NMPUOHDI

MCTOPUA OTKPbITUA.
OBLAA XAPAKTEPUCTUKA.
OCOBEHHOCTU PEINJIMKALIMA.

MPUOHDbI — BOSBYAUTEJIN MEAJIEHHbIX
HEWPOAENEHEPATUBHbLIX SABOJIEBAHUN
HEJTIOBEKA U XXNBOTHDbIX



NMPUOHDbI - OCOBbIN KJIACC
MHO®EKLIMOHHbIX ATEHTOB - BEJIKOB,

C AHOMAJIbHOU TPETUYHOWN CTPYKTYPOM,
HE COAEPXALUMNX HYKNTEMHOBbIX KUCNOT
n
YCTONUYUBbIX K MHAKTUBUPYIOLLUM
BO3AEVUTBUSAM NMPOTEA3
(PEPMEHTbI, MOOUO®ULIMPYIOLLUMUE BEJIKN).

BbI3bIBAIOT Y UEJIOBEKA WU
YXUBOTHbIX MEOANNEHHbLIE MHO®EKLIUN,
NMPUBOASALUMNE K HEOBPATUMbIM
N3MEHEHUSIM LLEHTPAJIbHOM
HEPBHOW CUCTEMBI
(TYBUYATbBIE SHLUE®AJIONATUN)



NMPUOHDLI BbI3bIBAIOT
HEUPOOErEHEPATUBHbIE 3ABOJIEBAHUSA,
OBPA3YSfl BHEKJIETOUYHbIE CKOMJIEHUSA B

LLEHTPAJIbHOU HEPBHOW CUCTEME U
®OPMUPYSA AMUITOUAHDbIE BJIALWLKMW
(AMUIONAO03), KOTOPbLIE PA3PYLUAIOT
HOPMAJIbHYIO CTPYKTYPY TKAHM.

PA3PYLUEHUE XAPAKTEPU3YETCSH
OBPA30BAHUEM «[blP>» (MOJIOCTEN) B
TKAHWU, TKAHb MPUHUMAET NYBYATYIO

CTPYKTYPY U3-3A ®OPMUPOBAHUSA
BAKYOJIEN B HEUPOHAX (CMMOHIMNO03).



AMUITONAbI — BEJIKOBbIE AIPETAThI,
NMPEACTABJIAIOT CO60ON ®UBPUJIJbI,
PACTYLUME HA KOHLUAX, PA3JIOM
OPUBPUJIJIbl NMPUBOAMUT K NOABJIEHUIO
YETbIPEX PACTYLLUMX KOHLLOB.

ansa PASMHOXEHWUA MPUOHA
HEOBXOAMMO NCXOAHOE HAJIMMUE
HOPMAJIbHO YJIOXXEHHOIO
KJIETOYHHOI'O MPUOHHOIO BEJIKA;

OPIrAHU3MbI, Y KOTOPbBIX OTCYTCTBYET
HOPMAJIbHAA ®OPMA NMPUOHHOTIO
BEJIKA, HE CTPAAAIOT NPUOHHbBIMUA

3ABOJIEBAHUAMM.



OBPA3OBAHME
HOPMAJIbHAA BAKYOJEN -

TKAHb MO3TA CMNMOHI'MO3

SAMELLEHMUE

HOPMAJIbHOM L i
TKAHW MO3rI/ b o
NMPNOHOB

AMUIIONAO



MCTOPUA OTKPbITUA

1976 r. - BJIAMBEPI U TAUAYLUEK
- HOBEJIEBCKASA NMPEMUA
«3A OTKPbITUE HOBbIX MEXAHNU3MOB
PASBUTUA U PACINTPOCTPAHEHUA
NHOEKLIMOHHbIX BOJIESHEW »,
3A OTKPBITUE MTHO®EKLIMOHHOIO
XAPAKTEPA
BOJIESHU KYPY



C.Mpy3uHep - JIAYPEAT HOBEJIEBCKOW NMPEMUM
1997 r. 3A OTKPbITUE
«MPUOHOB - KAK HOBOIO BMOJIOTMYECKOIO
NPUHLUMNA MHOEKLUWN >



NMPNOHOBbIN BEJIOK CYLLECTBYET B 2 ®OPMAX -

eHOPMAJIbHOMW (PrPC - PRION PROTEIN of CELL)
e AHOMAJIbHOM (PrPSc), OBHAPY)>XVBAETCS
Y NALMEHTOB C NPUOHHbIMN UHOEKLUAMMU



NMPUCYTCTBYET B OPTAHU3ME BCEX
MJIEKOMUTAIOLUMX. AETEPMWHUPYOLUUUN ETO
'EH
Y YHEJTIOBEKA JIOKAJINSOBAH HA KOPOTKOM IJ1IEYE
20-u XPOMOCOMBbI. TEH
BbICOKOKOHCEPBATWUBEH.

YYHACTBYET B NEPEAAYE HEPBHbIX AMITYJ1IbCOB
UIrPAET ONPEAENAOWYHIO POJ1b B NOAAEPXAHUN
CYTO4YHbLIX PUTMOB
AKTUBHOCTU N NMOKOA B KJIETKAX,
OPrAHAX X OPrAHU3ME B LIEJIOM



OT/INYNSA NPMOHOB
HOPMAJIbHbI (PrPC) AHOMAJIbHbIN

(PrPSc)
NMPUOH NPUOH
e BbINMOJIHAET PAQ e OYHKLMNOHAJIbHO
BAXXHbIX CDVHKLI,VIVI, HEAKTUBEH,
e HEMHO®EKLMNOHEH, ® NHOEKLUMNOHEH,
e HYYBCTBUTEJIEH K e BbICOKO YCTOMUUYUB K
HAITPEBAHUIO, YOO, HATPEBAHWUIO, Y®O,
NMOHN3NPYIHOLLEMY MOHU3SNPYHOLLUEMY
N3NTYHEHWIO, N3NTYHEHWUIO,
NMEPEBAPUBAKOLLEMY NMEPEBAPUBAIOLWLEMY

AENCTBMIO NMPOTEA3 OENCTBUIO NPOTEA3



ANMb®A-CINMAPATIN BETA-THXXU
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TPEXMEPHbIE CTPYKTYPbI
NMPUOHOB: PrPC (cneBa) n PrPSc (cnpasa)



KOHBEPCUSA PrPC B PrPSc NPEACTABJIAET COBOM
NMOCTTPAHC/NIALMNOHHDbIN NPOLLECC,
BKJTIOYAIOLLMWN MNMYBOKOE KOH®OPMALIMOHHOE
W3MEHEHUE - UBMEHEHME TPETU4YHOW
N OAXE YETBEPTUYHOU CTPYKTYPbI
HOPMAJIbHOI'O BEJIKA.



NMPOLECC HAKOIMNEHNA MHOPEKLIMOHHOIO
NMPUOHA MPOUNCXOAUT HE B PE3YJIbTATE CMHTE3A
B SAPAXXEHHOM OPrAHU3ME MOJIEKY/ PrPSc,

A BCIIEACTBUE KOH®POPMALIMOHHDbIX
U3MEHEHUW Y)XE CUHTE3UPOBAHHDbIX
HOPMAJIbHbIX MOJIEKYJ1 PrPC NOA4 BJINAHUEM
MOJIEKYJZ1 NTH®EKLUMNOHHOI'O NMPUOHA PrPSc
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MEXAHU3MbI NOBPEXAEHUA KJIETOK
AHOMAJ1IbHbIM NMPUOHOM

B OTJINMUE OT HOPMAJIbHOTIO PrPC - LUTO30OJIbHOIO
NJin MEMBPAHHOTI'O BEJIKA, PrPSc OBPA3YET
AIrPErAThbl, BbiMAAAIOWME BHYTPU UJIN BHE KJIETKHA

MHUUMNALUUNA ArPErATbl MOIYT 3AXBATbBIBATD
AMOMNTO3A OAKTOPbI TPAHCKPUILUUNY,

HENPOHOB ®EPMEHTbI, KOMINOHEHTDI
LNTOCKEJIETA

HEOBPATUMDbIE

KJIETKMA




NMpuyoH — 3T0 6es10K C aHOMAaJIbHOU TPETUYHOM
CTPYKTYPOM, CMNOCOBHbIN KaTaIM3npoBaTb
KOH(oOpMaLUMOHHOE npeBpalieHne HopMasibHOro
KJ1IeTOYHOro 6enka B cebe noao6HbIN (NPUOH).

npu nepexoae 6enka B NnpMoHHOE COCTOSIHUE ero
a-cnvpanuv npespallaroTcsa B B-csiom.

HoBble NpMOHbI NepecTpanBaloT HOBbIE
MoOJieKyJibl 6esika 3anyckKkas UuernHyro peakuuio, B
XxoAe KoTopou obpasyercss orpoMHoe
KOJINYECTBO HenpaBuJIbHO CBEPHYTbIX MOJIEKY/.

NMPUOHbI — eANHCTBEHHbIEe U3BecCTHble
MH(PEeKLMNOHHbIEe areHTbl, pa3MHOXXEeHUe KOTOpPbIX
nponcxoamnt 6e3 yyactmsi HyYKJIEMHOBbIX KUCJOT.



nMYTn BOSHUKHOBEHUA
‘NMPSAIMOE 3APAXXEHUE (3APAXXEHHAS MNMULLA)

‘MPUOHDbI COXPAHSIIOTA B OKPYXXAIOLLEW CPELE B
OCTAHKAX MEPTBbIX )XMBOTHbIX, B MOYBE, B HABO3E.
NMPUCYTCTBYIOT B MOYE, CJTIOHE U APYTUX X XNAKOCTHAX
U TKAHSAX TEJIA.

-3APAXXEHUE B XOA4E NOJIb3OBAHUA HECTEPWUJ/IbHbIMUA
XUPYPTMHECKUMU UHCTPYMEHTAMM.

*HAC/IEACTBEHHOCTb (HA [1O/110 HAC/IEACTBEHHbIX
3ABOJIEBAHUW NMPNXOAUTCS OKOJIO 15 % BCEX
C/TYYAEB)

B HEKOTOPDbIX CJTYHAAX ANiA PA3BUTUA BOJIESHU
TPEBYETCA KOMBUHALUUNA ®AKTOPOB, T.E. TEHOTMUIN
NMPEAONPEAENSAET HYBCTBUTEJIbHOCTb WA
BOCINMPUMMYUNBOCTDb K SABOJIEBAHMUIO.

*60J1bLLUMHCTBO NMPUOHHbIX 3ABOJIEBAHUA BO3HUKAET
CMOHTAHHO NO HEBbIACHEHHbBIM MPUYNHAM.



NMPUOHBDLI

YCTOUUYUBBI K MPOTEA3AM, BbICOKOMW
TEMMNEPATYPE, PAAUALNU, YO U3JTYHYHEHULO,
XPAHEHUIO B ®OPMAJIVHE

HE TEPAIKOT AKTUBHOCTWU NOCJIE NPEBbIBAHUA
B TEHEHUVE 18 MUHYT NPUN TEMIMEPATYPE 134 °C
B rEPMETU4HHOM NAPOBOM ABTOKIJIABE

HYBCTBUTEJIbHbI K OBPABOTKE
XJIOPHOU U3BECTbIO, CUJIbHOKUC/IbIMU U
CUWI1bHOLWWE/TO4YHbIMU CPEACTBAMMU
NOTEHUMAJIbHbIM METOAOM AJIA
OAESAKTUBALUUUMN N AEHATYPALMUU NMPUOHOB
MOXXET bBbiTb
CTEPUWIN3ALNA OSOHOM



NMPUOHHbBIE NHOEKLIUN HEJTOBEKA

e BOJIE3HDb KPEVITLI,CDEﬂb,ﬂA- 51,4057
e XPOHNYECKASl CEMEUHASA BECCOHHULUA
o KYPY

e CUHAPOM .
FEPCTMAHHA - LUTPAYCCJ/IEPA-LLEAHKEPA



MHKYBALIMOHHBbIA NEPUO4 MPUOHHDbIX
3ABOJIEBAHUN, KAK NMPABWUJ10, OMEHb
Aaonor, NoCJNE NoABJNEHNA CMMINTOMOB
BOJIE3SHb NMPOIrPECCUPYET BbICTPO,
nPmneoAsd K PASPYWEHMWNIO MO3ITA M
CMEPTM.

CUMIMNTOMDbI:
KOHBY/1IbCUUWN, AEMEHLWSA (CJIABOYMME),
PACCTPOUCTBO KOOPAMHALUUN ABMXEHUU

(ATAKCUSA), NTOBEOEHYECKME U
JINYHOCTHbIE USMEHEHMUAL.



BOJIE3Hb KPEUL|®E/IbATA-IKOBA
(KOPOBbE BEWEHCTBO)

— MPOrPECCUPYIOLWLEE ANCTPOPUYHECKOE
3ABOJIEBAHUE KOPbI BOJ1bLUUX NMOJIYLUAPUMWN,
BA3AJIbHbIX TAHITIMEB N CTIMHHOTIO MO3rA.

- CHUTAETCH OCHOBHbIM NPOABJTEHUEM
MPUOHHOM BOJIE3HMU (85 % BCEX N'YBYATbIX
SHLUEDPAJIONATUN).

- MOPAXAET NNIOAEWN BCEX HALLMUOHAJIbHOCTEMW
N PAC, MY)>KYUH M XXEHLLWH, B3POCJIbIX U
AETEMWN.

- MOPAXXAET JIIO4EN B BO3PACTE CTAPLLE 50
JNNET U NPOSABJIAETCAHA C BEPOATHOCTbBIO 1-2
C/NIY4AAA HA MUJIJTUOH.



BOJIE3Hb KPEMLL®ENbATA-IKOBA

® nposBAAeTca B popMe KpaTKMUX notepb
namMsaT™v, U3MEHEHUSAMU HACTPOeHuUs,
noTepen MHrtepeca K npoucxoasiemy
BOKPpYT.

e BbonbHOM NOCTEneHHo nepecraer
OCUJINBATb U TeKyLuue AENCTBMUS,
CBsi3aHHbIe C KaXXAO0AHEBHOMU >XU3HblO. B
KOHe4yHoM (pa3e HacTynaer
PAaCCTPOUCTBO 3PEHUSA, FANINIOLMHALUNN U
paccTpoucTteo peum (ocobeHHan
MeaJsZieHHas peyb).



BOJIE3SHU KPENLU®ENIbATA-SIKOBA
. B Bennkobpurauum (ymepno 100 yuenosek).
e3apa>xeHue MACHbIMU NPoAYKTaMU, coaepi XalmuMm
6bIub¥ NPUOHDbI N3 MO3ra «b6eleHbIX KOPOB>.
B oTinumne oT «Ks1accmyeckomn>» popmMbl 60n1e€3Hb
nopaxaet u Mosoabix noaen B so3pacte 20 ner.
‘NpoSIBJZISETCA B U3SMEHEHMUMUN JINYHOCTH, noTeps
MHTepeca K cBoeMy X066, CTOPOHATCA CBOUX CaMbIX
61n3KMX noaen, NnoaAalTCA AenpeccuUusiM.
‘[ToxyaeHne, HapyweHne KoopaMnHaumm ABNIKEHUMN.
NMaumeHT He cnocobeH caM o0 cebe nozaboTurtbcAH,
OTCYTCTBME N'MrmeHbl, He MoXXeT 6e3 yy>xon noMoLum
noecTb.
*OTAAJIEHO HAaCTynJiIeHne cnaboymusa, naumMeHT O4YeHb
AO0JZIr0 OCO3HAaeT CBoe yxyAluiatouleecss CoOCTosiHue.




BOJIESHb KYPY

- Y ABOPUTEHOB NJIEMEHN ®OPE HOBOW
'BUHEN, CBA3bIBAIOT C
OCOBEHHOCTAMU HALMOHAJIbHbIX
TPAONLUMU (PUTYAJIBHOIO
KAHHUBAJIN3MA), KOIr'AA X XEHLWINHbI U
OETU NOEAAIKOT MO3I' YMEPLLUUUX U
NMOJIYHAIKOT BbICOKYIO O3y
AHOMAJIbHOTI'O NMPUOHA.
MHKYBALMOHHbIN NEPUO/ BOJIEE 30 JIET.



®ATAJIbHASA CEMEUHAS BECCOHHULA
boJsie3Hb OTKpPbITAa UTaJIbAHCKUM AOKTOPOM UrHauumo

Poutepom B 1979 roay (cMmeptb OT 6€CCOHHMLbI
HECKOJIbKUX POACTBEHHUKOB >XEHbl).

B kOHUe 90-x naeHtudpmumpoBaHa Mytaums,
OTBEeTCTBEeHHas 3a 6one3Hb - B 178 KkOAOHE reHa
CUHTE3a HOpPMaJZIbHOro nNpuMoHa, B 20-n XxpoMocome,
acnaparvH 3aMeHE€H Ha acnaparmHoBYIO KMCNOTY. B
pe3synbraTte bopma 6en1KOBON MOJIEKYJibl U3SMEHSAETCH,
M OHa npeBpaujaeTca B MPUOH.
*HaKoONMJIeHue aMuIouaHbIX bnsilleKk B TaslaMyce,
oTAeNne Mo3ra, orsevyalowemM 3a CoOH, NPpUBOAMT K

6eccoHHMLUE U fanee K CMepTMm.



CMHAPOM

FEPCTMAHA — LUTPAYCCJIEPA — LLEUHKEPA

O4YeHb peAakoe, ceMenHoe, cMepTesibHoe
HenpoaereHepaTuBHoe 3aboneBaHue,
pa3BuBaeTCsa y NnauMeHTOB B BO3pacTe OT
20 no 60 ner.

NMpnunHa — MyTaumm NnpUMoHHOro 6enka.
XapaKTepusyeTcs, rnaBHbiM obpa3om,
MO3)XEeUKOBOMW aTaKCcuem,
PacCCTPOUCTBaAMM rNOTaHUA n poHaumm,
nporpeccumpyrowmm cnaboymmem Ha
npotsi>keHun ot 6 oo 10 net (cpeaHan
npoAo/HKUTENIbHOCTb 601e3HM
coctaBnsert 59,5 mecaueB), nocne yero
HacTtynaertr cMepTb. MHKY6aLMOHHbIN
nepuvuoa anutca ot 5 o 30 ner.



