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OIIPEAENEHHUE

ITpuons! (Proteinaceous Infection
particle)- 6enKOBbIE YACTHIIEI
obnasaroniue HHPEKIIHOHHBIM CB-
BaMU. benok PrP xoaupyeTcs reHom
PRNP HuskomonneKkyasapHble Oenku,
uMeloue Bua pubpunn. Tepmun
"IIPHOH" ITIOSIBUACS B CBSI3H C
HCCAEAOBAHHEM Psha

HEeHPOAETreHEPATHBHLIX 3a00NEeBaAHUH .

OOBsICHEeHHEe CTONAb MEeANSHHOI'O X0Aa
HCCASAOBAHHH 3aKAIOYANOCH B
HEeOOBIYHOM CIIOCOOEe BO3SHHUKHOBEHUS
9THX OONE3HEH: OHH MOI'yT BO3HHKATD
CIIOHTAHHO U B TO >X€ BPEMS MOTYT H
HACAEAO0BATHCS H IIePEeAaBaATHCS
HH(EKIIHOHHBIM IIYyTEM.
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LlenHos peakuma

http://medbiol.ru/
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MEXAHU3M
HHPULIMEOQBAHIVA

KAETOYHOM TOABKO II0 BTOPHUYHOM CTPYKTYpPE,
OHA UMEET B OCHOBHOM 0eTa-CKAaAYaATYIO
CTPYKTYPY, & KneTouHasa doopMa - B
OCHOBHOM anbda-CIIupanbHyIo [Tep-
ABanecsan 1999r. ]. 9To BepHO, Kak And 6enka
MAeKoIIHuTaroIux PrP, Tak ¥ ang Bcex
OCTAABHBIX HAMACHHBIX IIPHOHOB.

- [TprnonHasa dopma PrP nmonyunna HasBaHue
PrPSc (ot 6one3Hu scrapie). Ona
IIpeACTaBAsIET COO0M 0COobYyI0 H30POPMY
HOPMAaABHOI'O KaeTouHoro 6enka PrP - PrPC -
KOTOpas OTANYAETCS IINOXOH
PACTBOPHMOCTEIO B AeTEPreHTax
(IIOBEPXHOCTHO-aKTHBHbBIE BEIIIECTBA; B
MEAHUITHHE HUCIIOAB3YVIOTCS B KQUECTBE
MOIOIIIHNX U AE3HH(PUIIHPVIOIINX CPEACTEB), B
T.4. yCTOHYHBOCTBIO K ACHCTBHIO IIPOTEas, a
TaK>XXe CKAOHHOCTBIO K arperammi. @

http://vetpraktika.ru/article/prionnye-zabolevaniya-bu
dushchaya-chuma-teplokrovnyh



['UIIOTES3DBI IIATOI'EHHOCTHU

= [lepBO# runoTe30H, O6OBICHIIONIEH
Pa3sMHOXEHHE IIPHOHOB 6€3 y4acTUsd APYTHX
MOREKYA, B YaCTHOCTH, HYKACHHOBBIX KHCAOT,
Onlna reTeposuMepHas Mosenb. COrnacHoO 9ToOH
ruIoTrese, osHa Mmonekyna PrPSc
IIPHUCOEANHAETCS K OAHOM Monekyae PrPC u
KaTaAU3UPYET €€ IePEXOA B IPHOHHYIO OopMYy.
ABe monekynbl PrPSc mocne 3TOro pacxoasTca 1
IIPOAONKAIOT ITpeBparnaTs spyrue PrPC B PrPSc.
OzHaxKxo MOAEAb PA3ZMHOXEHUS (PEIIANKAIIHH)
ITPHOHOB AOMKHA OOBSACHATEH HE TONABKO
MEXaHH3M Pa3sMHOXEHUS IIPHOHOB, HO U TO,
IIOYEeMY CIIOHTAHHOE IIOSIBAC€HUE IIPHOHOB CTOAD
peako. Maudpes OureH (aat. Manfred Eigen)
IIOKAa3an, YTO TaKOH IPobnreMbl HE BO3HUKAET,
€CAH AOTYCTHTE, YTO PrPSC CyIIeCTBYeT TOABKO B  http://medportal.ru/mednovosti/news/2010/07/21/prio
arperupoBaHHOM (HAIIpHUMeEpP, aMHUAOUAHOM) ns/
dopMme, rase KOOIEPAaTHBHOCTD BBICTYIIAET KakK

6apbep AN CIIOHTAHHOI'O IIepEeX0Aa B IPHOHHYIO /-\
dopmy. 9/




['TUITIOTESDBI IIATOI'EHHOCTH

- AnpTepHaTuBHAS QHOPUANIPHAT MOAEAD
npeanonaraeTt, uyTo PrPSc cyiiecTByeT TOABKO B ‘ : =
BHAE QUOPHUAR, IPH 3TOM KOHILI QUOPHAL b o b5
cea3bIBaioT PrPC, rae on nmpesparmaeTcs B PrPSc. 1 sapuanT ¢ —@
Ecnu 661 3TO OBIA0 TOABKO TAK, TO YHCAEHHOCTD -
ITPHUOHOB Bo3pacTana 61 anHeHHO. OsHAKO II0
Mepe Pa3BUTHS IPHOHHOI'O 3aboneBaHUSA
HabRIOAAETCS DKCIIOHEHIITUAABHBIN POCT
KonnuecTBa PrPSc u obiier KOHIIEHTPAIIHH
HHQPEKIIHOHHBIX YaCTHII.

= [TozsHee 6nlna IpesnoXeHa MOAEAb IIPHOHHOT'O
IIepexoAa, MPeACTaBASIONIas BAPHAHT
IIOAMMEPH3ALHOHHON MOAENH C 2 sapmant Prpc
LOIIOAHUTEAbHLIMH AONYIIEHHUSIMH .BbIno g
IIOKA3aHO CYLIECTBOBaHHE HHTEPMELHATOB
IIPHOHHOTI'O IIPEeBPAaIlleHHS — ONHI'OMEPHbBIX Prpc ﬁ '
KOMILAEKCOB, MEHEE CTPYKTYPHPOBAaHHBIX, YEM ﬁ

IIPHOHHBIE (PHOPHANBI B HAIIOMHHAIOIITHX
MHUILIEAABI. ARSI TOT'O, YTOOBI TAKOH ONHUTI'OMEPHBIHN o8 ¢
KOMIIAEKC MOT' KaTaAHu3HUPOBATh IIPHOHHBIN ? &> |
IIEPEXOL, OH AOMKEH COOPMHPOBATH CTAOHABHOE
«SIAPOY, ObnasaloIee IPHOHHON KOHOPMAILIHEH.
TIox. OOBICHSET HEOBBIUAMHO BOLTHH
HMHKYOAIIHOHHBIN IIEPHOA IIPHOHHBIX 3a00KeBaHHH
1 OBICTPOE PA3BUTHE CHMIITOMOB IIOCAE HX
IIPOSBAEHUS, T.K. CTPDEMUTEABHOE PA3BUTHE
3aboneBaHUA HAYUMHAETCS TOCAE POPMHPOBAHUA
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MYAbTHA KOMIIOHEHTHAN
TEOPHIA

- Huskas MHGQEKIMOHHOCTE IPHOHOB, IIOAYYEHHBIX U3 YHCTOro 6enka in
Vitro mpuBena K IIOSSBAEHHUIO TaK Ha3bIBAE€MOMN MYABTHKOMIIOHEHTHOM
THIIOTE3BI, KOTOPAas IOCTYAHPYET, UTO AN OOpa30BaHMSI
HHQEKIIHOHHOTO IIPHOHA TPEOYIOTCS APYyTrHe MOAEKYABI-KO(AKTOPEI.

= B 2007 roxy 6moxumuk Surachai Supattapone nmoay4un o4uIieHHbIE
HHQEKIIHOHHBIE ITPHOHEI B3 PrPC, COOUHINIAIOMIUXCSA AUTTHAOB C 6eAKOM
U CHHTETHYECKOH IIOAMAHHOHHOM MOAEKYAbI. OHU Tak>Xe ITOKa3anH,
YTO IOAMAHUOHHASA MOAEKYAQ, IOTpeboBaBIIasaCsa AN OOpa30BaHUA
IIPHOHA, 06nasana BEICOKHM CPOACTBOM K PrP u obpasoBriBana ¢ HUM
KOMIIAEKCHI. OTO AAA0 UM OCHOBAHUS IPEAIIOAOXKUTE, YTO B COCTAB
HMHQEKITHOHHOTO IIPHOHA BXOAUT HE TOALKO 6enoK, HO H ApyTrHe
MOAXEKYAbI OPTaHHU3Ma, B TOM YHCAE AHUIHABI U IIOAMAHHOHHEBIE
MOAEKYABI.

= B 2010 roay Ma Li3usaup noayuun HHQEKIIHOHHBIN IIPHOH 13
CHHTE3HMPOBAHHOI'O HaKTEepHAABHBIMHE KAETKAaMHU PEKOMOHRHAHTHOI'O
PrP, docdhonunusa POPG u PHK. HanpoTus, B Apyrux 5KCIepUMeEHTaX
U3 OAHOI'O TOABKO PEKOMOMHAHTHOrO PrP yAanoCh HOAYUUTE TOABKO
crabonH@EKTHBHBIC IPHOHBI.

= B 2012 roxy Supattapone u xonneru BbIAEAUAN MEMOPAHHBIN AUITHA,
docdaTusuadTaHORAAMHUH|[EN] KaK YHAOT'€HHBIN KOPAKTOP, KOTOPIH
CIIOCOOEH KaTaAHu3UPOBATh POPMHPOBAHHE OOABIIIOIO KOAUYECTBA )
PEKOMOHMHAHTHBIX IPHOHOB PA3ANYHBIX IIITAMMOB 0€3 y4acTHS APYTHUX |
Monekyh. OHH TakXXe COOOIIHAH, UTO 3TOT KOPAKTOP HEOOXOAUM AAS
IIOALEPXaHHSI HHMEKIIHOHHON KoHdopMmartuu PrPSc, a Taxoxe
OonIpeAenseT IITaMMOBbIE CBOMCTBA HHPEKITHOHHBIX IIPHOHOB.




Tabnuua 4. NpuoHHbIC 60NEe3HK

Henoegeka v XXUBOTHbLIX

Hassakue 3aboneBanns Xo3aMH
BKA Henosex
HoBuiit BapuasT bKHA Henosex
Kypy Henoeex
CuHgpom lepctmanHa-LUTtpeyccnepa-Lleskepa Henosex
CMmepTenbHas cemerHan 6eccoHHMUa Henosex
Cxpenu OBUbl, KO3b
ToH Hopk#
X156 Onexu, nocw

TpancMuccHBHan ryokoobpasHan
3HUechanonaTMA KPYNHOMO poOraToro cKoTa

KOpOBb, ObiKK

[yOkooOpa3Haa HuedanonaTia Kowek

KOowWwxw

[yOxooOpa3Han 3xHuedanonaTna 3K30THYSCKMX
KONBITHBIX

AHTHNONH,
OonbLUO# Ky py

1)BKSI- BONE3Hb
KPOMUIIDPENBAA-
SIKOBA

2)TOH-
TPAHCMUCCUHBH
Ad
OHIIE®ANOIIATUA
HOPOK

3)XUB-
XPOHUYECKAA
CLAABOCTbD




