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[0034]  LLKE] 4 A5k BHAS M ai s i IS5 1 o 5 5 32 AN i Xk, HES K 2 4T 16
)5 B —AN 3 T DX IR AR A2 e T B Bl 3 , LA 07 58— AT A0 S Ao B X O 4, RN
V3 o g e 1 L2 M 43 B DX AR, G Tl & Bl 18 4 3 AL R T
G3HT AN DL AST TR A ) 53 BT DX SN AR, f— 45 TE BB IE LI B — gt ik
81T o 32 oM X ISHEA R 16 412 4T, B — 2 BCE — A N CUH—AN L 540 3,
— AT — AL 2 DN OTES IR XOE AL 7 AN 54 FAHE, T LN 7 FiA[H
Wl BT 1T | 7 43818 EULUAR'S 8 F1 9 | 32 AN H 0 N DB 3 v B ok 14 iR
e BAEFEWTR A EJGAND 8 3 AIE A 16 FRASE M40 f (anlEl 4b 42 1 Fion ), R )R
VA 2 A7 73 B DX 35 TR) FRT e P AR IR 11 [ ENE T S AH S0 800 16 2 7 DX S TR PR e P A I 1), SN
Z R PR 2 (P 4b 22 2 FioR ), BN T B R —AT o T X B\ — P01
RE T T A AT 0 A Dbl N s 6 RSV, (U] 4b 22 3 s ) s i e AN
ZHiESER (CnE 4b 24 For ) o TGRS 2 B XA T A 22 40 BRI R] SR A 5L
iR,

[0035]  sEjififs] 2

[0036]  HAKMIAEERAELFE .

[0037]  FRATTVETE T PRBES 43l 5E DRI AT AR AL G 6 4% AR — IR PE SR Ak il =k
1T 16 PO IR AT YL S2 50 . A0l 1 BT, %0 B AN BE IS P 58 il g (0, 4 - i i AR AL,
B REVEAT $5— 2 N TR) e 5 [ o2 G i 52 56 o BRATAHE ) “Quake 1T 7 KA ] 1) g S5 T 4y
B 16 AN X3, 73 0l 1 38 7 B2 AR AR A BRI AR A8 A, 4 i i it SR R ke sl g AR L )R]
SO R Th RE PR B T 2 5 AL RN 58 v e T, A 08 G B IE R 1 AT XY
e, HARRF o 5 HS B 2256 ) 6 DA THEN o IARAL— DU B SE90 61, & Jode it P
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FE IR0 ML, £ A MOIRASAS € J5 TR e 2 G YL (S0 o T FF 87 0 R 48 1l I 1] 9 5 T 90
] 1T VR E S 2o N VN PBS\4 % % 58 AR % 85 iR A I35 (1) PBS, Pk | [ s F ¢
1RMEE o FHT I TE I 20 108 1) FE O PR 1] 1 1), B i 07 N 8 43 il I ANAN A
FERC L — P, I B E I BN O 7 NIRRT ¥ — BUs i se e g . Ja
FT 58 0 PR e 42 o R 1) R D0 PR ) BT, (38R AGES v e N TN A 2R id i) =5t
T 05 Ja e R AT SR LSS, i LA 4 1 o i SR TR BEMER H w43 1Bl N [ 4
R, UFEER f A B 5N O 8 3N A — P i 5 e il 22 5% P IS I S R, 4 1R
T TSI [R) AR O AN AH N (B TERIR] o 18 4 o T R] — IR P B ik e il i AT
16 Fhan f [ HAT G SIS o FT ST BN 0428 1l IR 1) 9 O PR AR 1] 1 T, FRATT AT LU
SR EJFNE 8 4r BB 16 Pt i, 2R )5 4T FHE B R 4= i I 1 JF G Gh I i 1], Hats
Jr e 1275 N ARIRIE N Sz 96 4 ik 55), RImT 18 2 B m iR JRAT e ta 25 3L
[0038]  SEjtifs) 3

[0039]  Hef A5 fHLAL L

[0040]  FRATIAS A2 5 Ot G i 2 i RIUEAT T 0 B A AL, B e MRS VR R o 4
G — B ZPURIREE S I TR S SIS A 2 T BEA Yt RN AE Labview
FEIP TN A8, TR —His ik L A1, anld 1 (b) Bion, 58—, B /i
AN 2IBANREREE R (1001 g/mL), JFE 30 7080 55 — 20, BN G A AT 4k 40 fu i) &
T B ON B 40 e RE 35 80, 40 4 /B, Al R ASFE 2 5 UG T e e e i 528 —
A, HZE I N T 3 @8N PBS ¥V, TEVERR B 3G 750 2B VU0, I 4 A A% Z R, =
IR E 10 2350 3BT, BT 6 BAEH 0. 1% saponin Fl 10 % it 4= MLIE [ PBS %
VR 1 Al FEEIRIFE 16 080 2850, G BN 8 B AAS R IR FE 1) LAMP1 A1
LC3 —PUiR B, EIRIEE 30 4080 3860, G A EAAAO TIEASH 0. 1% saponin,
1% HEYEL 20 110 % A 25 I35 ) PBS VW, 3 ) 7 20 B B 1145560, 23 AR vk 16
AR X, BE AT X5 4 5 )\, T Z2sm AN 11 6 AN EH 0. 1% saponin. 1% i 20
1 10% 5 25 1M 1K PBS ¥ UEL 1 408 28 L, |l Acim A 1 b T8 AN ZOEHR L ) —Hids
W (2mg/ml) , SIRIFE 40 8 20, P A A O 6 NS 0. 1% saponin. 1 % 3
20 F1 10 % 21 M35 1f PBS ¥ VRMFPEL) 3 /38 S Zeom N 11 1 9 BRRUERE AT T HERR
WEIER P RO . QO )E, LR E RN g ENE, H T2 5.
Kl 2 EoR TAE AR —Drik BEAR I, LAMPL FR3% &2 LAMPL T LC3 AU HAL 48 7 vEA0E Fy 45 1
IR e CSEEN Y

[0041]  SZJfs) 4

[0042]  f&— 5 I ) 7 47) [ e G € S 5

[0043] 41 rp B L8 5l 53 () 22 20 A TS B o3 A BE I TR) R A AR A, WSR2 I TR) R ) 56 B
BHAEER . HHE PSR, AT DA R — e i R e o e e am g R 5k
HOtS T Ze o N T 2 AN CRETRGEE A (100 1 g/mL) JFE 30 408h, Fl N &4 et 440 i
YRV, 5 0 TBON B R 40 s 72 v, 20 4 /NI, 40 BRIR SR8 08 S5 U S 9 e e (5K
5o B PG EE G 58 AR IR IR AN S S AN SE A RS2, FFaAVERS, lSs i B
N8 $ FR T2 BRI IR) 55 0 21 7 /NN, BRRE 1 /NIHKIR NN 4% 2 58 g, IR E 10 4080
Ja, BB BN TIEBAEA 10 % 64 M35 1 PBS ¥, 28t 3 7 A B 1 IR 148
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il 22 RIS [ 35 471 43 A IRk 16 AN v DX I3, 38 H A8 S5 G, L TR) 5 [ 5 16 48 iy 1 7
PBS ¥ B 2 dn Ja — NN R) AU 40 I 0 45 R . SRS AKIR H 22 AN ] 3,456 A LC3
—HIE W Cmg/ml) FEE EH 0. 1% saponin Fl 10 % 45 M35 (19 PBS #5826 hrd
) = H (2mg/ml) S B AEH 0. 1% saponin. 1 % M5 20 F1 10 % 54 ML () PBS ¥
Mvk. Begifn, HILRE SRS gn g, 1 Tt &, i 3 fir.

[0044]  SEJfifs) 5

[0045] 16 FP 4 JLI FFAT Je o 550

[0046]  AFHIIEl 4 Frowts i, TATAT LAPR il — k PEAE BiAb « m@ s 30 AT 16 it 1) FF AT %%
B, Jelt A i AN O 2 AN RESE T (1001 g/mL) JFH 30 238, 1555 5 i 5
Jr EJ5 N 8GN 16 M, KK R 15 BB ARG BUAE i 48 &R (GMO0156, GMO0798,
GM01256, GM02438, GM00852, GM00863, GM03030, GM00151, GM00244, GM00636, GM00654,
GM00059, GM00110,GM11473and GM00039) FlIEH NS 4EAN M o 4585 7 N H il ¥ 4l
M35 h A A MUIR S AR J5 , i B P BIT AR e PO Y (S . LR AR WA M 22
TG E 5 Fos, tHEE R e 6 s,

[0047]  SEE45R

[0048]  1.5ZEG4h R

[0049] 1 B 1% [A] 2 1) ) P AR PR B v s B0 PR T B e 5 6o 8 I s JBi o 1) 0 8 0 DIt %
CERAAEEEMN. KB 2@ - () R TAEHARB G gt g 3, HrpE 2(d) 2
PEALEE R, LAMPL T 2S5 T, Bk i3 ERr 7 1 e B

[0050] P& 2(f) A1 (h) 435 k5 LAMPT 2 & LAMP1 Fl LC3 XUYLAE S 7 EIEE R, 52 X
R AR T AN ER A (o) f (9  —H K E A e, BS A ES
BIE T o

[0051] &l 3 &7 T #&— &It A7 ZIRH LR AN e o 1 LC3 1EAT Stz 2t G i 25 3L, ]
Firm, BA153 M EL T 0 2 7 /Ny, TR RG 1 /NN ] e 45 2R LC3 3Rk & K 43 A B 4 B Lk
IR B B B 22, YL 4 21 5 /i, H R IR Bk B i i, Bl BT PG

[0052] & 5 J@7R 1 7 iS4 00 BRCAE i N 40 B 3R % DE S R ET A 41 Y e 5 Ol G (L &
o () B (D) 500 X BRI AR (X-1inked ichthyosis) IT1 &l FCov
(Gaucher disease type I1I).JB%= - VLigKdi (Wolman disease), (e) F| (h) ¥ kfEfR
S 5, 2l A T BURE 2 A B9 (mucopolysaccharidosis type I, MPS 1), #f/K#)
[CZE A 9E (Hurler syndrome), B — 23R 1 BEAE OC 1 22 2 L B 61 5 (neuraminidase
deficiency with betagalactosidase deficiency) 1 I11B AUKkLE ZHEF Z5E (MPS type
ITIB).

[0053] 6(a) NE 5 FHIEH 4 Image Pro Plus tH&EAI45 5, Al LLE Hp s 20 40 il
TR 1R 250 L TE S R AT A 40 b B B 3G 0, 9 B A 22 S, T ELAS[R] )52 905 20 2 1)
BRI B A AT AN . K 6 (b) 248 Matlab THE, 43 5 DL A o s e S e i
LAMP 1 % 55 B (19745 72 ZR 0 8 40 i SR A AR 52 s B0k xy A1z S, 61 6 (e)  (d) A
(e) M 6(b) [ Y/l Wi 5 R, LSD 41 fi7E LAMPL [175% 36 0 B L s g P8 B g
BRSO/ EER S4a Z an Mo B B X e O REAS 3 RREAS 8 A ORI Ak rii (19 5% ik
FE RAT 512007 30 % A1 70 %, HA w5 T 49 50 % (K240 MR AR o« REAS 2 Ho i 4k () RE 77 34 41
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MOE I N 3 A0TSR R S mI AL, mOR/MUCEIERIA 70% . R S TEFEAS 4
FIFEA 6 PR AR, KN B IS 2 580 1.5 £ /id o RAh, A Leys iR e
48 LSD 4 B RIURFIE 3 AT o LEANFEREA 7 P, WS R s 7R 40 L KBl B 2 AR 3T
MAEFEA 6 11, 85 % (KW R A4 md 8 Th 7240 i % B 1 35 %6 (K9G A

[0054] 2.45i

[0055] Bl T¥ e oot g ta st b — R AN E B P B A —Pdands o B DUiE
AR IR RE T LAMPL AU 4 91, R o T Aemi 45 5 v 8 8 B Ak Sk 38 4 A1 VB I 48
D3~ FEARAE HFE I S P & LR, IF e T R R R L a8 R . E Rica A%
N T HAZE T AL E AL 2 A gL S I, N Tl R 5 A2 o
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