HOyR 7 R R
Z AN C G B DRI, AR B 0 1 3 T AN [R5 s 19 S it FH A6l 741

LZRAE

[0016] AR ERAREAE T —Fi R E HA G, AR IT AR ER & B BB K E
R R 2 IR B R M SR BR R B AT 29 A R AL Ak 5, DA R — PR 2 A2 2 b nl 8252 19
W, Hp rik ] GV BB LB BRI R, I3F H, 204590 ARG 2 H
#5054 35um kL

[0017] AR BLEIRAL T — M REHASY), HAE0T AR ER 1k H H AR K E
PR\ BB 2 I K B R M L SR BR R B AT Z9 A R AL A 5, DA R — FhER 2 P2 27 b ml 8252 19
WA 5, P Bk 21 S B R T A 1 B, 202990 AR R AL B B A /N T 2 1um )
AL

[0018] A WAL FRAL IR YT 2 PR/ B B T P A MR R IR e DA S B AT B 2
Ll e B g1 5 o 045 22 A ) B IR AR T PR 3 SRR R () V2 T ak g vk it 1) 75 L 52
W AR E N AR HAEY .

[0019] AR BHAE AL 1 ¥R i PRI MILAEE | 5 /R R TR THURE AH SG I AU 9 i B 9% 47 28 Bl 22
BB R T73%% BT ik J5 A0 4 1) 75 L 1) 523038 i A A= AR K A4

[0020]  7FE—uLsijifiJy b, AR B YR TT 7715 B RAHERS it B AT AT e At v 4 7R v T T AT
AR A A YETT IR SR, AE— LS 7 S, B 77 V23 S0 Vi i FH A 12 5751 o
[0021] Rkl , AR BH RIGST TEAE 2 D — DB 32 b, L e, AEAH S 2= )
FIia s 7 B2 v, AL, 72 K38 4 Fria o7 (1 52 i b AR A I B i I B 8068 9T
[0022] g AT ASTIH A e AN ST b A2 BT BESRAR S A% R B B RFAIE , 767 T 1 Bk
J B B A R T T St A R B R PR A AR AL S T 5

Bff El5% BA

[0023] &0 12 o= FH =R Uk ) OB i AL iU 70 (G L\ CLAIOL , n=4) ARS8/ Ji5 , BB AAR
B K BRIR L I g v IR

[0024] P& 2A AN 2B = Al Ik Ay XU g PR 161070 (G 1L CLAIO1 , n=4) M B IRAL 3 & PR 239K
W K SR RBNZE (ng/em”) —I TE) 22 1

[0025] VI 32 {57 FH 7 P9 XL i it AL 98 11751 (02103, n = 3) AR FES/INI Ji , 3 R AT
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RS REIRIR RISt AR

[0026] =] 4 2 753 o - P LTS S R 0 1) 5710 (021103, n=3) M Bz JPK ZH 23 & 420l 289 W
[ KR BRANBIE (ng/em®) —IFAJ K 221

[0027] ] 552 W7 FH I (%) AU 5t B8 48 il 741 (03, n=13) BUOHS L il 57 (n=13) Ab3E8/Nif
J&i » BB IR 7 vh KB BRI JZ I G v IR 5 A K

[0028] &6 42 I T2k Ay LB 3t DR 00 B 115510 (03, n=3) FIIRFEL H1l55) (n=13) M Sz R 43 = HU
BB K ER BRIBE (ng/en’) -FF A2,

BRI

[0029] AT FH , AR1E “VaIT7 A XE” TR ABEER Zm I — FEk 2 B R & .

[0030]  AnA SR 5 A “R e 3 DR BRH: SABAAS)™ 48 A it DR KB B 2 P oK 3 PR B
252 b2 1 Eh B R BT 24

[0031]  BRASCH3A UL H A, AUt B 5 CRp ) 2 O 225K 45) TRl - ARAE “—#f (a (an) ) 7
“BIrik (the) ” 55 BLFE i A0 45 3800 N E BB L

[0032] 4 B Fri , Je 0t FH A St R AT DA o 1 e R AN B R R BIPE A A S 0 ik
Jit FAAHEE , Je it Pl Geid 1 HAT TR 52 PR PR il () 8 Wi ade 4%, I FLRE AR 1 8 A ARAG 2R () AU
Firg DAL F) & o G A1, 25 XU i ] R T V897 BRI I, A3 R A&, XU i DR AT LUAR 25 5 M i3 33
2k M1 5UZ DA BAEEER AL (540, AT B R A R e ) L B2 B ) o (R, 3 0 B8 X Jifi A
ST B A ) Hb (R B8 78 R b BA 78 7 R A% H D Re o DR, 75 S SER — M ()~ 47, DAE —
777 T A5 X i DR BOK 2 PR B 0 PR IB i &8 IR AN, 3 — 07 TR HL AR B8 7R SRR A7 DA K 5 B
IRF ]

[0033] AR W R A BN R I, AU Bt IR /K 6 1 Jm 38 FHZEL & P T 20OR /B H e b 547 (7%
PERC A TR AR 1B E M (B i) FOAE B e rb 1 27 B8 2R 5 T AT oS S 1

[0034]  [RISHG , AR A ARt 1 3 FH T S IR 0 I A 3 2 SR %) XU i A1 /K 3 1 = 15 FH
GG Pk JRi s F 25 A5 W08 B 16 97 A ORI 3 ) EH OO B DR KB R B 4 Bk
KRR R L B ER BT 25 A i A A S, UL S — Bl 2 R 2 o b ml sz (IR 71, H
TR AV OB ILB B TR, L, 22090 % B AL S B AT 290 . 55 350
mf¥RLE o

[0035]  ZEAS HITE ) b T ST bk R B2 A B TR RADAE (R, DV, 1 WIDv10.Dv50 il
Dv90) [, I FHT 27 45 5 FE i R B2 S

[0036]  fRikhh, Frik H S W1E ABCE B E e, EALE AR N B S 4t tH P RoBk R
I, 55 EER AR L , 308 BUFLE R A7 Sk b B v 1) OR B8 2R R0 S 1 £R B I 1
[0037]  fE—ANSEht 7 &b, HEW T, 224190 % AR T L &Y B A £91 3 291 5um, L1k
2925 2)5um R ARE L, S BA X AR AL SR A G R BRI B, I A
W it BT 3233803 10 B e, 7656 S KT 90 % (CLELE ) FIL AW, ALk FE A 4 ER)
1B WDAE B B AR B8 22 /D 202/, ARG 1% 204 /N, B F8 T AR 3% 206 /N, B At i Z08 /N
B WDAE S P B AR B8 22 AT ) m] DA 1461 a0 Hioh i 50 ok I & o AE A S, 22 T O
A b HHRAEPR AN B2 B — v B R 2 R 4 i 26 B, IF HAS B A Ak S il 7R 82 H
FE Rz R — ) (T030) , 4 HLAE 2% B F2USC 2830 9 OIGHR) LRl DL HE 78 5 B R4 fic i 2
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PR IG AR 2% LA — 52 R A ) i) B I = AL A R

[0038] b4, 2K FLGiE T 32 6038 10 S R, B i FHS/IN Ji5 » AL A 4 i v 5 mT LA A 43
LIS L120ug/ a2 L4, /B4 1 B4 3ug/ To B 41,

[0039]  FE S — A b, AAWh, 22 /02190 % AL A P B A 2102 2930um,
2125 2)25umRRL B2 AR L B A HA X PR L S MR A G B BFLE TR,
AL N E R, I BRI AT 52 6038 10 B, 780 A S K T-90% (BAEE ) 1k
EW R AR A A W AE B IR B 2 /D AR e 294/, SEARIE 296/, B e £
S/

[0040] b4, 2K FLGiE F T 32 6038 10 B IR, B i FHS/IN Ji5 » AL S 4 i v 5 mT LA A 43
213 R L6ug/ yi R AL IR, FI/ERZ)0. 28 2920/ vi 1 A 2R .

[0041]  HA Bk B REk A A S YR T2 B AR EE L R I R 1P, DAt e
TYRTT B2 R Im » 151 60 98 P AR/ Bsk P 0 e AR o T 7 B R 0 » BT e JER e s 1 | R B P
B2 7% BT 9 R PR AR JE e L A0 B RUR R L I AR R L R L N ZE TR B AR
(Netherton’ s syndrome) B H At PR B2 s , S HE 4 19 2 B8 AAS B B e DL &
A5 B K2 AR T P 32 S AR fBERE £E N IR B AT b B2 5 o D)y R B 5 1) 2 0 o DI e s, HEAE R
7 ORI PR 3R B A ffne vh e I

[0042] A WAL ES Ba T 9 MR/ B 2 38 B 1 R R 1 B o g LA S LA b 2 e B 1)
B B 1 P T 0975 22 A ) B2 JER TR e 1 R P FEERE IR 7V, FIadk 7 v 4k 1) 75 2 HL R 52 1K
T AR ER AR HAEY)

[0043] AR BHIEIRAE T A FH V097 @ R IR MLAE « 55 i PR TR TS AH 2% F R (912, 2P
P18 P g R R RURAE S PRIR B 454 R AR B 0 558) i 1 28 RN 228 il PR s 110 XIS i K]/
KER R HZAMAEY) . 5 T I6I7 B m B IR H S WA R, A SCHIH AT TR
WEVIREEIR 2 2y M I AR B PR 12 % 28 B R rh IR E AR A, AT BIRR AR ER I AEAR N K
EH Ihae ik Jai A -G A 567 A AR L B HH OO B R R 2R 1R R 2 B KR PR
Jo H R BBR BORT 29 AL R AL S, DA S — Pl 22 P2y 2 b T s R IR 7], o pirak
HEW SRR, 3 B, 202990 % AR A R A /INT 29 um, AR E KT 250, 1um
(R

[0044]  fLik b, Y20 20 A Wit FH T 5225 () R BRI, 4k & W45 i FH i 206 /N 1, SEARR I
ZI4/NI] , B AL A% 29 27N M BE I RE TR Y o

[0045] AR EHIR SR T IR IT SR R LAE | 5 (R PR IR MLRE AH SC R e (4, = ki IR 12
PR U IR AR AR PRIR'E 45 98 RUME S i 55) B Q19 28 R 2 B R o 1) 7 v , HLA 466 1) 757
B2 A3 i A B AR R A

[0046]  fE—LLSiji Ty Z2 AR B IIE YT 7 1 B W R R i P AT AT A S 1 7R LAYR 7 P
AR A YETT R0 R, A5 — L85 7 S, Bk 77 V25 S0 Vi i FH A 14 5751 o
[0047] Rkl , AR BHRIG ST THEAE S D — D PGS T I 32 6 b, O e, 7EAH 4 2 E 1)
By 32 a3, SEAR IR b , 75 K4 Frif 7 I 52 303 o = A A OB A Z0R T
[0048]  JET-ZH AWM SEE, A RHM R HZAMAEY A S IEL0. 1% £ 24510%
w/w, A0, 1% 5% , ik £10.5% £ L2 % w/ Wb 54

[0049]  4H AW 1) 255 b AT 3252 B IRE 75 T DA FE HU A0 7R B #E 711) / K B R 2L JoT s pH I
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5 /G v B FE AT B ) EA 5] (humec tant) R IE PR LA 34 54
FUNTE T AR RS A S, A B IR 71/ B 20 ml L BT 2 P Dhge , 4 an , TR 5510 mT A
FHAE 2 10 77 1 791 R/ BOR o 7R A/ B LA ) 5 o

[0050] 44k A SEAAD FEAHAS R T4 A2 22 C 4 AR ZA R~ 2% R L LR I B A A R B
R TR T SR AL B A Tk (BHA) T S R 2K (BHT) S5 rp [ — FhE £ b

[0051] A3 19 s 5 711) / 7 8 s 22 o ] DAL FE (AN PR T SR S 28 T e R e, B s
BT FHEFACENR S R TR, R IR (0, R , SRR TR, A4 =
B, R B8, FRIGHEA AR R A4 R R W R L S ) — FhE 2 o

[0052]  pHI Y 7] /2% i 7)) S 4] L FEAELAS B Tt B 0 - Ik R AL A LA A B L FLIBR B -
BB A AN EEE /IR E IO Y E R H R RS AT RN A R
B RN R BB 2 R IR . 2 IR IR T | AR R BN L A TR R AT IR R A A IR IR A A TR
P = T TR =B TR RN R IR T IR B L LB A B IR PR B R PR B L TR PR S
H MR ERES S ES E A AL, LB ORI IR IR A ATIF BRI — R Bl
[0053] & IFATE I L HAASE AR T =2 — s 20k, —H LI, T8 E, N SRR
SR EE (TPM) , R =% (cal-cipotriene) , B, WALA, L83 HEE (Ethoxy
diglycol) , kg, A B%, FBE , HAEEE SR TARG IR, — FF 2 S (L AL, R W7 R e TR
H I = TR v (MCT ) , A B, ARAE IR S T G , S Rl G 1 e AT T » SR IR R T — 5 5 B
NG, O R — A ER, 2 R 40, TR, TR £ B8, PR 2R, TR H i B , 37 B/ 221 H
=G, A B o RER/ S5 IRER, AR R B4 (Laureth 4) , HEE B -2 (Oleth-2) , HiE¥
BWE-20, BRSO G , TR EERE-9, 2-1E-F 31, 3- S RIR, CTECI4RFBURAIL, 3-
AR 1, 3- A R OB B A IE , DA B T R k-1 555 P [ — PP B 2 Pl

[0054] B JESFRIRT DA ok AR R AN, T AL IR AL R OK, T AL IR R R A R, 2 DY 2R
(EDTA) , X2 JE 0K RIS , S0 T B, R Y, R 0%, A R, |0 AR , R L, B R A,
Wy, AHIR R K , TR KB (thimerosal) , X #4325 B R FF B 6of #4 J  FR IR 2 B R/ w8 3
IR BRI R R I — FhE 2 B

[0055] A3 A ¥ 7RI S RS PR T8, BE RV, © 1R = R IR , O8RS, 41,
FrEBR I B ER, Ht, 1,2,6-C =8¢, © B, B, PR 58RO R L AR R S A B 10
Yy, BEER , B 2, 300, B 2, 2400, B 2 T EE 1450, B 2, #8000, B8 Z, 1000 Hp i
I TR, 5K & R SR A IR PR R  5R £ R A00 AR R ER , 5K £ T, FRAR £ I 20 g e T
ik , 2RS0T Jef 1 5B I Tk, 2R 1L BB IR 20, 5 (L AN B R 40 , 58 1 L AL B BE60, 2R 1L BB RS0 , 3R
L AL B TS , B PR T s I » TR0, 247K, SDEEE40 , P T i o R 1 H i = B S5 b 1 — Pk £
Flio

[0056] A3 [ A% 58 BR3Pk 75 mT LA A 490 20 25— 28 5 oL A e i 2 1 ity P ) ek 3L 200
40 #6080, LM R £ K, (MR R A ) LR E-1,2-4 2%
) - (- F I - 0 -3, 75k 1 Tergitol®ONP-402 HiH LA , F MR 2 B RkE
£ (BN Tergitol® NP-70 (70 % AQ) 2 T ¥ 7)) , 26 A 3 2 Ak 2 08 S 3L 5 4
Triton®™ . JHIE VP S . Spans® . Tyloxapol® , RRGHIGFEE Brij) .+
P RN PR AN , i i, A TR PR , IR SR B IR R IR (polyoxyl stearate) SFH [ —PPELZ Fii.
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(00571 A5 7R B sk 1AL B AHAS R T HUAL AT AR IR, M IR — 8 (EDTA) , (IR #5 —
B, IR, SPRIR , 22 28 W), =R L LR (pentetic acid) , MHBIRE , HHBIR =455

[0058] i il 1) ¥ S ) A9 S5 AEANR - H vl , 9 %, L AR, IR 2 %, 00 (O 2RmE L
EINE A PRESE)  TOKBENR, 2 ool , IR AT A LA SR SR B LI I R 57 2 7T — I
AH o

[0059]  HEAH A LBl 5 H AR TREARIR , SF e R W, FIBE G, REWBHTAE
Yo, S YE R TN R OIREE RISV, 2R

[0060]  FI-T L& A il I 22k Jo ) SE A1) B0, 4 AELAN BR T ity (9 4, BERRTHD) A 0 i S 7 420 3

N
2

[0061] %58 5 o (1) SE ) B FEAEASER T4 g , BRI bt , =B 18, FLAK, Bl B i, g v
U, 5 AR TR TR AR I A5 L R o M R S LR AR PR T e A e
[0062]  fE—ANSLiE Ty b, AR A R A G RERIER IFHBEEL0.1% 58
2110 % w/w i) XU Hi DA 3 H A, 2901 % 205 Y% w/ wi IK BRI 3L 5, 212 % 4150 % w/w
(IR, DL R 290 . 1% 2925 % w/wit Fa 58 77/ R 1356 HEF .

[0063]  fE—ANSLiE s P, AR A R HAMA G R BRI FHAEEL0.1% %
2110 % w/wht) XS B DR K HL 2R AL, 2905 % B 2925 % w/wit R IEETEF, 2490 . 5 E 2925 % w/w
() 1Pk 3L 5, 249296 28 2950 %6 w/wiHEIE 71, LA A2 7K 6

[0064]  fE—NSLiE Ty P, AR A R HZAMA W AL B R, 3 A S AR
3B Hrp A AL 5 490 1% 22710 Yow/wity U I DRI BRI , 2915 % 22940 % w/wit)
BRI, L1 % 22 24140 % I PEIE BT, DA A2 2490 4% 2910 Yw/wi L H IS TR IF B9 Ba
BP0, 2% B L5 % w/witFEE 7, £90.6 % E 2915 % w/ w7, LA KK .

[0065]  fE—ANSEiE T R, AR AR R HAMA SRR E R IFHAE0. 1% 24
10 % w,/wik) XU Fiis DR B H AU , 2915 % 22 2999 Yow/wit) B8 JE 7, 290 % 2 2960 Yo w/whit) ik
B IEF, BA 210 % 2910 Yo w/wik) 2 T P57 .

[0066]  fLifth , A% BH I JR 0 FHZG W L & e B H — IR B8R H PRIR I &) - B2 U
N T IB BT AT AR & B AR H i — IR EURIK

[0067] A B R 29l &0 HoAA DA e i 58, e AT A B4t T 52 B vk 2
TR OLRZ M AL, et B MiE @A I KRB A & i LR, e A 2 T B A, 9 DR ok
TR T 55 =, 00T S 7 WA R X BOAS B R 2 M)W 1) R, T S P Al A b
Pl i 7R S AR A% o S DY, AT BE 2R T SRR B i T 4B AL

[0068] Ak BHIE P Rty 28 AN/ Btk R 38 B 1 AR 3 e B e s DA B LA b B2 B B Dy
R AV 40 5 o 04 22 A %) 2 SR N DR 0 1 3 B2 Fa AAERE 1) 7 V2 5 Pk T kA 4 1) 75 S LI 32
HE A SEN R HAWA ST, b Fridd A& ST A RN 3% E B A R
KER LB R J L Eh B R B Rl 25 A R LI AL &9, UL K — Rl 2 P2 2% - m
I A s Horp, R A Wi FH T 32608 1 B IR, 72 S K T-90 % (AR 194k
BDAE B AR AR BE F /D 292/, Rk L4/, AR L6 /N, B AR IR 2987V
[0069] AR BHIR ¥ Sy I 98 MR AN /B30t o2 38 0 1k AR o A B Ik o LA S LA b B e e 1)
R B A5 1) 7 9 04 22 A1) B2 JER RN DR8P 3R B2 R BERE 1 77 V25 » IO 5 v A0 4 1) 75 2 L 32K
TR A RER R HAMA Y, b Brid A S E S EIT A =R 3% E X N
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KPR B LB TR M L b B BR B Al 25 41 A O AL I AL &, UL S — Fhal 2 P2 24 T
I ) s Hor, P A e FH T 32508 10 B2 KA, B i FHS/INET &, Ak & ik S mT BA
RBIIZI8 A ) 20ug/ TR KL A4, /B 201 2229 3ug /v B A 2

[0070] AU BHIE P Jo ity 98 AN/ Bieaeh B S0 i 1k A B M B e s DA S B B B2 R R Dy
R IS (%) 5 o 04 22 A 00 B SR AT ORI 1 3 B R SERE A 77 V2, Bk 5 v 4 1) 75 L 32K
A MEN R HAWA Y, b ridd 5 E SRIT A R ER 35 E H X A
KR B LB R J L Eh B BR B Rl 25 41 A I AL I AL &, UL S — Fhal 2 P2 2% T
I s Horh, e A e FH T 326508 10 B2 KA, B i FHS/INE &, Ak & ik S P BA
RBN 235 Zi6ug/ TR S 2, /B0, 28 29 20g /v B A 2

[0071] AU BHIE P B iy i R R MIAE 45 w8 PRI I A C ISR E B 9% 4 8 A2 8L 0 FR s
(077325, BT iR 77 v A0 4 1) 75 B L 5202 i A S E 0 R A ML &9, b ik 4 &
WS IRTT A ER & BB OSSR R KSR B 2 e K B R % I #h B R B R 25 41 i 4
AL AW, DA Je— B 2 P2y 2 bml 252 R 571 Sorb, 00 20 At FH T 52303 16 2 Jik
I, A A A5 6 G 206 /N P, SEARC I 20 47N, B I 308 240 2 /0N A DA R TBLEIAAR 1A
[0072]  FEF3CH 4623 DL T St — 20 Uk B AR % BH o SR L 3 2 S 46143 FH T 0 BH 1)
E 1, i AS A2 PR il A< 5 B B Y

[0073] [l & S it 4911 XU #5 IR =3 358 AL 5 i ) 2

[0074] ARG TR 1B AHI & =FAFE I Gl LB FIHCE) 1 -LAOs s R R B A &
M) (G1.C1.C2H101504) . @idMastersizer 2000845 . 60 & & 24044 A& Wik B
(Dv90) o TR H F H BT/ 153 7] HA 2 PhDige , 4t , — Prwk e 77 AR s PR A/
ol A2 e AR/ BRI

[0075] 1.
il Gx (PRI fEHD Gl
Y % (w/w) Y% Cwiw)
[0076] (Ihik ‘0 \W/W ol w/w
ook (L OB F A ——
CFEME RSP 0.1 2 10 1.00
R 0.1 %5 1.00
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[0077]

[0078]

[0079]

F IR TR
iR

R FEIE R IR A R
(Bl 5D

0.01 % 0.25

0.10

0.02

EDIA
AT

0.004 5 0.1

0.02

Hul
G

2%50

10.00

8o |
Chaa SRl T B P

0.1 2.5

0.50

P Kad)
(pH /B D

0.025 % 0.7

CpH 157/ )

0.13

0.14

St

100.00

100.00 |

xR2.

A

fil 71

Cx (fLikyalE) | C1

By
(Ihiig)

% (wiw)

% (wiw)

Hor A

TR, B 0 i A
GEPERSY)

0.1 & 10

TR
CHEH 7))

1.5 % 40

7.5

Bl
GRIFESE D

EUNE
SR

1 240

SPAN 60
CR T PR 7D

0.4 £ 10

(g%

il B

L7 60
(R 7D

02%5

EDTA
(7D

0.004 % 0.1

0.02

Hl
(77D

0.6 & 15

X Fo ik 2 W FH S
QI TiilD)

R o i 2 IR 1A i

i EilD)

0.01 & 0.25

0.1

0.02

11



CN 107921013 A

i BF

B

9/11 I

[0080]

[0081]
[0082]

e —Key
CpH T F/E 7D
R _Kew
CpH PR /R MDD

0.025 £ 0.7

0.13

0.14

Atk

=

25100

U Sy DAL o
(Dv90, 125 HANBE
R ZHD

0.5 % 35 um

2.66 um

xR3.

B

fil 7l

Cy (fRikiulED

C2

2%y

% (wiw)

% (wiw)

R {1 O i
GIEHERSY)

0.1 2 10

W

glE
CRImE ]

SR s 40 W TGN
CRITHHEAD

0.5 % 25

CIm PR )

0.5 % 25

2.6

TR 2T
(B 5D

0.1 225

0.5

afifhk

E

67.7

Wk
CGRERD

2% 50

10.2

Bt

100

100

WETRRE |
(DvO0, 125 SLABIATEAINE A2 B

0.5 % 35 pum

2.66 um

[0083]

*4.
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[0084]
weE
ikl Qx 01 o 03 o4
1o o e I N %
(ThEs) 0% Cwiwe ) Ol wiw) | % (wiw) | % (wiw) oty
R A IR A BE B R U . o
GEFER ) 0% 10 - 1.00 - 1,00
A BE ] "
CREFER ) 0% 10 1.00 - 1.00 -
[0085]
=i ; . .
R 15 % 99 74,00 82.00 82.00 84.5
I L .
OB S TR B ) 0 % 60 25.00 16.00 16.00 12.00
oy e B . .
o . ) . > ] a .5 5 2.00
CETEHAD 0% 10 0.50 0.50 2.00
A PR EL IR S 2, e .
= ’ ' 2.5 - S % .50
(B 0% 25 0.50 0.50 ).50
s 100,00 100,00 100.00 100.00 100.00
TR AR . TR AR
i e . . | 2.66 um 14.15 ym
SRR IR R ( 90) S5 , \ N i y ) :
AR RBE (Dv90. 0.5 % 35 um N/A A A N/A
4.2 um 20 pm

[0086] [zt 4] 1 ] XUt 3 R J=3 348 FH 4L & 1 - st e 2

[0087] DR i3 20 M T AL BT /INGR, o 22 B A JELAM 38 57 bk, O L B T 5 S AR A A 4
Bt b, Brd 52 A A & B 30 % PGE300HIPBS (pH 5.4) (fE37°CF) & MR LA 35 4mL./hif]
VIR F2 328 7 L IR 2 B 2 B 201 T 1 1 9% AW it DRI AR AR (RIIFRIGL) < 1 % XUES Ha DK L& (fill57)CL
AIC2) B Yo XU i AL 4 (i1l 771101, 028103) |1 77 & I B LA B == o (1) e kR 1 | o £E0
1 2.4 6 FN8/INy I e B 22U AV VAL o 76 FH ) 7R b B 8 /INBf &85 RO, AT I T B2 bk, 9
MRS RS /N Lo M TS v R IR R T CE i R B (tape—stripping)) off HFAR T AR K
57 4 B8 40 S (1) 3R R RN R Bk EE T I, F FHO . Bml 21« 20 - 7K (80: 0. 1:40) JEIIZY
FEBN LN, BREUPTIR o SR JE 1 B AR BRI LA 14, 500 pm S 0020 7380 B R e S4E IR0 R 33
1T o ¥ F IR BR B RN B S VAR AZAE-20°C , BLBI T 1EHPLC A3 BT XU B DR 1k 2 TR oA
JE (752 56 BR8] XU 31 R AR 25 5 B A N KR R) o K B TR SR BB I Ik R ) (1) gt 2 11 26 7
ISP RN NS S TR RS S ey I

[o088]  [JE & ZE M AR B (1) 520 ]

[0089] &iFEM:

[0090] il 1 i 7 , XU 3 D] 68 s 1l 771) (G 1) Bl 078 AR 11570 (CLAIOL) B 43835 f1 i
JZ o F T 8N I, B v R 7 ORI E N :G1 o204 Oug , CLN16. 1ng, 01431 . 2ug; B
TR R RIS N GLN 1. 9ug, C1oH2.53ug,01 3. 14ug.,
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[0091] {7E4

[0092]  4nPE2AMIZBI 73~ , A T B 7] (GL) , KIEEER 7E /NS J5 1503 B2 IR 2H 2351 B T8 31 4
W ER A, AT FLE 7 (CL , A2/ & AEX TECE 7 (01) , RERE A BE KR4
ZUFF 3\ B BUER IS WD B R A/, R BB H 50 L B e MAL B R LA B e R B 2
U R BE IS 1]

[0093]  Z5RERHH, 5HL B ECHCE il AIAHLL , SR i 70w i OO B ) /O R A U= B
R EEENE, IF H 578 BB RIAH B , 38 il 500 o i 00 i IR /K 68 B £ B2 SR B A7
(1) B IS TR) BE A o 72 = Bl ) w5 B8 o 1] 570 6 5 JER S50 o7 1) R B P 1) B o

[0094] [ S xh& 3 M AR B (1) 52 ]

[0095]  K&I3 W7, HATE/INKL LR 3 il 55 (02) b HA BRI BB il 71 (03) iZ2E1
B Tt 8/ NI 5, B 53R B2 R B PRI A : 027910 Tug , 03794 . 8ug s I H A& v B EZ
KEEBRIRE N 0241 .6ug,03°40. Tug.

[0096] K487, BB il 02754 /N Ji5 R TRUK 5 1R, B8 1l 771103 B 218 /NI L 22 B G Ik ]
ABEROR IR - 50240 , BB 7037 K K2 b R B HH R A A P B2 AR B AT B K
LR EE I TE]

(00971 [SEjita 5] 2] Xof bt 4

[0098]  Wally%E AAFF T 264 A9 5L B ultraphil®™ o5 45 1 96 XU B 1 70725 1 7
(WallyZE A ,Orphanet Journal of Rare Diseases,2013, 28694, 558%:) . £ 1% L & il 57
COhf B il 3510 A4 A BH B 808 57103 2 ) 34T LU B 72 « 45 S an & 5 A6 i s o

[0099]  tnBE 5N, BB il 03 L ) bL il 71128 M 2 55 22, 9F HAE K2 o
IR EE o ek, W6 o , FE 4/ Fa 5 60 Bl il 7] o 80 K 38 B2 2 3 B2 R A 23 9 AE 2 IS 238 W
HH AT A I 21] , AHO3 i 75 HH [ R 2R R EL 26 /NI A V5 03 B PR 2H 23 N B R B E i -

[0100] 25 SRR A, 0341 77 B ek b il 77 H AT B8 iy 1) A o J2 2 P B v 1 R B 238 0 B K
PR Bl 47 LI [R) , 2 B AT FHO3 I 77 48 B2 ik J2 Hh BE AR FF B S R 250k

[0101]  BL E AT R TEAR AR N 2 S HAFAE « AN AR N 2 AT LA T Fr i ik
[R5 B B 2 FE AN BOREAT & PSSO B B, 1T AN i B8 LA AE S it , B AE L Bk
HA 780 A FFIX R B AN B, (EDRAE BT R BCR R AR & 1 efil.
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