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1. PEAZEREYHRRS TREFTRE, L 100080; 2. EHERKEEHEDEPRET L 100084

BE FET-NEETNERBAW_ZEHNRH. FE G (BoPrP) By /)
4F (BoPrPS)fn k4 F (BoPtP L) 2 F dhifL B, 4 C? WM AR FEL, AR

— A ATE LA Fu ik B A B BoPrPL 72 BoPrP*S 9 4 % . R 44 ik A A ¥ Bo-
PrP°L 7 BoPrP°S 2 F K & 4~ 5 b 24.064,15.819 ku. Jf it ¥ 4 H — 5 i (Far-UV CD)
4 #7 B 7 , BoPtP°S 7 208 1 222 nm AL H AT A L E, 7 H A M o B B £ ;T Bo-
PrPL # 222 nm 4 fOEE AN . 5 R LA BoPPL WA A CD Z R LB E LA,
FEH BoPPLEANKELZRLEAT 64 G HBHESCEARM . T G
3t BoPrP*S — R M ERTE W . BoPPLE & Cl WHERE - REMWHENE
N @BEAT Gl B ERLENAX.

X@H  FHREA —HEETFT SLFEFRE —f5H

B Tk T T 5| A T R R M 2R B , B B0 - R, A MR R (R AR )
ANEBFMERER. ORESH— RS RRRR, 8 - MHIL R NA T 5

B (PP R AN PP RABURE, R Y K& PP RS RTTR Y BBUR K iw &
(PeP<) B A % 9% . B PrP* A BIIAEE AR ER . BILLREY PP BA B H LW LB

- VM TER A AL, S S PP 4 G YRR, F BRI A G’ RYN RRTE

PP B ABREEX!.

ABRITE LT TAE SR E 2 ot W s 8 . Rk Maifb T B N, C %55 BRAD KA
43 \KEE X 1) BoPrP'S J2 B\ 48 9 BoPrP L) il 647 Bt Ia] i 1% ALz % 4b CD 3% 4347 7 1

‘ R TRE Qo BRI R Gt X T RE B
1 #HEFAE
1.1 BoPrPS TFRERIE

L4 BoPrP°S 9 DNA 51483134 : 5’ CGGGATCCCATATGGGTGGTACCCACGGTC AAT, 3’

GGGAATTCTATTAA CTTGC CCCTCGTTGGTA, A pUC19BoPrP® Fihr 2 M #E 4R , #6417 PCR ¥,

B A5 1 4 94°C 3 min; 2 225 94%C 30 s, 60°C 30 s, 72°C 30 s; 30 NEI; K 3 & 72C
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10 min. PCR =915 Fiki pUCI9 [FBFFH BamH 1 #1 EcoR T B§VI. SA HMEEMEY FEBE
Bl , 5 pUCIY 51k E. coli DHSa J5 T 509 s H PCR #x 0. PHME 5 B 22 0 I3 5 5E , AR
1# pUC19BoPrP*S.

1.2 FRixFHHHwEERE

JERL pUCI9BoPrPS il pET-30a( A E R 17 ), 4 Nde 1 #l EcoR 1 B3 V), B Bt 5 pET-30a
1AL E. coli DHSo JG T8 5218 A pET30aBoPrPS. i FH 5 46 IV 17 7% (TSS) il % I A W)
E. coli BI21 (DE3) ¥ kL pET30aBoPrP*S Fl pET30aBoPrP 1M 88 A Kb . 8K 15 I 5 TR #-B-D-
AR ZLEET (IPTG)B S & £, E T ik, B VB oE AL 8 IR e ik O ik 0 SCRR[3 ]
1.3 BoPrP*S #1 BoPrP°L B4i{t

PHES 732 #2076 o 109 A0 000 1 I 7 7 A2 46 2% o i (20 mmol/L BEBR 4K, 8 mol/L R &,
0.1mol/L DTT pH5.6) 4, B5.0> 3t i UE Bk 22 NS M 4. #)FH Bio-CAD # #: 2 #7 & 4 9 POROS
20HS FHE TR ik BoPP'S. WM E IR EERGEMB R MALRKEN 1 mol/L H)
NaCl. JZH7 4 i3 3 mL/min , YEBLAR 35 mL, PEBEE BE 4 0 ~ 500 mmol/L NaCl, 4ifk/5 %
H £ SDS-PAGE ¥l .

Sk K Li1b ) BoPrPeS WK Y pH W & 8.0, I H B4 800 mg/L, A CuSO, f#i Cu?* (¥
KWEIL 1 pmol/L, BB TP 16 h. FEAE AL AR BB £ ULy, I H Millipore 23 7 #)
Biomax-5 ¥ 45 .

A E il Lk W48 8805 # HT R AT A i POROS R, 78 Bio-CAD L 1Eu I 40 B & 4k A F0
bR A BoPrPS. VEMLIARA AN 0.1% = éﬁ&ﬁad@m& B AE 0.09% R BN ZIE
W, VRGBT AR BURIR AL HEIT 0~60% Bl AYELERBEBENL . SDS-PAGE #:l 7=4 .

BoPrP°L HJ 44K 13 72 7] BoPrPeS, #£ PH 83 F 32 e 2 4+ fiti A pH6. 0 B Bl IR B 2% wh i .

1.4 BoPrP*S 1 BoPrP°’L )£ 1%

e i3 2 B9 EALEY BoPrPS 1 BoPrPL FH & 8 mol/L FR Z 9 20 mmol/Tris-HC1(pH8.0) 58
B E R B F 100 mg/L. 7E 20 mmol/Tris-HCl pH8. 0 £9 35 H7 W 3 W7 23 1% ; B 0 B A K, 4k
2% 8 h, SR 5 PEC20000 S Wik . HEMAE T M. K2 Cut S L3R5 1 BoPrPL 1y
ik 5 &t v I CEK[3 ]

1.5 RigsH

BOETHSE TERBR(Y « F AR EEHBRMEN), pl BE G T WA
BIFLEX I # MALDI-TOF i { BAE S 88 b, F5 V8 % & I 3% A IS AR 17 B 3% 42 47, i i A
K 19.5 kV, RSB EN 20 kV, ZERS|H KK 14.5 ~ 16.5 kV, 43RBT A 50 ~ 200 ns.
F 10 ~ 50 KPR A5 S5 2 Rl .

1.6 E—@migsHh

HT R BT B 18 R 5 28 12000 o/ min 2.0 30 min, J§ 0.22 pm IR LR, R

FARWAE 400 mg/L. FEFTE Jasco7l5 BR800 B i, 3148 75 B4 190 ~ 250 nm.

2 &HE

2.1 BoPrP'S y4tifk
PET30aBoPrP“S ik /= 4] BoPrP'S A (L {A T 2, 21 B HLiF H H % S % 8.6. £
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POROS 20HS FH B A ¥& B W £€ 89 BoPrPS & o) Pl

SDS-PAGE #: I # e 48 N 0% &4 . RAHBE
B &AL A B BoPrP°S 7 40% B & Y& B A JT £5 Hs
B, 0 JE R BoPrPS 7E 42% B ¥ Uk A B 3
(M 1).

2 SDS-PAGE # M &L % BoPrP°S 4 k= =
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OGEE (280 nm)
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WIS 35 909% LA E, LR 2. ol " iy
2.2 JRigsH B ¥
MRAE G 45 R BoPrP*S B 4r F R &4 15.819 B 1 BoPrP°S H 5 AR 247 e Ik I
ku(F 3(a)). & Cu®** EfbKB ) BoPrP°L 4> T & Pl H AL BoPrPS, P2 3R BoPrPS
ku 1 2 3 BH 24.064 ku(&l 3(b)). K2 Cu?* EIIKBH Bo-
PrP°L 4+ F IR BN 23.630 ku, S53CHA[3 4R EHI.
i: 2.3 EEIE—BIEIH
£ Jasco715 B %X &, E L H A BoPrP*S &
347 190 ~ 250 nm 3 4414938 B 7R , 46 208 1 222 nm [ i
5y HPLREA B, o S B o9 HE T 4 (1 4(a)).
% Yang-Chen RARPIHE, & 55.7% o $BHE,8.4%
184 B-17%,20.6% LHLHE M, 15.3% % /A. K2 C?* 4

L3R 15 19 BoPrP°L & 36. 1% o-38HE, 11.9% B-17 &,
19.0% L& ,33.0% % M1 2 Cu?* L4L3K1E
#) BoPrP°L L %6 4MB] — 835 45 R & 78 BoPrP°L 7E 208
nm A0 — 7,222 nm 4 FAIEFE N, A 28. 8% o- 1R
BE€,35.6% B-#71%,35.6% L&, A% /A (A 4

Bl 2 BoPrPS RALILIG SDS-PAGE RIS R (b))
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B4 SEEINA 0 g R
(a)2: C** B ALJG BoPrP<S; (h) %2 Cu™ ™ HALHY BoPrL
3 it

SRETHEEYNEFEGENPREEFEEMO. EIF2BNEETOEEERED
SRBETF, W8 E Y EALEE (SOD)YHAY G2t L ot EAEE R Mo® . Cu*T MIBRZ FE
AT RAKMBY PR ME RERBAR . BIUTE Menkes F1 Wilson 55, B Cu®* HIAR I
BESRPRMZREM S TR F Cuprizone 2832 9/ BUAT B BLIG 3 78 B AE 1 3
Z TR R B R RS SR AW, Ct TS A T A S R R R
RSN Rk PP, 0 S P mAERE SO

TEAR AL 5145, F pHS . 6 HIBE ER 61 2% vh K 11 FH % - 3¢ #: 71 POROS 20HS | BoPrP<S H]
BRERFHALBR. FMAS T REEEREL. TES S MRS, MARMEENY
Hik, —HERRELR, 5 — A EAE SRR (Y BoPrPeS 437, A Fl &M B M, il
AR, R ERNITE™Y .

KR ot LRI A LTS 0 BoPrPL B M 6 4y A7 B 70 0. R 48 P S fb 3K
BHE MRS BoPrPL 0 TR EH 23.630 ku, T EHLHEE > TR E N 23.687 ku, & BEB
B . W Cut EALIRIGAY BoPrP L B HEFE 54 TR M 24.064 ku, LB AY 43 F R B B & 15
£, LBRPFUEREETHE Cu® EILIREAT BoPrP |, T IEHE M 7 & EDTA AYISHR P L B #
BRAARS EDTA WFAEBER T EESHBIIE. vJiE EDTA B A5 &R H i & AT,
Xf BoPrPL 43 F L&A 10 Co®* RO B , 3L 47 T i B A9 22 53T 3B 0] 18 165 (9 BoPrPL K &Y
AT 6N Gl . X5CEMBEHY AN . RGN Cu®t ALY BoPrPS 14 T &
7 15.819 ku, 5iHEPLHM 437 B R 15.883 ku FAMK . Al LA C?Y . B G 18
EEMME/NKERX . Cu?* X BoPrP L 8 45 #9 BY 52 0 n 38 5 g 45 40 F — (038 /3 75 1
K2 Cu** EALIRIE R BoPrP L & PEAE i AU % 41 8] {638 B 71, 7E 208,222 nm 407 W7 1%,
HHMFI R - IBHE S BAIER . £ Yang-Chen 2 NI B & o-120E 36. 1%, 5 AR IE 40% Y
o-BRBEHE T . M4 Cu®* EALIRIG Y BoPrPL & PEEE A AU B 4N — (il 5 2 A R KIWA A,
ME 4(b) L& B 222 nm &b A 570 7E /1N, 208 nm 4k BY 7 04K SR 77 1, BT H: o-BELAE & B
HRESHWEEHRE, BRSBEADT 8%, HAMEK 7.0 B E SR TFE THIE—F, X
Y C® M A EARAT BT BAI L. MRS ML Q0 B AL IS 00 BoPrPS Y iG % 40 E
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— RN, 7E 208,222 nm &b A G UE, B 222 nm kL EIIER A B L, BoPrPeS Sy HLE A
HEEERNER, SIMELL AR MBS EMHA. Cut SR BoPPS —REH T Kk
-4

1 LA _E BoPrP°L 1 BoPrP°S B4 ik , i %€ 41 B — (545 45 B4 B BoPrPL €4S T K% 6

A Cu?t  HFHESHMENKEZX. Smith ZF)H CD X 50~ 89 M EEBBRHEN N\ KR &

ERBRRRR AKX RA AR A IR, O HEN —REHWM RITH

’ ERUEH G EAETAREERE B TEW, RINGME T R0, 4 piigns. —

REMMEAFT RS PP MABDIREA XK. HLRIEH PP A SOD Y, ixsbgtty iy
BAH RN KGN, XFELEH— L.

2 * X W

1 Brown D R, et al. Normal prion protein has an activity like that of superoxide dismutase. Biochem J, 1999, 344: 1
2 EXMh, #. FEAREERKNZEMTI . BAEYFI,1998,38(6):417
3 Wang DW, et al. High -level expression and secondary structure analysis of the bovine mature prion protein. Chinese Science Bulletin,
2000, 45(14): 398
4 Korth C, et al. Prion (PrPsc)-specific epitope defined by a monoclonal antibody. Nature, 1997, 390: 74
5 Chen Y H, et al. Determination of the secondary structures of proteins by circular dichroism and optical rotatory dispersion. Biochem-
istry, 1972, 11(22):4120
6 Bull P C, et al. The Wilson disease gene is a putative copper transporting p-type ATPase similar to the Menkes gene. Nature Genetics,
. 1993, 5(4): 327
7 Wul, etal. The LEC rat has a deletion in the copper transporting ATPase gene homologous to the Wilson disease gene. Nature Genet-
ics, 1994,7(4) : 541
8 Kimberlin R H, et al. A comparion of the biochemical changes induced in mouse brain cuprizone toxicity and by scrapie infection. J
Comput Pathol, 1974,84(2) ; 263
9 Pattison 1 H, et al. Climical and histological observations on cuprizone toxicity and scrapie in mice. Res Vet Sci, 1971, 12(4): 378
10 Pan K M, et al. Conversion of a-helix into 3-sheet features in the formation of the scrapie prion proteins. Proc Natl Acad Sci USA,
1993, 90:10962
11 Hormshaw M P, et al. Copper binding to the N-terminal tandem repeat region of mammalian and avian prion protein: Structural studies
using synthetic peptides. Biochem Biophys Res Commun, 1995, 214:993
12 Brown D R, et al. The cellular prion protein binds copper in vivo. Nature, 1997, 390 : 684
- 13 Jackson G S, et al. Reversible conversion of monomeric human prion protein between native and fibrilogenic conformations. Science,
1999, 283(19): 1935
14  Smith C J, et al. Conformaticnal properties of the prion octa-repeat and hydrobic sequences. FEBS Lett, 1997, 405: 378

B &

(B R B 3 B ) F1(Progress in Natural Science) # T F 2002 45 245 B4 ) 4 SCA B “ 7 75 $U4E -3
- FALBA T BE” (www. wanfangdata. com.cn), STIA AR REXEMEE  HERBRE-AANTH
BHE-BE MR, EAERSMERERS RS, KUEEMEENR,

‘ A Fi| 4 4 #



