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5 (protein) &4 fiy B 4 i 3 il , S22 9
b EREFE DEREXRN KRS TY
AT A P RESEENH. BEARIL
STAEAE T A B3R B LS, 249 o A A B R i 43
B A5%, AR )1, B MR AR A 2 — .
A= YIRS R R AT % , JLER 1 R IS AN T i e
£, —>ELAH M T A BT R R R, AR/
FRBAEXS 43 F R A B0E T E R AW, X s
EAS) ROERE- S RN NN Y I e
4 E H 5, & A AR g mheg. &
TIARALAE A 40 i A 23 B 5 A T i R R 1 A 2R
H, M HZ 5450k JLE A A8 AR,
T TR L I YRR I L HLAA B A L UL P Wi 4 L 4
Ml S5 3 AMEAERKETEEEN A M RE;
—HEAREREARHNTER, MERERSEK
KA W LA R O AE 5 2R L R e O &
SR T HE A PR RE B . A SE R (1 A9 Th REAR
HRE S W0 R AR K b A R Y R S 2 1 YR
A PUIRER 1, TR I IR B R g, AR 4k
B UFERIR FAAF .

B TR DNA Z % i) & 5L R 4 5 1, an
RULERR A Wit % (5 B s A A %, &
A A 5 B AR B & fTh RE AT . —
ST AT 5T 45 SR T 45 2R 1 5 ) T R 1 R BT Y
¥ . 1982 4F, Prusiner X3 —HA Y1
2R 1B ORE , BR M B B (prion) . Prusiner [H i
TIRA 1997 i D R A B/ R 223, SEPR b e
£ M (prion protein) f& A& PN —F 1E 5 T BOR T
4% B I, — B R (T8 O R A oA wi
A] T B AT SO R B A, 51 & B Y AR G R
PRI BE PR MR » WIRCZE I

1T EBEBRNDFEN

HMEH RS FREZEITEAKGOY ~
552%) & (6% ~8%) & (19% ~ 24%) . &
(3% ~19%) AR (0~4 %) s B EH FE &4
RPN SR TR BV B VS
FEARA S AN, SHEARMNSRERE
L, F¥IR 16% . AL T & EiaY

FE LR A 3, BRI R A PR i A G A R
0 LIl NI /N R =l B S = Dl N
TH.
B A A R B K 6. 25 X100=
100g # i v 2 1 Y A5 B (g 20)

o "
iR B §
= & # & (Melamine, C, H; N, ) , 46 #&
Fhe B, A —F =L RLHKA
A b4 , JUPAC 4 % % “1,3,5-=%-2,
4,6-ZRA”, FHABALZRHE, =F
TR A 4h g & 2 & Bk, LT vk,
METK, TETEYE . PBE. LB KT
B e R F AL AE, AR
IFFANKEREMNZRZPH RN ¢
mEA R R TEOARGLE, TR
F I TFPEHAEEOR, S ZBR |
B A N AR T B, A A 5 T A AT 4 &
HERESZ ANMBFEERZHEO RS
T, ZERRBEAEANARE , A EBKRE B
R AR ZRABKR, ZRRAB =5
BB ARRORMKEH, FEE B,
2008 F RBEA AN Z Bt P EFH”
RAARMLERRE, AEEQRTAEFY |
oAb R G K42, %
BRRXEBHILEAERE B,

— & A B

B BT B BE A 21 B BR 6 2 2 2 R (amino
acid) . 2 H Jit 52 R . B 5% 2 1 B 1) 1 FH T K A
BRI AR . AARR P FEAENE LR K
P94 300 R0 A R AAREE H R R IER R A
20 B, BRHEMRIN, ¥R Lo B IEBR. HER
A L-o- WRIEFR .

(—) SEBRE—RLEH

UG EE A R & FERRA 20 F, (A Ak
FEHRA LR B R R (8 2D,



; ([106 F s TR ST AR SR 5 S )
H;N—C—H :
k
B 2-1 L-o- 2 3ER4E5 M58 X
R AR 20 FpAS [ iy fk 2 B A e i) —Fp @ P ) C o

a (ﬁi: J[Il {‘

oBRIEF ERREE R, A 1A
B BRR o BIERR . BeAMEA — 0 (R 2
A . AR RN ES 7. BRH &S
a BRI F R A X FRBR IR T, L BA L&A D
BRI A (E 2-2, ARFPELIRK
D RUEIEMR K 2 A7 76 T 540 40 1 7™ A 19 Ik 4t
A 3 T 20 A 4 B £ 25 Jk e A 1 AR 0 B A
i —8 D RIEER . HMIERREHRENS
B L 7 Py R PR DRI o T 5 P A5 R AN R R

£2-1 SEBHNSE

2.2

L5 3 M D-2 5L/

(Z) SEBRHSHE

R B R 20 Fb 2k R AR 4% L0 B R
S S MBEACHEFARR, S KGR 2-D)

: %5 pK.
A £33 By pK: K Pl
0 (—COOH) (—NH3) (R#
R AR
HER alanine Ala A 2. 34 9569 6. 01
AR leucine Leu L 2.36 9. 60 5.98
REAM isoleucine Ile 1 2:.36 9. 68 6. 02
AR valine Val v 2.32 9. 62 5.97
H i & R methionine Met M 2.28 9.21 5.74
il proline Pro P 1.99 10. 96 6.48
HER glycine Gly G 2.34 9. 60 5:97
Ay A A AR P R AR
2B BR serine Ser S 23 9.15 13.6 5. 68
HER threonine Thr g 2.11 9. 62 13.6 5. 87
e AR cysteine Cys C 1. 96 10. 28 8.18 5.07
T A Pk asparagine Asn N 2.02 8. 80 5.41
& B glutamine Gln Q 28117 9513 5. 65
FERBHER
EHNEM phenylalanine Phe F 1. 83 9.13 5.48
R tyrosine Tyr 4 2.20 9.11 10. 07 5. 66
kY. i tryptophan Trp w 2. 38 9. 39 5. 89
W IE AT B AR
2= R lysine Lys K 2.18 8. 95 10. 53 9.74
HEPR histidine His H 1.:82 9.17 6. 00 7.59
AR arginine Arg R 2517 9. 04 12. 48 10. 76
i T L T PR P AR
KAE M aspartic acid Asp D 1.88 9. 60 3. 65 2.97
£ i ¥ BER glutamic acid Glu 2:19 9. 67 4.25 3.22




L AER SRR AL YR A R R

WG| R HEAE— 58 2% AF T AT e B (P& 2-5)

BEREIE IR (A S B B B MR AR 00
BR) s — A B B R CFF B LR A — o 7 3 cod wo 00 mi—cn
MOBERD . HERGRTIE, RRERm o L, L, miecn e,
FE7K o ) P AR BE /N (B 2-3) o - P cH
2. REHEFOREEER XREERE ik Gt
T A — B R L, 757K o 0 % Eae e s B
BRI R K. A3 B R LA BRI . B ad
R CLRRARERD PR AR _ HA—C—H
ROCSERIAR & B F—Fhgsatmoma L % e
i CE M) (B 2-4), - L :
3. FEREER XEEERETEENE ¢n, ey .
R B (0 G, 2T R o B A A ik - R
503, A R P 5% 430 K 3 5 7 L o T U S it
TR AR, WU P A £ S HES FRERSR
. 00~
COo0-  HN—C—H
coo" 00" yX—C—H H,
C0O0"  HN—C—H H,ﬁ—i—H i in
H,N—C—H H—C—OH H, i
CH,OH (|JH3 éH HZN/ \0 HZN/ \O
oA 1. TER e RABERE B EBEE
B 2-4  Asaiy B Ay AR AR PR S 15
COO~ COO” ol ?00‘
HN—C—H H,ﬁ—é—ﬂ H“ﬁ_é_H P CIOO H’ﬁ_cl—H
j H, 1, H, H3N~(IZ—H CH, $00‘
—cH - H, H, N—C—H
NH $H2 $H2 Jsz
CH, NH S
. Ly e |
KN AR 2R 155 R NH, NH, w2l
B 2-5 FEHIHEBIER PR HER HER

4. HEBMHHBEMSER 4ABAEFTX B 26 #HFIE HUAT AR AL R
KA I L, L AE M B R B oo,
R s R S F & A7 — A I i A G f G S R A U
A S5 B DK e 1 2 SRR e — K R AR S
(B 2-6), i 'H,

5. WHAHANBRESER XLEARAA e o
B S A PR e R PR T S A R AU B

HRIEEHER (F 2-D).

20 FhEHE R Il IR A BE PR A5 B
Frik . IR N R LR , (H A RE 5 55
— R IERR BRI WK . & PR 7E 2R 1 TN
T A BB R AR . HAh, 2 A PR E R

P 2-7 it s A A AR P AR

R A —FEARGS &  FE PR (] 2-8) .
AR EMRE U E BRI A, R
o 8 s B 4 PR B B A



AF A B LA B B B - (—COO ). R & 2t

COO COO
i CH H N CH PR G A 5 ELAT P BS PO A 2
Cn, L o SR ALE VR P A S 7 S e T AL R A
ok S ’ S g TR N pH ORI SR
wt B o s T T 5 7 1 A 9 R A T R e
cH. G, TR, B, R R pH R
CH—NH, ClH—NH, R B IR Y45 H 2 (isoelectric point, pD),
coo- coo BRI pl R o BRI o EIER MR 2
e e SR ot &R

By B pKy A pK, BUER) . pl MR T i
%J:plZl/Z(pKl-I‘pKz)o ﬁuﬁﬁ@% pKf(‘()()H
=2. 34,pK_wy =9. 60, pl=1/2(2. 3449. 60)

K 2-8 —miEMIIE R

(=) SERMELER

1. AEREREER ANEERES
AR o R A (B &) FERYER) o R, 7]
FERR PR 5 T (H D856 B0 A 1E s i
FHESF (—NH; ) , i 7Ess ki i b 2k 2% i 1

=5.97, REZEEFEME R ZEH AR R
NIRRT . R —-DEERPA =1
A BRI, LA L A o BRI o RN R B
A RS IER S E. R 2-1 50 THEA K
A U TR 0 A5 L R [T 4 R T A R 1Y

aRIEF o B PK., fH.

| i I'
R—C—COOH R—C—COO" R—C—COO"
I \ I \ I
NH, H “NH, H NH,
s+ 0 L
pH<pl pH=pl pH>pl
FHE etk &1 GEES

2. MR GBER.BEARNERN
AR M T & A L5 XU, 78 280nm B i A Fe K
Wi (B 2-9) . i TERERA & REAmMEG
R RRFR L , O %E B L AE 280nm Y6 (i,
SE BT R A R PO R (T

e Y6 JEE

0 1 1 1 1 1 1 1 Il
230 240 250 260 270 280 290 300 310
i K(nm)

B 2-9 F5FEREILBRI L IMR UL
. EHEMRNE SEHEMR5EH =M (nn-

hydrin) #7K & 34 [ hn #4 , &05 BR 9 A AL 40 »
i ZEK SNSRI . 25 BT . B =

i 64 38 J5™ ) 5 R PR A i 7 R IR TS — 4%
TR = AR A R 5 A R R i
FEPA 570nm &b, WHREASYBAKTRES
IR S0 7 HE B BUIE L 35 G PT R AT AR
SERIHT. IR 2RI E AR5 B = iR B
R, KM S =B Y 2R .

sl
A Y

(—) BRERE

G PR AT A B 45 A UK (peptide) . B 4>
BEMAE—0 FRERE D — o FRRER
F—4rF K, 45 A R B T B A BK, BP ZRK
(dipeptide) (& 2-10),

FEIX B AN & BR 2 1) Fir 7 A A T o
(—CO—NH—)Ff 4 ik 8 (peptide bond) . —Jik
FIFEREME AR S 70 — o FREBRA & =K.
AT & R A BB, R e ZNH
JEWR AT 7% B £ Bk (polypeptide) , k&% 43 F 19
FHEMAE AT 8 B UK 8, R A £ ik BE (poly-
peptide chain) , Z BREEH o filk J5 01 JIR B 4 2
T E 2 W FR A 5% (backbone) , 11 45 24 Jik iR 7%
F 5 L A O 22 KB A9 Il 6% (side chain), £



BRBEPI A H S AR I , 43 IR R = R S
(amino terminal) 8% N ¥ F1 3¥2 3 K ¥ (carboxyl
terminal) 5%, C % . JK&E A A9 & 3 /R 2+ B A K
A0 4 T AR B R R R LR R 2 (residue) . 5
BRE A4 N N s B 48 ) C . 0 22 2R
HER « s R 79 20 IR A0 5 2 IRR 4 A i) L B
PR Ay 2 R k- H 2 - 2 k- - PR (&
22115

20 42 30 44K , Pauling #i1 Corey W JH X
L BARMR KRGS Rh &R FREK S #A
A 2 BR , KB i C—N B 38 4 XUBR 1 4 I

1 H RZ

HAEK (0. 132nm) 4t F 548 (0. 149nm) F1 XL 5
(0. 127nm) 2 [8] , N EE B B Ese . Bk, 4k
B 4 MEF(C.ONH FI 5 Z AR 2 4 «
BRI F (Coa «Co) B F A — Ml V- 18T P9 449 B BB
15T (peptide unit) (& 2-12), fkEIEH C, 505
5 N FBkIE C AH I i B0 2 YR () s i, T LA
i iERE , C, 583 C RYBIER: M LL ¢ R,
CHNMEML v ER, EREHFIKHET L
CJR T BT ¥ B /i~ B s i B B IERG F B e T
PR AH 20 4 B BT T A A X 25 B

H,O Rl H R2

R
H,ﬁ—clﬂ—(ﬁ‘—ou S s 00— H_ﬁ—én—f—]!z—éﬁ—coo

HIHRR BHM

H,0
Rk

B 2-10  Jik5 Bk

OH

B 2-12  JkBA ST AN IR R A

Y R ZHRK T Co i C, 76 1 AT b FY
7 B R 3 (trans) , B 78 7% 32 € 47169 BK 5 A9 AH
KI5 ). & P ) i e R A4 R X
(cis) k¥, B FIMXAKEITRE R &, BOAW
KA FITTRE .

(Z) RAFEREER

MNENAFLEVF 2 BA B EA Y D REAI K, FR
HAEYITEERR A ALK, A A FE R 2 K,
FEACHR Y MM BT R E HEAEM,

mABEH K. Z IR KR ZREHAE
%, BEEYEARWERRE  FE2FE R E
ZH DNA oA il % 9 IR 2 25 ) I v & E 50w
i Bh AEYT 7 TS T K.

1. &t H B 2 Bt H K (glutathione,
GSH) 2 H A &M EME R A H &R AR =
BRCE 2-13A), B EHAEARN v R
S5 BERR M o T K 45 6 T B R v
e H & BR . 21 b DR R B F
EAMH KK EZIhRER A . GSH B #Hi & A
AR JE A, iTE RN EZ AR ER R RN
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U o) 1 P S e A R R
Bt b 76 15 PEAR S . Ho O, 2 40 M0 4 7 A= 1 3 32
AT, AT SR AL R B A S TR R LT R
FEAF e H Bk A AL Py B4 FH T » GSH. T if S 4
B A=A B H, O, » fi AR R H, O, 2% 5 etk .
[ iif » GSH #4804k A S8 6 B 43 Bt H K (GSSG) 5
GSSG 7E 47 bt H Bk i J5U Bl 89 £ T, B A2 R
GSH([ 2-13B). #e4h, GSH i) % 5 i A Wit #%
Ttk . fE-5 SN IR A W H 1 2 ) 0 BUR R 525 )
SFLE A T BH T IX 264k 5 4 5 DNARNA 5
HEEAREE MR DA Sl 240

2. BMEHMERMEK BANFFEHE
JB ZE KB 2 ik, a4 5 3 CREF= 2D (9 O Ve

SH

H—(I:—NH2
HOOC
BEM CEMER HEmR
A
2GSH

H,0, _—» NADP*

GSH
WAL N

GSH
i
NADPH+H"

GSSG
B

2H,0

& 2-13 A BEH KA Fil GSH 5 GSSG 8] 4
4 (B)

HEE WS

A 2-15

2 (9 O AR B B R B2 TR (39 RO (e HR AR
BB EG K. BNS&AHEERN LD
AE. nfe FURAR R BEHOM R (TRHD 2 —MFEk
gE R = K (B 2-13) , H N-K 356 19 A & iR I 1k
B FERS & 2 (pyroglutamic acid) , C-A 3 69 il
FAPRTR LT M AL B R I BE e . B il i
Wh, AR A R A DA I IR R R

S FEA LML P Y i (10
JIRO B K (5 O R MRk (17 JikO 45, £E P 22 1%
FHEGESEFIEM. ENEED RN EEM
25350 L AP 25 VR A A 5 2 X Bl 28 R e R 4
HUAThRE A — S B AW

3. MAESR HiARKE KRB R
FEAN A 2 K, IS AT AT BR AVEFTF B S B
% (valinomycin) IR 8 % (blewycin) 45, R
KIRWEHEZ IR, 20 42 70 4R P LL ) L s 2
H4 DNA HR KRG Z K259 IR %
R AR 2, Ntk Rz .

£2T BOEFENDFLEN

BEARS TR ZNEERE LM
TR KRN ) AHE R A TR A A R b
KorF. EGFE AT PRI RRIE R —E
H A AT HED o I 32E— 25 47 B U S Y 2 1]
K. BIERNFRZ HEA RN —REH (pri-
mary structure) , 1 1Y ] 9% 45 #4) B F A< 55 ¥4 (pri-
mary structure) s IEEBFR A E AR =4E 550
(three dimensional structure) , % 1Y /& 4% 45 #4 5%
25 [ 4540, WFEE AR — . = IR L5 .
M KRR TR A R F RIS, h— &£
REETE M E AR RAE — . =R, B
ZRECM L K EETE B 2R R A A DR S5 H
(] 2-15) ., BEHEBEK—RE5H T 20 FhaE LR
HEGI G i) 2 A S e 1 2 1 B 65 4 1 e A e 5
T2 5T A 5 19 25 (B HEAR 7 T & A AR A
PR B A FE T RE

% ikt LY T AL

EHRREHEK



—. ROl —BLEH

E AR PR RS H X HEFI R B A i
PR AR —RaE ) . S IERRHRFIITF M N-
A CA Y ; — R G5 W b AR IR .
WAk T e & A e, Ak
e R 5 A (—SHD i & E Ak i (F 2-8) .

Al R — R S5k e P E Ak 2E K San-
ger T 1953 4EM SE SE LAY« X250 — 80 2
—REEME AR S . RS EAF AMB
AL REE, A BEA 21 NEIERRFRIL, B & 30
A AR T & R 5733, A B B & o F A

BE] RBEAEE . ABERYSS 6 SIANZE 11 17 2
R I B AL 2B i — 14 N e (1 2-16)

1 Y — G4t 4 2 LR S M s (R 5 H
AYEEE AR . ANEABMEEL, &
B AT 22 (8] 04 22 51 2 A SR MR AR B4l i B H
A B B8 R R 5% F A B (1 0 2 K A HE B I
WEM . AFMEA T RS ARR, &5
B 14 HEZ IR e s 2 (e 5 M AP I, — R 454
AR 2 S EORR A & . el E EA
R — R EE A R AR R LB . B R A RAS
WFFERITRA s AMTE AR K 1 R — R 45 3 R
SR UL S R S A ME— R K

| |
Gly-Ile-Val-Glu-GIn-Cys-Cys-Ala-Ser-Val-Cys-Ser-Leu-Tyr-GIn-Leu-Glu-Asn-Tyr-Cys-Asn

5 # 10 15

21

Phe-Val-Asn-GIn-His-Leu-Cys-Gly-Ser-His-Leu-Val-Glu-Ala-Leu-Tyr-Leu-Val-Cys-Gly-Glu-Arg-Gly-Phe-Phe-Tyr-Thr-Pro-Lys-Ala

5 10 15

A 2-16

—. AR = REM

E R 2% 458 (secondary structure) J&
R A5 2 K EE B 28 vh - 1 )R 38 45 (6]
HEF , AP e B R 5% 3 I B 1) #49 %2 (conforma-
tion) , & 1A G5 FE AR o 1RIE. BT
B BEEAMEAE.

(—) o-1275E

o BRJJE Ca-helix) BAFE FEMRAREAM
B — PR A SRR KBS ST IR SE M B A R
o H O R AR R R A R A oot
Pauling il Corey (& 2-17) £ Astbury %} o ffi &
M (ackeratin) #4178 X K H B KT, F
1951 FE BB T o MR Y S5 M B B, J5 ok
Pauling 42 T 55 —Fh 2 K 8 LM 1
$—pIE. ENEEAR _REHWHEE
. Astbury 41 h B B4 H 5. 15~5. 2A
A—AEERALEENEA RS FhAERE
GEMY G5 A X — 15 B DA B AT xoF bk g B B 4
¥7 s Pauling f1 Corey A by iX Fp 8 & ¥ 45 #4 /2 th
JURBRL T 22 18] 12 50 A A e 1% 0 T 4 5 02 1l 174 42
BEREEH IR Z A o BRE (] 2-18A) . X —
EBAEARS EEMAPRITT T 6.
Pauling F7E 1931 4F SE42 T 24k 38 #38 An

20 25 30

AR R — R G5

H4RiE, 1936 4R X 2k 5 PR A7 S8 BF 92 2 1
G54, IFAE 1951 4R E T H A o SR — 2
G54 . AP BB AL A AR A L SR RE T S A4 Y
G3F 45 40 T AR 45 1954 4F B i DR fk A %,
Pauling A{U&— 4~ 481 2 9 6 27 5, Al i
JEE A IR EE B 2 A A HE AR S A T
E KM TTER , JF3R18 1962 4F A3 DR FSE4

2. o
Pl

Linus Pauling 1901~1994  Robert Corey 1897~1971

[%] 2-17  Linus Pauling(Z2) #1 Robert Corey(£7) 414

METE G FE N F -

(1) ZA VT L o B R FIERE » A B2
(i) 5% % A%t RS 8 A A T IBiE . A R RE
F R 3.6 M REEMRBRE EF—B, YT
0. 54nm, B EEM R M | FH 0. 15nm, X
5 X&AGHE/fA.

(2) AHSR A Rl 185 2 1] {5 KB v C =0 #n

1



