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1.1 E3Bm N RRERRE

A& Yu P 45 45 IR B 75 (transmissible spongiform encephalopathies, TSEs) , X #R It & B & 55
(prion disease) , & —4 REG5 B Y AW 1845 . BOLHE: WL BITHA SR . HELRIAN
BT RAMEEE PrP¢ (cellular prion protein, PrP) & A &R 3T & J5 7 B BUw B A
% B, B} PrP* (scrapie prion protein), PrPE Rl A E W MEHEX LR EEATREN
RRTETMEEEY . PrP*REBREAHEES . RBBEF PrP° AR PrP™, X PrPY#Ek R K E
REFHRIBBWERR. IWEREERARBISEEIY LEREN —BEREEBHRRK,
FE ¥4 % 4R B (bovine spongiform encephalopathy, BSE) . 2E ¥ #% (scrapie) . 7K $8 1%
P IR 95 (transmissible mink encephalopathy, TME) ., 7% | & #y % 458 IR 1% 5% (feline spongi-
form encephalopathy, FSE) Fl & #18 4 7l #E £ & 5% (chronic wasting disease, CWD) %, 3§
KRR R - BRPKERA ZHE EEZRHEIEBRRERARR AL RE LR
RUERENE HATATIERAEBRERIIY. BEXEHREREB ARG T AERAKTE
#B;mKEERMHTHEILFRA BH . LEHEAR AR AELABITHIREEWEER, W
ERER HEMWUILTHELX HERBERE FE L RE S RXHE RS (central nervous
system,CNS) , IM & E AL KB 4R B . M E Tk & B A B R M A
FHRFREAPPOERMEBRHEE AR IFE REEFRAXR. ARBREGRE
AR, EEATEES 5 (kurw) . FERE K H (Creutzfeldt-Jakob, CID) . #% K % (Gerstmann-
Straussler-Scheinker , GSS) F1 8 3 £ 2% % & IR AE (fatal familial insomnia, FFI) Z§, H & 55 51
Bl




1.1.1 e iR i rss s

1.1.1.1 ¥ER

BRI R R E B AR . CRER T ENREAR, . ENELER N
FE ., FERAOBERTATENS 8o B, TEAAE ENER,.IEASEH 200 L4
AL, ER—MBEMUEPREHZ RGN EEEYR. BRRE FEEI NG BE
BERER, ERA RN A R ER TN R, AR EE"R. HEBERIE“La tremblan-
te”, RITRMP Y h TRFRATBE, RERO A —MGEEKER. B TFERBEAER T
BNEREZE B RYBERETRAEERARBNE, ERILER A, 7 BN RL 41N
SrERAE R, I, ORI THEKPBREREREE, B, BERIMMRRE
A8 b A A B S RO R AR A A M R BUR M. 20 42 %) M. Fadyian Y3 H 2
FERTTRER AR FEHAF AR RN, 1939 4F,Cuille B R IIFEHRBUFHE FREG AR LR
PHEAMERK Y, BB R REA S5, B i 88 4 B0k B F 45 R 2 —
IR, BAH M2 E HRBURE FHARH T/ D DNARE . EENTEH MR
HER HEHEABENER EBEOEAYSEMERNBER, ERRS W% W TRIFE, X
1971 4 T. O. Diener B IRZEM YR R ALK E S » AN X — BT\ 3 5% 09 9% B 4k 7T 8B 3t
RERE. EANBERFEREERAREFTBR,. FHNEB - BHOREERN 2R
T. Alpers 7£ 1966 4= FI 8885 3K DNA 1 RNA §yik 8t AL R B 2, R L H AR
RSB SR RKEENERERNBURE THREZR, TRRE—FEAK. 1967 £ Grif-
fith MHERHEFRHT S FFEMIE . —HEEEREZNEAR; —MHERREXRTHNE
BRE.XHEARELEREKAEFHTF—RRNERYEAEERBRNOE SRR ER RN
T —MEBBRIEE S = WRHE, Griffith WE _FBRIEETELERAREEBA R ERH
BE, TRME B TRERE-EBELEE TUNEEANKEEAEES G 51 DNA
Z RNA ¥R, B A RRBETmRE —f, CARR., EUEHEYKK—BEHAN,
REFHRERRBBIR%RB N ToERLRREE, Bh—HLHK, FMEREYEERR.
Marsh BEI{Z B ARHE . “80 £, RIEE F W FT A MR A E O 0 7 =L R E T,
REDTHUMARMFERANE LR R,

1.1.1.2 Gajdusek B E M iw A “1BH% 8"

1957 4, Gajdusek B LN EAR B REERBX T EER P RH—-FEEE E MK
ERIHBERUEHERREGSMEFEER ELYBEFTHRI N kurn” (BB AEEHTE
B B AR UA KRR, Al S RNRHERETAFTERNALM 15 5L
THILE. MANXETERERE -FHNZEI/ DELRIILEERHABYGEAN R
A 28 4R, 33X SCAL B AR IE 1 0 % 00 5 49 B A B 43 M — B, 1965 4F, Gajdusek FIEEBR &
EHNALBBEFZRIEBEERN, KA 20 MAZE REBEA T MESHA-RER,
VI ELERRE—FEBEENEREFIIRK. EF SRR IRERRTRFHR
ZJ5,Gajdusek RAEG KRR REAR-FMELARFALUEFTIMNREER EAEE




DNA #t RNA,BIE7E R TR HME T HER RBETOR, R RIKEE, RABREMBEZ.
AR RERERREOA BEESR BRI, T HRAE KB, T 25 88 F K R » 7% 72
AREEHRZEM . Gajdusek DX FR IR R WIRE M9 L REZ X “BHE”. Gajdusek FEE ¥
REE-TEATRRFELEHIEALLR SR KNRE, HTRMT 1976 434 /R4
FEREX, MO TEAMERAT —MEFRBNBOREF. ENEMRIERE T - KB
A= A YR TE N B0 B8 R S R M) AR

1.1.1.3 Prusiner i BHER

Prusiner BEEMABBE K EHS WA KEXRNME ¥ JRTFEMAEY LR,
1968 4F , MFEE & KR W K2R B2 2005, 8 78 3% B E 57 48 5% BF 28 B .0 B BF 28 B i
WLEMR. 1972 4F, Bk B — & 5 F 04 B B A p et 4%, o BR B B 3 B BE T fl i — 32 60 %
MM ABEAETFERERIENERE. UWEXEAT —-XPEFEASRNERKRK,
BAARZTHRERFHSIEN. Prusiner AN, P REME RGEREF P H KRR MIEMNET
HEHREZ—., ATHEEARERKHRE,FIFRAEHNBIT G T RER KR SZ
WA R SCERYE R, B T - R FERELFATFHERIRE.

1974 4F ,Prusiner EFER¥ KRBV -~ THERZEMTRE. Y EI TR R RER R
ERMALERTRER 23— FZHWEBERR BERBATER  HEWESHRIL, FELZH
HEHRfRAREXTESAMHM., RRRKRBFVEREFRERAA®? XANMAME-H/EE
Prusiner B2+,

1976 4 ,Gajdusek i FXEGRERKBORE FHR . MIKE THEN RAEBEEES®,X
Xt Prusiner  THEF=A THRZINWER. EEBARERRRERAIES EGRKEMER.
FE  MECHmRABRNREFRBHIARERMEOANEFAFE. XREN Gajdusek 7 FE
WA LR RE, RETRIA—FERPBREOB ORI, E T 5] &R RS RE T2
KfEZik. 7 W, Prusiner 4 BF WAL PF A BEH B FE B Gajdusek X TFRBHREBHEE. Mk
R REERKEE“GHREREEEF G EHBERERRERR. KWW, th—HREHEX
MEAERENBREREASBEHX. PP FEEBETIHFROREREZE.BHA . B
FEEETIVEAREBEIRIE. MESK 2B EAK N 8, 00 LRI 4 2 Y M BUR & 5N
Al .

JEXREIEFH Prusiner KBIHWEFN, BENKAHA T EERIENFRI R EERN. b
ERPER FERVBUOSHEFRE—FHBEAR T ERELAF TLRRENRFERREEK, B
BiFEmesZa. Fm, 25 DNA_RNAR S HRRHENEBRBEIER, BRESEAESR
iR AT ERER R, AR L S, ATYHREE
ERFERENBEARNEEERDCBEER, TRXAHMBIEREGY ML, X2 P RE S T
RENEARARE AEILBEHTESERERILENBHNRALEY . ATEHBERAOEH,
BEL-HESEREANIETIERIREREELERFELR. ZER—-BBESBHERNS
M, pH R B KIE/D RNAKRFENHFBKERKE , ERFEFSHEY R T ME &
KE,BREBEERAEIE 0.5 mol/L W AR EEFERRERNBELRES. Zn* 8B
RNA E2EB N AEHR, WBTEH NEE LA DNA,HEMFB &4 FHREHEEERRB
iR R B RE . WA, FHERWFEEEN ZHYBEXERNERIALTANGE . EREF




FOMRBA AEBES BEESERBER . MEERREENNEMNREAEELNMZ L. B
Z HAEMHBAEROASYRERLE, IREFRFERRESEARR, SRYBHE. A
ROmRERAEREGRNGYRERMEORE AERER BATERS CBEERR
JRAR , 2 BE VR 55 B K 18 B0 R AR B R L BB 1 . Prusiner BF RGBT H , E R K BA& LA
BURLE 5 T B A0 50 ku /N, XEBZORREKLIZS B AR/ MNERE TR A REEE
AN ARITEITE L WRSTHEER 50 ku B E BRI R KR BRI 07 , W WO H 42 M H4~6 nm,
RIPFVEFERITEEATERT 1 om, BOR K 13~14 nm, ZEEBRABEAKRTF 12 M
HHRORSY. BE 3 1 HBEN, N/ MHERATEEEA TN EERARNE
HE .

RIERBRLTE R, Prusiner RKIAHIAN, AWEHRKR S FEREC, AR TFESAR
BB B Al — PR R BB X MR R R B L. A THRESHE AW RERAE 3R
TR DC A T » At K 3 b 2B 5 SR BOW Rl F 5E % R prion (BTAS ) .

1.1.1.4  Fusm 3 B4k b 6l i

Prusiner £33 8 FMRR B T MAREB — —MEBERNERNEO A REENBR
T X BB U » SR T 5 53X AL AU B 9 32 1 5 R T 50 = 50 i B SE R AR , B 22 R MR B A AF
EEBRREFR. HEHLHER,M2RNZRAHALRIELX—RiL. B 2003 4, -1
IREFHMEAEHRFLIRFHTANRERSE ERBEARRENEERDIRENE
BT ORAERT R R, B R R ERIRK EARBERIER/DRER. MR ER
HERE -, FRETHNABEAMA LIEL KR ERAIEFRESLHTR, D4IE
ERET AW, THREERNIESRESTLIEBEIEM C (phospholipase C) A £ 411
BTk, MBURHEME QAN BRI, PR EN RO REEERES SRERE
THEWAHEAER, ATiEBEIEE C REBSHAE LR, A —MRE AN EMNRES R
EE—RHEFBETI/E. DHEFN, WFARE ENEXYRRAEFUTREGNEM, TE,
A 575 B R AR , 22 (R AP 2 A0 A 40 HRRR P B9 BB 28 A 40 - 5 R R D i Bt R BUWR
BEHENMRE. SHARSENLBMAL, REAEAEREAER/DBREA, MEEE R/
RN E £ e E B, OV R AR RENBUR MR . XS IR FIEL iR
BRE, BB ELARFRRE - BRE KA EEAFEA S PEE,

1. 1.2 Jewi 8RB B fI skl &

MRBNEAAELEGRERSIEBTHRAMEW, XEFAXTMEALMNAFEENHEIL
ME. MEEAERNTBREX.

EERMBESTE,. KPURANGBGEES FAEYEPT IR THREGREARNEY K
43 18] 3 16 G B A 2k U —— O B, B R S R ) TR B Al R R (B2 DNA, TEH 5%
FHHAT U E RNA) ,BEEENREI M E DNA-RNA-FEHA . W E . EAREE
BB E RS T AR ., HEX—2 8N, EE RN ARERRE R
BAMAEMRSREMN, XEMEREMNBORE T, EM1H%E B BB EDE R BREES, B
FRmRE, BREASERARREHN, LHAHATF AR A EEH BAREKRE,. E—MKE
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TEAHCHANER,. EREXMBANER . EFTHARAKBEERRBEHENERIED
BLOREAREAE. MAE, -MASERNEARS FREACRBABMARE  WEXEEH
HC, 5 BERERK. XM EL2RE"REH, BEIIBTERFHBR KR WM

REERBEZHNHELIEH . REEARH S AME IE R EE R, £ AL T8 20
SREKEHE, EERN Prnp. BRESFTBLREREN, FBRF“E"PLENMNEARK
L EE ERRETRRAIBET RS LR —LAR FEAMMBEARSEARZ B KD T
MEEAFHREIRNBRGHHREE, KO FHERNELIERBRANGER, B TH
BIIA IR, ATIT B ARTHTIF T 20 F A 28 00— A S50 8T B B SR 4R

TESCPRBL AT H, R BRI AR TR E R ZmlEl . 20 e 80 LK, KEHE
WEA 17 ARG RBRE LR TRAARG THERDENT EMGSRAMER, #F$
WO R R G4 2 REFBRRBREOKE R . CHLHE 2 " ABRARF AR
BIE T R X EERIN TR T th K KRR BAT .

A 20 B9 0 3 4 G Je e BE e R EE AU MR R L . MR BRI & R 5
B BT R, RANKREEME KB A ZEBR T B ERBERARERMR,
LS IR, K B R IR B ZE W I BRAR X B 8, I PR B AR s i BRI R R R RS
SER . XXM ZBITHRE, BRIKABREORR. EUABURILERA RGBT
2, FHRAEX T mE P RERMBR, —EFFUNREZRL BB RIE. BR—REERPY
R CH I, L FERIJLMEAX T HAHRERMRE . LB, & ThRZEN R
BH#F-BLHERANFRELE, LRBUEBEFEZGITHH FERASKEIEZ.

B2 BURERKRRES T EYETEF —T RN TE, EAMUEANTE —KERE
BRTHE RE HEMFERS EREARTAIERER, MAMAREZETROIEESHA
A R HAB B (TR R R R KAV E VRIS T EAl IS ERERAYIT R
FFBNEIT T BN R E T EREM.

1. 1.3 Iw#ERRLHBRMNPER

MR ENEARNNES FEY¥ARPUEREE, AAEENEIEMEMLBREX . ME
XTERAREGRBTFRINALER. B BHETEZEEREBENE . AHRTHRAH
WY& LMERE  BUTF LA, B F RIS AR M . 20 22 81 57 i 4 W 3845 2 59 — A 22 3 00 5 B A
W AR A E R AL F K 8 DNA 3t RNA, B M 1957 FH EYE ¥ K . DNA DR S
MRS H 22— Crick R T A FAEYEP IR TBEEEAEERAEY K> FRIH
EEEAEN B PLEIDZE . E—EHANE 20 HEBHE RN % RIAZ —, H N RE
HEESESE 17 KAEAX MR E, . POEMES v EGREPHZL”, BE,
MEMR P AFEEBEN“EA7 . BE¥ELHAREBAEARE S AN, MREBEER FELR
BEAFMAZGA K EHEETMAKERBIE . EEMER. IEW Prusiner BT H Y, 20 i
LRI AEY R EE RN, BhEETIE”, LHEIRBEMTE. MBRER%
LRGSR, R EAANERBEEMPOENEE THRE, KEpR2tHtRERERT it
RE,ER“—%%A RNA fl DNA,/NMEEE TEREHWERAMNEGYRE. E) ERET




