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[TPUAOHDBI U TIPUOHHDBIE | ..o nasone s



[TJ1AH

*»4T0 Takoe NpUoHbI U NPUOHHbIE
3aboneBaHNA?

“»/13BeCcTHble NPUOHHbIE 3aborneBaHns
»[lnarHocTtuka

2»[podunnakTmka

»JleyenHne



YTO TAKOE MPUOHbI?

MpuoHbI (aHrn. prion oT protein «Genok»

+ [nfection «MHMPEeKUNA»— OErKu c
aHoOMarnbHOW TPETUYHOWU CTPYKTYpou. Ocobbin
Knacc MHPEKLMOHHBLIX MAaTOreHoB, He
cogepkallnx HyKnenHoBble KUCNOThI,
eJNHCTBEHHbIN B CBOEM poAe.



benok, Bbi3blBalOLLMN BCE N3BECTHbLIE NPUOHHbLIE
3aboneBaHna mnekonutawwmnx, HasoiBaetcsa PrP,
cokpaLllieHHoe oT PRion Protein. Ero goopma c
HOpMalbHOW TPETUYHOU CTPYKTYPOU Ha3bIBAETCH
PrP® (ot aHrn. common «0BbIYHbIN»

nnu cellular «<KNeToYHbINY ), a UHPEKLUMNOHHAS,
aHoMarbHasa dopma HasbiBaeTca PrP>¢ (ot aHrmn.
scrapie [ckpenu] «no4yecyxa oBeL», O4HO N3 NepBbIX
3aboneBaHMn ¢ yCTaHOBIEHHOW NMPUOHHOW
npupogow) unu PrP™SE (ot aurn. Transmissible
Spongiform Encephalopathies).



OcHoBHas OCODEHHOCTb

MHPEKLUMOHHBIX MPUOHOB — 3TO
NAOTHO  YyNakoBaHHble  [-NUCTHI,
ckflagyaTble criou OenkoBoOn

CTPYKTYpbl. HoOpManbHble NPUOHLI
BCTPe4yalTCAaA BO BCex 4acTax Tena

Mrekonutawwmx, Yy Hux, PrPS,

npeobnagaetr  KoHdurypauuss Q-
cnvpanu






[TpnoHbI cCNOCOBOHBLI NpeBpaLlaTh
KOH(pOpMAaLIO rOMOSOrMYHbIX OENnKoB B
nogobHyto cedbe, TeEM caMbiM yBENNYMBaHS
CBOIO YMNCNeHHOoCTb. ['lo uenHon peakuum
HopMaribHble 6enkn npnodbpeTtatoT BUA
PrP>° u nmeHHo nx cknag4yaras B-
CTPYKTypa obycnasnmBaet
doopmupoBaHme amunongoB. OTNoXeHUe
naTonorn4yecknx NPUOHOB NPUBOAUT K
OTMUPAHUNIO HEPBHOWU TKaHMW.
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[TPNOHHbBIE BOJIE3HW
HEJTOBEKA

+» bones3Hb Kpentydenbara-Akoba

“» cuHapom epctmaHna-LUTtpayccnepa-
LLlenHkepa

% BonesHb Kypy
% (pbatanbHaga cemenHaga beccoHuua



EONE3Hb KPEUTU®ENBbATA-
AKOBA

[Tporpeccupyrouiee guctpodunveckoe 3aboneBaHne KOphb!
6onbLLIOro Mo3ra, 6asasnibHbIX FAHIMWEB U CIIMHHOIO MO3ra.
CyunTaeTcsi OCHOBHbIM NPOSABIEHUEM [YO4aTON
dHLedanonaruu (npmoHHas bonesHsb). CMepTb
HacTynaeT B 100% cniyyaeB. CocTtaBnsieT okorno 85 %
BCEX MPUOHHbLIX SHLedanonaTtumn 4YenoBeka, nopaxaet
noaen Bcex HaLUMOHaNbHOCTEN U pac, MY>XXYUH U XKEHLLNH,
B3POCNbIX N OETEWN.




Hakannueatowmeca Ha NOBEPXHOCTU KNETKU
natonorn4yeckmne 6enkm brnoKMpyroT NMPOLIECCHI,
npouncxogdawine Ha membpaHe, YTo NPUBOAUT K
rmdenmn kneTkn. Knetka, crapasicb n3daBuUTbLCA OT
B6erkoB Ha MOBEPXHOCTUN, HAYMHAET NMPOU3BOAUTL
aKTUBHbIE KUCMOPOAHbIE COeANHEHUS, OHAKO Denok
Ha NOBEPXHOCTN HE AAET UM BbINTU 3a npeaens
KNneTkn. AKTUBHbIE BELLIECTBA pa3pyLUaloT camy
KIETKY.

Bokpyr nopak€HHbIX KNEeTOK Ha4nMHaeTcsa BocnaneHmne
C y4aCTUEM BbICOKOAKTUBHbIX (OEPMEHTOB,
nopakarowmx cocegHme 300POBbIE€ KINETKN.



“»BbICTPO Nporpeccupyrolas — B TeHYEHUNE 2 NET —
(«onycToLwaruwaa») oeMmeHUna ¢ ge3nHTerpaumnen Bcex
BbICLLMX KOPKOBbIX OYHKUWW; NUpaMmniHbIe HapyLeHnd
(cnacTnyeckue napesbl (CHMXeHne cubl MblLUL));

“*aKCTpanMpamMmnaHble HapyLleHus (XopeoaTeTos);

“*MUOKIIOHYC (HEMPOM3BOJIbHbIE COKPALLEHNS MbILLL);

“»artakcusg (HapyLLUeHne CornacoBaHHOCTU OBUMXEHUN
PA3NINYHbIX MbILLLL), aKUHETUYECKUM MYTU3M (YTpaTa
CrocoBHOCTM roBOPUTb N ABUraTbCS);

“»an3aptpud (HapyLleHue Npon3HoLLIEeHUS);

“»2NUnenTUYECKmE NPUNAanaKu;

“*3pUTENbHbIE HapyLIeHNs (aunaonus)







[McTonornyecknmn
npenapaTt — TKaHb JT0OHON
OOnn rosIoBHOMO MO3ra
©ornbHOro 6onesHbIo
Kpentudenbara — Akoba




®OPMbI BOJIESHW

+»» CnoHTaHHas
+» HacnencrtBeHHas
% AlTporeHHas

2 HoBbI BapunaHT — KOPOBbLE
OeLleHCTBOo



| CUMHOPOM N'EPCTMAHA —
LLITPAYCCNEPA — LULEMHKEPA

Cunpgpom N'epctmaHa — LUTpayccnepa —
LLlenHkepa (Gerstmann-Straussler-Scheinker
syndrome) — o4eHb peakoe, obbl4YHO ceEMENHOE,

CMepPTENbHOE HENPOL

ereHepaTtuBHoE 3aboneBaHue,

nopaatoLlee nauneHToB B Bo3pacTte oT 20 go 60
net. 910 TpaHCMUCCUBHaSA
CMOHrMoOopMHagqa aHLiedanonarugd, NpPU4NHON

3aboneBaHna aBnaeTcsd
MyTaumMsi reHa npruoHOBOro berka.




Habntopaetca aTtpo
dourga Mozxkedka. ITo
OYeHb TUMUYHO ONS
cuHgpoma [ LU

XapaKkTepunayeTca MO3XXe4KOBOW aTakCcuen,
paccTpoucTBamMm rmoTaHnua u ooHauuu,
nporpeccupyrowlen gemeHLmnen Ha NPoTAXKEeHUN OT 6 OO0
10 NeT (cpeaHast NPoaoMKNTENBHOCTbL BONE3HN
cocTaBndeTt 59,5 mecqaues), nNocre 4ero HactynaeTt
cmepTb. MHKyDaLmMoHHbIM nepuoa anutes ot 5 o 30




gaTaanaﬂ ceMelHasn
eCCOHHMUaA (aHrn. fatal familial insomnia,
FFI) — peakoe HEN3Nne4YnmMmoe
HacneacTBeHHOe, HeWpo-gereHepaTuBHOE
(DoOMUHaHTHOHAacneagyemoe) npuoHHoe 3abo
fieBaHue, Npu KOTOpom 00sIbHOU HEN3DEXKHO

yYMUPaET OT beccoHHuLbl. 3BECTHO Bcero
40 ceMeu, NOPaXEHHbIX 3TON DOMe3HbIO.



B kogoHe 178 reHa PRNP, HaxogsaLwerocs B 20-

N XpOMOCOMeE, acraparmHoBas KMCrioTa 3aMeHeHa

Ha acnaparuHd. B pesynsrate doopma

OenkoBoW MOJIEKYI1bl UBMEHSETCS, N OHA U3
HOpPManbHOro NpeBpaLLaeTcy B

6one3HeTBOPHbLIN NpuoH. ['loa Bo3gencTBmem
aHoOManbHOro rnNpuoHa apyrme HopmarnbHbIE DENKOBbIE
MOJSIEKYSIbl TOXKE NpeBpaLlaloTca B 00r1e3HETBOPHbIE
MPUOHHBLIE.

OTO NMPMBOAUT K HAKOMSEHUNIO aMUITOUNAHbIX

bngaliek B Tazamyce, otaene mMoara, oteeyatrolem 3a
coH. BHauyane amunounagHbie Onawkn

BbI3bIBAlOT OECCOHHULLY, MOTOM eLle boriee cepbe3HbIE
npoobnemsbl, U, HAKOHEL|, CMepPTb.




METOObl ANAITHOCTUKK

*l/lccnegoBaHue coctaBa CMMMHHOMO3IroOBOU XUOKOCTU
benkoBbiMn Mmapkepamu (MPA, b ¢ MOHOKNOHaNMbHbLIMK
aHTUTENaAMMN)

‘BbisiBNeHmne B KpoOBM NaTorIorm4eckoro NpuoHHoro oernka
METOOM BECTEPH-OMOTTUHrA.

‘IlccnegoBaHue ayToncuMMHOro martepuana.

‘[[eHeTn4Yeckue nccnegosaHud. [1o3BoONSAOT BbIABUTL

aHoManun B CTPYKTYpe reHoB, KOAMPYOLLUX NMPUOHHbIE
oenku.

* [1LIP gng BbissBrneHus PrP



' NIEYEHUE

TonbKO cmMmnToMaTnyeckoe



[TPOOUJTAKTUKA

% OrpaHn4yeHne WnCnonb3oBaHUA NEKapPCTBEHHbIX
npenapaToB XMBOTHOIO NPOUCXOXOEHUS U TOPMOHOB
)KMBOTHOIO MPOUCXOXOEHUS

% OrpaHun4yeHmne TpaHcnnaHTauum TBEPOAOW MO3rOBOW
000s0o4KN

% Wcnonb3oBaHne nepyatok npum pabote C
BMONOrM4YecKUMmM XNOKOCTAMN BOMbHbIX

X8 TwartenbHas obpaboTka MeaUNLMNHCKNX
MHCTPYMEHTOB



