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[Ipn3Hakn meaneHHbIX
MHOEKLNIA:

* HEOObIYHO NPOAOITKUTENbLHBIN (MECcsLbl U
rogbl) MHKYOaLIMOHHbIN NEPUOA;

* Mea1EHHO NMPOrpPeCcCUPYOLLMN XapakTep
TeyeHUq;

* HEOObIYHOCTb NOpPaXXeHNsI OpPraHoB U
TKaHeu:

* HEN36EXXHOCTb CMEPTENBbHOIO Ucxoaa.

(http://nature.web.ru/db/msg.htmI?mid=11808728&s=260000441)



I paHCMUCCUBHbIE
ryokoobpasHble
sHuUedanonaTtum (T1'3)

« Ocobas rpynna MmegneHHbIX UHPEeKUUN YeNnoBeKa N XKUBOTHBbIX,
naToMopdonormsa KOTOpPbIX BECbMa CYLLECTBEHHO OT/indanacbh
Bblpa)XXeHHbIM CBOEObOpasnem, NpoSBASIOLWMMCA TOMbKO B
NopaXXeHuUn LueHTparibHOWu HePBHOW CUCTEMBbI, r4e Ha OCHOBE
nepBUYHO-AereHepaTnBHbIX NpoueccoB (6e3 Npu3HaKkoB
BOCMarieHus) pa3BnBaeTCs XxapakTepHasi KapTuHa opMUpoBaHUS
TaK Ha3bIBaeMOro rybkoobpasHoro COCTosAHUA (status spongiosus)
ceporo u/unm 6enoro BeLlecTBa ronoBHOro, a Horaa U CMHHOIO
MO3ra, YTO MOXET CONPOBOXAAaTbCA 0bpasoBaHMEM aMUNOUAHbIX
Bnawek n BblpaXeHHbIM rMUO30M .

* Ha npoTaXXeHUN HECKOSbKUX OEeCATUIIETUIN BCE NOMbITKM OBHAPYXUTb
Bo3OyaguTenen TI'D 3akaH4YMBanNuUCb Heygaveun, Xota MHPEeKUNOHHaA
npupoaa nx oblna TO4YHO AoKka3daHa MHOTOYUCIIEHHBIMUY ONbITaMU
nepenayun 3aboneBaHnUm pasriMyHbIM.

(http://nature.web.ru/db/msg.htmI?mid=11808728&s=260000441)



CsoucTtea Bo3byautensa 113

1) cnocobeH npoxoanTb Yepes bakTepunanbHble QUbLTPbI C AnaMeTpoMm nop oT 25 Ao
100 HM;

2) He cnocobeH pa3MHOXaTbCA Ha UCKYCCTBEHHbIX MUTATENbHbLIX cpeaax;

3) BOCNpOomM3BOANT PpeHOMEH TUTPOBAHUS (BbI3bIBAET rmbenb 3apaXKeHHbIX XXMBOTHbIX
NPW BbICOKMX 3HAYEHNAX MHUUMpyowen 4o3bl 419 50% XNBOTHbIX - VL

4) HakannueaeTcs A0 TMTPOB 10°-10* N[, Ha 1T MO3roBow TKaHW;

5) cnocobeH nepBoHavarnbHO penpoayLnpoBaThCs B Cene3eHKe U Apyrmx opraHax
PETUKYNO3HOOTENMANbHON CUCTEMbI, a8 3aTEM B MO3rOBOM TKaHWU;

6) cnocobeH K aganTaumm K HOBOMY XO35IMHY, YTO HEPEAKO CONPOBOXAAETCH
YKOPOYEHNEM UHKyOaLIMOHHOIo nepunoaa;

7) XapaKkTepuayeTcsi HanM4neM reHeTUYEeCKOro KOHTPOISt YyBCTBUTEIbHOCTH
HEKOTOPbIX XO3EB (HAanpMUMep, Y OBEL, U MblLLEN AN BO30yauTens ckpenu);

8) umeeT crneundnyeckmin (a9 KOHKPETHOro WTamMmmMa) Kpyr XO35€eB;
9) MOXET U3MEHATb NaTOreHHOCTb U BUPYNEHTHOCTb AN pas3fmiMyHOro Kpyra Xo3sieB;
10) MOXET CeNniekUMoHnpoBaTbCA 13 LUTaAaMMOB OUKOro TUNa;

11) xapakTepuayeTcst BO3MOXXHOCTbI BOCNpoun3BeaeHnss heHoMeHa nHtepdepeHumnm
(HanpumMep, MeasIeHHO PenpPoayLMPYHOLLErocs LTaMma Bo30yanTens CcKpenm ¢
ObICTPO penpoayLMpPYOLLMMCS LUTAMMOM B OPraHn3me MblLLEN);

12) obnagaeT cnocobHOCTBLIO K NEPCUCTEHLIMA B KYTBTYPE KNETOK, NONMYyYeHHbIX U3
OpPraHoB W TKaHeW 3apaeHHOro opraHn3ma

so);

(http://nature.web.ru/db/msg.htmI?mid=11808728&s=260000441)



[ 1PUOHBI

AmepukaHcknm onoxnmuk Ctennu lNpysnHep (S. Prusiner),
MCMONb3ys HOBblE NOAXOAbl K HAKOMIIEHUIO N OYUCTKE
MHJEKLUMOHHOIo Hayana B MO3roBoW TKaHW 3apaeHHbIX
areHTOM CKpernn XoMsIKOB, Nokasar, YTo Bo3dyauTenem
Hanbonee pacnpocTpaHeHHOW B npupoae TI'3 - ckpenu
(3aboreBaHne, KOTOPOE B NPMUPOAE BCTPEYaAETCS cpeau
OBEL, U KO3) ABnsieTca 6e3HYyKNenHOBbIN
HU3KOMOJEKYNApHbIN (27-30 k[la) 6enok. S. Prusiner Ha3Barn
ero "MHJEKLNOHHbIN MPUOHHBLIN Benok", a B Ka4ecTBe
MHEKUMOHHOW eanHULbI NPEeasioXun HanmeHoBaHne
"npuoH". TepMuH "rnpuoH" obpasoBaH Kak aHarpamma
aHrmMUMNCKnx cnos "benkoBasi MHPEKUMOHHAas (YacTunua)" -
"proteinaceous infectious (particles)". [1p1OH, Kak
MHEKUMOHHasa egnHnLa, COCTOUT N3 MOJSIEKYI

(http:/4nature.web.ru/db/m

: sg.htm|?mid=1180872&s=26000 1)
MHPEKLVIOHHGIO NPUOHHOTO benka.



dopMbl NPUOHHOTrO bernka

[TpUOHHLIN BENOK MOXET cyLLecTBOBaThL B ABYX popmax. Ero HopmansHaga nnm
KneToyHas dopma, obo3HadeHHas kak PrP¢, oGHapyxnBaeTcs B opraHnsme Bcex
MIlekonuTaloLmx, BKMoYasa u yenoseka. 'eH, kogupyowmii cuHTes PrP¢, pacnonoxeH
B KOPOTKOM nsiede XpoMOCOMbI 20 y YerioBeka 1 XpOMOCOMbI 2 - Y MbILN. [eH
SBNAETCSH BbICOKOKOHCEPBATMBHbLIM U O4YEHb BbICOKNE YPOBHU €ro aKcrnpeccum
obHapyxuMBaloTCcs B HelMpoHax, rae koHueHTpauusa PHK ans PrPC npumepHo B 50 pas
BbllLe, YeM B rMnn. bonee HM3KMe ypoBHU SKCpeccnmn reHa MOXXHO OBHapPYXUTb N B
apyrmnx TkaHax. PrP-reH perynunpyetcs B npouecce pa3suTud 1 nogaepxueaet
YCTOM4YMNBYIO SKCMNPECCUIO BO BPEMS BCEU XXU3HU OpraHn3ma.

HopMmanbHbIi NPUOHHBLIN 6enok PrP¢ oueHb BaXeH Ans XnsHeaeaTenbHOCTY
opraHmama: OH y4acTBYET B rnepefaye HepPBHbIX UMMYSIbCOB, UrpaeT onpeaenatoLLyo
porb B nNogaepXaHnu umpKkagnaHHbIX PUTMOB, PErynimpysa CyTOUYHbIE LIKIbI
aKTMBHOCTU U MOKOSA B KIeTKax, opraHax n B OpraHn3me B LIENIOM.

B opraHusme niogen v XXMBOTHbIX, CTPagarWwmx NPUOHHbIMKU 3aboneBaHnaMH,
MPUOHHBIN Genok obHapyxnBaeTcs B Apyron popme, o603Ha4aemon kak PrP=<.
[TogobHasa abbpeBnaTtypa obycrnosrieHa TeM, HTO NPUPOLHLIM pe3epByapoMm
NHAEKLMOHHOW OOPMbI MPUOHOB CIy>aT OBLbl M KO3bl, Y KOTOPbIX CIOHTAHHO MOXET
pa3BMBaTbLCA yXXe YNIOMAHYTOoE Bbile 3aborieBaHue nog HasBaHMeEM "ckpenun'”

(Scrapie).
(http://nature.web.ru/db/msg.htmI?mid=11808728&s=260000441)



CTpyKTypa HoOpMarsibHOro
N NPUOHHOIO berka

o

alpha helix

~ pleated sheet

- the sequence of a chain of amino acids
-amino acids jolned by peptide bonds

NP

<occurs when the amino acid sequence
hecomes linked by hydrogen bonds
hetween peptides

W %

alpha helix pleated sheet

# . the folding of the amine acid chain
- occurs when disulphide bonds form
between the R groups of the alpha
helices and pleated sheets

- a protein consisting of more than one
amino acid chain

(http://www.scqg.ubc.ca/prions-infectious-proteins-repsonsible-for-ma -does not occur in all proteins

d-cow-disease/)



Cxema npouecca HaKornmneHmnst Monekysn MHPEKLMOHHOIo
NPUOHHOro 6ernka

PP+ P’
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KoHnBepcus PrPC B PrPSc npeactaensietr cobon NoCTTpaHCNALMOHHLIN NPOLECC,
BKITIOYaKOLLKMKM rinybokoe KoHpopMauMoOHHOE N3MEHEHNE, KOTOPOE U ABIISIETCS
dyHOameHTanbHbIM COBbLITUEM, NEXALLUNUM B OCHOBE Pa3MHOXEHUS
NHAEKLMOHHBIX MPUOHOB. [TOMUMO NPpMOBpeTEHHOM MPUOHHBLIM BEfTKOM
NH(EKUMOHHOCTU, APYrMMM €ro NpUHUUNnuanbHbIMM OTANYUAMKM OT HOPMasbHOW
(KneTo4yHOU) N30POpPMbI OKa3bIBAKOTCH: BbICOKAA YCTOMYMBOCTb K HAarpeBaHuto,
yneTpadrorieToBOMY CBETY, MPOHUKAKOLLEN paguaunmn U nepesapmsatoLemMy
,EI,GI7ICTB|/||'O npoTeasbl K. (http://nature.web.ru/db/msg.htmI?mid=1180872&s=260000441)
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Puc. 1. Mogean npuonsoro nepexosia.

A- FETCPOAHNMEPHAR MOJICIIL.

b — asa sapuanTa noausmepulaunonnoil mogenn. Obpazosanue «aapan PrP™

NPOHCXOANT MCUICHHO, HPOUCCC NOJIMMCDHIALNEH — ()NC[[X).

KoHpopMaLUNOHHbIN
nepexon
[MpnobpeTeHmne MHPEKLUNOHHbIX
cBoncTB 6enkom PrP cBA3aHO C
KOHJPOpMaLUMOHHbLIM MEPEXOOOM,

NpPU KOTOPOM NPOUCXOOUT
obpasoBaHue -ckrnagvarToro cnos.

KoHpopMaLmoHHbIW Nepexon
MOXET NPOUCXOAUTb CMOHTAHHO,
NpMBOOSA K Criopaanyecknm
doopmam NproHHLIX 6boresHen. OH
MOXET ObITb BbI3BaH NOCTYMNIIEHNEM
B OpraHn3m rnaTosiorm4yeckou
dopmbl PrP> n3BHe
(NpnobpeTEHHbIE OPMbI) UK
MyTaunsiMn B reHe Prnp,
cnocobcTBytoWwWmMMM obpasoBaHuto
PrP> 13 PrP¢ (HacnencTBeHHbIe

doopmbl).

(http://www.inbi.ras.ru/ubkh/46/shkundina.pdf)



CoBpemMeHHasa knaccudmnkaumsi IPUOHHbIX
Dofie3Hen YenoBeka y X KNBOTHbIX

Hosornorndeckas dopma EcTecTBeHHbIN X035UH
bonesHb Kpeutudensaa- Akoba YenoBek
Kypy Yenosek

CuHgpom 'epcTtmaHHa-LLTpeyccnepa-lenHkepa Yernosek

CwmepTenbHas cemenHas beccoHHuua Yenosek
Ckpenu OBLUbI 1 KO3bI
TpaHcMunccuBHas aHUedanonaTtua HOPOK Hopku
XpoHun4yeckas nsnypsowiasi bonesHo OneHun n nocu

['y6koobpasHas aHuedanonaTns KpynHoro

KopoBbI 1 BbIKK
poraToro ckota
['ybkoobpasHasa aHueanonaTns Kowek KOLLKU

['ybkoobpasHasa aHuedanonaTns 9K30TUYECKNX

AHTUNOMbLI U BONbLUOKW Kyay
KOMbITHbIX

(http://nature.web.ru/db/msg.htmI?mid=11808728&s=260000441)



[TPNOHbI Y HU3LLINX YKapUOT

OTKpbITHE IPUOHOB Y ApOxNcKei U P. anserina pacluMpuiIo HALLK [1PeJl-
crasieHus 0 npuoHax. Oka3anocsk, YTO NPUOHBI HE TOJLKO SIBJISIKOTCS HH-
(PEKLUHOHHBIMM areHTaMH, HO NPEACTABIAIOT OO0 001ednonornyeckoe
siB/IeHHE. Y HU3LIUX 3YKAPUOT (PEHOMEH NMPUOHOB JIEKUT B OCHOBE K-
IEHEeTHYECKOM HAC/IEJACTBEHHOCTH U PEeryjsiiii KCIPECCHH I'eHOB Ha
MOCTTPAHC/ISIUMOHHOM ypoBHe. Hanmuue wiu oTcyTCTBHE AeTePMUHAHTA
[PSI7] y npoxokeil S. cerevisiae moxeTr obecrneuyuBarb ajanTUBHbLIE
MPEUMYLIECTBA B MEHSIOLUUXCS YCIIOBHSX CPE/bl, HAPUMED, HAIHYHE
[PST] nHruGupyer pocT B NPUCYTCTBHH HEKOTOPLIX UCTOYHUKOB a30Ta
y OJHMX LUTAMMOB, HO MO3BOJISIET KJIETKAM JPYIHX LUTAMMOB PacTH Ha
ranakrose [157]. Kpome Toro, Hasinuue npuona [PS/*| nosbiuaer ycroii-
YUBOCTb KJIETOK K TerioBoMy wwoky [58]. IlpuonHbIii MexaHn3M umeer
MOTEHLUHAIBHO MOJIE3HBIE OTJIHYUS 110 CPABHEHHIO C MEXAHH3MAMH I'eHe-
THYeCKOH H3MeHYuBOCTH. [lepexos OesIKOB B IPHOHHOE COCTOSIHUE MOKET
MPOUCXOAHUTH € 00J1€€ BBICOKOH 4aCcTOTOMH, YEM BOSHUKHOBEHUE MYy TaLHH,
[PUYEM CTENEHb BHIPAXKEHHOCTH IPHOHHOIO (PEHOTHIIA MOXKET 3aBUCETH
oT Bapuanra npuona. OOparHblii nepexoa U3 NPUOHHOIO COCTOSIHUS B
HEINPHOHHOE TOXKE IMPOUCXOAUT HaLlE, YEM PEBEPCHU 3a CHET MYyTaLMii,
OCKOJILKY KJIETKH C NPHOHHBIM (JEHOTHIIOM COXPaHSIOT HHPOPMALIHIO
00 MCXOAHOM COCTOSIHUM Oeska. D10 0COOEHHO BaXKHO VISl a1alTHBHOI
NaOUJIBHOCTH NMONYJISILIMK, KOIJ1a B OTBET HA H3MEHEHUE YCJIOBHI OKpY-
Karouleit cpeasl, ckopee, Tpedyercs BpeMeHHas Koppekuus (peHoruna,

HEM ITOCTOSAHHOE €10 UBMCHCHHC.
w— (http://www.inbi.ras.ru/ubkh/46/shkundina.pdf)
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