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B cmammi nooano kopomky xapakmepucmuxy mMpPAHCMICUBHUX  CHOH2IQOPMHUX
enyeganonamii. llpoananizosano 3acmocy8aHHs MPAHCSEHHUX JIHIU MeapuH OJs 3 SCY8AHHA
dyukyitl gizionociunoco npiony U po3eumxy 3axeopro8ants. OnuUcano OpiKHcOHCo8i MOOeNT GUBUEHHS
npionHux inghexyiti. Hasedeno Oami, wo niomeepoxicyromes NpiOHHY mMa ABMOIMYHHY KOHYenyii
PO36UMKY — MPAHCMICUBHUX — CHOHIOPpMHUX  eHyeghanonamit. 3a  NPIOHHOWO  MeEOpI€E
2youacmonoOibHi YmeopeHHs Y MO3KY XB0pPUX GUHUKAIOMb GHACNIOOK HAKONUYEHHs ) HbOMY
namono2iunoi gpopmu npionnozo Ginka (PrP>). Asmoimynna xonyenyis 6azyemvcs HA MOMY, WO
Oezenepayis MO3KY X80pUX € HACIIOKOM A8MOIMYHHOI peaKyii.

Kmouosi ciaosa: TPAHCMICUBHI CIIOHI'T®OPMHI EHIE®AJIOIIATIIL, IIPIOH,
ABTOAHTUTUIA, MU, APDKJIKI

TpancmicuBHi cnonripopmui enuedanonarii (TCE) Hanexuts g0 rpynu HeOe3meuHUX
HEHpOJereHepaTUBHUX 3aXBOPIOBaHb, SIKI 3yCTPIUAIOThCS Ccepell PI3HUX BUAIB TBapuH
(rybuacromoniOna ennedanonaTisi BeIukoi poraroi xymodu [l], TpaHcmicuBHA eHIedanonaris
HOpOK [2], ckpemi oBemb Ta Ki3 [3], XpOoHIYHAa BHCH@XJMBa XBOpoOa OJIEHIB Ta JIOCIB [4],
cnonripopmHa ennedanonaris KOTI4uX [5], a Takox y moaunau (xBopoba Kpeitndensara-Akooa,
cunapom ['epcrmanna-llITpoiiccnepa-llleitnkepa, gatanpae poauHHe 6e3conHs, xBopoba Kypy [6,
7] Ta iH.) 1 3aBXM 3aKIHUYIOTHCS JIETATHHO. XapaKTEPHOIO 03HAKOIO IIMX 3aXBOPIOBAHb € HAsIBHICTH
ryo4acTonoiOHUX yTBOpeHb y MO3Ky XxBoporo opranismy. TCE knacudikyioTh, 3riiHo A0 ix
eTioJiorii, K 1H(EKI1iiHI, TeHeTUYH1 Ta CHOpaanuyHi1 3aXBOproBaHHs [8]. sl MOSCHEHHS MPUYUH
BuHukHeHHs TCE 3anponoHoBaHo pi3Hi koHuenuii [9—-11]. OcHOBHOO € piOHHA TEOpid, 3a KOO
ryo4acTono/1iOH1 YTBOPEHHS y MO3KY XBOPUX BHHHUKAIOTh BHACIIIOK HAKONMUYEHHS Yy HbOMY
naTosnorianoi popmu npiorsoro 6itka (PrP*) [9].

I'ybuacTononibna enuedanomnaris Beiaukoi poraroi xynoou (I'E BPX) Bunukia B Aurmii y
cepenuHi 1980-x pokiB micis BBEIEHHS Y KOPM TBapUH M’SCO-KICTKOBOrO OOpOIIHA,
BHUTOTOBJICHOTO 13 TPymiB Ki3 Ta oBenb [12, 13]. Bizomo, mo perikaiiis mpioHIB 3aJI€KUTh BiJ
IPUCYTHOCTI BiacHoro 6inka PrP¢. Baxarots, mo mosekyna PrP™ mie sk MaTpuist, mpueHyoun
MOHOMEPH PrP€ i MEPETBOPIOIOYH iX Yy IUMEPHU PrP*° [14]. Ha naHuif 4ac s KOHIICIIL[S| BBAXKAETHCS
€KCIIEPUMEHTAJIbHO JIOBEJCHO0, MPOTE BOHA HE MOXKE MOSICHUTH yci Bunajaku BuHUKHEHHs TCE,
30KpeMa CropajnyHi BUNAJAKH MPIOHHOT HPEKII].

JlocnijpkeHHsT OCTaHHIX pOKIB J103BOJISIOTh npumyckatd, 1o TCE wmoxyrs Oytu
aBTOIMYHHUMH  3aXBOpPIOBaHHSMH. ABTOIMyHHa KOHULeMNUis 0Oa3yeTbcss Ha TOMY, IO
ryo4acTono/liOH1 yTBOPEHHS y MO3KY XBOpPUX TBAapUH MOXYThb OyTH HAcC/iJIKOM aBTOIMYHHOT
peaxuii [15—17]. Ha xopucTh 1bOro CBIUUTH HAsIBHICTH aBTOAHTUTUI JI0 aHTUT'€HIB MO3KY B KPOBI1
Ta CIMHHOMO3KOBIH pinuHi TBapuH 13 TCE Ta mauieHTiB 13 3axBoproBanHsaM Kpelindenpara—Skoda
[15, 17]. Mexauidmu HAYKUi1 aBToIMyHHUX npoueciB npu TCE 3anumaroTbcsi Mano BUBYEHHUMHU.
BBaxaroTb, 110 MMOsIBa aBTOAHTUTLT JO OLIKIB MO3KY € HACJIJKOM MOJIEKYJISPHOI MIMIKpIi MEBHUX
YyKOPIAHUX aHTUIEHIB, K1 NOTPAIUISIOTh B OPTaHI3M 4Yepe3 CIOKUBAHHS TBAPUHOIO 1H(PIKOBAHUX
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kopMmiB [18]. ToMy He BUKIIIOUEHO, 1110 JOBFOTPUBAJIE CIOXKMBAHHA JESKUX XapYOBUX aHTUIEHIB,
MOXX€ MPHU3BOAMTH JO aBTOIMYHHUX IMOPYIIEHb, fKi, 3a IEBHUX YMOB, CTalOThb MPUYHHOIO
BuHukHeHHs: TCE y TBapuH. [loka3HMKaMu aBTOIMYHHUX IPOLIECIB B OpPraHi3Mi CCaBLIB MOXeE
CIIYI'yBaTH PiBEHb IIUTOTOKCUYHOT aKTHBHOCTI IMYHOTJIOOY/I1HIB, HASBHICTh KaTAIITHYHO-aKTUBHUX
aHTUTLI, npucytHicTh aHTU-J|HK antuTin 1 TkannHocnenndiyaux aBroanTurin [19-21]. Ocrarouno
MexaH13MH 1 npuyrHH po3BUTKY TCE He BCTaHOBIIEHO.

3arajbHa XapaKTepHMCTHMKAa TPAHCMICUBHMX CHOHTri(popMHMX eHuUedasonarii.
Haii6inpmn xapakrepsi narosoriuni 3Minu npu TCE, ki MoKHa crioctepiratu 3aBIsKd CBITJIOBIH
MIKpPOCKOTIII MO3KY, — J€Te€Hepallisi HeWpOHiB, rinepIuiasisi 1 JereHepartist acTpouTis, popMyBaHHS
aMUIOTAHUX ONAMIOK. Y TOJOBHOMY MO3KY PO3BHUBAIOTHCS IUCTPO(MIYHI 3MIHM 3 YTBOPEHHSM
MHO>KMHHHUX JIpIOHUX KICT, 1110 HaJIa€ TKAaHUH1 MO3KY BUIJISINY I'yOku [22, 23].

TCE TBapuH 1 110AUHU KJIACU(IKYIOTbCS 3T1IHO JI0 iX €TIOJOT1i K 1H(EeKI1iH1, FeHeTHYH1 Ta
CHOpaJuyH1 3aXBOpIoBaHHS [8, 24]. Yci npiHHI 1HEKIi TBApUH 1 0 MalOTh HACTYIHI CIUIbHI
0co0JIMBOCTI: 1) CTOBIICOTKOBAa CMEPTHICTH, 2) MPOrpecyroue MOPYIIEHHS MOBEAIHKU, YYTJIMBOCTI
Ta KOOpAMHAIII pyXiB, 3) JoKami3allisl MaTOJOTIYHUX 3MIH y IEHTpaJbHIN HEPBOBIM CHCTEMI 3
YTBOPEHHSIM MHOXHHHHUX JpiOHUX BakyoJsiel (ryOuacromojaiOHa CTpykTypa), 4) TpuBamuit
IHKyOaiiHuN niepiod, 5) 34aTHICTh NpIiOHA J10JIaTH BUAOBHM O0ap’ep 1 BUKJIMKATHA 3aXBOPIOBAHHS B
IHIIUX BUJIB, 6) BIICYTHICTb HPHXKUTTEBOI JIAarHOCTUKH, 7) BIACYTHICTh €(EKTUBHHX 3ac00iB
JiKyBaHHS, 8) BICYTHICTH crienudivHoi npodutaktuku [25]. OcHoBHi kiniHiyHI cumntomu TCE
TBapUH 1 JIOJWHA OOYMOBJICHI MOBUIBHO MPOTPECYIOUMMH pO3JIaJlaMd HEPBOBOI CHCTEMHU:
MOPYILEHHS YyTJIMBOCTI (TiMepecTeH3is HIKIpH, BUPa)K€HA peakilis Ha 3BYKH, PIJIIE Ha CBITIO),
KOOpJUHAI] pyXiB (aTakcis, CIIOTUKAHHS, MaJllHHS) 1 IOBEIIHKU (HEPBI3M, arpECUBHICTb, CTPax), a
TaKOX OOJIMCIHHA 1 ITirMeHTaris [7].

30yauukoMm TCE BBa)karoThbcs MaTosIoriyHi 130(hopMu KIITHHHUX OUIKIB MPIOHIB, SIK1 3/1aTHI
10 TpaHceMmicii [9, 26]. IIpioHu po3risiIaroThCs SK HOBUM Kilac 1H(QEKIIHHUX areHTiB, K1 HE MICTATH
Mouiekyn HykieiHoBux kuciaot JJHK uu PHK [9].

Cnonridopmui ennedanonarii, y SKUX JJAOBEACHO TMPIOHHY €TIOJNOTII0, € TEepPEeBaKHO
300HO3aMH. [H(ekuiiiHl NpioHM B NPUPOAHMX YMOBax 30epiratoTbCsi (1HOAI O€3CHMIITOMHO) B
Oprati3mi ccCaBIliB, 37aTH1 JOJIaTH BHUJOBI Oap'epu, BUKIMKATH PO3BUTOK 3aXBOPIOBAHHS CEpel
MOMYJISILIM ccaBUIB, K1 paHille He Oyiau 4yTIMBUMHU 10 JnaHoro 30ymHuka [27, 28]. Ilepenaua
30yJHUKA TIPUPOJIHUM IIJISXOM BiIOYBa€ThCS y OBEIlb, Ki3, BPX, HOpPOK, YOPHOXBOCTUX OJICHIB,
KILIOK, TPU3YHIB, IPUMATIB.

Buxonsum 31 BcTaHOBiIE€HOro (akTy, L0 NPIOHHI XBOPOOW YHIKalbHI 3 T€HETHUYHOI Ta
iHpekniHoi Touku 30py, S. B. Prussiner 3ampomonyBaB y 1991 poril cydacHy KOHIIEMIIIFO
narorenesy TCE [9]. Ii cyTs nonsrae B Tomy, 1110 Jr0uHa MOXKe OyTH iH(piKoBaHA IPIOHAMH JBOMA
cnocobamu: 1) crmagkoBa nepenava 3a MenzeneM (aBTOCOMHO-IOMIHAHTHUN THUIT YCIIaJKyBaHHS).
Opnak, ne He prima facie ycnaakyBaHHs, a IOCHIIOBHE — 4Yepe3 IOMNEpPEHI0 T'CHHY
aBTOpEIUTIKAIlil0 1H(QEKIIHHOTO areHTa; 2) TpaHcMicid 1HQEKUIHHOTO areHTa ajliMEeHTapHUM abo
ATpOreHHUM HuIAXoM. [IpioHHI 3axBOproBaHHsA € BOJHOYAac IH(PEKUIMHUMU 1 CHaJAKOBUMU
xBopoOaMu. BoHun MOXyTh OyTH 1 CHOpaJUYHUMH B TOMY PO3YMIHHI, IO € BHUIIAJK{, KOJIU HE
BUSIBJISIFOTH JKOJJHOTO BiAOMOTO (axTtopa pusuky [9]. Buxonsum 3 cydacHMX 3HaHb, TPAHCMICIS
NpIOHHUX eHledanonarii BU3HAYAETHCS TpboOMa (aKTOpaMu: 03010 IH(EKI[IHHOTO YHMHHUKA,
HUIIXoM 1H(}iKyBaHHS, BUIOBUM Oap’epom [21, 29].

HInsx iHdikyBaHHS HpiOHAMU BIJI'pa€ Ba)JIMBY pOJIb Y PO3BUTKY 3aXBOPIOBAHHS 1 Mae
CBOIO IIEBHY 1€papXif0. 3a CTYNEHEM 3HAUyLIOCT] NUIAXH 1H(QIKYBaHHS MOYKHA PO3MOJUINTU B TaKii
MOCIIIZIOBHOCTI: 1HTpalepeOpanbHUil, IHTPAaBEHO3HUMN, IHTpaNepUTOHEAIbHUM, 1HTpaJepMaIbHUM,
TpaHCIUIalEHTapHUN, OpabHUM [6].

BBaxxaetncs, mo TCE M0OXyTb pO3MOBCIOJKYBATUCSA SIK Yepe3 TKAaHUHH TPAaHCIUIAHTATY, TaK
1 uepe3 xy [30]. XBopoOa Kypy 6yna nommupena y moaeit @ope 3 [larmya Hosoi ['BiHel, BHacH110K
putyanbHoro kaHi0anizmy, a ['E BPX uepes Te, 1110 TBapuH roayBajivd M’siICO-KICTKOBUM OOPOIIHOM,
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BHUTOTOBJICHUM 13 TpymiB Xyno6u [9]. BpaxoByrouu, 1o KOHIIEHTpAIlis MPiOHA B OpraHax y mepioj
iHKyOawii 3Ha4yHa, a caMm IMepioJl OBrOTPUBAIMN, JDKEpEIOM 30yJHHKAa MOXE CTaTH TaKOX
1H(¢1KOBaHa JIOAMHA [IPU MEpEIMBaHHI KPOB1, TpaHCIIaHTAIli oprasis Ta iH. [30].

Teopii po3BMTKY TpaHcMiCMBHMX CHOHTi(popMHHX eHuedasonariii. IcHye nekuibka
rinores, siki nosicHiolTh po3BUTOK TCE. IIpoTsirom TpuBanoro yacy HayKoBI[l AOCHIIKYIOTh, SIKUM
YIHOM aHOMAaJIbHUN BapiaHT MPIOHY MOKE€ MPU3BECTHU J0 PO3BUTKY IH(EKUIHHUX XBOPOO, TAKUX SIK
TCE mronunw 1 TBapuH. [eski paxiBIil cTaBisATh 1€l B3aeM03B 130K Mg cyMHiB [10-12, 15, 18].

Binomo, mo a8 oKpeMHX IHAMBIAYYMIB XapaKTepHUH pI3HUH pIBEHb TI'€HETUYHOI
CXWJIBHOCTI JI0 Li€i rpynu 3axBoproBaHb. OJHAK JJoTenep NPUYMHY LHUX PO3XOKEHb HE
BCTaHOBJICHO.

Ha nanuii yac icHyrOTh /1B OCHOBHI T€ODii, K1 M0sicHIOI0Th BUHUKHEHHS TCE:

1. 3a mpioHHO0 Teopiero y TkaHuHI MO3Ky npu TCE HakonuuyeTrbcsi aHomalibHa ¢GopMma
PrP™.

2. 3a aroimyHHOI0 Teopieto TCE chpuunHeH! BIiONOBIAII0 IMYHHOI CHCTEMH Ha
MPUCYTHICTh AaHTUTEHA, L0 IMITY€E CTPYKTYpPY OUIKIB BIIACHOT'O OpraHi3my.

OcHoBHoto rinore3or0 narorenesy TCE — BBakaeTbcsi IpioHHA TeOpis. AKyMYyJALis
IpiOHa 13 3MIHEHOI0 KOH(OopMalliero HOro MOJIEKYJIH BeJie 10 3arubeni opranizmy [31-33].

IIpionna xonuenuis po3Butky TCE. ¥V 1997 poui S. B. Prussiner 6yB HaropomxeHuit
HobGeniBcpkoro mnpemiero 13 (i3ionorii Ta MEIUIMHU 32 BIAKPUTTS HOBOTO THUITY 1H(EKIIITHOTO
30y/IHUKA M1 Ha3BOO MPIOH, IKUHA MOKE CIPUUUHATH BEIHUKY I'pyiy (aTalbHUX 3aXBOPIOBAHbD.

['onoBHMiT KOMIIOHEHT iH(eKuiHOT yacTku, o cnpuunHsie TCE abo npioHoB1 xBopoOu, €
natonorianmii npion (PrP>), sxuii, Ha BinMiny Bix kmituaHOTO MpioHa (PrP%), € rinpopobunm i mae
CYTTEBO 3MiHEHY TPETHHHY CTPYKTYPY [34, 35]. Skimo y crpykTypi PrP® mepesakaiots o-cripanbHi
JUIAHKH, TO XapakTEepHOI 03Hakow PrP™ e Benwka KinbkicTh B-ckimamgatux cTpykryp [9, 36].
Kuitiauuit MexanizM, mo Beze 10 kousepcii PrPC y PrP*, sanmmmaersest Hes’sicoBanuM. BBaKaioTh,
110 MOJIEKYJIa PrP*¢ nie six MAaTpUL, IPUEIHYIOUA MOHOMEPU PrP¢ i IIEPETBOPIOIOYH IX Y JUMEPHU
PrP. Bizomo, mo pertikaiis mpioHIB 3a7eXHTH BiI HPHCYTHOCTI BiacHoro Oitka PrPC [9].
[Ipotsrom po3BUTKY XBOpOOH, PrP© [IEPETBOPIOETHCS Y PrP%¢, sikwmii HAaKOIIMYY€THCS Y TOJIOBHOMY
Mo3Ky. PrP* BusiBieno y tBapun, xsopux Ha TCE, i Bil € 03HAaKOIO ILii€i rpyrn 3axBOpioBaHb. PrP
MPHK mnpucyTHs y BemuKiil KiTbKOCTI y HEHpOHAX MPOTSTOM YCHOTO JKHTTS TBapuH. PrP™
HAKOIMUYYEThCS Y TIIANBHUX KIITHHAX 1 3T0JI0M, IPU IPOTPECYBaHH1 3aXBOPIOBAHHS, OLIUPIOETHCS
IU(pY3HO y TKAHUHU LEHTPAJIbHOI HEPBOBOI CUCTEMHM, YacTO U y OLTy pedOBUHY T'OJOBHOTO MO3KY
[37]. PrP MPHK BusiBieHO Takok B acTpouuTax 1 OJIrOACHIPOLUTAX MO3KY XOM SUKIB Ta IIYPiB.
Pigenb PrP MPHK y rimianpHux xiiTiHax HOBOHApODKEHUX TBAPUH TaKui caMuil SIK y iX HelpoHax
[38]. IIpioH BUSABIEHO TaKOX Yy ceine3iHul, JiM(OBY3Jax, JIETeHsIX, CEepli, HUPKaxX, CKEJIETHUX
M’s13aX Ta MIa3MatudHid memopani T-mimdornuti [37, 39].

Jloci 3anuimmaeTbcs HE 3pO3yMUIMM 3B S30K MDK cnaakoBumu Bumagkamu TCE Ta
iHpek1ieo. B ekciepuMeHT! 3 TPaHCT€HHUMH MHIIAMU, SKUM BBEJCHO aMIHOKHCIIOTHY 3aMiHy Yy
PrPC, ska y momuHu cnpumumbse cuaapoM Iepcrmanma-IllTpoiiccrepa-Illeitnkepa, moKa3aHo
CHIOHTAaHHUHN PO3BUTOK HEMpOJEreHEpaTUBHOIO 3aXBOPIOBAHHS, OJHAK IX MO30K B3araji HE MICTHB
ingexmuiitnoi gopmu PrP% [40]. IIpn Busdenni cmagkosux TCE y MOXMHH, BCTAHOBIEHO, IIO
yaacts PrP¢ npu tpancdopmanii y PrP*® sanexuts Bix tamy myrauii [41]. TBepwkeHHs, MO JHIIe
npion Bukimkae TCE, Bce me He Mae TBepaoro nokady. Ilokazano, mo xBopoOGoTBOopHa (opma
npiony PrP% me € HelpoTOKCHYHOIO 3a BimcyTHOCTi KimiTHHHOI (opmu mamoro 6imka PrPC.
TpaHcreHHi MuIli, T€HOM SIKUX MICTUTh BEIUKE YHCJIO KOMIM MHUINAYOTO TeHYy PrPS, PO3BHUBAIOTh
CTOHTAHHY HeifpoereHepaio (6e3 indixysamms PrP%) sanexmo Bix ix Biky [42].

BBaxaerscs, mo TCE € iHdekuiiHuM 3axBoproBaHHSAM. Pa3oM 3 TUM HeMae >KOJHOTO
JoKa3zy HasBHOCTI areHTa, 1o crnpuunHie TCE: ¢otorpadii eneKTpoHHOI MIKPOCKOIMIT,
IMYHOJIOTIYHOTO JI0OKa3y MPOTIKaHHs 1H(EKIil, HEe ICHYe METOAY, 110 J03BOJISIE BUPOCTUTH TaKHUM
1HGDeKIIHHAN areuT [43]. ITocnimoBHICTE MIPIOHOBOTO OLIKa JIFOINHA -
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KTNMKHMAGAAAAGAVVGGLG, cknagaerbcsi B OCHOBHOMY 3 ali)aTUUHUX aMIHOKHUCIOT, 5K
JIETKO TOIMEPU3YIOThCS B aMuToin-monioH1 ¢idbpwm [44]. 1le mosicHIoe, YoMy 111 BJIaCH1 OUIKH €
BITHOCHO PE3UCTEHTHUMU JI0 T1Ipoiizy (pepmeHTaMu MakpodariB 1 MOXYTb aKyMYJIOBaTHCS Yy
HeHpoHax, COPUUYUHSAIOUM IXHIO 3arubens [45]. ImynoxediunTHi TBapunu, Taki sk mumi SCID, He
posiBIIAIOTH O3HAK 3axBoproBaHHs TCE micns 3apakeHHs 1H(IKOBaHOIO CKpernl TKaHMHOIO MO3KY
[46]. BiacyTHICTh peakuii IMyHHOI CUCTEMHU € HE3BHYHOIO, OCKUIBKM 1[I MUIII Jy’K€ YYTJIMBI J10
BIpYCHUX 1 0aKkTepiiiHUX 1H}EeKIIiil.

[Ile ocraTouHo He 3’sicoBaHO, 3BiAKU OepeThes 30yaHuKk TCE Ta sk BIH MepeHOCUThCS, alie
OUIBIIICTh HAYKOBLIB BIIJJAIOTh IIepeBary Teopii NpioHiB.

ABTOiMyHHA koHlenuisa po3Butky TCE. Beaxanocs, mo iMyHHa cucteMa He Oepe ydacTi
Yy MOJIEKYJIIpHI eBourolii NMpioHHOI xBopoOu [47]. MOXIIMBUM MOSICHEHHSIM IIbOIO € Te, IO
ingexuiitauit unnank TCE e hopMoio KIiTHHHOTO mpioHoBoro 6inka PrPC i Tomy iMyHHa cucTema
3QJIMIIAETHCA TOJIEPAHTHOKO 0 PrP* i me posmizHae Woro sk uykopimawii areHt [48]. Ilpote
IMyHI3aI1isl MUIIIEH 32 TOTIOMOTOIO0 PrP xoM’sika Bene 10 MPOAYKINIT PSAy aHTUTLI, K1 pearyroTh 3
HHUM, aJI€ 3JIUIIAI0THCSA TOJEPAHTHUMU JO MUIIUHOTO PrP¢ [49].

TonepanTtricTs opranismy 1o PrPC Bimpismserscst Bix peakiii Ha iHIIi aHTHIEHH MO3KY,
HanpHKIag oCHOBHMU Outok Mieniny (OBM), sikuii 3aaisHUN Y PO3BUTKY 3aXBOPIOBAaHb, TAKUX SIK
€KCIIEpUMEHTAJIbHI aBTOIMYHH1 eHlleanonatii MUIIeH 1 pO3CISTHUN CKIEPO3 JIOANHU. Y TAIlI€HTIB
13 pO3CITHUM CKJIEPO30M BHUSBIIEHO 3HaYHUM piBeHb aHTUTLI 10 OBM Ta Heiipodutamenty [50-53].
Imynizanis mumeir OBM BukinKae CwibHY IMYHHY BIAMNOBIAb, 1O Beme a0 Mirpamii OBM-
peakTUBHUX T-KIIITUH 10 HEHTPaIbHOI HEPBOBOI CUCTEMH 1 PO3BUTKY aBTOIMYHHOTO 3aXBOPIOBAHHS
[54]. B ekciepumeHTax 13 TPaHCT€HHUMH MUIIAMU BHUSBJIEHO, IO aBTOpeakTUBHI T-mimporuTu
HasiBHI 1 B HOpMaJbHMX TBapuH. Ll TonepaHTHICTb ICHYE, JAOKM aBTOpPEakTHBHI T-KJIiTH He
aKTUBYIOTHCS y BIIOBLIb Ha JI10 EKCTPEMaJIbHUX YMOB [55, 56].

[TokazaHo, 1110 cupoBaTKa KpOBIi OBELb IHPIKOBAHUX CKpEIll pearyBajia 3 HeHpopi1aMeHTOM
(62 xJla), BumineHuM i3 Mo3Ky mumri [15]. Jins BuBdenns ¢ynxuiii PrPC cropemno minii TBapum
(PrP™), reHOM SIKMX He MICTHTPH TeHy mpioHHOro Ginka. Iw’exuis PrP”” mumam 1% romoreHary
MO3Ky Mullel iH@pikoBaHuX ckperni He Bena 10 po3BuTky TCE 3a BincyrHocTi y HUX B-nimdonuTis
[16]. ¥V tBapuH, ypaxxenux ['E BPX, Busieno antutuia 1o ObM BPX, neiipodinamenty 1 npiony
[57, 58]. V mamientiB i3 cnopamuyHoto dopmoro XKS BusBieno aBroantutiia 1o OBM [18]. YV
monent ypaxkennx XKS 1 Kypy crocrepiranu BUCOKI TUTpH aHTU-HeWpoditameHT antutin [17], B
OKpEeMMX BHIIaJKax Yy MalIeHTIB 13 cropaauyHoro (opmoro XKS BHUABISUIM TaKOXK aHTUTLUIA A0
tupoinaux antureHiB [59]. ¥V moneit 3 XK BusABICHO BHCOKHI PIBEHBb IHTEPJICUKIHY 6, M0
BKa3yIO€ Ha T€, IO Y TUT1 BIIOYBAEThCs 3amanbHui porec [60]. Y MO3Ky I’ SITH 13 IECTH MaIlI€HTIB
13 criopaguyHoo ¢opmoro XKS ta y ckpeni-iHpIKOBaHMX MULICH BUSBIEHO MIIBUIIEHUN PIBEHb
nimponutis [61].

Bizomo, mo mumi PrP” He € minkom TOJIEPAaHTHUMHU 0 NpIoHY. IMyHi3amis 1UX TBapHUH
Prp¢ BeJIC 10 MPOAYKITIT antu-PrPC anrurin [62]. Ha BiamiHy BiJ IIbOTO, TIICJIS BBEJACHHS iM areHra
CKperi (PrPSC), npoaykiii antu-PrP antutin He BusiBieno [63]. OmHUM 13 MOXKIJIMBHX IOSICHEHb
BIJICYTHOCTI peakiiii IMyHHOI CUCTEMHM Ha CKpemi € Te, 1[0 I iH(EeKIis He 3/aTHa aKTUBYBATU
Hecnenu@IuHl IMYHH1 MeNilaTopH, SIKI B HOPMI CHUTHAJI3YIOTh [P0 TOSBY YYXOPITHUX
MikpoopranizmiB. Hampuknaz, Bipycu 1 6akTepii 1HAYKYIOTh BUBUIbHEHHS 1HTep(dEepoHiB, (akTop
HEKpO3y MyXJHWH, IHTepJekiHy 1 Ta iHTepsiekiny 6 [64]. 3a BiACYTHOCTI mUX HecHEIUMIYHUX
MEJIaTopiB UyKOPIAHUN OUIOK HE 1HAYKY€ IMYHHOI BIAMNOBIJII HaBITh Yy MUIIEH PrP”. Oxunm i3
MOXJIMBUX TOSICHEHb LIbOTO SIBHILA € BIACYTHICTh TOKCHHIB, SIKI BUAUISIOTHCSA MpU OakTepiiHiN
1HeK1ii, BIACYTHICTh pyHHAaLIl KJIITUH, SIKI CIPUYUHSE BIpYC, 1 TOMY IMyHHa cHUCTEMa He MoMIdae
ckpemni [21].

Crnpobu 1HIyKyBaTH AaHTHUTUIA 10 BJIACHOTO PrP© Oynu Hepaamumu. OpHAK YCIIITHO
MOHOKJIOHQJIbHI aHTUTLIA MPOAYKYIOTh MHUIII PrP”", ockinbku HOPMaJIbHI MMILI TOJIEPAHTHI JI0
nporo Ouika [66]. YV mrypiB JleBic BusiBjieHo T-KIITHHU 1 aHTUTLIA crieluidHl 10 3-X MENTHIIB
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npiony pl18-137, p182-202, 1 p211-230. B iMyH130BaHUX NENTHIaMU MPIOHY MOJIOJUX IIYpIiB (2—
6 Mics11l) HEe BUSIBJICHO TATOJIOTIi, @ B 8-MICSYHUX TBapHWH CIIOCTEPIraiy YIIKOKCHHS mIKipu [65].
Ile noBOMTH, 110 iXHS IMYHHA CHUCTEMA pearye Ha MenTUIu PrP©.

Bixe Ounpmie 120 pokiB B IMYHOJIOTIT BIIOMO, IO MICTs 1H €KIIIT TKAHUHUA MO3KY BiJ OJTHOT
70 1HIIOI TBapuWHU BXe yepe3 3—6 TUXKHIB PO3BUBAETHCS HEBPOJIOTIYHE 3aXBOPIOBAHHS —
eKCIIEPUMEHTAJIbHUN aJIepTTYHUI eHLeaToMIENIT, KU XapaKTepU3yeTbCs M S30BOIO0 CIabICTIO,
YaCTKOBHM TapajiiyeM 1 Beae a0 3arubeni opranismy [66, 67]. IlomiOHuN pPO3BUTOK XBOPOOH
xapaktepHuil 1 ;uia TCE. Bunukae nutanHs, 4d MOKe IMyHHa cHUCTeMa OyTH MPHUYMHOIO I[HOTO
3axXBOpPIOBaHHA? ABTOIMYHHI 3aXBOPIOBaHHsS y 0araThbOX BHIIQJIKax CHPUYMHEHI MIKpoOamHu, sKi
MICTSITh MOJIEKYJIIPHI CTPYKTYPH MO110H1 10 CTPYKTYP JIOJICBKHX Ta TBAPUHHUX TKAHHH.

[Ipouiec nosiBU aBTOIMYHHOT'O 3aXBOPIOBAaHHS CKJIAJIA€EThCS 3:

- MOTPAIUISIHHS aHTUTEHY B OpTraHi3M;

— BIJIMOB1/I1 IMyHHOT CHCTEMH HA MOSBY aHTUTCHA,;

— YTBOPEHHSI AHTUTLI, SIKI aTaKylOTh AHTUIE€HU BJIACHUX TKAaHWH, II0 MAlOTh CXOXKI
CTPYKTYPH 3 aHTUT'€HOM;

- NEKUIbKOX MOBTOPIB MOTPAIJISHHS aHTUI€HA 0 OPraHi3mMy, 10 CIIPUYMHSIE PO3BUTOK
aBTOIMYHHOTO 3aXBOPIOBAHHSL.

Knacuunum npukiagom takoi Mojeni € pesmatusM. M-IIpoTein, 1mo BXOIUTh A0 CKIATy
KJIITUHHOI CTIHKM CTPENTOKOKIB, Ma€ TOMOJIOTIYHY JO JIIOJCHKOTO KojareHy IV amMiHOKUCIOTHY
nociigoBHICTh. YUepe3 3—6 TWKHIB Micis MOTPAIUITHHS B OpraHi3M iHQEKIil crocrepiraloTbes
IIYMU B Ceplll Yepe3 YIIKOHKEHHS TKAaHUHH CepLsl aHTUTUIAMHU, SIKI YTBOPUJIMCH BHACITIJOK peaKiii
Ha ctpenTtokoku [45, 68, 69]. 'youacrononiona ennedanonaris BPX mossumnace B AHrmii Ha
novatky 1980-x micis 3roJOBYBaHHSI TBapHUH M’ACO-KICTKOBOTO OOpOIIHA, BUTOTOBJIEHOIO 13
TpyIiB oBelb Ta KopiB [12, 13]. MoxnuBo, LI KOPMU MICTHIIN 1 MIKPOOPraHi3Mu, SiKi BOJIOAIIOTH
CX0XKOI0 3 TKAaHMHOIO MO3KY CTpYKTyporo. BuxopucrtoBytoun 6azm manmx SwissProt 1 Genbank,
Oyno 3HaieHo ¢epMeHT 4-KapOOKCH-MYKOHO-JIAaKTOH JaekapOokcuiiasy B Oaktepiil Acinetobacter
calcoaceticus, Agrobacterium tumefaciens 1 Ruminococcus albus, skuii Mae TOCIIIOBHICTD
romosioriuny 10 OBM — RFAMGEV [70]. HocmipkeHo cupoBaTKy KpoBi 29 TBapuH 13
cumntomamu TCE Tta 16 310poBHX TBapHuH. SIK KOHTPOJb BUKOPHUCTaHO cupoBaTky 30 TBapuH,
SIKUM BHUMOBHWIOCH MeHIe 30 micsamiB, ta 28, sakum Outeme 30 micsaniB. OcTaHHI KOHTPOJBHI
rpynu B3sTi 3 pepmu, ne He Oyino BunaakiB 3axBoproBaHHd Ha TCE. AHtutina no uux Oaxrepiit
Oynio 3HaiieHo y cupoBarTii KpoBi ycix kopiB 13 cumnromamu TCE Ta He BHUSBIIEHO y 30pOBHX
TBapMH PI3HOTO BIKYy Ta 3 pi3HUX MicueBocten [57]. [ocmimkeHo cupoBaTKy KpOBI XBOpHUX i3
po3cisHEM ckiiepo3oM (68), Bipycaum enuedanitom (10), xBopoboto Kpeitnidensara-Axobda (2),
napaniuem (18), pesmaruzmom (20), ankutyrounm crnonawiitoMm (20) ta 3nopoBux aoHopis (30).
HocratHiil piBedb antutl (Ig A) 10 Acinetobacter BUSIBIEHO Yy XBOPHUX 13 PO3CISIHUM CKJIEPO30M Ta
y HaunieHTiB 13 3axBoproBaHHAM Kpeindenpara-Akoda. Y 370poBUX TOHOPIB Ta IHIIUX TPyl
MAIIEATIB TAaHUX aHTUTLI He BUsABIICHO [70].

Pi3n1 hopmu npioHOBUX XBOPOO MOXKYTh OyTH aBTOIMYHHUMH 3aXBOPIOBAaHHSMHU BHACIIOK
MOCTIHHOI aBTOIMYHHOI aTaku LIEHTpaJibHOI HEpBOBOI cucrteMu. KIilo4oBOI0O  CKIIaZ0BOIO
MaTOJIOTTYHOTO Tpotecy, 1o Beae a0 nossu TCE, € npoxykiis cnenu@piyHUX aBTOAHTUTLT MPOTH
PrP€ i, MOK/THBO, IHIIEX IMyHOT@HHHX MaKpOMOJIEKy Mo3Ky [10]. V pesynbraTi BUHNKaE MOCTiiHA
IMYHOJIOTIYHA aTaka MO3KY, 110 PU3BOJUTH 10 PO3BUTKY KiiHIYHUX cuMmiTomiB TCE.

OcHoBHI pucH aBTOIMYHHOI Teopii po3BUTKY TCE:

1) TCE copuuuHeHl 4YyXOpPIIHUMHU aHTUTE€HAMH, SIKI BUSBISIOTH MOJIEKYJISPHY
MIMIKpIIO 3 TKAHUHOIO MO3KY;

2) pYHHIBHUM HEWPOJOTTYHUM areHTOM € aHTUTLIO, a HE MPIOH;

3) Ha BIAMIHY Bl aBTOIMYHHOI Teopii, MpiOHHA TEOpisi HE BIANOBIAE CyYaCHUM

KOHLEIIISIM MOJIEKYJISIpHOI 010JI0T1{, OCKUIBKU MOCTYJIIO€ ICHYBaHHS HOBHMX YacTHH MO30aBJIEHUX
HYKJIETHOBHUX KHUCJIOT, SIKI CHPUYUHSIOTH HEBPOJIOTIUH1 3aXBOPIOBAHHS.

Bionoris tBapun, 2010, T. 12, Ne 1
28



Bionoriuni moneni pocainxenns TCE. Tpanceenni muwi. CTBOpeHO IHiHII MUIIEH 13
JICJICIIEI0 TPIOHOBOTO OLIKa PrP™”", Crnouatky Oyn0 BHSBIEHO, IO BOHM AaHATOMIYHO HE
BIIPI3HSIOTHCS Bl IMKOTO THITY 1 MOBEAIHKA iX TaKOK BIAMOBIIA€ MOBEIIHIII HOPMATHHUX MUIIEH
[62]. BBenenns im arenra ckpeni He Bejae 10 po3BuTky TCE. llikaBo, 110 rerepo3uroTHi MUl
PrP"" xpopitorb Ha TCE micnsg iHOKymsAwii iM ckpemi, aie })OSBI/ITOK 3aXBOPIOBAHHS
XapaKTepU3yeThCsl NOBIIMM iHKyOaIiiHuM HepiofomM, Hix y mumeii PrP™" [62].

CrtBopeHo OaraTo JIiHIA TPAHCTEHHUX MUIIEH, TeHOM AKUX MICTHTh PrP OGarathox BuIIB
TBapuH (KOpPOBH, BIBIIl, KO3H, JIOCS, XOM’sIKa, HOPKH, CBUHI) 1 JIOAWHUA. [ €HOM ITUX MHIIEH TaKOK
Hece crnenudiuHil myrarii, mo copuse 3’scyBanHio mexaHismiB TCE [71]. Tpancrenni mwumii
BHKOPHCTOBYIOTh JUISL 3°siCyBaHHs (i3inoriunoi ¢pymkiii PrPC, MexaHi3MiB TIKO3HIIOBAHHS [HOTO
Ol1Ka, MOJIEKYJISIPHUX AacleKTIB BHUJIOBOro 0Oap’epy, MEXaHI3MIB MOIIMPEHHS MpPIOHY,
HeBposoriannx dyrkiii PrP¢ i PrP®.

[Ticns mporosomennst S. B. Prussiner y 1982 pormi mpioHHOI Teopii JOIUIBHO OYio
MIABEPIUTH y4acTh KJIITUHHOTO npioHy y naroreHe3i TCE. [{nst nporo 6yno cTBOpeHO HOKAyTHi 3a
PrP¢ mumii [72]. BusiBneno, mo 6e3 excrpecii PrPC BinOyBaeThest po3BHTOK Ta (DyHKIIOHYBAHHS
KJIITUH CCaBIIiB 1 Opraniamy B uuioMy. [Ipote kinituHHUI npion Heooxiauuit 1uig po3Butky TCE [9].

BinHoBnEeHHS MOCHIIOBHOCTI T€HY, 10 KOAYE CTPYKTYpPY KIITUHHOIO IPIOHY, Y HOKAyTHUX
MULIEH, J03BOJSE 3pO3YMITH BAXKIMBICTh MOro mpu perurikamii 1 KOHBepCli y MNaTOJIOTTYHY
bopmy [72—77]. I'eneTnuni TpaHchopMmallli y MUIIEH A03BOJSIOTh BUBUUTH (Pi31070TT4HI QYHKI[IT
PrP® i BimoBinHiCTh KOHKPETHOT HYKIICOTH/IHOI TOCIIIOBHOCTI TeHy 10 (GyHKIii 6ika [78]. Takox
MIPOBEJICHO JIOCHIPKEHHS MOJIEKYJISPHUX AacleKTIB BHUJIOBOTO Oap’epy 3a MyTallii OJHOTO YU
obMexxeHoro uucia HykieoTuaiB y reHi PrP [79-81]. IIpoBomuTbest MonentoBaHHS CHAAKOBUX
¢opm TCE mrogunm [82, 83], nocmipkeHHs KIITHHHOI CHEU(PIYHOCTI Y PO3MOBCIO/DKEHHI MPIOHIB
[84, 85], BUBUEHHS MeXaHI3MIB NOIIKPEHHs IpioHIB [86, 87]. 3aBASIKM BUKPUCTAHHIO TPAHCTE€HHUX
niHiil MHAIIeH, BCTaHOBIIGHO HeiipomaTosoriuny pois PrPC i PrP* mpn TCE [88]. Takox BHBUEHO
¢dbynxkuii PrP Doppel [89]. Yci mi nocnimpkeHHs COpUSIOTh KPAoMy PO3YMIHHIO IPUPOIH MPIOHY Ta
MexaHi3miB po3BuTky TCE.

barato BuniB TCE Ba)XkO NPUBUTH TBapWHaM HaBITh B €KCIIEPUMEHTAJILHUX YMOBaX, 3a
SAKUX 1HOKYJIAT BBOJATH 1H €KI[IEI0 OJHOYACHO BHYTPIM si30BO U 1HTpauepeOpansHo [71]. Ilpn
nepenaui 30ynauka TCE Big 0AHOTO BHAY TBapUH /10 IHIIOIO €(EKTUBHICTh TPAaHCMICIi 3a3BUYal €
HU3bKOM0. [[71s1 mojoaHHs BUOBOTO Oap’epy CTBOPEHO TPAHCTEHHI JIIHII MUIIEH 1 XOM SKIB, y AKHX
Bi1acHuil rex PrPC 3amiHeHO Ha BimmOBiTHHII aHAJOT IHIIOTO BHUJIy Y XUMEPHUU T€H MPIOHHOTO
OuIKa.

HpixknxoBi moneai BuBdyeHHss TCE. YV 1994 pori BCTaHOBIEHO, IO APLKIKOBI
6inku [URE3] i [PSI'] € mpionamu. Y apixmkis BizoMo 6 mpioHiB, 4 3 AKHX 3/1aTHi yTBOPIOBATHU
aminoinai ¢ibpumy, a 2 BUKOHYIOTH (depMenTaTHBHI GyHKIii [90]. [URE3] i [PSI'] xomyioThcs
MM03aXpPOMOCOMHHUMH T'€HaMH TIEKaPChKUX OPLKINKIB Saccharomyces cerevisiae [91], 1 € mpioHamu
Ure2p 1 Sup35p, BinmosinHo [92]. Ure2p 3amissHuil y peryisiii kataboi3My a30Ty, penpecyrodn
reHu (EepMEeHTIB 1 TpaHCHOPTEpiB, HEOOXIAHI NpPU HHU3BKOMY BMICTI a30Ty y CTaHJIApTHOMY
cepenosuii [176]. DALS npioH BiAmoBinae Mmyrauii ure2, ska Bele J0 HaJeKcrpecii 6araTbox
reHiB, cepel kux 1 DALS, mo KoAye TpaHCIOPTEP alaHTOAaTy, 1 L€ BKa3ye HAa HasBHICTb IPIOHY
[URE3] [93-95]. Sup35p € pakropom TepmiHaiii TpaHcisiii S. cerevisiae. Myrtanii y TeH1 sup35 1
npioH [PSI+] npu3BoauTh 10 HE3UUTYBaHHS TepMiHAIBHUX KOJOHIB [91].

Tozaxpomocomuwnii Ter [PIN+] 6yio BusBieHO depes iioro notpedy B aktupanii [PSI'] mpu
Haanpoaykuii Sup35p 1 BracHOMY po3MHOkeHHI aminoiny Rnqlp [96]. ¥V apukmxis Podospora
anserina BUSBJICHO TI03aXpOMOCOMHHI TeH |[Het-s|, HEOOXmIHMI IS TETepOKApIOHHOT
HecyMicHOCTL. [IpoayKT 11bOro reHa BUSIBJISE BIACTUBOCTI IPIOHOBOTO OLIKa [97].

binku, nns skux iX akTuBHa QopMma € HEOOXITHOIO [yl aKTHBAllli CBOTO IOINEpEeIHUKA,
TaKoOXX MOXyTh Oytu mipioHamu [98]. [B] mpioH y meKapchbKUX IPLKIKIB S. cerevisiae €
CaMOaKTHBYBAJILHOIO BaKyOJISIPHOIO MpoTea3oro B. [B] mpioH BaxxIuBUiA miJ Yac MEH03y APIKIKIB 1
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HEOOXITHUN AJIs BUKUBAHHS KIITUH Y cTalloHapHIN ¢a3i pocty [98, 99]. ¥V P. anserina BusBICHO
no3axpomocomMHuuil red [C], HEOOXITHUM U1 HEMPABUIIBHOTO POCTY, KUl YaCTKOBO 0a3yeTbcs Ha
camoakTuByBalibHOMY MAP-kiHa3HOMY Kackaai [100].

[PSI+], [URE3], [Het-s] i [PIN+] € aminoigaumu dopmamu Sup35p, Ure2p, HET-s i Rnqlp
BIIMOBIHO, I SKHX XapaKTepHUMH € CTIMKICTh J0 [1i TpoTea3 3aBIsAKH [3-CKIagdaTii
ctpykrypi [101]. KokeH 13 mmux pekoMOIHAaHTHHX OUIKIB € TPAaHCMICUBHHM 0 HEIH(PIKOBAHUX
KJIITUH MIPY BBEJIEHH1 aMUI0iIHUX (BiOpUiI in vitro 1 IpakKTUYHO HE NMEPENAEThCsl IPU BUKOPUCTAHHI
po3unHHOI popmu 1ux 6ukiB [102, 103].

Maneponn Hspl104, Hsp70s 1 Hsp40s Ta Gararo iHmMX OUIKIB € BiANOBIJAIBHUMH 3a
PO3MHO’KEHHSI TPIOHIB NIJISXOM pYyHHYBaHHS aMUIOiTHUX (UIAMEHTIB Ta CTBOPEHHS HOBUX [-
ckianyatux cTpykryp [104, 105].

BucHoBok

Ha cporognimHiii jeHb nuTaHHs Kiacugikanii ta nediHinii NpIOHHUX XBOpPOO JIOJUHU Ta
TBApUH € IMpeIMeTOM JAMCKyCli cepea (axiBLUiB pPI3HOTO MNpoQuI0, MO0 3alMalTbCA II€I0
npobinemoro. TCE mnoauistorh Ha iH(QEKIIHHI, TeHETUYHO OOYMOBJIEHI Ta CHOPAJUYH1 BUIAJIKH.
[ndexuilinumu arentamu, o cnopuuuHAoTe TCE, € OUIKM NpiOHH 31 3MIHEHOIO TPETHHHOIO
cTpykTypoto. CraskoBi BUIIQJAKH MPIOHOBHX 3aXBOPIOBAaHb € HACHIAKOM MYyTallil I'eHa, 10 KOJye
cTpyKTypy mpioHoBoro Ouika. Cropaauuni TCE TpammnsitoThCsi, KOJM XBOPUH JKOJHUM YUHOM HE
KOHTaKTyBaB 3 NAaTOT€HHUMHU MPIOHAMHU 1 T€HOM MOro He MICTUTh MyTalii y redi PRNP. [IpioHoBi
OUIKM BUSIBJICHI Yy IPDK/DKIB, X04Y 3/aHi 10 TpaHcMicli 1 GopmyBaHHS aMmutoinHux ¢idpun 3a
HAsBHOCTI Y HUX MYTallii y T€Hl, U0 KOJAYIOTb CTPYKTYpy LHX OLUIKIB, MPOTE HE BEIyTh [0
PO3BUTKY MaTOJIOTIYHOTO Ipolecy. SIKIo He yciX MpIOHHBUX XBOPOO, TO MPUYMHOIO BUHUKHEHHS
cnopaauuHux TCE, Moxxe OyTH po3BUTOK aBTOIMYHHOT'O 3aXBOPIOBAHHS.

M. R. Kozak, R. S. Stoika, Yu. Ya. Kit, V. V. Vlizlo

TRANSMISSIBLE SPONGIFORM ENCEPHALOPHATIES: COMMON
CHARACTERISTIC, THEORIES OF THE DEVELOPMENT, BIOLOGICAL
MODELS OF THE INVESTIGATION

Summary

For today a question of classification and definition of prion diseases of man and animals in
the article of discussion among the specialists of different type, which engage in this problem. Prion
diseases are divided into infectious, genetically conditioned and sporadic cases. The pathogens
which cause transmissible spongiform encephalophaties are prion proteines with the changed
tertiary structure. The inherited cases of prion diseases are the consequence of mutation of gene
which encodes a prion protein structure. Sporadic transmissible spongiform encephalophaties
happen, when a patient in no way contacted with pathogenic prions and his genome does not
contain a mutation in the gene of PRNP. Yeasts prion proteins forming amyloid fibrils at presence
of the mutations in a gene, which encode the structure of these proteines, however pathological
process not development. If not all prion diseases, the reason of origin of sporadic transmissible
spongiform encephalophaties, possibly, is development of autoimmune disease.

M. P. Kozaxk, P. C. Cmouka, FO. A. Kom, B. B. Bauzno

TPAHCMUCHUBHBIE CIIOHI'M®OPMHBIE DOHIHE®AJIONTIATUNA:
OBLIASA XAPAKTEPUCTUKA, TEOPUU PAZBUTHUSA
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N BUOJJIOI'MYECKHUE MOJEJIA I/ICCJIEI[OBAHHFI
AHHOTaAanUuA

B 0030pe mpezncraBieHO KpaTKyH XapaKTEPUCTUKY TPAHCMHUCCHUBHBIX CIIOHTM(POPMHBIX
sHiepanonaTuil. [IpoaHanu3upoBaHO NPUMEHEHHE TPAHCIEHHBIX JIMHUN JKUBOTHBIX JUIf
BBISICHEHUS! (PYHKIUN (PU3NOJIOTMUECKOTO NMPUOHA U Pa3BUTHUS 3a0oseBaHus. OMUCAHO APOKKEBBIE
MOJIENIM U3y4eHUs NMPUOHHBIX MH(peknuil. HaBeneHbl AaHHbIE, YTO MOATBEPKIAIOT HMPUOHHYIO U
aBTOMMMYHHYIO KOHIIETIIIMM Pa3BUTHUSA TPAHCMUCCUBHBIX CHOHTU(OPMHBIX 3HIE(aTONaTHHA.
CornacHO MPUOHHON TeopuH TyOuaToOoOpa3Hbie OOpa30BaHMSI B MO3TY OOJIBHMX BO3HUKAIOT B
CIICJICTBHN HAKOIUICHHS B HEM I1ATOJOTHIECKOH (opMbI proHHOTO Genka (PrP%). ABromMmMyHHas
KOHLEIIMS 0azupyeTcsi Ha TOM, YTO JIereHepaius Mo3ra OOJbHBIX — CJIEJICTBUE aBTOUMMYHHOM
peaxkuu.
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