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Ha Arrcepraqiro Kywxeeuu Maptaruu Bacutieau
<<Onrorenern.uri sminu rorcaJrisaqii i nrvricry rc.nirunnoro upiona ra fioro

tntq3oK 3 aKTrtBHicrro AT@as>>,

rrpeAcraBneHy na s4o6ymr HayKoBoro cryneuf, KaHALIAaTa 6ioloriqHllx HayK

sa cneqiamnicto 03.00.04 - 6ioxiuis

Arcrya;rrnicrr reMH. y 1997 p. Ho6eniacsry uperrairc n ranysi MeAIlrIrIHrI

6yno Bpf{eHo aMepr4KaHrlro Crenni flpysinepy (Stanlev B. Prusiner) sa ai4rpurrr

(na uouarrcy 80-x porin Mr{Hynoro cronirra) npioHie - HoBoro 6iouoritrHoro

Apepena inserqii i ga uoscHeHHr ocHoBHI{x npr{Hllulris ftoro aii. C. Ilpysinep

AoAaB upioHu Ao crlrcoKy 4o6pe siAoluux inQerqifiHzx arenrin, TaKTIX tK

6arrepii, nipycu, rpu6u ir. tapazvnu. Monerynu npionin icnyroru Y Asox Qoprvrax,

oAHa 3 flKLrx (HopMaJrbrro>) 3ropHyra, a Apyra arperoBaHa n auiloiU-nod6ni

niArnaAeHn-i. Teprtrinol,r <<arvrinoip> rlo3Harlarorb rpy[y 6inrcin, sri ssaeNloAirorr

ivrix co6oro, yrBoprororb niArnaAenns, qo He Bl4MrlBarorbcs conboBI4MLI

po3rrr4gaMn, crifirci .{o rHrarrr fi lo nporea3, yO i pa4iooupotuinenns. Tanufi

aHoM€urbullfi upioH (apyra Qopnra) KoHraKrye 3 HopMaJIbHlIM i nepeno4utr ftoro e

aHoM€urbHy $opruy.

llpioHll 6ynu slrssreHi rrpu eun.{eHHi cuonrio$opMHl4x (ry6uarux)

exqe$anonarifi. C. flpy:irrepy BAanocs er,rAirlaru :6yAHI4Ka fi Aosecru, u1o ein e

qucrprM 6inrcorvr-nayraHToM, 3AarHr{M BTIKJMKaTT{ cnoHrio$opMrry eHqe$zurouatiro,

i nageae Hosufi run in$errlifinoro areHra upion (prion, eiA aHrr. Proteinaceous

infectious particle - 6inrcoea in$opnaaqifina.racuanra), a6o upion-upotein (PrP).

Teprrain <<npioru ni4rpecnrce creqnQi*y inserqifiHoro areura, eiAIvIiHHoro eiA

nipycy, sxuir, rpiu 6inra,uae i nyrneinoBy KkIcJIory.

flporein-upion e cianornironporeinou 3 MoneKynf,pHoro Macop 33-

35 nr{a, cKnaAaerbcr y nroAr{Hr.r npu6rusHo is 254 auiHorucJlor, BKJITo'rarow 22-

qlennufi N-reprr,rinatslrtuit curnalrnufi nerrrllA i xo4yerrcx eATIHI{M reHoM,

po3TarrroBaHlrM y nro4r{Hu y 2A xpoMocoMi. Ha croro.qui BcraHoBJIeno 6irlr 20

pisHux uyraqifi reHa PrP nroAurnu, xri BrrKJrraKarorr pisni upionori 3axBoprcBaHrrn.



llpion PrPc sgafiAeHufi y ncix ccanqin, BXoAr4rb Ao cKnaAy rrJIa3MarrIrIHn

ueu6pan, 3B'fl3aHufi ig sosHirunirr,r ii uonourapoM rnironiniAHuM tKopeM i 6epe

fracrb B eHAorlr4rosi ra rara6onigrvri ruirzn. Hafisuqaft pieenr KoHrleuTpar{ii PrP

BLlrBJreHo n Hefiponax.

llpioH-nporeinla neo6xiAni Ans HopM€ulbHoi cunanruqnoi Synrqii, 6epy$

fracrb y nrixrniruHHoM)r enigHasaHHi ra rnirlu*rifi ar<rzsaqii, e4ificnroroG

KoHTponb 3a rrpoqecaMrr crapinna ra in. KnirunnNfi npion, firuonipno,

neo6xiAnufi Am TpI{BaJIoro BI4xCuBaHHt nefiponin, y ToMy 'Iucfli iT miulH

flyprcin'e, Arrfl npoqecin rara6onisrray, ui4rpnMaHH,tt ionnoro foMeocrut3y, B T.!I.

ni4rpqvranHl Na-, K-, i Ca-rpagienris Ha vrert6paHHrlx cr{creMax. BuxoAsqr s

rlboro, aKTy€urbHicrr reuu Auceprarlii M.B. Kyrureenq He BuKJrrIKae cyMHlBlB.

Cryninr ofirpynronanocri i Aocronipnocri rloJrolnerrbr BI{cHosIdn ra

peKoMeHgaqifi , cQoprvry"rr boBaHrx y AncepTarlii:, ix nonnsna.

CeiAqeHH{M AocrarHroi o6qpyHroBaHocti ra 4ocronipnocri orpuMaHLIX y

Agceprardii pesynmarie ra :po6neHLIX nncnosriB e BHcoKufi uero,4uquuir piaeHr

po6oru i sAane [oeAHaHHfl. cy-r'acnkrx MeToALITIHLIX rrlAXoAlB runpoKoro Alana3oHy.

V pos4iri <<MarepialH i MeroALD) orprcaHo BllKoprlcrani vreroAla 4xQepenqifinoro

qenrpu$yryBaHH{,,{or-6nor- ra

Mero,qu, Bu3HarleHnx nvricty ioHin

BecrepH-6rot anani:r,r, irvrynoricroxirvri'{Hi

rariro, natpiro i ranrqiro, MeroArr 6ioxirvri'rHoi

riHerarn, MeroAX Blr3HarreHHq aKTuBHocri $eprvrenris ra crutucrn'rHi.

Cepe4 pe3ynbrarie cni4 ni,4snauurz nafisax;tlleiuri ra ri, qo Malorb

npiopurerHe 3HarreHHr. ,{ocd,4xeHo JroKuulisaqiro, 3araJlbHl4fi ai\dicr i pineur

MoneKynrpHlrx iso$opu PrPc y AoBracroMy Mo3Ky, Mo3orIKy, uepu$epurlHllx

upion-peulixynalrnux (cele:inra, ropo)KHt xurura) ra inruprx (neuinr<a, HlIpKI4,

ru'x:u) opraHax na6oparopHllx ulypie pi:noro eircy. BasHa.reHo aKTI{BHicm ra

xineru.{Hi noxasHprKz Na*, K*- ra C**- AT@as, a raKox{ nuicr Na, K i Ca y

rKanlrHax rlprx opraHis. BcraHoBneHo ropemqifiHy salexnicrr uix nircoBplMrl

guinauu eir,ricry PrPc fi aKrueHocri ioHrurx rpaHcnoprepiB, sNaicr PrPc ra Na*, K*-

ra Ca2*- AT(Das, a raKox( no6y,4oaaHo MoAeni, xr<i ni4o6paxarorb siroei sMiHu

gocni4xyBaHnx rap aMerpie y npion-p enniryaulllbHlix rKaHrIHax.



Anrop rIoK€B€IJIa, Iqo nafisuqi piaHi eKcrlpecii ruiruHnoro npiory

BcraHoBrreHo y AoBracroMy Mo3Ky (97 - 100 oA), cenesiHqi (92 -98 yo), nopoxHifi

rnurqi (64 - f00 %) ra Mo3oqry (53 - 84 o/o). hvryuoricroxitvti'+ri Aocni4xemrr

rcrirvruHoro npioHy cni4varb, r{o y AoBracroMy Mo3Ky PrP' po:rvriulyerbcfl' y

gna.{Hifi rinrnocri n x4pi oJrLrBr4 ra encxiAHoMy rparri, y rcopi Mo3orIKa - y

Hefiponax MoneKynrpHoro, 3epHncroro ruapin ra y rcnirHnax flyprcin'e. Carvre

ToMy, eKcrrpecyrcqlr 3HagHi rimrocri PrPc, nefiponra ra rclirllnu rnii e

ocuoBHlrMu tiairuen-flvrra uia qac po3BlrrKy narolori.{nux gtuin. V rux BLrHrIKae

narcyonisaqix, sHacriAoK qoro peecrpylorbct AereHeparueni, ry6'racronoli6ni

sN{iHX cryKTypn Mo3Ky. BoAHo.{ac, [poHLIKaroq]I y Mo3ouoK, raroJroriqnnfi npion

ypaxae rnirunu llypxiH'e, y pe3yrrbrari.roro ropytryerbcfl KoopAunaqis pyxiB.

,,{ocni,4xyrouu noxanisarlirc xlirnnnoro npiona y ue'riHlli Ta HI4pKax,

aBTop roKa3aJra, lr1o y ne.rinqi ruirurtrnufi npioH BLItBJIeHo y FenaroIILITax' a

raKoxr cNnycoi4€lx, 3oKpeMa y rcrirrurax Kyn$epa. 3anexno siA niry tnapnn

gruriHroerrcs cnissiAHorueHHr MoneKyntrpHl/tx rniroQoprvr ruirunnoro upiona,

ro6ro rnirconieyBaHHr BrrJrlrBae Ha s4arHicrr xlirnnnoro npioua

rpancsopMyBarlrcr y rraroreHny Qopuy. 3a ni4cyrnocri rlirnnnoro npioua a6o

fioro 4ucSyHrcqii BlrHrlKarorb enerrpo$isiorori.rHi ra canaurraqHi uarolorii

ueftponie, rxi cynpoBoAxryrorbcf, ropyureHHflMl,I Ca-roueocra3y. Bctanoeneno

3HarrHe 3pocraHHr nrrricry ranrrdirc y npion-pennirye€urbnl/tx rKaHuHax crapvx

TBapLrH, rrlo po6nm nefiponu npa:wreinuuu Ao HecnprltrnvrBux Saxtopin,

crtpr{rrlrH.se nepeAqacny:arz6enb HepBoeux rrirun, 3MeHIuye ix nnaculqnicm.

Aropovr BcraHoBJreHo 3HrrxreHH.fl aKrrrBHocri AT@as sa 43 - 89 % y

npion-penninynalurnx opraHax si 3pocraHHsM nircy rBapuH, IrIo, fiuonipno,

npu3BoALrrb Ao rropy[reHHr eJreKTpoxinaiqnnx rpa,4ientia Ha rrJIuBMarLI.{Hifi

rvrervr6pani. Ha ocnosi rlboro aBTop crBepAx{ye, rqo arrueHicrr ioHnax

rpaHcrroprepin i sNaicr ionie Harpiro, ranin ra ranrrliro MoxHa BBalKarI4

MapKepaMu crroHTaHHoro rpionnoro reperBopeHHs. Orpuvrani p*ymruwr

po3Kpr4Barorb oco6rurnocri SisionorirrHlrx $ynrqifi npioH-nporeiny i rr,roxyrr
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6yru uzropucrani 4.ur';eanueHH{ eriororii ra rraroreuerrrrrHrD( rvrexanisMiB

upioHnux 3axBoprcBaHb.
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pe3yJIbTaTr4

uponi4nzx

eKcrrepr{Menramni AocriAxeHrur rroBHictro

poooTlr, a oTprrMaHl AaHl Ao3Bon.f,rorb

azpiruuru nocraereHi y po6ori 3aBAaHHr. Pasorvr 3 TLrM Br4Hr4Karorb Aesri

BucHosrz po6oru qirro cSopvrynrosaHi i nori.*ro BIanJIrIBaIot a aHanisy

orpuMaHux eKcnepLrMeHT€uIbHLIX AaHrIX. Hayroei [oJIo)KeHHf,

AkrceprarlifiHoi po6orz noeuicuo nurnageni y 8 crarrtx

eir.{xgHsHzx ra sapy6ixHzx HayKoBLrx qaco[ucax, aupo6osaHi Ha

nceyrpaincbKrrx ra uixnapoAHrrx HayKoBrrx rconQepemlisx. 3ivricr anropeQepary

uosHicfio ni4noni4ae srraicly 4ncepraqii.

3aynaxceunq rqoio rrvricry Anceprarlii ra sara.rrsnufi Br{cHoBoK.

llpone4eni Kyurrenuq M.B.

ni4noei4arorr ueri ArrceprarlifiHoi

3arI?ITaHHx, ni4noni4i na xri cupusruMyrb ruu6ruouy posyiraiHHlo orpltMauux

aBTOpOM AaHr{X.

1. Hagneaflr po(ory <<Onroreneru.{Hi guinn ...>) e nepe6inrrueHH{M,

ocrimrclr aBTop 4ocri4xyn€rna rBapuH Jrlrrre I-, 6- i 3O-rvricsrrHoro airy, rqo

Hanrerrc,ITb JII{Iue Ao oAHoro is rqonafiuenne qorr4pbox erauie oHToreH$y.

,{ocrarHro 6yno 6 nassarz <Bironi girrinn ...>>.

2. 3aynaxenHrr MeroArrqHoro xapaKTepy:

a) eaxro :poayrrairvl, .ulvl Mo)KHa ru4irnrz npioHtr, M.rvr. flKLrx - 35 r,{a,

.f,Kulo roMoreuar qenrpuQyryBanu 2 xB 3a 12000 o6./xs.. -flr rpaBr{Jro,

BKznyrorb rucx.ri g; .1

6) ax sposyivrirra <<sMicr npionp> B yMoBHLrx oAlrHr4rlrx? [oqiJrbHo 6yno 6

Aarv rnyMaqeHHs raKrIM oALrHprrI{M, TurM 6inrrue, rqo eNricr npionin

((Bu3Haqarz ... ni4nocHo ervricry ry6yninp> (crop. 40), xxuir rroBuueH 6yrt
aBropy ni4oluurrr B oAr4Hlrqxx CI;

n) anrop 3aHaATo cKyno onvcy€ orpvMaHHx uirpocoM: (3pa3Ku rKaHr4H

rouoreni3yB€lJlpl ... , y pe3ynbrari noeropHoro qeHrpnQyryBaHHr orpr.rM€urlr

(crop.4l). V ssssKy 3 rIHM Br{HtrK€uorb
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naevr6panHy Sparqiro rrcanuru
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3arrrrraHHr: rKi TKaHI4HI4; rKi rxBllAKocri IIeHTprI$yryBaHHt B orurHr{qtx gl wl

ni4pienxrorbcs yMosz anAireHHf, rvrirpocovr i: pi:nzx rKaHlIH; rri postvtipll

vrervr6panHrrx Be3rrryn i opienraqir rr,reira6paHHllx uonepxonr?

3. Onncyroqlr MeroAra i p*yrbrarv rinerz.rHlax AocriA)KeHb, aBTop, Ha

AyMKy orroHeHTa, 3aHaATo simHo siAHocurbcr Ao rineru.rHrlx napaMerpie. I{e

crocyerbcr, HarrpuKJra,q, <<rinrrocri peaxqii (crop. 43), <<nrvricr ionis y nopoxnifi

rnrurli>> (crop. 88), rpil :acrocynanni oALrHr{rIb #
\PEr Exl#T€rttlr -.u:eal -1

neni4noni.qnicrr rpaQircin ruM, xri ao6paxeni na pnc. 3.35, r i in., a oALrHLIqs (Mr
t..' uporeiHp (crop. 92,97) Brparrae in$opuaqiftne HasaHrax(eHHr.

4. .{ucrycifiHuM e i sucHosoK aBTopa rrpo re, rrlo 3HLDKennx Ky s sirovl

rrpprBoAnTb i 4o snnKeHr{r vo ATOasnoi pearcqii, xrcrqo aBrop Kop}Icryerbcs

pinHxnux Mixaerica-Menrenr ro : @
{s}+ E{n

5. IIIo xr Ao nipori4nocri Aanzx, ro rrlr Aoqimno 3Bepraru yBary na sNriHu

(arrraenocri, nuicry), sna.reHnr rKlrx KoJrlrBaerbcr B Melr(ax 0,8 - 2 %?

BrcasaHi ,qo6posuunnni 3arrrrraHHr He 3Hrrxyrorb sucorcoi oqinrra

AllceprallifiHoi po6oru. 3aranrnzfi it aHzuris cniguHt, Iqo qe cauocrifine i

3aBeplxeHe HayKoBe AocnLq)KeHHr, y rKoMy npeAcTaBireHl rrepeBa)KHo HoBl

HayKoBo o6lpynroeaHi AaHi, rr1o B cyKyrrHocri e cyrreBzM BHecKoM e 6ioxiNdiro

upionin. Po6ora <<Onroreneru.rHi srvriHlr roxariaaqii i ervricry rnirzHHoro upiona

Ta fioro ge's3orc 3 aKTLIBHicto AT(Das> ni4noni4ae rrurHHLrM BraMoraM Ao

KaHAI4.qarcbKLIX AkTcepraqiir, a ii anrop Kyrurenu.{ M.B. 3acnyloBye HayKoBoro

cryrleHt KaHArIAara 6ionori'{Hlrx HayK:a cneqizurrnicuo 03.00.04 - 6ioxirrnis.

Ofiiaiilnuil onoruerum

3ani^ynau HayKoBo-AocJrlAHr4M
A.6.u., npo$ecopceKTopoM "Meu6pauolorii i

quronorii" KuiecrKoro uaqioHaJrbnoro
yninepcnrery iueni T apaca I i les.reuxa
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