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ANAZKOIIHZH

Metabotikés OTTOYYOUORWES EYKEQPAABTTADEIES

N. A. DAdpRS', A. A. Kwvotavtviboy’

1rlafio)\oyoavatowKé EpYactAplo MTITOKPATEIOU NOOOKOUEIOU @ETTAAOVIKNS
2rlpciwrro NEUROAOYIKO - NEUROUUTKG KEVIRO ©ETaaAovikns

Mepihnyn: Mpwv and uepikeq dekaetieg, n voé-
gog Creutzfeldt - Jakob rjtav pia popen dvolag
dyvwoTtn gToug TEPLooOTEPOUG YIaTpoUg, Tw-
pa SUwWG EXEL Yivel eupUTEPA YVWOTH WG N KU-
PLOTEPN LOPOT TWV HETASOTIKWY OTIOYYOHOpP-
QWvV EYKEPAAOTIABELDV 1] VOOWV prion gTov av-
Bpwrio. £’ autd ouvéBaAiav, oe HeYEAo Babuo,
n npdéoeatn emdnuia omoyySLopPNg EYKEPQA-
Aomd@Belag Twv Booeldwv gtnv AyyAia {véooq
TWV TPEAWV ayeEAAdWY), N avayvwplon evoq ve-
ou Tumou g véoou Creutzfeldt - Jakob, mou
mdavdv oxeTileTal e TN vOoo Twv Booeldwv Kal
N MPEOoROAT Toug and Ta HETA MAlIKNG eEVNHEPW-
ong. Ao to 1920, Tou MPWTONEPLYPAPNKE, LE-
xpL npdéopara n didyvwon ™G véoou Baoilo-

O1 LETODOTIKEG OTOYYOUOPOES EYKEPAAOTAOEIEG
(transmissible spongiform encephalopathies) 1 v6-
OOl prion omOTEAOUV UL OUAdH VOGOV TOV KE-
VIPLKOY VELPLKOV GLGTILATOS TV {dov Kol Tov
avBpdnov, o1 onoieg oeeilovion G AotUddEL oL
péyovieg Ue 18taitepa Y opOKTNPLOTIKE, OAAL
koplog eupavilovion g kAnpovouoiueveg 1
ormopadikéc”. TIpo tpretiog 610 Hvwuévo Booi-
A£10 (1996) nopotnpriOnKoy mePLoTOTIKE TG VO-
cov Creutzfeldt - Jakob (CID), 1o, omoio Siépepov
WG TPOG TNV KALVIKT] E1KGVOL KO TO LOTOAOYIKE
XUPOKTNPLOTIKG TV PAafav ond To KAoCLKE
yopoxknplotikd g CID xou Bewpnidnke 611 -
TOTEAOVV VEO TUTO TNG VOGOV’ AékoL xpovio. V-
pitepa, mé oto Hvouévo Baoiielo, eixe mept-
ypopel Uto véo popr| PeTodoTikNg oroyyduop-
oNG eyKePoroTdOelog Tov Pooeldoyv (bovine
spongiform encephalopathy - BSE), pe yopoaktnpt-
otk emdnpuiog’. "Htov enduevo vo dnutovpyn-
Bel ueydrog 86puPog amd v eupdvion g véog
Hoponfs TG vOoou atov dvBpwno, N oroio moo-
vidg vou opelheton o Petddoon e T TpSQIUL, LU
arotélecpo va 600el peydAn dnpocstdétnta 6° ov-
v TNV OHAda TV oRAvVIKY VeV 1o ovOpd-
OV KO Ve dnuiovpynBovv éviovo TpoPAripota

vTav KUpLwG 0 HOPPOAOYIKA KplThpla He EEXw-
PLOTO XAPAKTNPLIOTIKG TN OToYYOUOP®N AAAoi-
won g eaidg ouciag. H avakd\uyn g ueta-
doTIKATNTAG TNG vOOOU Kal N TauToToinan g
npwteivng prion (PrP), wg anapaitntou HoAu-
ouatikou mapdyovta, odriynoav oe véa Katata-
&N Twv OTIOYYOLOPQWV EYKEPAAOTIABELDV OTOV
avBpwto Kal Ta {wa Kal oe véeg HEBOBoUG TPo-
O£YYLoNG Kat Sidyvwomng Toug. Ztnv napoloa a-
vaokdomnmon 8a avapepBoUle OTIG SIAPOPETIKEG
MOPPEG TWV METADOTIKWY OTIOYYOLOPPWY EYKE-
palomnadeiwv, atnv eEENEN TNG avTANYAG Lag
YU QuTég KaL oTnv MABOYEVETIKY] OXEON NG
npwteivng prion pe autég.
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LE KOWOVIKOOLKOVOULKEG NPOEKTATEL G O
mv emkpdtele ¢ Evponaiktg Eveoong, ovu-
ureptiopBovopévng ko g EAAGSaC.

v nopovca avookdénnon yiveton avogpopd
otV otopikt eEEMEN g avTtiinymig nog, 6oov
APOPAL TIG OTOYYOUOPYPES EYKEPOAOTAOELES, OTT)
@von tov Topaydviev 6toug onolovg ogeiro-
VIO, OTNV TPMTELVN prion, OTNV TABOYEVETLKN
oxéomn TG W cLTég Kou oTov Kivaduvo HeTAO0oN G
T0v¢ omd GvBpwno o GvOpmno, Hate vo dobel 1o
aropaitnto yvootkd vrdBobpo yio vo yivel
KoTavoTntd o npdPAnua tov véou THmov tng CID
KoL TG S €ang ¢ ue tnv BSE.

IET OPIKH ANAAPOMH

Mpwv kotoAnEovue oy oAoKAnpouEvn ovti-
Anyn, mov oriuepa £YOVUE VIO TIG HETASOTIKEG
OTOYYOLOPPES EYKEPOAOTAOELES, MG L0 OUASOL
COPMg KOBOPIOUEVWV VOGOAOYIK®OY OVIOTHTWV
tov Ldmv Kot Tov avBpdTov, o ontoleg YopoKT-
pilovton amd cuykekpluéveg Baoikég LOPPOAOTL-
KEG KOl LOPLOLKES OAAOLACELS, XPELAGTNKOY EXL-
TOVEG KO TPOCEKTIKEG HEAETES SLOUPOPETIKDV, 6-
TS OEWpPOVLVIAV TOTE, VOCHOV OALE KO 1) GLYKPL-
TIKT Ko GUVBETIKY IKAVOTN T TNG OKEYNC, LEPL-
KoV eCexdvimv vELPOrRGY®V Kol vVELPOTOBOAD-
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yov ¢ enoyng (TTiv. 1).

Miv. 1: Xpovoioyikdg rivoxog e&émEng g yvoong
Y10 TIG GNOYYOLOPPES EYKEQOAOTGOELES.

neprypayel o Creutzfeldt. H moBoroyoavatopikn
e€4TOOT TOV KEVIPIKOU VELPLKOV GUOGTHUOTOS
(KNZ) tov acfevdv £de1&e o dudyyutn, Un QAEY-
novddn, exkpuiiotikn egepyocio tov KNI pe e-
oToky vékpmon. Ot BAGReg agopolioay Kuplmg

1700 | Apyeic Bpettavixo KowvoPouiriov'

Avayvadplom tov tpofifiuotog
LLE TN VOGO scrapie Tov o1yompoBitov.

1920-21| Creutzfeldt® - Jakob™ "

eprypoor véoovu Creutzfeldt - Jakob
WG CNACTIKNG WELIOOKANPLVONG.

1936 Gerstmann, Straussler ko1 Scheinker”

[eprypopn 01x0YEVOUG VOGOU

Gerstmann - Straussler - Scheinker.

1936 Cuille xout Chelle®

[Melpouotikn uetddoon tng vocov
scrapie oe npoPouto.

1957 | Zigas xon Gajdusek”

eprypoen s vooou Kuru.

1959 Hadlow"

‘Elpoon otny ouotdtnto. g vosou
scrapie kot 1n¢ vooou Kuru.

1966 Gajdusek, Gibbs xon Alpers"

MelpouoTiKT| HETAS00T TG VOGO
Kuru e monfqxouc.

1968 Gibbs, Gajdusek kot Asher"

Melpopotikn Letddoon g vooou
Creutzfeldt - Jakob og tnbikovg.

1981 Masters Gajdusek kot Gibbs™

Melpopotikn LeTddoomn g vooov

Gerstmann - Straussler - Scheinker oe nndixoug.

1982 Prusiner"”

Teprypagn npoteivng prion (PrP).

1986 Wells et al’

Tleprypopt) OGTOYYOLLOPENG €YKEPOAOTAOELOC
TV Pooe1dMv.

1986 | Lugaresi et al”

Heptypoer] Bovatneépov o1koYevolg COTVIOC.

1989 Dohura K. et al® Hsiao et al®

[eprypoen petdAhogng ato Yovidio g

TPOTELVNG prion 611 vooo Gerstmann -
Straussler - Scheinker.

1992 Medori et al®

Meprypogn) LeTtdAraENg 6T0 Yovidio Tng
TPWTELVNE prion 6N BovaTNOGPO 01K0YEVY) 0OTViG.

1996 Wwill, et al®

[eptypogy véog motkiAiag vécov Creutzfeldt - Jakob

Ot TPOTEC AVOKOLVMOGELS OYETIKA pe Tnv CID é€-
yvawv 10 1920 ko 1921. Ot Jakob kou Creutzfeldt
TENELOUEVOL OTL ovTILETDTIL oY Ui VED VOGOAO-
YK ovidnta, Tepiéypawoay €61 TEPINTAoELS O-
obevav, and Toug omolovg Spwc, dnwe anodei-
1OnKe apydtepa, udvov ot 6o érnaoyov amd CID,
o6nwg v opilovpe tdpa. Mpdrog o Creutzfeldt',
oand 10 epyaoTriplo Tov Alzheimer 670 Breslau me-
pLéypoye v mepintmon acevoic 22 Ty, 1 o-
nolo mapovoiace mpoodevtikty Gvoia, Tpduo,
onaoTikétte, atoeblia kKol mlovdg algvidio
nuokAmvo (startle myoclonus) kou kotéhnée péoa
G710 Ypdvo. Asttepog o Jakob, and o AuPBovpyo,
nepléypoye apylkdg Tpel kou Alyo apydtepa
Ko GAroug §vo aobevelc”, ol onolol tioTeve dTL
énaoyov and ™ véco mov eiye 16TE TpOSPATO

TOV EYKEPOALKS QAOLS, dmOL NTOV EVTOVITEPES
o710 PAoLd TG Pordivdeiac aviakae, oaArd evio-
nilovtov koL oTa Bocikd YayyAla Kol Tov €0m
Bdhopno pe €vtovn OeLTEPOYEVT|] EKQPOUALOT TOV
pArotovatiaiov Sepatiov. Mévo dumg 1 tpitn ko
N méuntn nepintwon tov Jakob rapovoialov
YOPOKTINPLOTIKTY OmoYYySHopen oariolmon g
CID. O Jakob amoxAielovtag tnv mBevOTNTO TNG
QUVOTPOPLKNC TTAayiog OKAYpLVOTG KoL NG
OKATPLUVONC KOTO TAGKOG, YPTOLLOTOINCE TOV
6po NG ONMUGTIKNG WeLdosKAipuvong O Gpog
oUTOG Yo LEYOAO %pOoViKd SLEAGTNLA TTAV CUVH-
vopog ¢ CID, mpoodevtikd Spme, Le 11 cvyké-
VIPMOT VE®V JedOUEVAV Yol TN VOGO TEPIENEDE
oe apnotio.

Tn dekoetio Tov 1950 vpée pia Tpoodevtikt
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netofoin otn Bempnon g CID, pe ond3oom (Le-
yoAlOtepNC SlayveoTikig Poapitntag oto oUv-
dpopo NG mPoodevTiKhG Gvolag UE HUOKAMVO
Kol THY Topovsion ThE omoyyouopons aiioio-
one. To 1957 o Zigas ko 0 Gadjusek nepiéypoyov
T véco Kuru otovg 18ayeveic g ouiig Fore
ota avatoAtkd vyineda tng Néag Tovivéag, n
uetédoon e onolog oQelAovIoy GTOV TEAETOVP-
Y1K6 KoviPoiiopd, mou epappolov ta LEAN g
ouAfG'. H v6o0g oy €x€l TA0V 1GTOPLKT HOVO
onuoocio yio to péio mov énaile ot ohveeon
MG ELKOVOLG OV €YOVUE Y10 TIG CTOYYOUOPPEG €-
YKEQOAOTAOELEC.

To 1959 o Hadlow, évag xtnviatpog vevporado-
Aéyoc, T 0 TpdTog o omoiog elye v oEv NI
vo, TpocElel TI¢ opotdTeg PETaED Twv vOcmV
scrapie Tov ouyonpoBdtev kot Kuru”, ipocgépo-
vtog €101 1o évavcua atov Gadjusek vo npooma-
frioel Kot TEAIKADG VoL EMLTUYXEL TNV TELPOLOTLKT
petddoon mpwtar g véocov Kuru kot HeTd Tng
vogou Creutzfeldt - Jakob e npwtedovto {do pe
EVOOEYKEPUALKT] £y V0N EXYVAIOUOTOS LOAVGLLE-
vov eykepdiov ot dexoetio Tov 1960, H pe-
Aétn ot elye g anotéreoua vo tpootebel To
KPLTIPLo TN¢ HETAOTIKATNTAS THE VOOOL OTo
TPOVTAPYOVTH KAIVIKE KOl TOOOAOYOUVUTOUIKE
KPLTHpLe, e GUVERELDL TN X PHiON Ko ENLKpE T ON
0V Opov “UETAOOTIKNG GMOYYOHOPPNG EYKEPXL-
AOTGOELOG” 6 LTV TNV OUGSH TV ATBEVELAV.

H npdtn UETODOTLKT) OTOYYOLOPYN EYKEPAAO-
nébera, mov avayvopiotnke, ftov n vécog
scrapie Twv ouyonpoBdtwv. H vécog scrapie eivoun
o vroéelo, mpoodevtikn otaio v onyonpo-
Bétwv, n onoic elyxe avayvopiatel and tovg Bo-
OKOVG TPV omtd 250 ypovia'”’ Ko Py pt TpooeaTo
OePOVVTAV MG HLOL KAT|POVOUOVLEVT] EKQUAIOTL-
K1) VOOOG TOV £YKEQAAOL K01 TOV VOTLoiOV Hve-
Lov. [Tparol ot Pookol tng Ioravdiog Bedproay
OTL 1} vOGOG 11TV LETODOTLKT] KOL T} LETGO00N TNG
emPePondOnke melpopotiké to 1936 ue evdo-
QOGALLO EYXVAT O GUOCLOAOYIKE TPSPaTe e V-
Mopotog ond LoAVGUEVO eYKEQOAO TpORET@V',
O Louddng mopdyoviag scrapie HeTadOOMKE e
emTuyia Ko 6€ mTovVTIKoUE T0 19617, Ot Tpdhteg é-
PEVVEG y1OL T1 VUONM TOL Tophyovio. scrapie €0et-
Eav ¢t mepvotioe and olATpa T onoio enétpe-
nav 11 SGPoon v ord Gyt Baxtnpidiov. Mo
TO AGYO OLTO KO Y1 TO UEYEAO SLEOTNLLO ERA-
ONg TG VOOOD, 01 QUTIOAOYLKOl TapdyovTég Tne
ovopdonxav Bpadelg 1ol (slow viruses). EmmAd-
0V, 1| CLUTEPLPOPE TOVE JEQPEPE AmS TNV TLTKTH
CLUTEPLPOPE TAV 1AV, NHTL HTaY ORPOGIGKNTOL
ovBexTikol oe adpavoroinon and puoikd aitio,

Om®G o1 VYNAES OepLOKPOOTieC KO I LREPLOING
oxtivoPoiic, to onolor adpovomolovv TovG GA-
AOVE 10VG, Ko YU auT6 yapaktnpiomKoy og un
supPatikoi toi (unconventional viruses).

Inic apyés g dexoetiog tov 1980 pe teyvikt,
OV Y PTOLLONOLOVCE W10 TPOTEIVEOT, TOLTO-
noOnKe woe TpwTeivn poplaxov Pépovg 27-30
kDa, e181x1| yio 10T00¢ HOAVCUEVOLE Omd Top G-
yovto scrapie”, n omoict ovopdotnke PrP (pro-
teinase resistant protein) 1} Tpwtelvn prion “yio vou
yopoaxtnpioel éva HiKpd TpwTEivikd AoIUOYOVOo
cwpotidio (proteinaceous infectious particle), To
onofo elvor avBexTixé oTI¢ nepLocdTepes Srodt-
Kooleg nov petafdriiovv To mupnvikéd offa””.
1N GuVELELDL, LE TEXVIKEG OVAOTPOPT|G LOPLOKT|G
YEVETIKTIC UVOKOAVPTTIKE TO YOVId10 TG Tp®TEL-
wng prion”™”. H ovarkdAvyn LeToArGEEDY 610 YO-
vidio owtd otov dvBpwRo, G TEPLITTAOOCEL OLKO-
YEVOV LOPPAV TOV HETOBOTIKOV GROYYOHOPPOV
gykeporonaBeldv®, emBefoinoe v kotdtogn
SLOPOPETIKAV TUTOV VOGSV (GTOPUOLKAY, AOLLLO-
yovov Kou kKAnpovouovuévav) ce pia evioio o-
uédao, pe Béomn to LopPOAOYLKS YOPOKTIPIOTIKG
NG OTOYYOUOPONG OAAOIONC KO T1) HETADOTL-
kétnto v véowv. 'Etal, o 6pog “vooot prion”
LPNOLOTOLE{TAL TAEOV EVPEWC WC GULVMOVULLOG
0V 6pov "UETABOTIKEG OTOYYOUOPPES EYKEPALAOD-
nooeeg”.

Exni tov nopévtog vrdpyovv tpeig VoBEsELS, Ot
omoleg mpoomaBovV vor eEnyfioouvv to 1dtaitepoa
YOPOKINPLOTIKG QUTAV TOV AOHLOIOY Topoys-
vIov'. Tty ovopaléuevn "vrdBecn HOVOTP®IEL-
VNS” 0 AOLHOYOVOG TOPEYOVTIOG TV VOGHV OLv-
v anoptileton ond wa npwteivn (PrP), ) onol-
o €xel TV 1KavoTnTo, vo toAlomAaotéleton Po-
v TG, ¥ pig TNV eVOLEHEST) GLUUETOYT| TLPMVI-
KoV 0&€mv. Mia 8evtepn vndbeon Bewpel 611 &i-
va évog biaitepa Lk pée 16¢. H tpitn Bewpel 611
glvon éva virino, évor Sniodn pikpd TAnpopoplo-
K6 Uéplo, mboavétator tupnvikd o&h, 1o onoio
ouvdvaleton e Lo TpwTEivn Tov Eeviotol (PrP).

SCRAPIE ko1 PRIONS

H noboyéveor tng vooou scrapie peAetiOnke
oToVG HVGY. Metd amd ev3omePLTOVOIKG, £vdo-
QAEBL0 1) VT0dGPLO EVOPBaALIGUES, 0 TapdryovTag
7oL mpokahel scrapie oapyilel vo moAAUTAOGIE-
Leton otov omAfva, Toug Aeppodéveg, To BVUO
KOL TOLG LROYVABOLovg O1EA0yovoug odéveg. O
roipoydvog mopdyovtog LeTadideton o1 Guvé-
YELOL HECM TV VEVPOV TOV OUTOVOUOV VELPIKOV
GLOTNULOTOG 01N 0WPaKIKY poipa Tov votiaiov
pverot ko ané exel ato vrdroimo KNI, TTapd-
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polog elvon Ko 0 TPOmog HeTdoong ToV TopGyo-
VIO 0T0 QUOLKG LoAV VeV oyortpSPata. H e-
16d00m TOL AOLHOYSVOL mopdyovto HEGW TEPL-
QEPLKIG 0800, T.Y. e evOOYAOTPLKY| €Yy VoM, O-
oTel TOAD MEPLOGGOTEPES LOVEIEG LOAVOUATIKG-
oG kot eivon mepinov 1/40.000 Aryétepo amodo-
TLKY| GE GVYKPLOM [LE EVOOEYKEPUALKT| LETASOOT.

‘Eva opoKINpLoTIKO TOV TOpayovIov quToV
eivon 1 Orapén epnodiov petddoong ané £idog oe
€idog (species barrier). Otav o1 tapdyovieg avtol
petadoBovv and éva €1dog o GAAo YL TPATN Po-
pa €xovv 18laitepa peydilo SLGotne ExdOONG.
Ouwmg pe emavelAnppéveg dtafdoelg oto véo ei-
do¢, To Sldotnpa EnOOONG EAATTAOVETOL PEYPL VO
@0doeL oe éva ELGYLOTO 6plO, LAPUKINPLOTIKO
1OV GTEAEYOVG TOV MAPEYOVIX KL TOV VEOU €f-
dovg tov Lwov®.

Eva GAAO YOpOKINPISTIKG TOVL Topdyovia
scrapie eivot 1 S1GKkpLON SLAPOPETIKMDY GTEAEY DY
Tov. 'Exovv tautononBel 20 StapopeTikd oteré-
xN scrapie petd ™ GdPach Tov oTovg Hue. H
QoUVOTVTIKY S1aKPLoT| TOVG EMTUYYAVETOL LUE €-
Aeyxo tov Xpévov emWaoNS, TNG SoPapdnTog
Kol KoTovopg Tov TaBoA0YOVOTOULK®OV oA
Aoldoemv Ko TN xpoon yio. PP’

H npoteivy Prion

H npwteivn PrP and eyke@oAlkd 1616 HoALoUE-
VO pE scrapie elvou avBexTiky 61t dpdon npwte-
acdv, €xer popraké Papog 27-30 kDa xou
TPOKVNTEL OIS TEPLOPIGUEVT) TPWTEGAVOT TOV Q-
HIVOTEALKOV GKPOV HLOG LEYRAVTEPTG TPWTELVTIG
poptoko® Papovg 33-35 kDa (PrP*)* (Zy. 1).

CHO CHO
181 197
1 23 90 231 254
—t T AT {2 H ——
7 rol
<« Pr® >

MeraBoAn drn Seuteporayn
xai Tpitorayn Sopn

\
+— PP —_—)
|
MpwredAuon

«—— PIP 27-30 kDa —P»

Iy.1: Aopr| TV SLPOPETIKGV HOpPAV Tov Hopiov PrP.
H oquvotedrikt} akorovdia orfjpotog (1-23) xon i kap-
Boutehikny vdpogoPixt] axolovdio (232-254) agot-

povvtal xotd ™ dadikacio mpipaveng Tov popiov
PrP%, 1o omoio eivor cuvdepévo oto kapPoluteliks &-
KPO TOV UE YAVKOGVAQWOPUTISVAIVOGLTOAN (T'PI). Y-
népYoVV TOVAGYLoTOV 400 SLapopeTikég popeég PrP, ot
onoieg SLapépovv peTakd ToVg MG TPog TN dopr TV o-
pwvoouvdepévav olyocaxyopitdy (CHO) oTig Oéoeig
181 xon 197. To pépro PrP* yoapoxtnpileton and téoce-
pLG VROBETIXEG MEPLOYEG LE dopt a-oAvGov (H1-H4). Ze
avtifeon, oto pépio PrP* / PrP” a1 meplocétepeg o-
6 avtég TG neployég €xouvv dopry B-goAlov. Me v
TPWTEOAVTIKY| dpdion mpwreiviong eni g PrP* oto
{da xon g PrP™° otov avBpono agatpeitol Tufipo 67
opvolémv and T0 opIVOTEAIKS GKPO TOV LOPiov Ko
napayeton  PrP popuoakot Bapovg 27-30 kDa’.

Me 1 oe1pd g Ppébnke 6t1 ) PrP* npoépyeton
ond pio puotoroyikn mpwteivny (PrP), n omoia
eXQPALETOL PUOLOAOYIKG GTNV KVTTOPLKY HeLL-
BpGvn TOALDV SLAPOPETLKOV THWOV KLTTAPWV 6-
A0V TOV BNAACTIKGOV oL eEETAGTNKAY LEYPL TO-
pa. Eivou pioe stoAvioyAvkonpwteivn, n onola
OUVOEETOL |LE YAVKOGUVAPWOPUTISVALVOOLTOAN
otV eE®TePIKT TALVPE TG KVTTOPLKTG HEUPpé-
vng kot g omoiag o vymAGTePOg Paddg £xppor-
o1ig TG mopatnpeitan 6Tovg vevpdves . H @u-
otohoyikn] Aertovpyio tng PrP° eivan dyveot
TPOG TO TOPOV.

Aragopég xon oporétnyteg e PrP° xou PrP*

Mapdéro mov 10 éval pépLo TopPOTNPEiTUL OE PU-
otoroy1ko0g 167T00¢ (PrP°), eved T0 GALO OE 16T0V¢
LOAVOHEVOVG HE TOPAyOVTEG OMOYYOLOPONG £-
ykeparondBerog (PrP* PrP®), uéypt onjuepa dev
dlomotdbnkav dagopés oTn YMULKY GHOTOON
avépesa ota dvo nopla. Kat ta 800 €xovv 1o i-
d1o popraxé Bépog (33-35 kDa), tnv i8ia okoAov-
6l apvotéwv, Toug i810ug Tolvoakyapiteg Kol
cuvdéovian e YAVKOAPWGPUTISLALVOCITOAT. H
KUplo SLagopl Tovg £YKELTOL GTT) GUUTEPLPOPE
T0VG, 6TV EKTEBOVV 611 dpdiom ¢ TPWTEIVRONG
K kot ) Stodvtédtnté Touvg, To pudpro PrP° koto-
BoAileton €€ oAokAtipov e enidpaon mpwreiva-
odv, evd avtideta to pépilo PrP* (xou PrP™") voi-
oTaTOl LEPLKT TPWTESAVON EVEg TUNHOTOG 67 O-
HLvoEEv omd To oIVOTEAKG GKPO TOV Kot Sivel
v npTeivn PrP poplokot Béapovg 27-30 kDa. H
pvotoroyikt| Tpateivn PP eivon evdiddvtn, evd
n npwreivn PrP*, énwg kot 1 PrP, elvou Svsdigiv-
tot. 'Exovv widddn dapdpemon kot oynuorti-
Covv ouvalpoiceig tapdpolov popiov, dnpiovp-
YOVTOG €TCL Vidlal HE HOPPOLOYLKE YepoKInpl-
oTiké opvAceldovg. Ta Lépla ovtd Stopépouvv
Kou @G Tpog 1 otepeotaktikt} dopri tovg. Evd 10
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uépro PrP° éxet xupimg dopr) a-adboov, To popLo
PrP¥ ko PrP éyouv kuping dopn B-@uAlov’.

T o yovidio tn¢ npwteivng Prion

To yovidio Tng mpwTeivng prion koAeiton PRNP
otov GvOpono (Pm-p oto {do) ko eviomileton
o1o Bpoy b Bpaxiovo Tov ypopocoduotog 20 (ko
GtV OUéA0YN B€OM TOVL YPWUOCHUATOC 2 OTO
1o)’. To avolkté mAaiclo avdyveong (ORF) Tov
yovidiov araptiletol and éva pévo e&dvio. Ttov
GvOpwNO VRAPYEL TOAVUOPPIOUSS OT0 KK
(codon) 129 6mov N HeTaPOAH ad TNV akoA0VOi-
o ATG o€ GTG €yeL oav ATOTEAECHLO TNV OVTLKO-
t@otoon e pedetovivig and Paiivn. To katd
ndoov éva dropo eivar opoluydrng 1 etepoluy®-
™™g Yo Tov évo. 1 Tov GAAO YovOTuno 610 K-
K10 129 tov PRNP emnpedlel oe ueydio Podbud
v gvaienocic tov otn CIDY ko T PovoTLTL-
K1 Exppoon Tux 6V LETOALGEE@V O GAAEG O¢aELS
oV Yovidiov. MetdhAogn oto kwdikio 178 Tov
PRNP ot cuvdvoaouéd pe aAinidpopoo pedetovi-
vNng otn 0€om 129 divel kKAviké gouvétuno Bava-
TNESPOV OLKOYEVOUG COTVIOG, eved 1y 18LoL LeTdA-
rafn oe ovvdvooud Ue oAANAGuop@o Poiivng
ot 0éon 129 dilver kKAViKG @ovéTLO Ol1KOYE-
voug vooov Creutzfeldt - Jakob®'.

H IMaBoyevetikn onuacia tg PrP* (PrP")

TMoAAG poplakd dedopéve avadelkvbouy Tnv
ToBOYEVETIKY] OYéon Tng TPOTELvg PrP Ue Tig
onoYYOUOPYES EYKeparondelec. H npdtn évdel-
En mpoékuye and ™ Poynuiky avéivon tev
TAOK®V CUVAOELSOVE OV TapatnpovvVTOL G (-
o pe véoo scrapie, 1 onoio €dei&e 6TL anaptilo-
vton and Tpeteivn PrP avOekTikt oTlg Tpoied-
0ec”. Ot VELPOTOHOAOYOUVOITOUIKEG EKQPUALOTL-
KéG AAAOLOOELS, T| OROYYOUOPPT EKGUALON TOV
VELPAVOV KOL M QVTIOPUOTIKY) QOTPOKVTTHP®-
an, cvvevtoniloviot LLe TNV TOPOVGic TOOOADYL-
k¢ npwteivng PrP* . EmunAdov, vrdpyeL xpovi-
K1 okoAoLBio, otV éxppoon Tng meBOAOYIKNG
TPOTEIVNG PIrP™ Kol TV VELPOTOOOAOYOOVOTOL-
KOV EKQLALGTIK®OV oALowdcewy. [Tpdta mopotn-
peiton mpoodevtikty aénon g ékepoong g
noforoyikig TPpWIEivG Ko LETE o Alyeg Mué-
peg epgavilovon o1 ekgLALOTIKEG cAAoLoEIC” .

Meproodtepa dedopéva, mov evicyVovy TNV Ta-
foyevetixny onupocio g PrP, mpoéxvyav and
MV ovaivon Tpavoyovidiokdv (transgenic)
poudv. Ouolvydrteg yioo PrP-null (knockout) poeg
(Pm-p®), o1 0moiol TUPEMURTOVIOG UEYOADVOUV
kol moAdamAooidfovior yopic diaitepo mpo-
BAajuata ko tapovatdlouvv pepiké tpoPfAiuota

o€ peyorvtepn nhkia, ov gufoioctovv He mo-
pb&yovta scrapie, dev avantiooovv 10 KAWVIKG
Kol TOH0A0YOOVOTOULKA guprilaTe TG vOsou
scrapie”. Miow GAAN oe1pd o6 LeAéte OE TPOV-
oyovidioxovg pug €de1&e 1L m PrP eival onpavti-
KOG TOPEYOVTAG OTOV QPUYUS HETGSooM G HETAED
tov elddv (species barrier) Tov mopdyovia
scrapie. H petatpony tng PrP° oe PrP™ kou n avd-
TuEn Tng vosov otov Eeviotr eivon EvkoAGTEPT,
6tav 1 PP 10v poAvopatixkol nopoyovto €xel
v b npototayn Sopny pe v PrP tov Eevi-
oti®. To evprinote cvtéd odynoay apyikd oty
vrtéBeocmn 6TL ny PrP* 10v LoAvopaTiKo® nopdyo-
vto. oynuotilel oounioxa e v PrP° tov Eevi-
ot ko T petotpénet oe PrP* emitpénoviog €101
0V "TOAACTAOGLOOUS” TOV LOAVOUOTIKOD To-
payovta. IMopoarépa Suwg épevveg €xovv deilel
6Tl n KoT@oTao elvo meEPLooiTeEpo TOADTAOKN
KoL 0Tl OO ToUvVTOL YU QLTHY TN LETOTponn €-
VoG 1) TEPLOCOTEPOL TPWTELVIKOL TaPEYOVTES TOV
Eeviotti, ol 0moiol TPog T0 TOPGV KOAOUVIOL Tp®-
teivn XY (Zy. 2).

2
e Sc "
PrP*/mpwreivn X xai PrP° (__, PrP /PrP*[rpwreivn X

PrP° ka1 wpwireivn X (PrPsc)z + wpwreivn X

Iy, 2: ZYnpotikd stérypoappa moovoy unyavicpot on-
provpyiog vémv popiov PrP

Ltédro 1: H nporteivn PrP* cuvdéeton e Ty tporei-
viy X, n onola mBavoroyeiton 6Tt eivor g poprokty
chaperone (u6pLax T omoic vroBonBovv TN SapdpE®-
O} TOV TPWTELVAV).

Ltédro 2: H "porvopoatxty” mpwteivy PrP* cuvdde-
TOL LE TO COUTAOKO PrP*/X.

T14do 3: H PrP+ petatpénetor o€ “véa LOAVOLATL-
k1" Tpwreivn PrP* xan ghevBepdvovtar n mpwreivn X
ko éva widddeg diuepég PrP™. To o1ddio awtod eivon
KN QVTICTPENTO.

IOUPOVOL L 0UTO TO TPOTUTO, £VOL TOGOGTO OIS TO!
“nwoAvoponikd” Siwepry PrP* Siaywpilovton oe po-
vouept, To OToio. ENOVELCEPYOVTOL OTO UNYOVIGLO
"moAhamiociocpoy”’. H axkpipriic otovyelouetpio
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oVTOU TOL VIOBETIKOD UNYXCVICHLOD Snpuovpylog
vEmv ToBoAoYIKdY popimv PrP bev eivan yvooTt.
ZIIOITOMOP®EL ETKEPAAOIIAGEIEXL
ITA ZQA
Méypt Tdpo £xovv avoryvoplotel 6 HOpPEG LE-
TOHOTIKY|G OTOYYOLOPPNG EYKEPAUAOTABEOS OTL
Lo (miv. 2).

Hiv. 2: MetodoTikég OTOYYOLOPPES EYKEQAAOTABELEG
ZQONOZLOIL

Scrapie aryonpoBatov

Xpévia eOLokt| v460¢ TV EAaPLOY Ko TV elk
MetadoTikt| €YKEQUAOTABELD TV PIVK
Zroyyopopen eykeporonibeio Twv Booerddv (BSE)
MetadoTikt| oroyydpopoen eyxkepoionddelo

tav eEnTikdv omAnedpwv {dov

IN0YYSHOPON EYKEQAALOTAOELO TV CUAOVPOELSDV
NOLOI ANOPQIIOY

Ndoog Creutzfeldt - Jakob (CID)*

Iropodixn

latpoyeviic (YvaoTtdée mapdyoviag Kivdivou
petadoang tng véoou)

Owcoyevrig (TpooBAnpévog cuyyeviic 1ov Babpot
pe idre véoo)

® OTMOYYOUOPPN EYKEPOAOTEOELD, OTOV EYKEPUAIKG
1/xat TOPEYKEPAALSIKG PAOLS 1i/Kat VTOPAOLHEN
poud ovord ri/xon

® EYKEQUAORGOEIR LUE AVOCOLOTOY NULKT} BETIKGTNTCL
y1ox PrP (mAGkeg 1i/xou ovovantixn)

N rstman - Sraussler - Scheinker (GSS)*
YVOOTH KAT|POVOULKOTITO KOTA TOV EXLKPOATOOVTO
QUTOCHOULOTLKS XopoKTipo

npoodevtikt| atokio, oTaoTIKOTC H/K0N dvolo

® cyKeQOAO(UVEAO)TABEIQ LUE TOAVKEVTPIKES
nAdxeg PrP

Oavotneépog or1koyey brvia (FFD*

Yoot petdiiotn PRNP178

e expUAion muptjvov Badduov, ectiakt)
onoyysuopen aAioimwon pAotov

Kuru*

e udvo o€ 1Bayeveig Fore

Néog tdnog vécov Creutzfeldt - Jakob**

* Me Ayl YPOULOTO avapEPOVTOL Ta dlaryveoTt-
KOG xputfipiat TV OrOYYOUOPOOV £YKEQAAOTOBELDV
otov GvBpumo, 6nag datvrdenkay ané Siebvi emi-
Tponn To 1995°.

** Kot tnv nepiodo epyaciog g emtpontic dev ei-
X€ oxdpo avoyvoplotel o véog Tonog g CID xou dev
avaeépovior KpLthplo YU ot TH pop@r} TG vosou™”.

H ovyvétepn and autég Ko 1 TP, TOL TEPL-
ypbionke, eivon 1 vOG0¢ scrapie Twv onyompoBd-

tov. Iapatnpeitan o TOAAEC xOpec CAAG dev L-
TOPYOUV PEYPL OTLYUY|G BESOLEVA OTL LETOOOO KE
noTé gTov GvBpwmno. IMpokakel otatic, Tpopo, o-
duvapia, edion, évtovn dlyo xon oe pepikég me-
PLTTOGCELG EVIOVO KVNOUS, e AmOTEAESHA TOL {O-
o vo tpifovion o8 avTiKe(leva Ko vor TpoKo-
A0V AROTTOOT TOV TPLYOUOTOC TOVE, YEYOVOS
Kot omd T0 Onoio TPOEKLYE TO GVOUX TNG VOGOL
(oTnv ayYAlkn YAdooo to scrape off = scrapiey.
H vécog propel vo petadodel and {mo oe Lo, 6-
TOV YPTCLLOTOLOVVTON MG TPOPT) TAAKOVVTEG [LO-
Avopévav [dwv®. O ypbévog endoong TG vooou
e&aptaton ond v 036 petddoongs. e nepintwon
TEWPOUATIKNG LETAOOON G LE EVOOEYKEPOALKY] €Y-
yoon elvon 1-2 é1n, eved oe nepintoon petddoong
omd meplpepikn) 086 eivon moAv peyorVtepm. H
diayvootikn totoraBoroyikr) BAGRN eivon 1) To-
pouaio evleYEBOV KeEVOTOTI®MY GTOVE VELPHOVES,
H didyvoon emtuyyvetol Pe TNV OVEVPEST) TOV
KEVOTOTH{®V GTOVG VEVUPMVEG TOV poayloion oma-
Y@WYOU TUPTIVE TOL TVELLOVOYOOTPLKOV KL TOV
VPV TOV GENVOELSOBE depLotiov 61OV TPoT-
KT WLUEAOD.

H gpoévia ¢BLo1kr} v660¢ TV EAQPLOV KoL TV
elk mopamnpeiton 1o Koropdvto kon 1o Wyomig
Tov HITA”. AvTH Kot 1o scrapie Tov oyorpopd-
TV elvon o1 péveg HETOBOTIKEC OTOYYOLOPPES €-
yxeporondBeleg Tov {dwv oTig onoieg Tapoatn-
peiton amevdeiog petddoon and Lo oe Lo ot
oOon. H petodoTik| £YKeQOAOTAOELD TOV HIVK
weplypdonke oto Wisconsin tov HITA to 1947
Ko Bewpeiton §TL Tpokadeiton and SLotpo@h Twv
{dwv pe porvopéva napdywyo®. H eykeparond-
fe10 TV EEBTIKAV OTAN PSPV {HmV Topotnpii-
onke oe (oo (nyala, oryx, greater kudu, ankole)
o1ovg LwoAoy1kovg KiTovg Tov Hvepévou Baat-
Aglov. AvTH) Ko M EYKEPOAOTAOEL TV CLAOLPO-
€@V, 1 onoia TOPUTINPEITOL KOL OTNV OLKLOKT
a1 KoBWME Ko O Gyplor clAOLPOELd (Tovpa,
cheetah, ocelot, Tiypnc) oe LmoOAOYIKOVE KATOVC,
nepryplpnkav oto péca TG dexoetiog Tov 1980
kou fewpeiton 6T opeilovion otov {810 mopiyo-
vto, e T BSE™.

LZroyyopopon eykepoionddero tov Booct-
v (BSE) 1] véo0g Toov TpEAtV oyEA(LOLYV

Meprypdpnke wg vEa VOSOAOYIKY) OVISTNTA TO
1986 610 Hvopévo Booiielo’. Ov tposPAnuéveg
oyeAGdec apyikd yivoviav @oPlopéve kol ove-
nTueoay vrepouctnoio kon atofio. H copmept-
QOpA& TOVG CAALOLDVOVTIOV KO LEPLKEG QOPES Yi-
vovtay aveS€AeyKTn, YEYOVOS oto onoio opeiie-
TOL KO TO TPOSMVOULO VOGOG TV TPEADY ayEAG-
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dwv. H vevpormaBoroyikn| e€étaon tov KNI £8¢e1-
Ee xOpOKTNPIOTIKEG OAALOLDGELC CTOYYOUOPONG
EYKEQUAOTAOELOG KOl amOdeixOnke 1 petadott-
KOTNTO TOL TOPAYOVTO TNG OGOEVELOC, LIE XPOVL-
K0 dtdotnuo endoong 4-5 €. Ze avTiBeon e Tig
GAAEC OTMOYYOULOPYES EYKEPUAOTAOEIEG, 1| KOTO-
VOUT] TV OAAOIOCENY OF GAEG TIG LOAVCUEVES Q-
veAGBeg fitav 1 idia. Emiong, 6tav o mapdyoviog
¢ vocou PeTaPiBAOTNKE OE UG, M KOTOVOUN
TV CAAOIBOEWY 6 VToUE fiTay (8100 o8 dAeg TIg
TEPIMTMOELS KO SEPEPE OGS TNV KOTAVONY| T@V
OAAOLDOCEMV TOV UEXPL TOTE YVOOTHV GTEAEXDV
scrapie, mov eiyav petafipoctel otovg pug. Ta
EVPTUOTO VTG Eivol evBELKTIKG evOG VEOU TO-
OV HETOBOTIKNG OROYYOSHOPONG EYKEQOAOTA-
fer0g’.

H emixpatovoo fempia® yio v mpoéievon g
véoov oTig ayeAddec elvon OT1 ogelAeTon oMV
SLOTPOYT| TOVG LIE LOAVOLEVH TOPEYWYQ TPOPHG
(ootedAevpa) and aryonpdPata. O Tpénog owtdg
Statponig apyioe ot dexaetio tov 1940 oto H-
vopévo Booiiero. 2ty apyn tng dekaetiog tov
1980 Sumc €yve pio prlikt| petoforn otn dodi-
kooia rpoetopnociag Tov Tpopdv. T o 001edAEL-
po otopdTnooy vo volotaviol enctepyosio ue
opyavikong Sloditeg Ko vYMATY Bepuoxpocia,
TOPALYOVTEG O1 OTOI01 OTWOONTOTE EAGTTOVOY TN
MOAVGUOTLKOTNTO QVTOV TOV TPOYKvV. H fsmpio
ovty toupréler pe v évapén Tev TpdTev ov-
untoudtoy 1o 1985, 4-5 £tn peté v évopén ene-
Eepyooiog Tov Tpoev Pe 1o véo Tpdno. Yrdp-
oLV ko GAAEG Bempieg g Tpog TV Tpodievon
TOL TOPEYOVTR TG VOooL. Ze K&Be TepinTmon -
uog, N vooos élofe daotaoelg emdnuiog Adyw
g drotpo@tic TV (v pe HOALOUEVH Tapdym-
Yo dlatpooric ond oyerddec (eEdretyn Tov
species barrier). Meté and avtd amoyopedTNKE M
SOTPOPY TV UUPNKACTIKAV HE TPMTEIVOUYES
TpoPEg omd diho popnkoaotikd {oo (ExTog and
Y6A) Kon and 1o 1992 nopatnpeital TpoodevTl-
K1 EAGTTIOON TOV TEPINTOCEWV. [IEPINMTACELS €-
Youv ovoQepOel Kon e GAAEG YMDPES THE NRELP®-
Tikng Evpdnng, ot omoieg opeidoviav oe eLooym-
T €ite mpooPAnuévav ayeAddwv eite HOAVOUE-
vov Tpoedv amnd 1o Hvopévo Baoiiero.

LTIIOTTOMOPOEY ET KEPAAOITAOEIEY
LTON ANOPQIIO
O UeyoAOTEPOG OPLOUOS MEPITTMOEMY EYKEPCL-
AOTGBELOG GTOV GVBpOTO aPopd TN OTopadLkh
popon g vécov Creutzfeldt - Jakob (85%). 'Eva
UiKpd ©060016 (< 15%) opeireton o€ o1kOYEVEICT

LOTPOYEVEIG MEPIRTAGELG KOl GTO VEO TOTO NG VO-
cov Creutzfeldt - Jakob, mov meprypdonke npod-
coato” . H véoog kuru, mov mapotmpriBnke o€ 1-
Bayevy TANBLold, €xel eEoieleBel petéd ™ da-
KOTH TOU TEAETOUPYLKOD KoviBaAIGHOD HEC®
tov onolov peTaddOnke Kot €xeL 1otoptkn udvo
onunacio (tivaxog 2).

Néoog Creutzfeldt - Jakob, cnopadixn popor

H véoog éxel emmoraoud 0,5-1,5 nepirtocewv
ové 1.000.000 TAnB6LoILoY 10 XpéVo. AEV TP OTN-
peiton peTofort| Tng cvyvoTnTag TG vécou omd
emoYN o€ emoy}, and €10¢ o€ £10¢ | ané neploxn
o€ mePLoyn (EKTOG 06 TG MEPLOYES OV TOPOLTIT-
peiton avENUEVOC ap1lBLdg 01KOYEVHV TEPIRTMOCE-
wv)". Emopéveg, otn x@po Lag TEPUEVOVUE VO
TOPOINPTICOVUE OVAECO GE 5 LE 15 TEPINTDOOELS
10 XpGvo. Méxptl Tdhpo dev €xouvv SLomOTwOEL oU-
YKEKPLLEVOL TOPEYOVTES KLVAHVOD Y10 T GTOPQ-
dun} popery Tng vécov, OTwg ékbecm 68 LOAVOUE-
vo. ané scrapie {da, 1| nepintdoerg uetddoong a-
16 ovLuyo ot 6Vlvyo M and acbevi) 6 acOeV, 1
ond petdyyion oaipotog. ‘Exovv avopepdel po-
VOV 10TPOYEVEIC MEPLTTAOCELS HETASOONG TNG VO-
GOV UE eEaPETIKOVG TPONOVE, GG OO OV aLEP-
Ol mopakdTo, Y1 LT Kot dev VIEPYEL CvENUE-
vog kivéuvog petadoong g vooou 6To 10 TpLko
KOl VOOTIAEVLTIKG TPOCHOTLKS mov avalopPivel
™ epovTida TéTo1wY 0.oBEVHOV" .

To 80% T®V TEPIMTOCEMV SLAYLYVHOGKOVTOL GE
ocbeveic nikiog 50-70 etdv. 'Eva tpito Ttav o-
o0eviv apyikd napovcitdleTon yopic vevporoyt-
K1} GuvEpoUT Ko TaPOTOVELTOL Y10 KOT®WON, dla-
Topoyf Tov Vnvov N eAattouévn OpeEn. ‘Eva
GAro tpito mopovoldleton Pe VELPOLOYIKE GU-
URTORATO, OTWC OMMALLD UVAUNG, cOyxvom 1
Sletapoyn TS CLVUNEPLPOPES, Eved £vo. GANO Tpi-
10 acfevdv mapovcitdleton pe eoTiokd onueio,
onng atokia, apacia, nuoavoyio, nuindpecn M
opvotpoeio. Ou tedevtaiol avtol Tapovsiélovv
Kol T0 VOKOAGTEPO SLOPOPOdYVOGTIKS TPo-
BAnua kol cvyyxéovion HE VOGO TOV KLVNTIKOD
vevpavo" ‘. H xkAwvikn dibyveon npokvmtel ond
™ paydaio mpoodevtikn emdelvoon g kM-
KNG ELKOVOG KoL TV avanTLEN LUOKA@VIKGY Ki-
VACEMV, YOPOKTNPLOTIKE, O OVTOVOKAQGTIKY
kivnon oe Mo ko o (startle myoclonus). Ttnv
repintoon rov 1 atafic, N xoploadétmon Ko To.
onpeia véoou KIviiTikoy VEVPMVOG VIEPTEPODV 1
didyvoon kobvotepei. To PECO xpovikd ddon-
no. emPioong and T CTIYRN TG KALVIKHG EPQE-
viong 11g véoov eivor uévo 5 pfveg kan 80% tav
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aG0evVdY LIOKVTTEL HEGOL GTO XPOVO"*.

Epyootnpiokég e€etdoeig

Ot gpyaotnplakéc egetdoelg elvor apvnTikég
Y10 QAEYLOVTY, dEV TOPOLTIPOVVTOL EVPTILLOTOL EV-
detk Tk PAGPNG NTatog 1 veppwv Kou dev vrdp-
XOULV QVTICOROTO £VOVTL TOV TaB0YOVOL Tapd-
yovto'. To ENY €yet ousioloyiki wieom, dev moi-
povctélel ovEnuévo aplBUd KuTTdpwv i oén-
uévo eninedor vocooeoLpivng Ko €XEL GLGLOAO-
vixkf i Ao cvENUEVN TPOTELVN. AVadGoTOT
NAexTpo@épnon Tov ENY acBevdv e CID €de1&e
OVOUOAT €KQPOOT TPOTEIVAV. Mot o avTég
TIG TPWTELVEG SLOIGTOONKE TL TV ULOL YUOLO-
Aoy1IKY) TPMTELVY TOV €£YKeQEAOL, 1 14-3-3. 'Exel
ovortuy el pio dSrayvootiky dokipacia, n owoi-
o Baoileton oe e1dikn) avocoAioyikt HEB0dO yio
damiotmon g topovsiog tng npwteivng 14-3-3.
H pébodog avapépetor 0Tt €xel evouctnocic 96%
Ko eldtk6TNTOL 99%*.

To mAextpoeykepoAroypdonua (HED) apyixé
givatl @uotoroyikd i deiyxvel pn edikny emPpé-
duvon tov pLBUoY. Apydtepa mapovatdlovion
TOL YOPAKINPLOTIKG TEPLOdIKG ovauyuo G0-
umioko. Me tnv mopovsio tovg o HET €xet dia-
YVOOTIKY] gvouchnocic kot kot 67% Kou
86% owvtiotolyo. Xe mepintoon OUw®G, ETOVEL-
ANUUEVOV KOTAYpOOOV UTOpeEl vou mopotnpm-
Bovv aALoldoELg Kot € 90% ToV aoHEVHOV',

AKTIVOAOYIKMC oTNV afovikn Topoypopio Lro-
pel vo tapatnpnBel un edikn| atpopio ToL £yKe-
@GAOVL OE TPOYMPNUEVO GTAdLO TG VOoOL. TN
poryvnTikn topoypoeion umopel var moportnpnOel
ovEnon Tov GNUTOC OTA PooLKE YéyYALlo O o-
KoAovBieg T2 (79%)°.

Aldyvoon

Se MEPIMTWOT TLMLKNG KALVIKTG E1KOVOG ILE LVE-
KAwvo, paydoio e£EMEN, yopaknplotiké HET
KoL TNV Tapovsic tpwteivng 14-3-3 610 ENY, 1
diGyvoon pumopel v Bempeiton oyedov BéPoun.
Y& UEPIKEC MEPIMTAOGELS IOV T didyvwon elval
oBépoun, 6tov ooBeviig mopovotdleton e GTo-
TN KAWVIKNY eikéva (omovoic Gvolag apyike,
eledvion LLOKAMVOL oe TeMKE oTédio) Kot -
neldn) oo HEL evprjuoto ko tor eupnoto oo
10 ENY &ev eivon maboyvopovikd, pmopel vo
YPELOOTEL 0 KMVIKOG Vo, KoToupvyet oe Broyio.

IToBoroyoavoatoutké evpHpoto

H kAvikn Sibryvomon emBeBot®veTon Le 10TOAO-
yikny e€étaomn tov eyke@aAov (Broyio 1 vexporto-
U1), VOCOLGTOYNHLKT XPMOT Y10 Tp®TELYT PrP®

1 Western blotting ekyVA{GLOTOG TOV £YKEPHAOL
ueté and enidpoon npwteivéong K (k. 1).

PK + o+ 4+
H.S - o
s
WO - e @D
CJdD A B
Eik. 1: Iepintwon oropadiknig poperig CID. T

H nepintwon agopd yovaiko, nitkiog 58 etdv, He
omopadikn popen véoov Creutzfeldt - Jakob. H acbe-
VI|G TOPOVOLAOTNKE S UNveg mpv and 1o Bdvatd g
LLE TPOODEVTIKT] OTOGTIKGTNTAL, CLdUVOLicL KOt LVOKAO-
VIKéG Kiviioelg. H xkhviky tng eikévor emdetvaomnxe
paydaio kot yopakmpiloviay and cuyvd eneicddio
Kpovydv, évtovn atogio kot advvouio vo otabel, vo
Tpogel kou va kivnBel. Aev mopovesiale aAroiwoelg
OTN UOYVNTIKY TOpOYpowio Tov eykeedAiov. To HET
napovciole didyvtn emPpdduvon Tov puoLoy e dio-
KOTTOUEVT YEVIKEVUEVT dpaotnpiéTnTo déATa, YWPIg
OUWG YEVIKEVHEVD TEP10dIKE cVUTAOK . O eYKEPAAOC,
KoTé TN VEKpOTOULKT| e&étaom, dev mapovoiale po-
KPOOKOTIKEG OALOIdoELG. H Sidyvwon emiBefoiddnke
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e wotoloyixn eEétaom Tov eYKePEAOL KoL PLoxMHUIKY
avVEAVOT EXYVAIGHATOS TOV EYKEPAAOU.

o. Alpatoéuikivn - Hooivn. X25. Topr| and tov HET®-
maio Aopé. TTapatnpeiton diGyvin onoyySHopen ex-
@OAIoN KUPLmE OTIG KOTATEPES OTOPABES TOV PAOLOV.

B. Awnato&uAivn - Hoolvn. X100. Toutj and 1o gAord
T0v petomaiob AoBov. Mapatnpeital éviovn onoyyo-
popen cAroimwor Tov VELPOTARUATOS, AMDAELX VEL-
POVOV Ko avTIdpACTIKTY AGTPOKVTTEPROOT.

y. Western blot yia npwteivn PrP exyvAiioporog eyke-
@érov petd npwiedivon pe npwteivaon K. CID: Bett-
k6¢ udiptupag A: aoBeviig ko B: guotohoyikdg uépto-
pac. Mapatnpeiton évtovn Betikh xpdon yia tpwteivn
PrP. O1 Tpeig {dhveg avTiotoyotv o€ Slagopetikd YAv-
KOGUAL@UEVES LOopeég NG TpwTeivng. H Papidtepn a-
viiotolyel oe SlyAukoovhMmpévn Tpoteivn, n devtepn
oe povoyAukoovhouévn kor M tpitn oe ayilvkoou-
Mopévn tpateivn. Eviovotepn eivar n devtepn {ovn.

O1 dtayvmoTikég 16ToAoYIKEG PAGPeg eivan M
oroyySuopen arioimon e pardc ovoiag, N o-
TOAEIQ TOV VELPAVOV, 1 OVTLOPACTIKT) OGTPO-
KUTTAP®OT KL | TOVIEATG amovoio GAEYULOV®-
dovg avtidpaong. Ito 10% Twv OROPAdKGV
KPOLOUGAT®V, OAAE mOAD cuyvdtepa ot VOGO
Kuru, o pepixég otkoyeveic popeés onoyyopop-
POV EYKEPUAOTOOELOV KO GTO VEO TUTO NG VO-
cov Creutzfeldt - Jakob mopatnpotvion dibyvteg
TAGKEG OVAOELS0UC. O mTAGKeG elvon BeTikég o€
ypooelg PAS kot epuopd tov Koyko kot mopov-
o16Louv YopoKINPLOTIKY SITAOBACGTIKOTNTO GE
TOAWUEVO QMG T€ QvTiBEOT UE TIG YEPOVTIKEG
nAGkeg dev mepifdiiovion amd SuoTPOPLKOVG
devdpited’.

H nafoyveuovikr] wotoroyiky PAGPN elvon M
onoyyouopen oAroimon (spongiform change), 1
omoia éxel oplobel mg “didyvteg M| eoTIoKEG O-
Opoiocelg Pkpdv VTOGTPOYYLA®Y 1 MOELOGV Ke-
voTtoniov 610 vevpomiinpo e dA0 10 WEXOG M
ot £V T PABEL OTPAOUOTH TOV EYKEPAAIKOD
QAO100, OTOV TOPEYKEPOALOLKO QAOL0 (1droitepa
oTN poplokn oTolpada) 1| OTNV LTOPAOLMIN
ool ovoio tov nuoeapiov. To xevotomio
uropel vo givou ovppéovia™. H arlroimon oty
npénel va dtapopodiayveotel pe npocoy| amd
GAAEC TEPLITAOCELS OTOYYIMONG NG POaLiS OVGi-
oG, Tov propel vo mopatnpnOel o€ TEPIRTAOCELG 1-
oyokng / vnokikng PAGBNG, GAkeg expuiioTi-
Kéc Tadnoelg 1) aKOUN Kot o€ 16ToA0YLKO artefact.

Yrapyouvv €8Ké avTio®UaTo To. omoia ovo-
yvopilovv Tnv npwteivn PrP pe 1o onoio pmopel
Vo, YiVel avoGOiGTOYNUIKT Xp®ON TOLGY. Ze OAEC
TG TAPOAOYIKEG TEPIMTMOELS Tapatnpelton Sid-

YUTN CUVORTIKT KOl TEPLKEVOTOMLAONG Y PO
K0 £VTOVN 1PpOoT TOV TAXK®OV (UUAOELSOVS, EGO-
cov vrdpyovy. H xpdon avt eivon naboyvouo-
VK. Me TNV gQopuoY| TN avosoiotoynuikic
ypdong TpoTdoNKe N MOavITNTO YXpTioNs Proyi-
o¢ and mopicdulo apvydorn, aAAE To OmOTEAS-
ouato dev ftav evOoppuLVTIKE Yia didyveon e
apylKé oTédio TNG VOoOoU'. AeV €X0VV TapaTnpN-
Oel péypt Tpo petaArdEerg Tov yovidiov PRNP
oe aoBeveig pe ormopadikn poperi Tng CID*,

O1k0YeveiG NOPYEG GOYYOUOPOOV EYKEPO.-
AomafeL v

TMepinov 10-15% TV OTOYYOUOPPOV EYKEPOAO-
TOOELDV GTOV AVOP®ORO £lvou OLKOYEVEIC LE KAT-
POVOUIKOTNTO KOTE TOV EMLKPOTOVVIO OUTOCEH-
notikd yoapoktipa” . Itig neproocdtepeg omd
TG 01KOYEVELEG IOV €Y OVV TPOSPANOEl Exouv dla-
mMoTwOEl onuelakes LETAAAGEELS, Saypopég 1 €1-
ocoywy£G YEVETIKOU VALKOU ©10 “yovidio PRNP.
Tepiocdtepeg and 20 SlopopeTikég HETAALAEELS
gyouvv mepLypogel®, mov €xovv wg amotéiecuo
@oLVOTOTOVE, Ol OTotot €iTe PipobvTan TNV KAQ-
oikny CID eite TpokaA0VY SUPOPETIKES EKPLAL-
OTIKEC VEVPOAOYLKEC TOOTOELS LE X OPOKTINPLOTL-
KN KAvik1] kol TafoAoyoavatopikt etkéva. O
acOeveic Ue olkoyeveig popeés tng vocov CID
nopovoldlovial oe veapdtepn Nitkia kot €xouvy
mo mopotetapévn eEEMEN ¢ véoov®. Ta Tumt-
k& HET gupfiuata anovotdlouy Kot 1| TpeTeivn
14-3-3 dev mopatnpeital oto ENY oto piod twv
nepintdoewv’. Opuddeg aobevdv pe CID mov no-
patnpridnkav oe EBpaiovg tng Aping, oe pio
neplox” ¢ ZhoPaxiog ko otn XAt anodeiyn-
Ke &1L ey otkoyevelg pop@ég tng CID pe pHeTEA-
AaEN 610 kwdikio 200 Tov yovidiov PRNPY.

H véoog Gerstmann - Straussler - Scheinker
(GSS)”, n omoia xopaxtnpileton and cofopn na-
peykepadikn atobio, onactiky mopandpeon
KO EKTETOUEVT] EVOTOOEST TAOKAV O VAOELB0VG
670 KNZ éxet Stoapopetikd ovotuno amd Tig G-
AEC OTOYYOUOPOES EYKEPAAOTGOELEC, HOTE VO OF-
wpnBel g dopopeTikdg TONOG TWV VOOV V-
TV, TT1C TEPLGTOTEPES OLKOYEVELEG EYEL TEPLYPOI-
el petdAloEn otov kwdikio 102 tov yovidiov
PRNP, aALG €400V TEPLYPOPEL KOt GAAEG UETOA-
MaEe1c™ ¥, Exet emtevyOet petddoon 1ov nopdi-
yovTa TG vocou o€ mpwtevovta {da’.

H Bavatmedpog otkoyeviic ovmvia (fatal famil-
ial insomnia - FFI), | onoia yapaxmpiletor and
TPoodevTIKn avmvia, dvorertovpyia Tov owTo-
VOOV VELPLKOD CUOTHHOTOC, GvOld KO ERLAE-
KTIKH EKQUALON TOV KOIAMOK®Y KOl UEC®V pO-
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yrodwv BOACUIKGOY TUPHVOV Kol EGTIOKT] OROY-
YOUOpYN CAAOINGT GTO QPAOLO, OQeiAeTan OF Lle-
TdAAaEN Tov k®dikiov 178 6 GLYSLAOHO LE TA-
AnAduopeo uedetovivng ot B€om 129 Tou Yovidi-
ov PRNPM 52.51‘

Néog t10nog vocou Creutzfeldt - Jakob

Metd v gugdvion wng emdnuiog BSE' oto H-
vouévo Bagiielo dnuovpyninke po ebvikn po-
vado emtripnong yio véoo CID yio to 960 petd-
doomng g véoou and €idog ot eidoc. Metokv Tov
1990 ko 1994 dev xotorypaen ke Kol aouviiomg
nepintwon. Ané 1o 1994 uéypt 10 1997 Suwg Ko-
ToypaenKoay 22 TEPLNTMOCELS VEOU TUTOL VEGOU
Creutzfeldt - Jakob**. O1 aoBeveic W autév Tov T-
7o NG VOO0, Topovatdloviol oe veapdTepn M-
AMkio Ko EKINADOVOVTOL PE WOYLOTPLKE GLUTTH-
Hoto 1 SloTopoyés TNG CLUNEPLPOPES, ToPOL-
ofnoieg kou SvooicOnoieg. H didpkeio ¢ vo-
oov givar ueyaAvtepn g tomkng CID ko oye-
86V mévtote eLQavileTon TOPEYKEPUALOIKY 0LTO-
Ela. Aev Topatnpovvton To tumiké HED guprjua-
10, TN CID. Ty 16T0m080A0YIKT eEéTaiom TV €-
YKEQGA WV TopaTNPoOVTOL SIEOTOPTES, SLéyLTEC
nAGxeS apLA0EIS00G BeTikéG Yo PrP°, Kavévog
oand 1ovg aobeveic dev mopovoiale uetdAiobn
670 yovidio PRNP. OAol fitov opoluydtes yia 1o
oAAnASuopo uedelovivng ot Béom 129 Tov yo-
vidiov.

Av kon dev €xel emBefornmdel emdnuioroyikd m
GUGYETION NG VOGOL LE S1aTPOPT| LUE TOPOywy QL
TPOPNC Ond UOAVOUEVEG OoYEAGDEG, TPOCOUTES
epyootnplokéc peréteg tng doung tov popiov
Ko HETAdOONG 1oL Topdyovia NG vécou omd
ToV¢ aoBeveig avToUg ot Hug, £8eile 6T avTd £-
YEL TOVG XOpOKTPEG TOL TapdyovTo Tng BSE™ ™.

MET AAOTIKOTHTA THE NOXOY
Creutzfeldt - Jakob

Eivot yvwot6 Ot uetéd omd payeipeua, Lovipo-
noinomn oe popuoiivn ko cvuPotiké Hedddovg
QmOCTE(PWONG TOPOUEVEL EVO OTIUOVILIKS TOGO-
616 AOLLOYOVOU VALKOD GE LOALOUEVOLE omd TTal-
PAYOVIO UETODOTIKMOV OTOYYOLOPPWY EYKEPOAO-
TABELDV 16T0VC, RAPEYWYO LOTHV KO ENULOAVV-
OEvTa LELPOUPYLKA KOL EPYOOTNPLOKE OpYyaveL.
AvT6 ogeiieTon ot Un GLUPATIKY cuuREPLPOPE
70V LIEVOLVOL TapyoVIa CTNV ENidpacn UG-
KAV TopayOovVTOV Kot XNULKGOV 0VGLdV TOL adpo-
VOTOL0UV TOUG GUUPATIKOUE 100¢ Kot £XEL GOV O
TOTEAEOHO VO VIAPYEL KiVOUVOE HETAdOoNS NG
vooov ond GvOpono ot GvOpwro. H extiunon
0V Kvdivou owTol €xel UEYOAN TPOKTIKY OT-

nacio yla to 0pOa LETpa TPOCSTUGING TOL TPENEL
va eQopULOLEL TO LLTPLKO, VOOT|AEVTIKG KL QY-
GTNPLOKG TPOCAOTLKG KOTh TN didpKela TG epo-
viidag acbevdv mov Tdoyovy and GToYYOLopen
EYKEQOAOTAOEL. KO YL TOV YEIPIOUS daryvem-
OTIKOV VYPAV Ko 10THV and autoig.

Iatpoyeviig popen vécov Creutzfeldt - Jakob

Z1n dedvn BiBAoypagio €xovy neprypagel ap-
KETEC MEPINTHICELG okovoLag Petddoong CID and
GvOpmNo Gt GAvOPONO AGY® 1aTpLK®V Tpdieny.
Ol nepLocOTEPES MEPLNTAGELS APOPOVV TT| UETA-
doon CID ce aoBeveic rov EAafov oxedacuo ov-
EnTixnic oprévng®, 1o onoio TaPUCKEVASTHKE o-
nd vekpoTowikd vAké peta&O 1963-1985, mpwv
my eQOPULOYR NG avaovvdvacuévng (recombi-
nant) oppdévng. Meprypdonkayv nepLoodTEPES ALNd
100 mepumTdICELS TOYKOOUIMWS, KO 01 TEPLOCOTE-
peg mopatnpridnkav ot Fodria, 6mov N véGo¢
oavanthydnke o€ 2,5% tov achevdv mov Elafoy
10 oKEVOOUO. X170 Hvouévo Baoiielo mpocsPit-
onkav aviictoyo 1% Tov ocBevidv Kot OTLC
HIIA 0,2%". Ot aofeveic avéntuEay rpdta nope-
yrepoAdikn atobio kou KivnTikég Stotapoyég
Kol apketd opydtepo dvolo. IoTomaBoA0YLKES
OALOLHOELS TapaTNPHONKOY KLPpieE 6TNV Tape-
ykepoAida kou To Booikd yayyhia. H xAviki €1-
K6ve xol 10 VELPOTABoAOYIKG evprinata T
rapduola Twv evpnudtev ¢ vécov Kuru, dei-
xvovtag 6Tt n nAukia katd tnv €xbeotn (6Aol ot
acfeveig noudid kou épnfol) oto Aowoydvo no-
péyovia 1i/xkat n 0d6¢ petddoong exnpetlovv Ta
KAMVOKOTOOOAOYOUVOTOUIKG Y OPAKTINPLOTIKG
g véoov'.

AAROL TEPICTOTIKG OQOPOVV UeTddOOT UECE
XEWPOLPYIKAY mpdlewv. H npodtn térolo mepi-
TTOOT avaeéponke 10 1974 ko apopoVoE acoe-
v ov éhaPe uborsuua kepatoe1rdoc”. Avo me-
PLOTATIKG avaQépOn Koy, LETE ORO XELPOVPYLKT
enéuPoom yio eEmANWia, 6T OToio X PTCIUOTOLT-
onkav un KoaTGAANAC ATOCTELPOUEVE NAEKTPO-
S, uoAvouéve and ooOev) MOV €ROGYE ORO
CID*. Tnyv tedevtaia dexoetio €xovv neprypogel
neplocotepec and 80 mepintwoelg CID, ueté tyv
ev3okpavioKt) TOTOOETNON TTOUATIKOD LOGyED-
KaTOC OKANPEG uiviyyos. H vécog exdnAidonke
16 privec émg 17 €t uetd v enéuPoon. O mepro-
GOTEPEG MEPINTACELG EIY OV KOLVT] TPOEAELGT] TV
HOAVGOEVTOV LOCYEVULATMV”. AVO EMTALOV TEPL-
TTOCELS avoépoviol and ypfion AVOPLALKGOV
TOPAYWAY®OV UOAVCUEVIC TTOUOTIKNG UNVIYYOS
v euPoriopd oryyeiwmv®™®.
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MoAvopotikéTnTo TOV 10THYV

H mepopotiky perddoon tg vécov and tov
GvOpmo ot TPOTEVOVTO LM ENTUYYAVETOL LE
exyvAopato and LoAvouévo eYxépairo, votiaio
UVEAS KO 09OALLKOVS 10TOVE . VTV Y p1OLULo-
o Bovv neprpepikol 1otol ko ENY, n petddo-
on €yer mocootd emruyiag pikpdtepo and 50%.
Extég and 1o ENY, dev éxel emtevyOel netédoon
UE Kovévo GAA0 VYPO TOV odpToS. To YEYOVGHS
0Tt 10701 €KTOG TOVL VELPLKOD GLOTHUATOG Eivar
uoAvopotikol, o moAY H1KpdTeEPO Padusd PEPara,
npokaAiel 10 €6A0YO epdTHHO KOTA TGO Ol TTO-
p&yovieg MoV TPOKAAOVY TG OMOYYOUOPQES €-
YKEQUAOTGOELEC Umopel vou LETad0B0VV LE LEeTO-
uéoyxevon opybvou M petdyyion aipatoc.

Agv VmGPYOLV HEYPL OTIYUNG EMONULOAOYLKA
dedopéva petddoong g CID and Gvlpwrno ot
GvOpwmno pe petdyylon aipatos. H véoog dev mo-
patnpnidnke oe cupoPiAlkove, 6mwe eniong, dev
nopatnpiOnke ko ce aodevelg oV KEVOLV Ev-
SopAéPra ypfion vopkeTIK®OV'. Aev ovoeéponke
avErTUEN TN VOGOV UETE amd PETdyYLon oipa-
10¢ and oupoddteg ot onoiol avéntuéav CID op-
yétepa”. Eriong m petdryyion povédov aipoatog
oe yuravi{ndeg, ta mifov evaiconta (oo otnv
TEWPOUATIKT] LETESOON NG vOooL and Tov Av-
Opwmo, de petédmoe N vé6o0o®. Yrdpyovv Spwg o-
VEKBOTES, LELOVOULEVES AVOLPOPES LETABOONC TNG
vOo0oU PETE amd PeTdyYlom KO PETAUOCYKELOT|
opYGvov™* kar meptypbonke petddoon Tng vo-
GOV G€ PUEG HETC OO EVOOEYKEPAALKS EVOQOUA-
wops aipatog and acbeveic pe CID%,

O Opyavioudg Tpoeinwv ko @apudxwnv (FDA)
tov HITA vroypedvel Toug TpounBevTég vo amo-
cUpovv aipa kol Taphywyo afpatog andé oupo-
ddteg o1 omoiotl avantiocovy apydtepa CID, evd
divel TNV evToAL] 0TOVLG TPOUNBEVTEG VO EVTILEP (-
VOUV TOVG ANTIES TV TUPOYDYWV OV oodei-
xTnkav poAvouéva'. Ze nepintmon evnuépwong
0V AT, eQOcov dev pmopel vo yivel Timota
TPOG T0 TOPSV Yo vaL owoPevy Oel 1 Tu 6V eEéMt-
En tng véoov, o yltpds, wg oVPPBOVAOS TOL O
60evoic, mpénel vo Tov hoPePouncioet pe éuoaon,
6T 0 kivduvog avdamTuEng eivan BewpnTikGe Kot
dev €xel texunpLwOEL.

Kivdvvog nerddoong tg vécov o€ 1otplko,
VOGNAELTIKG KO EPYOOTNPLOKS TPOCORIKE

AVOTUYDC VIEPYOLV ECPOAUEVEC OVTIAYELG
ylo tn @Oon Tov mapdyovta g CID pe omotéAe-
ouo. TOAAEG QOPES TO LOTPLKS KO VOO AELTIKS
TPOCOMTLKS Vo UV Topéy el Tnv opo1| ppovtida o
ovT00¢ ToVG aaBeveig eEontiog Tov PSPov TNG Le-
tadoTikdTNTAg TNG vooov. H vécog elvan pev pe-
T80Tk, eV elval OPMG LOAVOUATLKY| - KOAAN-
Tik1 (contagious). H avtiAnyn avt €xel wg amno-
téAeopa €ite va un yivovtan o1 aropaitnTeg yio
v emPePaiwon g véoov doyvwotikég eEeTd-
oelg (Broyio 1 vexpotop) §§ N voonievtikt| gpo-
vtida, oe acBeveic LGALoTa TOL TN YpeLdlovTon
waitepa, va eivol KaTdTEPN TOV TPOCIOKBYE-
vov. O1 DeArmond kot Prusiner avogépouv Toco-
016 AdBoVC 20-30% TN SLHYVAOT TOV OTOYYG-
HOPPOV EYKEQOAOTAOELDV’. TUVENMDG TOAALG Te-
PLNTWHCELS QGOEVEL®V OV PLTOPOTVV VO, OV TLUETO-
mGoToUV xEvoviol AGY® PN OAOKATp®MGN G TOL O-
napaitnTov SlayveoTikoy eAEYYOov.

Emdnpioroyikd dedopéva e deiyvouv avénpé-
vo kivéuvo petddoong g vécouv Ge 1aTpLkd 1
VOOTAeVLTLKS TPOSWMIKS KO O TPSCONA TOL O1-
KOYEVELONKOD Ko @LAtkov  meplpdAiovtoc™,
Exovv avoeepbel péypt otiypnig 24 nepintdoetg
LATPLKOV KO VOOTIAEVTIKOD TPOocwrikov pe CID
(é€1 maBoAGyoL, 800 vevpoyelpovpyoi, évag Tabo-
Aoyoavotdog, Tpelg odoviiatpol, évag odovtio-
TPOG YEPOLPYSS, Evvéa voookSpeg, dvo Ponbdoi
voookSpmv kat 800 1ototeyvoArdyor). H auyvo-
mta g véoou oe autolg eivon 18 pe N ovu-
XVOTNTOL GTOV LIOAOLTO TANBLONS’. Exel ovo-
eepOel névo wia mepintwon avéntuéng ™ vo-
ooV ot gv{vyouc™.

Méypt otrypng dev éxel damotmdel petddoon
NG véoov Ue €kBeoT| oe avorvor], GEALO, PLVOQO-
pLYYLKO €xxplua, ovpa 1 kénpava and acOeveic
pe CIDY. T 10 A6yo avtd apkei n xprion mpo-
OTATEVTIKTG LAOKOG TPOCHTOL KOl YOVILOV KO-
Té T voonieia Twv acbevdv. IIpocoyn Sp®g
yxpeLdleton katd v 0sQLOVOTIALN ToPaKEVTN-
oM OTO XELPLOUS Ko eMeEEPYAOLQL TOV EYKEPOAO-
votiaiov vypov.

MeyGAn mpocoyr| ypetdleton 6tav Aoppdvo-
vion Broyieg kon dtav yiveton vekpotopt, 1diai-
Tepa dtav yivetal avatour| TV opyavmv Tov oi-
KTLEVOOONALOKOD GULOTHNOTOG (AELQUBEV®DY,
OTAN VA KO TOV VELPLKOD GUOTHLATOS). KA £i-
val eniong vo Aappavovtal TpoQUACKTIKG Ué-
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Tpa TPOg amopuYY) daonopds TG 00TIKNG OK6-
vng xatd T SidvolEn g kpoaviakig KOAOTN-
0 OnWodnoTe NPENEL VO XPNOULOTOOVVTOL
epyoreio ag gpfione, 6tav eivon duvvats, ar-
Mg m anooteipoon npérel vo yiveTon w¢g oko-
LovBoc’:

1. T oteped ondPAnTa kou epyoreio amootel-
pwomn o autdkauato 4,5 dpeg otovg 132°C.

2. T vypd andfinta, avauelén 1:1 pe 2N No-
OH (xat’ 6yxov) kot anooteipwomn oe ovtdkav-
o710 4,5 dpeg atoug 132°C.

3. Ze mepintoon mov mECEL HOALGUEVO VYPO,
Siamdtion g empdavelag e 1 N NaOH tpelg ¢o-
péc yia 30 min k&Be popd.

Ooov agopd Tovg 10T00¢, T LOVILOTOINOT) OE
QOpUOAivy EAOTTAVEL onpOovTiKG, OAXG Bev &-
Eovdetepdvel, TN HOAVOHOTIKGTNTG TOVS. O KO-
AOtepog TpOmOG Yo vo EovdetepwBei Teieimg ei-
vail oL Topég vo dtatnpnBotv o Tokve HuppnKl-
k6 0&0 Yo pia dpo ko vor Lovipomoin 8oty Eavd
OE QOPUOALVT KO VOTEPO VO EXAKOAOVBNTEL I
Sadikaoio eYKAELONOU TV TOUDY GE TOPOPivT.
H dodikacio avth 8ev OAAOLMOVEL TN YPWOCTIKT -
KovoTnTo 1 TNV avIlyovikGeTnTo ToV 10TdV, Ol 0-
noiol xabictoviol Suwg ev8puntor”. T Toug
A6YOVG OVTOUG O1 VEKPOTOUEG, OV OQOPOVY TL-
Bavég MEPITTOOELS CNOYYOLOPPWV EYKEPOAOTOL-
Berdv, xou 1 e€étaoT TV EYKEPGAMV 1) TOL VAL-
xo¥ Twv Broyidv and tétolovg aobeveic mpénel
va ylvovTol o€ KEVTpa Tov SLoBETouY TNV KOTOA-
ANAN vrodout| xal duvatétnto eEETAONG ALTOY
TOV 1OTAV.

YYMIIEPAEMA

Tig 800 tekevtaieg Sexaetieg, e1dikd petd Ty
oavaxdAvym g npateivng PrP, n npdodog otig
YVIOOELG LOG OXETLKG LE TIG LETODOTIKEG OTOYYO-
LLOPYES EYKEPOAOTEOELEG ITOV EKPNKTLKT, 18101~
TEPOL OGOV OPOPAL TIG OLKOYEVEIG HOPYEC TOVG
oToV GVOpamo Kol Tig visous tav Ldwv. H rpdo-
do¢ auth iowg fTav ueyadbtepn and kdBe GAro
YVoTiké wedio g vevporaboroyiog kot emiPe-
Bowddnke pe 1o PpaPeio Nobel tov 1997 otov
Stanley Prusiner amdé 10 Zov ®povcicko Tov
HITA, évav and toug Baoikolg GLVTEAECTEG NG
pocniOel0g avTic. Tap’ SAa avtd, cvveyilovy
VO, LNV DREEPYOVY EMSNUIOAOYIKE 1) HOpLOKE de-
Souéva, ta omoia va eEnyodv T oropadixy pop-

¢ tng CID, n omoia eivon M mo ovyvry and Tig
OTOYYOLOPPES EYKEQOAOTAOEIEG GTOV (VBpWLTO
(85-90% SAwv tev mepInT®oE®V). EmnAgov, 1 eu-
¢6viomn g BSE ko tov véov tvmov g CID npo-
BANUGTIOE €vTova T SLTIKOEVPOMOAKT] KOLVWVI-
o, n onoio mélel v emotnuovikh KowoTNTO
Yio TEPLOCHTEPO OTOLYEIDL GYETIKG PE TIG ONOYYO-
LLOPOYEG EYKEQUAOTAOELEG KO TNV aveBpeon Tpo-
MOV YO TNV TPOANYT KOl THV OVTILETOMON
T0v6. To HeYGAO YPOVIKS SAGTNUA ETMOONG
OTLG VOoOUG OLTEG, 1dlaitepa GTav YLo TPATN QO-
pé uetadidovton and éva eidog oe GAro, kKaBLoTE
laitepo SVOKOAT TNV APOANTTIKY) OVILUETONL-
o1 Toug ko xperdleTon Eviovn kKo o§udepking €-
noypOTVNOT €K UEPOVG TNG EMOTNHOVIKNG KOL-
vomtag, dnwg Stomotddnke and v npdoeatn
eumelpia oto Hvouévo Baoiielo®,

T'vapilovue Aondv GTL TOLVAGYLOTOV IO CUVL-
0TdTa TV GNOYYOLOPP@V EYKEPAAOTABELDV &~
val €vag AOLLOYGVOG Tap&yovTos, EQOCOV OUTES
propoty va puetadoBovv and Lwo ot {ho, n pvon
10V onoiov Gpg dev Hag eival axplBdg Yvwor.
O rapéyovieg avtol mposPairovv apyikd To
AeU@IKS CVOTNUO TOV OPYOVICUOU KOl LETOSISO-
vtal 6to KNI, oto onoio exkdnAdvetor n v6cog
kot Swaxpivovue TovAdyiotov 20 SlopopeTikd
oteAéym vrevBuva yia TN véoo scrapie. Metadi-
Sovton and eidog ot eidog Ue 18iaitepn dvoxolia,
£101 OOTE N LETASO0T dia TNG YOOTPEVTEPLKNG O-
800 eivon e€oupetikd omibovn, exkTég Ko av ot
TPOYEG EYOVV OLENUEVT HOALOUOTIKOTNTO (T.X.
HoAVOUEVOG EYKEPAAOG). 'Eva amd ta Paocikd
TOOOPUGLOAOYLKE GOVOUEVH, TOV XOopoKTNPi-
Couv ™ AolpumEn amd awtovg T0Vg TOPEYOVIES,
givonl 1 petafoir omn otepeotaxtiky dopr Hiog
QLOI0AOYIKN G Tp@TEIVNG (PrP), N omola avevpi-
OKETOL OTINV EMPAVELD TOV KUTThpov, kuplag
TV VEUPLKAV, TPOG ULO ABLEAVTN, OVOEKTLKT| OF
npOtedoeg wopen (PrP*), mov mopotnpeiton ce
TEPLOYEG UE TNV TOBOYVOUOVIKT) OROYYOUOpON
oArolwom kol o TAGKEG aplvAoeldove. H 1dlaite-
pn onuacio ¢ Tpwteivng PrP oty tafoguacio-
A0YiO TV VOGOV VTV QOIVETOL OO TNV OVED-
peon HeToAAGEewY O0TO Yovidlo Tng mpwrEivng
(PRNP) ot RMEPINTACELC OLKOYEVAV HOPOAV TWV
vécwv kal v advvapio petddoong 1ng vésov
OE TPAVOYOVIBLIKOVG HUG, TOL dev £Y0VV TPMTEL-
vn PrP. Autd 1o dedopéva evioybouy Tnv Gmoym
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6Tl 0 AOWLOYOVOS TAPEYOVIOS TMV CROYYSHOP-
PV EYKEQOAOTOBELGV lvan TPOTEIVIKGG PE KU-
plo oVOTOTIKS TNV TPWTELYN PrP.

Mol e Tig Texvikég SuokoAieg LEAETNG TV VO-
oV QUTAV (N avEAvoT ToU TUoL evOg OTEAS-
XOVG TOL TTapdyovta NG véoov omontel Letddo-
on and Lo oe {do ko propel va diapkéoer me-
PLOCOTEPO UG €T0C) TOPAUEVOLV KOl TOAAK O
varndvinto epotfipoate. [Towa eivor n puoioroyt-
K1 Aettovpyio g npwteivng PrP; Tldg “moAra-
TAooLALETAL” 0 AOIHOYOVOG TOPAYOVTOG TOV LE-
TOSOTIK®OV OROYYOUOPPOV EYKEQPUAOTUOELDV;
o mpoxaAeiton 1) EKQOALOT TOV VELPWOVQOV 0T
v TaBoroyikt popen g npwteivng PrP; Mg
e€nyotvion T Srapopetikd oTEAEYT TOL TOPG-
yovia scrapie; I1dg eEnyovvtan o1 Siapopég oTn
voooAoYlol SLOPOPETIKDOV OLKOYEVHV LOPOHY
OTOYYOLOPP®V EYKEQUAOTUBELDV LE SLOPOPETL-
Kéc peTaArdEelc oto Yovidio PRNP; Avté kon GA-
Aa epoTipoTo TPOPodOTOVY TNV TEPLEPYELD KO
POVTOOLO TV GUYYPOVAV EPELVNTHV KOl T EMi-
AvoT| Toug Ba 00N YT{OEL OE VEEG OVOKOAVYELS OTN
froroyio kou v wtpikty. Méoa otnv ofePord-
T AOLTEV NG AVTIANWIC HLag Yo T UoT TV
TapoySVI®V TOV TPOKOAOUY QUTEC TIG GRAVIEG
Ko Spoportikég oo Tov kKAvikd yiotpd and
U0, GUVOPTOOTIKEG YO TOV EPEVVITH antd Tnv
GAAT, véooug, éva eivor BéParo: dTL To €mog Tmv
ONOYYOLOPOWV EYKEQOAOTABELDV OTNV 1UTPIKT]|
kou 1N ProAoyia péirg tdpa apyilerl.

ABSTRACT
Flaris N, Constantinidou A. Transmissible
Spongiform 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.
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