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B cmamve paccmampusaromcs npuuHbl 803HUKHOBEHUS U GOPMbL NPUOHHBIX

UHPeKYUil y 4eAOBEKA U HCUBOTHHBLX.

ITpuonst (0T aHra. proteinaceous infectious particle) mpeacTaBasior coboit
HH}EKIIMOHHbIE YaCTULIBI OEAKOBOM IPHPOABL Y YeAOBEKA OHHU CIIOCOOHDI BBI3BIBATD
PsSA HeHpOAeTeHepAaTUBHBIX 3a00AeBAHMI, H3BECTHBIX KaK TPAHCHMUCCHBHBIE
ry6uaTble MAM CIOHTHOPMHBIE SHIjedparonaTuy. Baaroaapst OTKpHITHIO IPUOHOB
(C. Ilpysunep, 1982 r.) 65140 AOKA3aHO, 9TO HE TOABKO HyKAGMHOBbIE KUCAOTbI, HO
B OTAEABHBIX CAYYasiX U IIPOAYKTBI [E€HOB — O€AKH — MOTYT BBICTYIIATb B POAH
HocureAeil uHopmarmu. OTAMYME IPHOHOB OT BHPYCOB M OakTepHil Kak
BO30yAHTeAEH HHPEKIMIT 3aKAIOYAETCS B TOM, YTO IIPUOHOBBIE YACTUIIbI HE HMEIOT
reHoMa — B Hux orcyTcTByIoT AHK nau PHK [1].

ITpHOHbI - 9TO HENPABUABHO CBEPHYTbIe HEAKH, CIIOCOOHbIE ITepeAaBaTh
CBOIO HEIIPABHABHO CBEPHYTYIO (pOpPMy Ha HOpPMaAbHbIE BAPHAHThI TOIO JKe OeAKa.
OHM  XapakTepH3yIOT  HECKOABKO  CMEPTeAbHBIX U TPAHCMHCCHUBHBIX
HefpOoAereHepaTHBHbIX 3a00A€BAHUI y YEAOBEKA M MHOIUX APYIHMX >KHBOTHBIX.
HeusBecTHO, YTO IPHBOAUT K HEIIPABUABHOMY CKAAABIBAHHIO HOPMAABHOTO OeAKa,
HO TIPEAIIOAATaeTcs, 4YTO AaHOMAAbHAs TpeXMepHas CTPYKTypa IIpHAAeT
HMHGQEKI[OHHbIE CBOFCTBA, paspyiIasi GAM3AeXKalIHe GEAKOBBIE MOAEKYADI B Ty Ke
¢popmy. CAOBO IPHOH IPOUCXOAUT OT CAOBa "0eAKOBast HH(EKIIMOHHAS YaCTHI'".

TunoreTnveckas poab 6eAka Kak I/IH¢BKI.II/IOHHOI‘O AréHTa OTAHUYACTCsa OT BCEX
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APYTMX M3BECTHBIX HH(EKIOHHBIX areHTOB, TAaKUX KaK BHPOHABI, BHPYCEHI,
OaKTepHy, I'PUOBI 1 [IAPa3HThI, BCE U3 KOTOPBIX COAEPYKAT HYKAEHHOBbIE KHCAOTBL.

Usodopmer uz npuonroro 6eaka (TICB), ubs cnienuduueckas Gpynxims
SIBASIETCS. HEOIIPEACACHHOH, KOTOPHIE MPEATOAOKHAN TIPUYKMHY TPAHCMICCHBHBIX
ry6uarsix sHuedasomaruit (TT'D), B TOM YnCAe CKpenu y OBell, XpOHHYECKOTO
3a60AeBaHUSL ¥ OA€Hel, Iybyaroil 9HIjepaAONATHU KPYIHOIO POraTroro CKOTa
(KT'3) B pasBeseHMe IMMPOKO M3BECTHBI Kak "KOpOBbe GemeHcTBO" 1 60Ae3Hb
Kpeitrnpeanpra—SIko6a (BKSI) B oprammsme ueaoBexa [2]. Bce wmssecTHbie
IPUOHHBIE 3200AEBAHMS Y MAEKONMTAOIINX BAWSIOT HA CTPYKTYPYy MOS3Ta HAH
APYrofi HepBHOM TKAaHM; BCe OHM NPOIPeCcCHpYIOT, He HMEIOT H3BEeCTHOTO
aQPeKTHBHOTO AeyeHH U Bcerpa cMepreAabHbL. Ao 2015 ropa cuMrarocs, 4To Bce
H3BECTHbIE NIPHOHHBbIE 3a00A€BAHMS MAEKOMMTAION[MX BbI3BIBAIOTCS IIPUOHHBIM
6eAkoM (PrP), oaHaxo B 2015 roay 6b1Aa BBIABHUHYTA FMIIOTE3d, YTO MHOXKECTBEHHAS
cucremuas arpodust (MSA) BbI3bIBaeTCSA MPUOHHOM OPMOH aAbda-CUHYKACHHA.

IlproHbl O0Opa3ylOT QaHOMAAbHbIe arperaTsl 0OEAKOB, Ha3bIBA€MBIX
AMHAOHMAAMH, KOTOPBIe HAKAIIAMBAIOTCA B MHQUIIMPOBAHHON TKAaHH U CBS3aHBI C
HIOBPEXACHHEM TKAHEH M I'MOEAbI0 KAeTOK. AMHMAOHABI TAlOKe OTBETCTBEHHBI 3a
HEKOTOpble ApYyTHe HelpoAereHepaTHBHbIe 3a060A€BaHMS, Takde Kak 6OAe3HDb
Anprreitvepa u 6oae3Hp ITapkuHcOHA. ArperaTsl IPUOHOB CTAOHABHBI, M 9Ta
CTPYKTypHasl CTAOMABHOCTb O3HAYAeT, YTO IPHOHBI YCTOMYHBBI K AEHATYPALUU
XMMHYeCKIME 1 GU3NIeCKUMH areHTAMIL: OHH He MOT'YT GBITh Pa3pyLIEHBI OOBIMHOM
AesHHQeKIMell MAM BapKoH. JTO 3aTPYAHSeT YTHAMBAIMIO M YAepXKaHHEe O3THX
JaCTHII.

ITpronHast 60A€3Hb - 3TO PAa3HOBUAHOCTb MPOTEOIATHH, HAU OOAe3HH
CTPYKTYPHO AQHOMAABHBIX 6eAkoB. CUMTAeTCs, YTO MMEHHO IIPUOHBI SIBASIOTCS
npuunHoit 6oaesun Kpeitrideavara—Slko6a (BKA), ero sapuanr (vC]D),
Gerstmann-Striussler—Scheinker cunapom (TKC), darasbnas —cemeitnas
6ecconnmma (FFI B) u Kypy (6oaesup xammu6aros). CymecTByloT Takske
CBHACTEABCTBA, IIPEATIOAATAONTHE, YTO IIPHOHBI MOTYT HTPATh OIPEACACHHYIO POAb
B mporecce 60aesHn AablireiiMepa, 6oae3tu ITapkiHCOHa M aMHOTPOPUIECKOTO
AarepaapHOro ckaeposa (AAC); Tak OBIAM Has3BaHBl NPUOHHBIE GOAE3HH.
PenAukariust IpHOHOB IIOABEP>KeHA SIUMYTALUU I eCTECTBEHHOMY OTOOpY TaK Ke,
KaK U AAS APYTHX GpOPM peIIAMKAIINH, U X CTPYKTYPa HEMHOTO BapbUPYETCA MEXKAY

BHUAAMH.
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IlepBoit rumoTesoi, KOTOpas MONbITAAACh OODBACHUTB, KaK IIPHOHDI
PEIARIIUPYIOTCS TOABKO GEAKOBBIM CIIOCOO0M, ObIAA TeTEPOANMEPHAS MOAEAD. DTa
MOAEAD ITPEATIOAAraAd, YTO OAHA MoAekyAa PrP Sc cBs3biBaeTCs ¢ 0OAHOM MOAEKYAOH
PrP C u xataamsupyer ee npespamenue B PrPSc. 3atem pe moaexyant PrP Sc
PACIIAAAIOTCS M MOTYT MEPENTH K peobpasoBaHmio 6oabiero koandecrsa PrPC.
OAHaKO MOAEAb PElAMKAIIMH IPUOHOB AOAKHA OOBSCHHUTD U TO, KaK IPHUOHBI
Pa3MHOXXAIOTCS, 2 TAKKe, IIOYeMY UX CIIOHTaHHOe MOsIBAeHHe TaK peako. MaHdpea
OfireH MOKa3aA, YTO reTepoAMMepHas Moaeab Tpebyer PrPSc. Ota mpobaema e
BO3HHKaeT, ecAu PrPSc cymecTByeT TOABKO B arpernpoBaHHBIX pOpPMaX, TAKHX KaK
AMUAOHUA, TA€ KOOIEPATHB MOXET AEMCTBOBaTb Kak Oapbep AASL CIOHTAaHHON
KoHBepcuH. BoAee Toro, HecMOTpsl Ha 3HAUMTEAbHbIE YCHAHUS, MH(QEKIIMOHHBIH
MounowmepHbiit PrPSc Tak 1 He ObIA BbIA€AEH.

MexaHN3M pENAMKALMK [PHOHOB HMMeET 3HAYeHHe AAS PaspaboTKu
AexapcTB. ITOCKOABKY MHKYOAIMOHHBIA IIepHOA IPHOHHBIX 3a00A€BAHUII OYEHb
Beaux (A0 30 aet), 3 PeKTHBHDII IIPemapaT He AOAKEH YCTPAHATb BCe IPUOHDL, a
IPOCTO AOAKEH 3aMEeAASTh CKOPOCTb OKCIIOHEHIIMAaABHOTO pocTa. Mopean
IPEACKA3BIBAIOT, YTO HanboAee 3G PeKTUBHBII CIIOCOH AOCTHYb ITOTO, HCIIOAB3YSI
Iperapar ¢ HaMMEHbHIEH BO3MOXHON AO30H, COCTOUT B TOM, 4TO6Bl HaNUTH
IpeIrapaT, KOTOPbIH CBS3bIBAETCS C KOHIIAMK GHOPUAA U OAOKUPYET HX AAABHEHIIHE
pocr [3].

HccaepoBarean 13 AAPTMYTCKOTO KOAAGAXKA OOHAPYKHAM, 9UTO
SHAOTEHHBIE MOAEKYAbl KOQAKTOpa, TAKMX KaK MOAeKyAbl ¢pocdoaumupa (Ia.r
phosphaditylethanolamine) u mnoawanuonbl (HampuMep, OAHOLiEIOYEYHbIE
moaexyast PHK) meo6xoammbr aast popmuposanms [IpnCK Moaekya ¢ BhICOKHM
yPOBHeM crielupuaecKoil HHPEKIIMOHHOCTH B IPOOUpPKe, a O€AOK HEOOXOAUM AASI
¢opmuposanus roapko IIpnCK moaexya.

IIpuonHsle MHQEKIMM — MaAOM3yUeHHAs OOAACTb BeTEPHHAPHU U

MEAMLIVHBI ¥ TPeOyeT AAABHEHIINX HCCACAOBAHHUIL.
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The article discusses the causes and forms of prion infections in humans and

animals.
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