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Annomayus. TlpuoHHBIE 3a00JIeBaHUS HAHOCST CEPHE3HBIM YIIEPO >KUBOTHOBOJICTBY, BBI3bIBAs
rapaHTUPOBAHHBIN MajeX ckoTa B ciaydyae HHHUIHpoBaHus. [loaTomMy uccienoBanue, TUarHOCTHKA U
MOTBITKA HAWTHU JIYEHHE MPUOHHBIX OOJIE3HEW HE TepseT CBOEH aKTyaJbHOCTH YK€ Ha MPOTSHKEHHU
6onee uem 70 ner. B crtathe paccmaTpuBaeTCs MHHOBAIMOHHBIA METOJl TUATHOCTHKHU MPHOHOB Ha
OCHOBE MeTOIa BUOparmonHo-uuaynupoantoro ananusa (RT-QUILC tect)

Abstract. In article described: general characteristic of prion and life time method of diagnostics.
RT-QuIC is faster, higher throughput assay for prion seeding. Prions propagate as multiple strains in a
wide variety of mammalian species. The detection of all such strains by a single ultrasensitive assay
such as Real Time Quaking-induced Conversion (RT-QulC) would facilitate prion disease diagnosis,
surveillance and research.

Knrouesvie cnosa: mpuoHsl, IpUOHHBIE 00JI€3HU, ry0UaTast sHIe(daIonaTus.
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Beeoenue

[IpoGnema mpUOHHBIX OONE3HEH S>KUBOTHBIX POIMIACE B paMKax YUEHUS O MEIJICHHBIX
nHpeknuax B 1954 r. C Tex mop akTyaJlbHOCTh MCCJICIOBAHUS MPUOHHBIX 3a00JICBAaHUH )KUBOTHBIX HE
CHU3MJIAch, YTO OOYCJIaBIMBAETCS BBICOKOM OMNACHOCTBIO MaJEKa CPEIU KUBOTHBIX, YTO HAHOCUT
yiiepd cenbCckoMy X03aicTBY. [IpuoHHBIE 0OJIE3HM YelloBEKa U >KUBOTHBIX KpailHe OnacHbl U BCerja
MPUBOAAT K JIETAIBHOMY MCXOJy, YTO MOXET NPHUBECTH K TPAru4eCKUM HKOHOMHYECKUM
MOCJICACTBUSM JIJISl TOCY1apCTBA.

[IproHBbI BEI3BIBAIOT 3a00JI€BaHHMS — TPaHCMUCCHBHBIC TyOuaThie 3Huedamomatuu (TID) y
Pa3IMYHBIX MIIEKOMUTAIOUIMX, B TOM 4YHCIEe ry04aTyio sHIe]anonarui0 KpymHOrO POraroro ckKorta
(«kopoBbe OelieHCTBO»), ckpeilnu y oBel, Oosie3Hb Kpeitudenpara-Axoda y monxel, a Takxke
XPOHHYECKYIO U3HYPSIOIIYIO 00JIe3Hb OJICHEH U JI0CeH.

B oprannsme ’KMBOTHOTO POUCXOAT MATOMOP(HOIOTHIECKUE H3MEHEHUS, KOTOPBIE OTIHYAOTCS
BEChbMa CYIIECTBEHHBIM CBOEOOpa3HMEM: OTCYTCTBYIOT MPU3HAKU BOCHAJIEHUS, Hapsiy C STUM B
LEHTPAJbHOW HEPBHOW CHCTEME pPAa3BUBAETCS KapTHHA BBIPAXEHHOI'O MEPBUYHO-AETEHEPATUBHOIO
mpolecca B TOJOBHOM, a 4acTO M B CIIMHHOM Mo3re. M3MeHeHHs BhIpaXaroTcs B KapTHHE Trudenu
HEWPOHOB, B HAKOIUJICHUH aMHJIOMIHBIX OJSIEK M B BbIpakeHHOM Timose [1, c. 381]. Jlmarnoctuka
JTaHHBIX 3200JIeBaHMI YpE3BBIYAIHO 3aTPYJHEHA B CBSI3U C TUTENbHBIM HHKYOAIIMOHHBIM MIEPHOIOM.

VY uMeromuxcs B HAcTOAIIEE BpPEMsl JAMATHOCTUYECKUX TECTOB OTCYTCTBYIOT TAaKUE BaXKHbIE
XapaKTePUCTHKU KaK YyBCTBUTEIBHOCTb, CKOPOCTh U KOJIMYECTBEHHOE ONpeesieHne OeIKoB.
[Tpuonnsie Oone3HM MOTYT pa3BuBaThcs B TeueHuwe 10 jmer u Oojee, MpexAe HYeM CHMITOMBI
3aboneBanus nposBstcs. [loaromy Gonee MHGOPMATUBHBINA TECT MOKET JaTh BO3MOXKHOCTh PAHHETO
BBISIBJICHUS, TPEAOTBpAIleHHsT HHOUITMPOBAHKS U JieueHus Oone3Heit [3, c. 286—-295].

OcHosHble NON0dHCEHUA:

Vcxons u3 BbllIe ONMUCAHHBIX CBONCTB NMPUOHHBIX 3a00JIeBaHHMM, MOYHO YTBEpXKAaTh, YTO UX
CBOEBpPEMEHHAs IMarHOCTUKA CIIOCOOHA OOHAPYXUTh pa3BUTHE MH(PEKIMOHHOTO Mpoliecca Ha paHHUX
cragusax 3abosneBaHus. OJHUM M3 TMEPCHEKTUBHBIX METOAOB MPUKU3HEHHOW JETEeKLIUU NPHOHOB
SBJIIETCS. METOJ] BUOPAIMOHHO-UHAYIIIPOBAHHOTO KOHBEPCUOHHOI'O aHAJIN3a.

OTOT METOJ BIEpBbIE ObLI onucaH rpynmnoi ydeHsix jnadopatopuu NIAID non pykoBoJacTBOM
JIOKTOpa MEIUIIMHCKUX Hayk, mpodeccopa, pykoomutens Jlaboparopuu Croiikux BupycHbIx
3aboneBanuii baitpona Korx»ii (Byron Caughey) B 2014r (CILIA, MonTana).

B ocHOBe »sKchepuMeHTa J€Kaio TO, YTO TPUOHBI CIIOCOOHBI HAaXOIUThCSI B OpraHU3Me
MJIEKOMMTAIOIIErO HE TOJIBKO B KieTkax ['M, HO TakXe B CIIIOHE, TPYJHOM MOJIOKE, MOYE, OTIEIIEMOM
n3 HocoBoM mojoctu, CMIXX. OnHako WX KOHIIEHTpalus HACTOJIBKO Majla, YTO HE IMO3BOJSET HX
OOHApYKUTb.

HecnocobHoCcTh paHHel NHarHOCTUKU CTABUT IO YIPO3y MPOLECC NepeauBaHus KpOBH, TaK Kak
Jake B HE3HAUYUTEIbHBIX KOJMUYECTBAX MPUOHBI MOTYT HHIYIUPOBATh pa3BUTHE HH(EKIHH B
OpraHu3Me 370pOBOTO perumnueHTa [6].

Meron BHOpAIIMOHHO-WHIYLIUPOBAHHOTO KOHBEPCHOHHOTO aHajK3a MO3BOJIIET OOHApYXHTH IN
VItr0 MHHUMAaJIbHYIO KOHIICHTPAIIMIO OejiKa, KOTOpas MOXET CHpPOBOIMPOBaTh HHM)EKIMOHHBIM
nporecc. YTo MO3BOJIUT AMArHOCTHPOBATH HA PAHHHUX CTAUSIX NMPUOHHBIE 3a00J€BaHUS KUBOTHBIX U
yeJioBeka [5].

Tak, k npumepy, B Benmukobputanuu OblH 3a)UKCUPOBAHBI PAAJ] CIYYaeB 3apayKCHHUS 3J0OPOBBIX
PELUITUEHTOB OT MHQUIMPOBAHHOW NMPUOHAMU KPOBM JIOHOpPA IPU IeMOTpaHC(y3uu, 4To MpoOyAHIIO
MHTEpEC K pa3paboTKe IKCIPECCUBHON, HEMHBA3UBHOM, 0€300J1€3HEHHON qrUarHocTuke 8§, 9].
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[To mamaeiM HamumonamsHoro llentpa Ilatomoruu Ilpuonnbix bonesneit (CILIA) [2] obmiee
KOJIMYECTBO CIy4yaeB BBISIBICHUS MPUOHHBIX 3a00JieBaHul npescTasiieHo B Tadnuue 1.

Kpome toro, B 2005 roxy B BenukoOputanuu Obun OnmyOIMKOBaHBI Pe3yabTaThl MAaCIITAOHOTO
UCCIIEIOBaHMUs IO OICHKE 4YHCia JIML, KOTOpble MOTYT OBbITh HH(PHUIMPOBAHBl OOJE3HBIO
Kpeittudensna-Akoda. Ilo Bcelt BemukoOputanuum ObUTH OTOOpaHBI THCTOJOTHYECKHE OOpa3Ibl
muMmpopeTukymsipraord TkaHu 16703 manuentoB (14964 anmenmpkroMus, 1739 TOH3UIIKTOMUS),
npuMepHo 60% wu3 KOTOpBIX OBUIM M3 OAHOM Bo3pacTHOW rpymmel 20-29 ner. /[Baauath msTh
MPOLIEHTOB 00pa3lioB ObUIM HCKIIOYEHBl M3 OKOHYATENbHBIX aHaJM30B, IOCKOJBKY COJAepKar
HEIOCTaTOYHOE KOIM4YecTBO JMMpounaHoi Tkanu. Tpu obOpas3na anmeHaunuTa MOKa3ajdd HaKOIUICHHE
MpUOHHOTO Oenka B JIUMQOPETUKYIIPHOM TKaHH, JaBas MO OleHKam 237 ciiy4aeB Ha MUJUIMOH [4,
C.733-739]. Dtu pe3yiabTaThl TOJYCPKUBAIOT BAXXKHOCTH PAHHEW JAHMATHOCTUKH IPHUOHHBIX
3a0oneBaHul, YTOOBI CHH3UTh PHUCK HX pACIpOCTpaHEHHs] dYepe3 MPOAYKTHl MUTAHHUS,
reMOTpaHC(Py3UI0, XUPYPTHYECKHE MAHUIYISAIUH, a TaKkkKe IOMYEPKUBAIOT HEO0OXOAMMOCTh
MPUCTYIUTH K MacIITAOHON MPOBEPKE Ha HAJM4KUe IPUOHHOTO OeNKa BCeX JOHOPOB.

Taonuua 1.
CTATUCTUKA BBISIBJIEHUS IIPUOHHBIX 3ABOJIEBAHUM B BEJIMKOBPUTAHWU

Too 3apecucmpupogano Ipuonnvie 3ab601e6anus Cnopaoduueckue
1996 57 36 31
1997 113 68 59
1998 89 53 45
1999 121 73 65
2000 144 101 89
2001 210 118 110
2002 242 144 125
2003 259 161 138
2004 313 179 161
2005 328 179 157
2006 369 182 162
2007 369 206 187
2008 387 223 207
2009 399 233 212
2010 403 247 218
2011 393 239 216
2012 409 241 218
2013 416 257 222
2014 357 211 188
2015 350 227 181
BCEIO 5728 3378 2991

Meton BHOpalMOHHO-UHIYLIUPOBAHHOIO KOHBEPCHOHHOI'O aHajHM3a IO3BOJISIET 00€30MacuTh
IpoIelypy TeMOTpaHC(y3uu OT Mepeiauu MPUOHHBIX WHPEKITUA.

B HOBOM uccnenoBanuu yueHole 13 MOHTaHBI TOMECTHIIM ONITOBOJIOKOHHYIO cepy MpsiMO B HOC
MAIMEHTOB B CaMOM BEpXHEH YacTH MOJIOCTH, I/Ie HAXOASITCs 000OHATENbHBIE HEHPOHBL. B Teopuu, 3T
HEHPOHBI IOJKHBI COIepKaTh 0oJiee BHICOKHE YPOBHH HEHOPMAJIBHBIX TPUOHHBIX OEJIKOB, IOTOMY YTO
OHM HETOCPEACTBEHHO CBA3aHBI C MO3IOM.
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Cyrb MeTozIa CBOOUTCS K TOMY, 4YTO OuoMaTepuan JUld HCCIEIOBaHMS BbBICEBAETCS Ha
IIUTATENbHYIO CpeAy U INOMEIIAeTCsl B IUIAHIIETHBIA pHJEp, 3aTeM IUIAHILEThl 'e€pMETU3UPYIOTCS U
UHKYOupytorcs B TedeHue 20 vacoB ¢ 60-CeKyHIHBIMH LUKIAMH BUOparmuu U 60-CeKyHIHBIMU
LUKIaMU CHOKOHcTBHMA. B kauectBe Mapkepa wucnonb3yercs Tuoduadus, ¢ayopecieHTHbIN
Kpacurenb. Korga sToT KpacuTenb J00aBISIOT K PEKOMOMHAHTHBIM O€lKaM MPHOHOB, TO OH
CTAaHOBUTCS MHTETPUPOBAHHBIM B IPOLECCe MOJUMEPHU3ALMM, YTO TMPUBOIUT K YBEJIUYECHUIO
¢yopecueHIIMM ¢ Te4YeHHEM BpeMeHH. [lyTeM HOBTOPSIONIMXCS IMKJIOB MHKYOAalMu, BEAYIIUX K
YCUJICHHIO aHOMalbHOM gesrenbHocTH PrPSc, Bo3MoOXkHa akTuBanMs NpoLEccOoB TpaHchopManuu
HOPMAJIbHBIX OENKOB, TaKUM 00pa3oM, SKCIEPUMEHTAIBbHO MOXHO ONPEACIUTbh HE TOJBKO CaMo
HaJIN4YMe HMHQEKUUOHHBIX MPUOHBIX areHTOB, HO M I0Ka3aTh MMHHUMAJIbHO WH(EKLHMOHHBIE 03B,
KOTOpPBIE HEOOXOIMMBI [Tl HHAYKIMH TPpaHC(HOpMAaIUU 3J0POBBIX OEIKOB B IPUOHHEIE [5].

Pezynomamot u 661600061

Meton BHOpaIMOHHO-UHIYLIMPOBAHHOTO KOHBEPCHOHHOTO aHajn3a BBISABISET IO3UTUBHBIC
oOpa3iel Onomarepuana B TedeHue ot 4 0 20 JacoB ¢ Jyd4lield aHATUTHYCCKOH YyBCTBHTEIBHOCTB.
Kpome Ttoro, anamus 11 BKS-mamueHToB Imokaszai, 4To €ClIM ceMepo OBUIM IMOJIOKHUTEIBHBIMH TPH
WCIOJIb30BAHUN TPEABIAYIINX YCIOBHMA, TO IECATh OBUIM ITOJOXHUTEIHLHBIMH IIPH HCIOJIB30BAHUU
HOBOTO aHaiM3a. B 3TUX M JanpHEHIMX aHanu3ax B oOmmied cioxHocTH 46 n3 48 6MO0Opa3IoB OT
crnopaanueckux BKSI-00ibHBIX ObUIM MOJIOXKUTENbHBIMU, B TO BpeMs Kak Bce 39 He OosbHbIX BKS
ObUTH OTpULIATEIbHBIMHU, YTO daeT 95,8% nns auarHoctudeckoil uyBcTBUTENbHOCTH u 100% s
CHCTIM(PUIHOCTH.

Wtak, ans BbIpaOOTKH MOJTHON AMATHOCTUYECKOW YYBCTBUTEIHLHOCTH HOBOTO MeToJNa Tpebyercs
Oosnee BBICOKOE uucio OoybHBIX. HO yke celyac MOHATHO, YTO 3TO MHOTOOOEIIAIOIINUKA CIOCO0
BBISIBJICHHSI IPUOHHBIX 3a00JIeBaHUi O€3 MHBa3UBHBIX MPOLIEAYD.
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