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1. —FhERAE Sanfilippo ZE& 1k M TV, 4G

MR B 23R B ah o — Pl 2 M A SR KF, o Bk — el 2 Fp A s
Bk AR 1AL R4 A,

ST P ) P — Rl B 2 Pl A bR A I K1 5 BRSSP R B, B e T il 52 383
Sanfil ippo ZE& k1™ HE o

2. BURIEESK 1 Pk K 773, Serp Bril —Fh el 2 Rl A W bs S A 46 1k B 3% 1 1) 22 /0 iy
EkREY)

3. BURIEESK 1 Frik K 7732, Horp vk — el 2 i AE b B A6k B 36 1 [ 22 /b —F

"EYIbR S
4. BUNESR | Brid (753, Herp Brid— Bl el M A Dbs S A G B 1 102 /0 DYl
"R

5. R INAUR) B RAE—WUAT IR K 7 125, Horp prid — sl 2 P A hs B B 5L A Tau,
WAL Tau (p181) A5 454 8 1 D-28K sk AFal oA K Al 710 2 /0 —Fh A br &

6. AR ERAT—IUBTIR I 7732, Horp rid — Ml 2 f A br S 45 18 B Tau,
WAL Tau (p181) A5 455 811 D-28K sl 4 Mo A= K Al 7 10 2 /D R A 0br &4

7. AR ESRAE— AT IR 1 7 1%, Hop prid — Fp sl 2 P A hs B9 55 E A Tau,
WAL Tau (p181) A5 454 8 1 D-28K B AFA oA K Al 710 2 /0 = Fh A Ubr &

8. B IRBUM B RAT— W FT IR 1K 7732, Horp pirad — sl 2 P A W bn B V) B 46 Tau B 1R
At Tau (p181) FHJH-40 Mo A= KK+

9. BIIRER ESRAT— TR 10 773, Herp irid — Ml 2 F A bs S ) L6 Tau B IR
1k Tau (p181) H5 454 8 1 D-28K AT A K K.

10. B IRAUR)EE SRAT — TR (1) 7512, e il & ik — Fh s 2 M A bs S R B 1k
K

L1, BUCREESK 10 Brid ity 7 v2%, e Jd A FHARe e 1 5 6 ik — e s 22 o 2E s AR 1
— P Ek 2 P BT AT S5 0 e A I = TR — R B 2 A AR AR S ) B R IR KR

12. BURIELR 10 BTl (9 7512, Hodp il i 3R T 2D B v vk I &2 frid — Fh sl 2 Fi 2B 4
FrEVI R R IE K

13, BUREER 1-9 fE— T iR i1 5 v, Horp I & prid — P el 2 P AE Wb 5 % 1R 32
IR

14, BURIELSR 13 ik 751, Hop i@ ik 2 A2 00 & v ik — sl 2 Bl AP br S M IR 3R
I

15, BUFIEESK 13 Frik #7772, Horb i@ ik RT-PCR 37 B4 £ i ik — 8% 22 Pl 26 Wb 5 0 1
HIRKIEKF

16. A IRAR L SRAT— I FIrads (149 77 325, Herp PIrad A 3K B (CSF) 4t i L AL 21
IR T K L T JR S8 R T I 2K B A L SRR R SR B TR L 25K R KRS R
V&1 B SRR LA G

17, BUIRBUR B SR A — T ik () 77325, Forb il i i 2 i3 (CSF) # o

18. BUHIELK 1-16 AF— TR 1) 7712, Horp Brad s it g A1 Ji A

19. IR ACR)EE SKAT— 0 ik () 77 325, Herp piradonf K PFR 7- A Sanfilippo £5 &1k
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X 2 A Hh BT — Bl s B A bR B K

20. BUMIEESR 19 Prid ¥y 75, Forh Brid e SRR H — s M BE 32
RO HERE P AR R 2 A T 0B ) B il — Pl B AR S 7P

21. BUMEESR 20 i (977325, Ho b Br il JEORE f 0 A 22 A i RS TR 2 18 VAR O B

22. BURIER 19 BTk 751, Hodr prd it BRSPS 56 D7 S Bl Ui 2 ..

23. BUMEESR 19-22 (F— T FT iR 18 5 14, A 78 BT il o A il &2 1 B ok — el 22 b A=
VIR KT 5 Prad e UK 2 1R ) 22 5 5 TR 52 i & 1 Sanfilippo &84 ik ™ A&
FHRHK o

24. AUHE SR 1-18 AF— T BT ik 1) 77 2%, e op B il ok jE K P 48 7 i 28R O 0™ R
Sanfilippo RG0S RS2 R TR — el 2 M A br EW EIKF

25. BMIZELSK 1-18 FE— I BTIR I 77 325, Horn Bk X MK 2 2586 T SR 3R 8 L 4R R
T Sanfilippo LG 1k M B R EUE B -

26. BUMIESK 1-18 AF— AT Ik 1K) )7 2%, He b Birad i FEZKSF3R 7R T0E 2R 8L Sanfilippo
ZRE k.

27, BTRAM L SRAF— BT IR 1 77 3%, Jorh Bk — M el 2 M A bn S 5 — el 2
HAGARED LG .

28. BMESK 27 Prak ) 7732, b vk — ek 2 oAb bR Bk B B DU 4 A -
GAG. B — & UM LR . LAMP1 . LAMP2 K HAH 4

29. ATIRBURNEL S RAE— TP iR 18 77325, Horp i € Sanfilippo ZR-G k™ 8 AZ (1) 0 WAL TS
B TR SZ i E ) Sanfilippo ZE S EE 542 AVB.C 8D Y,

30. BUFE K 1-28 4AF— T ik 1) 77325, Horh Bk Sanfilippo £ G1E/2& A &Y Sanfilippo
REiE.

31. BURIELR 29 Frid i) 752, LA Bk 75 iE i B FE 55 e 52 R E 1097 T R IR

32. — A T I Sanfilippo ZR-A1E £ HifyT e N K 7%, AL A

MB35 338257 Sanfilippo ZEAEIG YT 1 Sanfilippo Z54H1iE B2 (AL S Th—Fh ek £ Fh A=
IR BV KT, P Tk — R el 2 R AR B IE AR 1 AL GAG AL 414G, A

ST 1 BT IR — Fh sk 2 B AR YRR B I 7K T 5 6 BEAKCE X L, 4 R sl 3 AT ik iR
I7 o

33. BURIELSR 32 Pra (1) 751, o 4 R sl 6 97 1020 R AL R 4 e B ik 16 97 150 = A0
/ B

34. BURELSR 32 Prd (9 7510, b 4 R sl 6 97 1020 SR AL R 1S In B ik 1697 170 = A0
/ B

35. BURIELSR 32 P (1) 751, b 4 R sl 6 97 1020 R AL T /D B ik 16 97 150
/ B

36. BUMIESK 32-35 AF— AT IR 1K 77 %%, e A Brid ot B 7K P AR 8 52 FIridk v 97 22 /i P
i Sanfilippo ZR-&fE B T Tk —Mrel 2 M AR EW IR

37. BUMESK 32-35 fF—WUHTIAR K] 77 1%, A1 B i BE ZKSF a 78 B ad v 7 3 1) ik s 5
I 8] 50 52 (R TR Sanfilippo R TR T Pk — M el 2 A AE AR S I K- o
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38. BUMESK 32-35 F— W FT ik (K] 77 7%, oA B i B AP 22 A BTl ¥ 97 IR AT
b TR — P Bl AE AR S KT

39. BUMIESK 36-38 41— Wik 1K) 77 7%, A1 Bridk —Ff sl 22 i A s S ) ) FRAIR 1T 7K
AR TR SRR BT IR G YT B R R

40. BUMESK 36-38 A=W HTIA IR 7712, 2o ik Sanfilippo Z51E 2 A 2 Sanfilippo
ZRAiE.

41, BORIER 40 Bk 751, o rd 97 R M T4

42, BREESR A1 BTk i 77325, oA Bk Bl A Q7 v B 456 it FE 4 SR 22 N- i R T 6l
(HNS) HH.

43, BRELSK 42 Pk 17712, oA prik FE 4 HNS & i i s ik il H

44, BURIE SR 36-43 FE—WUATIR I 7532, Horp B /i e B B DU 4L 41 < i 8 v
(CSF) 4 fg 202X A I I3 Iy I M HE 5o

45, BARER 36-44 AT — Ik (1 77 2%, Forb BT A S A2 I B (CSF) R

46. BURELSK 3644 AF— T IR 1K) 753, oA el i o2 40 A o

AT, RUMESK 36-46 AE— I PTIR I 7325, Horp ik — el 2 M A br S 45 GAG.

48. BUNEL K 36-46 41— T FTidk (¥ 7732, Horb ek —Fp el 2 Fi A hn S sk B3R 1
()22 /b —Fh LR A

49. UM EL K 36-46 £ Wik (19 77 v, Horp Brik — Fpal 2 f A b E A FE L
Tau B IAL Tau (p181) 45454 8 H D-28K B4 M A K IR 1 2 b — Bl AR &4

50. UHELSK 36-46 AT — Wi ik 1) 77325, Hp irk — Ml 2 f AP bn S W ds it B
Tau BEIAL Tau (p181) 5454 8 1 D-28K B4 Mu A K IR 7 1K 2 D I R A0 40

51. BRI E SR 36-46 AF— T Frak (8] 77 %, Horp Pk — el 2 AW br S F6 ik A
Tau WAL Tau (p181) 45454 81 1 D-28K sl A0 Mo A& K 7 16 2 20 = Fh A 0br &4

52. BUR)EL3K 36-46 F— Wik (1) 77 i, Horh ik —Fh sl 2 P A= V) bs 9 B 46 1k B
Tau 4L Tau (p181) F 4 iy A K K+

53. BRI ELSK 36-46 F— Tk 1) 7532, o ir ik — M sl 2 R A P bn S 6 ik A
Tau BEIRA Tau (p181) VES 454 85 11 D-28K -4t fu A< X+

54. BUMESK 36-53 (F— I AT IR ¥ 771, A il & Jridk — R sl 2 M A b SV & B
FRIEK o

55. BUMIELSK 54 Pk () 7712, Horp il i A R e R 45 ik — sl 2 M A br
— a2 B BT AR AT S I e I = kR — R e 2 A AR AR S ) B R IR KR

56. BURMIELSK 36-53 (F— W FTIR (K 77 1%, Al &2 B ik — Fh sl 2 F A hs 35 ) R 1
FRIEK o

57. —FhidF &, ffE -

AT &L AR 1 P Ee e H A A 1) — Pl 2 Bl A= P br 9 1 K 1 — Rk 2 F
A

FR7RTIUE Sanfilippo Zx-E ik I Y BHT BRI HE K BOH T-00058 Bk — Fh sl 2 F ik
YIkR B H S BT (R BEFE

58. BURELR 57 P il &, b Prid i) & F 878 Sanfil ippo G EAELE
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FR BRI A, B0 FH -0 5 T 2 Rt A B R xR o

59. BUAELSR 57 8 58 ik ik, Frp prid ) &t A 55 H 00 2 GAG ftiml .

60. BUOM K 57-59 AL — A R &, 2o B — Bl sl 2 Fiislsn I 2 ik — i sk
Z R EIbR S B A RIE A

61. BUFIER 55 Frid &, b prid — sl e Misn s i 5 prid — F sl 2 A A4
PRASYIR S MRS 10— P e Rk

62. BURER 57-59 A£— T (a5 &, 2o fir i — Aol sl 22 M i) 00 2 i ik — vl s
Z AR BRI IR R L IKF

63. BUAESR 62 Frik i) &, Kb prik —Fh sl 2 Mol A 65 5 prid — F sl 2 F A=)
PRAYIIR mRNA K5 7 P2 A 1) — o B B A BRAR T

64. — MM T Sanfilippo £xG AL AT W1 5 7%, B -

23 H 8232 Sanfil ippo 54 HEIRTT 1Y) Sanfil ippo 4R & 1E B H 1 — Pk Z Bip R E
TEVIAR S K, A

BTN PR I — Pl 2 B 22 T AR Db S AR A B HE S A T B, dE R B

BATIRGTT -
65. BURIESR 64 Prid ity iz, Horh Birid — Pl sl 2 o 22 5 77 R bR s 00 B 5 o e 3 o
7/

66. BOFIEEK 64 Pk (¥ 77323, o b B i i 5 ik 25 0 e 7 I 75 =

67. BUFIESK 66 JTkR If) 7732, Horp Ik i 75 sk B i DA N A4l - B A & KA
YA RS G ME +CSF A P R A LA

68. BUF) B 3k 64 BT ik (1) 77 v, A BT A X BOK P AR EE B2 BT IR VR T 2 BT BT IR
Sanfilippo £xA 1k 1 BTl —Pral 2 B g 5 br S KK F o

69. BUFEEK 64 BTl (197772, T BT id i B K P A2 78 BT v 7 0 1] 10 25 5 B ) 5 ) o
(1 ATIAR Sanfilippo Z5G 1k 3 H AT IR — B sl 22 B i i 5 bR B I AKCF o

70. BUFIER 64 ATk 675 v2%, b BT e B /KP 2 B BT Va7 1 IR 3 h BT ik —
k2 o o i AR B 7K o

T1. BURIESK 64-67 AF— I FT IR 18 77 7%, L rp Bk — sl 22 ol i A 351 b 25400 1T B ALK 1)
KPS 7R BT 3 X ek v 7 B AR R

72. BURE K 64-69 fE—IPTIR I 732, HoAd Brik Sanfilippo £8A1EAE A &Y Sanfilippo
Rk

73. BRIE K 64-72 - —IU T IR B 7712, Hoh Bk 1697 R BT

T4. BORVEESR 73 Pl (#9775, e b e il i A7 VA G4 i FH S5 4 2 25 N- it B B
(HNS) .

75. BMIEK 74 Frik 772, HoA iR E 2 HNS & 1 8 e ik il H

76. BUMESK 64-T5 (F— WU RTIR K 77 1%, A 4E K sl 55 97 1 P RS 4ERF pridia
7 IR R/ SR,

T7. BURIEE K 64-T5 A& T PTIR IR 7325, b 4 e sl 386 77 160 SR HE 385 I Pk v
7 IR/ SR

78. BURESK 64-T5 AF—TPTIR I 77, Horb 4 RF B #0777 1 2 RS D BTk v
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Sanfilippo ZEEMENEYIREMRERIE

[0001]  AHICHIIEHIAE 51 H

[0002]  ANHIIE K 2012 4F 1 H 6 HARAC 3L [ I L4 g 75 61/584, 165 F1 2011
1L T HARAT R2E EI I R BIE RS 61/556, 810 I SEAL, Hidd—AN (3 fR 78 i
5 HIEAN.

[0003] ﬁ%ﬁ%

[0004]  ZEZMEVIRUE 11T (MPS-111) i&FKA Sanfilippo ZEG 1k, J&— o DR B kR
MRS REARICRU B2 RARE RS RE (LRI 20 ) DR SR 22 P R R 2 — B ERBE 5 o
AL IR TR 25 2 A0 75 11 400 L 5 T B 8 1 L A2 T RN A Fop A B /0 22 T 1 O B 2 4, 7240
KIZE - EAHEEA P BAZMER. %% 7 IURARZER MPS-T1T MPS-T11
ABLC H1 D (B4 HIFR A AVBLC A1 D A Sanfilippo ZEGHE ) o X PUFH MPS-T1T 2870 & [ [X 5]
ETAFREEG. T4 A BZEAE (MPS-T1T A) & i TieA R E N- TR As R
Al 70 NN SRAZ T R AR, BTk S A PR BV BRE D RE o CUFF B BERG1E (MPS-T1T
B) 5§ N- ZBEH: — a -D- S A A BRI A G . O C UG (MPS-1IT ©) 5
LEHE —CoA + a — SR AW QIR RAN OGS . OFF D R G1E (MPS-111 D) 58
N- ZBEIL TR G G- IR RSB DS . T XLl 2 5 O BT 2R 2.

[0005]  Sanfilippo Zx&fE 1R R AEHIX b 22 1R K, P33 & % A & 100, 000 3728
JUHRZ 1, A BYZEGAE (MPS-TIT A) &5 Fr i ol vy 60% o HH Tt 50 i 14 ot , HoAE 5
1)L R BRSO, I S Bl E AL LY B = ke RAEZEE A AR
18 A% S ], AHAZZR A AR B2 WA 3 0124 iy, BSA BT A DU A S 2R ) MPS—TTT &R 4 A
el R EAREX A1 B2 LRILIE R, JF H L T BEJ5 kR AE — @ R Es 5 /e . W
55 H A 3 P B 22 B RPUIE AH 2 R 9T R A RUHELRE B B A7 AE, EL 2 M. 7EAH
o TR R B LRI AR LI 2 S5, B B LR IR/ 5 AT il L, B S5 2
[ ) N, SEUTERCR, B RE B W R R 2GSk . BB RMAE RGER T
T HLARRE 5 1 B PRREAE R o A A5 i 76 A L2 W . H AT T2 W MSP-111 1y 7574
F2 00 2 i A ST RS DRI P B0 5 ¥, PSR B B EL 2RI 9 o BB, DRIR S 25 1 R
IR BRI R T BA JEUR I ONS SR A FE D (s BEME 20, 3 A 2 X LA LA 12
T3 RAER R RS 50 ™ B A Sanfilippo ZEG ik B F Pt 1RTT .

[0006] [, A& 75 B Uk FE BH AU R 78 Sanfilippo £5-GE M LSRG 1E ™ B JE A4
REY.

[o007]  Wib

[o008] A BHARAE T A T 2 VR H R AFHERAE Sanfilippo £5& ik [ A W) br &
Yo W SIS I, AR B 4325 TS Sanfilippo Z5GfIEAH KK &Rl AL PR S (1)
Ko AN BT B R4, TR 28 A= Mpbr ] LA B Sanfilippo & 1iE R 4
FUR FEI 7 CER BREA / s LEE . BRI, SR ol 28 A3 FH )i 8 AR Wb JE mT DL AR VF 5
YERf ] SERAE Sanfilippo 5G4, B RGf C L L G IERIZR AR / SO EZ . IhAk, 1R
WA R I BIE M A bR & T FH A 20 Sanfil ippo 454 fiE &8 3 HH A7 W N A/ 5K
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Ak Sanfilippo LA ERIIGRTT o

[0009]  —75 [, A B AL T — B RAIE Sanfilippo £5-& 4k B 7%, HAFEIN &3 521K
AR R — el 2 A A AR S R K, T iR — el A A b B H AR L A
(R HR &8 J2 FLAH 5, IR 2T B ) ) T 3k — i s 22 A AR s S ) R 7K1 55 068 HEZKSP X B 1
EPTIR SR # 1 Sanfilippo SREMEMM B . 78— LU8jl 7y b, ik —Fh el 2 R A Db

EMAFEIE AR 1TED 2.3.4.5.6.7.8.9.10.11.12.13.14.15.16.17.18 8% 19 P Mkx
EW.

[0010]  7F — 2852l 5 i, ik — M ak 2 B AE ) br B W B 5 1k B Tau. 85 R 1
Tau (p181) VE5 254 85 1 D-28K sl AF&l e A= KR 71 2 /b — P AR bR i) fE—S8Sl 7 &
o TR — P ERZ R AE AR S B RE L E Tau ERRAL Tau (p181) 4545485 (A D-28K B F4H
WA= KPR 22 D PRI AE IR G . AE—SESE T e, BTiR —Fh ek 2 P AE Wb S L HE
7k A Tau BEERAL Tau (p181) VA5 4544 1 D-28K B4 o 2k K PH 711 22 /0 = Fh A= bs 54 o
TE—SESLi 77 2 rh, Bk —Fp el 2 A AE AR S S Tau BEIR AL Tau (p181) 4K
AT 7E—285jl 75 S2h, Pk — ek 2 PP AE AR S ELHE Tau BEFRAL Tau (p181) 545 &
B D-28K FHF41 g A K R 7o

[0011]  7E—S85ji 77 S, 2 ik — Ml A A bR SV K B R IE K. 75— Lbsk
77 G, T AT R S PR 5 ik — sl 2 M AR s SE ) — B el 2 Mep AR gk AT Sz
JE R B Tk 8 AR IR Ko AR 2USE T7 S P, 3l 3T 2D SR L vkCR I & BT ik —
B2 M ARSI R AR IEKE . 78— 2857 &b, I & P ik — M el 2 A b S
[RIRZ IR AR AL KA o A — 2B S 7 22 7, Al i A% A2 2 ik — F el 2 A A bR S Y I ik
K AE—2Si 77 S b, kB B ok — B ek 2 M AE bR SV A IR R L K .
T A St 7 Ze T 00 2 Bk — P B 22 B AR DA S ) B A IR R B KR IR 18 T i
RT-PCR 43 . T 7EI A S Ty Zerb, T I0 & JTih —Fh B2 P A bR B AR TR R /K
()70 B LA AR A B T REIR P AU g 1S (NASBA) EE A FHIH 1S (TMA) | 8 =
PCR (gPCR) « S PCRVER ) S E5IR S 1 (LAMP) . TagMan. Invader. InvaderPlus.JR¥f. 5
BRI (SDA) \Q- B — il A HE BRI IEY 1S (HDA) | 73 3 DNAL /K fi# FRET #R4Ef  EH2 il
Wi N (LCR) I FE EAZ TR 514 PCR SiASATUR B AN 5 BV n i Hodth 77 v

[0012]  FE—485jti 77 S2rb, FHT-0U 2 Bk — Plsl 2 R A bs ) S 2 AR R . 7
— N Ty R, FTIRRE SR B A (CSE) 4 H 2R Al 3Kk 17K S IR S I3 PR 35
(CENE EIN  RE R SY et eb e /N =V NN 2 @2 1) I 2 Rl 1 B bl S B R S S i
77 e, BTl Ak B B DL R4 B (CSF) WAl g 2R A Il ik 1 7K Il 2
I3 R FE A MR JBF oy I B A L B IR K KIS R B E T 5 SR . 76—
WS 7 T, TR R SR ICE M (CSF) FE e 7E—28500E 77 2, BT o2 40 ) I A
HH o

[0013]  7E—25i 7 Sy, prid— sl 2 B AW hs 359 5 0 BRZKSE A B, e A i ads xf
KPFR/REA Sanfilippo SR G RN FSZ A E h—Frak 2 M AR ED K. 5Lk
77 T, BT Xt B AE SR B — A2 Mg B FE S22 RO HEORE o 2501 0 2 1)
PR — R el 2 P AE R B K o A8 —2ESTT T S b, BT ad u) HEORE o2 I\ 22 A i e
ZARE I ERIFE S AR ARSI 77 S, Pk K P 55 1 I s 8l i EUE 2
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[0014]  7E—SL50jl 7 2, A — R ER 2 R AR bR B 5 0 ROKSEAR L A e fE—4E
St 7 FE T, AR BT IR ) B PR BT IR — Rl B 2 R AE AR ) B KR S TR K SE 2 TR
()22 57 5 T iR 2183 Sanfil ippo ZEA1E ™ B AH GG . 78— 2850 77 S, Pk it
AKFFR 7R fie B8 2™ FE R 1) Sanfil ippo £5 &1 A A2 338 Hh ik — Fh el 2 A A b &
WK o AE— 2880 T7 S, Bk X B P 72 585 T 1 SR 2 S IR 7R TIUE Sanfilippo
SrA R I B A B (E o 75— L850l 5 Z2vh, P it BEK P Fig 7 e 2R AL Sanfilippo
e

[0015]  FE—48sjli 7 =, Tk — PPk 2 R AEW bR EY S —Phek 2 Fh LA bR S W 2551
o fE—2eszji 5 S, Brid —Phalk 2 Fh LA bR EYE A B U4 4L B IR B (GAG)
(IR R AT 22 ) « B — 28 OO B AR OO 82 1 1 VI BRI R R 1 2 oI
oo ST, #iE Sanfil ippo Z5A1E ™ 5 RS 1) 20 BRAL FE A 7 Ik 2 3838 9
Sanfilippo ZRAMEA & A By C B D M, o265y 2, Hl T2 W52 i3 Sanfilippo
CREAER T R AR S IR 2 R TT T R P IR

[0016] Y — /5 TH, A K BAERAE T —Fr A M50 Sanfilippo £5-& 1iE &35 997 W . (1) 77
2 AL FE R SR B 852 Sanfilippo & MEVR YT 1 Sanfilippo £5-4 ik £ 3 AL & A — Fhk
Z M AR BV I, b PR — R el 2 A bR S B3R 1 P AR AL OB e SR h
(GAG) B8 Sk 22 S HLAH &, 5 00 5 1 ik — sk 2 P 2L Db -G (1) 7K 75 X K
SEXT LA Y R B B TR VAT o AR 2e ST R, GERF BB TR 1T D R Y R
PGy KRR A/ BURER . 78— SUSl Jy e b, dE R sOR BT IR VG T KD SR AL RS 1S I iy
WRIGTT I ER / BOA . 76— LSy b, dERF BOR B IR VA T 1D R R D Pk
TAIT SRR/ SR,

[0017]  fE—48SLJ T Z2 0, Prdont BEK PR 123 52 il 6 97 2 AT ik Sanfilippo 561k
BEPETIR — ek 2 P AEAR S KT o A — R8s T R, BTN BUKSP S A6 BTk vh
S S0 1) FR 658 5 P () A0 B F TR Sanfilippo 252 4 B oh Tk — bk £2 b A AT S5 0 1
Ko FE—2ESlE 7 T, FITR S HEK P2 A B 1697 (6 IR 3 T iR — Pl el 2 Fip 2k
WIkR G . fE—2esfi )5 = rh, BTk Sanfilippo L& ik B h Tk —Fh a2 Fi 4
PR EDIACT 5500 A LU B AR o 76— 28 S0 7 SR, BT iR — sl 22 P A b B4 1) PR Y
TSGR T ik 3 R TR VA T B BRI N . AF 28 S2 i 7 b, TR Sanfilippo &34
1% B H ABLC B D B ZH IR 4 o 70 8 STt 7 22, BITIA Sanfilippo £5-G 472 A 2 Sanfilippo
Rk

[0018]  7E—HESLjli 7, BTk ifyT B AT 5 B2 7 =, ik AT %
FLFE A Q2= N- BB le i (ENS) B2 7EHA STt 77 2, ik A7 i
AR B UL AU AL AL - LBERT 3R G IR R N LBEFE — o -D- R FEH AT
Bl STHE —CoA = o — E LM A BT LW R L B i N- B AT i —G— Bl PR B RGN / B
o 10— LS Ty S, B 8 20 e ik 4 s it P o i 7 HL A St 7y Sy, ik A
NS & [ 18 1 #9 P JsB kit A

[0019]  7E—4LSLjti J7 S, 3K H Sanfilippo £ & ik & BIFE S B B DUR 44
F B VR (CSF) < 40 B 2021 A I, I Iy Iy M 2] & 78— S8se i iy &, 38 A
Sanfilippo Zx& kB AL AR MCE (CSF) o B850 77 &2, 3k B Sanfilippo Z5& 1k

9




CN 104114686 A OB B 1/25 T

AR IR o 0 B LA

[0020]  fE—485jtE 77 A, ik —Fh ek 2 B A YR S )OS RENZ ZEBE (GAG) TR S BT
Ko fE—HESL T S, ik — Ml 2 M AR S RS AR LR DR RS .
TE— 250 7y 2, ik —Fh s 2 P AR As SV AFE L B Tau SR AL Tau (p181) (5 454
R D-28K BUH-4H M A R [ 22 /D — R bR i) o AE— LSt T B, ik — ek £
FhA= s S EFEE B Tau BERRAL Tau (p181) V45454 K 1 D-28K sF4 ik KX 71 &
IR AEIAREY . A LS T Y, TR R e B A bR S AR LE B Tau BRI
Tau (p181) 44 454 [ D-28K B4 A AE KK 711 22 /D0 =Pl A WAs &« 76— 2850 7 52
W, TR — P Ek 2 P AE bR E Y S Tau BERIL Tau (p181) FIRF4H A KK 1. #F—L85K
W75 %, TR — M e 2 B A bR S S Tau BEREAL Tau (p181) V4545 48 1 D-28K AT
0 o A= KR T

[0021]  FE—S85jt 77 Srp, W B Tk — M el 2 A AR SV K B B R IEK . 75— Lk
77 S, T AT R e PR 5 iR — sl 2 M AR s SR ) — Bl 2 Mhepi R gk AT Fe e
JE R 8 ATk 88 [ R IR Ko AR 20SE Ty S P, il 3T 2D S HL VR I 2 BT ik —F
B2 MRSV R AR IEAKE . 78— 25Tl )7 &b, I & ik — pp el 2 M A b S
[RIRZ TR AR IK KA o AR — 2B ST Ty 22 7, i A% A2 W &2 iridk — F el 2 A A 0 br S I e R
KK FE— 2S5 7 Srp, W I I il — P AR B LR R IR K.
7EHARSE 77 2270, 100 & Bk — Fh sl 2 Bl AL D br S W) R 12 B 3R 1K K3 3G 7 1 2
RT-PCR 43 . 1 7EILAhSE il 7y S b, T I0 & BT iR —Fh B2 P A W br B (M AZ IR 3R 1 /K
(077320 B LU AR B TR A1 (NASBA) R/ S IH 1 (TMA) | & =
PCR (gPCR) 51 PCRVIAA T FHIZEIES 1 (LAMP) . TagMan. Invader. InvaderPlus. J&H . 8%
B (SDA) \Q- B — ST « A BE R AR 1 (HDA) « 73 3 DNA KA FRET R4 S RE
RN (LCR) f I EAZ PR 514 PCR BUASATIREL AR 52 LNy oAt 7732

[0022] 55—y 1l AR BHERAE T — APl &, s TIEE B3R 1 pral e R LA &
(1) — P 2 P AR SR 7K B — A a2 R R, FIFR 7R FIUE Sanfilippo £x-G kK2
BT B R HE A 5 B3O T 52 BT iR — sl 22 R AL M is A5 40 (6 BRSPS B . 72—
O Ty e, Tk il & IR B FE TR 7R Sanfilippo £5-G fEAAEAE B B X BKF, 8038 H
T 5 BT B 0 BT BRI B S o fE — BB SR 5 A, BTl iR Sl RS
BRI RE (GAG) MRS, 7E—SESLhti Ty &, Fridk — sl 2 MR & BT ik — Fh el 2
YR ED N E O REKY . 72— 257 e, Bk —Mrel 2 Ao IS 5 Pk —Fp ek
MR ED R RS S R b 7RSS R, TR — el 2 FAH)
& TR —Fh el 2 R SR R IEACE . 7B AL Sy &b, prid—Fh ek £ Fhik
FIALFE 5 PR — i Ek 2 Pl 2L W FR S 11 mRNA 5 S5 A8 18— i ek 22 P B T IR IR AT
[0023]  W{E ) —SEHi 7 e, A R 7 — R H T Sanfilippo £R& 1k B & HIGTT
Wi S (94 7 9%, 04 23R H #2532 Sanfil ippo £8 G EA YT I Sanfilippo ZR-A 1k & 11— Fh ek
ZRNE K E EPPREY) IR HEE T & R TR —Fh ek 2 M & 8 8 VbR EW AR
5 X6] HR A2 AR 0 B R R B B T IR R 9T

[0024]  FE—S8SCJ 77 S, ik — el 2 P& Rk Ebs V) S IR AR S . AR
—BST TT ZE, Tl R AR R R R I A B o AE LS T SR, BTIR e AR E ik B B

10



CN 104114686 A OB B 5/95 T

TR s A KR A R R AN +CSF NI A A 2 L
HE

[0025]  {E—485j 7 S, Fradoxf BRI 7R3 52 i 697 2 1 ik Sanfilippo 2561k
B TP TR — b ok b I AR S R S K o A —SESTE T P, BT X KT A AR BT
Va7 WA TR) 88 LI [E] 000 2 1) BT iR Sanfilippo 4G fiF 3 b pT il — P el 22 P i i ) b 25
WK o FE—SESHl 77 ZErh, B BRZKSP & A BTid vh 77 R AR 35 R T i — ek &2
ol 25 b A R KT o

[0026]  {E—L5jl 77 2 rh, Pk — vl 22 i i ) o A5 40 1 FARARK 190 AR AL T s P ot R0 2 %
Frid 6 T7 BA AR R

[0027]  {E—4E5jfi /5 S, JITid Sanfilippo £Z5A1EA2 A ! Sanfilippo ZR & 1.

[0028]  {E—ULsizjifi 7 S, ik v y7 M RARITIE  FE—2850 7 b, TR B A7 2
45l B QBT 2 N- G ERNERE (HNS) . 7E—2esijli s &b, iS40 HNS il
o H P 3% P

[0020]  {E—2EsL il 7 S, 4 HE ok VR B VA T 1 20 SRS 4E FE TR R T IR E R/ SO
Ko, (E—LESl 7y P, iR BG T D IRARE R N TR i T IR R/ SO, A
— el g S, YRR B RGBS BRI D T IR R T SR AT/ SO

[0030] QA HHIE HR A A ), RTE“ 207 AR S . ARHIER A SEG Y/
RT3 3 7 Y i A D AT 20 e RN B A AT AT 18 8 30 o

[0031] A& B HABRAAE B QA AAE LU SR 2 B0 SR, NAZERAR, 1D B,
SNFR 7R AR R BH 1) 52 it 7 8 AR AN D 7 8 30 B T A B il 4 HY o AR R BHE T P9 1) &% A4
R R T I VR I A SIRB AR 531 5 AR 15 0 2

[0032]  PffE fajids

[0033] BRI 749 Uk B B T 1 AN A2 B o

[0034] L 6 H AE RS R BEAERS 24 B BT X Sanfilippo &4 1iE 5238 # 1 SE ks H I
RIS 22 O AR S 21

[0035] [ 2. SFUSAHCIIR B N Al PEEE, UL X ER () LHlEE kT
T, LI A Sanfilippo £5GESZIAE HAFEREAH I T P

[0036] [ 3. 4FURAHCHIR BRI . BEINM @ A, DA XTHERE (A ) Lt
SR E W, LKA Sanfilippo 8 & EAS2 38 AR AH R KT %

[0037] K& 4. dEXfEE Brian MRI. {#H FreeSurfer ¥4/ B b &7

[0038] &l 5. Mo B2 LA AR Ak o A W R BRCHR , Ui BHAE 6 % 2 BT R JG 412 1 AT Sanfilippo
SEAIERLE AR EAT RS () bmig A e (KRAE) Bk,

[0039] P&l 6. Mo Bz LA A0 Ak o 7 W R BRCHR , U BHAE 6 % 2 BTRIZ J5 412 1 AT Sanfilippo
CEAIERLE AR E AR (%) blimig A g (KRARE) Bk,

[0040] P& 7. = FH CSF &4k, {E6 5 ZaifZ G2 Wi Sanfilippo £5&1EH
JLFE FPoR 2 i = F CSF A AR L.

[0041] K8 BN, 7E 6 % 2RI G2 Wi A Sanfilippo LR &R JLE A
o f7 A (AR E) 2.

[0042] P& 9. /NIA B, F 6 % Z FIAZ G2 Wi A Sanfilippo Z5-&1E LI H
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ORE AN ESS el A

[0043] & 10. &N A BN, 1E6 & Z A2 G2 W A Sanfil ippo Zr & 1EK]JLE
T4 A AR

[0044] & 11. Wi RABANRE R BN E WG AR (KRERE) SRER
XEE

[0045]  [&] 12. = fl CSF AEXT KB M RN ZIRE W AR (KRAE) 5K
BRI

[oo46] K] 13. AMAEXNKERH. BENMZAENARAEES KB RN

[0047] K 14. BB EXNKER. BENZAENEMAERES KB RN

[0048] & 15. {1 H Shire GAG Il IMAMR IR £ IE AT 25 Bl e S8 v o ZERF 9L A Shire GAG
I R REAS 52 AR 3 0 5 o 0 B R L I P 22 W M SR B R 7K F

[0049] & 16. JH-40 B R F 8 AP HL . AEIAIZ I MPS-TTT A (SANA) 442 1K
Mg FEXT | (CTRL) 152 R A ISR (CSE) Ao MIEAMESR Y 25 ()AL CSF s
FZET Tuminex I T 2 BERI A 52 2R 70 Ao 05 B4 i Y R T4 e AR K Rl 1 2R
R .

[0050] W& 17. 54555 E D EAK PN L. MEAZE MPS-T1T A(SAN A) FI4EEER,
Mg Bert | (CTRL) 152 1R A& ISR E VL (CSE) Ao MIEAESR Y 25 [A) S L CSF s
FZET Tuminex (25 T2 BERIK G el € R A o ME R N IS S5 6820 D S
W

[0051] & 18. &L Tau A FHIXT L. A2 MPS-T11 A(SAN A) FIEE#E R A AR
XTI (CTRL) F323R 3 A8 AR IV (CSF) Ao MIEAME RS P 25 [ R CSF FH- {8 F 26 T
luminex (25T 2 FEERI GBI & KMo T2 BAFES N IGE Tau 88 A IIKEE

[0052] 19. BEIRAL Tau 8 H AN HL o WHIAZ I MPS-TTT A (SAN A) FHAFE42 A A fi
FEXT IR (CTRL) A2 iR % R WA I W (CSF) FE o MJEEAE MY Py 2% [A)HhEX CSF FAd i %=
T luminex [ T2 SEERIK GBI 2 KM D BN EES P R AL Tau R AFIRE .

[0053] &N
[0054] A TAEA K B 5E 5 ) BRAR, 0 8 L — 2R TE . DU AR FHAh ATE R B hn e
SNAEFEAN UL AR

[0055]  HLfA WA SCAL AT IR, AT “ PR 5 S AR b i S R T 1 B PR S P ER B 1 2
DRUA Beg s i — P2 M 2 KA I 2 K. A S R R A R4S x Ay ay vy
6 e R w i DR R LR E B I BRI ] AR DR [A] AR I 03RO x B A
EREEE IR v us a8 B e, HRGER D HE LARIEERE ] 166, 1M, TgA.
IgD Fl 1gB, CAMAFREERE R (PUiA) 4t oot IR, R DY R A5 A
FATRN 2 REERT, B B — A “5 7 8 (£ 25kD) FI—A>“TE” 4% (£ 50-70kD) . BNk
(RN s T EEAATTHUR L) 100 22 110 B 2 2 BRI R IX . Al “H A4
BE” (VL) AU AR B8 7 (VH) 70 Al iX S e A i . HUAAm] DR SRR X 2 DU . 91
PRECHD U AT DGR M) s sl SRR R o UORAE 0 58 BE I S ek 8 1 sl D Tk 45 ol ki
T AR VF 22 78 70 RAL I R BOMAFAE o AL, 9100, B S AR AE BOBE X b it Bt AL
PUARLLF= A F(ab) ” 2, A B2l — i it 5 VE-CHL &5 & (U BER Fab () — 284k, mLIAE

12
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IBANGAF FIEJF F (ab) ” 2 DUBEIRNECRE DX A 19 i 8, IR F (ab) 7 2 — AR AL il Fab’
HifR, Fab” BRI BA BCHE X 40 1) Fab (56 T HAh Bk BE R B B4 Hiik, 200
Fundamental Immunology, W.E.Paul 4%, Raven Press, N.Y. (1993)) . HARDLSEEH /A
AT 208 T & MPiA R B (R AU @ B A K B AR, 1XFh Fab’ v BT LA
b A Bl ok R A EE 4L DNA 7V KA e ERLE, AR SCAE 1, ROE “Pifk” i 5 i it
SE RGN 7 AL 1) B S T 4 DNA TV kA e i B 78— 288t 7 Z2h, $it
o BRI, BN L rp T AR E R N AR AR B A S A — i ( ROl IR ) TEEGE
522 BRI B RE Fv (scFv) Fifk. BBE Py (scFv) £ KRR VH: VL 5 54k, HonT L
AL 1 4 45 4 B o IR R R 45 5 1 VH- R0 VL- R R A A% IR 6 1k ( & 04l
Huston & A . (1988) Proc. Nat. Acad. Sci. USA, 85 :5879-5883, H A ¥ Py ik 5| H I A A
) o AETFZ R TRRBPUA VX RRE S0 0 2 IR BN 2 IKE 5
R scEv 437, Ho 3T S R AR T HURE &AL R 2 = 4i 45 . S0, £ %
FI'5 5,091, 513 Fl 5, 132, 405 1 4, 956, 778

[0056]  [441) < ATE“ A7 “ThE A R A7 AEASCA] B AE R . e A9 AT 24481
MEF T2 VIRIE 2 A CAUT A IR 73 ARSI R T ERHES . RIE“THRES)” 58 BARTR /I
AL DL 7 2 B A A (S VA B R )

[0057]  S5G5)  WIARSCASE FH ), RTE “ 4S540 AR 45 G B st & B BRI AT R AR A7
FE 1) A B B8 R TR 3R, Bl an B (1. 5650000 AR AR B RARAFAE DT IR B A ik
TR S5GE E B G0 mT DOl &5 G e R e S E A R I8 R A RN ()
W, WA EHEDUR S ARG TE ) TR FERL T IR IhRE. 456 REkd & & A n] LLaLtE
I3 B0 B BT BRI R B (1 m AR X 2 R “Fv R B A AR B AN B ] A X ok iR
ERAEREA R EEL KT ( “ScPv 827 FI E AL AR X (1) U 256 R i 2 2 R 1) e
ANV ERAE o G AR SCASE P 1R, AT 256 03 ] LB HE S8 ok 5 B p T A 1 7 A 1) sl o 46 FH
2 DNA T3 iE MR B BB R B o AE— 2850 75 S8 b, B BBk, ) dn i n] AR %
R RS A — i ( ER BRI OE R ) TE % S22 IR 585 Fy (scFv) difk. H
B Fv (scFv) ZCGRSLmIiEs VH: VL S 580k, J0nT DU GBS B 3 45 4 808 1 Ik gmis i
AR GE G VH- T VL- bl e 4 % IR Rk ( 2 WL 4, Huston %8 A . (1988) Proc. Nat.
Acad. Sci. USA, 85 :5879-5883, AN AL 5| HIFAARSL) « FAETZ S THRE
PRV X [ RARE BB 220 TF I 2 SRR BEAN 22 K EBEFE AL i scPv 4y 1, Hob 3 B A
FAATHUR GG A G =455 . 2 Wi, S E 45 5,091, 513 il 5, 132, 405 Fil
4,956, 778, {E—LLSji 5 L&, WA ST FH ARTE 25657k v] LS B iR . 2 Wtk e
o

[0058]  AWbrEA) . WA E X, ARTE“AEWPr & Fanl VR K A0 B A
o R BTV T A N MR s s (B, SR B BULIR ) o 8, S A R E DR
BE N T s B A ] DLW HB I &R PPAN (9 Ao E—SEsli 7y b, AEbn S —
AN 7+, HAE B H — AR ALRES (B, BA —Fm) M2l mremh 55—
PR AR (1, B BTk Bem ) AL ZE R AEAE R A R A A Pbs &) )4 8
HERIEAKE BT B S E R, WAEMR SR F R AR S Z A A7 0. WS
T2 BB A A FEEA PR T ¢ #7565 ANOVA. Kruskal-Wallis. Wilcoxon. Mann—Whitney.
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EL{E Eb (odds ratio) £k H| 5|30 #7 (Linear Discriminant Analysis) . —KF| #7587
(Quadratic Discriminant Analysis) Fl K- 4B (K-nearest neighbor). FAhERZH &)
RSP T 2R E B T R R AR B — R R AR AR RS i B2 . BRI,
AT AR C2W ) SAiar 20 297 el ) 2y aEtt bR &) .

[0059] M fi bR S WA SCAT F RS, AT “ s S bR 25407 i s BT R Ak o AE—
WO Ty FE A, AR S LR (AN PR TSk 5 N 5 P L 5 % 8 1) HL AL K s
A5 AR R A AT AT o

[0060]  fLEWFIF ATE “AbEH” T TN FEAR O] BT AR AT RARAFAEBK
RN (BRI, A ECEAR) ) 71, Bl ey ooy v (B 2 KB E ), AL
BUGHLAr -, BN WAl B HE A B Esh ) CRe a2 wLshd, B 46 N ) 40 fesk 23 2
VAR PRI . AP RT LU 505 7 BE 2 DI TR S ESE 6.

[0061]  XoJ HE < AR STAS FH IR, AT X B HAT HL AR 0 9 65 2R 5 22 60 EU IR b v i
No FH AT AT R G I S5 o i s o, 1l i o S AR i DU R T IR AR | 4518 . 1
— BTy S, IR B R S N B i (] I EAT AR AR B ) N BRI 5 o AR AN S
Borep, S MR CRI, BRI AR & ) o 7828 AN SIS O I o, A N AR AR =
PE— SOt 7 S, of O Dy seoer B CRA, BARTREAT BBl & , sl LURT 0 1 2 845
) o LB RUSI T7 Ze b, A e Bl EE BRI CLHAm 7 S ORAZ B e 3% o R JEAT DL BH X
B BE XS

[0062]  SWT WIASCATHI ), RIE“1ZWr"He B 1R 8 0= 15 M 5 B0 i i I 7 o 78
AR ER 3, “Sanfilippo ZR A ERIZ I "1 B £ LU — B AR e M2
T34 £ Sanfilippo ZEA51E, %€ Sanfil ippo ZRAEME (BY, MEAY ABLC 8K D) , FFHf 2 5T
IR BE (5, L3 Sanfil lipo £5AfiE sk Sanfillipo Z5A1E )

[0063] 2 S K I AEVARED ALK, RiE“ERBEREDIREY” 1S
Sanfilippo Z&AfiE—# AT H I, Fa LR IE K F-7E M & Sanfilippo ZRAER A2 IAE (BUZ A
TR ) TASE T ILAE AR BEBUE W 52 iR (B REBUE R SR R ) Rk AR
VIbREY) o ZATEILI 55 R LA T AR AL (B, Sanfilippo 5 1E AL B, C 8L
D) B Z&FEDIRED) o 1 ZATE LR i HRIE AP AEZ I AN RIBT B (1, d5 A0 B) 5 1A
Sanfilippo £Zx &1k = BB Sanfilippo R &1L ) A % R K AEWFREY . 72 7 RISAFETE
RS R TR B A R R A B P e E UL A E R WT SCE TR AR 1, HphEk
5HAMZE 5 RE R EWIR S A G N ZE R RIS EY T T2 W 0 8067 2
W R FAH AT K 2 A RN o ARSCA T2 7 R IE W DR S 21885 X0] L
#3824 Sanfilippo ZE& 1k Sanfilippo ZE&MEEAY | Sanfilippo ZE&MEMT ECFN Sanfilippo 45
AR E A/ Bl RN TR A 4 . AT FAEXT LRI R AR R A i AR SR gk — 21
SRR Z75 i WA SO IR, AE “ PRI R AR Fa il i A SCREIR I — Fh e 2
ORI A D 10% B 2 40 20% .30% .40 % B, 50 % .60 % .70 % 80 % .90 % B, 51
2 RIEFL, sl KT L5253 £5.4 155 £5. 10 £5.50 £i7 100 1585 2 (1R L FFHK
WA SCAS FH T, AT “ B ) 2R2 AKE” Ha il ik — Pk 2 Bl 2 90 an A SCHER 1) 75 2500
B ED 10% 5582 T 20 % .30% .40 % <8R 50 % 60 % 70 % .80 % 90 % 5l 5 £ [¢) K ik
B, 8 KT 1452 6523 £5 .4 5.5 1510 £5.50 £i5 100 £5 805 2 (R IE .
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[oo64]  PFERACSTVE (ERT) WIASOAE FH T, AR3E“ B Q074 (ERT) "4l id #5252k
RAR IE Wl G5k B AT ART VR T 7 S o A — 2B ST S, A Ik A N i R 3 25 R g e AE—
BN 7 S P, A N MR IR T R B . — B, iy 45 A0 M SR O3 S R W B A
Wl 8 B R HEAE FH DAV s A el Tl B SR AR B e S8, 6 T RO IR A
BARIT I, I PRI 18 2 D0 AR ok B 1) 8 PR PR A 2 i >4 40 Y o v B A
[0065] ARk  WIASCAT RS, ARTE A 2”4 2 LA 2 H P H 1) AL & P sGR I &
TEAR I ETR 3, Bk B ] Dol <7y 22 /b — R M AE bR S 3R A/ B
WEIR BB Sanfilippo AR I RAE s A1/ SRS a4 11 Sanfilippo ZR-A fIEREDR HI2E N
O o/ B S Sanfilippo ZEG MEAH R I — R a2 FEdR A1 / 872k Sanfilippo
SRR B9, A/ B & Sanfilippo 757
[o066] &5, MG ek D < an AR SCAT R, AT “H i 7L BN Bl us b BOER SR R TR
INAFT T B 0 8 AR, BT I S5 82 I B9 G AH (R A A AR TF AR A SCHT IR IR T 2 A I B el
XTREAR (BRI REAMA ) FEBR Z A SCHTIR MG ST I R & o O FEAMA 72 8 B8 S AT
(RIS A A [ T 2 S BRI B0 (51201, Sanfilippo LA 1E ) I/, HAERS 5 gy r Mk
REHE C AR UERA ST A5 00 AR 5w B B =4 ) o
[0067] PN « WA SCAE A S, ARTE “ BN AT B SN VRS Fe S B MERE (O
B8 5] [HL A PN 2 18] ) o ] DS & Rl AR, A A5 AE AN PR T 200 e ol L i vt i P 2 ) s 2R A0
TIUE BN B ES o AR SESIR T FE P, AR A BT < A A BB N IR FRl
JEEDR BRI I i FH sk, B, I i st o WA SASE FH ), ARV B sl X
Ta5 =R VUPEME S 2 MR (R ) MEEZ 858 1) L2-S1 #i67.
[0068]  ZAT :ARTE“HAT IR AR L R I B AMBEE RO 45 o RTE“Fr itk eas”
B H AR > AR A A (0, 76 55 28 AT BE HAT BUARTE B B A Y 58 S AZ R AFAE )
T 5B EZIRIF IS S O AT IR o AEAS R W A8 S 7 2 h, IR SR TR 5
HARFeHor ok B S AR R B (BRIX B ) DLoE 4 G e R BN B B8 AN G
A HABERET I IR, 491 G 22X SEEREF [ 2 AERE 2 B
[0069] A& « WA SCAT FH ), ARTE WM& $eH T IS XM BH ARSI RS . 6 RV
W BF3eH, BRI R A EHE ALV AT s B o 26 s NAR T (], 4638 M w2
FRZTIR I ) 1/ SRR (1 an, e, FH T HEATIE B0 558 ) A — i
25— MR RGN SR S A A R SN/ SCCEE R A s A
RS (A, &) o ARSI, ARTECFHOARE TR S I B A AR 10
RRGE, P B85 H oA SRR EH 5 a8 7T LLR TR 25 45— sl s X 42 7
B2 k. 0, 55— A8 W] LA A T I0E e, T oR AR S B R . ARTE RO
R PR oG 5 A 52 38 O 25 ML A R 558 520 (o) T BRI/ B dlyis S vk
A (ASR) &, (B2 AR T k. SEfr b, A% A &8 B A0 1735 w4
U A MRS KT IE RA ARG AR “ FHNE” e MR, “daiulha” iR
AR (I, AR RN R TR A KRBT T) AT RNASEE RS
ARTE R AR F A AL B &
[0070]  IEH ANASCAT I, REE “IEH” B H THEMARLE “IMA” 826l 7 I, e
B R BORAE I BB AN T IR P50 B E 95 B AR AR o REE IR AR
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A6 T 58 T IE R B E AR 8052 3K 70 85 B AL WD FEAS SO i, 10 41 < 12 1 A2

M ] 9
HH o

(00711 RAIR - WA SCAR TR » F SR A% H IR A% HF IR B2 % 1 IR S 3L P Bl o » IF HLAR W]
LI BB BOOURE I HARERAT SO SUBE ARk DA 2H 515 FlC R DNA B0 RNA

[0072]  BZMR7> T RTE IR > 17 M “ ZREH IR AEASCR] AT . EAR PN
I 3R 0 SRR A 1 PR BB L T R SR 5, O ELBR AR 53 A1 Ut B, 8 5 7] LA RARAFAE
FIRZ T BRAR B 77 2R D RE R R ARIZ T R 1) C AR o T IR A o B 5 R R
AR IOV E I Y7/

[0073]  &H i, EHATRZ K CHD, i PR BERRR— B 2 DA EIER ) .
SHA LIEARR AR (P, v DU E ) A/ 80 BUASRD T A C iz i A
AU AN GORE PR, “ B 7 n] LUR A A2 0 e B2 ik (A7 88T (5 5 781 ) » 51
] LRI REA 7y W BN SOkt — 20 B, B A R LRE B i e
A e R BE A AR T RS E 2 T A2 IR

[0074]  FREF AARSOAE H 1, ARTE “BRET” $i CAP S RIIZ IR 73 7, Fon LU B DNA 571
CBI, SERZ TR ) PCR P~ mRNA 73 B4 o R4 2K H I GURE S L R Py BU S R AT IS
S DNA JP 2o SR IEIE — Bl el MR A 4k 2 B T T VB O s e M 5 AR
AR B ANTP I IR o

[0075] 'Ry PEASII A IE AP IR < QAR ST AT IR, AT, “ e S A I T AP 1k 71
E{=92E s v e LT84 LA 7/ A7/ 1 e v N < e N8 2 L | BB e [ R0 S 6
AR T REW S 3 R4 G OO 1 bR B H B I DUIR BEME R S M AR AT IO BRI 2 I IR 7
PR IRIRE  BREENS Fr 7 T3 B IO B ) 2 L IR P A PCR 5140 ARTE“9™ 1 7EA 3L
J7XCE TR/ AT B o WA SCAR I, A B IR AR AR 4 R 2
FE S R ARLE P21 ) 22 A9 DL 7

[0076]  HENh AACSCAE AT, ARTE “AE 57 80 55 N A RIEIRATHEATAE S . RIE “ D)
Flt” AR AEASC AT BARAE ] o AR AR PRSI, AR it m] LA RN (CSF)
I A SR PR SR R B A« B < T 1 R 7K B TR PR 40 ML B
A/ B E . T A ] SR 0 A T PR TR AR SR o AR BT AR A
Mo B5 T AT FIE A RE i, B AN SR B W S IR R/ B K B IR 40 45 T = T 40 Y s 7
Yo APIRE I TT LR A AT 38 B B (CBFRTER BT R FEA ) SRAF RS &, wT L
BARAIN (oI 2 R A g MU 2 TR A ) A FT Al 10 5 A F B Rk AL A ) 0
iR AE— LS S, G A B AR 2 40N I DOBE IR s LU A 75 30n]
PAFPEA ST IR IR - 38 G A YRR n] 3R B AL a0 B B i ) L AR A i
N OB, 2230 ) 5. 3 ml DU R ] s R 427

[0077] SR & < WIASCAE AT B RS20 7 Hie NSUERTAEA S B (B, /B K
G0 AR B ECR ARSI ) o« NIRRT SR MBI BV 2 SEtiTT S,
RIRE RN ZIRE LR R, SRR EST R I RN IZB8GATT N ARl “ 2
B AEARSCE AR BB AT A ] o 32 R R ) B R (EE ] BLER
A DAANRIL BT 5009 s f8 HRIEAR o

[0078] ARG AR “ ARG M EMARG” AEA S HIAEH] . Rgen] LUE ] IRE B
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16 2 D> — B A M AR SV AT A SEAR . FEA R B TR S, FE EE ARSI A A S A
ARGt I HPrik g n] LR g0 M AL AL R slish Wy o B, Z24en] LR B B2 18
(g, e n] DATE e il 1t s 3k AT B SIS R R R AT ) 5 s R B o 2k (an, Ew]
CALE RN 3145 ) o

[0079] M < MR AR/ BORIE AN C g2 W B BRI H PR i R
SRR/ BURIE I — R E Z FEIR .

[0080]  YRYT WAL 1), R “¥H9T (treatment) ” (HHERA “¥RIT (treat) ” BL“VARTT
(treating) ”) ¥R MG MR AT (B Wgs B (RN ) , J050 4 B3 58 A Hh S
O R I B E SRRy R S R RN/ B RE (840, Sanfil ippo £EGAE ) [—FhEk
Z PR ECRAIE 1 A, YD I P B B A/ Bk D R . KPR 7 AT EAEE AT AN R IAH
KPR EFN /s RE P AARTE I 523, F1 / SANGR IR AIT IR s « e JB AT/ Bl e 1 - 24
AR A2 R o TR PEHL BT BUA M, X PR 6T W] LU X SR IUAH DSB8/ BIOWAE 1)
— P A T I ARTE I 2R

[o081] ik

[0082] AR BIRFHIFR AL T4 Sanfilippo ZR-G 1k E 1 2 7 R IE K AEWIAR KW UL AT H
HWRAEYIRRED IS W IR 7 AT/ SO 7. 75— 288l 7 b, A SCER AR A1 i
YA bR EY T H T2 W Sanfilippo ZrA4E (U1 AL By C D &), #58 FriR 8 & 1k 1™
A B/ SRR AR BT P, A SCIR R A R A bR R AT T ORI IR T
B7, W Sanfilippo ZGAEEE PG IT N / BUGT AL ASCHR AL A& P A=)
PrEY ] LRk S AF &8 B AN -5 I A0 B9 AH OC i AR A bR &) » 1
K —HEWPRED 5T

[0083]  DAREIIFAHIIR T AR &A1 AT A RS RS AR . A
TN F AR AATF T fEAFIEA, BRIE S AN, €807 IRE R R R/ 87,
[0084]  Sanfilippo ZEEMEHIAEYbREY

[0085] & Ak B A Ybr &4 v] LLELRE AT FAE Sanfil ippo 454G ERI IR XL
TIE ()7 5 B BN YR TT A N B R R Fe s S AT T i (o, 2R B TR ) o 8, 18 41
A br B B AT DA Fe s 2O & I VP e s . G, 18 411 Sanfilippo ZEA ik
(R AR EAE Sanfilippo ZR-G 1 FIEF AR R MAZ A1 2 3Rk . B, 78— 2850t
TR, CEFRIENSNT” 7T T %52 Sanfil ippo ZEGME MR ED . WA SAFA K, R
R RIS FRAT LA BEZ AFES: (U1, 38 3 Sanfilippo ZRAE G FIFE 53R
B Bt BR[O RS ) TR 2R R B B R AP B R v, 18, AR A
Z R IEKF R 2 e (I, sl ) 242 ERER (RE, b E 7 A2
HBEALAR G LR ) , W B S AR 22 TR IA N . fE—28S0h 77 &b, Wi R AN 2 [H)
[ IE KT 2 KT 20%.30% .40 % .50 % .60% .70% .80 % .90 % 1 £ 1. 245 1. 5 1%+
1. 75 fi5.2 £i5.2. 25 £i5.2. 5 £i5.2. 75 £i5 5 3 i, WIEE R sl A = SR 1K .

[0086] L1 i Jita 491 2 1 i il 1, I 1 22 e RAK 43 M %€ T Sanfilippo ZRG 1 2L
VIbrEY . HAkH, Ca kI, FLb i B s R R o PR R L 5 Sanfilippo 561k
RIAFAEAE G . PRI, 2R 22 S R A R 1 B PR RN FT /B8 MR AP 19 43 A el PRy
Sanfilippo ZE-& Mk HI A, £5ill Sanfilippo LA MERIAEAE, W Sanfilippo £x&fik 1)k B

17
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THER, F/ BRI YETT e Y B4 o

[0087]  HRYFA BIIK) Sanfilippo LA MERI R AEMFRED I T3 1. 5 TR L K4ED
PREVIRE B AAZIR (5, ZE \mRNA A1/ 8% cDNA) 21 2 ARSIk LA ). i, & 1 B
VRIS SR S D B B R R A1 T 3R B GenBank, Jf H AT LA FHER 1 B4 A~ 424
PR BB R A Sy R . 5 A Wi G H7E GenBank A 3R1F I 1 T A1) A Whs &
WA — N RS A RTZ IR (01, FEFK mRNA FT / 8% cDNA) JRaii@ it 51 HIE
A3,

[0088]  ASCHRLL R AW bR W] LLAE S Fig 7 5 Sk s 4 & 48 LAPEAY Sanfilippo 456
HE ) RS, #6390 Sanfilippo ZEA MERIAZAE, WA Sanfilippo &G AEF3ERE SIS IR, A1 / 8
MGETT e N B4 . 7E— S8 Sl J7 220, AT DS A SCHRR AR A bn 54 . B — 285K
MRS, EAE 1 KED 2.3.4.5.6.7.8.9.10.11.12.13.14.15.16.17.18 B 19 P EY)
RPN G — A .

[0089]  7F ¥ Ll 7 o, M A K WK E S W AW EYILE A Tau, 8 K 1L
Tau (p181) \E5 454 & 1 D-28K I / BH-4f fi A K B8+ 45 dan, W] LA IE B Tau. SR AL
Tau (p181) 445454 £ 1 D-28K B4l f AL K K+ AT — A AN =AM EbR &Y. 7E—
o5 75 Z2 T, AT LIS Tau B RRAL Tau (p181) FHRF4H Mo A=K R+ o 78— LSz 7 &, 1]
PAZH & A LA DA (Tau BERRAL Tau (p181) VE5 454 E1H D-28K FUHA L K )
[0090]  7E— 2850 77 R, ASCHE IR GG M A bR R RT UL — ek 2 A Al bR 7R
Y, e ) A U0 S R I AR S RE A2 Sanfilippo Z8A4E (5140 ANB.C 8% D i Sanfilippo
CREE ) AHRIIR AR S A -G o BRI, 75— 2850 7 S8 b, ASCHEIR I —Fh 5 2 A )
EMEAEYRREY) (N, 32 1 PERAERIRLL ) W LL S HAEREY), G Ak e S BE (GAG) Milk
LRI B - R IL O BE T EE . LAMPL . LAMP2 ( {45128 JLAS ) G564 .

[0091] K 1. — %K EIPE YRR ED)

[0092]

VbR ED) 45 £S5 G oV e G VTl S
A-1- PR B A AAT - - 0. 0750
A-2- EBREA A-2-M 0.0667  [0.0000  [0.0500
HMEEAB Apo B - - 0. 1000
= 0.1000  ]0.0333 0. 0500
AMA& C3 3 - 0.0583 [0.0583
NEWITR 45 & B A, Lo H-FABP - 0.0583 [0.0333
W 454 BGF FEAE KN F HB-EGF 0.1000 |- -

40 A 7 HGF - 0.0417 0.0167

18
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FREE ARG -7 KLK-7 - 0.0500 0. 1000
AR AAE R A 2 LAMP2 0.1000  [0.1000  [0.0750
W 4 Y £ % R R 7 1 M-CSF - 0.1000  [0.0667
PREAMEEA 1 MCP-1 - 0.0750 0. 0500
MRS EERED SHBG 0.0667 [0.0250  [0.0000
Tau - 0.0333  [0.0667
FIRIER GG EA TBG - 0.0917 |0.0667
LR AT R LN S TNFR2 0.0500 [0.0833  [0.0333
M PR R 52 44 1 VEGFR-1 - 0.0750  [0.0583
WEEH - - 0. 0500
pTau (181) - 0.0917  [0.0667

[0003] M AEWRE A TP B AR S KT

[0094]  R] LME VT 2 77 VR0 A i P I AE IR R WK . i, w] LU TR R D
PR I IE B PR 7K AT R s R SEEAS A B o A5 — S8 S 77 22 b, U R TR AR )
PRE R EARIBIKE o B L8 7 2, WS P AEYFR S IZ IR R L K
[0095]  AWAHEd

[0096] W] LU A A BH 5 v 8 FH 22 S/ il e — b B 2 ) 3 M A W0 AR 25 40 () A ART R 2R 1)
AR o T8 A B AE IR S S L FEAEAS R T 58 (CSE) 40 i 2023 4 1M 3k 17K af
IV R ST MV T i 00 2B A S SR BRE IS R ) SRR SRR ) & T B
BEVEI o 8 A AR B I AR RE AT LU SR8 WO IR B B30 VR AR o, B 2 B B
HEFNZ W RITR /B R R R SRR ] OB AR AR AMEBEAR R AN T ek e R
YIFE &, ) i M52 1R AL CSF Lyl s 48 F 4R AW N B0 s A, sl Tl ad 4 k)
Ny

[0097]  {EHELLS Ty Z2 b, W LA A SO A A R RS ol R s A . 9,
AT DL S A S R . B ST R, BRI S AR EO SR, £
O Ty =, T LAl S R E O E AR R A M e R M R AR . &
H B 75 R AR A J (2 WA “Protein Methods”, D. M. Bollag 58 A, 58 2 i),
1996,Wiley-Liss ;“Protein Purification Methods :A Practical Approach”,E.L.Harris
1S, Angal ( w4 ), 1989 ;“Protein Purification Techniques :A Practical Approach?”,
S.Roe, # 2 h,2001, Oxford University Press ;“Principles and Reactions of

Proteins Extraction, Purification, and Characterization”, H. Ahmed, 2005, CRC Press :

Boca Raton, FL) . 22 £ A& 0] AR MRBAI A 2R BN R A, IF Bl ik 423k |
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141 BioRad Laboratories (Hercules, CA)+ BD Biosciences Clontech Mountain View,
CA) . Chemicon International, Inc. (Temecula, CA) . Calbiochem(San Diego, CA) . Pierce
Biotechnology (Rockford, IL) Fll Invitrogen Corp. (Carlsbad, CA). T X4k E i
WAL VRN A BT ELEAR 1 7 R R . I B A I R AR L 0 T B TR R AR T LA
ARl o AU T AN G2 R] DA By M e 4 B il S s S DL IR & . SRS s R 2
Jii » DL P $E YD 16 B IR FE ARy AL o 5 0 BEORE i — FE IO, DAV 2 B R bR S 1R
Fo AL A B EOGIE 7 v B R H VKR AT IX PR AL o

[0098]  7E—E5ijiti 7y &, W] LA AEYIARE AR IUZIR « 191 4t W] LAAE 73 A7 2 B A it 2 B
RNA. RNA $&HR 75 R AU AR ) (2 WAan, J. Sambrook %5 A, “Molecular Cloning :
A Laboratory Manual”, 1989, % 2 fit, Cold Spring Harbor Laboratory Press :Cold
Spring Harbor, NY) . MKW ELZLZ 7B RNA (K 2 505 e 5 T R A MEFIAEAE R
HERMIR, CLER IR H A 30 k35 RNA g 2R 5 7T DU G I 6t S BEDTTE Ry / A e,
Bt i 7 P DT UE B A A L S B B = S IR R R 0, AR 1V e idE — 20 Al AL Rk
A5 7> B R RNA R i m] AT AV ZH 2R RNA (R, 5 RNA 5 mRNA) , JF HL W] R
MV R 42 3K H ) 0 Ambion, Inc. (Austin, TX) . Amersham Biosciences (Piscataway, NJ) .
BD Biosciences Clontech(Palo Alto, CA).BioRad Laboratories (Hercules, CA). GIBCO
BRL (Gaithersburg, MD) Fl Qiagen, Inc. (Valencia, CA) .

[0000]  {EAELLSE Ty S, JRECC S, 74 mRNA JFHE 5% i cDNA, AR5 AT LU AT Rl i i
) RNA A B AT 2 R B . 38 7 VR R AR A A ) (2 WL, AL R. Kimmel
Fl S.L.Berger, Methods Enzymol. 1987,152 :307-316 ;J. Sambrook Z& A, “Molecular
Cloning :A Laboratory Manual”, 1989, % 2z, Cold Spring Harbour Laboratory Press :
New York ;“Short Protocols in Molecular Biology”, F.M. Ausubel ( 4%k ), 2002, % 5
R, John Wiley&Sons ;ZE[EHLH]5 4, 683, 195 ;4, 683, 202 F 4, 800, 159) . ] LA H AR 7
MES 1 W 2 5 —dT 51ERENLT 20 514, B A A 5 40 A %) s S ER 1K) RNA B AR
(RIRERE S M5 |4, B A A0 A= e Tk DNA S-G90 40, 5 1l i 240 P g 3 5 00 S B vk
JE BRI 8 B0 A S g ) JFAT T B SR RO

fo100] &R 157K

[o101] AT DAIE ik A0 >4 g v AT AR A B B SR AR KPR E B e (2 048 an
E. Harlow Fl1 A. Lane, “Antibodies :A Laboratories Manual”, 1988, Cold Spring Harbor
Laboratory :Cold Spring Harbor, NY) .

[0102]  — &M &, WL fE 5k A 523 WAV LS — el 2 M B AE R S I 45657
AR 78 2 AR IEIKE KA ot S 85 SR 456 1 — R el 2 M B AR B K
P AT AR R 2 R R AR ER R R KE S RO R A NI B AR AR S
RI7KF o ANARSCAE T, AT “ 856507 T e M 45 6 g 1t 28 B AE AR -G ) ) SE A, 451 4
IR R SRS 2 IR LTRSS I AP ROV /A BAE R HAE 5 SRR A EA
[7) 22 kP 5 R AR AN T A I b S N/ AR ELAE RS DU BT il S A4 “Hip e PR 455 ik 2 1K

[0103]  {EIELESLE Ty 22, 1 & 1 45 & R R A% B A, B BB IRZH 73« RNA 73 1502 ik
(4, A0 65 2 AR S A 22 KR 91 1 22 ik 3 AR A sl M e 1) R AR IRBEAUA) ) o

[0104]  FEHAMSEIE 77 S, 186 W 456 R e AT XA SCH R 1) 8 B AR & I Bt
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A (BN, 5 e R X SR L TSR A B S TR ) o A8 —S8SEE 7 S, G P R]
CLFE R B B AR S i Ak B2 B (a0, SRR AL Tau (p181)) KIRFEE X H
TAR W 5 8 G DU HE BRSO A £ SR pTAR L S s iE M B (A Fab 5 (Fab), ;v
B HURERE  NEALHUR HUARRBERIR &P . AT DU A AR Sk N 1R 75 s 6 A,
AFE B A 2 e BEHUR v Bk &k (2 WA, R. G. Mage 1 E. Lamoyi, “Monoclonal
Antibody Production Techniques and Applications”, 1987, Marcel Dekker, Inc. :
New York, pp. 79-97 ;G. Kohler F1 C.Milstein, Nature, 1975, 256 :495-497 ;D. Kozbor %
N, J. Immunol. Methods, 1985, 81 :31-42 ; 1 R. J. Cote Z& A, Proc. Natl. Acad. Sci. 1983,
80 :2026-203 ;R. A. Lerner, Nature, 1982,299 :593-596 ;A. C. Nairn 26 A, Nature, 1982,
299 :734-736 ;A. J. Czernik Z& A, Methods Enzymol. 1991, 201 :264-283 ;A. J. Czernik %%
N, Neuromethods :Regulatory Proteins Modification :Techniques&Protocols, 1997,
30 :219-250 ;A. J. Czernik Z£ A, Neuroprotocols, 1995,6 :56—61 ;H. Zhang 2& A\, J. Biol.
Chem. 2002, 277 :39379-39387 ;S. L. Morrison 2 A, Proc.Natl. Acad. Sci., 1984, 81 :
6851-6855 ;M. S. Neuberger Z& A, Nature, 1984, 312 :604-608 ;S. Takeda 2§ A, Nature,
1985, 314 :452-454) o AR WA A AT TR ] DUBRE AU 2 J TR 2i4l (20
40 S. A. Minden, “Monoclonal Antibody Purification”, 1996, IBC Biomedical Library
Series :Southbridge, MA) o l%1, W] DA Rl 2 1 A BR AR B Bl & AT R SR R 44k
PiAk. SRJE AT IS B i Shol B R G2 i i AT I 45 & B A4

[0105]  AN[R] Tl 4, A B 75 vk g4 A R P4 mT BLER B RF 7 s ok IE (4140, Cayman
Chemical) »

[0106]  FRICHIE G . FERAESL T S, 45 A 70 B s A al A as o bnid . nlks
DFR ) AR T Ao v RIS &0 Sl B RS (BRI s B ) S5 B E 54
KACTEZ W7 VR BRI AP T . AUl , 2B mT AN ), A1 & ™ A2 mT AN & H L5 A2 544y
TR P AR B EAR S BEARK (IRIE L)) 115 5 o Frid A2 190 i 22 ikt
R T R ARSI A F ) (2 050, “Affinity Techniques. Enzyme Purification :Part
B”, Methods in Enzymol., 1974, % 34 4%, W.B. Jakoby F1 M. Wi lneck ( 4% % ), Academic
Press :New York, NY ;1 M. Wilchek FM E. A. Bayer, Anal. Biochem. , 1988, 171 :1-32) »
[0107]  VFZRIAS I FIRATAT —Fp el TS iliA R W o & & TR IR RS HA R T 2%
FRECAR U HEARZ ZR SO GRE A  ROGR okl (A, 51 s AR A A BERIZRAA) )
(44, ELTSA " AE AR 2L, B, BRI S8 Ak il B — ~F-FU0E B il OGB4 TR
) EEEbRAC EEMERR IR R L (dioxigenin) BATEF A HZRASHT IS B 54 0 [
Ui R HAbEHUR R A

[o108]  {ERELLSLli 7 2, G50 (Eltndiik ) AT LA & R 8 s Rk (4, 2R 1
PEIRURE | 7L J TRURE T 7 AL A et Tt sl At e N 25588 ) o i IR RS FR AR LI
S FE B TR B AT 4R 22 A ER AT 4 25 L A SO0 L ) SROWE o I \ B B R IR B A R TR AT
Y2 RNIG LG B 0% KA (gabbros) E4R REEAT « B FAC B g  BERHIR L YR
B POE VR IG - A OIRFENE - Dok IL R Y R ILRY) O - SRR e
A 2255 AR Rl LU I RE S R X 28— S GRS A A nl R v (A4, Ry e MR
XL EAR SV S BT R DUE FVRAT T 8o sl S R BRI AR FPi/h bl TG Fe Jy Bke
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PEBUARRE E ) o

[0100] W] LA FH e Bzl i 00 5 AR 0 ot R 2 1 3R AR KT o RSSO 5 ¥ 1) S 461 2 I T
YD (TR-FTA) JS Fo 2 90 i « 5 28 0 52 (5040, BLISA) <89 Y6 s it
VE - FLIC AR L M BEAE Western EPIEFNZH 240 25, FLAR ARSI 2 F IR B0 77 v WA
SR N S ERAAR IS, Sz e vm] O g AR R A M . I &5 G0 SR A bR SR
GEATE IR ST E 0 BAE SRS DN R 5 dt 77 2 e 00 RO T A I 43 (g, 5%
o) W

[0110] WM, H7 R KT AT DU A sk O 2 A R 4 B 9 25 s 1) g vk it
TEME (AFEFRICECRRIAE R ) BT RINE « HARE & 177 28046 2D- B ik, & T
AN EAAHRPES P EARIANSRML, TULERELI NP () Widd
Pk (1-D PAGE) 73 B FE S MRS 1, (2) MBI IRIIC (4, e aok i s N R gl ) 1
MMRE AR E, F ) A E B AR 5 7.

[0111] W& 4% W8 32 15 7K 5P

[o112] 30 & B 5 A= DA o R R ) 26 38 AT ] DLE 1o AT ART 3 24 07 V43047, AR EAS
PR T 2% 28 (f 1, Southern B Northern 73 #7 ) 58 & B 8% =X v (PCR) ( 2 WL 49 1t 3%
+ F) 5 4,683, 195 ;4, 683, 202 Fl 6, 040, 166 ;“PCR Protocols:A Guide to Methods
and Applications”, Innis Z& A (4% ), 1990, Academic Press :New York) . i %% 5% i
PCR (RT-PCT) \ i & PCR. 3 4+ 1% PCR( 2= W47 1, 56 [H & R 5 5, 747, 251)  cDNA 2K i [ PR
P B4 (RACE) ( Z W4 U, “Gene Cloning and Analysis :Current Innovations, 1997,
pp. 99-115) ;IEFLRGHE S WV (LCR) ( 2 W45 g1, EP01320308) , H.i/1 PCR (Ohara 5§ A, Proc.
Natl. Acad. Sci. , 1989,86 :5673-5677) , J& 7. 4% 4F, % T Tagman [l 72 (Holland %5 A,
Proc. Natl. Acad. Sci. , 1991,88 :7276-7280) , Z 5 & 7~ ( 2 W. %1 41, Liang %% A, Nucl.
Acid. Res. , 1993, 21 :3269-3275) FIILAD RNA FREUEE A, ZE LR A I 18 (NASBA) it
I TR RS (S W6, £E L RS 5,409, 818 il 5,554, 527) , QB K il, &
By (SDA) , &R, (RCR) , A% R BRI 5 , 55 T 229k 1) 77 ¥, Rapid-Scan™ %,
[0113]  m] LAASH A AR 43Ik 2 00 100 o B0 7 v st A A AR 0 o b 2 1P IR P 41 I A% TR
PREr . WG BIERE ] DL TR0k B S Wb EVIAZ IR X I 22 /0 5 N IE SR LR
IZ R T4, 3 BALEBFEL 15 B4 50 MEFIR. 1% BRIE v LA w0 (19358 4 FR i,
W B SR A FIRE O N EERI . L BREBE R TR DU 2 2 TR i &5 6 n] LR A 1 sk aE
LYo TR W 43 AT DL B Bl 0 o o B A R B B 2 R R 4T (E. S. Mansfield 5%
N Mol. Cell. Probes, 1995,9 :145-156) « ] ThRicHZ IR 73 B 75 R AW A FN) (5%
FAGI AR IE 7 B bR id B B AR A i & R 2Rk, 2 Wl n, L. J. Kricka, Ann. Clin.
Biochem. 2002,39 :114-129 ;R. P. van Gijlswijk 2 A, Expert Rev.Mol.Diagn. 2001,1 :
81-91 ;1 S. Joos 2 A, J. Biotechnol. 1994, 35 :135-153) ,

[0114]  RZEHRET W] F T 288 H AR LUK I 4 AL AE A S 2 IR« S AR —
A ZAAE K AEDRE P IR 7 5 R B (R AT TR R BT 5 P iR 8 77+
(R EANT I R AR e 2 ST AT S MO o Gl ATH TR A 4 A R4
SEHE TS TR AR A AT FR B D 5 LU AT I AL A AR 42°CTF, 50 % T
J& \5XSSC.50mM NaH,PO,. pH6. 8.0. 5% SDS.0. 1mg/mL i 7= 4b 3 f) f €71 K5 DNA Fll 5XDenhart
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W 2R I S 4E 45°C R, B 2XSSC.0. 1% SDS Y% s 45 45°C K FH 0. 2XSSC.0. 1% SDS
VeV o AE— S5 T P, RS I AT SR A A NAZ R VEAE — B 20 DMESZ T IR AR ZE R T
PRSI PR IMZ IR AT . W5 8 a5, BRRAERASIIZ IR, IF HARI I € B O48 S 44
[RIAZ TR (P AFAEF &

[0115] A0 2 i A= Wb i W) 1K) 2 4% 15 R 7 90 1) % B8 43— 1R R I ] DA B % A FH 1
PCR (44 4 RT-PCR) 147 38 7754 B9 s 78 1 2 4% P R 17 1), B i A FH A 588 L 0 IR 2 R 4
Wy {8+ EA RG] DL ARSI AR N U . O TSI E A T AR
5 KA A B J7 R FH B 5 | AR — i 5 G b A bR AE ) AL IR I — 8 43 oA &2 /b
60 % ik 2 /> 75 % FI ALk 2 /b 90 % [F]— Pk

[o116] W] LUASHE FH AR SCHA I 1R 2% A8 TG 385 52 AR I 5 4 25 G B A SR I 1R B0 1k A P b
SV Z TR P F AL TR 73 IR K 8 PR E &7 1

[0117] W] Ik b, MG b5 B A ALV bR AR ) B0 A% R AT A2 1 S A% 1 IR Bl B BemT LA AR
T RE S SR V7 2 AN R R 20 B B B il 28 T v AR AU AR N I 2 i (2 L 43
U1, 2 [H & F] 5 5,445, 934 35, 532, 128 35, 556, 752 35, 242, 974 35, 384, 261 35, 405, 783 ;
5,412, 087 35, 424, 186 ;5, 429, 807 ;5, 436, 327 55, 472, 672 ;5, 527, 681 35, 529, 756 ;
5,545, 531 35, 554, 501 ;5,561,071 35,571, 639 55, 593, 839 ;5, 599, 695 ;5, 624, 711 ;
5,658, 734 ;§115, 700, 637) o HMESIHA SRV RN &K & 2% B R)T 5 KEe &K Bl
T AE FH AR 51 A FE cDNA BEB R SEAZ T IR A o AT M 1) (4] 20 BT — 2 T AR E K
FHECE 5 5 L B &, Pl bR SR AR B AR S 0 5 18 2 TR e s b E g &
IRZ R IREL 24 AZ 1) ¢DNA JE 41 (2 D45 4n, 36 1B & R 5 6, 004, 755 56, 218, 114 36, 218, 122 ;
A16,271,002) o F TP H1) I 2k BRI 3R 3K 77 V5 0 A AT O A 1) O H & 48R T 2 B
W A K & R (23 W4F) 1, M. Schena 28 A, Science, 1995,270 :467-470 ;M. Schena %%
N, Proc. Natl. Acad. Sci. USA1996,93 :10614-10619 ;J. J. Chen % A, Genomics, 1998,
51 :313-324; 3£ [H & F| 5 5,143, 854 ;5, 445, 934 ;5, 807, 522 ;5, 837, 832 36, 040, 138 ;
6, 045, 996 ;6, 284, 460 ;F1 6, 607, 885) »

[o118] Xt bR

[ot19]  —BHE T Can bR ) B2 B B0 AE PRE ot B OGBR (1) — B Bl AP bR B
TIEAA EATA] LU — P a2 Pl R L (R 1B AKX L o MR AR B 7 VA 3R 1A 7K P
[RIXT LEALIE AE SR AT ) 2R IR 7K1 L2 0 I e A ot 1 1 22 S RS P A s e (R 2R AR 1 (431
n, FRE R A, B mRNA (SRR ) MR IE 2SS AT . AT LA A A S
IANE) TV AT RS I 040, AT DAFE 43 T AR b 2 R AT DG FEBOGIE 77 i sE i ik (b
CLAE RN ) KA EOWRE . ARSI O, T LG £ X AH
[ R S22 R (B, B KRR ) FRUE KT SRIEAT IR E « m] ZEHb sk B kb, drifEtb n]
DAL T B T2 2 R s R 7 AR P s P EAE 5 (14, 78 RT-PCR 1500 T I Ct) (s
FRUEAL T ) o

[0120] PR E EVIREY)

[0121] AR BHIE A A KB AW br S ] AR n] HAE Sanfilippo Z5 -G 1iE K% 5 1R
A VIRERAE ™ B B 5O IRTT A AT N (R 8 s FIRAT T R b &Y (alan, tA%n.
AT A EIZENERE) T, & U R B EWPREY HA R LR A $7R 500 2 0 & I F vr 0 iy
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Mo Y, IE M Sanfilippo ZREMERI K B EWAREY W T X 43 Sanfilippo ZR&1E B
FNEFE AR AR B, 75— 2850t 7y 2 rp, “ 2 573 R B "l T4 € Sanfilippo G 1iE
MR B EDFREY . WA 1), RE“ERKE 7 Fa AR Z N ZIRE R T
B BR B (40, 38 B Sanfilippo AR B AREE K E 2088 5 3Rk B 4 Bexs A1
[T HERE S, ) 115 T, I E A2 2 MWL B 22 S R R o B R slop =X
guiteE ERER (RL, Z 5 A2 mBENTR T R )
[0122]  {E—4850 7 b, TR R B VbR EW 2 MAERE EWhrEY . £ 250y
Fh, ik BB s EY S A ) D ReAH G, B W H AR T F R DhRE T B hRE .
FHR R AP IL A S PR N T8 P S R R S B LA/ sl Bk B kB Bl . AE—
LesIi 7 b, M R LEWIAR S AR DA D REAH D¢, B AN (BN BR 2 ST B AN
REICAZIhEE D BT 1L Q. EIICZ K HEAZ SR R/ s — AT RE . 1
ST &, A R B AR EY S S ERE A % B E AR TR KR K B
(annunciation) il / s [ EisghHife. £—LsLji 7 R, AR E LW EY S5 PEAT
R IhBEAH IS, B W H AR T IR0 AT R R AR IR VA 2T R TESIKCERL / 80 H
Al ASBIE AN FOKG BRAE, 7] LA K SR AL I T A B R A5k A B IR
B AW EW AT BEAh, X P bRvE IR | 18 7 5 n) 5 7] LU A R Bl vt LA
it URE B S B T DU ARSI H F ] 3RAF I L it —PhEk 2 Ao 440, 7E—SES T &
AT DU DURT A% ) LR B B 111 (BSID) HEAT R B WAL 76— Ses2jti 7 b, vl LU A
R g )L HEREHT L (KABC) .
[0123]  {E—S850jl Jy h, AR E EWhsEW S M E i g5/ s DhReAE K. 78
— S Ty R, A AR AR B RS (E AN PR T4 M A B A M KN e 2 2R A K
JRZ R AR YRR RS I E R CSF 28 & /NI 2 e FE JE T KN R R 2
B VO A E T E AR/ SO A R B2 b, Mg s
S FEHARR T f by R AR S (synaptic firing) AEZ) Jy %R/ BRI . A4
SR N TR 2R, mT LA F VT2 23 BT ok 20 B bk 25 74 5K Th e MR A 22 50 R b G
W) EATAT — Ao 2, 76— 25 5 2, BT DA X G928 IE fLT R S T AR (PET)
PIB-PET. F18PET. f 5t 7 & S vF S ALK Z 414 (SPECT) HEILIR A% (MRT) | D BE R HL 4R Ak
5 (fMRT) 5% B 5k & MRT (DTMRT) < 5% BIUII A MRT (DWMRT) € v AL MRT (PWMRT) | 5% HL — #E
7N MRT (DPWMRT)  REFEHR 3 (MRS) i FE I (BEG) i B (MEG) £ Fil i sl . (TMS)
TRAINGHE (DBS) VUL 2 W8 75 DL R AR TRV BT Z 4 (CT) R/ sty
MRT (sMRT) SR i 22 fift 3l A bR -5 o RN 5 J7 9250 ALEAT B R ELIRF0) N A, A
R E AR 405 Y6 BB AR AL G4 Uik SRR L S VBRI
[0124]  GOSLE ] &R I, Z 5 KB 4 D H T 285€ Sanfilippo R & 1EHIR B 4D
RS, Bk, BRI, Fo ek B S/ SR AV AT 65 Sanfilippo 48 A AZIER %
Rk, B e 5 8 A AE bR S SR B LR B R 4 M ] B VP Sanfilippo 454
HE 1) AU, #0) Sanfil ippo £5-& 1E A7 AE, Wl Sanfil ippo & MEF 3R BE IR, A1 / Bk
a7 e BB -
[0125]  Sanfilippo ZF&1EHI1Z W
[0126] 2% [E R H KL L5 Sanfilippo £5-G fiEAH K —Fp B 2 B AW br B AT LLi2 Wy
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Sanfilippo £8 &1k, X 73 AR ZE AL Sanfilippo 5 &1k (Sanfilippo AB\CELD) , X 7 (1]
AR B, B i ™ B, A/ BEAG R B Sanfilippo ZEEE AR o PR, 78— 2652l 7
o, AR T M B SRR A Sanfilippo Z5EE K523 5 I AE e S LU & 4 ST
TR W AR BV B IE K 177 1% LU € T iR 32 A # 2 75 AT Sanfilippo 851k, Ak
TR & Sanfilippo ZEA R MRS, BEE I E TR ER AR P B AL, T, (R IE S, 5
BERT IR B 32038 I A YR D0 5 B0 B 1R AR AR & K 1 5 — P Bk 2 Bl BEZKSPE XS TG
AT LA Pk - s 25 A 1 o0 B o 8 4, 38 A 6 BRKSF RT LR 7R % Sanfilippo
CRETE R B2 b — P P AR S I 7K o 3 PO BK PR L i 7EAH [F) 22
T RV SR AN B A i R RS A 6 HEORE S A N IR — Rl B R A bR S
MERTT o T8 A FN HERE i DU — AN RN BN R AT B8 2 A R -V 4R . 7
— BN T P, fe s Ag Be AR T AR AR B K R R RT DU L2 2 E A R
€, JF HARTF P . G, A AR AL T A R i s R B RS, B L
ST T AR bR A AR S IO B KCP 2 JE T D sR A I e 2 B IR [ S T R
( B, 2 BTEEAT B o s B8 2 B AR B 3 ) o 75— 2880 77 2, X HE K
A2 B AR BRI B DL A 7 ARAF i 3 e B 2ESEE 7 S P, 518 90 K AR L — Pk
Z MM EVR G 7 B E TR AKCE, TR 2 & B Sanfilippo ZR& 1k, Ak T & &
Sanfilippo ZrG 1k BB o 75— LE Sl 77 22 71, 538 206 BUKSPAH EE —Mriel 2 A A= hn 4
[R1get 57 825 I FRARKF, TR R 2 i % B Sanfilippo £8 51k, 4 T & f& Sanfilippo 551k
(RIS o 25 PG v R AR 0 M7 75 50T T2 AE bR B e 5 B e vk 2 B 1 7 sl b
RIS CRI, B 22 e AN A2 HBEATLAZ A6 5 T2 1R ) o A I I SR v B AR TN 7 i AR E AR T
LM AN R FA) 3 Ar k= AR o £ — HE ST 7 SR, A0 AL AE AR S A I R AE R S R K
S5 5t R KA B R I 20 %0309 040 % .50 % .60 % .70 % .80 % .90 % 1 f%.1. 2 f%.1. 5
B 175 A5 2 5. 2. 25 5. 2. 5 A% 2. T5 A5 3 i, WIPT iR A= Wbr S BA R Ko 72—
WO Ty ZE b W SR AR D DN ) AR AR AR R K 5 0 K AR B R I 10%
20% 30 % 40% .50% .60 % .70 % .80 % .90 % 58X, 95 % , W] ATk A= b 4 B BRAR K /K F
[0127]  AE—Sbsjti 7 S rb, w] LU $R 7~ 78 28 Sanfilippo 54 ik i MR 5238 & P AH Y 1)
— a2 P AR B EI KT BT BT o 3Rt B K ST RT DUIE k78 A [F) 428 T[] A i o
3R A X AR BN 2 AT BN PRI A R0 BERE W o A R () — sk 2 Bl AR DA G )oK
M. (£S5 )7 R, feon i Sanfilippo S84 HE HIA R A AE bR B B9 7K T 0ok R
AR DL 2 5 H 9 AMAT R e, IF B P sk (8 . T, 38 A 0 A A m R AR R 28
) Sanfilippo &k H AL T-EEAAH R EHRAUR B B (5, A1 R 4 st 3+ B4
UFIZERRRER ) o AE— 28 STl 7 S, 38 A O KT TT LR 3R T 7 s 250 2 S 1 2041 1
8 CBE, Ui AT sk o 07, 8038 < /i s sigh R ), H 5 B Sanfilippo 45471

b TR & Sanfilippo Z8 & EHI A B2 Sanfilippo ZrE fEH5H 35 (152 1038 AH OGS . FEix et
ST T, 5 A R RACERH LG, AR A B — A e R AR S S v iR
ZE 1 B W FEAARUR K P B G it 2% B35 1) T iy sl PR KK P F /s 32 i HAT Sanfilippo
SEA RS T & & Sanfilippo ZRATERIARS o SFPG 25 7 LT A A5 W1 AR SCHG AR 9 T8
SerlH P e g iR 2 bR A g it 2 B M. fE— 2 SE s Erh, W AR R I B Y
AT S 7K T 5 06 B A AR B BB 20 % 4.30% .40 % .50 % .60 % .70 % .80% .90 % . 1
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il 245 1. 5 4% 1. 75 £i5.2 5.2, 25 £i%.2. 5 £i%.2. 75 fi5k 3 £, W ATk A br & B T
R o 7R 208t 7 2, W R AR R & ) AR bR B R K S K AR LG
W 10%.20% .30 % .40 % .50 % .60 % 70 % 80 % .90 % 5% 95 % , W AT ik Wb &4
HA AR

[0128]  {E—LLsj 7 Z2rh, W] DU FH A i A — Bl Bk 2 P A b A5 0 1 7 v sl BRI
KPR TR SR B AR T . fE—28Siy Erh, 08 B P B E P EYIAR E I T A
BB 7K PR i 8 S5 A E ™ B R/ B B o

[0129]  5E sl INIG T

[0130] AR BIEER AL T 28230 A VPN VAT R MR DN E 7 W N P s A A ) 1 0 0
R BT o B AEIR AN T3, IN— AN B AN 8] RS2 R 3E SRAT (0 A A i o
GHEWRREY) (a0, & B R 1 RIRLERELAR O A RR B, B0 GAG) BT 5 MN—A 8k
Z A At 1) 55 1 52308 BRSNS B 00, m] DAFEST7 FE 2 5 SO AA I D = AR Db i )
KoFo A DATEREA R T I FE ) — B2 A B 8] s U = AR AR &K IF B 5 907 BT sy
T B BB () s B AT AR R B o 8 2 ¥R 1 S8 0 BOE 5, o S 2 T BRI R Y97 R/
LA IR T AT DU IR 2 7 v AR SRR RIS Bk TR o

[01311 {5 1, A FH AR SCHREIR 1) 77325, SRR ] DL T 38 I o A SO ik — Rl sl 2 i Az
Wikr&EY) (BN, i 3R 1 FBLER Sanfil ippo £ A4 Ak I AR AEYbR B4, 51 U1 GAG) HFRIE
R/ BE HEACE S k4 28 38 K2 W MU 0 A, IE B 0T T G & MR B 1R TT .
BLpRH, A< %% B H A28 2 T T2 W Sanfilippo 454 MAE =007 2, 5 i B AT, It
I N AT R A e R RR, T BE TR Bk 2 5 i 1 FE JF DG R g AEVE TR . 4 R TN
T IR YT 7 SRR AT DS T AR SCHER & M 242 s / o iR dAT o ml ke
BB N, B it w] DA FEIAE 7 32 A A FH IR LA I PR B30 2 2 5 L2 T Sanfilippo 454G
IEFF PPl L2k

[0132] 785l 7 S rp, AN SR (A3 M 77 v mT AR T HE 30 Sanfilippo £54 ik 3%
HRVR ST I N, . TR, B, R4 52 Sanfilippo LG EIG YT 2 J5 & Sanfilippo £5-&1iE &
H P B EIRR S KT o ARSI B KT X BRKSE T EE LR 2 Sanfilippo
CRAE B F SRR TR BT A BRI N o QAR SCAE R 16, X V67 1 R i 3 B, 458 B AR
(3 9 PR 10 7™ B S o % )0k F L T PR Bl VR . A I BEK ST T DU BB 2 VR T
Z I MAH [R]85 35 3RAF [ BRAE 16 7 I 50 S B ) e D 28 (1) — P B2 P AR bR I Ko 7
—HEST i 7 FE 1 A B BEOK TR A VR I BN B AR 2 — P E R AR AR R K
o FE— G5 7 Z IR AN AP T DU 2 AL H O B R R, JF B3RS P33
o TH, N HEE L TAHARERSRBI B %, 5 50 RUKCFAH B — R el 2
LR EY) G 25 B W PR BT & KT e 7R R AT A AR Y . 5P gt
LTEFE ARG WA SCHER IR LR T e gt 22 B . £l s &b, iR AE
JER N R (1) A D I ) S5 SR AS I AR 04 it 0 ) 2R P b "B A 7K T 5 06 B KT AH B vk 2D
i 10%.20% 30 % .40 % .50 % .60 % . 70 % 80 % .90 % .95 % , Wl T ik 2E W i ) B AT BRALE
[RIK o FE—LESC 7 S, i SR A RE S A = AR bR B KT 5 R AT A B R
I 209 .30% .40% .50 % .60% . 70% .80% .90 % 1 {5 1. 245 1. 5 /% 1. 75 £55.2 £%.2. 25
f5.2.5 452, 75 £ 8L 3 4%, WP VbR S HA T &K
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[0133] AU B GIEPE T VAW N H T A 28 84 1) Sanfilippo Z5&fE ()40, AL B, CHID
M Sanfilippo Z8-& 1k ) F Sanfilippo LA LRI S AT o B ARME, AN SCREIA A& M 7 7%
Al H T8 EEA Sanfilippo ZEAE R 41697 I IT . A A & Sanfilippo 4851k
VR AR BR i A9, e I nT Be 2 A AR SCHEIR I8 7 500 58 10— Fh B 2 R A bR I 7K
ST AR 25 R il 2 SR FR N- R ER R (HNS) &R R AT o o, B Jmim] DA &
BT A B IR (N, B e, ) INS 2 ), i R RE AN / sligde, £ T
FRE A 2 B 0 £ b 7K

[0134]  4UARSCAE FH IR, RTE“VRIT A ZE” — R 2 LSS Sanfil ippo 5 &1 EH K
P g A ) A5 A AR Y T RIS 52 AR B o AT ¥ T A A T A I AR s B L
W an, 7E i Ak AL A 22 52 R 2 Ja vk /b RO B B 1 4 B4t o 3 Yo 4k Y A7 7B B8R
RAE) Wi ARSCHER AP EP7KEn] VR e 1Y 17 A E R . fE—
Sesi 7y S b, AR AR KT T LA 2 AR A A . SRR ARSI
(RIIPTIRE B 7 T A A AR S A L PR I R4

[0135]  ARSCHER AR 7K P w] PR e it A/ s B v Rl 25 . 75—
e st 7 S, AR AR KT AT DL LA PR 25400 G 52 3 3 9 i TR R e 7 B R
FE AT . 9, Bl m] AHERR 167 ) (490, 246 g, 1 01 HINS a1 ) DLERAER TR]BR (441
i, BREE— K, TN H— K B RN H =K B = H— KA — IR (WA H—IK),
H—®& (BANH—) s E—IR (W —IR) , B —R ) & SRR, AR Ak
ORI 2 14 2R A S KO A B 25 18 LA R 35, 49 2 A2 3R 38 9 i 1A T 920 7 L R
FRRE o 75— 2850t 77 Ze b, B At m] DA A0 P it FH 5 oAt A a4 (Al T B2
WLRI P B Ah G B2 BRERE I (N, CVIREIE: ) ) 454 0, TR AR $5 4% s BH I =& 1 A4
PREMIKPRT / s A PR 25, 48] 40 52 4 3 9 i 1R P O 2 7 L R R

[0136]  7EFiA T A, T LAZE— AN B AN 1A] 2 AR 3 RIS s FF T DL 0 Y
HEIRR ST IE 538 2 KO XT L. AT LR VAT ISR E R DUARAL 3T 3
F A BRI 7 0 B2 PR 3 2 R B R (BN BRI 5 (CSE) 4l 2123 Ax i (43 dn o Ja
ST IO N1 N B S RS R Y R D R U S 2 B 7 N = (L RA B 7 ) ST

[0137]  5&

[0138] A% BHREFEAE T AL A T IE AT RR 9 A% S B 10 )32 4 75 v 18 % P R A A R K
F&. TTLLHZ Wit & R0 S0 S s MOl AT A SCRER e W / /AL / 4330/ BE
FEIF o AR EAERAL T Al T A R B AR

[0130] {5l d1, HIFRAEAMRE T DU B A s e 7K (N, 38 F BRI IR KT ) iz Wi 2
R Sanfilippo SRA1E 4852 WA\ RAE ™ EEFE 43 BT R/ sl I A2 338 AR B A i
PE 5 VR BRSO R RR R AT DL — i 2 R . AR sl 7 b, Bl M
TR R B FR R e A — A B P AR PR S (it B3R 1 RIS, Hofh AN AR S
U GAG. B — 22 O 17 LAMP1 \LAMP2) [ I BUAZ PR AR 1A 7K 1 22 /b —F 8 2 i3]
FRRE AR % B 7 vAs R & vl B 4 .

[0140]  FFMIRGRIE nl AR B B FEATFE PR e AR DR, A TR / B B R A bR EY)
(BRILRAIBT B ) » B 7 A I i 1 3R E A AR AT R R R R4 A S e & (8K
SRR R B ik b TR / 2 s iEgmid b S0 2 R T 5 AL TR 7y
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T SR MR IR IE KT BRI R] DL B 2% IR A FL AN AZ IR IR EE (B4, cDNA BiZE
RHIR ) o RLIRTREN R LLECR] DAIANE 2 AESE R (B, ZRAFESSE ) o

[0141] R A A WK BRI G m A = ] AR A S BRI — A s A A B
KA A B AR O E T TR 2 (B, PSS 48 )V &ill. Ade ] DA 2 M RDE
Jl, B AN BRSO

[o142] £ L85 T S P, AN PR G P DA 58 B AR ST PITa FR9 3 >4 PR 0T HE S A
T R BT IR JRRE o AE 2B ST AP, A IR G T AR SR e A B R —
Foft 55 2 b 7 A R & A U BH S, OF EL AT RUELE T 0 23K B 2l i AEDRE AT/ B
PR AT A I U BT 5 P T AP0 8 SR I U ] 5 LR 8 B 2 W sl A ) 7 o 27 A P
FERIBUHLR (4 FDA) R e %A s

[0143]  JEIEZ75 LA I Sl )45 B A I B AR BT o SR i, AN DR ST IRy A T 1Y
. Pra I ScERs  HEL S I

e 51

[0144]  Sjfifsl] 1 :MPSTTTA (Y EH AR 0 AIEFT A0 O S VA

[0145] w0 LisHE T, B2 AEUTBUE 111 MPS-TT1) i&FK A Sanfilippo L8 &1L, f&—Fh 2
)5 g A SR MRS B AR I AR, ] 2 B i 2R B ( LLAT Y RE 2 8 ) iR S BEI = P da g2
—[RIBRRE T D o B IR £ TR A 25 A2 — Pl B2 11 40 i 3 T 2 11 FF ELJ TV R o e 40 w022 T
IR 7o %8 T DA AR AL MPS-TT1 (Sanfilippo £Z5& 1) :MPS-IIT AB.CH!
D (i3 AIFR A AVBLC HID A Sanfilippo ZRG1E ) o EAAPURN MPS-TTT A [ fF— AR I H
FEAAH AR IE AR, ‘e B RAE TASF SR FEG. C%0 MPS-T1T A (Sanfilippo Z5&
fiEA) A& T CBERTF 2 N- TR ERBEREIE R 70 AR W] BE SAR 1M R AR 1K, BT ik 58748 P I
IhRE. OO MSP-111 B(Sanfilippo Z5&1E B) S5 N- LWEEE — a —D— 2 54 26 0 1 I 1)
DAHORHE, MPS—TIT C(Sanfilippo ZR&1E C) Sl LBEIR: —CoA : a — S M 1T SR
BEEAH G, MPS-111 D (Sanfilippo ZE& 1k D) S5 N- ZERIEATHE % —G— TR IRESBEAH S IE,
P IXEE Z2 SIIR OB =R . R, BB R S AR Sanfilippo 8 &1E &
& O 2= 2R

[0146] U BRI A /D BRAA, (EAR IR SRR 22 1 SR R A ok T B MEABH —k
ER AN JE R AE K IR 5548 3 TR0 BAE T . Sanfil ippo £EA1E & 3 H I IR
FHIESE R PR ER . 1%, Sanfilippo LR G MEEE HA IEH K Z L. KEEREY
AW R JURAT AR R 2 B R S R Wi R W R BB MR E
BLR W) “z e 7, %, Sanfilippo ZEEMEEREAAIEE IS 8+ Hk,

[0147] 24 T S4F3EA# Sanfilippo LR-G1E KR EW PR, AR B A MPS-T1T A ZEAT T B
PSS IS SE T S I T, BH 5 22167, LISRAF T2 IF &k e MPS-TTIA 1K
PR T B . BT SR — B R e — R AImK BRI ifE 24k, T H TR 12 4~ H
TR Bk JE o AT FHAZOT V5, AR BN REAS 25 I R RIS i FH T AR SRR IR 7 i ik 1k
(7 RE =

[0148] 4 T WIS, #6855 T St 256 BHUSA R R P 20 (16 LM A LchE), A
HUESER MPS-TTIA 2. EREAMPS-TITA Z R EHEHA & H AT 1 Z R HIERNKE
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WY . ARFTTRIR AL 20 BRI 2383, Sk HESJLSEM ) 32 s FE 73 A6
{E—FEHAEEF 6 D H AT IR« BN MPS—TTTA Rk e B 42 AR T KB V-G
FH A5 o

[0149] ] UIA 2% )Lk E m& 111 (BSID) 8% K = )LE R EN I (KABC) Jrikit
TR B V-l o X T BSID FKABC J7i, X T4 2 5%, LLHTHR SO FER & MA) . 8
ik 52RO PR i B DL DL TF B SE PR ki e 2 B KB R (0Q) :DQ(% ) =
(MA/CA) x100. 2} T AHIFST, AT 23 B2 E HAT R E 28T, 5641 17 &4 23R 8 Ak,
{42 REAE 6 B RTHSIE MPS-TTIA, “F3 DQ 4 26 +18. 5 4 6 452X F 41,
T ZIREAE 6 & iz W B MPS-T1IA, 3 DQ & 52+27, 43 HriZ il LIt A4~ 52
WA B H DI 5 S i i e L BAERE (M) (B D) R E R (0Q) (Kl 2-3) .

[0150] A FHAEXT L MRT X444 52 R E AT IR d% o X T AT, X it 23 2 iR # U AT
M AHE . SR 17 B2 R E A, A2 IREAE 6 % AU B MPS-TTIA, “FI4E#
NA3EL TS, U6 BRIREMAN, BHZRAEE 6 5 ezl B MPS-111A, ¢
BIFERE A 10. T£3.7 % o TR EIE, 4 FreeSurfer #4107 B ML A& 511 (B
4) o TBILVFY JLFH A [R] A B VSR PPy AR 9 0 i 25 2, B A IR U = AR = i
R E ACSF HE PINAEEMENERE) o IR LI M 5 MPS-1TIA 23R % H i
S (B 5-10) FUREBTEL (B 11-14) XF LGRS, B 75 8 B s R) 28 4k 2 [R) ] BE Y B
[0151]  Wi%E

[0152]  JE T AMHFTRI RN, MELR| LA KB B ESE 1558, ZIRERLREHBAFELR 2
[ )6 BB 7R T A THE 6 % 2 BT JE A% 2 Wik 8 46 MPS—-TTTA 35 1 & A A ] RE4F
BAHICI TP (B 1-3) o S A It 3R B B2 W 265 ik & 1 0 e 52 38 3 T LA B 1 (1)
kR . ZEIRIE R BTE 6 & B2 W 0L f 2 R B H B 2 KK 4 30 A H 10 B4R
WEIEI S (K281 3) . HTAE6 % Z BRI J5 2 Wik JL 3 22 00 H A [R] 95095 30F At
3, IX 3% B B S W] LU R AN TIS 2 55 X A] BEE I i 2 o ok — D 30 B, 1X &
X TAE 6 % 2 AU 2 W A MPSTTTA (R A8 A2 38 ¥, 72 7E B A B0 RE T BRI R A
% +CSF &I T o

[0153] Ik, TN A B R TR Z A A B2 B, RT3 2 7 B MPSTITA F R 852 3%
HOAFES B AN E +CSF AR b 501 DQ T, 78 6 % ZATAIZ J5 2 Wi it 52 il &
HOME B T X Pk, R EZC R ML TR AR T H, SRR 55 RN E= AR
(%9 52 JI AR B ] REFR K o

[0154]  Sjfifsl] 2 :CSF GAG /K P I# R AL

[0155]  AWFSTI B 2 6 i e S 22 BRI ME (GAG) 71w b s B RARE B R
e MPS—TTTA 5238 (1) BB FH T 1 GAG KPR T AT, 55 T Bl 25 G s A A
(R0 2 1R, ARSI MPS-T1TA i2Wr. KB4 WPS-TIIA ZXEHRASXHARNT 1 &
() H D3RR R R B 4F s o ANBFFT XS B A4S 20 28R B N 32303, ok B s AL
[ 2 B AT . AR 6 DS H AT — IRV . B4 SR 20 1 AR 2 ) LU JEEEAE
B 2 R AR A (CSF) , 3 HA7 RUBEFE L BL Iml /MY E —80°CYA R » A SEI IR PRI 42
VL I B V8 TR A Z A SRR v P AR A 48 R 4, JF HAL ALl 2 UL HR AR M R G 1 98
L b (P (o
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[01561 A HIFRUE KT GAG Wl 5 A ) =2 o 5 i il e SROBE K 2 o 90, PR T IR GAG 52
e T A LA B ol A oRE i SRR I T RE SR MR U7 (I 15) o B R B A 1) GAG 7K
RETE S

[0157] %S itfa (¥ 45 S48 7R CSF Wi IR LB 227K “F-7E Sanfilippo ZR&1E G E h I+, 3
BT ARAFFAEAR R E E K TR 12 4 H o Bl GAG ZKF- 1] FERAE 2590 ™ 5 A5 - I v
L EINARE
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