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3aHMmartenbHaa buomeguumnHa

3HaKombTecCh! :)

_ 310 Crya, cTyAeHT BoMeaMUMHCKOro dpaKybTeTa.

CTVA YBneKkaetcA KaTaHMEM Ha pPOAMKAX, 3aropogHbiIMM  MOXOAaMMy,
doTorpadunen u ocCobeHHO IKCNEepPUMEHTaNIbHOM KyanHapuen (3a 4to B
obwexntnn nonyumn HUK KI, «KynanHapHbIM rMK»). Ha dakynbteT ero
npuMBena CTPacTb K MNO3HaHUIO TanH [pupoabl M Kryyee KenaHue
caenatb 4YTo-TO nosnesHoe csoer CtpaHe m Mwupy. BoT TOAbKO 4TO
MMEHHO OH XOYeT cAenatb — MNOKa 4YTO He O4YeHb MOHMMAEeT, Beab
MHTepecHo byksanbHo BCE!

@ @ MHorga nocne nap OH o6u.|,aeTcsa CO cBOMM npenogasatenem [JOKOM Ha
pa3Hbleé TeMbl, B OCHOBHOM CBA3dHHbIE C buonornen um MEAMLI,MHOIZ. JT0

OblBaeT He YacTo, NOCKO/bKY y [loKa, 06blYHO Macca aen, Kak B nabe, Tak
M Ha Kadpeape. OpHako CTya 3HAeT OAUH CEKPETHbIN MPUEM,
AENCTBYOWMM noyTnm 6e30TKa3HO - 3aaaTb [lOKYy KaKoM-HMbyab
KaBep3HbIn Bonpoc. [JOK 4YeNoBeEK HAa PeaKOCTb YBAEYEHHbIM U MOKA OH
pa3BEPHYTO He oTBeTUT Ha Bonpoc Ctyaa, He ycnokoutcAa. A Cryay
TO/IbKO 3TOr0 1 Hajo...

310 [OK, KaHAMAAT MeAULUMHCKUX HayK, AOUEeHT Kadeapbl UUTONOTUN U
rMcTonornu, ¢aHatTelowmn oT CBOero Aena YYEHbIM U UCKPOMETHbIN OK
npenoaasaTens.

[JOK B XOpoWem CMbIC/Ie OAepXMM unaeen penatb obyyeHue
3pdEKTMBHBLIM N yBNEKATENbHbIM, HO MHOF4A B NOPbIBE CTPACTU K UCTUHE
6biBaeT 3aHyaeH. HeT-HeT, Aa BCTaBMT B AMasore Kakyt-HMbyab umTtaty u3
MOHOrpadumn MAmM NOAENUTbLCA NONE3HOW CCbIZIOYKOM, @ MOMKET, Mo Xoay
AeNa U MUHU-NEKLUMIO MPOYTET.

[OK o4YeHb UeHWUT yBneyéHHocTb CTyaa U, HecmoTpss Ha 0b6bvém aen no
TEKYLLMM UCCeA0BaHMAM U NOATOTOBKE MaTepuanoB ANA OOKTOPCKOW,
CTapaeTca HaxoauTb BpemA ANs obWeHMA C HUM BO BHeayaUMTOpPHOe
Bpems. [na [oKa obuieHne co CTygom AaneKko He TO/NbKO NpUATHOe
3aHATMe. OTBe4YaA Ha ero KaBep3Hble BOMPOCbI MU MNPOBOKALMOHHbIE
PEnIMKN, OH HEOXWAAHHO ANA camoro cebs y3HaéT MHOro HOBOrO W
OTKPbIBAET Y}Ke U3BECTHble BelyM Nog Heobbl4HbIM yra1om!

A ewgé [1oKy HPaBUTCA, YTO Y HEro ecTtb BO3MOXHOCTb MOMOYb TaKOMy
YB/IEYEHHOMY CTYAEHTYy HauTM ceba B Hayke M BblbpaTb Oyayulyto
cneuymanmsaymio.

[na 3TOro OH MHOrAa NO XoA4y YamHbIX NOCUAENOK Ha Kadenpe OTKpbIBaeT
CBOM MNNAHLWETHUK UM, OTBeYaa Ha Bonpocbl CTyaa, 3HAKOMUT ero co
CBOMMM METOANYKAMM MO pa3HbIM BMOMEANLNMHCKMM TEMAM...

MpuoHbI: onacHble & yauBUTeNbHbIE



3aHMmartenbHaa buomeguumnHa

@@ [ok! HasgaHue-To Kakoe... «[NPUOHbI», mHe cpa3y Ha ym npuxogAaT NpoToHbl, GOTOHbI U
— nNpoYmne, KaK nx Tam ... 6030HbI. [TPUOHbBI 3TO Takmne buonornyeckme Yactmubl? fa ??

)

B BepHOM HampaBaeHWM MbICAUWD. [IpMOHbI  3TO  AEWCTBMTENIbHO  CBOeobpasHble 0;:0
bronormyeckne Yactuubil....

@@ Kaed! BoT, 4TO 3HAUYUT XOpOLLO LWEN NO GU3MKE B LLKONE ;)
&

.. 3;))) W unx OTKpbITME CTaNo HacCToALLEN HAy4yHOM CeHcaumen, nepeBepHyBLUEN MHOrune |
npeacTaBneHNA, Ka3aBlUMecs paHee He3sblbnembimu. Mpeactasanewwb, HA NpoTaKeHun noytn 30
NneT 3aboseBaHMA, Bbi3biBAaeMble MPUOHAMMU CUYMTANNCL BUPYCHbIMM! ITO 6blNO MOTOMY, 4TO
«noBeaeHMe» NPUOHOB OYEHb CXOXEe C BUPYCHbIM, XOTA YXKe B Te€ rofabl SKCNEePUMEHTbl BHOBb U
BHOBb NMOKAa3blBa/M, YTO MHPEKLMOHHbIN areHT, C KOTOPbIM Ye/10BEYECTBO BMNepBble CTO/IKHYAO0CH
«INLLOM K /INLy» MO CBOMM CBOMCTBAM HWKAK He MOXeT ObiTb BMpPycomM. HWKTO Beab M He
noao3peBan Torga, YTo MHGPEKLMIO MOXKET Bbl3BaTb YNCTOE OPraHMYeCcKoe BeLecTso.

2

@ @ Al Koe-yTo 3Hato 06 VIH(I)eKLI,VIFIX, TaK BOT, OHWU BbI3bIBAOTCA XKNU3HEAEATE/IbHOCTbIO B
W OpraHuU3me 333... «4YXKUX». YyXKnx 3nos8pegHbIX OPraHM3mMoB.

BoT-BOT... B noHATME «UMHPEeKuna» TPaaAMUMOHHO BKAAAbIBAAM NATONOrMYECKUI npouecc,
BbI3bIBAEMbIN }KMBbIMU OPraHU3Mamn: rpmbamu, 6akTepmamm, NPOCTENLLMMIN U APYTUMU, HY UK
B KpaHeM C/lyyae BUpPYCaMM, KOTOPble, Kak Tbl 3Haellb, OO/bLIMHCTBOM YYEHbIX OTHOCATCH K
Hexnson npupoge. Ho yTobbl MHPEKUNOHHbIN NPoLEecc 3anycKancs opraHMYecKkMm BeLLecTBOM —
TAKOro KOHEYHO e HUKTO He oxKungan. OTKpbITUE NPUOHOB U BUPOMUAOB NOKa3ano, YTo MHpeKuusa
MOKET BbI3bIBATbCA TAKKE U UMMU.

3

@@ Mbi ewé n «dnponaos» obcyanm?
<&

He ¢mnponaos, a Buponaos, B nepesoae «noaobHbix BUpycy». HeT, 0 HUX Mbl cenm4ac roBOpuTb He a
byaem, 3To, BCE }Ke, OTAe/IbHaA Tema. XOTA €C/M XO4ellb, MOXKeLlb NO-6bICTPOMY 3aryrinTb Npo HY
HUX, WX NPONUTM NO 3TOM ccbinke [1]. 3TO, KcTaTn, ByaeT None3Ho ANA U BKAKOYEHUA B TEMy
NPUOHOB. K HEKOTOPOMY CYacTbio, BUPOMAbI NOAEN HE MOParkatoT, OHWU BbI3biBAOT H0NE3HU
PacTEHUI, @ Mbl TEM BPEMEHEM MEPEXOAMM K 3HAKOMCTBY C MPUOHAMM...

B ¢uonemosbix Ke8aOpamax yKasbieaemcsa Mopso0Kosbili Homep
UCMOYHUKA UHGopmayuu 8 aucme Hasuaayuu (cmp. 18-20)

MpuoHbI: onacHble & yauBUTeNbHbIE
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u 6 ¢paKTOoB O NPUOHaAX

UHPEKLMUOHHDbIN areHT —

\opra HU4yeckKkoe BELI.I,ECTBO/

OTKpbITUE NPUOHOB — CoxpaHsioT

3HaUMTENbHbIN BKNag, J L NHGEKLMOHHOCTb B
B HayKy n n 3KCTPEMaNbHbIX
s \_ ycnosusax

N

/)
H H PasmHoXkarotca
MprnoHHan 6ones3Hb
\ / 0cobbim
nporeKaer 6e3
MaNIoU3y4YEeHHbIM
WMMYHHOrO OTBeTa

cnocobom
/ Bbi3blBalOT \

Heusneuymmblie
3aboneBaHuA

MpuroHbI: onacHble & yauButebHble Q
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UHPEKLMNOHHDbIN areHT — opraHuyeckoe
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BellecTBo
m «benkosaa wuHdeKkuma» .. uto 3a becnpesen? bBenok Bbi3biBaeT
B E PaCI.UVld)pOBKa TePMUHA %@ MHdeKumno?? BoT Tak Tak...
BenkoBas UHbeKumn Aa, CTya, NpuOHbI A0BO/MLHO 3KCTpaBaraHTHble 06pa3oBaHuA. vEyp,qu
I 6enkamu, oHn He 061aAaI0T HUKAKMM U3 M3BECTHBIX COBPEMEHHOW HayKe a

I i
PROTEINACGOU'S INFGICTION HOCWUTENel TreHeTUYecKoW MWHPOPMAaLMM U MpU 3TOM OHU UMeIoT ='

YHUKaNbHYO CMOCOBHOCTb YyBe/MYMBATb KOAMYECTBO COBCTBEHHbIX

\ //"- YacTWL, B OpraHU3Me, B pe3ynbTaTe Yero passuBaeTcs 3abonesaHue. IToT
- PR + ION- baKT 0YeHb POAHUT NPUOHDI C «KMBBIMU» MHOEKLIMOHHBIMW areHTamMm.

Kctatn, B uWHPOONOKE cnpaBa npeacTaBleHa TONbKO OAHa U3

CYLLECTBYIOLWNX paclinPpoBOK TepMmuHa. Ectb n bonee pasBEépHyTad —

Proteinaceous Only infectious agent (particle). To ecTb «TonbKO

MepBOOTKpbIBaTENb NPUOHOB — BENKOBBIN» WMAM «YUCTO BEnKOoBbIN® MHAEKLMOHHbIN areHT (Yactuua)

CreHnu MNpysuHep [Stanley Prusiner, 1982].

TepmuH npepgnoxeH B 1982 roay.

MosAcHto npaBbii MHPO-610K. To ecTb NPUOH 3TO 6EN0K, KOTOPbIN Mo

D

NPMYMHE CBOEN aHOMAaJIbHOW CTPYKTYpPbl, CMOCOBEH pa3MHOMKaTbCH,
BC/IeACTBME YEro B opraHM3me pasBmBaeTca 3abonesaHue. | I OHPEAEHEHME
JOK, 4TO 3HaUYUT «C AaHOMA/IbHOM CTPYKTYpOM»? ©O
< NMpuoH — 3TO0:

Bugmws, Crya, 6enoK, Kak Tbl 3HaelWwb, WMEeeT pPas3NYHYIO 0 6en10K c aHOMaNIbHOM CTPYKTYpOM
NPOCTPAHCTBEHHYIO CTPYKTYPY (NPOCTPaHCTBEHHYIO KOHUTYypaLmio, Uan
«KOHpopMaumto»). Tak BOT, MPUOH MO CBOEMY COCTaBy aMWHOKMCIOT o CNOCOB6HDbIN «PAa3MHOXKATbCA»
anaerca TOYHO TAKUM ME, Kak U BHYTPUKAETOYHbIM 6enok,
HaxoAAWNNCA B OpraHU3Me YesIoBEKA, MO3BOHOYHbIX KUBOTHbIX U B o BbI3biBas 3a6oneBaHusA
APOXKKax (B TOM yncne, TBOMX Nt0bUMbIX, xebonekapHbix). A HeAaBHO
npuoHbl obHapyxunn wn y 6baktepuin! [2]. Pasnnume B TOM, 4TO NpuoHHaA yacTuua — nepBas B
KOHpOpMaLuMA NPUOHA WHaA, YeM Yy HOpMmanbHoro 6enka, ns-3a Heé
NPWOH 1 06N1agaeT CBOMM NaTOreHHbIM CBOMCTBOM. [JaBali MOCMOTPUM >
Ha KapTUHKY HUKe. KcTaTu, 4Tobbl OCBEXUTb TEMY CTPYKTYpbl 6€/Ka U VIH¢EKU.I40HHI=M areHrt
npouecca obpeteHUa MM 3TOW CTPYKTypbl (3TOT npouecc — «PoNanHr

6enKka») pekomeHayto 06paTUTLCA K 04HOM cTaTbe Ha Buomonekyne [3].

~]

D

[«] (&

MCTOPUM HAYKU MOJIEeKyNa-

NTak, cnesa nsobpaxkeHa monekyna GpusnMonornyHoro @
CI'IEIJ,Md)MKa CTPOEeHUA NPUOoHa (3popoBoro) BHyTpuKnetToyHoro 6enka, cnpaBa — ero v

3n0BeLLero KoHpomepa — npuoHa!

Y npaBoi MONEKy/lbl KOHLEBas 4acTb MoOXoXa Ha

3p0poBas monekyna MpunoH %G CTONOBCKME MAKapOLWKK, KOrga A WX HaKpyyYMBak Ha
3TOT CTPYKTYPHbIA 3N1EMEHT (AOMEH), KOTOpbIM Tbl @
HapPEK MaKapollKaMM, HasblBaeTca 6eTa-TAX WK ”
6eTta-cnoit unn beta-moTtuB. B «3g40poBoO» Mmonekyne

NpPeBasMpyoT AOMeHbl anbda-cnMpanu M MoyuTU
OTCYTCTBYIOT 6eTa-TAXM (Mx oKkono 3%), a B monekyne
npuoHa beTa-TaxKel HacunTbiBaeTca nopsaka 43%!

Q@ Bo BCEém BMHOBATbI beTa-TAXKU?
Beta-taxu /chon/ -

MpuroHbI: onacHble & yauButebHble
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UHPEeKUMOHHDIN areHT — opraHuyeckKoe
BELLEeCTBO
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«BuMHOBaTa» KoHdbOpmauMA B LLENOM, COOTHOLUEHME KONMYECTBEHHbIX XapPaKTePUCTUK BCEX AOMEHOB, AeNalollee Monekyny b6enka ‘
HepacTBOpMMOI W Hagenawowaa eé UMHPEKUMOHHOCTb becnpeueaeHTHOM ANs 6ENKOBbIX MOJIEKYN YCTOMYMBOCTbIO K paspyLuatoLmm HY
Bo3aencTBmnAM. 10 3TON NpUUMHE OPraHU3M y¥Ke He MOXeT MU36aBUTbCA OT HEE TaK, Kak OH 3TO Ae/1aeT B C/lyYae «340P0BbIX» NPUOHHbIX ”
6eNKoB, KOTOPble M3HAYa/bHO HAaXO4ATCA B OPraHMU3Me.

MpuoHHble Genkn, yXKe «Haxo4AWMMCA B OpraHM3me», Bpoge Tak Bbl CKasanm? A AnAa 4Yero OHM Tam HYXKHbI? M moyemy OHM
ng@ «MNPUOHHbIE», €CIN OHU B 340P0OBOM OpPraHu3me??

[a-pa, Ctya, s npocTo TebA NAaBHO NOABOAWA K STOMY A€/MKAaTHOMY MOMEHTY. B obLiem, He yanBAAICSA, YTO 340POBbIN 6ENOK B HayKe HOCUT a
MMA CBOero 310ro «6pata-61M3HeLa», NEPBEHCTBO B MOAYYEHMM HA3BAHWA Yy TOFO, KOFO OTKPbLIAM NepBbiM :). Tak uTo ceityac noHatue (WY

«MPUOHHBIN» NPUMEHAETCA KaK K «300poBOMY 6enKky», Tak U K natoreHHomy. ToNbKO 34,0poBbIv HasbiBaeTca PrPC (Mu-ap-nu-cu) — aHrn., v
Prion Protein of Cell (NpMOHHbIN KneTouHblt 6enokK). Tak Mbl Tenepb ero U byaem HasbiBaTb, Tak YTO roToBbcA. Kak BblsicHMAocb, y PrPC
CYLECTBYET Le/I0e MHOMECTBO Nosie3HbiX OYHKLMIA M OHWM MPOJO/IKAKT OTKPbIBaTbCA A0 cux nop. K cnoBy cKasaTb, 3Ta Tema ceiyac
pa3pabaTbiBaeTcA «Ha MOMHYI KaTywky». Beab y3HaB, yem 3TOT 6€/lOK MONe3eH OpPraHM3mMy M C MOMOLLbI KaKUX BUMOXMMUYECKMX
MEXaHM3MOB OH 3Ty MO/b3y MNPWHOCUT, BO3MOMKHO, Mbl CMOXEM NPUOAMIUTLCA K OTKPbLITUIO NEKApPCTBA OT MPUOHHbIX HonesHei. Bot
nocmoTpu, CTya, Ha CXeme HUXKe NpeacTaBNeHbl OTKPbITble Ha CerogHAWHUIA AeHb nonesHble cBolcTea PrPC. y

X ®yHKuumn PrPC B opraHusme

Yyactue B nepepave

E Yuyactue B MUMMYHHOM OTBETE
HepBHOro UMnNynbca

3awWwmTa HEPBHbIX K/1€TOK OT
AenucTBma cBoboaHbIX
paguKanos

Yuyactue B nogaeprKaHum
OKONNIOCYTOUHDbIX (uumpragHbix)
6unonornyecKkmx puTtmMmos

Yyactue B nogaeprkaHuu .
DONroCPOYHOM NAMATH

Yuactue B gudpdepeHuupoBKe
3Mb6pPUOHaNbHDbIX CTBO/IOBbIX
KNEeTOK

Yyactue B npoueccax
MbILIEYHOMN pereHepauumn

I:él Yyactue B anontose

Hekaa mutoxoHapuanbHas
dyHKUMUA

O6nactu peanusauum GpyHkuui Pr PC Homep MCTOYHMKa MHPOPMALMM B INCTE HaBUraLmK

ﬁ

® cepuen nccneaoBaHUM M aHaNM30M UX Pe3yNbTaToB

3alnUTHbIE MNPOLLECChl B OpraHu3me
"' ®OyHKUMA, coaeprkaHue KOTOpOoM ONUCaHO Ha OCHOBE
o

— lpoueccbl pa3BuTUA N pereHepaLmm rmnoTesbl no pe3ynbtatam HECKONIbKMX
K/IETOK M TKaHEMN NccneaoBaHUM

MpuroHbI: onacHble & yauButebHble
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CoxpaHAT UHPEKLNOHHOCTb B
9KCTPEMaA/IbHbIX YCNOBUAX
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}’\@A

Hy BoT, Nnpnbanxaemca K OAHOMN W3 UHTPUT cerogHAHen becesbl. ITO CBOWCTBA NPUOHOB in vitro, TO eCTb BHe opraHusma. MHTepecHa | a
3gecb ux becnpeueseHTHAs YCTOMYMBOCTb K paspyllalolmMm BO3AeNCTBUAM. CKaxKeM, YCTOMYMBOCTb MX MATOrEHHOCTM K BbICOKUM | [« )H(e)
TemnepaTypam NpPeBOCXOAMT Camble BbICOKME MOKasaTenu cpegu TepmoctabunbHbix 6enkos. Mpolie roBopa — oHa 3anpegenbHasn. Ho ”
34eCb NOPAXKAET He TONbKO OHa. B3rnaHM Ha MHPOBNOK HUKe.

Yo, Aa, nuktorpammeka nogobpaHa 4to Hago,
BOT YK OENCTBUTENbHO, HACTOALMMA MOHCTPO,
KOToporo Huyero He bepét! U... [loK, Kak 6enok

IV daKTOopbl, NPU KOTOPbIX MPUOHDI

Q COXpaHﬂI-OT CBOIO MHd)EKU.MOHHOCTb MOXEeT  COXPaHATbCA NPU  TAKUX  AULLKUX @(g)
TemnepaTypax??
- 1+ YCTOMUYMBOCTb K ¢ .
I I Mpu TakMx TemnepaTypax MPUOHbI Kak bGenkosble
ﬁo COeIMHEHNA KOHEYHO e AeHaTypupytoT. Ho To, uTto
Xumuueckum dusnyecknm v OT HWX OCTaéTc, HeKUmM 0b6pasom coxpaHseT
(I)aKTOpaM (I)aKTOpaM MHPEKLMOHHOCTb, n aTo NOATBEPKAEHO
aKcnepMmeHTanbHO. OAUH M3 TaKUX IKCNEPUMEHTOB
onucaH B nHpo-6noke  HuKe. KomaHpaa
= anbgernpam aMepPUKaHCKMUX YYEHbIX MPUMEPHO B TAKOM Neyu, Kak
(bopmanuny, MOKa3aHO Ha PUCYHKe, «KIMa» MNPWOHbI, uccnenys
Hanpumep) w;b'rpadmoneToaomy npu KaKown Temneparype OHMU TepaT
00J1y4eHuto
"  [POTEONUTMYECKUM y FRIPELL oA
dbepmeHTam MOHU3UpYoLeir
paamauum 3mm, [lIoK 3TO Ke «BbIHOC Mo3ra».. Kak Takoe
= OpraHU4YecKkmMm -- BOOOLLE BO3MOXKHO? Al TYT 3aryrina, TemnepaTypa B
pacTBopuTtenam " BbiCOKou cTanennaswbHOM neun go 1800 no Ll,enbcmtrﬁi A TyT
Temnepatype (so 1000 | | nog 1000 rpagycos v MHpeKumMa BbiXKnBaeT! mm
S e " paTtype (4 hil pagy deky
rpaaycos no Llenbcuio)
NOHHbIM

60 BoT Tebe n 3agayka, BbibMpal cneunannsaumto no
AeTepreHTam e npuoHam, byaellb nccaeaoBsaTth 3TOT BONPOC...

‘i Hacuér COXPaHHOCTM
e MHPEKUMOHHOCTH, aoporoin CTya, 3KC|'|epV|MEHT «C noagorom npuoHoB»

cyuwecTtsyetr HECKOJIbKO TuUnoTes.
Bot ogHa n3 Nto60MNbITHBIX.

Mpu obyruBaHuMM  6uomaTepuana C @49 OcHoBHble Mon bpayH c komaHaow, (EHAR Ny6aukauma 28 mapTa
nprMoHamu ob6pasytotca dynnepeHbl — ecTb .‘ YYACTHUKM KapntoH [. lanaywek* pesynbtatoB 2000 roaa
TaKOW KNacc CoeAUHEHNN.

Mpepnonaraetca, 410 3TH C°ep-6””eH”’j <3e O6uwasn BuomaTtepuan, cofepskawmii  NpuMoHbl  WwTamma 263K
Z‘:ézgramqeiﬂ‘é’;”ﬂl’wmp”u:;:eo KEET'Z:Z: ' «MexaHMKa»  HarpeBanu 4O TemnepaTtypbl oT 150 go 1000 rpagycos no
T T e aKcnepumeHTa Llesibcuio, mocae Yero BBOAMAN B MO3T 34,0POBbIM XOMSAKaM.
opraHM4ecKoii npupoabl. MnoTesa - B ek Liion HocTo Ha

HEOPraHNYECKOM MaTPULLbl CAYXKUT TaKKe _‘ OcHosHble { H

ANA OBbACHEHMA HEKOTOPbIX MyTauui B Ll 100% wcuesana nocne

3eMHbIX JKMBbIX CUMCTEMAX XMMMUYECKUM HarpesaHuA 1000 °C

pencTanem cybcTaHUmiA, 3aHECEHHbIX K HamM buomatepuana no

Ha 3eMal M3 KOCMOCa Ha MeTeopuTax, o Temnepartypbl CBblLLe

Kak! 1000 rpagycos no

3ta ruMnoTesa, npasda BKpaTue, HO

onucblBaeTcA B KONNEKTUBHOW Lienbcuio 150 °C

MOHOrpadum nog, pedakumen  4.M.H. *KapnomH [sHusn lalidywek [lalidy3ek] — eupyconoe/neduamp, nAaypeam

60/1e3HM YenNoBeKay. Homep B HaBUraLumu Kacarmnwuecdad HO8bIX MexaHuUImoes npOUCXOJKOeHUFI u pacripocmpaHeHuUA
UH(EKYUOHHbIX 3a601e8aHUli».

B.N. MokpoBckoro «lpuoHbl U anOHHbIeE Hobenesckoli npemuu rno ¢gpuszuono2uu u meduyuHe 1976 200a «3a omKpbimus,

MproHbI: onacHble & yauBuTenbHbIe
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CoxpaHAT UHPEKLNOHHOCTb B @0
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3KCTPEMAJIbHbIX YCNOBUAX Ag%

C%@ «HeopraHnyeckaa maTpuua» 38y4nT HEObbIYHO, A Bbl CKa3an.

3T0 Aa, TONbKO y4TH, 4YTO MOHOrpaduio «lMpuoHbI M NpUOHHblIEe HonesHu» mnspgatenoctBa PAMH Tbl cmoxewb noynTaTb TO/IbKO B
6ubnnoteke. B 4aCTHOCTU CKPUHbI CO CTPAHWUL, 3TOM MOHOrpadmmn AOCTYNHbI B 9/IEKTPOHHOM YMTaNbHOM 3a/sie Poccunitckon HaumoHanbHoM
Bubnnotekn.

@IO) OK, [lok. Ho ecnu NpuoHbI TaKKe KUBYYME, TO NOYEMY Mbl ELLE BCE HE 3apasuanch?
()

A

MHe, KcTaTu, 3aZaBann rae-To NOXOXWUIM BOMPOC HA OAHOM KOHpepeHUMM No amuaomngosam. WM BoT, uto A xouy Tebe ckasaTb MO 3TOMY
nosoay. Bo-nepBbiX, NPMOHbI (pe4yb O MATOrEHHbIX MPWOHAX, KaK Tbl MOHAN) KaK TAaKoBble B Npupoge M TexHochepe He OYeHb
pacnpocTpaHeHbl. B TOM cmbIC/ie, YTO CE/IbCKOXO3AMCTBEHHbIX MBOTHbIX, KOTOpble MAYT Ha MACO, Yyepe3 noTpebreHMe KOTOporo
BO3MOHO MONYyYUTb MHOEKLMIO, MPUOHbI MOPAXKAlOT KpailHe peako, a cebe nogobHbIX UMBUAM30BaHHOE OOLLECTBO B MWLy He
notpebnset. [la n cnoHTaHHble cbom KoHPopmaumm PrPC cnyyatoTcs OTHOCUTENbHO peaKo. Moyemy 06 3TOm 3alna peyb — NOroBOPUM
nosxe. Takum o06pa3om peAKOCTb NMPUOHOB B OKPYXKAOLWEN HAC Cpeae — 3TO CYLLEeCTBEHHbIM GAKTOP HEBbLICOKOM PACMPOCTPAHEHHOCTH
NPUOHHBIX HoNe3HeN.

Bo-BTOpbIX, XOTA MHPEKLMOHHOCTb NPMOHOB M A0BO/ILHO CTOMKAsA, BCE }Ke CyLLeCTBYIOT paspyLuatoLme BO34eNCTBMA, KOTOPbIe A40BObHO
YyCNEeLWHO e€ MHAKTUBUPYIOT U B Bolee «MAFKUX» YCNOBUAX. B MCTe HaBUraumMm moxKelb NOCMOTPETb UCTOYHUK [10] ¢ calita Dendrit, Tam
€CTb WMHTepecHaa Tabauua, oTpaKalowaa CPaBHUTENbHbIE AaHHbIE MO YCTOMYMBOCTU MHOEKUMOHHOCTM MPUOHOB K PasHOOOpPa3HbIM
arpeccMBHbIM BO34,ENCTBUAM.

Kcratu, ecnm Tbl 06patmwbea K Nogo6HbIM AaHHbBIM, B3ATbIM U3 Pa3HbIX UCTOYHUKOB, TO Tbl, BOSMOXXHO, He 6€3 yaMBAeHMA 0OHapYKULLb,
4YTO OHM MOTYT pa3anyaTbca. B Ton ke camom Tabauue ¢ Dendrit’a npnoHbl o4eHb Aarke MHaKTUBMPYoTcA Npu 160 rpagycax no Llenbcuto.
B AaHHOM cnyyae nNpuYmMHa B TOM, YTO TaKOM TeMNepaTypon MOMKHO A0CTMYb UX MHAKTUBALMMU, N1AHOMEPHO Harpesas buomartepuan ¢
NPUOHaAMM B TeyeHue 24 4acoB, a B IKCNEPUMEHTE, KOTOPbIM Mbl 06CyKaanun ¢ TO6OM BbiWe U rae NOporosasa TemnepaTypa MHaKTUBaLMK
coctasnana te camble 1000 rpaaycos no Llenbcuto, HarpeBaHWe W0 Bcero 5-15 MUHyT.

Kakoii BbiBOA Aenaem? PacxoXAeHWA B HEKOTOPbIX AAHHbIX AANEeKOo He 06A3aTe/lbHO CBUAETENLCTBYIOT O YbeW-TO owmnbKe. Ckopee
BCEro, 3TU pa3Hble AaHHble NPOCTO-HAMNPOCTO MO/YYEeHbl B XOA4E MNO-Pa3sHOMY MOCTAB/IEHHbIX 3KCNEepPUMeHTOB. M 4Tobbl KOPPEKTHO
pa3obpatbca B CyTM BOMPOCA, KOraa Tbl MMeeLb AeN0 C PACXOXKAEHUAMMU B HEKUX KAYECTBEHHbIX XapaKTepucTukax yero-nmbo, Tebe
Jlyylle BCEro BbIMTX Ha ONUCAHWE MOCTAHOBKM TEX IKCMEPMMEHTOB, B KOTOPbIX 3TW AaHHbIE U OblIN NONYYEHDI.

COBCTBEHHBLIMW PYyKaMMU.

ele [osepAin, HO NpoBepAn, 3TO e oyeBnaHO, [loK. A BOOOLLE NyYLWMA IKCMEPUMEHT 3TO TOT, KOTOPbLIA Tbl MOCTABUA
<

C 0AHOM CTOPOHbI, B MOCTaBNIEHHOM CaMMM COBOW 3KCNEPUMEHTE, HY UK, YTo Bosee peanbHO, — B IKCNEPUMEHTE, NOCTaBAEHHOM
TBOMM KOJINEKTUBOM, BPOZE KaK YBEPEHHOCTM 60/blLE, O4HAKO, BaXKHO MOMHUTb, YTO HENb3A 06bATL HEOOBATHOTO.

CTaBUTb 3KCMEPUMEHTbI CAMOMY 3TO 340POBO, HO B HayKe, KaK U BOOBLLE B AeATENbHOCTU OBLLECTBA, MPUHATO PasdenaTb 3a4aun u
KoonepupoBaTbCA. ITO NOBbIWAaET 06Ly0 3GPEKTUBHOCTD.

Bnaroaapsa aTomy eCcTb BO3MOMKHOCTb Ka*KAOMY CKOHLLEHTPMPOBaTb BHUMAHWE Ha OTAENbHOW Npobieme UAM Hay4HOM HanpaBAeHUN U
TEM CaMbiM BMeCTe ycneBaTb 6onblue M MomoraTb Apyr Apyry. ITO, KCTaTW, MOBbIWAET HEe TOMbKO KOJIMYECTBO, HO M KayecTBO
pesynbTaTa.

@O PasgeneHue Tpyaa, BCe gena...
()

06 opraHu3auumn U NPUHLMNAX NPOBEAEHNA Hay4YHbIX NCCAEA0BAHMIA Mbl eLLE NOrOBOPMM, 3TO BOOBLLE cMcTeMOObpasyoLan Tema.

Hy Tak BoT, CTya, mMbl 06cyamnmn ¢ To60i cBOMCTBA NPUOHOB, Kak rOBOPUTbLCA, in Vitro, TO eCTb BHE OpraHu3ama («B npobupke»). Tenepb
[aBaill NOCMOTPUM, KaK BeayT cebs NPMOHbI BHYTPU OpraHM3ma M K Yemy NPUBOAMUT 3TO UX NoBeseHne. PaccmoTpum cBOMCTBA NPUOHOB
Ha NpUMepe UX «NoBeAEeHMUA» B OpraHU3Me Yenoseka.

60
\=/

60
\=/
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u B opraHuame yenoseka, NOMMMO YpPE3BbIYAAHON YCTOMYMBOCTU K
paspyLeHUtO, MPUOHbI NPOABAAIOT eLé OA4HO CBOE rnopasuTesibHoe ﬁ

B E PaCI.LIM(I)pOBKa TéPpMHUHa CBOWMCTBO — CMOCOBHOCTb K «PasMHOMKEHMIO», MW Nydlle CcKas3aTb - g
camoBocnpousBegeHuto. Kak Tbl nmomHuwb, CTya, NPUOHbI 3TO
6€e/1Kn, a 3HAYUT U CAaMOBOCNPOU3BEAEHNE Y HUX OCODEHHOE, HEe Ha
Mpouecc ocHoBe [HK KaKk OB6LUEN3BECTHOTO HOCUTENA TEeHEeTUYECKOM
camoBocnpoussegeHnNAa —————m nHdopmaumn. Ha gaHHom 3atane obcyxaeHusa A bbl xoTen Booblie
NPUOHOB OTOWTU OT MOHATUA «PA3MHOMKEHME», a 3aMEHWUTb €ro MMEHHO
TEPMUHOM — «CamMOBOCMpou3BeaeHue», Aabbl He CMewunBaTb
CMbICN TPAAULMOHHO BKNAAbIBaEMbIM B Pa3sMHOMEHWE C Tem, Ha
YTO CNOCOOHbI NPUOHbI.
KOHd)OpMaUMOHHaﬂ KOHBepCcua CamoBOCnpou3BeJeHMe MNPUOHOB WMeeT [JOBOJIbHO TOYHOE
| : onpegeneHne — KoHbOPMaLMOHHAA KOHBepcusa, 4To B bonee
- «PYCCKOM» BapuaHTe 3BYYUT KaK «CTPYKTYpPHaa MepecTpoirKka» uamu
CprK:ypHaﬂ I'IepeCTpOMKa «CTPYKTYpHOEe npeo6pasoBaHMe».

(npeobpasosaHue) Mpu 3TOM, YTOBbI BOCIPOU3BOAUTLCA, MPUOHBI AOMKHbI KHANTUY B
opraHnsme nogobHble cebe no coctaBy GU3NONOrMYHbIE BENKN, TE

camble PrPC, o KOTOpbIX Mbl FOBOPUAN pPaHee.

N Hanpga Te camble [K-3p-NnU-CU, MPUOHDLI WX
@O nepectpameatotr B cebe nogobHbie MoONEKy”bl,

npeobpasyoT Mx 340pOBYH0 KOHpopmauuio B l\ o
CBOIO, MPWUOHHYIO, MATOrEHHY!O. 9 I'Ipou,ecc NMPUOHHOU KOHBEPCUUN

ToyHo Tak, Crtya. [lpuoHbl, npebbiBas B oa

opraHuMsme, «HaxogAT» CBOW  3[0pOBble ~—
aHaNorM U «KNepPeBOAAT UX HAa TEMHYIO CTOPOHY
CUNbIY.

3TOT nNpOUECC NPOUCXOAUT MEeANEHHO, HO BEpPHO.
MeHsAa KoHpopMaumio 340POBbIX MOJIEKY/, MPUOHbI
YBENMUMBAIOT CBOE KOAMYECTBO W dopmupytoT
HepacTBopuMble HUTU (Pnbpunnbl). Kctatu, 3amevy,
YTO NPUOHbI B NPUHLMNE BCTPEYAOTCA UMEHHO B BUAE
aTux ¢pmbpuan. Mpouecc yCN0BHO NPOTEKAET NPUMEPHO
TaK: CHayana pacTét o4Ha npuMoHHaa ¢ubpunana, 3atem
OHa /lomaeTcA M ob6pasyloTca yxke ase ¢Gubpuanbl,
KOTOpble HauyMHaloT pacTu. Takum obpasom peakuma
NMPMOHHOW KOHBEPCMM BOB/IEKAeT BcE 6Honblee ®U3NONOrMUHDbIN
KOJINYECTBO 340PpOBbIX MoneKyn PrPC. 6enok PrPC

M TaKk npouecc nNpoAonKaeTcs [0 Bbixoda Ha

onpeaenéHHoe KoNMYeCcTBEHHOE «MN1aTo», Ha KOTOPOM

NPUOHBI nepeCTaroT «pa3MHO)-KaTbCﬂ» ﬂ .
A nepecTaloT PaA3MHOXKATbCA MOTOMY, 4TO E .ji E QQ\

ng@ TpaHchopmmpoBanm Bce GU3NONOrnYHbIE BENKN?

HeeeT, Tam elwé faneko 40 TOTaAbHOro NPUOHO- "
Peakuua KOHPOpMaLNOHHON KOHBEPCUM ABNAECTCA
npespaweHuna. MNpryunHa, BUAUMO, B APYrOM, U

9TO eLé NPeacTOUT BbIACHUTb. U.EHHOM PEAKUaMEM

OO0 Hyyy, oK, s BCé noHan. Monarato, 3agaBaTb BOMNPOC O OMOXMMUYECKOM &ﬁ
MeXaHW3Mme NPUOHHOM KOHBEPCUM TaK Ke becrnosiesHo... i g

S = —
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Mo Mmepe nNpoOTEKaHMA nNpoLecca NaTo/sorMyeckor KoHeepcum PrPC nog AelictBMEM NPUMOHOB  MPOUCXOAAT  CTPYKTYPHblE a
(Mopdonormyeckme) M ¢yHKLMOHaNbHbIE (bU3MONOrMYeckne) HapyleHusa paboTbl FONOBHOrO MO3ra A0 Tex MNop, NOKa OHU He (OH)
CTAaHOBATCA HECOBMECTUMbIMMU C XKU3HbIO. g
BoobLe Becb 3TOT NPOLLECC HEKOHTPOIMPYEMOrO paspacTaHMA COBCTBEHHbIX CTPYKTYP OpraHM3ma, NPUBOAALLMIA K ero rubenu, y4éHbim

KO€e-4YTO CM/IbHO HANOMHUA U3 NATONOTNMYECKUX NPOLLECCOB KJIETOYHOIO YPOBHA.

‘ Ara, ocobeHHO 3Ta aHanoruaA 3anrpana 6os1ee NONHOBECHbIM CMbIC/IOM, KOTAa OKa3aa0Cb, YTO MPUOHHbIE
OO0 Pak, aa Jok? 3aboneBaHMA MOryT BO3HMKaTb CMOPaAMYECKM U HACNeACTBEHHO, a He TONbKO MHPEKUMOHHO. 3ITO
<= npasAa, A roBopto, 3aberaa HemHoro Bnepén (YTobbl NOTOM He BO3BPaLLATbCA Ha3aa) :)))

Tak B Hayke Tenepb HedpOpPManbHO MPUOHM3AUUID GUBNONOTUYHBLIX OENKOBLIX CTPYKTYP OpraHM3mMa MMEHYIOT He WHayve, Kak
«KaHLeporeHe3s Ha MONEKynsspHOM yposHe». /KcTaTu, Hebonbwoi offtopic — ecTb rMnortesa o TOm, YTO MPUOHbI, BO3MOKHO,
YYaCTBYIOT B NPOLIECCE peanbHOro KaHueporeHesa. Moxellb NoYnTaTb 06 3TOM, eCNM UHTEPEeCHO, BOT cTaTeiKa [14]/.

Cepreii feoprmesuy UHre-Beutomos «Mpvokbl = MONEKYNbI-000POTHMY
(9(9) | HasbiBaeTcs BuAeo, rae [AET  UHTEPBbLIO

netepbyprcknia yy4éHblii-reHeTUK, 4.6.H. ) Cepreii [eopruesny, o Kak!
MexaHu3m pa3BUTUA NPUOHHDbIX 6one3Hen ELE B Havemome Beroeuan massarme ﬁ
«... 9TO GAKTUYECKU KAHLLEPOTEHE3 HA o Y K g

NPUOHOB - «MOI'IGKYJ'IbI-3OM6M», 3aHATHO
MOJIEKY/IAPHOM YPOBHE» [15] npasaa? o)

(DU(D 370 NOTOMY, YTO OHM CNOCO6HbI 3apaxaTb 340pP0BbIE 6eJ'IKM, nepesoga nx s CBOW CTaH, OAUH 33 APYyrum, uenbimm COTHAMU TbiCAY...?

N 310 ewé npu TOM, YTO MPUOHBbI, C TOYKU 3PEHUA COBPEMEHHOW OMONOTMM, TaK Ke, KaK U MPOXKOP/IMBbIE M OMacHble Xoaauue ﬁ
MepTBeLbl, ABNAIOTCA HEXMBLIMM.

«HexuBble» + «3aparkatoT» 340P0OBbIE MOIEKY/IbI, «NEPEBOAA UX B CBOW CTaH» + MPUBOAAT K CMEPTU MaKpPO-OpraHn3ma = obpas 3ombu, g
KaK-TO TakK.

B obuwem, MpuMOHblI HACcTO/IbKO MOPaswuIM BOOOpa)KeHMe YYEHbIX, YTO B HAYYHO-MOMYASAPHOM MOHATUIMHOM 060pOTEe M Hay4YHOM
«Mexaycoboiunke» OHU yke 063aBeNnCb TaKMMK BOT cneundruyeckMMmM Ha3BaHUAMM.

ele MoTom OTKPOKT Kakoe-HMbyab HOBOE CBOMCTBO MPUOHOB M ONATb b
o 3KCTpaBaraHTHoe uma npuceoArt! :) a a3bl
e —— HY
v MPUOHHOrO
BnonHe Bo3MoXHO, Tem boJiee ,4TO HOBbIX PAKTOB O MPMOHAX OTKPbIBAETCA BCE 60/ble M BoJbLLUE...
Tak, Hanpumep, Ha CeroaHsALHen AeHb YCTAaHOBEHO, YTO NPUOHHOE 3aboneBaHMe NPOXOAUT ABe CTaAuu: naroreHesa

MHGEKUMOHHYIO, Ha KOTOPOM NPWMOHbI YBE/NIMYMBAIOT CBOE KO/NMYECTBO M BTOPYH — TOKCUYECKYID, Ha
KOTOPOM KOAMYECTBO NMPMOHOB B TKaHAX-MMULIEHAX (cpeau HWUX OCHOBHas — TKaHb FO/JIOBHOrO Mo3ra)

yCTaHaB/IMBaeTCA Ha oOnpeaeniéHHOM KONMYEeCTBEHHOM YPOBHE W HauyuMHaeTca Mmaccosaa rubenb o UHdeKunoHHan

HelpoHoB. MoapobHel 06 3TOM NpoLLecce Tbl MOXKELLb NPOYUTATbL 34echb [16]. «camoesocrnpoussedeHue»

Ha ocHoBe 3TUX AaHHbIX POXAAIOTCA HOBbIE MHTEPECHbIE TMMOTE3bl, O4HA M3 HUX 3aKNHYAETCA B TOM, YTO rpuoHo8

naToreHHoe BO34EWNCTBME Ha OPraHM3M CBA3aHO He TO/MbKO C CaMOW MPMOHHOM KoHBepcuen. U,

BEPOATHO, €CTb elé OAMH areHT, ToXXe 6eNKOoBOM NPUPOAbI, KOTOPbIN M OKa3blBaeT HEMPOTOKCMYECcKoe e ToKcnyeckan

BO3JENCTBME Ha TKaHb FO/NIOBHOrO MO3ra, M3-3a 4Yero UM rMBHYT HelpoHbl. Ero HasbiBaloT PrPL ot 2ubesnb HelipoHos,
2/q1uo3

aHruickoro — Prion Protein Lethal, netanbHbliii (cMepTenbHbIi) NPUOHHBIN 6enok! n

MpaBaa B 06bACHEHMU TOKCMYECKOM ¢asbl MPUOHHOrO maTtoreHesa ectb U anbTepHaTUBHOE O6bACHEHMEe, B KOTOPOM Y OCHOBHOrO
NPUOHA HET HUKAKUX «TOKCUYECKMX CoobuwHMKoBY. Tak, AZpuaHHO Arryum, nonaraer, 4YTo TOKCMYECKMMW CBOMCTBAMW Ha 2
onpeaenéHHOM 3Tane HauymMHaeT 06/1a4aTb CaM NATOreHHbIN NPUOH U B 3TOM €My NMOMOTaeT HU KTO MHOM, Kak PrPC[17]. Tak uTo 37O TOT

BO3MOXHbIN CNy4ai, Korga «Bparn MoryT 6biTb B Hawux pagax»! B obuiem, npoaoskeHue cnepyet, cnegum 3a HOBOCTHOM JIEHTOM
nccneaoBaHMn NpMoHos!
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3a60/1eBaHMM, BbI3BaHHbIX MU3MEHEHNEM ECTECTBEHHOM (MM, KaK eLwé roBopsaT, «KHATUBHOM») CTPYKTYpPbl 6ENKOB OpraHM3ma YenoBeka.
311 3abonesaHuns HasbiBatotca KOHOPOPMALIMOHHbIMW. A BbiBOA, M3 3TOr0 TaKoOM, YTO, 3aHMMAACb NPO6AEMON NPUOHOB, Mbl, NO
CYyTW, UMEeM AeN0 C YaCTHbIM NpoaBaeHnem 6osee MaclTabHOro 1 CNOXKHOro ABNEHUA MONEKYNSPHON NaTonornn. B nHpo-610Kke HUKe
A pewnn NpmBecTM NpMMepbl HECKONbKUX BENKoB, MU3MEHEHWE KOHPOPMALMM KOTOPbIX BEAET K pa3BuTUIO bonesHen. A ans npumepa
NPUBEN 7 6€N1KOB, BCErO ¥Ke MX HAaCUMTbIBAETCA Ha TEKYLLMIA MOMEHT Pa3BUTMA HayKn — 21 wTyKa.

Boo6u.|,e Te6e, AyMato, 6YAeT NtobonbITHO Y3HaTb, YTO NPUOHHbIE 6onesHn 3To NUWb oaHa w3 pa3HOBM,EI|HOCTel7I LLenoro Knacca ‘ = '

Mpumepbl KOHPOPMALMOHHDbIX 60ne3HeN

Ha3BaHue 6enkKa bonesHb, BbI3BaHHAaA U3IMEHEeHnemM ero KoHpopmauum
[emornobuH CepnoBMAHO-KNETOYHAA aHEMUA U Apyrue 60Ne3HM C pa3pyLLEHUEM SPUTPOLUTOB
Nnzoumm HacneacTBeHHbI aMMNONA03 C NOPArKEHMEM NOYEK
AMUNNH CaxapHbit gnabet 2-oro TMna
Benok-npeawecTBeHHMK beTa-ammnonaa bonesHb Anburermepa
Anbda-CUHYKNENH bonesHb [NapKMHCOHA
ATaKCHUH CnnoHuepebpanbHana aTakcua
PrPC (BHYTPUKNETOUYHbIN NPUOHHbIN 6enokK) [Mp1OHHbIe 6onesHu

.../NONHYI0 BEPCUIO CMOTPU B UCTOUYHUKeE/

00 N Bce 3T 3aboneBaHMA NPOTEKAOT NO TUMY MPUOHHBLIX? A KCTaTM, Mbl e Aaxe elwé He pa3obpanu Kak BO3HMKAKOT Camu
= NPWOHHbIe 6onesHU, YTo 3a HenopaaokK, [ok? :/

dakTopbl pPasBUTMA KOHPOPMALMOHHbLIX 3aboneBaHMin @

MOKa YTO Haxo4ATCA B Npouecce usyyeHus. ECTb gaHHble O HYTM BO3HUKHOBeHuUusAa
HeKnx cbosAx B HOPMa/IbHOM MPOCTPaHCTBEHHOM 6 o
yKnagke 6enkoB B OpraHM3me W HakonaeHuu Tam 6enkos c NPUOHHbDIX 3200/1I€BaHUU

HapyweHHoM KoHpopmaumen. Kak Tbl MNOHMMAeWwb, eCTb MU o
HacneacTBeHHbIM GaKTop, Kyda e 6e3 Hero, Ho 3To NoKa 4YTo NULlb MH¢EKUMOHHHM

nepBoe NPUBAMNKEHME K PACKPbITUIO 3aragkyM KOHOOPMALMOHHbIX ° BonesHb passusaemca ecnedcmeue  MOMAOGHUA
6onesHeil. A BOT MYTU BO3HUKHOBEHWA WMEHHO MPMUOHHbIX & MPUOHOB 8 OP2aHU3M U36HE

3abonesaHn NnpuseseHbl B MHGO-610Ke cnpasa.

B wWX OTHOWeEHMM, KCTaTM [rOBOpA, NPUMEYaTeNbHO TO, 4TO

o
NPUOHHbIE 3aboneBaHuA aTo o4HU n3 HEMHOTUX HaCIlep,CTBEHHbIVI

KOHPOPMALMOHHbIX, MUMEIOLLNX AOKa3aHHbIA MHDEKLUMOHHbIM NyTb ° bonesHb  paszsusaemca  ecnedcmeue  HAAUYUSA
BO3HMKHOBEHMA. B gaHHOM cnyvyae MHe TaK M XOYeTCA CKasaTb, YTO 2eHemuyYecKoz0 depexkma, npusodsaujezo K
MPUOHbI OYEHb AaXKe OMpaBAbIBAlOT NOHATME «infectious» B CBOEM dﬁ’ U3MEHEeHUI0 KoHpopmayuu benKkos ¢ ¢u3uonocu4Hol
HasBaHMM! XOoTA MMEHHO WHPEKUMOHHbIA MyTb BO3HWKHOBEHUA HQ NPUOHHYHO

NPUOHHbIX 3aboneBaHM U ABNAETCA cambiM peakum. Hambonee

pacnpocTpaHéH CNOHTAHHbIN NyTb (6onesHb «BAPYr» HauMHaeTcs). CrnoHTaHHbIN [cnopa,qmecxuﬁ]

EcTb rmnoTtesbl OTHOCUTENbHO (AKTOPOB WX BO3HWKHOBEHMUA, HO
AOMOA/IMHHO Mbl MOKa He 3HaeM, NO KaKoW MPUYMHE MPOUCXOAAT Te
camMble KOHPOPMALMOHHbIE COOU, 3anyCKaloLWME LIEMHYIO pPeaKkuumio
NPUOHHOW KOHBEPCUM...

v ) bonesHb passusaemcs ecnedcmeue
«KOH(hopMayuoHHo2o cboa» 8 Op2aHuU3IMe o
HeB8bIACHEHHbIM MPUYUHAM
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OO0 M 4TO NponcxoamnT B OpraHn3me, Koraa OHM BOT TaK Pas — U BO3HUKAIOT
= «cnopaguyeckn»??

A

Bbi3biBalOT HEU3NEUYUMDIE V/ \/
2, AOX
¢ 7

BHe 3aBMCMMOCTM OT NYTU BO3HUKHOBEHMWSA, U PA3HOBMAHOCTU CaMOro 3aboneBaHnA, BCE OHM PA3BMBAOTCA NO CXOXKEMY CLEHAPUIO (Kak ‘ a
rOBOPAT, UMEIOT CXOXKMI «MnaToreHes»). A cuieHapuii 3ToT 6bi1 onucaH ewé B 1953 roay, Koraa o caMmux NpUoHax eweé 3HaTb He 3HaAu, a CHY
MbICb 06 MHODEKLMOHHbIX CBOMCTBax 6enKka 6bina HacTosuwel ¢aHTacTMKOW. TaK BOT, MPUOHHble 3ab0/ieBaHUA OTHOCATCA K TaK

Ha3blBaeMbiM «MegneHHbIM (MHPeKumnam)». CnoBo «MHOEKUMA» 34eCb 3TO HEKOTOpas YCOBHOCTb, TaK KaK Tbl y¥Ke 3Haelb, 4YTO
NPUOHHbIE 60NE3HM BO3HMKAIOT Pa3HbIMKU MNYTAMMU U MHOEKLMOHHbBIN NLLb OOUH U3 HUX. ‘

o coceaAcTBYOT C BMpYyCaMM, TaK KaK BeayT ceba ouyeHb
[B TOM uncne npnoHHbIX 3abonesanuit] CXOMKE C HAMM.

E XapaKTepMCTMKM MmeAaNeHHbIX MH(I)EKU,Mﬁ Kctatn B rpynne mepsieHHbIX WHQEKUMA NpPUOHbI

MoMeHT «3anycKa» NaTo/10rMyecKkoro % Mopa, «<KNMHNKOWN» B AAHHOM

IMoponte npouecca (3apa)|(e|-|y|;|’ nubo cny4vyae NnoHMMmaeTca KInHn4yeckan
MHKy6aLMOHHbIN Nnepuop, y?n:BHue' cnopaguueckoro c60s) CTAAUA 3abonesaHus
30 - 50 ner eanHuLbl MomeHT noABAeHUA KANHUYECKUX
/ npu3HaKkoB 3aboneBaHuUnA
MopaKeHne ronoBHOro Mo3ra . BonesHb npoTekaer 6e3 peMunccui,

C HEYK/IOHHbIM yXyAlweHunem

/ COCTOAHMA

NeTtanbHbiii ucxopg, 8 100%
cAyyaeB nocse NosaBaAeHuUsn
KIMHUYECKUX NPOABNIEHUN
6onesHu

Ha KauHMuecKkoit  cragum
6onesHb npoTteKaer c
NOCTOAHHbIM  yXyAlueHuem
COCTOAHUA nNaumeHTa, 6es3

MHKY6aLMOHHbIN
nepuoa

3p0poBoe
COCTOSIHUE

BPEMEHHbIX yNyyLLEHN /
(pEMMCCMﬁ) .ﬁ
0 i i Bpems, roabi
100% 100% netanbHbIN UCXOA, 30-50 ner OT HEeCKOJIbKMX MEeCALLEB

Bo 5 ner

Yyy, [ok, oboxato rpadpmkmn! A TyT nosyyvaeTca MOKasaHbl TPM CTaAUM KM3HM 3MM, YC/IOBHOTO MauueHTa: 6bin 340p0B B 3€/1EHOM
CermeHTe, NOTOM, 3Ha4uT, 3ab6onen, Ho 6oNe3HEeHHbIX NPOABNEHWUN eLLE HET, 3TO KENTbIM CErMEHT, U BeAb 3TO Ha NPOTAXKEeHUN Lenbix 30-
50 ner... Huyero cebe (1), a NOTOM KANMHUYECKAnA CTagusA, KKPacHasn» U Ha Hell — HEYyMOIMMOe yracaHue. bppp, KyTb.

©
Ty E)®

BepHo Bewaewb, Ctya. Hy aa, ckaxkem Tak, 3To 0606LWEHHanA rpadmyeckas mogenb NPOTEKAHUA MegNeHHbIX MHEKLMI U UX YaCTHOro
CNyYas, NPUOHHbIX 3ab01eBaHWIA, KOTOPbIE, HAMOMHIO, MOTYT BbITb KaK MHPEKLLMOHHBbIMU, TaK U HACNEACTBEHHbIMU M BO3HUKAOLWMMM
BHE3AMHO MO HEBbIACHEHHbIM NPUYNUHAM (CNOpPaLUYECKUMM).

(&

Q [a A BCé y»Ke NoHAn, [oK, He HYXXHO MO CTO/IbKY pa3 NoBTOpPSAThb :)))) A elé BOT Takon Bonpoc. HaumHaa ¢ Hayasna KAMHUYECKOM
= CTaAuKn A0 MOMEHTA CMEPTU NPAMAn IMHUA, TUNA 340P0BbE YObIBAET NPAMOIMHENHO?

@

Xopowwnit Bonpoc. B nuHenHocTn yb6biBatowen ¢GYHKUMM 340PO0BbA Ha KAMHUYECKOW CTaguu 3alUT OAWMH-eAMHCTBEHHbIN
MeANUNHCKUI CMbIC/, @ UMEHHO TO, YTO 60/1Ie3Hb NPOTEKAeT 6e3 PEMUCCUI, HEYKIOHHO CBOAA MauMeHTa B MOrMay.. B ocTanbHom
JINHelMHaa PyHKUMA B3siTa Kak Hanbonee npoctan, Tem 6osee, YTO HUKAKUX MHbIX NPEAMNONOXKEHMA O TeMNax yXyALleHUA COCTOSHUSA
3[0,0P0BbA TYT HE AeNaeTcs, Aa U 0COBOro CMbICNa UX MOAEIMPOBATL B PaMKax PacCMaTPMBAEMOM TEMbI i HE BUKY.

>

NI,

OH He cbexan, OH ¢parmeHTUpPOBaH. 3TO cAenaHo Ana yaobHOro OoTobpaXeHua CUAbHO
Pa3NYaIOLMXCA NO Pa3MepPy «KYCOUYKOB» YHKUMM 300p0BbA. OTpe3oK ocu abcumce € NOBbIWEHHbIM
MacwTabom n306pakEH KaK LWTPUX-NMYHKTUPHbIA. HO 3TO BCE TEXHUYECKME AeTanu, He 3aKanbliBalics B
HUX, AR HAC BaXKeH MeAMKo-61onornyeckunii cmbicn obeykaaemoro.

(9(v) QDLok, y Bac macwrab
< rpadurKa «cbexan» :)

MpuroHbI: onacHble & yauButebHble



3aHMmartenbHaa buomeguumnHa

Bbi3bIBaAOT HEU3NeYnMmble
3aboneBaHuA

A
%ﬂ XQ)X

Hy u4TO, KakAywmit HoBbIX 3HaHWI CTya? Bbile Mbl yBMAENM, KaK NPUOHHble 3aboseBaHMA MPOSABAAIOTCA B LLe/JIOM, Tenepb Aasaw &ﬁ

nepeﬁp,élv\ K PaCCMOTPEHUIO CoaepPHKaHNA KOHKPETHbIX MPUOHHbIX 6onesHen. Tak CKa3aTb, ABUXEMCA OT o6u.|,ero K 4YaCTHOMY...

y.

©I0) Mo MHe, TaK Nyylle ABUraTbCA OT MHTEPECHOTO K ellé 6onee MHTepecHoMmy.
(o

OaHo apyromy - nomoraet! 310, KCTaTu, MAes Ha BbIPOCT, 3anuuy cebe... Bnpoyem, BO3BpaLLaemMca K HalUMM NPUOHAM ... YyTb HE CKasan, 5‘
K 6bapaHam. XoTA MMeHHO c 6apaHOB, MOXaNyh, U HAYMHAETCA UCTOPUA NPUOHHbLIX BonesHel. BctaBoyka npo 6apaHoOB B Temy, ail A v
monogel, :)

©I0) Mpuuém TyT 6apaHsl, [oK?
o

[blK, BOT NepBOe OnucaHue natoreHesa MegneHHbIX MHOEKUWUIN, COXPaAHMBLLEE, KCTaTW, CBOK aKTyaslIbHOCTb M MO ceil AeHb, 6bino a
COENaHO HAa OCHOBE WCCNeLOBaHUA MeANIeHHbIX WMHPEKLUUIA KMBOTHbIX, OAHOM M3 KOTOPbIX Oblia NpuMoHHAa 6onesHb oBel, nog, HY
Ha3BaHMEM «CKpanu» (aHrn. Scrapie — nodyecyxa). HasBaHue Scrapie fa)ke nepewno B COKPALWEHHbIN aHINOA3bIYHbIA TEPMUH

naToreHHbIX NpuoHoB, PrPSc (Mu-ap-nun-ckpanu). Tak Tenepb NPUOHbI-MHPEKLMOHHbIE areHTbl Ha3bIBalOTCA COKpawéHHo PrPSc, a mx
b13MONOrnYHbIE aHANOTUN, KOTOPbIE BHYTPUKNETOUYHbIE M HECYT MHOTO NOJIE3HbIX GYHKLUNUI - PrPC, HO 3TO Thl y)Ke 3Haelb.

elo Aaa, 310 TouyHO. lMonyyaeTca, YTO Tenepb BCe MPUOHbI HOCAT B cebe MmAa 3ToM noyecyxu. M-ga.. Hy ogHo xopouwo,

) Ha3bIBaTb UX CTANO0 yA06HO: CO6CTBEHHO NPUOH — MK-3p-NKN-CKP3NK, @ 340POBbIN NPUOHHBIN 6enoK — MK-3p-Nnu-cu.
COKpalLLeHNA HaM CTPOUTb U ¥KMUTb NMOMOTatOT (B CMbIC/Ie SKOHOMUKM BPEMEHM Ha nepeaady Hpopmaumm). OTanyHo! «HeT BpemeHu, mbl E.
KaTuM Zanblie ... ». Nlepexoamm K paccCMOTPeHUI0 NPUOHHbIX 6one3Hel YenoBeka. v

QIO Yro, [loK, NpAMO 34ech 1 ceituac?
<

Hy aa, a 4to Ham mewaet?? :) UTak, NPUOHHbIE BONE3HWN Pa3NNYHbL. M NpuyYMHa pasinymMa B TOM, KaKas KOHKPETHO KoHdbopmauma &ﬁ
NMPMOHOB Yy4acTByeT B naToreHese. Y NPMOHOB BeAb He OAHA MaTosiorMyeckasa KOHPopmauusi, OTKPOK CeKpeT. T KoHdopmaumm
npeacTaBNAlOT COOOM HEKM aHanor LwWTammoB. M B 3aBMCMMOCTM OT LWITamma MPUOHOB 3anycTuBlIMX 60s1e3Hb, pasnnyaerca e
WMHKYBALMOHHbIM Nepunoa, KAMHUKA 60Ne3HM U NPOAONKUTENBHOCTb }KU3HM NaLMeEHTa.

A Kak NnpoABAAKTCA NPUOHHbIE 60Ne3HN Ha KNMHUYECKOM CTEIAVIVI?

MpuoHHbIe 6one3HU OTHOCATCA

«KnnHuka» npuoHHbIX 3a6onesaHnii ST R A 3
3HYyeganonamuam

O6wuii Npu3HaK: NnopakeHue
roN10BHOrO MO3ra.

QGINSYE

Hapywenus AMHe3usA, usspaweHue unu :
YyBCTBUTE/NIbHOM chepbl rnomepsa yyecmeumesnbHocmu
34ecb gaHa KapTUHA «MNPUOHHOMN KAMHUKU» B
HaPVLUEHMﬂ ABMraTeanOﬁ PaCKOOPOUHGMUFI anHeHUU, LLeJ'IzM, ,Cl,.l'l;l oblero nNOHMMaHuA ,g,mana30Ha a
S ampodus Meiwy, napanuu eI B (O ‘='
Y. KaKne-to mn3 atmx
onuncaHuu MOrytT COOTBETCTBOBATb OAHOMY
BBy uieHiA BbicLeH ITomeps paccydka, § 3a6OHEBaHMUlO W He COOTBETCTBOBATb ZPYromy.
a COHnusocme, 0ernpeccus, cboli 370 Tbl UMEM B BUAY.
I PEERVAC BIENDHOCTH buonozuyecKux pummos

MproHbI: onacHble & yauBuTenbHbIe
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Bbi3bIiBalOT HEen3seymmble
3aboneBaHuA

a8n
Ot 4 po 36 mecAues L!!J

Elnﬂ
bone3Hb

Kpeitudenbara-Akoba g

@ [o 2-x net L!!J

Cunpapom lepcTmaHa- Q'

Wrpayccnepa-
LLeiHKepa Ifl—g—lfl

@ Ot 2-x po 10 net L!!J

CmepTenbHas
cemenHan 6eccoHHMUA Ij_E_IfI

m [o 2-x net L!!J

B]C|
bone3Hb Anbnepca %

©)
&
[A]

EE TepMMHOI'IOFM‘-IeCKOG pa3bACHEHNE q,

% nyTM BO3HMKHOBEHUA 3a60/1€BaHUMN L!!J JononHutenbHble (I)aKTbI 0 3aboneBaHumn

MpuroHbI: onacHble & yauButebHble

A
LI

NpuoHHbIE 3abonesaHunA yenoseka

Ha3BaHne npom3owao OT C/loBa «TPACTUCH» C 1957 roga no Hacroswee
/OT xonoaa unu ctpaxa/ Ha A3blKe NAEMEHMU q BpemA nornbno 6onee 2 500
Manya Hosow 'BMHen nog HazBaHuem Pope yenosek

«bonesHb KaHHMBGanoB». PacnpocTpaHanacb WHPEKUMOHHO, aJMMEHTApPHbIM
MexaHu3mom (4yepes nuuly). KaHan nepepaum — Tpanesa B TPaAULUM PUTYaNbHOMO
KaHHMbann3ma

Mocne 3anpeTa puMTyanbHOro KaHHWb6ann3ma B 1956 rogy anuaemma Kypy cowia Ha HeT

Bonee TouHOE NO TPAHCKPUNLUKN Ha3BaHUE , CpepHas yactota 1: 1000 000
«bonesHb Kporudenbara-Akoba» q

* Cnopagawnyeckuii (85 — 90%) * VHdeKUMOHHbII:

o HacnencTBeHHbIii (5 — 6%) » BHyTpMbONbHUYHAA MHbEKLMA

» ANMMEHTapHbIN MexaHU3M

B 1995 roay nposiBun cebA T.H. «kHOBbIN BapunaHT 6one3Hn K-A». Bblnio noaTeepXaeHo,
yTo 60/1€3Hb NepesaBanach Yepes 3aparKEHHOE MACO KOPOB, GO/IbHLIX «KOPOBbBUM
beleHCTBOMY, MPUOHHON 60NE3HbI0, NOpaXKaBLUen KPYMHbIN poraTbii CKOT

1 cnyyait Ha 10 000 000 yenoBek. Mepenaetca N0 ayTOCOMHO-AOMUHAHTHOMY TUMY.
O6bl4HO 3aboneBaHMe NpoABaseT cebsa B BO3pacTe naymeHTa okono 40 net

* Cnopagunyecknii
* HacneactBeHHbI

Bnepsble onucaHo B 1936 roay. MNepBoHa4anbHO cyMTanuM, 4To 3TO 3abonesaHue
cemelriHoe, HO Tenepb M3BECTHA TaKXe cnopaauyeckaa dopma. ITOT CUHAPOM
BCTpeyaetca y amy, 8 40-50 net

MUnun, Kak eé ewé Ha3bIBaloT Ha NIaTUHCKMiA , Okono 100 cyyaes Ha 2014 rog
MaHep, — PaTanbHana ceMenHaa MHCOMHMA

Echn 4enoBek wumeeT naTonorMyecknii reH, To 3aboneBaHue o0bs3aTesbHO
pa3BMBaETCA, OAHAKO CTEMEHb €ro BblPa*KeHHOCTU MOKET 3HaUYMTENIbHO BapbMpPOBaTh

Bnepsble onucaHo B 1986 roay. B onbiTax Ha mbiwax 1995 roga nokasaHo,
4YTO MOXET NepeaaBaTbCcs MHPEKUNOHHO [13]

OHa e — XpoHWYecKas nporpeccupytoLan OpMEeHTUPOBOYHO — MeHee, Yem
sHUedanonaTmAa AeTCKOro Bo3pacra q 1: 200 000

MmeeT ayTOCOMHO-JOMWHAHTHbIA TUN
HacnepoBaHuA.

Ot 8 mecaues oo 1 roga

CTaTMCTUKa NposBieHna 3a6on1eBaHmA m MPOACIKUTENBHOCTE  MKU3HM
nauveHta C 6GonesHblo Ha

K/IMHUYECKOM cTaaumn




3aHMmartenbHaa buomeguumnHa

Bbi3bIiBalOT HEU3zieYMmble
3aboneBaHuA

A
LI

«bonesHb KaHHMO6anoB», Huyero cebe! A uto BOOOLLE Tbl MMeellb B BMAY, «KaK 3aMyCcKaeTcs naToreHes npu a
QO 030
o

NPOnUCXoauT B OpraHnM3Ime, Korga 4e/sioBeK «Cbedaet I'Ipl/IOHbI»‘.'> AJIMMEHTAPHOM 3apa*KeEHNN I'IpMOHHOﬁ 60/1e3HbI0?» e

Hy Buanmo... JaBali pa3bupartbcea... :)

MocnepoBaTenbHOCTb ABUMKEHUA NPUOHOB B OpraHU3me B c/lyyae
aIMMEHTapHOro UHGULMPOBaHUA

MyTb NPOABUMKEHUA OpraHbl HaKonNAeHuA ABuKeHne NpPUoHOB K MO3ry
ocyuiecTsasaeTca nocpeacTBom
aKCOHa/bHOro  TpaHcnopta  (nopobHo
BMpycam!):

¥Kenyaok MuHpannHbI

;/e

U3 ceneszéHKu 4Yepe3 epyOHOU rpomok rno

Knwe4yHuk .
CeneséHka HepB8HbIM CmMeos1Iam
AnneHAanKc
KpoBb
A | ’
- 1
v ap. (M- ALERT!
Numba nmmoonaHbie MpuoHbI NpoxogAaT yepes
OpraHbl remaTto-sHuedpanmueckui
3apaxéHHas 6apbep
nuuia
0 NMonapgaHue B KPOBEHOCHYIO HakonneHue B e OBuXXeHne no cnUHHOMY
M ammdaTUYecKyro cuctemy nMm@aTrmyecKux opraHax MO3ry — K FO/IOBHOMY MO3ry. a

yepes XXKT %
YTobbI 3apa3nTbCa NPUOHHOM MHEKLMEN AOCTAaTOMHO CAMOM Masion [03bl MPUOHOB, BCETO HECKOJIbKMX MOJIEKY/, 3TO A0Ka3aHO A/ C/y4as
3KCMEePMMEHTaNIbHOTO 3apaKeHUA MOAOMbITHbIX MBOTHbIX (Mblllel) Yepe3 UHBbEKLUUM B MO3roByto TKaHb [18]. Ho n npu aanmeHTapHOM
MexaHM3Me Mnepefayn 3apasHOCTb TOMKE O4YEeHb BbICOKas. B cayyae cbeAeHWs 4Yero-To, YTO COAEPXKUT MPUOHbI, UHOEKLUMOHHbINA areHT
pacnpocTpaHAEeTCA MO OPraHM3My B CNeayHoLLel Nocie0BaTe/IbHOCTU:
YKeNyAoK -> KMLIEYHUK -> KpPoBb -> AMmda. HakannmBaeTca B ceneséHke, anneHAnKce, MUHAANMHAX U APYrUX TMMPOUAHbLIX TKaHAX (T.H.
opraHax «MnepBUYHON MPUOHHOK penauKkauum») [19]. Mpu AOCTUNKEHUN KPUTUYECKOM KOHLUEHTPaALMW, NPUOHbI HauYMHAIOT ABUXKEHME MO
HanpaB/IeHMIO K CMMHHOMY, a 3aTeM, F0JIOBHOMY MO3TY, KyAa NPOHMKAIOT Yepes rematosHuedanndecknin bapoep (MA6). Aa-aa, Ctya, Tbl He
ocnbllWanca, Yyepes rematosHuedannyecknin b6apbep. Kpome Toro, paHee cumtanoch, 4to LIHC 3To eanHCTBEHHAA NOKaNU3aLUmMA HaKonNaeHua
naTasorM4yecknx NPMOHOB, OAHAKO MOABUIUCL UCCIEA0BaHUA, USMEHUBLLME 3TU NPEACTaBNEHUS.

JInXo 3TO OHU, A UMeto B BUAY MPUOHDI. Tak, \'
%@ 4To6bl NPOXOAWTb 6apbepbl, HauMHas \ naTOMOdeOﬂOI'M‘IECKMe NMPU3HaAKH
r:n’:ilil_-‘ KT un 3akaHuuBaa [Pbom. 3710 anOHHbIX 60ﬂe3HEﬁ

M-ga... Hy TakK BOT, N0 mepe AOCTUNKEHUA
ro/IOBHOrO  MO3ra, pPas3BMBaeTcaA 0bumin
NaTo/NOrMYECKNIM NPOLLECC, KOTOPbIN, KaK Mbl
BbIACHW/IN Bbllle, AENUTCA Ha ABe CTaauu:
MHPEKLMOHHYIO U TOKCUYECKY!IO.

KAWMHMYECKYIO KapTMHY «MaHOPaAMHO» Mbl
y)Ke MOCMOTPEenu, ceryac natomopdosiorns

noabexana — nHdobok cnpasa. «[y6Koobpa3Hble usmeHeHUs» 8 Kope
~L 20/108H020 M032a — iam. Status spongiosus

MNoTtepa HelpoOHOB

PaspacraHue $PYHKUMOHANbHOMU
noaAep’KMBaloen HEepBHOM TKaHMU
(rnum)

MpuroHbI: onacHble & yauButebHble
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BonesHb nporteKaer 6e3

JAN
\V/~ \V4
MMMYHHOrO OTBeTa N\ 'A<§>A

o A BCE noHAN. MPUOHbI, OHWM NO CBOEMY COCTaBYy TaKMe e, Kak U ¢U3nonornyHole 6enkn. U UMMyHUTET NPOCTO He 3amevaeT pasanyuve B
— KoHdopMauun. NMosToMy MMMYHHOTO OTBETA Ha NMPUOHHYH KOHBEPCUIO U HeTy!

Monogeu, Crtya! ITo [AeUCTBUTENbHO TaK, OPraHM3M He OT/IMYaeT NPUOHbI OT HOPMa/bHOrO 6efka M HWMKAKOM 3alMUTHO- &ﬁ

NPMCNocobuTeNbHOM peakLumn B CBA3M C 3TUM He 3amMyCKaerT. e

.... Ara :) n 13-3a 3TOro, KCTaTu, NPUOHHbIE BONE3HN CNOMXKHO NeYnTb. Beab MMMYHUTET He OTAMYaeT cBon 6enok oT onacHoro. U ecau
[axe ero 0by4ynTb HEMTPANM30BaTb NPUOHbI, TO MOXKET HauyaTbCA ayTOMMMYHHas peakLums.

TeopeTnyeckn B YEM-TO BEPHO paccyKaaelwb. Ho Ha AaHHbIM MOMEHT MNPUOHbLI OCTAOTCA HEPA3PYLUMMbIMKU BHYTPWU OpraHM3ma, Mx a
YCTOMYMBOCTb NPEBOCXOANT CMOCOBHOCTU OPraHM3MEHHbIX MPOTEOANTUYECKMX MEXAHU3MOB... CHY
Ho, K cnosy, cyliectsyeT u Tako GeHOMEH, KaK ecTeCTBEeHHasA YCTOMYMBOCTb K MPUOHHBIM 60NE3HAM. ITO KOHEYHO HE UMMYHMUTET,

3TO onpenenéHHaa reHeTMYecKas MyTauua, HO B pesynbrate 3PPeKT Xopow — OpPraHM3m CTAaHOBUTCA HEBOCMPUMMUMB K NMPUOHHOM ‘
nHdekummn!

— —
©I0) BoT 300p0oBO! U KaK »Ke 3Ta «HEBOCNPUUMUYMBOCTbY paboTaeT?
<
BuoxmMmma cnoxHa, a NPUHLKUN NPOCT - KHeYero npeBpaLaTb B NPUOH — HET 3aboneBaHUA». Tbl e 3Haellb, YTO NPUOHHaAA 6onesHb &ﬁ
pa3BMBAETCA KaK NPoOLECcC NpeBpaLLeHns CBOMX XOpoLnx 6enKoB B naoxue. A ecam CBOMX XOpoLwmnx 6enKoB M3HaYaAbHO B OpraHn3me
HeTy?
CIO; Kak HeTy? Mbl e CTONbKO roBOPUAN, YTO GU3MONOTMYHbIE KOHPOMEPLI NPUOHOB }KU3HEHHO HEOHXOANMBI.
<

3T0-TO A3, NPOCTO eCTb onpeAenéHHas reHHasa MyTaums B pesynbTate KoTopol B dusmonormyHom 6enke PrPC 3ameHsAeTca ogHa unm

HECKOJIbKO aMUHOKMCNOT. Takue MO,CI,M(I)VILI,VIpOBaHHbIe 6enku yXe HE noaBeprHeHbl I'IpMOHHOl;i KOHBepcun. BoT Takaa ecTecTBeHHas

npupoaHas 3aumuTa!l O6 OTKPLITUKM 3TON MYTaLlMK MOXKeLLIb MPOYNTaTb 34eCb, UHTEPECcHaA cTaTbs [21].
OO0 A 6enKu ¢ 3TON MmyTaumen «no ceoemy GpYHKLMOHANY» COOTBETCTBYHOT HOPMaJibHbIM? B cMbIC/ie, C TAKUMM MyTaUUAMW IIOAN HUYEM
() He cTpagatoT?

3TOT BOMPOC ceiyac HaxoaAmuTCA B CTaAMM AOCKOHANbHOrO BbiACHEHUA. [TOKa HMKaKoW MHPOPMALUM O TOM, YTO JIIOAN C FeHEeTUYECKUM a
BapuaHTom PrPC cTpagatoT KaKUMKN-TMB0 Heagyramu UKW UCMbITbIBAOT OFPaHUYEHMA U3-32 HEKMX ANCOYHKUMIA, He nmeeTca. OnATb-Takn HY
3TO BCE «to be continued ...», XXaem HoBoCTeN. v
Bo3Bpallanch K TemMe OTCYTCTBMA MMMYHHOTO OTBETa Xody 406aBUTb, YTO, BOOOLLE roBOpA, 34€Chb €CTb elé ogHa npobaema.

MNpuoHHbIe 60Ne3HU TPYAHO AMarHoCTMpoBaTb. OCOBEHHO MO HUM HET HUKAKMX MApPKEPOB Ha MHKYOALMOHHOW CTaAuM, MO KOTOPbIM

MOXKHO Jaxe 3anofgo3putb 3aboneBaHMe. A Ha KAMHUYECKOW CTaguMm HenpocTta aAnddepeHuManbHas [MArHOCTUKA, TO ecCTb
OTrpaHMYeHne NPUOHHOro 3aboneBaHUA OT BCEX APYIrMX Ha HEro MOXOMKMX, CKaXKeM, OT CTapyecKUX AereHepaTUBHbIX sHUedanonatui

(6onesHen Anburermepa u MapKnuHcoHa). OcobeHHO, ecnn UHTepBan HabAOAEHUN KOPOTKUIM U AMArHO3 He MOMKET Kaatb (a B
KAMHMYECKOM MeauumHe 3TO npoucxoauT Bcerga). EcTb BO3MOXKHOCTM 3/eKTposHuedanorpadpum MAM MarHUTHOM pPe30HaHCHOM
TOoMorpaduun, oAHaKO AaHHbIE, NONYYEHHbIE STUMU AMATHOCTUYECKMMU UHCTPYMEHTAaMM TaKKe HecneumduyHbl.

EANHCTBEHHDbIN BEPHbIM KIMHUYECKUI MapKEP — 0bHapyKeHne caMux NPMOHOB B opraHname. HyxkeH obpasel, TKaHU NauueHTa, CoBCeM

HeMHoro, Ho 6e3 3Toro HMKak. bes ctapoit gobpon 6uoncuu, Kak BUAULLL, HE 0B6ONTUCH.

@@ Hy, Hagercb HE M3 F0N10BbI Ke? a
()

|
(5§

KoHeYHO HeT, 3 opraHoB NePBUYHOM MPUOHHOWN PENIUKALIMM MOXKHO bpaTb.

MproHbI: onacHble & yauBuTenbHbIe
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OTKpbITUE NPUOHOB —
3HAUUTENIbHbIN BKNA4, B HAYKY

(9(9) NpuoHbl 310 peanbHo «6ombBa», KOTOpas «B3oOpBana» NPEXHee HayYHOE MUPOBO33peHUe. Takoii BbIBOZ, CAeNan.
o

ToyHo Tak! OTKpbITUE MPUOHOB €WE pa3 HaMAaAHO MNOKas3asio, HACKOAbKO a

MpoTeomMMKa — HayKa O 6enKaxX U UX CYLLECTBEHHYIO PO/b UrPaeT MPOCTPAHCTBEHHAsA CTPYKTypa 6enka B perynaunu H
H6MNONOTMYECKUX NPOLLECCOB. ITO OTKPbITUE CAENaNo CyLWEeCTBEHHbIW BKAag, B
d)yHK”-MﬂX B XKMBbIX CUCTEMaAX TaKoe MepCnekTUBHOE MEXAUCUMNINHAPHOE HayyHOe HanpaB/ieHue, Kak

NnpPoTeoMHnKa.

C')UC'D Hayka o 6enkax... BUAMMO OHWM AeNCTBUTENBHO 3aCNYKUAN TaKoM NOYET! A eCTb TaKMe e HAYKM NPO KUpbl, Hanpumep?

Bce OopraHn4yeckne BewecTtBa HECYT MHOXKECTBO MOJIE3HbIX d)yHKU,VIVI M B Hayke ANA KaxXaoro n3 HMX otBeaeHo CBOE mecTo. )‘KMpaMM E.
3aHUMaETCA TaKoe MeXANCLUNIUMHAPHOE HalnpaB/eHNE, KakK «KITUNNOOMUKA», a YINeBoAaMU — «rnMKobuonorma». e

NTaK... OTKpbITUE NPUOHOB He TO/IbKO BHECNO BKAAZ B NPOTEOMMKY M NPUAAN0 €l HOBbIM

UMNYNbC ANS PasBuTMA. BarkHO ewg, 4yto npuvoHHaa npobnemaTmka nocrnocobcTBoBana MoneKynﬂpHaﬂ NaToONOrMA — HayKa o
6onee yrnybnéHHOMY MOUCKY NMPUYUH 340POBbA U BONE3HEN HA MONEKYNAPHOM YPOBHE. 60/1e3HEeHHbIX npoLeccax u ux

Tak »Ke, KaK MpopbIBOM CBOEro BpemMeHW Oblna KOHUenuua M Teopua KNEeTOYHOM
(uenntonspHol) naTonoOrMM, MNOKA3aBLIAA pPOJAb MNPOLLECCOB KNETOYHOrO YPOBHA B NPUYNHAX, HaxoA4AWMXCA Ha
noaAepKaHUM }KU3HN U B HOPMANIbHOM €€ BOCMPOM3BOACTBE, TaK U CeMyac nccnesoBaHua MOJIEKYNIAPHOM ypOBHE OPraHM3auunmu
NPUOHOB cnocobcTByOT 60nee ryboKoMy NPOHUKHOBEHUIO B OCHOBbI MPUYNH 340POBbA U SKU3HU

60Ne3HM, HO Y)KE HA MONIEKYNAPHOM YPOBHeE.

M 3TO BKNap, y»Ke B TEOPUIO MONEKYNAPHOM NaToNOrMK. A pa3 pa3BMBaETCA MONEKYNApHasa natonoruns, CTya, To YTO AONXKHO CAeaoBaTh 33 STUM U
BMeECTe C 3TUM?

OO0 3a natosiorMeit U BMecTe C HeW CNeayeT ... KNMHMKa 4To nn?? Aaa, A NOHAN Kyaa Bbl KNoHUTe. Pa3BuTMe HayKu 0 60Ne3HU 3TO BKAaA B
() HayKy O JIeYeHNK, B KMOJIEKYNAPHYIO Tepanuio», Aa?

BepHo, CTya, naTtonorvMa BCerga CAYXKUAa OAHOM M3 CUCTEMHbIX OCHOB TepaneBTUYECKMX HayK. M TOYHO, Koraa poxKapaercs a
MONEKYNAPHAA AMArHOCTMKa, Aanee 3a Hell M BMecTe C Hell pa3BMBaeTCA MOJieKynapHasa Tepanusa. OQHO M3 MNEPCNeKTUBHbIX &

)

HanpaB/ieHWI 3TON Tepanuu — TapreTHaA Tepanua, TO ecTb, B NepeBoae, KNPULENbHAA» UAN KBbICOKOTOYHAA» MOJIEKYAAPHAA Tepanus,
peanusylowan neyebHoe BO3AENCTBME HA KOHKPETHbIE MOJIEKY/bl, y4acTByloWMe B natoreHese. Ha cerogHAWHWA OeHb TapreTHas
Tepanua NPUMEHAETCA NPU NeYEeHUN OHKOMIOrMYECKUX 3aboneBaHui. Bonblwne Hagexabl Ha HeE€ BO3/1AraloTCA M B YaCTM JIeYeHUs
NPUOHHbIX BonesHel, Aa U KOHGOPMALMOHHbIX 6ONe3HEN B LENOM.

ITO OX KaKaA aKTya/ibHaA 3a/aya, XAyLlan CBOMX IHTY31aCTOB.

@O 3T0 Bbl Ha MEHA HAaMeKaeTe :) y MeHsA NpaBaa, 3HTy3na3ma MHoro. M Tema nHTepecHas, YecTHo — 3aUenuo...
<

[JelcTBuUTENbHO, TEPanUA NPUOHHbIX 3a60NeBaHUI HAXOAMTCA TONbKO B CTaAUKN CBOEro CTAaHOB/IEHUS. a
Mmetowwmeca pesynbTaTbl MOKa YTO TaKoBbl. HallgeH pas NleKapCTBEHHbIX BELLECTB, CMOCOBOHbIX NPOA/IUTL MHKYDALMOHHbLIA Nepuog, HY
6onesHn. ITo xopowas HOBOCTb. OAHAKO Ha AaHHbIM MOMEHT 3aTOPMO3UTDL U, YK TeM Bonee, OCTaHOBUTb NPOLLECC HEMpoAereHepaLmm v
Ha KIMHMYECKOW CTaguK MOKa YTo He nony4yaetcsa. Ho ecTb U NoNoXUTENbHbIE pe3ynbTaThbl, 6e3ycioBHO!

TaKk, Hanpumep, AOCTUTHYTa HEWTPANM3aLMA NPUOHOB in vitro [21], @ TakkKe Obln CUHTETUYECKU MOAYYEH MPUOH, BOCMPUUMUMBBIA K
bepmeHTaTMBHOMY pacwienneHuto [22]. OH 6bin ycnewHo nepeHecéH NoaonbITHbIM Mblwam. BonesHb pa3suaacb, 04HAKO NPUOHHbIE

dnbpuNNbl yaaBanocb pacLenmTb C MOMOLLbIO NPOTeas, KoTopble He MOMKM pacwenuTb PrPSc-pubpunnsi.

o}
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OTKpbITUE NPUOHOB —
3HAUUTENIbHbIN BKNA4, B HAYKY

MU3bicKaHUA B Tepannn NPUOHHDLIX 3aboneBaHuM

Shi} HanpaBneHnAa npeacrtasaeHbl B aCnekKkTe &ﬁ
BO3MOKHble HanpaB/eHUA TepaneBTUYECKOro NOCNEeAOBATENbHBIX  3TanoB  MPHOHHONO e
BO3AeiCTUBUA Ha NPUOHHbDIN NaToreHes natorenesa,
Kak Buguwb, CTya, WMPOYEHHbIM GPOHT

pa60T. Ko MHorMm 3agayam nMoKa u4To

BnoKaga nepBMYHOro MHPULMPOBAHUA AEHAPUTHBIX KIETOK BOOBLLE He MOHATHO KaK NOACTYNUTLCA...
Hanpmmep, 3a4a4a AnuccemMmnHaunuun AsnAaeTcA
BiioKaza pacnpocTpaHeHus NPMOHOB NO OpPraHu3My (amMccemmHaLmm) MOKa COBCEM «MUCCUEN HEBbINONHUMON».

Bnokaga MHGMUMPOBAHUA HEMPOHOB Ha YPOBHE PELLENTOPOB el
S NapgHo, [loK, a 4TO XOpoLIero ecTb?

Bo3aencTane Ha NPOLLECChbl BHYTPUKAETOYHOrO TPpaHCnopTa

Xopowa KOHKpeTuKa. [laBan paccmMoTpum Te &ﬁ
BellecTBa, KOTopble CNocobHbl NPOANUTb
NHKYBALMOHHbIN nepuog, NPUOHHOM v
Ctabununszauma KoHpopmaumm PrPC B ncxoaHoe cocToAHme nHbekumn. Cpeam Hux:

* CynbdatmpoBaHHble NoOAMCaAXapuapl

* Kpacutenb KOHIO KpacHbIn

* AmdoTtepuumH B 1 ero aHanoru

*  AHTPaAUMKAUH

MosbiweHne 4yBCTBUTEJ/IbHOCTU NMPUOHOB K pacLluenieHunto TaKk»Ke 06Hapy»KeHOo, YTo cy/ibdaTUPOBAHHbIE

dbepmeHTamm MNO/INIAINKAHblI CHUXAKT HEMPOTOKCUYHOCTb
PrPScu ero ¢parmeHTOB.

BnokmpoBaHue B3anmogenctaua PrPC u PrPSc

PacwenneHne pubpunn PrPSc

BiioKaza HEMPOTOKCMYECKOro AecTBUA GparMeHToOB NPUOHOB

0000000000

@ UHTepecHo, [JOK, 3TO BCE, A TaK NOCMOTPHO
NHrmbupoBaHue npoueccos reHepaumm cBoH6OAHbIX pagnKanos, >, COBEPLIEHHO  pasHble  Bewecrsa, a
COMPOBOXAAOLWMX aMMUN0OMNA03 AeVCTBYIOT OAMHAKOBO. .

MpoaneHne NHKyb6aUMOHHOIO NepUoaa AeNCTBUTENIbHO ABAETCA ANA BCEX HUX 0OLWUM 3D PEKTOM, XOTA BUOXMMUYECKME MEXAHMU3MbI UX a
[eNCcTBUA MMEIOT OTAMYMA, Tbl Obl Tak He cnewwun. CKa)kem, M3BECTHO, YTO KOHIO KpacHbi bnokupyeT KoHBepcuio PrPC B PrPSc, WHY
CBA3bIBAACHL C 6eTa-CTPYKTYPHbIMK JOMeHaMM 3TUX 6enKkoB. A BellecTBa AeNCTBUTE/IbHO MOPOM OYeHb HEMOXOXKME. 34echb NpeacTaBieH v
N KpacuTeslb, UCNONb3YEMbIA Kak XMMUYECKUN MHANKATOP. B 3aBUCMMOCTM OT KMCNOTHOCTU Cpenbl, OH MEHAET OKPaCKy OT CMHEro Ao

KpPacHOro, ectb 34eCb U NPOAYKTbI, NOJly4aemble B OCHOBHOM M3 MOPCKUX BOAOpPOC/el (3To cynbdaTUpoBaHHbIe NOAUCaxXapuabl), Hy U,

HaKoHeL, 34ecb NpeAcTaB/ieHbl aHTUOUOTUKN.

AmdboTepuuuH B — 3TO aHTUMMWKOTUMYECKMN, TO €CTb MPOTMBOrPUOKOBBLIA AHTUOMOTMK, @ aHTPAUUKAMH — MNPOTUBOOMYXOJIEBbIN
AHTUOMOTUK.

©]C] [a yX, yAUBUTENIbHO KOHEYHO Hall MUP YCTPOEH. A eCTb eLLé Kakne-HMbyab AocTuKeHUA Ha GpoHTax 6opbbbl C NpMOHaAMK?
<

M3 Toro, ¢ 4emM 3HAKOM NIMYHO, MOKa YTO BCE. HO nmporpecc HayKn M TEXHUKM BbICTP M OH BCE ycKopseTca. ﬁﬁ MocTosHHO 5‘
NoABAAOTCA HOBble PAa3paboTKM, YTOYHAKOTCA CBEAEHMA O NPUOHAX, CeaM 3a HOBOCTAMM, YMTaM KyPHa/bl, 3aX0AM Ha pPa3Hble Noie3Hble e
CalTbl, B TOM YMCne, Ha canT Buomonekynbl.
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JINCT-HABUraToOp NO UCTOYHUKAM
uHdopmauuu

No HassaHue QR-ccbinka No HassaHue QR-ccbinka

Faris R., Moore Roger A.,

6 Ward A., Race B., Dorward D.
W., Hollister Jason R., Fischer
R. Elizabeth, Priola S.A.,
«Cellular prion protein is
present in mitochondria of
healthy mice»

1  Bupoudsi, cmames

LindenR,,

7 «The Biological Function of
the Prion Protein: A Cell
Surface Scaffold of Signaling
Modules»

2 NaHoB A., «Y 6akmepuii
moe ecmb MPUOHbLI»

Shorter J, Lindquist S.,
«Prions as adaptive
conduits of memory and
inheritance»

3 Kpenés W., «llpobnema
gonduHaa 6enka»

Brown P., Gajdusek D.C. ,
«New studies on the heat
9 resistance of hamster-
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Threshold survival after
ashing at 600°C suggests
an inorganic template of

4 3yes B.A. , «MedneHHble
UHheKyuu 4Yenoeeka u
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replication»
5 MabbottA. N., Bradford M. B., HOKPOPCKVIVI B.K.,
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Ugly of Dendritic Cells during 10  epkacckum b.J1.,
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PAMH, 2004, 381 c.

Prion Disease»
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uHdopmauuu
Ne Ha3sBaHue QR-ccbinKa Ne Ha3BaHue QR-ccbinKa
bawmakosa B.,
«lMamozeHe3
11 lMpuoHHbIe UHghekyuu. 16 NPUOHHBLIX
Mamepuan ¢ calima 3a6o0neeaHuli
Dendrit cocmoum u3 08yx
cmaduii ~
UHgheKYuoHHoli u
mokcu4ecKoli»
Caxapos B.H.,
NInTBULKNIA no.,
«HecmabuabHocmeo
12 KoHgpopmayuu benka -
obwulii KOMIMOHeHm
namozeHe3a 6one3Heli Vallabh Minikel E. ,
YyesnoeeKka» 17 «Do we need PrPL to
explain the neurotoxicity
of prions?»
BrandnerSS.,
Jaunmuktane Z., «Prion
13 . .
disease: experimental
models and reality»
Fryer H.R., McLean A. R,,
18 «There Is No Safe Dose
of Prions»
Antony H.,
14 Wiegmans A.P,
«Potential roles for
prions and protein-
only inheritance in
cancer»
O’Connor T., Aguzzi A.,
19 «Prions and Iymphoid
organs: solved and
15 Bupeo-dunobm: «llpuoHsi remaining mysteries»

— MoseKynol-o6opomHu»

|

MproHbI: onacHble & yauBuTenbHbIe



3aHMmartenbHaa buomeguumnHa

JINCT-HABUraToOp NO UCTOYHUKAM
uHdopmauuu

Mbl  3aBepliaem 3HaKOMCTBO C  TEMOW a
No Ha3BaHue QR-ccbinka NPUOHOB, ocTanbHoe Ha TBOE

CamocToaTeNIbHOE U3yyeHue. Hy 4To cKaxewb?

(18

CKamy, YTO Nog BneYvYatTneHNeEmM UM 3anaccd BoO3om nunn anAd
QQ pa3MbILLIJ'IeHMl‘;1... A 4TO MHe HYXHO, 4yTOObI Aanblle KonaTtb no

=~ NPUOHam?
KoHapaTteHKo 0.,

20 «Mymayus, Hy OCHOBHOe, MOXHO 6paTb TeKyline &ﬁ
awuwarowyaa om ecex KypcoBble M pedepaTtbl, NO MHTepecyoLen
U38eCmH»bIx MPUOHHBbIX TebA Teme, Ha6MpaTb Mchopmau,mo AnAa
6onesHeli» OyoyWwMX Cepbé3HbIX UCCAef0BaTeNbCKUX

PaboT 1 B KOHEYHOM CUYETE — AUNIOMA.
MOXHO 3asABUTb O CBOEM MUHTepece
npenogasaTento.
@@ Kakomy umeHHO. Y meHa ux 6osblle, 4em nNpeameTos,
Taschuk R., Jacques V. der M., - NPUYEM NO CNeLManbHOCTM NOAXOAAT NPAKTUYECKU BCe.

21 Marciniuk K., Potter A.,
Cashman N., Griebel P.,

Monarato, K TOMY, KOTOpPbIA K 3TOMY a
NapperS., HY

pacronaraeT v rotoB Kak-TO AOMNOJHUTENbHO
«In vitro neutralization of HanpaBuTb TBOW WHTEPEC, a MOXeT U
prions with PrPSc-specific KOHBEPTMPOBaTb €ro BO 4TO-TO, MO/e3HOoe,
antibodies» Hanpumep, npesocTaBuTb Tebe
BO3MOXHOCTb NOYy4acTBOBaTb B €ro Hay4yHo-
nccnenoBaTtesibCkol paboTte. B ToM 4acTwy,
KOTOpaA MOKPbIBAETCA TBOWM WHTEPECOM,
KOHe4yHo. TyT HaJo MCKaTb, HE CO BCAKUM
npenogasatenem y sac byayTt obuime TOUYKM
CONPUKOCHOBEHMA, KaK HayuyHble, TaK M
oblieyenoBeyeckme. BaxkHO «HallynblBaTb»,
nNpo60oBaTh, CTPEMUTBLCA.

Xouellb BbINTU Ha TPAEKTOPUIO ycnexa B

(&

Colby D.W., WainR.,
Baskakov I.V. , Legname G.,

22 PalmerC. G., Hoang-Oanh B.
Nguyen, Lemus A., Cohen F. E.,
DeArmond S S. J., PrusinerS. B.,

L g . dCrnnpaHType — nopa YCTPeEMNATbCA YiKe
«Protease-Sensitive Synthetic .
. cen4yac.

Prions»
@@ MoHAn, noiay CHayana yCBOK M3YyYeHHbI maTepuan. ymato,
(o 3TO XOPOLWO 3aNAET Mog OTIUYHYH AWYHULY C rpubamun B

CMETaHHOM Coyce.
Axax, c rpmbamu, 300p0oBO KUBEWDb, CTya :) Hy AaBaii, CMOTPU TO/IbKO aKKypaTHEN, MHEe FOBOPM/IM B MPOLW/bIA pa3 nocae TBOEro &ﬁ

IKCNEPUMEHTA/ZIbHOTIO Cyna Ne5 Ha MOTONKe 3TaXKOM HUMXKEe NOABUANCH CUHIOLWHbIE NATHA.

(&

Kto roBopun? BpyT. MATEeH He 0CTanoch, A caM Xo4uN CMOTPETb. MpocTo 6ieHaep KOTOPbIV MHE AaNM OKa3anca KPSKHYTbIM
@O N HEBOBPEMSA pasrepMeTnsnpoBascs. [0OBOPAT Te, KOMY He A0CTaN0Ch B TOT AeHb. TaK-TO BCE CbITbl-40BO/IbHbI 6bI/IN.
Bcero gobporo, Alok!
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