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ANALKOIlHLH 

Mera6orlKi:s CJrroyy6IAOpcpeS eyKecpaA6rraaeles 

N. A. ep';\apI1s\ A. 11. KWvarav[lvf6oU2 

1naaOAoyoaVa[Q~IKO Epyaa[~f.:lIo InnOKpaWOU NOaOKOwfou ewaaAovfKrJS 

2nporuno N£UPOAOYIKO - N£UPO~U"'KO K£V[PO ewaaAovfKrJS 

nepfA'lIP'l: npLV ono flEpLK~e; OEKOETIEe;, Il VO­
aOe; Creutzteldt - Jakob rlTOV flLO flOPq>rl OVOLOe; 
oyVWaTIl aTOUe; nEpLaaoTEpOUe; yLOTpoue;, n.\)­

po OflWe; ~XEL YIVEL WpUTEpO yVWaTrl we; Il KU­
PLOTEPll flOPq>rl TWV flETOOOTLKWV anoyyoflop­
q>wv EYKEq>oAonOSW.l>v rl voawv prion aTOV ov­
Spwno. L' aUTO aUV~~OAOV, aE flEy6Ao ~OSflO. 

Il npoaq>OTIl Emollfllo anoyyoflOpq>Ile; EYKEq>O­
AonoSELOe; TWV ~OO£LOWV aTIlV AyyAlo (voaoe; 
TWV TpEAWV Oy£AOOWV), Il ovoyvwPLall EVOe; v~­
OU Tunou Tile; voaou Creutzteldt - Jakob, nou 
mSovov ax£TL~£TQL flE Til voao TWV ~OO£LOWV KQL 
Il npO~OArl TOUe; ono TO fl~ao flO~LKrle; £VIlfl~pw­
aile;· Ano TO 1920, nou npwTonEpLypoq>IlK£. fl~­

XPL npoaq>OTo Il oLoyvwall Tile; voaou ~oal~o-

Ot ~£'W.80nKE~ (moyyo~opcp£~ EYK£cpaA01ta8n£~ 

(transmissible spongiform encephalopathies) i] vo­
aot prion a1tO,£AOUV ~ta 0~a8a voacov wu KE­
V,ptKOU v£Upt KOU aua,i]~aw~ 'cov 1;cOcov Kat wu 
av8pc01tou, Ot o1toi£~ Ocp£iAOV'tat a£ Aot~c08n~ 1ta­
payov,£~ ~£ t8tai't£pa xapaKTrlptcr1tKa, ana 
Kupico~ £~cpavi1;ov,at co~ KATjPOVO~ou~£v£~ i] 
a1tOpa8tKE~'j. TIpo ,pt£,ia~ aw HVCO~EVO Baai­
Ano (1996) 1tapa1Tjpi]8TjKav 1t£pta,anKa Hl~ vo­
aou Creutzfeldt - Jakob (CJD), ,a o1toia 8tEcp£pav 
co~ 1tPO~ ,TjV KAtVtKi] £tKOVa Kat ,a taWAoytKa 
xapaK,TjptanKa ,COV ~Aa~cOV a1to ,a KAacrtKa 
xapaK1TjptanKa ,Tj~ CJD Kat 8£copi]8TjK£ on a­
1tO,EAOUV VEO ,U1tO ,Tj~ voaou6 

• ~EKa xpovta vco­
pi't£pa, 1taAt aw HVCO~EVO BaaiA£w, dX£ 1t£pt­
ypacpd ~ta vEa 1l0pcpi] llE'ta80nK1'j~ a1toyyoIlOP­
CPTj~ £yK£cpaA01ta8£ta~ ,COV ~00£t8cOV (bovine 
spongiform encephalopathy - BSE), 11£ xapaK'Tjpt­
anKa £m8Tj~ia( 'H,av £1tO~£VO va 8Tj~wuPYll­
8d ~EYaAO~ 80pu~0~ a1to ,TjV £~cpavtOTj ,Tj~ vEa~ 

~opcpi]~ ,Tj~ voaou awv av8pco1to, Tj o1toia m8a­
vcO~ va OcpdA£,at a£ ~£,a800Tj ~£ ,a ,pocpt~a, ~£ 

a1tO,EA£crlla va 808d IlEYaATj 8Tjllocrto,Tj,a a' au­
,1'jv ,TjV 0lla8a ,cov a1tavtcov voacov wu av8pcO­
1tOU Kat va 8TjllwuPYTj80uv Evwva 1tpO~Ai]lla,a 

VTOV KUpIWe; aE flOpq>OAOyLKO KpLTrlPLO flE ~EXW­
PLaTO XOPOKTIlPLaTlKO Til anOYYOflOPq>Il OAAOI­
wall Tile; q>QLOe; ouaLoe;. H oVOKOAU4JIl Tile; flETO­
OOTLKOTIlTOe; Tile; voaou KQL Il TouTonoLIlall Tile; 
npwTdvIle; prion (PrP), we; onopolTIlTOu flOAU­
aflOTLKou nopoyoVTo, oOrlYllaov a£ v~o KOTOTO­
~Il TWV anoyyoflopq>WV £YK£q>aAOnOS£Lwv aTOV 
ovSpwno KQL TO ~WO KQL a£ v~£e; fl£SOOOUe; npo­
a~yYlalle; KQL oloyvwarle; TOUe;. LTIlv nopouao 0­
voaKonllall So ovoq>£PSOUflE aTLe; OLOq>OpETLK~e; 

flOpq>~e; TWV fl£TOOOTLKWV anoyyofloPq>WV EyK£­
q>oAonoSELwv. aTIlV £~~AL~Il Tile; OVTLAIl4Jrle; floe; 
YL' OUT~e; KQL aTIlV noSoyEv£TLKrl ax~all Tile; 
npwTdVIle; prion flE OUT£e;. 
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~£ KotVCOVtKOotKOVO~tKE~ 1tpo£K'taa£t~ a' OATj 
'Tjv £mKpa,na 'Tj~ Eupco1taiKi]~ 'EvcoaTj~, au­
~1t£ptAall~aVO~EvTj~ Kat ,Tj~ Ena8a~. 

L'TjV 1tapOuaa aVaaK01tTjaTj yiv£,at avacpopa 

a'Tjv tawpt Ki] £~EAt~Tj 'll~ av,iATj'Vi]~ ~a~, oaov 
acpopa n~ a1toyyo~opcp£~ EYK£cpaA01ta8£t£~, a'Tj 
cpuaTj ,cov 1tapayov,cov awu~ o1toiou~ OcpEiAo­
V,at, a,Tjv 1tpco,E'tVTj prion, a,Tjv 1ta80y£v£nKi] 

aXEaTj 'Tj~ 11' aU'E~ Kat awv Kiv8uvo llE'ta80ai]~ 

wu~ a1to av8pco1to a£ av8pco1to, cOa,£ va 808d 10 

a1tapai'tTj,o yvcoanKo u1to~a8po yta va yiv£t 
Ka1aVOTj'o 10 1tpO~ATj~a wu VEOU ,U1tOU ,Tj~ CJD 

Kat 'Tj~ aXEall~ ,Tj~ ~£ ,Tjv BSE. 

I!:TOPIKH ANAAPOMH 
TIptV Ka'W.Ai]~ou~£ cr1TjV OAOKATjPCOIlEVTj av,i­

ATj'VTj, 1tOU ai]~£pa EXOUIl£ yta n~ ~E'ta80nKE~ 

a1toyyoIlOPcp£~ EYK£cpaA01ta8£t£~, co~ Ilta 0lla8a 
aacpcO~ Ka80ptallEVCOV voaoAoyt KcOV ovw,i],cov 
,COV 1;cOcov Kat wu av8pc01tou, Ot o1toi£~ xapaK,Tj­
pi1;ov'W.t a1to aUYK£KptIlEV£~ ~acrt KE~ 1l0PCPOAoyt­
KE~ Kat 1l0ptaKE~ aAAotcOa£t~, xp£taa,TjKav £1ti­
1tOV£~ Kat 1tpOa£KnKE~ Il£At,£~ 8tacpopE'tt KcOV, 0­
1tCO~ 8£copouv,av ,0,£, voacov aAAa Kat Tj aUYKpt­
nKi] Kat aUV8E'ttKl'j tKavo,Tj,a ,Tj~ aKE\jfTj~, Il£pt­
KcOV £~£Xov,cov v£upoAOycov Kat v£up01ta80AO­
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ywv 'LY]~ £7tOXT]~ (mv. 1).	 7t£ptypcnjl"Et 0 Creutzfeldt. H 7ta80AoyoaVa'L0~lt KT] 
£~E'La<JY] 'LOU K£V'LptKOU V£UptKOU <JU<J'LT]~.ta'LO~ 

(KNL) 'LWV a<J8£veOv Eb£t~£ Ilta btaXU"t"Y], Ily] <pAty­
IIiv. 1: XPOVOA.OytKO~ 1tiVaKa~ E~£A.t~T)~ tT)~ yvwaT)~ 

1l0VeOby], £K<pUAt<JnKT] £~£pya<Jla 'LOU KNL 11£ £­yta n~ a1toyyo~lOp<pE~£yKE<paA.o7t(x8EtE~. 
<JnaKT] VEKpW<JY]. Ot ~Aa~£~ a<popou<Jav KUPlW<; 

1700 APXEia BpEHaVtKOU Kotvo~o"UA.io"U15 AvayvwptaT) ta"U 1tPO~A.i]~Wto~ 

J.!E tTl voao scrapie tWV atY01tpo~&.twv. 

1920-21 Creutzfeldt' _Jakob' 10 TIEptypa<plj voao"U Creutzfeldt - Jakob 

w~ a1taanKi]~ IjIE"U8oaKA.i]p"UV<JT)~. 

1936 Gerstmann, Straussler Kat Scheinker" TIEptypa<pi] OtKOYEVOU~ voao"U 

Gerstmann - Straussler - Scheinker. 

1936 Cuille Kat Chelle l 
' TIEtpaJ.!anKi] J.!£t&.8oaT) tT)~ voao"U 

scrapie aE 1tpo~ata. 

1957 Zigas Kat Gajdusek ll TIEptypa<pi] tT)~ voao"U Kuru. 

1959 Hadlow l2 'EJ.!<pa<JT) atT)v oJ.!otOtT)ta tT)~ voao"U 

scrapie Kat tT)~ voao"U Kuru. 

1966 Gajdusek, Gibbs Kat Alpers " TIEtpaJ.!anKi] J.!£t&.8oaT) tT)~ v6ao"U 

Kuru aE 1tl8i]KO"U~. 

1968 Gibbs, Gajdusek Kat Ashd4 TIEtpaJ.!anKi] J.!£t&.8o<JT) tT)~ v6ao"U 

Creutzfeldt - Jakob aE 1tT)8iKO"U~. 

1981 Masters Gajdusek Kat Gibbs" TIEtpaJ.!anKi] J.!£t&.8oaT) 'tT)~ v6ao"U 

Gerstmann - Straussler - Scheinker aE 1tT)8iKO"U~. 

1982 Prusiner l 
' TIEptypa<pi] 1tPWt£i:VT)~ prion (PrP). 

1986 Wells et al' TIEptypa<pi] a1toyy6J.!op<PT) ~ £yKE<paA.o1t&.8Eta~ 

tWV ~oOEt8wv. 

1986 Lugaresi et al" TIEptypa<pi] 8avatT)<p6po"U otKOYEVOU~ au1tvfa~. 

1989 Dohura K. et al" Hsiao et al23 TIEptypa<pi] J.!£taA.A.a~T)~ <Jto yovi8to tT)~ 

1tPWt£i:vT)~ prion atT) v6ao Gerstmann -

Straussler - Scheinker. 

1992 Medori et al53 TIEptypa<pi] J.!Et&.A.A.a~T)~ ata yovi8to tT)~ 

1tPOH£i:VT)~ prion atT) 8avatT)<popo otKOyEVi] au1tvia. 

1996 Will, et ai' TIEptypa<pi] v£a~ 1totKtA.ia~ v6ao"U Creutzfeldt - Jakob 

Ot 7tpeO'L£~ aVaKOlveO<J£t~ <Jx£nKa 11£ 'LY]v CJD E­
ytvav'LO 1920 Kat 1921. Ot Jakob Kat Creutzfeldt 
7t£7t£t<JIlEvOt on aV'Ltll£'!eOml;av Ilta vEa VO<JOAO­
ytKT] ov'to'LY]'La, 7t£ptEypa\jfav E~t 7t£pt1t'LeO<J£t<; a­
<J8£veOv, a7to 'LOU~ o7toiou~ OIlW~, 07tW~ a7tOb£l­
X8Y]K£ apyo'L£pa, Ilovov Ol bUo E7ta<Jxav a7to cm, 
07tw<; 'LY]v opil;oUIl£ 'LeOpa. IIpeO'LO~ 0 Creutzfeldt\ 
a7to 'LO £pyamT]pto 'LOU Alzheimer <J'LO Breslau 7t£­
ptEypa\jf£ 'LY]v 7t£pi7t'Lw<Jy] a<J8£vou<; 22 £'!eOv, Y] 0­
7tOla 7tapou<Jia<J£ 7tpOOb£UnKT] avow, 'LPOIlO, 
<J7ta<JnKO'Ly] 'La, a'La~ia Kat 7tt8aveO<; at<pVibto 
IlUOKAWVO (startle myoclonus) Kat Ka'LEAY]~£ IlE<Ja 
mo XPOVO. MU'L£po~ 0 Jakob, a7to 'LO AIl~oUPYO, 

7t£ptEypa\jf£ apxtKeO~ 'Lp£t<;9 Kat Aiyo apYO'L£pa 
Kat aAAOU<; bUO a<J8£vti<;lO, Ol 07toiOl 7tlm£U£ on 
E7ta<Jxav a7tO 'LY] VO<JO 7tOU tiX£ 'LO'L£ 7tpo<J<pa'La 

'LOV £YK£<paAtKO <pAOtO, 07tOU T]'Lav £V'LOvo't£p£<; 
mo <pAOlO 'LY]~ POAaVb£ta<; aUAaKO:<;. aA.A.a £V'!O­
7til;oV'!av Kat <J'La ~a<JtKa yayyAw Kat 'LOV E<JW 
8aAail0 11£ EV'!OVY] b£U'L£POy£VT] £K<pUAt<JY] 'LWV 
<pAotovwnaiwv b£lla'Liwv. Movo OIlW~ Y] 'Lpi"t"Y] Kat 
Y] 7tEllmY] 7t£pi7t'LW<Jy] 'LOU Jakob 7tapou<Jial;av 'LY] 
xapaK'Ly]pt<JnKT] <J7toyyollop<py] aA.A.oiw<JY] 'LY]<; 
cm. 0 Jakob a7tOKAtioV'!a<; 'LY]V m8avo'LY]'ta 'LY]<; 
aIlUO'Lpo<PtKT]<; 7tAayia<; <JKAT]pUV<JY]<; Kat 'LY]<; 
<JKAT]pUV<Jy]<; Ka'La 7tAaKa<;. XPY]<JtIlO7tOlY]<J£ 'LOV 
opo 'LY]~ <J7ta<JnKT]<; \jf£UbO<JKAT]PUV<Jy]<;. 0 opo~ 

au'Lo<; yw IltyaAO XPOVtKO btamY]lla T]'Lav <JuveO­
VUIl0<; 'LY]~ cm, 7tpOOb£U'LtKa 01lW<;. 11£ 'LY] <JUyKE­
V'!pW<JY] VEWV b£bOIlEVWV yw 'LY] VO<JO 7t£ptE7t£<J£ 
<J£ aXPY]<J'Lia. 

L'LY] b£Ka£'!ia 'LOU 1950 U7tT]P~£ Ilw 7tPOOb£U'ttKT] 
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~E'tCX~OAi] (J'rTj 8EWpTj<JTj ,Tje; cm, ~E anObo<JTj ~E­
yaAll1EpTje; bWyVU><JnKi]e; ~apu,Tj,ae; <J1O <JUV­
bpO~O ,Tje; npOObEU,lKi]e; aVOlae; ~E ~UOKAU>VO 

Kat ,TjV napoucria ,Tje; <Jnoyyo~op<Plle; aAAoiU>­
<JTje;. To 19570 Zigas Kat 0 Gadjusek nEplEypatjfav 
,Tj vO<Jo Kuru <J1Oue; 18ayEvde; ,Tje; <pUAi]e; Fore 
<J,a ava1OA1Ka U\jfinEba ,Tje; NEae; rOUivEae;, Tj 
~E,abo<JTj ,Tje; onoiae; o<pdAonav <J1OV 'EAE1OUP­
Y1KO Kavl~aAl<J~o, nou E<pawosav ,a ~EATj ,Tje; 
<pUAi]e;". H vO<Joe; au,i] EX£1 nAEov l<J1OplKi] ~ovo 

<JTj~acria yw 10 pOAO nou Enat~E <J,Tj <JUV8E<JTj 
Tlle; E1Kovae; nou EXOU~E yw ne; <Jnoyyo~oP<PEC; E­
yKE<paAona8£1Ee;. 

To 1959 0 Hadlow, Evae; K,TjvlmpOe; vEupona80­
Myoe;, i],av 0 npw1Oe; 0 onolOe; dXE ,Tjv o~u,Tj,a 

va npo<JE~£1 'le; O~01O,Tj,Ee; ~E,a~u ,U>V vO<JU>v 
scrapie ,U>V atyonpo~a,u>v Kat Kuru l2 

, npO<J<pEpo­
v,ae; E'<Jl 10 EvaU<J~a <J,OV Gadjusek va npo<Jna­
8i]<J£1 Kat ,EA1KWe; va E1tlT\JX£1 'TjV n£1pa~anKi] 

~E,abocrll npw,a ,Tje; vO<Jou Kuru Kat ~E,a ,Tje; 
VO<JOU Creutzfeldt - Jakob <JE npU>,Euona swa ~E 

EVboEyKE<paA1Ki] EYXU<JTj EKxuAi<J~a1Oe; ~OAU<J~E­

vU>v EyKE<paAU>v <J,Tj bEKaE,la ,OU 19601114 H ~E­• 

AE,Tj au,i] dXE u>e; an01EA£(J~a va npo<J,E8d 10 

Kpl1i]plO ,Tje; ~E,abonKo,Tj,ae; ,Tje; VO<JOU <J,a 
npounapxov,a KAt Vt Ka Kat na80Aoyoava,0~t Ka 
Kpl1i]pW, ~E <JuvEnEla ,Tj XP~<JTj Kat EnlKpa,Tj<JTj 
10U opOU "~E'tCXbonKi]e; <Jnoyyo~OP<PTje; EyKE<pa­
Aona8£1ae;" <J' aU1i]v ,Tjv o~aba ,U>V a<J8EV£1WV. 

H npw,Tj ~nabonKi] <Jnoyyo~op<PTj EyKE<paAO­
na8£1a, nou avayvU>pl<J,Tj KE, i],av Tj vO<Joe; 
scrapie ,U>V atyonpo~a,u>v. H vO<Joe; scrapie dvat 
~w uno~da, npoobEunKi] a,a~la ,U>V atyonpo­
~a,u>v, Tj onola dXE avayvU>ptcr,El ana 1Oue; ~o­
<JKOUe; nptv ana 250 XPOVW" Kat ~EXPlnpo<J<pa,a 

8EU>pouv,av u>e; ~ta KATjPOVO~OU~EVTj EK<pUAt<Jn­
Ki] VO<Joe; 10U EyKE<paAou Kat 10U vU>naiou ~UE­
AOU. ITpW,01 01 ~O<JKOl ,Tje; I<JAavblae; 8EWpTj<Jav 
on Tj vO<Joe; i],av ~E,abonKi] Kat Tj ~E,abo<Ji] ,Tje; 
Enl~E~atw8TjKE n£1pa~anKa 10 1936 ~E EVbo­
<p8aA~lO EYXU<JTj <JE <pU<JlOAoY1Ka npo~a'tCX EKXU­
Al<J~a1Oe; ana ~OAU<J~EVO EyKE<paAo npo~a,u>v"'. 

a A01~WbTje; napayov,ae; scrapie ~E,a868TjKE ~E 

E1tl,UXla Kat <JE nontKOUe; ,0 1961 17 at npw'Ee; E­• 

pEUVEe; yta ,Tj <pUO'll 10U napayona scrapie EbEl­
~av O,t nEpvou<JE ana <plAcpa ,a onola EnE,pE­
nav ,Tj bta~a<JTj lWV aAAa 0xt ~aK1Tjptblu>V. rta 
10 Myo aU10 Kat yw 10 ~EyaAo bla<J,Tj~a £1twa­
<JTjC; ,Tje; VO<JOU, 01 atnOAoytKOl napayoV'Ee; ,Tje; 
ovo~a<J,TjKav ~pabde; wi (slow viruses). Enl1tAE­
OV, Tj <Ju~nEpl<popa ,oue; btE<pEpE ana ,Tjv ,unlKi] 
<Ju~nEpt<popa ,U>v tWV, bton ~,av anpo<JbOKTj,a 
av8EKnKoi <JE abpavonoiTj<JTj ana <pu<J1Ka aina, 

onu>e; 01 U\jfTjAEe; 8EwoKpa<JlEe; Kat II unEplWbTje; 
aKnvo~oAla, ,a onoia abpavonolOuv ,oue; aA­
AOUe; lOUe;, Kat yt' au,o xapaK'Tjpi<J,TjKav u>e; ~Tj 

<Ju~~anKoi lOl (unconventional viruses). 
~ne; apxEe; ,Tje; bEKaE,iae; ,OU 1980 ~E ,EXV1Ki], 

nou XPTj<Jl~OnolOu<JE ~ta npU>,Eiva<JTj, ,au,o­
n01i]811KE ~ta npU>,dvTj ~OPWKOU ~apoue; 27-30 
kDa, ElblKi] yta t<J1Oue; ~OAU<J~EVOUe; ana napa­
yona scrapie l8 

, Tj onoia ovo~a<J,TjKE PrP (pro­
teinase resistant protein) i] npU>,dvTj prion "yw va 
xapaK,Tjpi<J£1 Eva ~lKPO npU>,EivlKo A01~oyovo 

<Ju>~a,iblO (proteinaceous infectious particle), 10 

onoio dvat av8EKnKo <Jne; nEpl<J<JO,EpEe; bWbt­
Ka<JlEe; nou ~E,a~aAAouv ,a nUpTjV1Ka o~Ea"l9. 

~,Tj <JuvEX£1a, ~E ,EXV1KEe; ava<J,po<plle; ~opwKi]e; 

yEvEnKi]e; avaKaA'0<p,TjKE 10 yOVlblO 'llc; npu>,d­
vTje; prion'o". H aVaKaAU\jfTj ~E,aAAa~EU>v <J,O yo­
viblO au,o <Jwv av8pU>no, <JE nEpl1t,W<J£1e; O1KO­
yEvwv ~op<pwv ,U>v ~E,abonKwv <Jnoyyo~op<pu>v 

EyKE<paAona8£1wv222 
\ E1tl~E~aiU><JE ,Tjv Ka,a,a~Tj 

bW<popEnKwv ,unU>v vO<JU>v (<JnopablKwv, A01~O­
yOVU>V Kat KATjPOVO~OU~EVU>V) <JE ~W EVWla 0­
~aba, ~E ~a<JTj 'tCX ~OP<PoAoY1Ka xapaK,Tjpt<J,tKa 
Tlle; <Jnoyyo~op<PTje; aAAolU><JTje; Kat 'Tj ~E,abo,t­
KOTll,a ,U>v VO<JU>V. 'E'<Jl, 0 opoe; "VO<JOt prion" 
XPTj<Jl~on01d,at nAEov EUpEU>e; u>e; <JUVWVu~oe; 

,OU opOU "~E,abonKEe; <JnoYYO~OP<PEe; EyKE<paAo­
na8£1Ee;". 

Enl ,OU napOV1Oe; unapxouv ,pEte; un08E<J£1e;, 01 
onolEe; npo<Jna80uv va E~Tjyi]<JOUV ,a tbWl,Epa 
xapaK,Tjpl<JnKa aU1WV ,U>v A01~u>bWV napayo­
v,u>v J 

• LTllV ovo~aSO~EVTj "un08£(JTj ~ovonpu>,d­
VTje;" 0 A01~oyovoe; napayonae; ,U>v VO<JU>V au­
'WV anap'lsE,at ana ~W npU>,dvTj (PrP), Tj onOl­
a EXEl ,TjV tKaVO,Tj,a va nOAAanAa<JlasE,at ~o­
VTj 'Tje;, Xu>ple; ,TjV EVbta~EO'll <JU~~E1OXi] nupTjVt­
KWV O~Eu>V. Mw bE\l1EPll un08E<JTj 8EU>pd O,t £1­
Vat £vae; lbWl,Epa ~lKpOe; 10e;. H 'pl,Tj 8EU>pd on 
dvat Eva virino, Eva bTjAabi] ~tKPO nATjpo<pOpta­
KO ~OPlo, n18avo,a,a nUpTjVtKO o~u, 10 onolo 
<JuvbuasE,at ~E ~W npU>,dvTj 10U ~EVt<J'OU (PrP). 

SCRAPIE Kat PRIONS 
H na80yEv£(Jll ,Tje; vO<Jou scrapie ~EAE,i]8TjKE 

<J,oue; ~ue;24. Mna ana EVbOnEp110vaiKO, Evbo­
<pAE~lO i] unobOplO Evo<p8aA~t<J~0, 0 napayonae; 
nou npoKaAd scrapie apXlS£1 va nOAAanAa<Jla­
sE,at <J1OV <JnAi]Va, wue; AE~<paMvEe;, ,0 8u~0 

Kat 1Oue; unoyva8lOue; <JlEAoyovoue; aMVEe;. a 
A01~oyovoe; napayov,ae; ~E,ablbE,at <J'Tj <JUVE­
X£1a ~E<JU> ,U>v VEUpU>V 10U aU10Vo~oU VEUpt KOU 
<Ju<J,i]~a,oe; <J,Tj 8U>paKtKi] ~olpa ,OU vu>nalou 
~UEAOU Kat ana EK£1 <J1O UnOAOl1tO KNL. ITapo­
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Il0to~ EiVat Kat 0 'tp61tO~ IlE'taOO<n1~ 'tOU 1t<Xpayo­
v'ta O''ta CPUmKall0A.uv6llEva atyo1tp6~a'ta. H IlE­
'tao0<n1 'tou A.Otlloy6vou 1tapayov'ta IlEO'ro 1tEpt­
CPEptKi]~ OOOU, 1t.X. IlE EvooyaO''tptKi] EYXU<n1, a­
1tat'tEi 1toM 1tEptO'0'6'tEPE~Ilova&~ lloA.uO'lla'ttK6­
'tll'ta~ Kat EiVat 1tEpi1toU 1/40.000 A.ty6'tEpO a1tooo­
'ttKi] O'E O'UYKpt<n1 IlE EvOoEyKEcpaA.tKi] IlE'ta00<n1. 

'Eva xapaK'tTlPtO''ttK6 'trov 1tapay6v'trov au'tOlv 
Eivat Tl u1tap~Tl EIl1tooiou IlE'taOO<n1~ a1t6 Eioo~ O'E 
Eioo~ (species barrier). O'tav Ot 1tapaYOV'tE~ amoi 
IlE'taooeouv a1t6 Eva Eioo~ O'E aA.A.O yta 1tPOl'tTl cpo­
po. EXOUV tOtai'tEpa IlEYa.A.O OtaO''tTllla E1tOla<n1~. 

Oll~ IlE E1taVEtA.TlIlIlEVE~ Ota~aO'Et~ O''to YEO Ei­
OO~, 'to OtaO''tTllla E1tOla<n1~ EA.anOlvE'tat IlEXpt va 
cpeaO'Et O'E Eva EA.aXtO''to 6pto, xapaK'tTlptO''ttK6 
'tou O''tEA.EXOU~ 'tou 1tapaYOV'ta Kat 'tOU VEOU Ei­
OOU~ 'tOU ~roou25. 

Eva 0.1...1...0 xapaK'tTlPtO''ttK6 'tou 1tapayov'ta 
scrapie Eivat Tl OtaKpt<n1 OtaCPOPE'ttKOlV O''tEAtXOlV 
'tou. 'Exouv 'tamo1totTleEi 20 OtaCPOPE'ttKa O''tEA.E­
XTl scrapie IlE'ta 'tTl Ota~acriJ 'tou O''tou~ Ilu~. H 
cpatVO'tU1ttKi] OtaKptcriJ 'tou~ E1tt'tUyxaVE'tat IlE E­
AtYXo 'tou XP6vou E1t<OO<n1~, 'tTl~ 0'0~ap6'tTl'ta~ 

Kat Ka'tavolli]~ 'trov 1taeOA.oyoava't0lltKOlV aA.­
A.OtOlcrEroV Kat 'tTl XP6l<ITl yta PrpJ

• 

H 7tprotEiVTI Prion 
H 1tpffi'tElVTl PrP a1t6 EYKEcpaA.tK6 to''t6 Il0A.uO'IlE­

VO IlE scrapie EiVat aVeEK'ttKi] O''tTl Opa<n1 1tpffi'tE­
aO'Olv, EXEt lloptaK6 ~apo~ 27-30 kDa Kat 
1tpOKU1t'tEt a1t6 1tEptoptO'IlEVTl1tpffi'tE6A.u<n1 'tou a­
IltVO'tEA.tKOU aKpOU Ilta~ IlEYaA.U'tEPTl~ 1tpffi'tElVTl~ 

1l0ptaKOU ~apou~ 33-35 kDa (PrPSC)26 (LX. 1). 

CHO CHO 
181 197
 

23 90
 254 
H1 H2 

PrP 
C 

------1.~ 

Mua130M dT'lliEUTEpoTaYIl 
Kal TplT:OTaYIl lio"'l1 

Y sc 
............---- PrP •
 

•
I 

npwTE6AuO''l

..- PrP 27-30 kDa ----. 

I:x.1: ~01l1'] nov 8ta<popE'ttlCWV 1l0P<Pwv 'to'llIlOpio'll PrP. 

H alltvo'tEAtlC1'] alCOAO'lleta m'lllatO<; (1-23) lCat TJ lCap­

~O~'ll'tEAtlC1'] 'll8po<p0~tJCi] alCOAO'lleta (232-254) a<pat­

POUV'tat lCa'ta 'tTJ 8ta8tlCacria COpillavcrTl<; 'to'll Ilopio'll 

PrP", 'to o7toio Eivat O"uv8EIlEVO O"'to lCap~0~'ll'tEAtlC6 a­

lCpO 'to'llIlE yA'lllCOO"'llA<pCOO"<pa'tt8'llAtvOffi't6ATJ (reDI). Y­

7tapxouv 'to'llAaXtO"'tov 400 8tacpoPE'ttlCE<; 1l0P<PE<; PrP, ot 

07tOiE<; 8ta<pEpOUV IlEta~U 'to'll<; OX; 7tpo<; 'tTJ 80111'] 'tcov a­

IltvOO"'llVOCIlEVCOV OAtyoO"aqapt'twv (CHO) O"'tt<; 8EO"Et<; 

181 lCat 197. To 1l6pto PrP' xapalC'tTJpi1;E'tat a7t6 'tEO"O"E­

pt<; 'll7t08E'ttlCE<; 7tEptoXE<; IlE 80111'] a-aAuO"O'll (H1-H4). LE 

av'ti8EcrTl, O"'to 1l6pto Prpsc / PrPCJD Ilta 1'] 7tEptO"0"6'tEpE<; a­

7t6 a'll'tE<; 'tt<; 7tEptoXE<; EXOUV 80111'] ~-<punO'll. ME 'tTJV 

7tPCO'tEOA'll'ttlC1'] 8pacrTl 7tPCOtEtvacrTl<; E7ti 'tTJ<; Prpsc O"'ta 

1;00 lCat 'tTJ<; PrPCJD O"'tOV av8pco7t0 a<patpEi'tat 't1l1']lla 67 

alltvo~Ecov a7t6 'to alltVo'tEAtlC6 alCpo 'to'll Ilopio'll lCat 
7tapaYE'tat TJ PrP 1l0ptalCOU ~apo'll<; 27-30 kDa'. 

ME 'tTl O'Etpa 'tTl~ ~pEeTlKE 6'tt Tl Prpsc 1tpOEPXE'tat 
a1t6 Ilta cpumOA.oytKi] 1tpffi'tElVTl (PrP"), Tl o1toia 
EKcppa~E'tat cpumoA.oytKa O''tTlV KunaptKi] IlEIl­
~paVTl1tOA.A.OlV OtacpopE'ttKOlV 'tU1trov KUnaproV 6­
A.rov 'trov eTlA.aO''ttKOlV 1tOU E~E'taO''tTlKaV IlEXpt 't0l­
pa. Eivat Ilta maA.UA.oyA.UK01tpffi'tElVTl, Tl o1toia 
O'UVOEE'tat IlE yA.UKoO'uA.cproO'cpa'ttouA.tvom't6A.Tl 
O''tTlv E~ffi'tEPt Ki] 1tAtUpa 'tTl~ KunaptKi]~ IlEIl~pa­

VTl~ Kat 'tTl~ o1toia~ 0 U'lfTlA.6'tEPO~ ~aeIl6~ EKcppa­
criJ~ 'tTl~ 1tapa'tTlPEi'tat O''tou~ VEUpOlVE~27-29. H cpu­
moA.oytKi] Att'toupyia 'tTl~ PrP" EiVat ayv(J)(J'tTl 
1tPO~ 'to 1tap6v. 

Ata<popt~ Kat OIlOt6'tTl't£~ 'tTl~ Prpc 
Kat Prpsc 

IIap6A.o 1tOU 'to Eva 1l6pto 1tapa'tTlPEi'tat O'E cpu­
moA.oytKOU~ to''tou~ (PrP"), EVOl 'to 0.1...1...0 O'E to''tou~ 

1l0A.UO'IlEVOU~ IlE 1tapaYOV'tE~ 0'1toyy61l0PCJlll~ E­
YKEcpaA.01taeEta~ (PrPSC PrpcJD), IlEXpt criJllEpa OEV 
ota1ttO''tOleTlKav OtacpopE~ O''tTl XTllltKi] O'uO''ta<n1 
aVallEO'a O''ta 0'60 1l6pta. Kat 'ta 0'60 EXOUV 'to i­
Oto lloptaK6 ~apo~ (33-35 kDa), 'tTlV iOta aKOA.OU­
eia alltvo~Erov, 'tou~ iotou~ 1toA.uO'aKxapi'tE~Kat 
O'UVOEOV'tat IlE yA.UKoA.cp(J)(Jcpa'ttouA.tvom't6A.Tl. H 
KUpta Otacpopa 'tou~ EyKEt'tat O''tTl O'UIl1tEptCPOpa 
'tou~, 6'tav EK'tEeOUV O''tTl Opa<n1 'tTl~ 1tpffi'tdva<n1~ 

K Kat 'tTl OtaA.u't6'tTl'ta 'tou~. To 1l6pto PrpcKa'ta­
~OA.i~E'tat E~ OA.OKA.i]pOU IlE E1tiopa<n1 1tpffi'tElva­
O'OlV, EVOl aV'tteE'ta 'to 1l6pto PrP~c (Kat PrPCJD) ucpi­
O''ta'tat IlEptKi] 1tpffi'tE6A.u<n1 Ev6~ 't1li]lla'to~ 67 a­
IltVO~EroV a1t6 'to alltVo'tEA.tK6 aKPO 'tOU Kat oiVEt 
'tTlV 1tpffi'tElVTl PrP 1l0ptaKOU ~apou~ 27-30 kDa. H 
cpumOA.oytKi] 1tpro'tElVTl PrP" Eivat EUOtaA.mTl, EVOl 
Tl1tpffi'tElVTl PrP~c, 61tro~ Kat Tl PrP, EiVat ouO'OtaA.U­
'tot. 'Exouv tVtOOlOTl OtaIl6PCP(J)(Jll Kat O'XTllla'ti­
~OUV O'uvaepoiO'Et~ 1tap61l0trov 110pirov, OTllltoUP­
YOlv'ta~ E'tm tviOta IlE 1l0PCPOA.OytKa xapaK'tTlpt­
O''ttKa aIlUA.oEtOOu~. Ta 1l6pta aU'ta OtaCPEPOUV 
Kat ro~ 1tpO~ 'tTl O''tEpEO'taK'ttKi] 001li] 'tOU~. EVOl 'to 
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1l0Pto PrJ>" EXEt lCupiw~ 00111'1 a-aMcrou, 'ta 1l0pta 
Prpsc lCat PrP EXOUV lCupiw~ 00111'1 ~-cpUAAOU5. 

To yoviotO ,[TJ<; npro'[tlvTJ<; Prion 
To yovioto 'tT]~ 1tpw'tcivT]~ prion lCaA£i'tat PRNP 

cr'tOV av8pw1t0 (Pm-p cr'ta 1;wa) lCat ev't01ti1;e'tat 
cr'to ~paxu ~paxiova 'tou XPwllocrwlla'to~ 20 (lCat 
cr'tT]v 0IlOAOYTl 8EO"T] 'tou XPwllocrwlla'to~ 2 cr'tO 
Ilut To aVOtlC'to 1tAaimo avayvwcrT]~ (ORF) 'tou 
yovtoiou a1rap'ti1;e'tat a1to Eva 1l0VO e~wvto. ~'tOV 

aV8pw1to u1tapXEt 1tOAUIlOPCPtcrllo~ cr'to lCwoilCto 
(codon) 129 01tOU T]lle'ta~oA1'1 a1to 'tT]v alCoAou8i­
a ATG cre GTG EXEt crav a1to'tEA£crlla 'tT]v av'ttlCa­
'tacrwcrT] 'tT]~ lle8EtovivT]~ a1to ~aAivT]. To lCa'ta 
1tocrov Eva a't0llo dvat ollo1;uyffi'tT]~1'1 e'tepo1;uyw­
'tT]~ yta 'tOY Eva 1'1 'tOY aAAo yovo'tU1tO cr'to lCwoi­
lCto 129 'tOu PRNP f1tT]pea1;Et cre lleyaAo ~a8llo 

'tT]v euatcr8T]cria 'tou cr'tT] CJD30 lCat 'tTl cpatVO'tU1tt­
lC1'1 ElCcppacrT] 'tUXov lle'taAAa~ewv cre aAA£~ 8EcrEt~ 

'tou yovtoiou. Me'taAAa~T] cr'to lCwoilCto 178 'tou 
PRNP cre cruvouacrllo 1110 aAAT]AOlloPCPo lle8etovi­
vT]~ cr'tT] 8EO"T] 129 oivEt lCAtVtlCO cpatvo'tU1tO 8ava­
'tT]cpopou OtlCoyevou~ au1tVia~, evw T] iota lle'taA­
Aa~T] cre cruvouacrllO 1110 aAAT]AOlloPCPO ~aAivT]~ 

cr'tT] 8EO"T] 129 oivEt lCAtVtlCO cpatvo'tU1tO OtlCoye­
vou~ vocrou Creutzfeldt - Jakob'l. 

H UaOoyEVUt1Ctl crTJJla:cria: ,[TJ<; Prpsc (PrPCJD
) 

TIoAAa 1l0ptalCa oeoollEva aVaOEtlCVUOUV 'tT]v 
1ta8oyevenlC1'1 crXEcrT] 'tT]~ 1tpW't£ivT]~ PrP 1110 n~ 

cr1tOyyollopcpe~ eylCecpaA01ta8Ete~. H 1tpffi'tT] EVOEt­
~T] 1tpOElCU",e a1to 'tTl ~toXT]lltlC1'1 aVaAUO"T] 'twv 
1tAalCWV aIlUAOEtOOU~ 1tOU 1tapa'tT]pouv'tat cre 1;w­
a 1110 vocro scrapie, T] o1toia EOEt~e on a1tap'ti1;o­
v'tat a1to 1tPW'tEtVT] PrP av8elCnlC1'1 crn~ 1tpW'tea­
cre~32. at veupo1ta80Aoyoava'tolltlCE~elCcpuAtcrn­
lCE~ aAAotW(m~, T] cr1t0yyolloPCPT] elCcpuAtO"T] 'twv 
veupwvwv lCat T] av'ttOpacrnlC1'1 acr'tpOlCunapw­
O"T], cruvev'to1ti1;ov'tat 1110 'tT]V 1tapouma 1ta8oAoyt­
lC1'1~ 1tpw't£ivT]~ PrPSC 

3'. E1tt1tAEOV, u1taPXEt XPOVt­
lC1'1 alCOAou8ia cr'tT]v ElCcppacrT] 'tT]~ 1ta80AoytlC1'1~ 

1tpw't£ivT]~ Prpsc lCat 'twv veupo1taOoAoyoava'tollt­
lCWV elCcpuAtcrnlCWV aAAOtmaewv. TIpffi'ta 1tapa'tT]­
pei'tat 1tpOOOeunlC1'1 aU~T]O"T] 'tT]~ ElCcppacrT]~ 'tT]~ 

1ta80AoytlC1'1~ 1tpW'tcivT]~ lCat Ile'ta a1tO Aiye~ T]IlE­
pe~ ellcpavi1;ov'tat Ot elCcpuAtcrnlCE~ aAAotwcrEt~33, 

TIeptcrcro'tepa oeoollEva, 1tOU evtcrxuouv 'tT]v 1ta­
80yeve'ttlC1'1 O"lwacria 'tT]~ PrP, 1tpOElCU",av a1to 
'tT]v avaAucrT] 'tpavcryoVtOtalCWv (transgenic) 
Iluwv. Ollo1;uyw'te~ yta PrP-null (knockout) Ilue~ 

(Pm_pOlO), ot o1toiot 1tape1ttIl1t'tov'tW~ lleyaAwvouv 
lCat 1tOAAa1tAama1;ov'tat xwpi~ totai'tepa 1tpO­
~A1'1lla'ta lCat 1tapouma1;ouv lleptlCa 1tpO~A1'1lla'ta 

cre lleyaM'tepT] T]AtlCia, av ell~OAtacr'touv 1110 1ta­

payov'ta scrapie, oev ava1t'tucrcrouv 'ta lCAtvtlCa
 
lCat 1ta80Aoyoava't0IltlCa eup1'1lla'ta 'tT]~ vocrou
 
scrapieJ4 Mta aAAT] crEtpa a1to lleAE'te~ cre 'tpav­
• 

cryoVtOtalCOu~ Ilu~ EOEt~e on T] PrP eivat O"T]llavn­

lCO~ 1tapayov'ta~ cr'tov cppaYllo lle'taoocrT]~ Ile'ta~u
 

'twv EtOWV (species barrier) 'tou 1tapayov'ta
 
scrapie. H lle'ta'tpo1t1'1 'tT]~ PrJ>" cre Prpsc lCat T] ava­

1t'tu~T] 'tT]~ vocrou cr'tov ~evtcr't1'1 dvat eUlCoAO'tepT],
 
o'tav T] PrP 'tou 1l0AucrllanlCou 1tapayov'ta EXEt
 
'tT]V iOta 1tpw'towy1'1 00111'1 1110 'tT]V PrP 'tou ~evt­


cr't1'1'5. Ta eupillla'ta aU'ta oo1'1YT]crav apXtlCa cr'tT]V
 
u1to8eO"T] on T] Prpsc 'tou 1l0AucrllanlCou 1tapayo­

v'ta crXT]lla'ti1;Et crull1tAOlCa 1110 'tT]V PrPC 'tou ~evt­


cr't1'1 lCat 'tTl lle'ta'tpE1tEt cre Prpsc em'tpE1tOv'ta~ E'tm
 
'tOY "1toAAa1tAamacrllo" 'tOu 1l0AucrllanlCou 1ta­

payov'ta. TIapa1tEpa OIlW~ Epeuve~ EXOUV oei~Et
 

on T] lCa'tacr'taO"T] eiVat 1teptcrcro'tepo 1tOAU1tAOlCT]
 
lCat on a1tat'touv'tat yt' aU't1'1v 'tTl lle'ta'tp01t1'1 E­

va~ 1'1 1teptcrcro'tepOt 1tpw'telvtlCoi 1tapayov'te~ 'tou
 
~evtcr't1'1, Ot o1toiot 1tpO~ 'to 1tapov lCaAouv'tat 1tpW­

'tEtvT] XJ6

,37 (LX. 2).
 

2 
PrP*'TTpWTdVI] XKOI prps' ....i===j.~ Prps',prp*'TTPwTE'ivl] X 

1 3 

So 

PrP' KOI TTpWTdvl] X (PrP )2 + TTpWTdVI] X 

I:x. 2: LXTlIla'ttK6 ()tuypalllla m8avou IlTlXavl<JIlOU ()Tl­
IllOupyia~ vewv IlOpiwv PrP 

I:tU()lO 1: H 7tPWtEtvTl PrP' <JUYoc£'tat Il£ 'tTlv 7tpw'tEt­
vTl x, Tl o7toia m8avoAoYEt'tat 6n EtVat Illa IlOplaKT\ 
chaperone (1l6pla 'ta o7toia u7to~oTl8ouv tTl ()laIl6p<pw­
O"TJ 'twv 7tpw'tuvffiv). 

I:'tU()lO 2: H "lloAu<Jlla'ttKl'l" 7tpwnivT) Prpsc <JUYoc£­
'tat Il£ 'to <JUIl7tAOKO PrP*/X. 

I:'tU()lO 3: H PrP* 1l£'ta'tpe7t£'tat <J£ "vea lloAu<Jllan­
K1'\" 7tpw'tEtvTl Prps

, Kat £AEu8£pffivov'tat Tl 7tPOYtEtvTl X 
Kat eva lVl()ffi()£~ ()lll£pt~ Prps

,. To <J'tU()lO am6 EiVat 
IlTl av'tt<J'tp£7t't6. 

LUIlCPwva 11' au'to 'to 1tpo'tU1tO, Eva 1tocrocr'to a1to 'ta 
"lloAU<JllanlCa" Otllep1'1 Prpsc otaxwpi1;ovtat cre 110­
VOIlEP1'1, 'ta o1toia e1taVetcrEPxoV'tat cr'to IlT]XaVtcrIlO 
"1toAAa1tAamacrllou". H alCpt~1'1~ cr'totXetollE'tpia 
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amou 'tou U1t08E'tUCOU IlTlxavtcrllou OTllltoUpyim; 
VEffiV 1ta80A.oytKrov 1l0piffiV PrP &v EiVat yvrocrnl. 

l:IIOrrOMOP~El: ErKE~AAOIIAeEIEl: 

l:TA ZUA 
MEXpt 'tropa EXOUV avayvffiptcr'tEi 6 1l0P<PE~ 1110­

'taoonKi]~ cr1tOYYOIlOP<PTl~ EYKE<paA01ta8Eta~ cr'ta 
~roa (1tiv. 2). 

Div. 2: MEtaBotll(t~ O"1tOyy6~OP<PE~ EYKE<paA01ta8EtE~ 

ZnONOI:OI 

Scrapie atyo1tpo~atrov 

Xp6vta <p8tmKit v60"o~ trov EAa<ptc1:JV Kat trov elk 

MEtaBo'ttKit EyKE<paA01ta8Eta trov ~tVK 

L1toyy6~op<PTl EyKE<paA01ta8Eta trov ~oOEtBc1:JV (BSE) 

MEtaBo'ttKit 0"1toyy6~op<PTl EYKE<paA01ta8Eta 

trov El;rottKc1:JV o1tATl<P6prov Sc1:Jrov 

L1toyy6~op<PTl EyKE<paA01ta8Eta trov atAoupoEtBc1:JV 
•	 NOI:OI AN0pnnOY 

NoO"or; Creutzfeldt - .Jakob (c.Jm* 

L1topaBtKit 

IatPOYEvit~ (yvrocrt6~ 1tapayovta~ KtvBuvou 

~EtaBoO"T1~ 'tT1~ v60"ou) 

OtKOYEvit~ (1tPOO"~ATl~£VO~ O"UYYEvit~ lou ~a8~ou 

~E iBta v60"o) 

• mroyy6)1opCPTj eyKecpaAolCa(}ew arov eyKecpaAlK6 
ry/KU! lCapeyKecpaAlOzK6 cpAOl6 Jj/KU! VlCOcpAOWJOTj 

cpU!a ovma ry/KU! 

• eyKecpaAolCa(}ew)1e avoao'iaroXTj)1IKry (}enK6rrl'ra 
yla PrP (lCAaKe~ ry/KU! avvalCrlKry) 

Noqor; Gerstman - Sraussler - Scheinker (GSS)* 

yvrocrtitKATlPOVO~tK6'tT1ta Kata tOV E1ttKpatOUVta 

aU'toO"ro~a'ttK6 xapaKtl1pa 

1tpOOOCU'ttKit atal;ia, 0"1taO"'ttK6tTl~it/Kat avota 

• eyKecpaAO()1VeAO)lCa(}eW)1e lCOAVKevrpIK£~
 

lCAaKe~ PrP
 
0avatD!poj)or; otKoytvilr; almvla (FFI)* 

yvrocrtit ~EtaUal;Tl PRNPl78 

• eKcpVAlaTj lCVpryVroV (}aAa)10V, eanaKry
 

alCoyy6)1opCPTj aAAoiroaTj CPAOLOV
 

Kuru* 

•	 )16vo ae l(}ayevei~ Fore 
NEOr; timor; vOQ"ou Creutzfeldt - .Jakob" 

* ME 1tAayta ypa~~ata ava<p£povtat ta BtayvroO"'tt­

Ka Kpttl1pta trov 0"1toyy6~op<prov EYKE<paA01ta8Etc1:JV 

O"tov av8p(J)7to, 61t~ Btatu1tc1:J8TlKav a1t6 BtE8vl1 E1tt­

tpo7ti\ to 1995'. 

** Kata tTlv 1tEpioBo Epyaaia~ tTl~ E1tttP01tit~ BEV Ei­

XE aK6~a avayvroptO"tEi 0 v£o~ tU1tO~ tTl~ CJD Kat BEV 
ava<ptpovtat lCpttitpta yt' autit ttl ~op<pi\ tTl~ v60"ou2

.,. 

H crUXVO'tEPTl a1tO amE~ Kat Tl1tpffi'tTl, 1tOU 1tEpt­
ypa<pTlKE, EiVat Tl vocro~ scrapie 'tffiV atyo1tpo~a­

'tffiV. TIapa'tTlPEltat crE 1tOAA£~ XroPE~ aAAa OEV u­
1tapxouv IlEXpt crnYIli]~ OEoollEva on IlEwM8TlKE 
1tO'tE cr'tov aV8pffi1t0. TIpoKaAEi a'ta~ta, 'tPOllo, a­
oUVallta, <p8tcrTJ, EV'tOVTl ohjfa Kat crE IlEptKE~ 1tE­
Pt1t'trocrEt~ EV'tOVO KVTlcrIlO, 1110 a1to'tEAEcrlla 'ta ~ro­
a va 'tpt~ov'tat crE aV'ttKEtllEva Kat va 1tpOKa­
AOUV a1t01t'tfficrTl 'tOU 'tptxrolla'tO~ 'tOU~, YEYOVO~ 

Kat a1to 'to 01tOtO 1tPOEKU'JfE 'to ovolla 'tTl~ vocrou 
(cr'tTlv ayyAtKi] yAfficrcra to scrape off c:> scrapiet 
H vocro~ Il1tOpEt va IlE'tao08Et a1tO ~roo crE ~roo, 0­
'tav XPTlcrtll01tOtoUV'tat ~ 'tpo<pi] 1tAaKouv'tE~ 110­
AucrllEVffiV ~roffiv38. 0 Xpovo~ E1troacrTJ~ 'tTl~ vocrou 
E~ap'ta'tat a1to 'tTlV 006 IlE'taOOcrTJ~. I.E 1tEpt1t'tfficrTJ 
1tEtpallanKi]~ IlE'taOOcrTJ~ 1110 EVOOEYKE<paAtKi] EY­
XUcrTJ lOtVat 1-2 E'tTl, EVro crE 1tEpt1t'tfficrTJ IlE'taOOcrTJ ~ 

a1to 1tEpt<pEptKi] 006 EtVat 1tOAD IlEYaAD'tEPTl. H 
OtayvfficrnKi] tcr't01ta80AoytKi] ~Aa~Tl EtVat Tl 1ta­
pouma EUIlEYE8ffiV KEVO't01ttffiV cr'tou~ VEUproVE~. 

H OtayvfficrTJ E1tt'tunaVE'tat liE 'tTlV aVEupEcrTJ 'tffiV 
KEVO't01ttffiV cr'tOU~ VEUproVE~ 'tOU paXtatOU a1ta­
yroyOU 1tupi]va 'tOU 1tVEUllovoyacr'tptKOU Kat 'tOU 
1tupi]va 'tOU cr<PTlVOEtOOU~ OElla'ttOU cr'tOV 1tpolli]­
KTlIlUEAO. 

H xpovta <p8tcrtKi] vocro~ 'tffiV EAa<ptrov Kat 'tffiV 
elk 1tapa'tTlPEt'tat cr'to KOAopav'tO Kat 'to Wyomig 
'tffiV HTIA39. Ami] Kat 'to scrapie 'tffiV atyo1tpo~a­
'tffiV EtVat ot 1l0VE~ IlE'taoonKE~ cr1toYYOIlOP<PE~ 10­
YKE<paA01ta8EtE~ 'tffiV ~roffiv cr'tt~ 01tOtE~ 1tapa'tTl­
pEt'tat a1tEu8Eta~ llE'taoocrTl a1tO ~roo crE ~roo cr'tTl 
<pUcrTJ. H IlE'taOO'ttKi] EYKE<paA01ta8Eta 'tffiV IltVK 
1tEptypa<PTlKE cr'to Wisconsin 'tffiV HTIA 'to 1947 
Kat 8EffipEltat O'tt 1tpOKaAEt'tat a1tO Ota'tpo<pi] 'tffiV 
~roffiV 1110 1l0AucrllEva 1tapayroya40 H EYKE<paA01ta­• 

8Eta 'tffiV E~ffi'ttKroV 01tATl<P0PffiV ~roffiV 1tapa'tTlPi]­
8TlKE crE ~roa (nyala, oryx, greater kudu, ankole) 
cr'tOU~ ~ffiOAOytKOU~ Ki]1tOU~ 'tOU HVffillEVOU Bacrt­
AEtOU. AU'ti] Kat Tl EYKE<paA01ta8Eta 'tffiV atAOUpO­
Etorov, Tl 01tOta 1tapa'tTlPEltat Kat cr'tTlV OtKtaKi] 
ya'ta Ka8ro~ Kat crE aypta atAOUpOEtOi] (1tOUlla, 
cheetah, ocelot, 'ttYPTl~) crE ~ffiOAOytKOU~ Ki]1tOU~, 

1tEptypa<PTlKaV cr'ta IlEcra 'tTl~ oEKaE'tia~ 'tou 1980 
Kat 8EffipEi'tat o'tt o<pEiAOV'tat cr'tov ioto 1tapayo­
v'ta 1110 'tTl BSE41 

• 

2:noyy6IloP<Pll EyK£<paA.onu9ua troy ~oou­
orov (BSE) 1') v6cro~ troy tp£A.rov ay£A.uorov 

TIEptypa<pTlKE ffi~ VEa VOcrOAOytKT] ov'to'tTl'ta 'to 
1986 cr'to HVffillEVO BacrtAEto7

• Ot 1tpocr~ATlIlEVE~ 

aYEAaoE~ apXtKa ytvov'tav <pO~tcrIlEVE~ Kat aVE­
1t'tucrcrav U1tEpatcr8Tlcrta Kat a'ta~ta. H crUIl1tEpt­
<popa 'tOU~ aAAotrovOV'tav Kat IlEPtKE~ <pOPE~ yi­
vov'tav aVE~EAEYK'tTl, YEYOVO~ cr'to 01tOtO O<pEtAE­
'tat Kat 'to 1tPocrffiVUllto vocro~ 'tffiV 'tpEAroV ayEAa­
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DON. H v£up01ta80A,oY1Ki] £~f't<X(J1'l 'tOu KNL fDEl­
~£ xapaK't1'] pHJ'tlKf~ aUOl(:.O<J£l~ <J1t0'Y'Y0IlOP<P1'] ~ 

£'YK£<paA,01t0:8Ela~ Kat a1toD£ix81']K£ 1'] 1l£'taDO'tl­
KO't1']'ta 'tOU 1tapo:yov'ta 't1']~ a<J8fVEla~, 11£ XpOV1­
KOD10:<J't1']lla E1tWa<J1']~ 4-5 f't1']. LE av'ti8£<J1']11£ 'tl~ 

o:UE~ <J1tO'Y'YOIlOP<P£~ £'YK£<paA,01t0:8El£~, 1'] Ka'ta­
VOIli] 'tON aA,A,OlW<JEooV <J£ OA,E~ 'tl~ 1l0A,U<JllfV£~ 0.­
YEA,O:D£~ i]'tav 1'] iDla. E1ti<J1']~, o'tav 0 1tapo:yov'ta~ 

't1'] ~ VO<JOU 1l£'t<XplpO:<J't1'] KE <J£ 11u~, 1'] Ka'tavolli] 
'toov aA,A,OlW<JEooV <J' au'tou~ i]'tav iDW <J£ 0A.e~ 'tl~ 

1t£Pl1t'tW<JEl~ Kat Dlf<P£PE a1to 't1']v K<X'tavolli] 'toov 
aUolw<J£ooV 'toov IlfXPl 'to't£ yVOO<J'tWV <J'tEA,£XWV 
scrapie, 1tOU dxav IlE'taplpa<J't£i <J'tOu~ Ilu~. To. 
£upi]!l<X'ta aU'tO: dvat EVDElK'tlKO: £vo~ VfOU 'tu­
1tOU IlE't<XDO'tlKi]~ <J1tO'Y'YOlloP<P1']~ EyKE<paA,on:o:­
8Ela~J. 

H £1tlKpa'tOu<Ja 8Eoopia42 yw 't1']v n:POfA.eU<J1'] 't1']~ 

vO<Jou <J'tl~ aYEA,O:DE~ £iVat O'tl o<pdA,£'tat <J't1']v 
Dw'tpo<pi] 'tou~ IlE 1l0A,u<Jllfva n:apO:YOY'fa 'tpo<pi]~ 

(o<J't£O:A.eupa) an:o atyo1tpopa'ta. a 'tP01tO~ au'to~ 

Dw'tpo<pi]~ O:PXl<JE <J't1'] D£Ka£'tia 'tOu 1940 <J't0 H­
vOOllfVO BamA,£lO. L't1']V apxi] 't1']~ D£Ka£'tia~ 'tOu 
1980 Olloo~ fYlVE Ilw PlslKi] 1l£'tapoA,i] <J't1'] DWD1­
Kama n:poE'tOllla<Jia~'toov 'tPO<PWv. To. O<J'tEO:A,EU­
po. <J'taIlO:'t1']<Jav va u<pi<J'tav't<Xl £n:£~£Pyama 11£ 
opyavlKou~ DWA,U't£~ Kat U\jfT]A,i] 8£plloKpa<Jia, 
n:apo:yov't£~ 01 On:OiOl on:oo<JDi]n:o't£ £A,O:'t'toovav 't1'] 
1l0A,u<Jlla'tlKo't1']'ta aU'twv 'toov 'tpo<pwv. H 8£oopia 
au'ti] 'tatP10:SEl IlE 't1']v fVap~1'] 'toov n:pw'toov <JU­
ll1t'tooIlO:'tooV 'to 1985, 4-5 f't1']Il£'ta 't1']v fvap~1'] En:E­
~£pyama~ 'toov 'tpo<pwv 11£ 'to VfO 'tpon:o. Yn:ap­
XOW Kat aA,A.e~ 8£oopi£~ oo~ n:po~ 't1']v n:POfA,£U<J1'] 
'tou n:apo:yov'ta 't1']~ vO<JOu. LE K0:8£ n:£pin:'too<J1'] 0­
Iloo~, 1'] vO<Jo~ fA,ap£ DW<J'ta<JEl~ £1tlD1']llia~ A.Oyoo 
't1']~ Dl<X'tPO<pi]~ 'toov swoov IlE 1l0A,u<Jllfva n:apayoo­
yo. Dw'tpo<pi]~ an:o aY£A,aD£~ (E~aA,El\j11'] 'tou 
species barrier). M£'tO: an:o au'to an:ayopEu't1']KE 1'] 
Dl<X'tpO<pi] 'toov IlUp1']Ka<J'tlKwv 11£ n:poo'tElvouXE~ 

'tPO<pf~ an:o aUa IlUp1']Ka<J'tlKO: swa (EK'tO~ an:o 
yaA,a) Kat an:o 'to 1992 n:apa't1']pEl'tat n:pooDEU'tl­
Ki] £A,a't'too<J1'] 'toov n:£Pl1t'tw<J£oov. rr£pl1t'tw<JEl~ f­
Xouv. ava<\lep8d Kat <Je aA."£~ x<op£~ 't1']~ 'l)1t£lpffi­
'tlKi]~ Eup<on:1']~, 01 on:oi£~ o<pEiA,ov'tav <J£ El<Jayffi­
yi] £l'tE n:po<JPA,1']llfVffiV aY£A,aDffiv £l't£ 1l0A,U<Jllf­
VffiV 'tpo<pwv an:o 'to HVffillfVO Ba<JiA,£lO. 

I:llOrrOMOP<I»EI: ErKE<I»AAOllA0EIEI:
 
IT ON AN0pnllO
 

a IlEyaA.U't£po~ ap181l0~ n:£pl1t't<o<J£ffiV E'YK£<pa­
A,0n:a8£w~ <J'tov aV8poon:0 a<popa 't1'] <In:opaD1Ki] 
1l0p<pi] 't1']~ vO<Jou Creutzfeldt - Jakob (85%). 'Eva 
IIIKPO n:0<J0<J't0 « 15%) o<p£iA,£'tat <J£ 01Koy£v£i~ i] 

W'tpoy£vd~ 1t£pl1t'tW<JEl~ Kat <J't0 VfO 'tU1tO 't1'] ~ VO­
<JOU Creutzfeldt - Jakob, n:ou n:£P1YPO:<P1']K£ 1tpO­
<J<pa'ta,,4. H vO<Jo~ kuru, 1tOU 1tapa't1']pi]81'] K£ <J£ 1­
8ay£vi] 1tA,1']8u<J1l0, fXEl £~aA.el<p8£i 1l£'t0: 't1'] DW­
K01ti] 'tOu 't£A,£'tOUPYl KOU KaVlpaA,l<J!lOu Ilf<Jffi 
'tou o1toiou 1l£'taM81']K£ Kat fXEl 1<J'tOP1Ki] !lOVO 
<J1']lla<Jia (1tiVaKa~ 2). 

N6<Jo~ Creutzfeldt - Jakob, <J1t0PUOl Ktl /-lOP<Ptl 
H vO<Jo~ fXEl £1tl1tOA,a<Jllo 0,5-1,5 1t£Pl1t'tW<J£ffiV 

ava 1.000.000 1tA,1']8u<JIlOU 'to Xpovo. ~£V 1tapa't1']­
p£i'tat 1l£'tapoA.i] 't1']~ <JUxvo't1']'ta~ 't1']~ vO<Jou a1to 
£1tOxi] <J£ £1tOxi], a1to f'tO~ <J£ f'tO~ i] a1to 1t£PlOXi] 
<J£ 1t£PlOXi] (£K'tO~ a1to 'tl~ 1t£PlOXf~ 1tOU 1tap<X't1']­
PEl'tat aU~1']llfVO~ ap181l0~ OlKOY£VWV 1t£pl1t'tW<J£­
OOV)"". E1tOllfVoo~, <J't1'] xwpa Ila~ 1t£PlllfVOUIlE va 
1tapa't1']pi]<JoUIl£ avall£<Ja <J£ 5 11£ 15 1t£Pl1t'tffi<JEl~ 

'to xpovo. MfXPl 'twpa D£v EXOW Dw1tl<J'tffi8£i <JU­
YKEKP1!lEVOl 1tapayov'tE~ KlvMvou yw 't1'] <J1topa­
D1Ki] 1l0p<pi] 't1']~ vO<Jou, 01tffi~ fK8£<J1'] <J£ 1l0A,U<Jllf­
va a1to scrapie s<oa, i] 1t£pl1t't<O<JEl~ 1l£'tO:Do<J1']~ 0.­
1t0 <Jusuyo <J£ <Jusuyo i] a1to a<J8£vi] <J£ a<J8£vi], i] 
a1to 1l£'ta'Y'Yl<J1'] ailla'to~. 'Exow ava<p£p8£i 110­
vov w'tpoy£vEi~ 1t£Pl1t't<O<JEl~ 1l£'tO:Do<J1']~ 't1']~ Vo­
<Jou 11£ £~atp£'tlKOU~ 'tP01tOU~, 01too~ 80. ava<p£p­
8£i 1tapaKO:'too, yl' au'to Kat D£V U1tO:PXEl au~rlllf­
VO~ KivDuvo~ 1l£'taDo<J1']~ 't1']~ vO<Jou <J'to W'tplKO 
Kat VO<J1']A.eU'tlKO 1tP0<Jffi1tlKO 1tOU aVaA,allPaVEl 
't1'] <ppov'tiDa 'tf'tOlooV a<J8£vwv L 

". 

To 80% 'tffiV 1t£pl1t't<o<J£oov DWYlyVW<JKOV'tat <J£ 
a<J8£v£i~ 1']A,lKia~ 50-70 £'t<Ov. 'Eva 'tpi'to 'tffiV 0.­
<J8£vwv apx"Ka 1tapou<Jlo:s£'tat Xffipi~ V£UP0A,0Yl­
Ki] <JUVDpolli] Kat1tapa1tov£i'tat yw K01tffi<J1'], DW­
'tapaxi] 'tOU U1tVOU i] £A,a't'tffiIlEv1'] OP£~1']. 'Eva 
aUo 'tpl'tO 1tapou<Jlas£'tat 11£ V£UP0A,0Y1KO: <JU­
1l1t'tw!la'ta, 01tffi~ a1twA.ew Ilvi]Il1']~, <JuyxU<J1'] i] 
Dw'tapaxi] 't1']~ <JUIl1t£Pl<pOPO:~, £vw fva O:A,A,O 'tpi­
'to a<J8£vwv 1tapou<Jlas£'tat 11£ £<J'twKa <J1']IlEia, 
01tffi~ a'ta~ia, a<pama, 1']llwvo\j!ia, 1']1l11taP£<J1'] i] 
alluo'tpo<pia. 01 't£A,£U'taiOl aU'toi 1tapou<JlO:sOUV 
Kat 'to DU<JKOA.O't£po DW<popoDwyvffi<J'ttKO 1tpO­
PA,1']lla Kat <JUYXfOV'tat 11£ VO<JO 'tOU K1V1']'tlKOU 
VEupWvaL 

". H KA,lV1Ki] DlaYVffi<J1'] n:pOKU1t'tEl a1to 
't1'] payDaia 1tPOOD£U'tlKi] £1tlDEivffi<J1'] 't1']~ KA,lVl­
Ki]~ ElKOVa~ Kat 't1']V ava1t'tu~1'] IlUOKA,ffiVlK<OV "l<.l­
vi]<J£oov, xapaK't1']pl<J'tlKa, ffi~ aV'tavaKA,a<J'tl1'.:i] •
KiV1']<J1'] <J£ i]xo Kat a<pi] (startle myoclonus). L't1']V 
1t£pi1t'tffi<J1'] 1tOU 1'] a'ta~ia, 1'] xoplOa8f'too<J1'] Kat 'to. 
<J1']1l£ia vO<JOU K1V1']'tlKOU v£upwvo~ U1t£p'tEPOUV 1'] 
D10:YVffi<J1'] Ka8u<J't£p£l. To Ilf<Jo XPOVlKO Dla<J't1']­
110. £1tlPiffi<J1']~ a1to't1'] <J'tl'YIli] 't1']~ KA.1V1Ki]~ £!l<P0:­

Vl<J1']~ 't1']~ vO<Jou £ivatllOVO 5 Ili]v£~ Kat 80% 'tffiV
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a08£vcOv Un:OK'0n:1£1 Il£oa 010 XPOVO'4. 

Epyaa"tTlPl(XKE~ £~£-reXa£l~ 
Ot £pya01T)pWK£~ £~£1o.O£t~ d vat apvT)UK£~ 

yta <PA£Yllov11, o£v n:apaTIlpo'0v'!<Xt £UP11lla'W £v­
O£tKUKo. ~AeX~T)~ 117ta'!o~ 11 V£<PPcOV Kat O£V Un:o.p­
XOUV aVUocOlla'!a EVaV'!1 10U 7ta80"{ovou n:apo.­
yov'!a4. To ENY £X£t <pu<JtOAoytK11n:i£O"T), o£v n:a­
pou<Jto.1;;£t aU~T)Il£VO apt81l0 KU'!'!o.pCOV 11 aU~T)­
/lEva £n:ln:f.oa avoooo<patP1VT)~ Kat £Xf.t <pU<JtOAO­
ytK11 11 11n:W aU~T)Il£vT) n:pcou:I:VT). l1uooteXo'!a'!T) 
T)A£K'!PO<pOPT)O"T) '!OU ENY a08f.vcOv Ilf. em £Of.t~f. 

aVcOllaAT) £K<ppaall n:PC01£"ivcOV. Mw an:o au'!£~ 

U~ n:PCO'!£lV£~ oWn:t<J'!c08T)Kf. OU l1'!av IlW <pUOtO­
AOytK11n:PCO'!£lVT) '!ou EyKf.<po.AOU, T) 14-3-3. 'EXf.l 
avamux8d Ilw owyvCOOUK11 oOKtllaoia,1l on:oi­
a ~aoi1;;f.'!at Of. f.10t K11 avooo/coytK11 11£8000 yw 
own:io'!coO"T) '!T)~ n:apouoia~ '!T)~ n:PCO'!£lVT)~ 14-3-3. 
H 1l£8000~ ava<p£pf.'!at On £Xf.l f.uat0811oia 96% 
Kat f.101KOTll'!a 99%43

. 

To T)A£K'!pOEyKf.<paAoYPo.<pT)lla (HE!) apXtKo. 
f.ivat <pU<JtOAO"{IKO 11 oEiXVf.t 1lT) f.101K11 f.1tt~po.­

ouvO"T) 10U pu81l0'0. Apyo1£pa n:apou<Jto.1;;OV1at 
'!a XapaK'!T) pt<Ju Ko. n:f.ptOOtKo. O~'0atXlla 0'0­
Iln:AoKa. Mf. '!T)v 7tapouola '!ou~ '!o HEr £XEl ow­
yvCOO'!tK11 £Uat08T]oia Kat f.tOtKO'!11'!a 67% Kat 
86% av'!io'!otxa44

• U: n:f.pin:'!coO"T) 6Ilco~, f.n:aVf.l­
AT)Il/lEVCOV Ka'!aypa<pcOv lln:opEi va n:apa'!T)pT)­

480'0v aAAOlcOOf.t~ Kat Of. 90% '!cov a08f.vcOv . 
AK'!tVOAOylK<.i:x; <J'tT)v a~OvtK11 '!olloypa<pia Iln:o­

pEi va n:apa'!T) pT) 8Ei 1lT) f.totK11 CX'!po<pia '!ou EyKf.­
<po.AOU Of. n:pOXCOPT)Il£VO 01o.OlO '!T)~ vooou. L,!T) 

llayvT]'!tK11 '!olloypa<pia lln:opEi va n:apa'!T) PT) 8f.i 
a'0~T)O"T) 10U <J1'l1lCX'!0~ <J'ta ~a<JtKo. yo.yyAW Of. a­
KOAOu8if.~ T2 (79%)'5 

Al eXyVwOll 
U: 7tf.pimcoCYll '!U1ttK11<; KAtVl K11~ f.tKOva<; 11£ IlUO­

KACOVO, payoaia f.~£At~ll, xapaK'!T)pt<J'!tKO HEr 
Kat '!T)V n:apouoia n:pco'!£i:VT)~ 14-3-3 o'!o ENY, T) 
Oto.yvCOO"T) lln:opEi va 8f.copf.i'!<Xl oX£06v ~£~at T). 
Lf. Ilf.pl K£~ n:f.ptmcOOf.l~ n:OU T) Oto.yvCOO"T) f.l vat 
a~£~atT), o'!av a08f.v11~ n:apou<Jto.1;;£'!at Ilf. o.'!u­
7tT) KA1VtK11 £IKova (an:ouola o.VOW~ apX1Ko., 
f.1l<po.VtO"T) IlUOKAcOVOU Of. '!f.AtKo. <J'to.Ow) Kat f.­
n:£t011 '!a HEr £Up11ll·a'!a Kat '!a f.Up11lla'!<X an:o 
10 ENY Of.V dVat n:a80yvcoIlOVtKo., Iln:opd va 
XPf.Wo'!Ei 0 KA1V1KO~ va Ka'!a<p'0YEl O£ ~lO'l'ia4. 

na9oA,oyoava-ro/-u KeX £upi}/-law 
H KAtVt K11 Oto.yvCOO"T) £n:t~f.~atcOVf.'!at Ilf. t<J'!OAO­

yl K11 f.~£'!<X0"T) '!ou EyK£<po.AOU (~lO\jIia 11 Vf.Kp01O­
1111), avooo'l<J't0XT)1l1K11 XPcOO"T) yw 7tpCO'!£lVT) Prpcm 

11 Western blotting £KXuAiolla10~ 10U EyK£<po.AOU 
Il£'!o. an:o £n:iopaO"T) n:pCO'!£"ivo.O"T)~ K (ElK. 1). 

PK
 + + + 

=1
1'8. 'S _ .. ­

CJD A B 

ElK, 1: n£pi1t,CO(Jfl 01tOpaOIKT]<; 1l0P<PT]<; cm. 
H 1t£pi1t,f.O<Jll a<popu yuvaiKa, '1AIKia<; 58 £,WV, 11£ 

01tOpaOIKT] 1l0P<PT] V600U Creulzfeldt - Jakob. H a08£­

VT]<; 1tapOU0IU0'Tj K£ 5 llT]V£<; 1tpiV a1t6 1:0 86,va,6 'Tj<; 

11£ 1tPOOO£\J1:1 KT] 01ta0,1K6'Tj,a, a01Nallia K<XI 11uOK/,o­

VIK£<; KIVT]0£1<;. H KA.IVIKT] ''1<; £IK6va £1tI0£lvW8TjK£ 

payoaia K<XI xapaK1:Tjpi1~ov'Iav a1t6 0UXVU £1t£106ola. 

Kpauywv, £V1:OV'1 a,a~ia K<XI a01Nallia va 0w8£!, va 

,pa<p£! K<XI va KI vTj8£!. 6£V 1tapou0ias£ aAAoIOO£l<; 

0'Tj 11 ayvTj,I KT] 1:011oypa<pia ,OU £)'K£<pUAOU. To HEr 

1tapou0ias£ OIUX\J1:Tj £1tt~PUOuv0T] 'ou pu8110U 11£ Ola.­
Kom611£VTj y£vl K£\Jll£VTj Opa0'ITjpI6'ITj'Ia o£A.ta, xcopi<; 

611W<; Y£VIK£\Jll£Va 1t£PIOOIKU 0UIl1tAOKa. 0 £)'K£<paAo<;, 

Ka,u '11 v£KPO,OIlIKT] £~£,a0T], o£v 1tapou0ias£ lla­

KP00KOltl K£<; aA.A.OIOO£I<;. H oluyvC00T] £m ~£~<XIw8Tj K£ 
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IlE to'tOAOytlC1'J EI;E'tacrTl 'tou EylCE<pUAOU lCat ~tOXT]llt lC1'J 
aVUAUcrTl ElCXuAiolla'tOe; 'tou EylCE<pUAOU. 

a. Atlla'tol;uAivT] - HfficrlVT]. X25. TOIl1'J an6 'tOY IlE'tffi­
maio Ao~6. Ilapa'tT]pEi'tat OtUXU'tT] onoyy6IloP<pT] ElC­
<puAtcrTl lCupiffie; one; lCa'tw'tEpEe; O'tOt~MEe; 'tou <pAOtOU. 

~. Awa'tol;uAivT] - HfficrlVT]. XlOO. TOllij an6 'to <pAot6 
'tou IlE'tffimaiou AO~OU. Ilapa'tT]pEi'tat EV'tOVT] onoyy6­
lloP<PT] aUoifficrTl 'tou vEUpomAijlla'tOe;, anwA.Eta VEU­
PWVffiV lCat avnopaonlCij ao'tpolCU't'tUpfficrTl. 

y. Western blot yta npffi'tuVT] PrP ElCXuAiolla'tOe; EylCE­
<pUAOU IlE'tU npffi'tE6AUcrTl IlE npffi'tEivUcrTl K. eJD: 9En­
lC6e; Ilup'tupae; A: a09Evije; lCat B: <pUcrtOAoytlC6e; IlUP'tU­
pae;. Ilapa'tT]pEi'tat EV'tOVT] 9EnlC1'J XPWcrTl yta npffitElvT] 
PrP. Ot 'tpne; 1;WVEe; avno'tOtXouv OE Ota<p0pEnlCu yAu­
lCOOUAtffiIlEVEe; IlOP<PEe; 'tT]e; npffi'tUVT]e;. H ~apu'tEpT] a­
vno'tOtxEi OE OtYAUlCOOUAtffiIlEVT] npffi'tEiVT], T] OEU'tEPT] 
OE IlOVOYAUlCOOUAtffiIlEVT] lCat T] 'tpi'tT] OE ayAulCoou­
AtffiIlEVT] npffi'tElvT]. Ev'tov6'tEPT] Eivat T] OEU'tEPT] 1;wVT]. 

at OtaYVCOO'ttKE~ to'tOA.OytKE~ ~A.a~E~ Eivat 11 
01t0YYOIlOP<P11 aA.A.oico01l 't11~ <pata~ ouoia~, 11 a­
mDA.Eta 'tCOV vEupffivcov, 11 av'ttopao'ttKTt ao'tpo­
Ku't'tapcoo11 Kat 11 1tav'tEA.Tt~ a1toucria <PA.tYllovffi­
oou~ av'tiopacr11~2. ~'tO 10% 'tcov cr1topaotKffiv 
Kpoucrlla'tcov, aA.A.a 1toM cruxvo'tEpa cr't11 vocro 
Kuru, crE IlEpt KE~ otKOYEVEi~ 1l0P<PE~ cr1toyyolloP­
<pcov EyKE<paA.01taSEtffiv Kat cr'tO YEO 'tU1tO 't11~ vo­
crou Creutzfeldt - Jakob 1tapa't11pouv'tat OtaxmE~ 

1tA.aKE~ aIlUA.OEtOOU~. at 1tA.aKE~ Eivat SE'ttKE~ crE 
XpfficrEt~ PAS Kat EpUSpO 'tou KOyKO Kat 1tapou­
crta1:;ouv xapaK't11 ptcr'ttKTt Ot1tA.oSA.acr'ttKo't11'ta crE 
1tOA.COIlEVO <pco~. ~E av'tiSE01l IlE 'tt~ YEPOV'ttKE~ 

1tA.aKE~ OEV 1tEpt~aA.A.ov'tat a1tO oucr'tPO<ptKOU~ 

OEVOpt'tE~2. 

H 1taSoyvcollOVtKTt tcr'tOA.oyt KTt ~A.a~11 Eivat 11 
cr1t0YYOIlOP<P11 aA.A.oico01l (spongiform change), 11 
o1toia EXEt optcrSEi co~ "Otaxu'tE~ 1'1 m'ttaKE~ a­
SpoicrEt~ IltKpffiv U1tocr'tpoyyUA.COV 1'1 cooEtoffiv KE­
vo'to1ticov cr'tO VEup01tiA.11lla crE 01.0 'to 1taxo~ 1'1 
cr'ta EV 'tco ~aSEt cr'tpffilla'ta 'tOu EyKE<paA.t KOU 
<pA.OtoU, cr'tOv 1tapEyKE<paA.tOtKO <pA.OtO (tOtat'tEpa 
cr't11 1l0ptaKTt cr'tot~aoa) 1'1 cr't11V U1to<PA.otffi011 
<pata oucria 'tcov 11lltcr<patpicov. Ta KEvo't01tta 
ll1topEi va Eivat cruppEov'ta'f2. H aA.A.oicocr11 amTt 
1tPE1tEt va Ota<popOOtayvcocr'tEi IlE 1tpocroXTt a1to 
aA.A.E~ 1tEpt1t'tfficrEt~ cr1toyyicocr11~ 't11~ <pata~ oucri­
a~, 1tOU Il1tOpEi va 1tapa't11 P11 SEi crE 1tEpt1t'tfficrEt~ t­
crXatlltKTt~ / U1tO~tKTt~ ~A.a~11~, aA.A.E~ EK<pUA.tcr'tt­
KE~ 1taSTtcrEt~ 1'1 aKoll11 Kat crE tcr'tOA.OytKO artefact. 

Y1tapxouv EtOtKa av'ttcrffilla'ta 'ta o1toia ava­
yvcopi1:;ouv 't11v 1tpco'tuv11 PrP IlE 'ta o1toia ll1topEi 
va yivEt avocrotcr'tOX11lltKTt XPfficr11 'tOllffiv. ~E 0A.t~ 

'tt~ 1taSOA.oytKE~ 1tEpt1t'tfficrEt~ 1tapa't11PEt'tat ota­

Xm11 cruva1t'ttKTt Kat 1tEptKEVO't01ttffi011~ XPffiCr'll 
Kat Ev'toV11 XPffiCr'll 'tcov 1tA.aKffiv aIlUA.OEtOOU~, E<pO­
crov u1tapxouv. H xPfficr'll amTt Eivat 1taSoyvcollo­
vtKN. ME 't11v E<paplloyTt 't11~ avocrotcr'tOX11lltKTt~ 

Xpfficr11~ 1tPO'taS11 KE 111ttSavO't11'ta XPTt01l~ ~to'l'i­

a~ a1tO 1tapicrSllto alluyoaA.Tt, aA.A.a 'ta a1tO'tEA.E­
crlla'ta OEV Tt'tav EvSappUV'ttKa yta Otayv~ crE 
apXtKa cr'taOta 't11~ vocrou4 

~EV EXOUV 1tapa't11P11­• 

SEi IlEXpt 'tffipa IlE'taA.A.a~Et~ 'tou yovtoiou PRNP 
crE acrSEvEi~ IlE cr1tOpaOtKTt 1l0P<PTt 't11~ cm3 

,4. 

OtKO'Y£v£i~ J.lOp<pt~ crnon6J.lop<p(J)v qK£<pa­
Aona9nrov 

TIEpi1tou 10-15% 'tcov cr1t0yyollop<Pcov EyKE<paA.O­
1taSEtffiv cr'tov avSpco1to Eivat OtKOYEVEi~ IlE KA.11­
pOVOlltKo't11'ta Ka'ta 'tOY E1ttKpa'touv'ta au'tocrco­
lla 'ttKO xapaK'tTtpal

, 4, 46. ~'tt~ 1tEptcrcrO'tEPE~ a1tO 
'tt~ otKOYEVEtE~ 1tOU EXOUV 1tPOcr~A.11SEi EXOUV Ota­
1ttcr'tcoSEi O1lIlEtaKE~ IlE'taA.A.a~Et~, Otaypa<pE~ 1'1 Et­
craYCOYE~ yEVE'ttKOU UA.tKOU cr'to -yovioto PRNP. 
TIEptcrcrO'tEPE~ a1to 20 Ota<pOPE'ttKE~ IlE'taA.A.a~Et~ 

EXOUV 1tEptypa<pEi46
, 1tOU EXOUV co~ a1to'tEA.tcrlla 

<patvo'tU1tOU~, ot o1toiot Ei'tE IltIlOUV'tat 't11v KA.a­
crtKTt cm Et'tE 1tpOKaA.OUV Ota<pOPE'ttKE~ EK<pUA.t­
cr'ttKE~ VEUPOA.OytKE~ 1taSTtcrEt~ IlE xapaK't11ptcr'tt­
KTt KA.tVtKTt Kat 1taSoA.oyoava'tolltKTt EtKOva. at 
acrSEvEi~ IlE at KOYEVEi~ 1l0P<PE~ 't11~ vocrou cm 
1tapoucrta1:;ov'tat crE vwpo'tEP1111A.tKia Kat EXOUV 
1tt0 1tapa'tE'taIlEv11 E~EA.t~11 't11~ vocrOu4 Ta 'tU1tt­• 

Ka HEr EupTtIla'ta a1toucrta1:;ouv Kat 111tPCO'tEtV11 
14-3-3 OEV 1tapa't11PEt'tat cr'tO ENY cr'to Iltcro 'tcov 
1tEpt1t'tfficrECOV47 

allaOE~ acrSEvffiv IlE CJD 1tOU 1ta­• 

pa't11PTtS11Kav crE E~paiou~ 't11~ At~U11~, crE Ilta 
1tEptoXTt 't11~ ~A.o~aKia~ Kat cr't11 XtA.Tt a1tooEiX't11­
KE o'tt Tt'tav at KOYEVEi~ 1l0P<PE~ 't11~ cm IlE llE'taA.­
A.a~11 cr'to KcooiKto 200 'tou yovtoiou PRNp48 

• 

H vocro~ Gerstmann - Straussler - Scheinker 
(GSSt,11 o1toia xapaK't11pi1:;E'tat a1to cro~apTt 1ta­
pEyKE<paA.tOtKTt a'ta~ia, cr1tacr'ttKTt 1tapa1tapE01l 
Kat EK'tE'taIlEv11 Eva1toSm111tA.aKffiv aIlUA.OEtOOU~ 

cr'tO KN~ EXEt Ota<pOpE'tt KO <patvo'tU1tO a1to 'tt~ aA.­
A.t~ cr1tOYYOIlOP<PE~ EYKE<paA.01taSEtE~, fficr'tE va SE­
cop11SEi co~ Ota<pOPE'tt KO~ 'tU1tO~ 'tcov vocrcov au­
'tffiv2. ~'tt~ 1tEptcrcrO'tEPE~ Ot KOYEVEtE~ EXEt 1tEptypa­
<pEi IlE'taA.A.a~11 cr'tOv KcooiKto 102 'tou yovtoiou 
PRNP, aA.A.a EXOUV 1tEptypa<pEi Kat aA.A.t~ IlE'taA.­
A.a~Et~22,23,50. 'EXEt E1tt'tEUXSEi IlE'taoocr11 'tou 1tapa­
yov'ta 't11~ vocrou crE 1tpCO'tEuov'ta 1:;ffia51 . 

H Sava't11<Popo~ otKOYEVTt~ a'lmvia (fatal famil­
ial insomnia - FFI), 11 o1toia xapaK't11pi1:;E'tat a1to 
1tpOOOEU'ttKTt au1tVia, oucrA.Et'tOupyia 'tou au'to­
VOIlOU VEUptKOU crucr'tTtlla'to~, avota Kat E1ttA.t­
K'ttKTt EK<PUA.t01l 'tcov KotA.taKffiv Kat IlEcrcov pa­
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xtaicov SaAa!-uKcOv 1tUpi]vcov Kat £<J'ttaKi] <J1t0Y­
YOllopq>r] aAAOico<Jl1 <J't0 <pAOtO, o<p£iA.£'tat <J£ Il£­
'taUa~l1 'tOU Kco8tKiou 178 <J£ <Juv8ua<J1l0 Il£ aA­
Al1MIlOP<PO Il£S£tOvivl1~ <J't11 S£<JT'] 129 'tOu yovt8i­
0'0 PRNp31

· '2.53. 

N£o~ 'tU1tO~ vO<Jou Creutzfeldt - Jakob 
M£'ta 'tl1V £1l<Pavt<Jl1 't11~ £1tt8rlllia~ BSE' <J'to H­

vcoll£VO BamA.£tO 811IltOUpyi]Sl1K£ Ilta £SVtKi] 1l0­
va8a £1tt'ti]Pl1<Jl1~yta VO<JO CJD yta 'to <po~o Il£'ta­
8o<JT']~ 't11~ VO<JOU a1to £i80~ <J£ £i80~. M£'ta~u 'tOU 
1990 Kat 1994 8£v Ka'taypa<pl1K£ Kallta a<Juvi]Sl1~ 

1t£pi1t'tffi<JT']. A1to 'to 1994 Il£Xpt 'to 1997 OIlCO~ Ka­
'taypa<pl1KaV 22 1t£pt1t'tcO<J£t~ v£ou 'tU1tOU vO<Jou 
Creutzfeldt - Jakob64. at a<JS£v£i~ Il' au'tov 'tOY 'tu­
1t0 't11~ vO<Jou, 1tapou<Jta!;ov'tat <J£ v£apo't£pl1 T]­
AtKia Kat £K8T]AcOVOV'tat Il£ \IIUXta'tptKa <JUIl1t'tcO­
Ila'ta i] 8ta'tapax£~ 'tT]~ <JUIl1t£pt<popa~, 1tapat­
<JST]<Ji£~ Kat 8u<Jat<JSl1m£~. H 8tapK£ta 'tT]~ Vo­
<Jou £ivat IltyaAu't£pl1 't11~ 'tU1ttKi]~ CJD Kat <JX£­
Mv 1tav'to't£ £1l<Pavi!;£'tat 1taptyK£<paAt8tKi] a'ta­
~ia. ~£v 1tapa'tT]pouv'tat 'ta 'tU1ttKa HEr £upi]lla­
'ta 'tT]~ CJD. L'tT]V t<J't01taSoAoytKi] £~£'ta<JT] 'tcov £­
yK£<paAcov 1tapa'tT]pouv'tat 8ta<J1tap't£~, 8taxU't£~ 

1tAaK£~ alluAo£t80u~ S£'ttK£~ yta PrPCJD 
• Kav£va~ 

a1to 'tOu~ a<JS£v£i~ 8£v 1tapou<Jia!;£ ll.£'taAAa~T] 

<J'to yovi8tO PRNP. DAOl i]'tav ollo!;uycO't£~ yta 'to 
aAAT]MlloP<PO Il£S£tovivl1~ <J'tT] S£<Jl1 129 'tou yo­
vt8iou. 

Av Kat 8£v £X£t £1tt~£~atcoS£i £1tt8T]lltOAoytKa T] 
<Ju<JX£'tt<JT'] 'tT]~ vO<Jou Il£ 8ta'tpo<pi] Il£ 1tapaycoya 
'tpo<pi]~ a1tO 1l0AU<JIl£V£~ aY£Aa8£~, 1tpo<J<pa't£~ 

£pya<J'tT]ptaK£~ Il£M't£~ 'tT]~ 801li]~ 'tou Ilopiou 
Kat 1l£'ta80<JT]~ 'tOu 1tapayov'ta 'tT]~ vO<Jou a1to 
'tOu~ a<JS£vEi~ aU'tou~ <J£ Ilu~, £8£t~£ o'tt au'to~ £­
X£t 'tou~ xapaK'ti]p£~ 'tou 1tapayoV'ta 'tT]~ BSE'4". 

MET AAOTIKOT HT A THr; NOr;Oy 
Creutzfeldt - Jakob 

Eivat yvco<J'to o'tt Il£'ta a1tO llayEip£lla, 1l0Vt1l0­
1toiT]<JT] <J£ <P0PllaAivl1 Kat <JUIl~a'ttK£~ Il£S080u~ 

a1to<J'tEipco<JT]~ 1tapall£v£t Eva <JT]llaV'ttKO 1t0<J0­
<J'to AOtlloyovou UAtKOU <J£ 1l0AU<JIl£vou~ a1to 1ta­
payov'ta 1l£'ta80'ttKcOV <J1t0yyollop<Pcov tyK£<paAo­
1taS£tcOv t<J'tOu~, 1tapaycoya t<J'tcOv Kat £1ttIlOAUV­
S£v'ta x£tpOupytKa Kat £pya<J'tT]ptaKa opyava. 
AU'to o<pEiA.£'tat <J't11 1lT] <JUIl~a'ttKi] <JUIl1t£pt<popa 
'tou U1t£uSuvou 1tapayov'ta <J'tl1v £1ti8pa<JT] <pu<Jt­
KcOV 1tapayov'tcov Kat XT] IltKcOV OU<JtcOv 1tOU a8pa­
V01tOtOUV 'tOU~ <JUIl~a'ttKOU~ tOU~ Kat £x£t <Jav a­
1to't£A.£<Jlla va u1tapX£t Kiv8uvo~ 1l£'ta80<JT]~ 'tT]~ 

vO<Jou a1to avSpco1to <J£ aVSpco1to. H £K'tilll1<JT] 
'tou KtV8'6VOU aU'tou £X£t IltyaAl1 1tpaK'ttKi] <JT']­

llama yta 'ta opSa Il£'tpa 1tpo<J'ta<Jia~ 1tOU 1tp£1t£t 
va £<papllo!;£t 'to ta'tptKO, VO<JT']A.£U'ttKO Kat £pya­
<J'tl1PtaKO 1tpO<JC01ttKO Ka'ta 't11 8tapK£ta 't11~ <pPO­
v'ti8a~ a<JS£vcOv 1tOU 1ta<JXouv a1to <J1t0YYOIlOP<Pl1 
tyK£<paA01taS£ta Kat yta 'tOY X£tpt<JIlO 8tayvco­
<J'tt KcOV uypcOv Kat t<J'tcOv a1tO aU'tou~. 

Ia'tporEvil~ Ilop<pil vOO'Otl Creutzfeldt - Jakob 
L'tl1 8t£Svi] ~t~AtOypa<pia £xouv 1t£ptypa<p£i ap­

K£'t£~ 1t£pt1t'to'Jcr£t~aKou<Jta~ ll£'ta80<JT']~ CJD a1tO 
avSpco1to <J£ avSpco1to Myco ta'tptKcOV 1tpa~£cov. 

at 1t£pt<J<Jo't£p£~ 1t£Pt1t'tcO<J£t~ a<popouv 't11 Il£'ta­
80<JT'] CJD <J£ a<JS£v£i~ 1tOU £Aa~av <JKEua<Jlla au­
~T]'ttKi]~ OPIlOVT]~'6, 'to o1toio 1tapa<JK£ua<J'tl1K£ a­
1t0 v£Kpo'tOlltKO UAtKO Il£'ta~u 1963-1985, 1tptV 
'tl1v £<paplloyi] 'tT]~ ava<Juv8ua<Jll£vl1~ (recombi J 

nant) OPIlOVT]~. il£ptypa<pl1KaV 1t£Pt<J<Jo't£P£~ a1to 
100 1t£pt1t'tcO<J£t~ 1taYKo<Jllico~, Kat Ol 1t£pt<J<JO't£­
p£~ 1tapa'tT]pi]ST]Kav <J'tT] raAAia, 01tOU T] VO<JO~ 

ava1t'tuxST]K£ <J£ 2,5% 'tcov a<JS£vcOv 1tOU £Aa~av 

'to <JK£ua<Jlla. L'tO HVCOIl£VO Ba<JiA.£tO 1tPO<J~Ai]­
Sl1Kav aV'ti<J'totXa 1% 'tcov a<JS£vcOv Kat <J'tt~ 

HilA 0,2%4. at a<JS£v£i~ av£1t'tu~av 1tpcO'ta 1tap£­
yK£<paAt8tKi] a'ta~ia Kat KtvT]'ttK£~ 8ta'tapaXE~ 

Kat apK£'ta apyo't£pa aVOta. I<J't01taSoAoytK£~ 

aAAOlo'Jcr£t~ 1tapa'tT]pi]Sl1Kav Kupico~ <J'tl1v 1tap£­
yK£<paAi8a Kat 'ta ~a<JtKa yayyAta. H KAtVtKi] £t­
Kova Kat 'ta v£up01taSoAoytKa £upi]lla'ta i]'tav 
1tapOIl0ta 'tcov £uPT]lla'tcov 't11~ vO<Jou Kuru, 8£i­
xvov'ta~ o'tt T] T] AtKia Ka'ta 'tl1V £KS£<JT] (OAOl Ot 
a<JS£v£i~ 1tat8ta Kat £<Pl1~Ot) <J'to AOtlloyovo 1ta­
payov'ta i]/Kat T] oM~ ll£'ta80<JT]~ £1tl1P£a!;ouv 'ta 
KAtvOK01taSoAoyoava't0lltKa xapaK'tT]pt<J'ttKa 
'tT]~ vO<Jou4. 

'AAAa 1t£pt<J'ta'ttKa a<popouv ll£'ta80<J11 1l£<Jco 
X£tpOUpytKcOV 1tpa~£cov. H 1tPcO'tl1 't£'tOta 1t£pi­
1t'tco<JT] ava<p£pSl1 K£ 'to 1974 Kat a<p0pou<J£ a<JS£­
vi] 1tOU £Aa~£ 1l0<Jx£ulla K£pa'to£t80u~". ~uo 1t£­

Pt<J'ta'ttKa ava<p£pST]Kav, Il£'ta a1to X£tPOUpytKi] 
£1t£Il~a<JT] yta £1ttAl1'1'ia, <J'ta o1toia XPT]<JtIlO1tOli]­
Sl1 Kav 1111 Ka'taUT]Aa a1to<J't£tpCOIl£va T]A.£K'tpO­
8ta, 1l0Au<Jll£va a1to a<JS£vi] 1tOU £1ta<JX£ a1to 
CJD'8. TT]v 't£A.£U'taia 8£Ka£'tia £xouv 1t£ptypa<p£i 
1t£pt<J<J6't£p£~ a1to 80 1t£Pt1t'tcO<J£t~ CJD, Il£'ta 'tl1v 
£v80KpaVtaKi] 't01toS£'tl1<JT'] 1t'tcolla'ttKou 1l0<JX£u­
Ila'to~ <JKAl1pa~ Ili]Vtyyo~. H v6<J0~ £K8T]AcOSl1K£ 
16 Ili]v£~ £CO~ 17 £'tT] IlE'ta 'tl1v £1t£Il~a<Jl1. at 1t£pt<J­
<JO't£p£~ 1t£pt1t'tcO<J£t~ £iXav KOtVi] 1tPO£A.£U<Jl1 'tcov 
1l0AU<JS£v'tcov 1l0<JX£Ulla'tcov'9. ~uo £1tt1tA.£OV 1t£pt­
1t'tcO<J£t~ ava<p£poV'tat a1tO xpi]<JT'] AUO<ptAt KcOV 
1tapaycOycov 1l0Au<Jll£vl1 ~ 1t'tcolla'ttKi]~ Ili]Vtyyo~ 

yta £1l~OAt<JIlO ayy£icov60,61. 
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Mol.l>O"J.UXtlK6tTlta trov to"trov 

H 1tEtpallattK" llE'taoo<JT] 'tTl~ v60"0u a1t6 'tov 
av8pffi1t0 O"E 1tpIDtEUov'ta 1;<oa E1tt'tuyxaVE'tat IlE 

EqUA.tO"lla'ta a1t6 Il0A.uO"IlEVO tyKE<paA.O, vIDttato 

IlUEA.6 Kat 0<p8aA.lltKOU~ to"'tOU~I. O'tav XPTlffiIlO­
1tOtTl80uv 1tEpt<pEptKOt to"'tOt Kat ENY, Tl IlE'tUOO­

<JT] EXEt 1t00"00"'t6 E1tt'tUXta~ IltKp6'tEPO a1t6 50%. 

EK't6~ a1t6 'to ENY, OEV EXEt E1tt'tEuX8Et llE'taoo<JT] 

IlE KavEva aA.A.o uyp6 'tou O"<Olla'to~. T 0 ytyov6~ 

6'tt to"'tot EK't6~ 'tou VEUptKOU 0"U0"'t" Ila'to~ Etvat 

1l0A.UO"lla'ttKOl, O"E 1tOAU IltKp6'tEPO Pa81l6 pEpata, 
1tpOKaAEt 'to EUA.OYO EPc&tr1lla Ka'ta 1t60"0 Ot 1ta­

payoV'tE~ 1tOU 1tpOKaA.OUV 'tt~ 0"1toyy61l0P<PE~ E­

YKE<paA.o1ta8EtE~ Il1tOpEt va IlE'tao080uv IlE IlE'ta­

1l60"XEU<JT] opyavou " llE'tayytO"Tl atlla'to~. 

~EV u1tapxouv IlEXpt O"'ttYIl"~ E1tt0TllltoA.oytKa 
&oollEva IlE'taOO<JT]~ 'tTl~ cm a1t6 aV8pffi1t0 O"E 

av8pffi1t0 IlE IlE'tayytO"Tl atlla'to~. H v60"0~ &v 1ta­

pa'tTlP,,8TlKE O"E atllo<PtA.tKOU~, 61tffi~ E1tt<JT]~, &v 
1tapa'tTlP,,8TlKE Kat O"E a0"8EVEt~ 1tOU Kavouv EV­

OO<pAEpta XP"<JT] vapKffi'ttK<OV4. ~EV ava<pEp8TlKE 

ava1t'tu~Tl 'tTl~ v60"0u IlE'ta a1t6 IlE'tayyt<JT] atlla­

't0~ a1t6 atlloM'tE~ Ot 01tOtOt aVE1t'tu~av CJD ap­

y6'tEpa62 
EmO"Tl~ Tl IlE'tayyt<JT] 1l0VUOffiV atlla'tO~• 

O"E Xtll1tav't1;"OE~, 'ta 1tAEOV Euat0"8Tl'ta 1;<oa O"'tTlV 

1tEtpalla'ttK" IlE'taOO<JT] 'tTl~ v60"0u a1t6 'tOV av­
8pffi1t0, & IlE'tEOffiO"E 'tTl V60"04. Y1tapxouv 61lffi~ a­

VEKOO'tE~, IlEIlOVffiIlEVE~ava<popE~ IlE'taOO<JT]~ 'tTl~ 

v60"0u IlE'ta a1t6 IlE'tayyt<JT] Kat IlE'taIl60"XEuO"Tl 
63 64opyavou . Kat 1tEptypa<pTlKE IlE'taOOO"Tl 'tTl~ v6­

O"OU O"E IlUE~ IlE'ta a1t6 EVOOtyKE<paA.tK6 Evo<p8aA.­

IltO"Il6 atlla'tO~ a1t6 a0"8EVEt~ IlE CJDM 
• 

o OpyavtO"ll6~ T PO<PtllffiV Kat <l>apllaKffiV (FDA) 

'tffiV HilA U1tOXPE<oVEt 'tou~ 1tPOIlTl8EU'tE~ va a1tO­

O"upouv atlla Kat 1tapay<oya atlla'to~ a1t6 atllo­
M'tE~ ot 01tOtOt ava1t'tuO"O"ouv apy6'tEpa CJD, EV<o 

OtVEt 'tTlv EV'tOA." O"'tou~ 1tPOIlTl8EU'tE~ va EVTlIlEp<o­
vouv 'tou~ A."1t'tE~ 'tffiV 1tapay<Oyffiv 1tOU a1tOOEt­

X'tTlKaV 1l0A.uO"IlEva4. ~E 1tEpt1t'tffiO"Tl EVTlIlEP<O<JT]~ 

'tou A."1t'tTl, E<p60"0v &v Il1tOpEt va ytVEt 'tt1to'ta 

1tpO~ 'to 1tap6v yta va a1t0<pEux8Et Tl 'tuX6v E~EA.t­

~Tl 'tTl~ v60"0u, 0 yta'tp6~, ffi~ O"UIlPOUA.O~ 'tou a­
0"8EVOU~, 1tPE1tEt va 'tov OtapEpatOOEt IlE EIl<pa<JT] , 

6'tt 0 KtVOUVO~ ava1t'tu~Tl~ Etvat 8EffiPTl'ttK6~ Kat 

&v EXEt 'tEKIlTlPtffi8El. 

Kivbl>VO~ J.lEtaboO"T1~ tTl~ V60"Ol> O"E tatptK6, 

VOO"T1AEl>ttK6 Kat EpyaO"tTlptaK6 1tpoO"ro1ttK6 

~uO"'tUX<O~ u1tapxouv EO"<paA.IlEVE~ aV'ttA."\fIEt~ 

yw'tTl <pU<JT] 'tou 1tapayov'ta 'tTl~ cm IlE a1to'tEAE­

O"lla 1tOA.AE~ <pOPE~ 'to w'tptK6 Kat VO<JT]AEU'ttK6 

1tpOO"<01ttK6 va IlTlv 1tapEXEt 'tTlv op8" <ppoV'ttoa 0"' 
aU'tou~ 'tou~ a0"8EVEt~ E~at'tta~ 'tou <p6pou 'tTl~ IlE­

'taoo'ttK6'tTl'ta~ 'tTl~ v60"0u. H v60"0~ EtVat IlEV IlE­

'taOO'ttK", OEV EtVat 61lffi~ 1l0A.UO"lla'ttK" - KOA.A.Tl­

'ttK" (contagious). H av'ttA.Tl\fl1l aU't" EXEt ~ a1to­

'tEAEO"lla Et'tE va IlTl ytvoV'tat Ot a1tapat'tTl'tE~ yta 

'tTlv E1ttpEpat<O<JT] 'tTl~ v60"0u OWYV<OO"'ttKE~ E~E'ta­

O"Et~ (pto\flia" vEKPO't0Il") " Tl VO<JT]AEU'ttK" <ppo­
v'ttoa, O"E a0"8EVEt~ llaA.tO"'ta 1tOU 'tTl XPEta1;ov'tat 

tOWl'tEpa, va EtVat Ka't<O'tEPTl 'tou 1tpoO"OOK<OIlE­
vou. Ot DeAnnond Kat Prusiner ava<pEpouv 1t00"0­

0"'t6 A.a80u~ 20-30% O"'tTl otaYV<OO"Tl 'tffiV 0"1toyy6­

1l0p<pffiV tyKE<paA.o1ta8Et<ov5. ~UVE1t<O~ 1tOA.AE~ 1tE­

Pt1t'tOOEt~ a0"8EVEt<oV 1tOU Il1tOPOUV va aV'ttIlE'tffi­

1ttO"'touv xavov'tat A.6Yffi IlTl OA.OKA."p<O<JT]~ 'tou a­
1tapal'tTl'tou OtayvffiO"'ttKOU EAEyxOU. 

E1tt0TllltoA.oytKa OEoollEva OE &tXvouv aU~TlIlE­

vo KtVOUVO IlE'taOO<JT]~ 'tTl~ v60"0u O"E ta'tptK6 " 
VOO"TlAEU'ttK6 1tPOO"ffi1ttK6 Kat O"E 1tp60"ffi1ta 'tou Ot­
KOyEVEWKOU Kat <ptA.tKOU 1tEptpaA.A.oV't0~4,5. 

'Exouv ava<pEp8Et IlEXpt O"'ttYIl"~ 24 1tEPt1t'tOOEt~ 

ta'tptKOU Kat VOO"TlAEU'ttKOU 1tpOO"ffi1ttKOU IlE CJD 

(E~t 1ta80A.6yot, 81>0 VEUpOXEtpoupyOl, Eva~ 1ta80­

A.oyoava't61l0~, 'tPEt~ oooV'tta'tpot, Eva~ ooov'tta­

'tpo~ XEtpoupy6~, EvvEa voO"oK6IlE~, 81>0 pOTl80t 
voO"oK61lffiV Kat 81>0 to"'tO'tEXvoA.6yOt). H O"uxv6­

'tTl'ta 'tTl~ v60"0u O"E aU'tou~ EtVat tOta IlE 'tTl O"u­

xv6'tTl'ta O"'tOV U1t6A.ot1t0 1tA.Tl8uO"Il65. 'EXEt ava­

<pEp8Et 1l6vo Ilta 1tEpt1t't<O<JT] ava1t'tu~Tl~ 'tTl~ v6­
O"OU O"E O"u1;Uyou~66. 

MEXpt O"'ttYIl"~ OEV EXEt Ota1tt0"'tffi8Et IlE'taOO<JT] 

'tTl~ v60"0u IlE EK8E<JT] O"E ava1tVO", O"aA.to, ptvo<pa­

pUyytK6 EKKptlla, oupa " K61tpava a1t6 a0"8EVEt~ 

IlE cm67 na 'to A.6yo aU't6 apKEt Tl XP"<JT] 1tpO­• 

O"'ta'tEU'ttK"~ llaO"Ka~ 1tpOO"<01tOU Kat yav'tt<ov Ka­

'ta 'tTl VOO"TlAEta 'tffiV a0"8Ev<Ov. ilpoO"oX" 61lffi~ 

XPEta1;E'tat Ka'ta 'tTlv OO"<pUOVIDttata 1tapaKEV'tTl­

<JT] O"'to XEtptO"Il6 Kat E1tE~Epyama 'tOU tyKE<paA.O­

Vffi'ttatOU uypOU. 

MtyaA.Tl 1tpOO"OX" XPEta1;E'tat 6'tav A.allPavo­
V'tat Pto\fliE~ Kat 6'tav ytVE'tat vEKPO't0Il", tOtat­
'tEpa 6'tav ytVE'tat ava't0ll" 'tffiV opyavffiv 'tou Ot­

K'tuEvo08Tl A.taKOu O"uO"'t"lla'to~ (A.EIl<paOEvffiv, 

O"1tA."va Kat 'tou VEUptKOU O"uO"'t"lla'to~). KaA.6 Et­
Vat E1tt<JT]~ va A.allPavoV'tat 1tpo<pUA.aK'ttKa IlE­
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'tpa 1tpo<; a1toq'Uy" Ota(}"7topa<; 'tTl<; oO"'ttlC,,<; O"1CO­

vTl<; lCa'ta 'tTl 01aV01~Tl 'tTl<; lCpaVtalCi)<; lCOlAO'tTl­

'ta<;. 01tCOO'O"1t0'tE 1tP€1tEl va XPTlmll01tOlOUV'tal 

EpyaAria Ilta<; XP"O"ll<;, o'tav Eival ouva'to, aA­
A1W<; Tl a1toO"'tEipCOO'll 1tP€1tEl va yiVE'tal ro<; alCO­
Aoue~5: 

1. fta O"'tEpEa a1tOpATl'ta lCal EpyaAEia a1toO"'tEi­

PCOO'll O"E amolCauO"'to 4,5 WPE<; O"'tou<; 132°C. 

2. fla uypa a1tOpATl'ta, aVallEl~Tl 1: 1 IlE 2N Na­
OH (lCa't' OylCOV) lCal a1toO"'tEipCOO'll O"E amolCau­

O"'to 4,5 WPE<; O"'tou<; 132°C. 

3. ~E 1tEpi1t'tCOO'll 1tOU 1tEO"El 1l0AUO"Il€VO uypo, 

Ota1tO'tlO"ll 'tTl<; E1tl<paVEla<; IlE 1 N NaOH 'tpEl<; <po­
P€<; yta 30 min lCaeE <popa. 

OO"OV a<popa 'tOU<; 10"'tOU<;, Tl 1l0Vlll01toiTlO"ll O"E 

<p0PllaAivTl EAanWVEl O"TlllaV'tllCa, aAAa OEV E­

~OUOE'tEPWVE1, 'tTl 1l0AUO"lla'tllCO'tTl'ta 'tou<;. 0 lCa­

AU'tEPO<; 'tP01tO<; yta va E~OUOE'tEproeEi'tEAEiro<; Ei­

Val 01 't0ll€<; va Ota'tTlPTleouv O"E 1tUlCVO IlUPIlTllCl­
lCO o~u yta Ilta wpa lCal va 1l0Vlll01tOlTleOUV ~ava 

O"E <p0PllaAivTl lCal uO"'tEpa va E1talCOAOUe"O"Et Tl 
OtaOllCama EYlCAE10"1l0U 'trov 't0IlWV O"E 1tapa<piVTl. 

H OtaOllCaO"ia am" OEV aAAOlwvEl 'tl1 XPCOO''tllC'' t­

lCavo'tTl'ta " 'tTlV av'tlyovllCo'tTl'ta 'trov to"'twv, 01 0­
1tOiOl lCaeiO"'tav'tal 0llro<; EUepU1t't0l68 fla 'tou<;• 

AOYOU<; au'tou<; 01 vElCPO'tOIlE<;, 1tOU a<popouv 1tl­

eav€<; 1tEpl1t'tWaEl<; O"1toyyollop<prov EYlCE<paA01ta­

eE1WV, lCal Tl E~€'taO"ll 'trov EylCE<paArov " 'tou UA1­
lCOU 'trov PlO'IflWV a1to 'tE'tOlOU<; aO"eEVEi<; 1tPE1tEl 
va yivov'tal O"E lCEv'tpa 1tOU Otae€'touv 'tTlV lCa'taA­

ATlATl U1tOOOIl" lCal ouva'to'tTl'ta E~E'taO"Tl<; amwv 
'trov to"'twv. 

I:YMIlEPAI:MA 

T t<; ouo 'tEAEmaiE<; oElCaE'tiE<;, ElollCa IlE'ta 'tTlV 

avalCaAu'JIll 'tTl<; 1tpro't£tVTl<; PrP, Tl 1tpoooo<; O"'tl<; 

YVWaEl<; Ila<; O"XE'tllCa IlE 'tl<; IlE'taOO'tllCE<; O"1toyyo­

1l0p<pE<; EYlCE<paA01taeElE<; "'tav ElCPTllC'tllC", 10tai­
'tEpa OO"OV a<popa 'tl<; OllCOyEVEi<; 1l0P<pE<; 'tOU<; 
O"'tOV aVepW1tO lCal 'tl<; VOO"OU<; 'trov 1;wrov. H 1tPOO­

00<; au't" iO"ro<; "'tav IlEYaAU'tEPTl a1tO lCaeE aAAO 
yVCOO''tllCO 1tEoio 'tTl<; VEUp01taeOAoyia<; lCal E1tlPE­

palWeTllCE IlE 'to ppapEio Nobel 'tou 1997 O"'tov 
Stanley Prusiner a1to 'to ~av <I>pavmO"lCo 'trov 

HIlA, €vav a1to 'tou<; pamlCou<; O"UV'tEAEO"'tE<; 'tTl<; 

1tpoO"1taeEla<; am"<;. Ilap' oAa au'ta, O"uvEXi1;ouv 

va IlTlv u1tapxouv E1tl0TllllOAoYllCa " 1l0ptalCa OE­
OOIlEva, 'ta o1toia va E~l1YOUV 'tTl O"1tOpaOtlC" Ilop­

<p" 'tTl<; cm, Tl o1toia Eival Tl 1t1O O"UXv" a1to 'tl<; 
O"1tOYYOIlOP<PE<; EYlCE<paA01taeE1E<; O"'tov avepro1tO 
(85-90% OAroV 'trov 1tEpl1t'tWaEroV). E1tl1tA.€ov, Tl EIl­

<paV10"ll 'tTl<; BSE lCal 'tou V€OU 'tU1tOU 'tTl<; CJD 1tpO­

pATllla'tlO"E €v'tova 'tTl omllCOEUpW1talX" lCOLVrovi­
a, Tl o1toia 1tl€1;El 'tTlv E1tlO"'tTlIlOVllCi) lCoLVo'tTl'ta 

yta 1tEP10"0"0'tEpa O"'tOlxEia O"XE'tllCa IlE 'tl<; O"1toyyo­

1l0p<pE<; EYlCE<paA01taeE1E<; lCal 'tTlv aVEUpEO"ll 'tpo­

1trov yta 'tTlv 1tPOATl'Jlll lCal 'tTlv aV'tlIlE'tW1tlail 

'tou<;. To IlEyaAo XPOVllCO OtaO"'tTllla E1twaO"ll<; 
O"'tl<; voO"ou<; am€<;, 101ai'tEpa o'tav yta 1tpffi'tTl <p0­
pa IlE'taoiooV'tal a1to Eva Eioo<; O"E aAAo, lCaetO"'ta 

10tai'tEpa OUO"lCOAll 'tTlv 1tPOATl1t'tllCi) aV'tlIlE'tW7tl­

ail 'tou<; lCal XPEta1;E'tal EV'tOVTllCal O~UOEPlC"<; E­

1taypu1tVTlO"ll ElC Il€pou<; 'tTl<; E1tlO"'tTlIlOVllC,,<; lCOl­
vo'tTl'ta<;, 01tro<; Ota1tlO"'tWeTllCE a1to 'tTlv 1tpoO"<pa'tTl 

EIl1tEtpia O"'to HvrollEVO BamAE104 
• 

fvropi1;oullE AOl1tOV O'tl 'touAaX10"'tov Ilta O"UV1­
O"'twO"a 'trov O"1toyyollop<prov EYlCE<paA01taeElWV Ei­

Val Eva<; AOtIlOYOVO<; 1tapayoV'ta<;, E<pOO"OV am€<; 

Il1tOpouv va IlE'taoOeOuv a1to 1;<00 O"E 1;<00, Tl <puO"Tl 

'tou o1toiou 0llro<; OEV Ila<; Eival alCplpw<; yvCOO''t''. 
Ot 1tapayov'tE<; amoi 1tpoO"paAAouv apXllCa 'to 

AEIl<PtlCO O"uO"'tTllla 'tou opyavlO"lloU lCalIlE'taoioo­
v'tal O"'to KN~, O"'to o1toio ElCOTlAWVE'tal Tl vOO"o<; 

lCal otalCpivOUIlE 'touAaX10"'tov 20 Ota<popE'tllCa 

O"'tEAEXTl U1tEUeUVa yta 'tTl vOO"o scrapie. ME'taoi­

oov'tal a1to Eioo<; O"E Eioo<; IlE 101ai'tEPTl OUO"lCoAia, 

E'tm Wa'tE Tl IlE'taooO"ll Ota 'tTl <; yaO"'tpEv'tEpllC" <; 0­
oou Eival E~alpE'tllCa a1tieavTl, E1C'tO<; lCal av 01 

'tPO<pE<; EXOUV aU~TlIlEVTl 1l0AuO"lla'tllCo'tTl'ta (1t·X· 

1l0AUO"Il€vo<; EYlC€<paAo<;). 'Eva a1to 'ta pamlCa 

1taeO<pumoAoYllCa <PalVOIlEva, 1tOU xapalC'tTlpi­

1;ouv 'tTl Aoill~Tl a1to amou<; 'tou<; 1tapayov'tE<;, 

Eival Tl IlE'tapoA" O"'tTl O"'tEpw'talC'tllC" 00111'1 Ilta<; 
<pumoAoYllC,,<; 1tpro'tEiVTl<; (PrPC), Tl o1toia aVEupi­

O"lCE'tal O"'tTlv E1tl<paVEla 'trov lCunaprov, lCupi~ 

'trov VEUPllCWV, 1tpo<; Ilta aOlaAmTl, aVeElC'tllC" O"E 

1tpro'tEaO"E<; 1l0P<P" (PrP"), 1tOU 1tapa'tTlPEi'tal O"E 

1tEPlOXE<; IlE 'tTlv 1taeoyvrollovllC" O"1t0yyolloP<PTl 
aAAoiCOO'lllCal O"E 1tAalCE<; aIlUAOElOOu<;. H 10tai'tE­

PTl O"llllaO"ia 'tTl<; 1tpW't£tVTl<; PrP O"'tTlv 1taeo<pumo­
Aoyia 'trov voO"rov au'twv <paivE'tal a1to 'tTlv aVEu­

PEO"ll IlE'taAAa~Erov O"'to yoViOlO 'tTl <; 1tPW't£tVTl<; 
(PRNP) O"E 1tEPl1t'tWaEl<; ollCOyEVWV 1l0p<Pwv 'trov 

voO"rov lCal 'tTlv aouvallia IlE'taooO"ll<; 'tTl<; vOO"ou 
O"E 'tpavayovlOtalCOU<; Ilu<;, 1tOU OEV €XOUV 1tpro'tEl:­

vTl PrP. Au'ta 'ta OEoollEva EV10"XUOUV 'tTlv a1t0'Jlll 
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6'tt 0 AotllOYOVO~ napayov'ta~ 'tOlY (}"1[OnOllOp­

<pOlY tyICE<paAOnaSEt<ov Eivat nprotEivtICO~ IlE ICU­

pto ouo'ta'tt ICO 'tT)V npro'tEtVT) PrP. 

Ma1;i IlE 'tt~ 'tEXVtICf~ OUOICOAiE~ IlEAf'tT)~ 'trov VO­
orov au't<Ov (T) aVaAUO"T) 'tOU 'tunou EVO~ O'tEAf­

XOu~ 'tou napayov'ta 'tT)~ vooou anat'tEi IlE'taoo­

O"T) ano 1;<OOOE 1;<00 ICat IlnopEi va OtaPICfOEt nE­

ptOOO'tEPO ano f'tO~) napallfvoUV ICat nOAAa a­

vanav'tT)'ta Epro'tTtlla'ta. nota EiVat T) <pumoAoyt­

ICTt AEt'toupyia 'tT)~ nprotEtVT)~ PrP; n<o~ "noAAa­

nAama1;E'tat" 0 AOtllOYovo~ napayov'ta~ 'trov IlE­

'taoo'ttIC<Ov onOnollOP<Prov ty1CE<paAonaSEt<ov; 
n<o~ npoICaAEi'tat T) EIC<pUAtOT) 'trov vcup<ovrov ano 
'tT)v naSoAoytICTt 1l0P<PTt 'tT)~ nprotEtv% PrP; n<o~ 

E;T\YOUV'tat 'ta Ota<popE'ttICa O'tEA£XT) 'tou napa­

yov'ta scrapie; n<o~ E;T\YOUV'tat Ot Ota<popf~ 0'tT) 

voooAoyia Ota<pOPE'tt IC<OV OtICoyEV<oV 1l0P<P<Ov 

onOnollop<prov EyICE<paAonaSEt<ov IlE Ota<popE'tt­

ICf~ IlE'taAAa;Et~ 0't0 yovioto PRNP; Ama ICat aA­

Aa EprotTtlla'ta 'tpo<pooo'touv 'tT)v nEptfpyEta ICat 

<pav'taaia 'trov ouyxpovrov EpEUVT)'t<OV ICat T) Eni­

AUait 'tou~ Sa OOT\YTt0Et OE VfE~ aVaICaAU'l'Et~ 0'tT) 

~toAoyia ICat 'tT)V ta'tptICTt. Mfoa o'tT)v a~E~ato­

'tT)'ta AotnoV 'tT)~ av'tiAT)'l'1't~ Ila~ yta 'tTl <puO"T) 'trov 
napayov'trov nou npoICaAouv amf~ 'tt~ onaVtE~ 

ICat opalla'ttICf~ yta 'tOy ICAtvtICO yta'tpo ano 'tTl 

Ilta, ouvapnao'ttlCf~ yta 'tOY EPCUVT)'tTt ano 'tT)v 

aAAT), vooou~, fva Eivat ~f~ato: o'tt 'to fno~ 'trov 

onOnollOp<prov EyICE<paAonaSEt<ov o'tT)v ta'tptICTt 

ICat 'tTl ~toAoyia 1l0At~ 't<opa apxi1;Et. 

ABSTRACT 
F/aris N, Constantinidou A. Transmissible 

Spongitorm Encephalopathies. Hippokratia 
1998,2 (3): 110 - 124 

A few decades ago, Creutzfeldt - Jakob dis­
ease was an obscure form of dementia, 
unknown to most physicians. However, today it 
is a well known disease and the most common 
form of transmissible spongiform encephalo­
pathies or prion diseases in humans. The recent 
outbreak of bovine spongiform encephalopathy 
(madcow disease) in England, the recognition 
of a new variant of Creutzfeldt - Jakob disease, 
which is probably related to bovine spongiform 
encephalopathy, and their presentation by the 
press and media were mainly responsible for 
that change. Since 1920, when Creutzfeldt ­
Jakob disease was first described, until recently 

the diagnosis of the disease was based on mor­
phological criteria, the most specific of which is 
the spongiform change of the grey matter. The 
recognition of the transmissibility of the disease 
and the identification of prion protein (PrP) as an 
important element of the responsible infectious 
agent led to a new classification of the spongi­
form encephalopathies in humans and animals, 
and new methods of their diagnosis. Our review 
will focus on the description of the different 
forms of the transmissible spongiform encepha­
lopathies, the evolution of our understanding of 
these diseases during the past decades, and 
the pathogenetic relationship of the prion pro­
tein and these diseases. 

BIBAIOrPAcI>IA 

I.	 Brown P, Gibbs CJ Jr, Rodgers - Johnson P et al. Human 

spongiform encephalopathy: The National Institutes of 

Health series of 300 cases of experimentally transmitted 

disease. Ann Neurol1994, 35: 513-529. 

2.	 Budka H, Aguzzi A, Brown P. et al. Neuropathological diag­

nostic criteria for Creutzfeldt - Jakob disease and other 

human spongiform encephalopathies (Prion Diseases) 

Brain Pathol 1995, S: 459-466. 

3.Haywood AM. Transmissible spongiform encephalopathies. 

N Engl J Med 1997,337: 1821-1828. 

4Johnson RT, Gibbs CJ Jr. Creutzfeldt - Jakob disease and relat­

ed transmissible spongi-form encephalopathies. N Engl J 

Med 1998,339: 1994-2004. 

5.	 DeArmond SJ, Prusiner SB. Prion diseases. In: Graham DI, 

Lantos PL eds. Greenfield's Neuropathology. Arnold, 

1997,235-271. 

6.	 Will RG, Ironside JW, Zeidler M et al. A new variant of 

Creutzfeldt - Jakob disease in the UK. Lancet 1996,347: 

921-925. 

7.	 Wells GAH, Scott AC, Johnson CT et al. A novel progres­

sive spongiform encephalopathy in cattle. Vet Rec 1987, 

121: 419-420. 

8.Creutzfeldt HG. Uber eine eigenartige herdformige 

Erkrankung des Zentralnervensystems. Z Ges Neurol 

Psychiatr 1920,57: 1-18. 

9Jakob A. Uber eigenartige Erkrankungen des Zentralnervensy 

stems mit bemerkenswerten anatomischen Befunde 

(spastische PseudoskJerose Encephalomyelopathie mit 

disseminierten Degenerationsherden). Z Ges Neurol 

Psychiatr 1921,64: 147-228. 

IOJakob A. Uber eine der multiplen Sklerose klinisch naheste­

hende Erkrankung des Zentralnervensystems (spastische 

Pseu-dosklerose) mit bemerkenswerten anatomischen 

Befunde. Medizinische Klinik 1921,17: 372-376. 

II.Zigas V, Gajdusek DC. Kuru: Clinical study of a new syn­



123 IllnOKPATEIA 1998, 2, 3 

drome resembling paralysis agitans in natives of the 

Eastern Highlands of Australian New Guinea. Med 

Austral 1957, 2: 745-754. 

12. Hadlow WJ. Scrapie and Kuru. Lancet, 1959,2: 289-290. 

13. Gadjusek DC, Gibbs CJ, Alpers M. Experimental transmis­

sion of a Kuru - like syndrome to chimpanzees. Nature 

1966, 209: 794-796. 

14.	 Gibbs CJ Jr, Gadjusek DC, Asher DM et al. Creutzfeldt ­

Jakob disease (spongiform encephalopathy): transmission 

to the chimpanzee. Science 1968, 161: 388-389. 

15.	 Parry HB. Recorded occurences of scrapie from 1750. In: 

Oppenheimer DR ed. Scrapie disease in sheep. New York: 

Academic Press, 1983: 31-59. 

16.	 Cuille J, Chelle PL. La maladie dite tremblante du mouton 

est elle inoculable? Comptes Rendus Acad Sci 1936,203: 

1552. 

17.	 Chandler RL. Encephalopathy in mice produced by inocu­

lation with scrapie brain material. Lancet 1961, 1: 1378-9. 

18.	 Bolton DC, McKinley MP, Prusiner SB. Identification of a 

protein that purifies with the scrapie prion. Science 1982, 

218: 1309-1311. 

19.	 Prusiner SB. Novel proteinaceous infectious particles caus­

es scrapie. Science 1982,216: 136-144. 

20.	 Chesebro B, Race R, Wehrly K et al. Iden-tification of 

scrapie prion protein specific mRNA in scrapie infected 

and uninfected brain. Nature 1985,315: 331-333. 

21.	 Oesch B, Westaway D, Walchli M et al. A cellular gene 

encodes scrapie PrP 27-30 protein. Cell 1985,40: 735-746. 

22.	 Dohura K, Tateishi J, Sasaki H et al. Pro> Leu change at 

position 102 of prion protein is the most common but not 

the sole mutation related to Gerstmann - Straussler syn­

drome. Biochem Biophys Res Commun 1989, 163: 974­

979. 

23.	 Hsiao K, Baker HF, Crow TJet al. Link-age of a prion pro­

tein missense variant to Gerstmann - Straussler syndrome. 

Nature 1989, 338: 342-345. 

24.	 Kimberlin PH, Walker CA. Pathogenesis of experimental 

scrapie. Ciba Found Symp 1988,135: 37-62. 

25.	 Kimberlin RH, Cole S, Walker CA. Tem-porary and perma­

nent modifications to a single strain of mouse scrapie on 

trans-mission to rats and hamsters. J Gen Virol 1987,68: 

1875-1881. 

26.	 Meyer PK, McKinley MP, Bowman KA et al. Separation and 

properties of cellular and scrapie prion proteins. Proc Nail 

Acad Sci USA 1986, 83: 2310-2314. 

27.	 Kretzschmar HA, Prusiner SB, Stowring LE, DeArmond SJ. 

Scrapie prion proteins are synthesized in neurons. Am J 

Pathol 1986, 122: 1-5. 

28.	 Stahl N, Baldwin MA, Burlingame AL, Prusiner SB. 

Identification of glycoinositol phospholipid linked and 

trucated forms of the scrapie prion protein. Biochemistry 

1990,29: 8879-8884. 

29. Stahl N, Baldwin MA, Teplow DB et al. Structural analysis 

of the scrapie prion protein using mass spectrometry and 

animo acid sequencing. Biochemistry 1993,32: 1991-2004. 

30.	 Collinge J, Palmer MS, Dryden AJ. Ge-netic predisposition 

to iatrogenic Creutzfeldt - Jakob disease. Lancet 1991,337: 

1441-1442. 

31.	 Gambetti P, Parchi P, Petersen SB et al. Fatal familial insom­

nia and familial Creutzfeldt - Jakob disease. Clinical 

pathological and molecular features. Brain Pathol 1995, 5: 

43-51. 

32.	 DeArmond SJ, Mobley WC, DeMott DL et al. Changes in the 

localization of brain prion proteins during scrapie infec­

tion. Neurology 1987,37: 1271-1280. 

33.	 Jendroska K, Heinzel FP, Torchia M et al. Proteinase resis­

tant prion protein accu-mulation in Syrian hamster brain 

cOITe-lates with regional pathology and scrapie infectivi­

ty. Neurology 1991,41: 1482-1490. 

34.	 Bueller H, Aguzzi A, Sailer A, et al. Mice devoid of PrP are 

resistant to scrapie. Cell 1993, 73: 1339-1347. 

35.	 Prusiner SB, Scott M, Foster D, et al. Transgenic studies 

implicate interactions between homologous PrP isoforms 

in scrapie prion replication. Cell 1990, 63: 673-686. 

36.	 Telling GC, Scott M, Mastrianni J, et al. Prion propagation 

in mice expressing human and chimeric PrP transgenes 

implicate the interaction of cellular PrP and another pro­

tein. Cell 1995, 83: 79-90. 

37.	 Prusiner SB, Scott MR, DeArmond SJ, Cohen FE. Prion 

Protein Biology. Cell 1998,93: 337-348. 

38.	 Pattison IH, Millson GC. Experimental transmission of 

scrapie to goats and sheep by the oral route. J Comp Pathol 

1961,71: 171-176. 

39.	 Williams ES, Young S. Spongiform encephalopathies in 

cervidiae. Rev Sci Tech 1992,7: 201-206. 

40.	 McKenzie D, Bartz JC, Marsh RF. Transmissible mink 

encephalopathy. Semin Viro11996, II: 551-567. 

41.	 Schreuder BEC. Animal spongiform encephalopathies - an 

update. I. Scrapie and lesser Known animal spongiform 

encephalopathies. Vet Q 1994, 16: 174-181. 

42.	 Kimberlin RH. Speculations on the origin of BSE and the 

epidemiology of CJD. In Gibbs CJ Jr ed. Bovine 

Spongiform Encephalopathy. New York: Springer ­

Verlag. 1996, 155-175. 

43.	 Hsich G, Kenney K, Gibbs CJ Jr, et al. The 14-3-3 brain pro­

tein in cerebrospinal fluid as a marker for transmission 

spongiform encephalopathies. N Eng J Med 1996, 335: 

924-930. 

44.	 Steinhoff BJ, Racker S, HeITendorf G et al. Accuracy and 

reliabillity of periodic sharp wave complexes in 

Creutzfeldt - Jakob disease. Arch Neurol 1996, 53: 162­

166. 

45.	 Finkenstaedt M, Szudra A, ZeIT I, et al. MR imaging of 

Creutzfeldt - Jakob disease. Radiology 1996, 199: 793-783. 

46.	 Richardson EP Jr, Masters CL. The nosology of Creutzfeldt 

- Jakob Disease and conditions related to the accumulation 



124 N. <l>AAPHI - A. KQNITANTINMOY 

of PrPCJD in the nervous system. Brain Pathology 1995,5: 

33-41. 

47. ZeIT I, Bodemer M, Gefeller 0 et al. Detection of 14-3-3 pro­

tein in the cerebrospinal fluid supports the diagnosis of 

Creutzfeldt - Jakob disease. Ann Neurol 1998,43: 32-40. 

48.Goldfarb LG, Brown P, Mitrova E, et al. Creutzfeldt - Jakob 

disease associated with the PRNP codon 200LYS mula­

tion: an analysis of 45 families. Eur J Epidemiol 1991,7: 

477-486. 

49. Gerstmann J, Straussler E, Scheinker I. Uber eine eigenartige 

hereditar - familiare Erkrankung des Zentralnervensy 

stems. Zugleich ein Beitrag zur Frage des vorzeitigen 

localen Alterns. Zeitschrift fur Neurologie und Psychiatrie 

1936, 154: 736-762. 

50.	 Ghetti B, Dlouhy SR, Giaccone G, et al. Gerstmann ­

Straussler - Scheinke Disease and the Indiana kindred. 

Brain Pathol 1995,5: 61-75. 

51.	 Masters CL, Gadjusek DC, Gibbs CJ Jr. Creutzfeldt - Jakob 

disease virus isolations from the Gerstmann - Straussler ­

Scheinke syndrome with an analysis of the various forms 

of amyloid plaques deposition in the virus induced spon­

gi-form encephalopathies. Brain 1981, 104: 559-588. 

52. Lugaresi	 E, Medori R, Montagna P et al. Fatal familial 

insomnia and dysautonomia with selective degeneration 

of thalamic nuclei. New Engl J Med 1986,315: 997-1003. 

53.	 Medori R, Tritschler HJ, LeBlanc A, et al. Fatal familial 

insomnia is a prion disease with a mutation at codon 178 

of the prion gene. New Engl J Med 1992, 326: 444-449. 

54.	 Hill Af, Desbruslais M, Joiner S, et al. The same prion strain 

causes vCJD and BSE. Nature 1997,389: 448-450. 

55.	 Bruse ME, Will RG, Ironside JW et al. Transmission to mice 

indicate that 'new variant' CJD is caused by the BSE agent. 

Nature 1997, 389: 498-50 I. 

56.	 Brown P, Gadjusek DC, Gibbs CJ Jr, Asher DM. Potential 

epidemic of Creutfeldt - Jakob disease from human 

growth hormone therapy. N Engl J Med 1985, 313: 728­

731. 

57.	 Duffy P, Wolf J, Collins G, et al. Possible person to person 

transmission of Creutzfeldt - Jakob disease. N Engl J Med 

1974,290: 692-693 

58.	 Bernoulli C, Siegfried J, Baumgartner G et al. Danger of 

accidental person to person transmission of Creutzfeldt ­

Jakob disease by surgery. Lancet 1977, I: 478-479. 

59.	 Brown P. Environmental causes of human spongiform 

encephalopathy. In: Baker HF, Ridley RM eds. Prion dis­

ease. Totowa N.J. Humana Press 1996, 139-154. 

60.	 Antoine JC, Michel D, Bertholon P, et al. Creutzfeldt - Jakob 

disease after extracranial dura matter embolization for a 

naso-pharyngeal angiofibroma. Neurology 1997,48: 1451­

1453. 

61.	 Defebvre L, Destee A, Caron J, et al. Creutzfeldt - Jakob 

after an embolization of intercostal arteries with cad­

haveric dura matter suggesting a systematic transmission 

of the prion agent. Neurology 1997,48: 1470-1471. 

62.	 Ricketts MN, Cashman NR, Stratton EE, et al. Is Creutzfeldt 

- Jakob disease transmitted in blood? Emerg Infect Dis 

1997, 3: 155-163. 

63.	 Klein R, Dumble LJ. Transmission of Creutzfeldt - Jakob 

disease by blood transfusion. Lancet 1993, 341: 768. 

64.	 Creange A, Gray F, Cesaro P, et al. Creutzfeldt - Jakob dis­

ease after liver transplantation. Ann Neurol 1995, 38: 269­

272. 

65.	 Manuelidis EE, Kim JH, Mericangas JR, Manuelidis L. 

Transmission in animals of Creutzfeldt - Jakob disease 

from juman blood. Lancet 1985, 2: 896-897. 

66.	 Brown P. An epidemiologic critique of Creutzfeldt - Jakob 

disease. Epidemiol Rev 1980,2: 113-135. 

67. Gadjusek DC, Gibbs CJ Jr, Asher DM et al. Precautions in 

medical care of and in handling materials from patients 

with transmissible virus dementia (CJD). N Engl J Med 

1977,297: 1253-1258. 

68.	 Brown P, Wolff A, Gadjusek DC. A sim-ple and effective 

method for inactivating virus infectivity in formalin fixed 

samples from patients with Creutzfeldt - Jakob disease. 

Neurology 1990,40: 887-890. 

AA.AryAoypacpia 
N. <I>Aapll ~
 

naeOAoyoava:tO~IK6 £pyaaTrlptO
 
ImtOKpa1£tO NoaOKOlltlo
 
KO)v/1t6A£0)~ 49 - 54642 8£aaaAovlKll
 

Corresponding author: 
Flaris N.
 
Histopathology Laboratory
 
Hippokratio G.H.
 
Konstantinoupoleos 49, 546 42 Thessaloniki
 




