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Table 1 The characteristics and sympotoms of transmissible spongiform encephalopathies, TSEs
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Fig. 2 The structure of cellular prion protein (PrP° ) and dopple (Dpl )
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Fig.3 A model for progression of TSEx pathogenesis
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Vi, PrP" [ PP R RZE A . B RANTTE

4 Prion EIRATEZ KT

4.1 &

XY Prien SR B HERR 2B, T 45 REETE A AL
&, eGP ER A R 8 PrP> g 2 2B 7 7E.
RECERL T B REMNEZRE CID A8 K
FRigtr, ERFEEHNASEMNET—E ETHEWL
297N E PrP™ RN 6 L e PR 2 BT iR ) & D
T, ERSUERR, EBEDAY BEHES
B | A PP IR R 2 W 8 REUE RS — 1,
B #1E fETE R e B RTHATRE M, RIRT B2 %
PENAR RA B EE T AN, AT PP A
PPN A, MBEREERESITE, Bak
LTRSS E A AN (Western blot) FMEEE S
BN (ELISA), ARER TR RS
. CEIHEEEERERE IR TR N T E
nE2". BRERI T HET AREMI0 Yy/ml
PrP*, HEMURK S ARZELE BSEs 5. B4R
DU N R IRIR A R PP B, R WE
frg s iem, BTtk A T WNE 2 # D,
BN E A T AR CID AR
4.2 AT

—HE Pk, Prion KR UIARFIGAE, *t
CID REBEMBTET B RN, RERERREME
R WFAR -2 RENEEHERSE. MELR
SRR A KU R A V6T Prion R HR
T FEMMRAFREERFRPHRDIEE, JLFF



2004; 31 (2D v SEYhETE

Prog. Biochem. Biophys. * 103 -+

anti-PrP® $T 4R A] DLA B b B IE Prion 7 81 R
JETe, Hodh, 4% Fab D18T7YF1 6H4" 1 1R I F,
) PP A1 T 132 ~ 156 BREMIUR R EK, X —
X B AT BERL A2 Prion HBIK) KNEEEA m. FRLHT
IEITIEB FURE MR 1 25 4, B REAE IR T M A IR
B, CEMATETT Prion BREMELZM Y. (B
HREBRBETHERE FREZRET
(Guinacrine) S EEEEAE CID S5 B HARIE AR T
IRANBERLIEA: (A fupitine FIE CJD B35

FUASMEAL T RIS, {HR MALKAFHER ). E ik
TEERH AR B ATE T 224907557 CJD JHHA
BAKRMAEE, WP R AR S G T 4
%[m. Prusine & H R FHHEI7ES B ILESIHEH L
TH Guinacrine 25045 FEUR R REH T 9697 AT 4
. B2, E Pt m PP FI AL S RIX R
RERACE, RS PP FIGE M, EHAF @ Pp*
Feit, FOERAE PrP™ BORS0E I, (H EL B 40 B Py e
e IRpE, ESRA ST AN S RTDE.

Table 2 Methods for PrP¥ detection
F2 B PP R AR T

AR PRI ] e 75 s AR BR
B ERMEED TE— P EHHT SDS Bk, St — E=y-5 10%10°2 =20 x10 2 mol/L
( Western blot) #—FUANI HeG BEEE 6] —HRIR
BEEE D B EOR N EEE LD, 5 e hEE 2 %1012 mol/L
(ELISAD T — M MG BER A I RIR

REILENRATREL LR
TSR R AR

BeP*REORMABEHILE, S5 ep e
LM TN HeG BRELAT SRR

0.2x10 "2 -2x10 2 mel/L

( DELFIA/CDID)
HEEWERNAFLE T PP RIREE AR, HEE ek 2 %1072 mol/L
(FCS) EMPEER S B B 5 BT PP B

£k
ZEEITNNIE BMEERN PP 4 THEEREBND e ~10 "2 mol/L
(MUFS) e

D ek IR EE RS 47 PaPC D PP Er W e A0 B B T B PP Rk,

FTEAENHFRSE RN PP ERRE
Prion B B RXIRME T A FIBNLHE. 347 protein-
only B, BARTEXAERE FCRUS T4 AEER
BHRE. EXEPETR T EFE, Kl PP™
EOEREGHMMME —ER? PP ELRHER
“HT LR R MR B A
T 2 EVIA IREI R S, At MREE. &
. BEEEZEIEARME MEESZE
k. REEZOR R 2218 8 Prion B B AR % 2R 4L
Bl B A SN P X AR

B FA R Perrett S FIAEEE LA LEIFR
#H.
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Prion Diseases and The “ Protein only ” Hypothesis *

ZHOU Jun-Mei ™
( National Laboratory of Biomacromelecules, Institute of Biophysiess The Chinese Academy of Sciences, Beifing 100101, China)

Prion diseases are thought to arise through misfolding of the cellular protein PrP. which can exist in both

cellular, PrP®, and pathological, PrP*, forms. According to the “protein only” hypothesis, disease results from

infection with the misfolded prion form of the protein. or by inherited mutations in the PrP gene which apparently

increase the propensity of the protein to misfold. The result is one of a number of devastating neurological diseases,

which are inevitably fatal and are characteristed by spongiform changes in the brain. Hence prion diseases are also
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known as transmissable spongiform encephalopathies { TSEs). New advances in prion research were reviewed

focusing on the structural characteristics of the PrP protein. Putative mechanisms for the conversion between PrP*

and PrP*, and the factors thought to influence this change. are described. Progress in determining the

physiological function of the PrP protein and prospects for diagnosis and treatment are discussed.
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R REE

(PR IR E B DT AR, b 410078)

ATP & & &5 (ATP binding cassette, ABC) BRiFizH
HHEFEREEAULE ATP S RK 2. HiTkRE
HEHEREE A ( permeability glycoprotein, P-gp) £ 247 &
% & H (multidrug resistance associated protein, MRPs)
b, BE, MET IFMATP S &AEEEEARR
W R & = fﬁ'?' fif % # H ( breast cancer resistance
protein, BCRP). BEIH Doyle 8T & T 1998 F 5 RN
BERND P-gp I SRS T 0 A LI TR T 2 A M A
TIEF RNA SR AT, FTLlan @ I RERZER
(BCRPY. F—%, Allikmets i 5 R MEF A E T &
Fikmare HREA RN ATP 88 B EE (placenta-
specific ATP-binding cassette gene, ABCP). Ff 5, Miyake
EVMBEMRZAERM AR EBEARAR SI-M1-80 T
wlE 7ok BB, ar A KITERE Z A X E B
( mitoxantrone resistance-associated gene, MXR). HHZEKE
ST E R ABC BHEKRIT R G B8 T a, A
ERer 2R A VR LHERGEZ A ABCGL. IX—HHy ATP
HERAKZRAME 4 R E, B BCRP/ABCP/
MXR/ABCG2.

NE BCRP BEREM T 4q22 K8, 2K 466 kb, B
16 AANE TS AE TR, EERSYH 655 MEE
MR, 5 Pgp M MRP FEHZE 0 AT REHR2
ATPEERMEERE D 12 M B s aME, X
BEMET —TATPEEX, BERAF 6 TEER, K
YR Pogp BUMRP R A A, FFRAARE S ABC 25
BEAT. Pgp M MRP ¥IZTh B B AR LT Z~ ATP
HEXEURTEEN, CRFAE ATP BT R,
EAMUE ST A ATP &4 XY BCRP HF AT
AEME AR B Sugimoto 25 M ST A FEIE AR BCRP Y
AT I 2 PASLT T ALUESE TR A M iz ) Ay
ThRERM T AR — BB AL i 48Wl, BCRP LhREASE

MRS E4 THERNHEER, B4R RATIILE.

TEAREREAFRLE TP R, BCRP [LEME
M aRL, EFARBERERE MraFEAeR
I EFRALATRITERFEEEMEER. WA T
mEFIEN BCRP ATEe A R IG A RIS ThAE LR ESE/EH,
o il L% P B A L R (R 3R T B R O B R P B T
K. T BCRP /RN RAE. MM RMEARA DERE
THEAB R, HEHYART A AYTER N R
{RAS/ER, Frl R L T R s A8, B IL T SR
S EE.

i %8 % E T Z M B AR I AL 1R s B M B 2 RIS
EAZ5TMER, ETWARESKE ARC EEER R
-1 MRPs. BCRP 7 52 75 FLI S 1 25 40 10 5 oh 7
BB TESMEMANEREEE N AR TR
A UL BCRP fE £ MR 4 4R T 1P 7E 20% ~40% MIARIRRE
AyFiE, BHELMFME P-gp. MRP 3 LRP (lung resistance
protein, LRP) ML, RILWEFMENE ML TR
MEGMRITZ. [R5, BCRP Fri-SRMERAMNRS
D MRD Bk F7 7 S FL % 25 P 705 15 75 ¥ 8 1 31,
FFEATT P-gp S-S MIIE. SHEE. KELHLESHR
R 52 9 TSR BUEE, BT LL BCRP /- SR AR h e ey
EEME. WAMENANEN T EEENET RS
FERANEES, MEFREMTEN, BRTERLTER
fER—THEy ABC BEKEXNZEHM A, BCRP HE A
AR AR T Tt R R R 2 —.
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