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B cmammi nooaHo KOpOMKY XApakmepucmuky —MpPAHCMICUBHUX — CHOHIGOPMHUX
eHyeganonamii. I[Ipoananizoano 3acmocy8aHHsA MPAHCSEHHUX NIHIU MBApuH OJisl 3 SCY8AHHS
@yHryit gizionoziunozo npiony i po3eUmMKy 3axeopiosants. ONUcano OpPiNcoNco8i Mooei GUBYEHHS
npionHux ingexyiu. Hasedeno oami, wo niomeepodicyroms NPIOHHY mMa A6MOIMYHH) KOHYenyii
PO3BUMKY — MPAHCMICUBHUX — CNOHIQOpmMHUX  eHyepanonamiu. 3a  NPIOHHOIO — Meopier
2yo4acmonoOioni YmeOpeHHs )y MO3KY XB0pPUX GUHUKAIOMb GHACIIOOK HAKONUYEHHS )V HbOMY
namono2iunoi popmu npionnozo Ginka (PrP>). Aemoimynna xonyenyis 6azyemvcsi Ha MOMY, W0
OezeHepayis MO3KY X80PUX € HACTIOKOM A8MOIMYHHOI peakyii.

Kmouosi caosa: TPAHCMICUBHI CHOHIT®OPMHI EHLIED®AJIOIATII, TIPIOH,
ABTOAHTUTUIA, MUIII, APDKJKI

TpancmicuBHi cnonripopmui enuedanonarii (TCE) nanexuts n0 rpynu HeOe3meUHHUX
HEWpOJETEHEPAaTUBHUX 3aXBOPIOBaHb, SKI 3yCTPIUalOThCS Cepel pI3HUX BUIIB  TBapUH
(ryOuacrononiOHa eHuedanonaris Beaukoi poraToi xynodu [1], TpancmicuBHa eHuedanonaris
HOpOK [2], ckpemi oBemb Ta Ki3 [3], XpOHIYHAa BHCHaXXJIMBa XBOpoOa OJieHIB Ta JIOCIB [4],
cnionripopmHua eHuedanonaris KoTsuux [5], a Takox y moauHu (xBopoba Kpeiindenpara-Skoba,
cuaapoMm I'epctmanna-llITpoiiccnepa-llleitnkepa, gatanpHe poauaHe 6e3coHHs, XBopoda Kypy [6,
7] Ta iH.) 1 3aBXKAM 3aKIHYYIOTHCS JIETAIBHO. XapaKTEPHOIO 03HAKOIO IIMX 3aXBOPIOBAHb € HASIBHICTh
ry0uacTonolioHuX yTBOpeHb y MO3Ky xBoporo opradizmy. TCE kmacudikyrTh, 3rigHO 10 iX
eTioforii, sIK 1H(EKUiHHI, TeHeTUYHI Ta CIOpaguyHi 3axBoproBaHHs [8]. [[ns mosicHEHHsS] MPUYKH
BunukHeHHs TCE 3anporonoBano pi3Hi kormemnii [9—11]. OcHOBHOIO € TIpioHHA TEOpis, 3a SKO0
ry0uacTonoJiOHi YTBOPEHHS y MO3KYy XBOPHX BHHMKAIOTh BHACIHIJOK HAKOIUYEHHS Yy HbOMY
1aToIOr 4HOi (hopmu mpioHHoro Ginka (PrP*) [9].

I'y6uacronozibna enuedanonatis Benukoi poratoi xynodu (I'E BPX) Bunukna B AHrmii y
cepenuHi 1980-x pokiB Tmmicias BBEOCHHA Y KOPM TBapuWH M SICO-KICTKOBOTO OOpOIIHA,
BUTOTOBJICHOTO 13 TPYIiB Ki3 Ta oBeub [12, 13]. Bigomo, mo perutikaiisi IpioHIB 3aJ€XHUTh BiJl
MIPUCYTHOCTI BJIACHOTO O1JIKa PrPC. Beaxarots, 10 MOJIEKYJIa PrP* mie six MAaTpHUILI, TPUETHYIOUN
MOHOMEpH PrP€ i IIEPETBOPIOIOYH 1X Y TUMEPU Prp%° [14]. Ha naHuii yac 1 KOHIICTIIiS BBAXKAETHCS
EKCIIEpUMEHTAIBHO JOBEACHOI0, TIPOTE BOHA HE MOXKE MOSICHUTH yci Bumaaku BuHuUKHEHHS TCE,
30KpeMa CIopaJnyHi BUMAJAKH MPIOHHOT 1H(pEeKIIi].

JlocmipkeHHsT OCTaHHIX pOKIB 03BOJSIIOTH mpunyckatd, mo TCE Moxyts Oytu
aBTOIMyHHUMH  3aXBOPIOBaHHSAMH. ABTOIMYHHa KOHLENIisl 0a3yeTbcsi Ha TOMy, WIO
ry0uacTono/iOHi YTBOPEHHS y MO3KY XBOPHUX TBapWH MOXYTh OyTH HACIiJKOM aBTOIMYHHOI
peaxuii [15-17]. Ha xopucTh 1bOTO CBIAYUTH HASIBHICTH aBTOAHTHUTLI 0 aHTUTEHIB MO3KY B KPOBI
Ta CIMHHOMO3KOBIH pinuHi TBapuH i3 TCE Tta mamienTiB i3 3axBoproBansM Kpehndenpara—Ikoda
[15, 17]. Mexani3mu inaykuii aBroiMmyHHHX mporeciB npu TCE 3anuiiaioTbcss Mano BUBYCHHUMH.
BBaxaroTb, 110 MOsIBa aBTOAHTUTL 10 OUIKIB MO3KY € HACJIJIKOM MOJIEKYJISIPHOT MIMIKpIi EBHUX
Yy>KOPITHUX aHTHUTEHIB, 5K MOTPAIUISIIOTh B OPTaHi3M uepe3 CIOKHBaHHS TBAPUHOIO 1H(IKOBAHUX
kopMmiB [18]. ToMy He BHKIIOYEHO, IO JOBrOTPUBAJIC CIOKUBAHHS JIESKAX XapUYOBHX AaHTHICHIB,
MOKE€ TPHU3BOJUTH [JO AaBTOIMyHHUX IOpYIIEHb, $IKi, 3@ IEBHUX YMOB, CTalOTh NPHYUHOIO
BuHukHeHHS TCE y TBapus. Iloka3sHMKaMu aBTOIMyHHHX IPOIIECIB B OpraHi3Mi CCaBIliB MOXeE
CIIyT'yBaTH pPiBEHb IIUTOTOKCHMYHOI aKTUBHOCTI IMYHOTJIO0YJIiHIB, HASIBHICTh KaTaTITHYHO-aKTUBHUX



aHTUTLIL, TpUcyTHICTh aHTU-/{HK antuTin i TkanuHocnenudivyanx aBroanTutia [19-21]. OcratouHo
MexaHi3mMu 1 npuanan po3BuTKy TCE He BcTaHOBICHO.

3arajbHa XapakTepUCTHKA TPAHCMICMBHUX crnoHripopmumx enuedasionariii.
Haii6inem xapaktepni natosoriuai 3miau pu TCE, ski MO)KHa crmocTepiratv 3aBAsiKd CBITJIOBiH
MIKpPOCKOMI1 MO3KY, — JiereHepariisi HeHpoHiB, rinepruiasis 1 JereHeparis acTpouTiB, (GOpMyBaHHS
aMIJTOTTHUX OJISIIIOK. Y TOJIOBHOMY MO3KY PO3BHBAIOTHCS MUCTPOGIYHI 3MIHH 3 YTBOPEHHSIM
MHOXXHUHHHUX JIPpiOHUX KICT, 10 Ha/la€ TKAHWHI MO3KY BUTJIsILy ryOku [22, 23].

TCE TBapuH 1 T0IUHU KJIaCU(PIKYyIOTHCS 3T1AHO 10 X €Ti0J0rii K 1H(EeKIiHHI, TCHETHYHI Ta
CTHIOpaauyHi 3aXBOpIoBaHHA [8, 24]. Yci npiHHi iHEKIil TBapyH 1 JI10/1ei MAlOTh HACTYIHI CHUIbHI
0COOIMBOCTI: 1) CTOBIICOTKOBA CMEPTHICTH, 2) MPOTPECyr0Ue MOPYIICHHS MOBEIIHKH, Yy TIHBOCTI
Ta KOOpAMHAILIl pyxiB, 3) JoKaji3alis MaToJOTIYHUX 3MiH y LEHTpaJbHI HEPBOBIH cUCTeMi 3
YTBOPEHHSIM MHOXKMHHHUX JpiOHUX BakyoJjied (ryOuacromonmiOHa CTpyKTypa), 4) TpHUBaIHi
iHKyOariiiauii mepiof, 5) 3AaTHICTh NMPiOHA JAOJNATH BUJOBUN Oap’€p 1 BUKIUKATH 3aXBOPIOBAHHS B
IHIMUX BUMIB, 6) BIJACYTHICTb NPYMIKUTTEBOI JIarHOCTHUKH, 7) BIACYTHICTh €(EKTHBHUX 3ac0O0iB
JiKyBaHHS, 8) BiAcyTHICTH crneuugpiunoi npodinaktuku [25]. OcuoBHi kiiHiyHI cumnromu TCE
TBAapWH 1 JIOJUHA OOYMOBJIEHI TOBILIRHO TIPOTPECYIOUMMH pO3JaaMH HEPBOBOI CHCTEMH:
MOPYILICHHS YYTJIMBOCTI (TimepecTeH3is MIKipW, BUPaKEHA peakilis Ha 3BYyKH, piAIIE Ha CBITJIO),
KOOpAMHAIIT pyXiB (aTakcisi, CIIOTUKAHHS, TTAJIHHA) 1 MOBEIIHKH (HEPBI3M, arpeCHBHICTh, CTPaXx), a
TaKOX OOJIMCIHHSA 1 mirMeHraris [7].

36ynaukoM TCE BBakaroThbcst maTOJIOTI4HI 130()OpMU KIIITHHHUX O1JIKIB MPIOHIB, SIKI 3[1aTHI
10 TpaHcMicii [9, 26]. Ilpionn po3risaatoThes sIKk HOBUHM Kiac iH()EKUiHHUX areHTiB, SKi He MICTSIThb
MoJiekyJ HykieiHoBux kuciot JHK uu PHK [9].

Crnonridopmui eHuedanonarii, y SKUX JJOBEICHO IpPIOHHY €TIOJOri0, € MEepeBa)KHO
300HO03aMHU. [H(]eEKIiiHI TPIOHK B MPUPOTHUX yMOBax 30epiraroTbes (iHOMI OE3CMMITOMHO) B
OpraHi3Mi CcaBIiB, 3[aTHI JOJIaTH BHUIOBI Oap'epu, BUKIUKATH PO3BUTOK 3aXBOPIOBAHHS Cepel
MOMYJIAIIN CCaBIiB, sAKI paHimie He OynaM YyTIUBUMH A0 naHoro 30ymHuka [27, 28]. Ilepemaua
30yIHMKa MPUPOIHUM IUISIXOM BiIOyBa€eThcs y OBellb, Ki3, BPX, HOpOK, YOPHOXBOCTHX OJICHIB,
KIIIIOK, TPU3YHIB, TPUMATIB.

Buxozmsun 31 BcTaHOBIEHOTro (akTy, IO NPIOHHI XBOPOOW YHIKaJbHI 3 TEHETHYHOI Ta
iH(pekmiiHoT TO4Yku 30py, S. B. Prussiner 3ampomonyBaB y 1991 pormi cy4acHy KOHIIEHIIiO
narorenesy TCE [9]. Ii cyTs nonsrae B Tomy, 1m0 joauHa Moyxke OyTH iHdiKOBaHA IPiOHAMH JABOMA
criocobamu: 1) cmaakoBa nepenava 3a MenzaeneM (aBTOCOMHO-IAOMIHAHTHHI THIT YCIIaIKyBaHHS).
Onpnak, ne He prima facie ycmaakyBaHHS, a TIOCTIJIOBHE — uepe3 IONEPEAHI0O TEHHY
aBTOpEIUTIKAIiI0 1H(PEKIIMHOTO areHTa; 2) TpaHCMicia 1H(EKIIHHOTO areHTa ajJiMeHTapHHM abo
ATPOreHHUM I1UIIXOM. [IpioHHI 3aXxBOpIOBaHHS € BOAHOYAC IHQEKIIHHMMU 1 CHAaJIKOBUMH
xBopoOamMu. BoHM MOXyTh OyTH 1 CIIOpaAMYHMMH B TOMY PO3YMiHHI, III0 € BUIIAJKH, KOJIH HE
BUSIBJISIIOTH JKOJHOTO BioMoro (axropa pusuky [9]. Buxonsum 3 cyyacHHMX 3HaHb, TPaHCMICis
NMpIOHHUX eHIedaaonarii BU3HAYAETbCS TpboMa (akTopaMu: 103010 1H(EKIIHHOTO YWHHUKA,
HUIIXoM iH(iKyBaHHS, BUIOBUM Oap’epom [21, 29].

[nsax iH}iKyBaHHS TPIOHAMH BIJIIrPA€ BAXJIMBY POJb y PO3BUTKY 3aXBOPIOBAHHSA 1 Mae
CBOIO MEBHY i€papxito. 3a CTyNEeHEM 3HAYYIIOCT] HMIISXU 1H(IKyBaHHSI MOYKHA PO3MOIUINTH B TaKii
MOCJTIIOBHOCTI: 1HTpanepeOpanbHuii, IHTPABEHO3HHH, IHTpanepUTOHEATbHUN, 1HTpaaepMalbHUMH,
TpaHCILIAllEHTapHU, OpaabHuil [6].

BBaxaetncs, mo TCE MOXyTh pO3MOBCIOKYBATHCS SIK Yepe3 TKAHWHU TPAHCIUIAHTATY, TaK
1 gepe3 1xy [30]. XBopoba Kypy Oyna mommupena y moaeit @ope 3 [lamya Hopoi ['Binei, BHachinok
puryansHoro KaHibanmizmy, a ['E BPX depes te, 1m0 TBapuH rogyBaiu M’ siICO-KiCTKOBHM OOPOIITHOM,
BUTOTOBJICHUM 13 TpymiB XyA06u [9]. BpaxoByrouu, 1110 KOHIIEHTpAllisl IPIOHA B OpraHax y mepioj
iHKyOarii 3Ha4yHa, a caM TMepioa JOBTOTPHBAIUM, JKEpenoM 30yJHHKA MOXE CTaTH TaKOX
iH(iKOBaHa JIOAMHA MIPH MEPEMBaHHI KPOBi, TpAHCIUIaHTAIll oprasiB Ta iH. [30].

Teopii po3BUTKY TpaHcMicMBHMX cHoHripopMHHX eHuedasonaTiii. IcHye naexuibka
rinotes, siki noscHowTh po3BUTOK TCE. [IpoTsarom TpuBanoro yacy HayKoBIi JOCTIAXKYIOTb, SKUM
YHHOM aHOMAJIbHUH BapiaHT MPIOHY MOXE MPU3BECTH 10 PO3BUTKY iH(EKIIHHUX XBOPOO, TAKHUX 5K
TCE nmronunu 1 TBapuH. Jleski ¢axiBii cTaBIsATh 1Iei B3aeM03B’s130K mia cymHiB [10-12, 15, 18].



Bimomo, mo s OKpeMuX 1HIUBIAYYMIB XapakT€pHUH pi3HHNA piBEHb TI'E€HETUYHOI
CXWJIBHOCTI 110 1€l Trpynmu 3axBoproBaHb. OJHAaK JOoTenep MHPUYMHY LUX PO3XOKEHb HE
BCTaHOBJICHO.

Ha nanuit yac icHyrOTh B OCHOBHI Teopii, skl moscHio0Th BUHUKHEHHS TCE:

1. 3a mpioHHOIO Teopieto y TkaHuHi Mo3Ky npu TCE HakomuuyeThcsi aHOManbHa (Gopma
PrP™

2. 3a aBroimyHHOI0 Teopieto TCE cnpuunHeHi BiANMOBIAAI0 IMyHHOI CHCTEMH Ha
MPUCYTHICTh aHTUTEHA, IO IMITY€E CTPYKTYPY OUIKIB BIIACHOTO OpraHi3My.

OcnoBHoOo rinote3ot0 matorenesy TCE — BBakaeTbcs NpiOHHA Teopis. AKyMyJsLis
MpioHa 13 3MiHEHOIO KOH(OpMaIli€ro HOro MOJIEKYJIH Bee 10 3arudeni opranizmy [31-33].

IIpionna xonuenuisi po3Butky TCE. ¥V 1997 poui S. B. Prussiner 6yB HaropoukeHuit
HobGemiBcrkoro mpemiero 13 (izionorii Ta MEIUIIMHUA 3a BIAKPUTTS HOBOTO THMY 1H(EKIIHHOTO
30y THUKA IT1]] Ha3BOIO MPIOH, IKUHA MOXE CIIPUYMHSTH BEJIUKY Ipymy (aTaTbHUX 3aXBOPIOBAHb.

I'onmoBHUit kKoMIOHEHT 1H(DeKIIHHOT YacTku, o crpuunHsie TCE abo mpioHoBI XBopoOw, €
natosoriunmii npion (PrP%), sikuit, Ha BinMiny Bix kiitHHHOrO Mpiona (PrP%), € rizpodoGHuM i Mae
CYTTEBO 3MIHEHY TPETHHHY CTPYKTYypy [34, 35]. SAxmo y ctpykTypi PrP™ mepeBakaroTh a-criipayibHi
JUISHKH, TO XapaKTEpHOI O3Hakor PrP>° € Benamka KiIbKIiCTBH P-ckiamggatux cTpykryp [9, 36].
KmituaaM Mexani3M, 10 Besie 10 KOHBEPCil PrP¢ y PrPSC, 3aJIUIIAE€TLCI He3 ICOBaHUM. BBakaloTh,
L0 MOJIEKYya PrP* mie sk MATpHULA, IPUEAHYIOUYN MOHOMEPH PrPC i NIEPETBOPIOIOYM IX y TUMEpHU
PrP%°. Bigomo, mio permumikaiiis TpiOHIB 3aJIeKUTh BiJ MPHUCYTHOCTI BJIACHOTO OijKa PrP¢ [9].
[IpoTsirom po3BUTKY XBOpOOH, PrP© [IEPETBOPIOETLCA Y PrP%, sixuii HaKOIIUYY€ETLCA Y T'OJIOBHOMY
Mo3Ky. PrP>® BusiBiiero y tBapus, xsopux Ha TCE, i BiH € 03HaKOI Li€i rpymu 3axBOprOBaHb. PrP
MPHK npucyTHS y BeNHKiH KiNbKOCTI y HefpoHaX MPOTATOM YCHOTO JKHTTS TBapuH. PrP™
HaKOIMMYYETHCS y TIIaTbHUX KIITHHAX 1 3Tr0JIOM, TIPU MPOTPECYBaHHI 3aXBOPIOBAHHS, TTOIIHPIOETHCS
T(y3HO y TKAaHUHH LEHTPAJIbHOI HEPBOBOI CUCTEMH, YacTO U y OUTy pe4OBUHY T'OJIOBHOT'O MO3KY
[37]. PrP MPHK BusiBI€eHO Tako)X B acTpOIIMTaX 1 OJITOJACHIPOIMTAX MO3KY XOM SYKIB Ta IIYypiB.
Pisens PrP MPHK y riianpHUX KITITHHAaX HOBOHAPO/KEHUX TBAPHUH TAaKUi caMMii K Yy iX HelpoHax
[38]. Ilpion BusBICHO TaKOX Yy ceye3iHIll, JiM(OBY3/Iax, JETeHsX, Ceplll, HUPKAX, CKEICTHHUX
M’s13aX Ta Iy1a3MaTu4Hii Memopani T-nimdouuTis [37, 39].

Jloci 3anumiaeTbcsi HE 3pO3yMUIMM 3B S30K MK crnaakoBumu Bumnaakamu TCE Ta
iHpekieo. B ekcepuMeHTi 3 TpaHCTEHHUMH MHILIAMH, SKHM BBEJICHO aMiHOKHCIIOTHY 3aMiHY Y
PrPS, sixa y JoauHu cnpuunHsie cuHiapoMm ['epcrmanHa-llITpoiiccnepa-llleitHkepa, moka3zaHO
CTIOHTaHHUH PO3BUTOK HEWPOIECTEHEPATUBHOTO 3aXBOPIOBAHHS, OJHAK IX MO30K B3araji HE MiCTUB
inpexuiiiaoi gopmu PrP* [40]. IIpu Bupuenni crmagxoBux TCE y JIIOXMHH, BCTAHOBICHO, IO
yuacts PrP npu tpanchopmartii y PrP* sanexurs Bix tamy mytauii [41]. TBepIKeHHS, IO JHIIE
npion Bukimkae TCE, Bce mie He mae TBepaoro nmokasy. Ilokazano, mo XxBopoOoTBOpHa (opma
npiony PrP* He € HeiipoTokcHUHOIO 3a BixcyTHocTi KiiTHHHOI (opmm gaHoro Oimka PrPC.
TpaHCIeHHI MM, FeHOM SKHX MIiCTHTb BEJIHKE 9HCIIO KOMiii Mumadoro reny PrPC, posBuBaroTh
CTOHTAaHHY Helpoerenepartio (6e3 indixysanms PrP%) samexmo Bix ix Biky [42].

Braxaetncs, mo TCE e iHdexuiiiHuM 3axBoproBaHHsIM. Pa3oMm 3 THUM HeMae KOJIHOTO
JoKa3y HasBHOCTi areHTta, mo copuunaie TCE: ¢ororpadii enexTpoHHOT MiKpockomii,
IMYHOJIOTIYHOTO J0Ka3y MPOTiKaHHS 1HQEKIi, He ICHyE METOAY, IO T03BOJISIE BUPOCTUTU TaKHUM
iH(peKmiifHuN areuTr [43]. ITocmigoBHICTE MIPIOHOBOTO OlIKa JIIOAUHU -
KTNMKHMAGAAAAGAVVGGLG, ckiagaeTscsi B OCHOBHOMY 3 anmi(haTHIHUX aMiHOKHUCIIOT, SIKi
JIETKO TMOJNIMEPU3YIOThCSA B aminoifg-noAioHi ¢gidopunu [44]. Lle mosicHioe, YoMy IIi BiacHi OUIKH €
BiTHOCHO PE3UCTEHTHUMH MO TiApomi3y (depMeHTaMH MakpodariB i MOXYTh aKyMYJIOBaTHCS Y
HelpoHax, COpUYMHAIOYM iXHIO 3arubens [45]. ImyHonedinutHi TBapuHH, Taki sk My SCID, He
MPOSIBIISIIOTH 03HaK 3axBopioBaHHs TCE miciust 3apaxeHHs1 iH(IKOBAaHOIO CKpENi TKAaHHMHOIO MO3KY
[46]. BigcyTHicTh peakiii iMyHHOI CHCTEMHU € HE3BHYHOIO, OCKUIBKH Ii MUIII JyXe YYyTJIHBI 10
BipyCHUX 1 OakTepiiHuX 1H(EKIIH.

[Ile ocratouHo He 3’sicoBaHO, 3BiAKU Oeperbest 30yaHUK TCE Ta sk BiH mepeHOCUThCS, ale
OUTBIIICTH HAYKOBIIIB BiIJAIOTH MIEpEBary Teopii MpioHiB.

ABToiMyHHa koHuenuis po3BuTky TCE. Baxanocs, 1110 iMyHHa cucteMa He O6epe yqacTi
y MOJIEKYJISIpHIH eBoutonii MpioHHOT XBopoOu [47]. MOXIMBUM MOSICHEHHSIM IIHOTO € T€, IO



ingexmifinmit unank TCE € gopMoio KITiTHHHOTO mpioHoBoro Ginka PrPC i Tomy imynHa cicrema
3aIMIIAETHCS TONepaHTHOK 10 PrP* i He posmisHae Horo sk wyxopigauii arent [48]. IIpore
iMyHi3aris MumIei 3a gonomororo PrPC xom’sika Bee 0 MpOYKIii PAgy aHTHTIN, SKi pearyiors 3
HHM, aJI€ 3aJUIIAI0THCA TOJEPAHTHUMU JO MUIITUHOTO PrP¢ [49].

TonepanthicTs opramismy mo PrPC Binpisserscst Bix peaxuii Ha iHIN aHTHIEHH MO3KY,
HaInpukiag ocCHOBHUHM Oiok Mieniny (ObM), skuit 3amisiHUN y pO3BUTKY 3aXBOPIOBaHb, TAKUX SIK
eKCIIepUMEHTalIbHI aBTOIMYHHI eHuedanonarii Mumiel i po3CissHUN CKIEpO3 JIIOJUHU. Y TAIli€HTIB
13 PO3CISIHUM CKJIEPO30M BHSIBIICHO 3HaYHUU piBeHb aHTUTLI 10 OBM Tta Helpodinamenty [50-53].
Imynizamiss mumeii OBM BukiMKae CWIbHY IMYHHY BIANOBiAb, 1m0 Benae a0 Mirpamii OBM-
peakTuBHUX T-KIIITUH A0 HEHTPaIbHOI HEPBOBOI CUCTEMH 1 PO3BUTKY aBTOIMYHHOI'O 3aXBOPIOBAHHS
[54]. B exciepuMeHTax i3 TpPaHCTEHHMMH MUIIaMHU BHUSBJICHO, 110 aBTOPEAKTUBHI T-mimMdouuTu
HasBHI 1 B HOPMaJIbHMX TBapuH. LI ToNepaHTHICTH ICHY€, JIOKM aBTOpEakTWBHI T-KIiTH HE
aKTUBYIOTHCS Y BIJTOBIIb Ha /1110 €KCTPEMaIbHUX YMOB [55, 56].

[Tokazano, 0 cUpoBaTKa KPOBi OBEllb 1H()IKOBAHUX CKpEIi pearyBaja 3 HeMpohilaMeHTOM
(62 xJla), BuminenuM i3 Mo3ky mumr [15]. Jiast BuBuenns dymkuiini PrPC cTBOpeHo mimii TBapuu
(PrP'/ "), TEHOM SIKHUX HE MICTUTh Te€Hy MplOHHOro Oinka. IH’ekiis PrP”" mumam 1% rOMOTeHaTy
MO3Ky MHIIeH iH]ikoBaHuX ckpeni He Bena 10 po3BuTKy TCE 3a BiacytHocTi y HUX B-nimdonmris
[16]. ¥V TBapun, ypaxxkennx ['E BPX, BusiBneno anturiia 1o OBM BPX, Heitpodinamenty i mpioHy
[57, 58]. V nmauienTiB i3 cnopaauuHoro (opmoro XKS BusiBneno aBroanturina no OBM [18]. ¥V
mognen ypakennx XKS 1 Kypy croctepiranm BUCOKI TUTpU aHTU-HeWpodinameHT aHTuTia [17], B
OKpeMHUX BHIIQJIKaxX y Mali€HTIB i3 cropaaudHoro ¢opmoro XK BUSABIAIM TakoX aHTUTIIA 10
tupoinaux aHtureHiB [59]. ¥V mogeit 3 XK BuUsABIEHO BHCOKHI piBEHb IHTEPJICHKIHY 6, IO
BKa3yIO€ Ha Te, 10 y TiJi BiA0yBaeThCs 3ananbHuii mporiec [60]. Y MO3Ky I’TH 13 IIECTH MaI[i€HTIB
13 copaguyHoro Gopmoro XK ta y ckpemni-iHpiKOBaHUX MHIIECH BUSBJICHO MiABUIICHUI PIBEHb
aimdonuris [61].

Bigomo, mo mumi PrP”" He € winkom TOJIGPAaHTHUMH 10 TIpioHY. IMyHi3alisi mux TBapuH
PrP© BeJIe JI0 MPOIYKITii antu-PrPC anruTin [62]. Ha BimMiHy BiJ LIOTO, MIiCJISI BBEJCHHS iM arcHTa
ckperi (PrP*), npoxykuii antu-PrP amtutin He BusBieHo [63]. OIHMM i3 MOXIIMBHX MOSICHEHD
BIJICYTHOCTI peakiiii iIMyHHOi CHCTEMHU Ha CKpemi € Te, mo I iH(peKIis He 37aTHa aKTHUBYBATH
Hecrienmu(iyHl IMYHHI MeJiaTOpd, SKi B HOPMI CHTHAII3YIOTh TMPO TOSBY UYXKOPITHUX
Mikpooprani3miB. Hanpukian, Bipycu i 6akrepii iHAyKYIOTh BUBUJIBHEHHS iHTEp(EpOHiB, PakTop
HEKpO3y MyXJIMH, 1HTepJekiHy | Ta iHTepiekiHy 6 [64]. 3a BIACYTHOCTI HUX HeCHEHUBIYHUX
MeJIiaTopiB dy>KOpiIHHiA GITOK He iHAyKye iMyHHOI BiamoBixi HasiTe y mumeil PrP”". Omunm i3
MOXJIMBUX TIOSICHEHb IIBOTO SIBUIA € BIJICYTHICTh TOKCHHIB, SIKI BHIUISIOTHCS MPU OaKTEepiHIN
iH(eKil, BIACYTHICTh pyHHawLii KIITHH, SKi CIPUYUHSE BipyC, 1 TOMY IMyHHa CUCTeMa HE IOMivae
ckperi [21].

Cripobu iHayKyBaTH amThTima 10 BiaacHoro PrPS Gymm mepmammmu. OJHAK yCIHIIHO
MOHOKJIOHAJIbHI aHTHUTLIa TPOAYKYIOTh MHIIII PrP”", ockinbku HOPMAaJIbHI MMIII TOJICPAHTHI 0
poro Oinka [66]. ¥V mrypiB JleBic BusBieHO T-KIITHHU 1 aHTUTLIA cHenudiuHi A0 3-X MENTHIIB
npiony pl18-137, p182-202, 1 p211-230. B iMmyHi30BaHUX NENTHAAMH MIPIOHY MOJIOIUX ITypiB (2—
6 Mmicsi1li) He BUSIBJICHO MATOJIOTI], a B 8-MICSUHUX TBapUH CIOCTEPIraa yIIKOKEHHs IIKipH [65].
Ile moBOAMTH, 1O TXHS IMyHHA CHCTEMa pearye Ha IenTHIN PrP¢.

Bixe 6inbmie 120 pokiB B iMyHOJIOTIi BiZIOMO, IO TICJS iH €Ki TKAHWHU MO3KY BiJ OJHOT
70 1HIIOI TBapuUHH BXKe 4Yepe3 3—6 THKHIB PO3BUBAETHCS HEBPOJIOTIYHE 3aXBOPIOBAHHSI —
eKCIIepUMEHTAJIbHUI anepriyHuil eHuedanoMieniT, SKUi XapaKTepu3yeTbcs M S30BOI0 ClabicTIo,
YaCTKOBHM TapajideM i Beme 10 3aruOeni opraHizmy [66, 67]. IlomiOHUI PO3BUTOK XBOpOOH
xapaktepuuil 1 s TCE. BuHukae muTaHHS, Yd MOXE IMyHHa cUCTeMa OyTH MPHYMHOKO IIHOTO
3axXBOPIOBaHHI? ABTOIMYHHI 3aXBOpIOBaHHS y 0aratboX BWITJKaxX CIPHYMHEHI MiKpoOamu, siKi
MICTSATh MOJIEKYJISIPHI CTPYKTYpPH MOII0H1 10 CTPYKTYP JIFOJICEKUX Ta TBAPUHHUX TKAHUH.

[Iporec mosiBu aBTOIMyHHOTO 3aXBOPIOBAHHS CKJIAJA€THCS 3:

— MOTPAIUISIHHS] aHTUTEHY B OPTaHi3M;

- BI/INOBI1/Il IMYHHOI CHCTEMH Ha TOSIBY aHTUTCHA;

— YTBOPEHHS aHTUTLN, SIKI aTaKylOThb aHTHIE€HU BIACHUX TKAHUH, IO MAalOTh CXOXIi
CTPYKTYpPH 3 aHTHT'€HOM;



— JIEKUTBKOX TOBTOPIB MOTPAIUISHHS aHTUT'€HA JI0 OPTaHi3My, 1[0 CIIPUYUHSIE PO3BUTOK
aBTOIMYHHOTO 3aXBOPIOBAaHHS.

KnacuuauM mpukimagoMm Takoi mojeni € peBMatuzM. M-IIpoteiH, 1mo BXOAUTH A0 CKIaIy
KJIITUHHOI CTIHKM CTPENTOKOKIB, MAa€ TOMOJIOTIYHY JO JIIOJICBKOro KomareHy [V aMiHOKHCIOTHY
nociioBHICT. Yepe3 3—6 TWXKHIB Michs MOTPAIUIIHHSA B OpraHi3M iH(eKuii crnocTepiraroTbes
[IyMH B CEPIIl Yepe3 YIIKOKEHHS TKAaHUHH CEPIsl aHTUTIIIAMU, K1 YTBOPHIJIMCH BHACIIIOK peaKIIil
Ha crpenTokoku [45, 68, 69]. 'youacromoniona ennedanonaris BPX mnossunace B AHrIil Ha
novyatky 1980-x micast 3roloBYyBaHHsS TBapHH M’ SICO-KICTKOBOTO OOpOIITHA, BUTOTOBJICHOTO 13
TpyniB oBelb Ta KopiB [12, 13]. MoxnuBo, 11i KOPMU MICTHIIM 1 MIKPOOPTaHi3MH, SIKi BOJIOAIIOThH
CXOXKOI0 3 TKaHMHOIO MO3KY CTPYKTyporo. BukopuctoByrounm 6a3m manux SwissProt i Genbank,
Oyno 3HaiineHo ¢epMeHT 4-kapOOKCH-MyKOHO-JIAKTOH JieKapOokcuiasy B Oakrepiil Acinetobacter
calcoaceticus, Agrobacterium tumefaciens 1 Ruminococcus albus, KWl Ma€ TOCIIIOBHICTb
romonioriuny 10 OBM — RFAMGEV [70]. [ocnimkeHo cupoBaTKy KpoBi 29 TBapuH i3
cumntromamMu TCE Ta 16 310poBHX TBapuH. SIK KOHTPOJb BUKOpUCTAHO cuUpoBatky 30 TBapuH,
SIKUM BHUIMOBHUJIOCH MeHIIe 30 micsmiB, Ta 28, skuM Oinbiie 30 micsamiB. OCTaHHI KOHTPOJIBHI
rpymnu B3ATi 3 depmu, ne He Oyno BumankiB 3axBoptoBanHs Ha TCE. AnTtuTina go nmux Oakrtepiit
OyJi0 3HalIeHO y cupoBaTi KpoBi ycix kopiB i3 cumnromamu TCE Ta He BUSBICHO Yy 3/10pOBHX
TBapWH PI3HOTO BIKy Ta 3 Pi3HUX MicieBocTedt [57]. JlocmimkeHo CHpOBaTKYy KpOBI XBOpHX i3
poscissuuM ckieposzoMm (68), Bipycaum ennedanitom (10), xBopoboro Kpeiinidensara-dkoda (2),
napaniuem (18), peematuzmom (20), ankimyrouum croramwiitoM (20) ta 3mopoBux goHopiB (30).
HocTtatHiit piBeHb aHTHTLN (Ig A) 10 Acinetobacter BUSBIEHO Y XBOPHX 13 PO3CIIHUM CKJIEPO30M Ta
y MamieHTiB 13 3axBoproBaHHAM Kpeindenpara-Akoda. Y 370poBUX TOHOPIB Ta I1HIIMX TPyN
TMAIi€HTIB TAaHUX aHTUTLI HEe BUsABIEHO [70].

Pi3n1 dhopmu pioHOBUX XBOPOO MOXKYTh OYTH aBTOIMyHHUMH 3aXBOPIOBAHHSIMH BHACIIIJIOK
MOCTIHHOI aBTOIMYHHOI aTakd LEHTPalbHOI HEpBOBOI cucteMH. KIII0uOBOIO —CKJIa0BOIO
MaToJIOTTYHOTO TIporiecy, mo Beae n0 nossu TCE, € mpoaykiiis cnenudiyHuX aBTOAHTUTLT MPOTH
PrP€ i, MOXTHBO, IHIIMX IMYHOTGHHIX MaKpOMOJIEKy T MO3Ky [10]. V pesynbTaTi BUHHKae HOCTiiiHA
IMYHOJIOT19HA aTaka MO3KY, 110 TPU3BOUTH A0 po3BUTKY KiiHIYHUX cuMnToMiB TCE.

OcHoBHi pucH aBToiMyHHOI Teopii po3sutky TCE:

1) TCE cnpuumHeH! 4YYXOPIAHUMH aHTUTCHAMH, SKI BHUSBISIOTH MOJICKYJISIPHY
MIMIKpiIO 3 TKAHUHOIO MO3KY;

2) pyHHIBHUM HEWPOJIOTIYHUM areHTOM € aHTHUTIJIO0, a HEe TIPIOH;

3) Ha BiZIMIHY BiJ aBTOIMYHHOI Teopii, MpIOHHA TEOpis HE BIANOBIAA€ CyYaCHUM

KOHIICTIIIISIM MOJIEKYJISIPHOI 010J10T1i, OCKIJILKH MOCTYJIIOE€ ICHYBaHHS HOBHX YAaCTHH IMO30aBIECHUX
HYKJIETHOBHUX KHUCIIOT, SIKi CIIPUUMHSIOTH HEBPOJIOT1UH1 3aXBOPIOBAHHS.

Biosoriuni moneni mocaimxenns TCE. Tpanceenni muwi. CTBOpeHO IiHII MUIIEH 13
nernenieio mpioHoBoro Ginka PrP”". Crouarky Oyno BHSBIEHO, IO BOHM AHATOMIYHO He
BIIPI3HSIOTHCS Bijl IUKOTO TUITY 1 TIOBEAIHKA X TaKOXK BIAIMOBINA€ MOBEIIHIII HOPMATBHUX MUIIICH
[62]. Benenns im arenta ckpemi He Beae 10 po3Butky TCE. IlikaBo, 1o rerepo3uroTHi MuIi
PP xBopitoTb Ha TCE micns 1HOKymsImii iM CcKpemi, aje pPO3BUTOK 3aXBOPIOBAHHS
XapaKTepH3yeThCs TOBIIMM iHKyOGaIiitHiM iepiogom, HiX y mumeit PrP™ [62].

CtBopeHo 0Oarato JiHIM TpaHCTEHHUX MUIIEH, TEHOM SKHX MICTUTh PrP Oaratbox BuIiB
TBapuH (KOPOBH, BiBIIi, KO3H, JIOCS, XOM’sIKa, HOPKH, CBHHI) 1 JJFOAMHUA. | €HOM IHMX MUIIEH TaKOX
Hece crenu@ivHi MyTarii, mo crupuse 3’sicyBanHio MmexaHi3miB TCE [71]. Tpancrenni wmwumri
BHKOPHCTOBYIOTh JUISl 3°siCyBaHHs (isinoridnoi ¢pymkiii PrPC, MexaHi3MiB IITiKO3HIIIOBAHHS [HOTO
Oilka, MOJIGKYJISIDHHX AacleKTiB  BHIOBOTO Oap’epy, MeXaHi3MiB MOLIMPEHHS IPiOHY,
HeBposoriuanx dyHkiit PrPC i PrP®.

[Ticns nporonomennst S. B. Prussiner y 1982 pori mpioHHOT Teopii AOUUIBHO OyJio
HiABEpAUTH y4acThb KIiTUHHOTO npiony y maroreHe3i TCE. [{ns nporo 6yiao cTBOpeHO HOKayTHI 3a
PrP¢ mumii [72]. BusiBneno, mo 6e3 excrpecii PrPC BinGyBaeThcss po3BHTOK Ta (yHKIOHYBAHHS
KJIITHH CCaBIIIB 1 OpraHi3my B 1usiomy. [Ipote kiniTuHHUN npioH HeoOXigHui 11 po3BuTKy TCE [9].

BigHOBIEHHS TIOCTIIOBHOCTI T€HY, IO KOAYE CTPYKTYPY KIITHHHOTO TPIOHY, Y HOKAYTHHX
MHUIIEH, J03BOJSE 3pO3YMITH Ba)JIMBICTh HOro MWpHM periikaiii 1 KOHBepCii y MaToJIOTivyHy
bopmy [72—-77]. I'enernuni Tpanchopmarii y MUIIEH TO3BOJISIOTH BUBUUTH (i3ionoriuni QyHKIT



PrP€ i BinmoBigHicTs KOHKPETHOI HyKJICOTHUAHOI MOCIIJOBHOCTI TeHy a0 ¢yHKIii Oinka [78]. Takox
MPOBEACHO MOCITI/DKCHHSI MOJICKYJIIPHUX AacCHeKTIB BHUIOBOTO Oap’epy 3a MyTallii OJHOTO YH
oOMexeHoro ymcia HykiaeotuniB y reHi PrP [79-81]. IlpoBoauTbcs MOAETIOBAHHS CHAJKOBHX
¢opm TCE mronuuu [82, 83], qochimkeHHsT KIITUHHOT CIEIM(IYHOCT] Y PO3MOBCIOKEHHI MPIOHIB
[84, 85], BUBUEHHS MeXaHi3MiB MOIMUPEHHS MpioHIB [86, 87]. 3aBISKHM BUKPUCTAHHIO TPAHCTCHHUX
JTiHi{ MuLIeH, BcTaHOBICHO Hejiporaronoriany ponb PrPC i PrP* mpu TCE [88]. Takox BHBYEHO
¢ynkuii PrP Doppel [89]. Yci mi qociikeHHs: COPUSIOTH KPAIOMy PO3YMIHHIO IPUPOJIH MPIOHY Ta
MexaHi3MiB po3BUTky TCE.

bararo BuniB TCE Baxko NMpUBUTH TBapvHaM HaBiTh B €KCIIEPUMEHTAIBHHX yMOBaX, 3a
SKUX THOKYJIAT BBOJSATH 1H €KIIIEI0 OJHOYACHO BHYTpPIM s130BO U iHTpanepeOpansHo [71]. Ilpu
nepenaui 30ynnuka TCE Big oqHOrO BUAY TBapHH 110 iHIIOTO €(peKTUBHICTH TpaHCMICi 3a3BUYai €
HU3BKO0. /{7151 motonanHs BUIOBOTO Oap’€py CTBOPEHO TPAHCTEHHI JIIHIT MHIIIEH 1 XOM SIKIB, Y SIKUX
BracHuil ren PrPC 3amineHo Ha BiAMOBIAHMIT aHAIIOT iHIIOrO BHAY UM XUMEPHHMII TeH TPIOHHOTO
O1yIKa.

JpiskaxoBi moneni BuBueHHss TCE. YV 1994 pomi BCTaHOBIEHO, IO JAPLKIKOBI
6inku [URE3] i [PSI'] € npionamu. YV apimpkiB BifoMo 6 MpioHiB, 4 3 SKMX 3/aTHi yTBOPIOBATH
aminoimui (i6pumu, a 2 BUKOHYIOTH (epMenTatuBHi GyHkuii [90]. [URE3] i [PSI'] xomyioTscs
MM03aXpPOMOCOMHHUMHU T€HAMH TIEKAPChKUX IPLKIKIB Saccharomyces cerevisiae [91], 1 € mpioHaMu
Ure2p 1 Sup35p, Bianosiguo [92]. Ure2p 3axisHuil y perynsuii karabomizmMy a3oTy, perpecyroun
reHu (epMeHTIB 1 TpaHCIOPTEpiB, HEOOXiAHI MPH HU3BKOMY BMICTI a30Ty y CTaHAApPTHOMY
cepenoBuii [176]. DALS mpioH BiAmoBizae MyTauii ure2, sika Belne A0 Hajaekcrpecii Oaratbox
reHiB, cepen sAkux 1 DALS, 1o Koaye TpaHCIIOPTEp ajlaHTOoaTy, 1 1€ BKa3y€e Ha HAsIBHICTH MPIOHY
[URE3] [93-95]. Sup35p € dakropom TepmiHariii Tpanciusiii S. cerevisiae. MyTamii y reni sup35 i
nipioH [PSI+] npu3BoauTh 10 HE3UUTYBAaHHS TEPMIHAILHUX KOJOHIB [91].

To3axpomocomuuii rer [PIN+] 6yno BusBIeHO uepes ioro notpeby B akTusaii [PSI'] mpu
Haampoaykiii Sup35p 1 BiacHOMYy po3MHOXKEHHI aminoimy Rnqlp [96]. V nmpixmkiB Podospora
anserina BUSBICHO T03aXpPOMOCOMHUN TeH [Het-s], HEOOXimgHWI &N TeTepOKapiOHHOI
HecyMicHOCTI. [TpoayKT 11b0TO TeHa BUSBIISIE€ BIACTUBOCTI IPiOHOBOTO O1Ka [97].

binku, nns gkux iX akTuBHa Gopma € HEOOXITHOK i aKTUBAIlii CBOTO TOIMEPEIHUKA,
TaKOXX MOXyTh OyTu mipioHamu [98]. [B] mpioH y mnekapchbKuX IpLKIKIB S. cerevisiae €
CaMOaKTUBYBAJIHHOIO BaKyOJISIPHOIO MpoTea3oro B. [B] mpioH BakIMBHIA i yac MEHO3y APIKIXKIB 1
HEOOXI1THUM TSl BIDKMBAHHS KJIITHUH Yy cTarioHapHii ¢asi pocty [98, 99]. V P. anserina BusBIEHO
no3axpoMocoMHuil reH [C], HeoOXiTHUI Ui HETPaBUIBHOTO POCTY, KU YaCTKOBO 0a3zyeThecsl Ha
camoakTuByBaJiIbHOMYy MAP-kinaznomy kackani [100].

[PSI+], [URE3], [Het-s] i [PIN+] € aminoinaumu ¢popmamu Sup35Sp, Ure2p, HET-s i Rnqlp
BIIMOBITHO, MJIs SIKMX XapaKTepHUMH € CTIHKICTh 10 [ii TpoTea3 3aBIOsKH [-CKiIaadaTrii
cTpyktypi [101]. Koxken i3 1mux peKOMOIHAHTHHX OUIKIB € TPaHCMICUBHUM 10 HEiH(IKOBaHUX
KJIITHH TIpH BBEACHHI aMUTOinHux (GiOpui in vitro 1 IpaKTUYHO HE TIEPENAETHCS MTPU BUKOPUCTAHHI
po3unHHOI popmu nux 6inkis [102, 103].

[Mareporn Hsp104, Hsp70s 1 Hsp40s Tta Gararo iHmmMX OUIKIB € BiAMOBIAAIBHHMH 3a
PO3MHOXKEHHSI TPIOHIB IUISIXOM PYWHYBaHHS aMUIOIAHUX (PUIaAMEHTIB Ta CTBOPEHHS HOBHUX [-
ckiamguatux crpykryp [104, 105].

BucnHoBok

Ha crorognimHiil neHs nutanHs kiacudikamii ta aedininii mpioHHUX XBOPOO JIIOJMHM Ta
TBapUH € TpeaIMeToM MAucKycli cepea ¢axiBIiB pi3HOTO Mpodimto, MO0 3alMaIOThCSA MI€I0
npobnemoro. TCE mopminsarore Ha iH(EKHiliHi, TEHETHYHO OOYMOBIIEHI Ta CIIOPaJUYHi BHITAIKH.
Indekuiiinumu arentamu, mo crnpuuuHsAoTe TCE, € Ou1kM mpioHM 31 3MIHEHOK TPETUHHOIO
cTpykTyporo. CriakoBi BUTIAJKH MPIOHOBUX 3aXBOPIOBAHb € HACTIIKOM MYyTallii TeHa, IO KOIy€E
CTPYKTYpy IpioHoBoro 6inka. Cnopaguuni TCE TpamisitoTbes, KoM XBOPUHM KOJHUM YHHOM HE
KOHTAKTyBaB 3 IMaTOTCHHUMH TPIOHAMU 1 TEHOM HOro He MICTHTh MyTalii y reHi PRNP. IlpioHoBi
OlNKM BUSBJICHI Y IOPULKIKIB, X04 37aHi 10 TpaHcMicii 1 GopmyBaHHS aminoigHux ¢iOpun 3a
HAsBHOCTI Yy HUX MYTalliii y TeHi, I0 KOAYIOTh CTPYKTypy LHUX OIUIKiB, MpOTe HE BEAYTH 10



PO3BHUTKY HATOJIOTIYHOTO Mpolecy. SIKII0 He yCiX MpiOHHBUX XBOPOO, TO MPUYMHOIO BUHUKHEHHS
cnopanuunaux TCE, Moxke OyTH po3BUTOK aBTOIMYHHOT'O 3aXBOPIOBaHHSI.

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. Cmouika, 1O. A. Kom, B. B. Bauzno

TPAHCMUCHUBHBIE CIIOHTU®OPMHBIE DOHIHE®AJIOITATUN:
OBIIASI XAPAKTEPUCTHUKA, TEOPUU PA3BBUTUSA
1 BUOJIOITMTYECKUE MOJEJN UCCJEJOBAHUNA
AHHOTANUA

B o0030pe mpencTaBieHO KpaTKyH XapaKTEPUCTHKY TPAHCMHUCCHUBHBIX CHOHTH()OPMHBIX
sHnedanonatuii. [IpoaHaNM3UpPOBaHO TIPUMEHEHHWE TPAHCTCHHBIX JIMHUW OJKUBOTHBIX  JUIS
BBISICHEHUS (PYHKIMI (PU3MOJIOTHUECKOro MpUOHa U pa3BUTHUs 3a0oneBaHust. ONHUCAaHO JIPOAIKEBbIC
MOJICI W3YyYeHUs] TPUOHHBIX MH(pekuuid. HaBeneHbl JaHHBIC, YTO TMOATBEPKIAIOT NMPHOHHYIO U
ABTOMMMYHHYIO KOHIICTIIMM pa3BUTHs TPAHCMHUCCHUBHBIX CIIOHTU(OPMHBIX dHIE(]aTonaTHil.
CorylacHO MPUOHHON TeopuM TyO4aToOoOpa3Hble OOpa30BaHUS B MO3TY OOJIBHMX BO3HUKAIOT B
CJICZICTBUU HAKOIUICHHS B HEM MATOJIOTHYecKoi (hopMbl MPUOHHOTO Oenka (PrPSC). ABTOMMMYHHas
KOHIICTIIIMST 0a3upyeTcsi Ha TOM, YTO JereHeparysi Mo3ra OOJIbHBIX — CIIEJICTBHE aBTOMMMYHHOU
peaxiuu.
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