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COBPEMEHHbI B3rNa4 HA NPOBJIEMY PAHHEA AUATHOCTUKU
NPUOHHbIX 3ABOJIEBAHUI (OB30P JIUTEPATYPbI)

B Hacrosiiiee Bpemsi IMPUOHHbIE 3a60JI€BaHNS
(I13) aBAKOTCS OOHON U3 MaJOU3yUYEHHBIX, HO I10-
XOXMX IO CBO€l MpUpoLe Ha TPyIIy Heliponere-
HepaTUBHBIX 6ojIe3Hei yesmoBeka. [13 uMmeroT ojm-
TeJIbHBIN TepUoA, MHKyOauuu (0T 14 MecsieB 10
4-5 mecsSITUIETHUI) CO CMepPTeabHbIM MCXOHOM U He
MMEIOT IaTOreHeTU4eCckol Tepanun. B nocieguee
JecsTUIeTye yuyeHble pa3IuM4HbIX UCCIe0BaTe b-
CKUX LIeHTPOB, 13 HalmoHa/IbHOV IPUOHHOM KJ/IU-
HMKY HalyoHa/mbHOM OGONbHUIIBI HEBPOJIOTUM U
HeMpoxupypruu B JIOHJOHe, aKTUBHO U3y4aloT Me-
XaHu3M passutus I13.

Cpenu Hambosee u3ydeHHbIX II13 cumTaioT 60-
ne3ub Kpeiitidenbara-Ikoba (CJD) u TepctmaHH-
Crpaycnep-Illeitnkep (GSS), datanbHast cemeii-
Hast 6eCCOHHUIIA U KypY, BapuabeabHas mpoTeasa-
YYBCTBUTE/IbHASI TIPUOHONATUS Y JIIONE U TyO-
yaTas sHiedasonaTus KPymHOTO pOraToro CKoTa
(BSE mu «60/1e3Hb KOPOBBETO OEIeHCTBAY), <XPO-
HUYecKast u3Hypsionias» 6onesub (CWD) y yepHO-
XBOCTOTO OJIeHs, JIOCS U CKpeinu y oser [1].

B 1730 romy BmepBble uAeHTUGULIMPOBAHA
cKpeitnu uau 60jie3Hb OBEll, KOTOpast MPOSIBJISIET-
Cs1 TUITePBO36YIMMOCTbIO, 3yOM U aTakcuelt ¢ pas-
BUTHEM napanuya u cmeptu. B 1920 rogsr Hemerr-
ke uccoremosartenu I'anc-Tepxapn Kpeittiidensar
u AnbdoHc SIK06 omucanyu HoBoe 3aboyieBaHMe TO-
JIOBHOTO MO3Ta Y Jitofieli ¢ 06pa3oBaHMeM I0I0CTelA.
B 1943 rogy 6bL1 IPOIEMOHCTPMUPOBAH CIIOCO6 ITe-
perauyt CKpeiny mocjie CIy4ainHoi MPUBUBKY IIPO-
TUB LIOTIAHACKOTO SHIehaJIoMUenuTa ¢ UCIOIb-
30BaHMeM (HOPMATMHOBOTO 3IKCTpakTa JUMGO-
MIHOM TKaHU Y KMBOTHOTO CO CKpeiinu. B Hauase
80x romoB XX Beka S.B. Prusiner Bbigenit nHbpekK-
LIMOHHBIV areHT COCTOSIMIT U3 aHOMAaJbHOM KOH-
(opmanum rIMKONPOTENHA, KOTOPBI KOIAUPYETCS
MPUOHHBIM 6enkoM [2]. Permkanms maTonormyde-
CKOTr'0 NpUOH-MIpoTenHa PrP-sc BK/IOUYaeT pekom-
O6MHALMI0 HOPMaJabHOTO MpuOHHOro Genka PrP-c
¢ mpeob6nafaHueM ajibha-CrupansbHOli CTPYKTYPbI
u cneuudmyHyo KoHdopMauuio ¢ 6eTa-JIUCTOM.
ITocne o6pa3oBaHMsI MATOJOTMYECKUX TPUOH-
MIPOTEMHOB BO3HMKAET LeNHAsl peakuusi C Ipe-
BpallleHMEM OKPYKAIOUIEro HOPMaJIbHOTO Gejika B
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AHOMAJIbHYIO M30(OpPMY C ITPOTPEeCCUPYIOIIUM €ro
HakorieHueM. [laTomormueckue MpUOH-TIPOTENHbI
0e/IKM YCTOMUMBBI K paspylieHnio hpepMeHTaMI B
OpraHMsMe ¥ HaKaIruiMBasich (GOPMUPYIOT aMUJIO-
MaHbIe 6Ky, Hanmuaye 6/1s11eK IpUBOIUT K pas-
PYIIEHUIO HOPMAJIBHOM TKaHM ¢ (popMUpOBaHMEM
BaKkyosieli B HelipOHax U MMporpeccUpoBaHMeM He-
BPOJIOTMYECKUX CUMIITOMOB [3-5].

OCHOBHOJVI BapMaHT BO3HMKHOBeHus II3 crio-
pamuueckuit U BCTpedyaeTcs B Mupe B 1 ciayyae Ha
MWIJIMOH HaceJieHUsI, pexke TPOUCXOAUT Haclieno-
BaHMe edeKTHOro rexHa [6].

Bonesup Kpeiitidenbara-Ikoda (CJD) unu eé
Kkimaccuueckast popma (sCJD) oTHOCHTCSL K cIiopa-
IUYEecKUM 3a00JIeBaHUSIM M COCTAaBJISIET MTPUOIM-
3uTesibHO 80% Bcex nmpmu3HaHHBIX I13. IIpu criopa-
nyudaeckoit CJD Heu3BeCTHbIN (AaKTOP MHULIMUPYET
CaMOTIOAIePXKMUBAOIIMIL MTPOIIecC ¢ 06pa3oBaHKeEM
JIOCTaTOUHOIO KoJinvecTBa Mojekya PrP-sc u pas-
BUTHMEM CIIOHTAaHHBIX M3MeHeHUIi B MO3Te. AJbTep-
HaTMBHAas TUITOTe3a 3aK/II0YaeTcsl B COMaTU4eCkoM
TUIIe MyTal[¥ reHa OJHOV UM HeCKOIbKUX KIE€TOK
B OpraHu3sMe, KOAUPYIOUIVX MPUOHHbIN 6eoK [7].

Oxomno 1% I13 Bo3HMKaeT BCIefCTBUE SITPOreH-
Horo ¢akropa CJD (iCJD) myTeM BBeIeHUSI TOPMO-
Ha poCTa U TOHAJOTPOINMHA, MepecagKy TPYITHbIX
MaTepuaioB, iepeMBaHus KPOBU U MOCTIe YIIOTpe-
6/1eHMS 3apakeHHbIX MMUILEBBIX IPOIYKTOB — Bapy-
ant CJD (vC]JD) [8, 9].

B 1958-1985 romax 3apermcTpuMpoBaHO OKOJIO
200 cyuaeB 3a60/eBaHMs OeTei, CBSI3aHHBIX C I10-
JydeHyeM ropMoHa pocTa ¥ TOHaJIOTPONMHA YMep-
IIMX JIIOAEei U KUBOTHBIX. HeOGosbIlloe YMuciio sKkeH-
IMH Takke 3apasuioch iCJD mocie neyeHus ¢ Mo-
MOIIIbI0 Y€JI0BEUECKOr0 IMITO(PM3apHOro roHAI0-
TPOIMHA, TPUMEHSIEMOTO IS IeUeHUsT 6eCTUIonus.
B nepuog ¢ 1978 o 1993 rogbl 60/BLUIMHCTBO CITY-
yaeB 3a6oeBanus iCJD 3adukcupoBaHo B IrmoHnn
B pe3y/bTaTe IMepecajiky TPYITHbIX MaTepuaaoB ro-
JIOBHOTO MO3ra C 1e/Ibl0 yCTpaHeHUs nedeKToB B
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TBEpAO MO3TOBOJi 000JIOUKe IMalMeHTOB II0C/Ie
XUPYPrU4YecKux BMelIaTeTbCTB Ha TOJIOBHOM MO3-
re. B manbHejimem 3a 2008 rop 6pLI0 3aperucTpu-
poBaHo 132 ciyyast B BO3pacTHOM Auarnasone (15-
80 net, cpempHMit Bo3pact 57 net) [10].

ITo manHeiM HallMoHanbHOI HPUOHHON KIN-
HUKM B BenukoOputaHuu ObIJIO 3aperMcTpupoBa-
HO YeTbIpe CIydass BO3MOXHOI wmHbekimmu vC]D,
CBSI3aHHBIX C TeMoTpaHcdysmeit. [TocMepTHO MOA-
TBepkaeHo VC]D y 3 yenoBek, B OHOM C/Tydae uMe-
Jla MecTo MHGEeKINsI B celeseHKe 6e3 MopaskeHus
HEpPBHOJ CUCTEMBbI, TOe JeTaJbHbIM UCXOO He CBSI-
3aH c [13 [11].

B koHire 80-x- Hauase 90-x rogoB B Bennkob6pu-
TaHuu 177 venosek 3abosnenu vCJD mocite ymorpe-
OneHMs] 3apa’keHHBIX IUIIEBbIX MPOAYKTOB BSE.
Otimune vC]D ot apyrux ¢opm CJD 3akmoyaeTcst
B OOGHAPYKEHUM IO MOSBIEHUS KIMHUYECKUX CUM-
IITOMOB, I/le aHOMAaJIbHbII IIPUOHHBIN GEJIOK IPOo-
HMKaeT B JuMdaTuecKue TKaH OpTaHu3Ma uesio-
BeKa (MUHIAIMHBI, TUMdaTNIeCKMe yJaCTKU KU-
IIeYHMKA U CeJie3eHKM), B KUIIeYHNMK, HEBPAJIbHO K
CMIMHHOMY ¥ rojioBHOMY mo3ry. vC]D vamie nopa-
>KaeT MOJIOABIX JMofelt (B BO3pacre 26 jeT y XKeH-
myH 1 28 JIeT y MY>KUMH, O6IIMIT BO3paCTHO oya-
Ma3oH cocrasisier 12-74 roga) [1, 7].

3HauKuTeNbHbIe IMPOGIEMbI 3IPaBOOXPAHEHMS
CBSI3aHbI C TPAHCMMCCUBHOCTBIO [13, a ToTeHLMab-
Hasl pacpocTpaHeHHOCTb nHbekImu vCJD TpebyeT
IIMPOKOMACIITAOHBIX MepP HPegOCTOPOKHOCTU IJIsT
OTpaHMYeHMsI TTepeauy IPMOHHOrO0 OeJIKa.

Wcxons u3 Bbllien310skeHHOro I13 mpencrasiis-
10T 3HAUUTE/IbHBIN MHTEpeC B OadbHEMIINX UCciie-
IOBAHMSIX B 3TOI 061aCTH.

LENDb

IIpoa”Hann3upoBaTh COBPEMEHHYIO HAayuyHO-
MPAKTUUYECKYI0 MEOVUIMHCKYIO JIATepaTypy 3apy-
OEXKHBIX aBTOPOB, MOCBSIIEHHYIO ITpobmeme 13 u
OIpeneauTh OCHOBHbIE CIIOCOOBI JMAarHOCTUKM 3a-
60JIeBaHMIA.

PE3YNbTATDbI

I13 06BIYHO AMATHOCTUPYIOTCS KAVMHUYECKU Ha
MO3AHNUX CTaAVSIX BCJIENCTBYE [JIUTENbHOTO Gec-
CUMIITOMHOTO MHKYGalMOHHOTO Iepuoja U TOf-
TBepKOAaeTcsl IIOCMEepPTHBIM  IMUCTONATO/NIOrnye-
CKMM MCCIefOoBaHMeM TKaHM TOJIOBHOIO MO3ra, C
o6GHapykeHMeM eJMHCTBEHHOIO HaJeXKHOro MoJle-
KYJISIDHOTO Mapkepa IpuoH-TiporeuHa ( PrP -sc),
KOTOPBI/I HaKalUIMBaeTCsl dYallle B LeHTPAJIbHOM
HEpBHOII cucTeMe U pexe B IMMGOPETUKYISIPHDBIX
TKaHax([12, 13].

ITpu MarHUTHO-pe30HAHCHOI TomMorpaduu ro-
JIOBHOTO MO3ra JAMarHoCTMpyeTcs aTpodusi mMos-
ra, BBIPaKEHHOCTh KOTOPOI YCYTyOIIsieTcs 1o Mepe
nporpeccun 3aboneBanus [14].

IIpy mpoBemeHUM 37eKTposHIIedaTorpadun
M3MeHeHNST HabMIOmAoTCsl B pa3BepHYTO CTaguUM
CJD B Buge 0,5-2,0 'y reHepan30BaHHbIX ABYX-
TpéxdasHble KOMIUIEKCOB, TOBTOPSIIONMIMXCS C Ya-
cTOTOV 1-2 pa3a B CeKyHAY (CXOOHbIE XapaKTepu-
ctuky O3T GBIBAIOT MIPYU APYTO MATOIOTUY TOJIOB-
HOTO MO3ra) [14, 16].

[lo maHHBIM pPa3JIUYHBIX ABTOPOB B OMATHO-
ctuke T13 mpuMeHSIIOT crienubuyecKue UCCIeno-
BaHMsI. [eHeTHMUYeCKIMEe TECThl C OTATOIEeHHBIM Ha-
CJle[ICTBEHHbIM aHaMHe30M, C MCIO0Jb30BaHUEM
MeToJa MMMYHOONIOTTUHTIA ¥ IIPUMEHEHMEM MO-
HOKJIOHAIbHBIX aHTUTeN (MKA-15B3), mo3Bosio-
mux pacrnosHasartb PrP-sc u PrP-c [2].

B 2012 romy HanivoHanbHas ucciaenoBaTenbCKast
u HampsopHas rpynma CJD B lloTnanguu paspabo-
Taja sl aHAIM30B KOHBEPCUM IIPUOHHOTO 6esika,
B TOM UMCJIe MHOYIVPOBAaHHOE ITpeo6Gpa3oBaHMe
B peasbHOM BpeMmeHu (RT-QulC). [Ipenpimymiye
TeCTbl CO CIIMHHOMO3TOBOI >KuakocTbio (CMXK)
nnst sCJD ocHOBaHBI Ha OOHAPYKEHUM Cypporat-
HBIX MapKepoB IOBpexmeHus: HelipoHoB (CSF14-
3-3),He gBasIUCH crienuduunbiMu ajs SCJD. Bei-
nosiHeHO uccienoBanue RT-QulC u mpoaHanmsu-
poBanbl 108 o6pasuos CMX: 56 mauyuenTos ¢ sCJD
” 52 KOHTPOJIbHAS TpymIia (UyBCTBUTEIbHOCTb 91%
U cneuuuIHOCTh 98%). BriocsiecTBUM IPOBEIEHO
noATBepsKaalolee uccaemoBanye 118 maieHToB —
67 crygaeB sCJD u 51 KOHTPOJIb (UyBCTBUTETBHOCTD
87% w1 cienmduunocty 100% ) [15].

OmHUM U3 Cepbe3HbIX AOCTVIKeHMUII B 00/acTu
IuarHocTuky I13 sIByseTcs aHa/aM3 Ha OOHapyKe-
HMe MPUOHHOI MHpekuun B KpoBu npu CJD. Co-
BeT o MeauuymHckuM uccinegopanusim (MRC), co-
BMeCTHO ¢ HallMOHanbHOI MPUOHHON KAMHUKOM
mpu HauimoHaabHO 60/IbHMLIE HEBPOJIOTUU U Hell-
poxupypruu B JIonmoHe B ¢eBpase 2011 paspabo-
TaJI COBEPIIIEeHHO HOBbIN TUIT TECTOB /ISl AUATHO-
ctuku vC]D y nuil ¢ HanMuuem CMMOTOMOB. [laH-
HBIi TUIT TECTOB TT0KAa3ajl CIIOCOOHOCTh UAEeHTUDM-
uypoBath VCJD Ha paHHUX CTaausax 6e3 JIOKHBIX
pe3yabTaTOB y MallMeHTOB KOHTPOIbHBIX I'PYIIIL.

YHUKa/IbHBINM natoreHe3 I13 mpuBen K cepbes-
HBIM CJIOKHOCTSIM ISl pa3paboTKy AMarHoCTuUue-
CKMX TECTOB, YUYUTBHIBAS CHEIM(PUIHOCTb IPUO-
HOB, KaK €IVHCTBEHHOTO MHQEKIVMOHHOTO areH-
T4, PA3MHOXKAIOMIErocsl 6e3 HYKIEMHOBBIX KUCIIOT.
Tect npumensuics y 21 nauuenTa ¢ vC]D, 27 sCJD
u 42 ¢ IpyTMMU HEBPOJIOTMYECKMMM 3a60/1€BaHM-
SIMU B (JIETIOM paHAOMM3MPOBAHHOM MCCIeA0Ba-
HUY, TJe TONOKUTENbHBIN pe3yabTaT 3abUKCUPO-
BaH y 15 mauyeHToB (0K0j10 70%) 1O CpaBHEHUIO C
KOHTPOJIBHOM rpymoi [17].

B 2016 romy rpymma ydyeHHbIX MHCTUTyTa He-
Bposorum YHuBepcurtetrckoro Komnemka JIOHIOHA
Mpenaoxkuiu Meton auarHoctuku sSCJD mo obHa-
pykeHuwo PrP-sc B moue manueHTta. B muccnegosa-
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uuy MRC PRION-1 npoaHanusupoBaHo 162 o6pas-
1a, 91 — 3moposble oAy (51 MyskuUMHa, 33 SKeHI-
HBI U 7 He 3aperMcTpMUpPOBaHO), 34 MalieHTa C He-
BPOJIOTMYECKOI CUMITTOMATHKOM (19 MyskumH 1 15
skeHImyH) ¥ 37 ¢ [13 (22 My>KUMHBI U 15 KeHIIWH).
Crneuudnunocts aHammsa I13 cocrasistiia 100%
(95% IO, 97% -100%), 6e3 JT0OXKHOIOJOXKUTETbHbIX
peakiuii y 125 ymofeit KOHTPOIbHO IPYIIIbI, B TOM
yuciae 34 U3 psijga HelipogereHepaTUBHBIX 3a6oe-
BaHUIA. B oTinume oT mpeapIayIero uccaeqoBaHms
(PMCA) B KOTOPOM MCIIONb30BAJICS APYTOii METON,
YyBCTBUTENBHOCTb K MHGekmmu vCJD 6buta HMU3-
Koii (7,7%,95% 1A, 0,2% -36%), toe y 1 u3 13 mauu-
€HTOB ObUT MTOJIOKUTENbHBIN pe3yabTaT. [Ipy aTom
YyBCTBUTENBHOCTb K SCJD 6bIa HEOXKMIAHHO BBI-
cokoit Ha 40% (95% 11U, 19% -64%).IlepBast ;eMOH-
CTpanys aHaIM3a MOYM ITOKA3bIBAET HaIMUMe 6en-
ka K sCJD B moue, 4TO yCOBEpILIEHCTBYeT Pa3BU-

THe OBICTPOI MOJIEKYISIPHOI ayarHocTuky sCJD u
MOSKeT MCII0b30BaThCS [JIS1 OTIpefeseHns] Apyrux
HelipofiereHepaTUBHbIX 3a06omeBanmii [18].

BblBOAbI

B HacTosiiee BpeMsi MPOBOASITCSI 3HAUUTETbHbIE
Mccaef0BaHMS 7151 paHHel HeMHBA3MBHOI IMarHO-
ctuku I13. BHegpeHue coBpeMeHHBIX TECTOB, UMe-
IOIIMXCS B apceHasie CeroiHsI, MOXKeT CII0COOCTBO-
BaTh JaJIbHeNIIeMy YMEHBIIEHUIO PUCKa Iepena-
yy 13 TpaHCMMUCCMBHBIM IyTeM. PaHHSS AyMarHo-
ctuka I13 cmocobHa yaydmmTh gajibHelee Kavye-
CTBO XM3HM OONBHBIX, IPUBECTU K PA3BUTUIO HO-
BBIX METOJOB JieueHMs] U Mep MPOPUIAKTUKHU T10-
siByienud 113 y yenoBeka. IlonyyeHHbIe pe3ynbTaThbl
MOTYT CITOCOOCTBOBATH 0OOCHOBAHUIO U OTKPBITUIO
60j1ee 3(PhHEeKTUBHBIX TepaeBTUUECKUX CIIOCO60B
Y METOZIOB JIeUeHMsI.

E.A. Cmamunoeéa, 10.U. Kouenko, A.B. 3opuno
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(OB30P JIUTEPATVYPBI)

[IproHHbIe 3a607€BaHMSI COCTABIISIIOT TPYIIITYy CMep-
TelbHBIX HeNpoJereHepaTUBHBIX OONe3HEl uenoBeka.
VHMKAIbHOCTh 3a00/IeBaHUI 3aK/IIOUAeTCs] B SITPOTeH-
HOM, CITOPaAMYEeCKOM VJIY HacJIeCTBEHHOM CIIocobe T1e-
penaun. B cBsI3M ¢ BO3MOKHOCTBIO SITPOT€HHOTO CII0co6a
BO3HMKaeT BOIIPOC O paHHeN NOKIMHMYECKOi AyarHo-
CTMKe IIPMOHHBIX 60Ie3He ISl MTOCTIenyIOnIero yMeHb-
IIeHUS PUCKOB BO3MOXKHOTO MHMDUIIMPOBaHMS 3[0pPO-
BBIX JTIOfieli. B pesynbTaTe AIUTETBHOTO MHKYGAIMOHHO-
O IIepuoza ¥ TPaHCMUCCUBHOCTY IIPMOHHOTO Oeska He-
BO3MOKHO OIpefie/INTh YPOBEeHb DPACIIPOCTPaHEHHOCTY

3a60/eBaHNSI U TIPUHATH aJleKBaTHbIe MPOdUIaKTUYE-
ckue MeporpusTus. CyllecTByeT BepOsITHOCTb 3apaxe-
HMsI JII060TO 13 MalYeHTOB, MOMYYaBIINX KOMIIOHEHTbI
KpOBM, TPAHCIUIAHTALMIO TKaHEel TOI0BHOTO Mo3Ta. [1o-
CTerleHHas1 Pa3paboTKa HOBBIX HEMHBA3MBHBIX METOIOB
JIVArHOCTUKU TIO3BOJISIET BBISIBUTH HaAMuMe TMPUOHHOTO
6eKa 0 MOSIBJIEHUST KIMHUYECKUX CUMIITOMOB U Tpe-
IOTBPaTUTD AajbHelillee 3apaskeHue.

Knroueeble cnoea: npuioHHble 3a60/1€BaHMS, IPUOH-
MPOTEeUH, AUarHOCTHKA.

E.A. Statinova, Yu.l. Kotsenko, A.V. Zorilo

SEI HPE «M. Gorky Donetsk National Medical University», Donetsk

MODERN VIEW ON THE PROBLEM OF EARLY DIAGNOSTICS OF PRION DISEASES

(LITERATURE REVIEW)

Prion diseases make up a group of deadly neurode-
generative human diseases. The uniqueness of the dis-
eases lies in iatrogenic, sporadic or hereditary transmis-
sion. In connection with the possibility of the iatrogen-
ic method, the question arises of the early preclinical di-
agnosis of prion diseases for the subsequent reduction of
the risks of possible infection of healthy people. As a re-
sult of the long incubation period and the transmissabil-
ity of prion-related protein, it is impossible to determine
the prevalence of the disease and take adequate preven-
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tive measures. There is a possibility of infection of any of
the patients who received blood components, transplan-
tation of brain tissue. The gradual development of new
non-invasive diagnostic methods makes it possible to de-
tect the presence of prion-related protein before the ap-
pearance of clinical symptoms and prevent further dis-
eases.

Key words: prion diseases, prion-related protein, di-
agnostics.



YHuBepcuteTckas KnuHuka | 2018, N2 4 (29)

JIUTEPATYPA

1. Tarakad S. Ramachandran Prion-Related Diseases https://
emedicine.medscape.com/article/1168941 (accessed
15.05.2018)

2. KasakoB B.H., IlnomoB B.I. IIpuoHHble GoOJE3HU:
Mownorpadus. JoHenk; 2009. 444.

3. Prusiner S.B. Novel proteinaceous infectious particles
cause scrapie. Science. 1982; 216 (4542): 136-144.

4. Collinge J.; Prion diseases. In: Ledingham J.G.G. and War-
rell D.A., eds. Concise Oxford textbook of medicine. Ox-
ford; 2000: 1307-1311.

5. Pan K.M., Baldwin M., Nguyen J., Gasset M., Serban A.,
Groth D., Mehlhorn I., Huang Z., Fletterick R.]., Cohen F.E.,
Prusiner S.B. Conversion of alpha-helices into beta-sheets
features in the formation of the scrapie prion proteins.
Proc Natl Acad Sci U S A. 1993; 90 (23): 10962-10966.

6. Collinge J. Prion diseases of humans and animals: their
causes and molecular basis. Annu. Rev. Neurosci. 2001. 24:
519-550.

7. Prusiner S.B. Biology and Genetics of Prions Causing Neu-
rodegeneration. NCBI; 2014; 47: 601-623.

8.Bernoulli C., Siegfried J., Baumgartner G., Regli F., Rabino-
wicz T., Gajdusek D.C., Gibbs C.]. Jr. Danger of accidental
person-to-person transmission of Creutzfeldt-Jakob dis-
ease by surgery. Lancet. 1977; 1 (8009): 478-479.

9. Powell-Jackson J., Weller R.O., Kennedy P., Preece M.A.,
Whitcombe E.M., Newsom-Davis J. Creutzfeldt-Jakob dis-
ease after administration of human growth hormone. Lan-
cet. 1985; 2(8449): 244-246.

10. Brown P., Brandel J.P., Sato T., Nakamura Y., MacKen-
zie J., Will R.G., Ladogana A., Pocchiari M., Leschek EW.,
Schonberger L.B.. Iatrogenic Creutzfeldt-Jakob disease, fi-
nal assessment. Emerg Infect Dis. 2012; 18(6): 901-907.

11. Peden A.H., Head M.W., Ritchie D.L., Bell J.E., Ironside
J.W.. Preclinical vCJD after blood transfusion in a PRNP
codon 129 heterozygous patient. Lancet. 2004; 364(9433):
527-529.

12. Wadsworth, J.D., Joiner, S., Fox, K et al. Prion infectivi-
ty in variant Creutzfeldt-Jakob disease rectum. Gut. 2007;
56:90-94.

13. Tattum, M.H., Jones, S., Pal, S., Collinge, J., and Jackson,
G.S.. Discrimination between prion-infected and normal
blood samples by protein misfolding cyclic amplification.
Transfusion. 2010; 50: 996-1002.

14. Wang L.H., Bucelli R.C., Patrick E., Rajderkar D., Alvarez
Iii E., Lim M.M., Debruin G., Sharma V., Dahiya S., Schmidt
R.E., Benzinger T.S., Ward B.A., Ances B.M. Role of mag-
netic resonance imaging, cerebrospinal fluid, and electro-
encephalogram in diagnosis of sporadic Creutzfeldt-Jakob
disease. J. Neurol. 2013; 260(2): 498-506.

15. Lynne I. McGuire, Alexander H. Peden, Christina D. Orrd,
Jason M. Wilham, Nigel E. Appleford, Gary Mallinson,
Mary Andrews, Mark W. Head, Byron Caughey, Robert G.
Will, Richard S.G. Knight, and Alison J.E. Green. RT-QulC
analysis of cerebrospinal fluid in sporadic Creutzfeldt-Ja-
kob disease. NCBI; 2012. 72(2): 278-285.

16. Franko E., Wehner T., Joly O., Lowe J., Porter M.C., Kenny
J., Thompson A., Rudge P., Collinge J., Mead S. Quantita-
tive EEG parameters correlate with the progression of hu-
man prion diseases. ] Neurol Neurosurg Psychiatry. 2016;
87 (10): 1061-1067.

17. Sawyer E.B., Edgeworth J.A., Thomas C., Collinge ., Jack-
son G.S.. Preclinical detection of infectivity and disease-
specific PrP in blood throughout the incubation period of
prion disease. Lancet. 2015; 5:17742.

18. Luk C., Jones S., Thomas C., Fox N.C., Mok T.H., Mead S.,
Collinge J., Jackson G.S.. Diagnosing Sporadic Creutzfeldt-
Jakob Disease by the Detection of Abnormal Prion Protein
in Patient Urine. JAMA Neurol. 2016. 73(12): 1454—1460.

REFERENCES

1. Tarakad S. Ramachandran Prion-Related Diseases https://
emedicine.medscape.com/article/1168941 (accessed
15.05.2018)

2. Kazakov V.N., Shlopov V.G. Prionnye bolezni: Monografi-
ja. Donetsk: 2009. 444.

3. Prusiner S.B. Novel proteinaceous infectious particles
cause scrapie. Science. 1982; 216 (4542): 136-144.

4. Collinge J.; Prion diseases. In: Ledingham J.G.G. and War-
rell D.A., eds. Concise Oxford textbook of medicine. Ox-
ford; 2000: 1307-1311.

5. Pan K.M., Baldwin M., Nguyen J., Gasset M., Serban A.,
Groth D., Mehlhorn I., Huang Z., Fletterick R.]., Cohen F.E.,
Prusiner S.B. Conversion of alpha-helices into beta-sheets
features in the formation of the scrapie prion proteins.
Proc Natl Acad Sci U S A. 1993; 90 (23): 10962-10966.

6. Collinge J. Prion diseases of humans and animals: their
causes and molecular basis. Annu. Rev. Neurosci. 2001. 24:
519-550.

7. Prusiner S.B. Biology and Genetics of Prions Causing Neu-
rodegeneration. NCBI; 2014; 47: 601-623.

8.Bernoulli C., Siegfried J., Baumgartner G., Regli F., Rabino-
wicz T., Gajdusek D.C., Gibbs C.]. Jr. Danger of accidental
person-to-person transmission of Creutzfeldt-Jakob dis-
ease by surgery. Lancet. 1977; 1 (8009): 478-479.

9. Powell-Jackson J., Weller R.O., Kennedy P., Preece M.A.,
Whitcombe E.M., Newsom-Davis J. Creutzfeldt-Jakob dis-
ease after administration of human growth hormone. Lan-
cet. 1985; 2(8449): 244-246.

10. Brown P., Brandel J.P., Sato T., Nakamura Y., MacKen-
zie J., Will R.G., Ladogana A., Pocchiari M., Leschek EW.,
Schonberger L.B.. Iatrogenic Creutzfeldt-Jakob disease, fi-
nal assessment. Emerg Infect Dis. 2012; 18(6): 901-907.

11. Peden A.H., Head M.W., Ritchie D.L., Bell J.E., Ironside
J.W.. Preclinical vCJD after blood transfusion in a PRNP
codon 129 heterozygous patient. Lancet. 2004; 364(9433):
527-529.

12. Wadsworth, J.D., Joiner, S., Fox, K et al. Prion infectivi-
ty in variant Creutzfeldt-Jakob disease rectum. Gut. 2007;
56:90-94.

13. Tattum, M.H., Jones, S., Pal, S., Collinge, J., and Jackson,
G.S.. Discrimination between prion-infected and normal
blood samples by protein misfolding cyclic amplification.
Transfusion. 2010; 50: 996-1002.

14. Wang L.H., Bucelli R.C., Patrick E., Rajderkar D., Alvarez
Iii E., Lim M.M., Debruin G., Sharma V., Dahiya S., Schmidt
R.E., Benzinger T.S., Ward B.A., Ances B.M. Role of mag-
netic resonance imaging, cerebrospinal fluid, and electro-
encephalogram in diagnosis of sporadic Creutzfeldt-Jakob
disease. J. Neurol. 2013; 260(2): 498-506.

15. Lynne I. McGuire, Alexander H. Peden, Christina D. Orrd,
Jason M. Wilham, Nigel E. Appleford, Gary Mallinson,
Mary Andrews, Mark W. Head, Byron Caughey, Robert G.
Will, Richard S.G. Knight, and Alison J.E. Green. RT-QuIC
analysis of cerebrospinal fluid in sporadic Creutzfeldt-Ja-
kob disease. NCBI; 2012. 72(2): 278-285.

16. Franko E., Wehner T., Joly O., Lowe J., Porter M.C., Kenny
J., Thompson A., Rudge P., Collinge J., Mead S. Quantita-
tive EEG parameters correlate with the progression of hu-
man prion diseases. ] Neurol Neurosurg Psychiatry. 2016;
87 (10): 1061-1067.

17. Sawyer E.B., Edgeworth J.A., Thomas C., Collinge J., Jack-
son G.S.. Preclinical detection of infectivity and disease-
specific PrP in blood throughout the incubation period of
prion disease. Lancet. 2015; 5:17742.

18.Luk C., Jones S., Thomas C., Fox N.C., Mok T.H., Mead S.,
Collinge J., Jackson G.S.. Diagnosing Sporadic Creutzfeldt-
Jakob Disease by the Detection of Abnormal Prion Protein
in Patient Urine. JAMA Neurol. 2016. 73(12): 1454-1460.

87



