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IIpuonnovle 3a6071e6aHUs UMEOM 00UsUe KTUHUYECKUE U NAMOI02UYecKUe XapaKmepucmuxy, maxue Kax
OezeHepayusi HeliPOHOB U OMII0NeHUEe AHOMAILHOL POPMbL MAK HA3bLEAEMO20 NPUOHHO20 benka. XapaxkmepHoimu
uepmamu NPUOHHBIX 3a0071e6aHUTI AE/IAIOMCA ONUMENbHBLT UHKYOAUUOHHDLLL Nepuoo, HeNnpoOooTIHUmMenbHoe
KAuHU4eckoe meuerue. Bo 6cem mupe scmpeuaiomcs cnopadudeckue u 2eHermuyeckue Gopmol NPUOHHBIX
3abonesanuil, U3 KOMoOPvIX ceHemudeckue Hopmol ces3anvl ¢ mymavusamu eena PRNP. Camoii pacnpocmparertoti
NpuUoHHo 60n1e3HbvI0 A6nTemcs bonestv Kpelimygpenvoma — Axoba. Knunuueckue uncmpymermot OuazHOCuKu
BKIII0HAIONM BU3YATU3AUUI 207I06HO20 MO32d, NPOBedeH e IeKMPoIHyedanozpaduu u uccnedosarue
CNUHHOMO0320801i HUOKOCU. XOMS NPpuoHHble 3a0071e6aHUS CHUMAIOTNCA OMHOCUMENLHO PEOKUMU, NOHUMAHUE UX
namozexesa u MexaHu3mMos HenpasUILHOU MPAHCPHOPMAUUU NPUOHHO20 OeNKA SHAUUMENTLHO PACUAUPUTIO SHAHUS
0 HelipodezeHepamueHbix 3a0071e6aHUSX.

Kniouesvte cnosa: npuorntuvie 3abonesanus, 6onesrv Kpeiimuygenvoma — Axoba, mpancmuccusHole cnoHeupopmHoie
sHyepanonamuu, HetipodezeHepamueHoe 3a60nesanue
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N3 ncropuum Bonpoca

IMpuonnsie 60ome3nn (IIB) OTHOCATCSA K PefKUM Heil-
poliereHepaTUBHBIM 3a00/IeBaHUAM Ye/IOBeKa 1 XU-
BOTHBIX, BBI3bIBaeMbIM MH(EKIMOHHBIMYU GeKaMy —
npuonamu. O6 3TUX ManoU3yYeHHbIX 3a60/IeBaHUAX
M3BECTHO HEMHOTO, HO C KaXX/IbIM I'OflOM IIOIBITKM
MOHATDH NPUPOAY MATONOTUN IPUBOIAT K HOBBIM OT-
KPBITUAM, YTO, 6€3yCTIOBHO, JaeT HafleXX Iy Ha IIO/IHO-
IleHHOe IOHMMaHe ITaTOTeHe3a PMOHHBIX 60/Ie3Helt.
Takue sHaHWA HO3BONAT pa3paboTaTh 9P PeKTUBHBIE
Mepbl TPOUIAKTUKA U, MOXKET OBITD, TeYeHNA.

Ha ceropHANIHMII leHb M3BECTHO O HECKOJBKUX 60-
Ne3HAX 4Ye/lOBeKa, BBI3BIBAEMBIX NpPMOHAMM. ITO
6onesup Kpeitrndensara - fAxoba (BKA), xypy,
cunppoM l'eprcmanna - Ilrpeyccnepa - Illennke-
pa, daranpHas MHCOMHMUS U HEKOTOpbIe ApyTrue. Be-
metcst ctporuit KoHTponsb I1B, cny4yan 3aboneBaHmit
perucTpupyloTca nmosceMectTHo. B Mmupe gacrora IIb
coCTaBsAeT OKONO 1-15 cny4yaes Ha 1 M/IH 4eloBeK
B rop [1].

ITousiTue «HpPUOH» MOABUIOCH OGrarofaps aMepu-
KaHCKOMY MojekynspHomy 6uonory C.b. IIpiosu-
He [2]. B 1982 r. y4yeHbIil mpubIusuiIcsa K pasrajke

MH}EKIMOHHOI IPUPORBI 6€IKOBOrO areHTa. 3a oT-
kpbITue mpuonos B 1997 r. C.b. IIprosuHep 6b11 yro-
croeH HobGeneBckoit mpemuu. MeTofoM ero paboThl
CTanM aKKyMYIALUA U OYUCTKA MHQPEKIMOHHOTO
areHTa B FOJIOBHOM MO3Te XOMKOB, MHQUIMPOBaH-
HBIX IpuoHaMmu. JJaHHOe MccIefOBaHUE MOMOITIO
pacmosHaTb, 4TO BO36yaurens Hanubomee pacmpo-
CTpaHEHHOII B IPUPOJe TPAaHCMUCCUBHOI I'y64aToil
sHuledanomaTUy IpeAcTaBasieT coboil 6e3HyKIIe-
MHOBBIT HU3KOMONIEKYIApHBI (27-30 k[la) 6emoxK,
areHT 6€IKOBOIl IPUPOABI C YHUKATBHOM CTPYKTY-
poit, numenHsbrir reroma B Buge JHK uwnn PHK, -
npuoH (prion — proteinacious infectious particle,
6enkoBas MHPEKIMOHHAA YacTuULa, unu PrP — prion
protein, mpuonHsIit 6em0kK). [TaTonornyeckust HpuoH-
HBLII 6€0K, KOTOPBIIT OTBETCTBEH 3a passutue 115,
MOABUJICSA B Pe3y/lIbTaTe COMAaTUYECKON MYTaIuu
npuonuoro reda (PRNP) unu cioHTaHHOI KOHBEp-
CUU HOPMaJbHOTO IpUOHHOTro 6enka PrPe (ot aHrm.
common — o6bIYHbIN Uu cellular — K1eTOYHDIN) B €T0O
naronorndeckyo ¢opmy PrPs (ot aHrm. scrapie —
moyecyxa oBell (ckpeillyu), IO Ha3BaHUIO OJHOTO
U3 IepBbIX 3a00/IeBaHMUIL C YCTAHOBJICHHON IPYOHHO
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npupogoit) npu cuopagudeckux IIb. Haxonnenne
naronorndeckoro PrP% B ganpHeitneM CBs3BIBaeTCS
¢ ero crmocobHocTpi0 NpeobpasoBriBaTh PrP° B ero
MHPEKIMOHHYI0 POPMY 3a CUeT MPOCTPAHCTBEHHBIX
uaMeHeHuit. VIsmenenusiit PrP% otnnvaercs ot Hop-
MaZbHOTO PrP¢ ycTOYMBOCTDIO K HATPEBAHMIO, YIIb-
Tpady0IeTOBOMY M PEHTTeHOBCKOMY OOTy4eHUIO,
4TO 0OYC/IOBJIEHO OTCYTCTBMEM B €€ COCTaBe HYKJe-
MHOBOI KucnoTsl. Ilox feiicTBueM NIPUOHOB B TONOB-
HOM Mo3re GopMUpYITCcs GUOPHUIIBI, Pa3BUBAIOTCS
aMMJIONM/I03 M aCTPOININO3 B OTCYTCTBUE MHQPUIb-
TPAaTUBHBIX BOCHA/INTENbHBIX peakunuii. B pe3ynb-
TaTe IIPOUCXOAAT Tubenb HelIpOHOB, o6pasoBaHMe
BaKyosIeli, 6e/KOBBIX arPeraToB U BOSHMKAIOT IyOKO-
o6pa3Hble M3MeHEHNsI TOIOBHOTO Mo3ra [1, 2].
Mcxops 13 mo/Ty4YeHHBbIX Ha HACTOALINI MOMEHT JaH-
HBIX [3], paccMaTpMBalOTCA HECKOMBKO BO3MOXHBIX
MeXaHM3MOB KJIETOUHOI rubeny npy JaHHOI IIaToo-
ruu. Bo-nepBbIX, IPOMCXOAUT NOpakeHNe CUHAIICOB,
3aTeM HellpOHa/bHasA Iubenb. [lereHepanusa cuHaI-
COB ¥ JeHAPUTHBIX MIVINKOB Ha HAYaJIbHON CTEIIeHN
IMaTONOTMYECKOTO Mpoljecca BAUAET HAa U3OMALNIO
HelIpOHOB OT 3/eKTPUUECKUX CTUMYIOB U Tpodu-
4eCKX (PaKkTOpoB. Bo-BTOpBIX, alONTO3 SBISAET-
CA HEMAJIOBa>XHBIM y4YaCTHUKOM IIaTOJOTMYECKOTO
npouecca, 06 9TOM CBUAETEIbCTBYET MOsBIEHNE
HPU3HAKOB, XapaKTePHBIX [/ aloNTo3a: GpparmMeH-
tanuu JHK n nannunposanma kacnasel-3 npu IIb.
B-TpeTpux, ayrodarus cunTaeTcs euie OLHIUM Mexa-
HU3MOM KteTo4HOI rnbenu. [Ipn akcrepuMeHTaTIbBHO
cuposonupoBanHoit BKS BuaBnsAoTCA ayTodarnude-
cKue Bakyonu [4]. B-ueTBepThIX, B pasBUTUY IIPUOH-
HBIX 3200/IeBaHMIT IPUHUMAET YIacTUEe OKUCIIUTENb-
HbIYE cTpecc. Hambomee 4yBCTBUTENbHBIE TTOJTHUIIBI
(HampuMep, HapBanbOyMUH-UMMYHOpPeaKTUBHBIE
TAMKepruueckne HeilpOHBI) HeTeHEPUPYIOT HEPBHI-
MU. B-nATHIX, MIpOBeJeHHbIE UCCIENOBAHNA YETKO
NEeMOHCTPUPYIOT BOBJIeUYEHNME CUCTEM IIPOIeCCUHTa
HPOTENHOB B Ipouecc GOopMUPOBAHUSA NIPUOHHBIX
MaToNOTHi. B3anM03aBUCUMOCTD MEX/]Yy BOBeYe-
HJEeM 5H/I0COMa/IbHO-TIM30COMAa/IbHON CUCTEMBI 1 pe-
rMOHaNbHOM martonorueit npu BKA moxer cBupe-
Te/IbCTBOBATb O TOM, YTO IePErpysKa 3TOM CUCTEMBI
OPUBOANUT K M3MEHEHUIO JTM30COMAIbHBIX QPYHKIINIL.
Koppenupyrmomue ¢ permoHalIbHBIM OBPEXAEHNEM
TKaHU npu cnopagndeckoit BKA, nepepacnpenenenue
U HaKOIJeHMe KOMIOHEHTOB YOMKBUTHUH-IIpOTea-
COMHOII CUCTEMBI B sAipe HEPOHOB NpPEJIIONaranT
X BOBJIeUeHMEe B MeXaHU3MbI BoccTaHoBneHusa JJHK
/Uy KnetouHoi rubenu [5]. B-mecThIX, TOKCUYe-
cKMe cBoitcTBa PrP*¢ yBenmuuBawoTca npu Hapylie-
HMM aHTMAIMONTOTUYECKON, aHTMOKCUJAHTHOI pa-
60ThI 6enka PrPs. VMcxons u3 3TOro, MOKHO CenaTh
BBIBOJ], 4TO mpoasnenus IIb nmpum myranuax PrP¢
CBs3aHBI B OOJIbIIENl CTENEeHN C NMOTepeil HellpoIpo-
TeKTUBHON pyHKuUHU PrP<, a Takxe ¢ TOKCMYECKUM
BO3[e/ICTBIEM IIPMOHHOTO OenKa.

ITonbITKYM M3y4YeHM MATOTe€He3a NMPUBENN K IIOHU-
MaHUIo, 4TO cTtaguit popmupoBanusd I1b e — skc-
TpaliepebpanbHas u 1epebpanpHas. Ha mepBoii

Hesponorua u ncuxmatpus

CTaguy CHavaja IPOMUCXOJUT MHTpalepeOpanbHasd,
MHTpallepUTOHeaNbHasA MM OpajbHasA MHBa3ui,
manee PrP* mocrymnaeT B opraHbl TMMQOpeTUKYIAP-
HOJl CHCTeMBI, Ije pernnunupyercs. PrPse nakannu-
BaeTCs B XPOHMYECKMX Oo4darax BOCIajieHu s, 4YTO CO-
IIPOBOXAeTCs pasBUTIEM MMMGOUTHBIX (OIUKYT
B pa3/NMYHBIX OpraHaX, HalpUMep IeYeH!, OYKaX,
IO/IXKeNTYLOYHOM M MOJTIOYHOII Xene3e. BereraTus-
Hasd HepBHasdA CHCTeMa peryampyeT MOCIe[yIOLni
nepeHoc PrP%¢ B LleHTpa/lbHYI0 HEPBHYIO CUCTEMY
(ITHC). Kpome Toro, nHOUIMPOBaHHbIE KIIETKU M-
MYHHOJ CUCTEeMBI CIIOCOOHBI K CAMOCTOATEIBHOMY
INPOHNKHOBEHUIO Yepe3 reMaTosHUedanndIecKuit
6appep B LJHC. Ha 1iepebpanbHOM 3Tame OCHOBHBI-
MU SIBJISIIOTCSI HapylleHue gerpajanuu PrPs B neit-
pOHe B CBA3M C €r0 KOHGOPMALVOHHBIM OTINYNEM
ot PrP° u nmpuobpereHue UM HelPOTOKCUYECKUX
CBOIJICTB [6].

3arafouHble M HeM3BECTHbIE CUMIITOMBI Hadaay 06-
peTaTh 4epThl OIpefle/IecHHOI IaTO/NOTUHU. Y4eHbIe
YMBI BCETO MMpa HEYCTaHHO U CKPYIY/Ie3HO cobu-
panu MaJo4NCIeHHYI0 MHPOPMAINIO, 06beJUHAACH
pajgu ZOCTVOKeHU 061Ieit Liemn, CTpeMIINCh 60blie
y3HATh O TAMHCTBEHHOM 6e/lKOBOM areHte. B utore
6b11a chopMynIMpoBaHA HNPMOHHAS KOHIJENMIINS,
BK/IIOYAIOL[asl B ceOs:

1) nHeKIMOHHBII areHT — 6enok PrPs;

2) nHGEKIMOHHBIIT areHT PrP5, KOTOPHIit MOXKET CUH-
Te3UpOBaTh cebs 63 HyKIeMHOBOI KUCIOTBI;

3) mpeBpamenue 6enKka u3 HopmanbHOIt Gpopmer (PrPe)
B nH}peknnonHywo (PrP*) myrem koHpOpMaLVOHHOI
TpaHchOpMaALI M.

Kpome toro, xondpopmanmonuslit mepexon PrPe
B PrP% MoXeT CIy4MTbCA CIIOHTaHHO M IPUBECTU
K cnopagunieckum dopmam I1b, a Takke BCrencTBue
IOCTYI/IEHNA B OPTaHM3M HATONOTUYECKON GOpMBI
PrPSc uspue (mpmnobperennsie popmer I1B). IIpn Ha-
CreficTBeHHBIX ¢popmax MyTanun B rene PRNP Toxxe
CIIOCOOHBI MPUBOAUTS K mepexony PrPe B PrP% [7, 8].
ITepBble MONBITKY M3YYUTh 3arajjouHble NHPEKIU-
OHHBbIe 6E/NKOBBIE COEMHEHMA IpefIpPUHUMATNCD
eme B XX B. [leppooTKpbiBaTeneM cran y4eHblit 'aHc
Tepxapn Kpeittudensnr, B 1921 r. HabmomaBuInii
maleHTa ¢ HeOObBIYHOM CMMITOMATUKOM, KOTOpas
He YK/IaJibIBajlach HU B OJJHO U3BECTHOE B Te BpeMe-
Ha 3aboneBaHne. [leTanbHBIN aHAMN3 KIMHUYIECKOIT
KapTuHbI (6BICTpONpOrpeccupyole ICUXNIECKre
HapyIlleHNs, MOPakeHNue L EeHTPaAbHON HEPBHON
CUCTEMBI ¥ CMePTbh) IO3BONVIN BBIJIeIUTD IIPUHIIU-
IMajJbHO HOBOE, paHee He ONMCAaHHOe 3abo/eBaHMe.
B tom xe rony Anbdonc K06 0TMeTIT KOMOMHAIINIO
ICUXUYECKUX HapYLIEHNI C CMMIITOMaMU Iopake-
HIS NepegHUX POrOB CIIMHHOTO MO3ra, 9KCTpalnpa-
MUJHOV ¥ NN PaMMUIHON CUCTEMBI M OXapaKTepu30BaJl
3aboneBaHMe KaK CIACTUYeCKUI IICEBJOCKIEPO3, UIN
sHIedanonaTUA C PacCeTHHBIMU OYaraMu Iopaxe-
HMA TKAHYM MO3Ta. Y>Ke B 1922 1. B Hay4HOJ IUTEpaTy-
pe CTanu MOsIBIATbCS ONUCAHUS 6ONE3HU, KOTOPYIO
Ha3Ba/Iy B YeCTb YYECHBIX, OTKPBIBIINX ee, 60TIe3HbIO
Kpeittudennara - Axoba [9, 10].
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HoBas spa passutnsa nsydyenna bKS Hagamace B AH-
Bape 2007 r. HeBponor JI. Manysnupuc u ee Komne-
ru us VMenbckoro yuusepcutera (CIITA) nposenu
MacuiTabHoOe MccaefoBaHMe, IO UTOTaM KOTOPOTO
06Hapy>XMIach BUPYCONOZ06HAs YacTNIIA, He COfep-
JKaBIlIasd HYK/JIeMHOBBIX KUCTIOT, MeHee 4eM B 10% xire-
TOK CKpeIM-MHQUIMPOBAHHBIX KJIETOYHBIX TUHUI
M IMHUI KIeTOK MbImy, nHbuuuposanueix BKA.
Torga 6bi1 0uIManbHO BBIABIEH 0COODIN, HOBBII
Tun MHGEKIIMOHHBIX 3abomeBaHmit [11].

Tem He MeHee mpMuNMHBI BO3HNMKHOBeHMA bKS n3syqe-
HBI HefjocTaTouHOo. Cpeiyt BceX MPUOHHBIX 9HILledano-
matuil yenoseka Ha gomio BKS mpuxoputca 85-90%.
BKA nopaskaeT muii Bcex HallMOHA/IbHOCTEI M pacoBOI
NPpUHAIIEKHOCTHN, Yallle MY>XYMH, HO BCTpeJaeTcs
U Y )KeHIIVWH B cooTHOoweHun 1,5:1,0 [1, 12]. VIsy4eHnsnl
u BbIfenieHbl yeThipe popmbl BKA: cnopapnyeckas, ce-
MeliHas, ATpOoTeHHas 1 HOBBIN BapuanT bKA. Onupe-
MMOJIOTMYECKYIE JaHHbIE, IPUBeJleHHble EBPONeiCKUM
HAay4YHBIM COOOI[eCTBOM, CBUETEIBCTBYIOT O HU3KOII
pacupocrpanennoctu BK. CornacHo o6HapopgoBaH-
Holt nHpoOpMaluy, 3a60/1eBaeMOCTb CIIOPafNIeCcKOl
¢dbopmoit coctaBnseT npumepHo 1,5-2 Ha 1 MJIH B rof,
Hac/lefcTBeHHON ¢opmoit — 1 Ha 1 MnH B rog [13].
Hacnencrsennsle ¢popmbr BKA o6ycnosnens nonu-
mopdusmom B 129-m xomone PRNP [14].

MHKy6aLIOHHBII IepUOJ, KaK M IIPYU OCTANIbHBIX
dbopmax MeneHHBIX MHEKINIL, [AUTEABHBIN — IPU-
6mm3uTeNnpHO OT YeThipex fo 30 met [15]. Duupgemus
TPAaHCMUCCUBHOI ry6uaToit sHnedanronaTuu KOpos
(kopoBbe GemrenctBo) B 1990-x rr. B AHI/IMM HaHec-
J1a KOJIOCCAJIbHBIN 3KOHOMMYECKUI ¥ COLMAIbHBIN
yiep6, ot BKS ymepno oxono 40 nuiy MOIOZOTo BO3-
pacta. B 1995 r. B Coegnnennom KoponescTse mo-
SIBUTIOCH coobmienne o HoBoM Bapmante BKA. Kpome
aNIIMEHTapHOT0, BO3MOXEH ¥ ATPOTEHHBIN NYyTh
nepenaun BK. Mudeknus cnocobHa nepenaBars-
cA B pe3ynbTaTe TPAHCIJIAHTALIMM TOHOPCKOIL 3apa-
JKEHHOIT POTOBUIBI U TBEPHOIl MO3TOBOI 000TOUKIA,
Ipy JTe4eHUM NperapaTaMy 4eJI0BeYeCKOT0 TOpMo-
Ha pPOCTa ¥ TOHAJOTPONNHOB, UCIONb30BAHUY UH-
UUMPOBaHHBIX MHCTPYMEHTOB U BHYTPUMO3TOBBIX
37IeKTPOJOB B XOJie HellpOXMPYypPruuecKux omnepa-
nuit. B 1974 r. 6si1 BepBble 0pUIMATBHO 3aperu-
CcTpupoBaH cnydait passutua bKA y manmenTa uepes
18 MecsAIeB Mocie Mepecajiku poTOBUIIBI OT IOHOpA
¢ ycTaHOBNIeHHBIM auarHo3oM BKS [16]. Benenue
MHQUIMPOBAHHBIX TKaHell B MO3T IPUBOJUT K Hau-
MeHblLIeMy MHKYOalMOHHOMY Hepuofy — ot 15 fo
20 mecsueB. BeefmeHue ke 3apa>keHHOTO MaTepuana
B MBILIIY acCOLUUPYeTcs ¢ 6oyee [AUTENbHBIM IIe-
puonoM — ot nAtu fo 30 net. [Ipn npsamom Bo3sgeiicT-
BMJ Ha MO3T 4eJI0BeKa 3apa’kKeHHBIM XM PYPIUIeCKNM
MHCTPYMEHTapueM UM MCIONAb30BAHUM 3apakeH-
HBIX BHYTPMMO3I'OBBIX 3JIeKTpoaHIedanorpadpuye-
CKUX 9/7IeKTPOROB CpeRHss LAUTEIbHOCTh MHKYOa-
nuonHoro nepuopa BKA coctasnser 18-20 mecAnes.
Cpenn Bcex cny4aes ArporeHHbpix bKS 6onpmuHcT-
BO OTMEYaJIOCh y /NI, IIOTYYaBIINX YeI0OBEYECKUI
coMaToTpomnHbIl TopMoH (cBbinre 100 4yenoBek),

HECKOJIPKO MEHbIe — Cpeiy MaleHTOB, IONy4YaB-
mux runo¢pusapHslii ronagorponuu. Xorsa BKA
BCTpeYaeTcA KpaliHe pefKo, y4eHbIe JONYCKAT, YTO
Bce-Taky 13 60 000 ofH JOHOP MOXXeT OBITH OTEH-
ManbHO MHGUIMPOBAH, O YeM HU OH, HU KTO-1160
APYyroil He IOMO3PEBAIT BCAEACTBME JIIUTEIBHOTO
MHKYOal[MOHHOTO Nepuofa. B aToM ciydae uMerorcs
orpomHble pucku. Ilpennonaraercs, 4To HMXXe onpe-
[eJIEHHOTO YPOBH KOHI[eHTpauuu Bo36yautens BK
3apakeHus He Ipoucxoput [17].

ITo maHHBIM MHOTOYMCIIEHHBIX aBTOpoB, bK mopa-
JKaeT JII0Jeil cTapuieil BO3pacTHOM IPYIIIbI, B CPefi-
HeM B Bo3pacTe 60-70 net. He MckioueHO BO3HUK-
HOBeHUe 1 B 6olee MonomoM Bo3spacre. VmeroTcs
ciydan nosiBneHus 6omesnu B 20-40 ser.

Knununyeckas KapTuHa

Knuandeckas xaptuHa BKA upesBbiuaiino pasHo-
obpasHa, a pefjKas BCTPeYaeMOCTb elle OOnbIe 3a-
TPY[LHAET BbIJje/IeHNe YeTKUX KPUTepueB, onpepe-
NAIUX KIVMHUYeCKNe IposaBlIeHna. TeM He MeHee
BbIJle/IeHBI XapaKTepHble ocobenHocTu BKSI. V3Becrt-
HBI OATb cTaguit passutua bKA:
1) mpogpomanbpHasA CTafu;
2) cTapus MepBBIX CUMIITOMOB;
3) pa3BepHyTas CTafuA;
4) puHanpHAA CTAfU;
5) cTapus MPOAJICHHON KU3HY B YC/IOBUSIX peaHMMa-
LMOHHOTO OoTAeneHns [1].
ITpu BKSI nabarogaercst mpogpoManbHbLil Hepuox 3a
HeJle/IM VIV MeCALB [0 IOABIEeHUS NePBbIX KIVHU-
4eCcKMX CMMIITOMOB. K mpopoManbHBIM CMHAPOMaM
oTHOCAT adpdeKTUBHbIE, BeTeTaTMBHbIE HAPYIIEHN,
TaKle KaK PacCesHHOCTD, CHYDKeHIe HaCTPOeHN , T0-
BBIIIEHHAs YTOM/IAEMOCTb, allaTus, HapyLIeHNe all-
IeTUTa, CHY)KEeHNe MAcChl Tela, MoTeps N1buo, mpo-
rpeccupyoliue COCTOSHUA TPEBOTY ¥ UIIOXOHAPUN
C TUIIMYHBIMY IaHNYeCKMMM aTaKaMI, CU/IbHOJ THEB-
HOJT COHNMMBOCThIO. Hecrenuduieckne mposBaeHms
B fie6ioTe 3ab60MeBaHNA, HAIpUMeEP U3MEHeHNe B I10-
BeJleHUN, allaTus, CHM>KeHNe HaCTPOeHN s, He3aMHTe-
PeCOBaHHOCTDb B IIOBCE/IHEBHBIX Jle/laX, He BBI3BIBAIOT
HacTopoxeHHOCTH. OOBIYHO [aHHBIE NMPOABIEHMN
CBA3BIBAIOT C YCTAJIOCTBIO, CTPECCOM, IIepeyTOM/ICHN-
eM. Kak y>xe oTMedanoch, OTCyTCTBUE HACTOPOXKEH-
HOCTY 00YCIIOBJIEHO KpaliHe pefiKOil BCTPeYaeMOCThIO.
Kpome Toro, gpyrue nmaTorHoMOHMYHbBIE CUMIITOMBI
He BBIABNAKTCA [18]. VI3MeHeHMe HacTpoeHMs B Ha-
gajie 3a60/1eBaHNA COIPOBOXK/IAETCS KOTHUTVBHBIMMU
paccTpoiiCTBaMM PasNIMYHOI CTeIIeH) BBIPaXKeHHOCTY,
CHIDKEHMeM IaMATYU, BHUMaHM A, ObITOBOI 1 mpodec-
CHOHAJIbHOI fiesafianiTanyeli. ONycaHel CIydan, KOrjga
Ha IIePBbIJ IJIaH BBIXOAAT IICUXOTUYECKNE PACCTPOI-
CTBa, HATIPUMEP CTPaX IpecIefoBaHNs, Opef, Tamo-
yuHanuy. HabmopaloTcs TakKe 061eMO3roBble CHM-
IITOMBI, TOTIOBHasI 60JIb, TOTIOBOKPYXXEHIUeE.
[TepBble mposiBIeHMsT 3a60/eBaHUS IIPEACTABIAIOT
c060it 3puTenbHBle HAPYLIEHUs: SUIIONNUIO, HeYeT-
KOCTb 3peHNsd, [eMIAHOIICUIO, 3PUTEIbHYIO alHO3MIO,
3pUTENbHbBIE TA/UTIOIHAIIY, HUCTArM, Kocornasue [17].
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3puTenbHasA arHO3MA — PACCTPONCTBO 3PUTEIBHOTO
BOCIIPMATNA, BOZHUKAOIIee IPY NOpa>keHN ! KOPKO-
BBIX CTPYKTYP 3aJHUX OTHENI0B OONbIINX ITOMyIIapuit
U IpOTeKakllee NP OTHOCUTENbHON COXPAHHOCTU
97eMEeHTAPHBIX 3PUTENbHBIX PYHKUUI (OCTPOTHI
3peHus, IOJIeil 3peHn, BeToouymenns). ng spu-
TenbHONM arHo3uy npu BK xapakrepHa Tunm4yHas
KIMHUYeCKas KapTuHa: 6OJNbHOI He B COCTOAHUU
C IIOMOIIbIO 3pEHNUA PACHO3HATh MpeAMeThl UM UX
M300parKeHus, XOTsI BULKUT UX U ONIpefesiseT OThe/b-
Hble UX CBOJICTBAa. Hampumep, manmeHT MOXKeT BOC-
IPYHUMATh IPOCThbIe PUTYPBI, HO He Y3HAET C/IO>KHBIE
u300pakeHUs U3-3a CY>KeHUsA 3PUTEIbHOTO BOCIPHU-
stust. OtgenpHble 3neMeHTH (GopMa, pasmep, I{BeT)
He PAacIO3HAIOTCA B COBOKYIHOCTH, HO IOHMMaHINe
OT/IeTIbHBIX IIePeYNCIeHHbIX IPU3HAKOB He HapyIle-
HO, 4YTO Jie/laeT HEBO3MOXXHBIM y3HaBaHNE IpefMeTa
(nHaue 3TO Ha3bIBAETCS AYLIEBHOI CIEMIOTOI).
Berpewaercsa u acconmatuBHas arHosus — ¢popma
3pUTEIBHON arHO3UY, IPYU KOTOPOI O0IBHOI He B CO-
CTOSAHUM COOTHECTM CO CBOMM IIPEXHUM OIBITOM
BUJUMBIE IPEeAMETHI MU UX U300pakeHNs, pacIo-
3HATh U ONpeJieINTh UX 3HaYeHue. IIpy sToM manyeHT
He MOXXET OT/IMYMUTD IPYT OT IPyTa CXO[ HbIe IIpefMe-
TBI VIV X M300Pa’keHNsI, HAIPUMepP OYKU U KOJIECO.
Ha passepnyroit cragun BKA onpepenaoT nogoct-
Py IpOrpeccupyomyo JeMeHIU0, MUOKIOHUMN,
TUNMYHbIE MePUOAMYECKIEe KOMIIIEKCHI Ha 3/IEKTPO-
sHnedamorpamme (93I') u HOpManTbHbIE TOKa3aTeNn
B CIMHHOMO3TOBOJ XugkKocTu. HapactaoT KorHU-
TUBHDbIE HAPYILIEHNA U IPOCTPAHCTBEHHA [Je30pUeH-
tTanusa. Y 70% IallMeHTOB MOTYT HabmIofaTbcs
ampaKkcus Xofb6Obl, TONTOBOKPY>KeHNe, HUCTATM, MO3-
JKeUYKOBble HapYIIEHUs B BUJe aTaKCUM, TpeMopa
n gu3apTpun. IlporpeccupyioT 3spuTenbHble rajno-
LOVHAINU, HaA'bAEepHble TTTa30fBUTraTeIbHbIE pac-
cTpolicTBa. B 75% ciy4aes BHIABAATCA MUOKIOHNN,
y IIOJIOBUHBI 6O/IBHBIX — 9KCTPANMPaMMUHbIE U IUpa-
MMU/JHbIE HapyIIEeHN .

ITepevnucneHHble CYMIITOMBI Heu36e>XXHO Iporpec-
CUPYIOT, B QMHATBHON CTafVy 3aBepIIAIOTCA HEeMeH-
11el, aKMHETUYECKMM MYTU3MOM, PacCTPOIICTBOM
CO3HaHMA, CHACTUYECKUMY NMapaandaMi, TUIEePKU-
He3aMI, TeHepaIn30BaHHBIMY MUOKIOHMAMMI. OT Je-
610Ta 3a60€BaHNA O CMEPTENBLHOTO UCXO/a B Cpefl-
HeM IIPOXOJUT OKOJIO Tofia.

InarnocrTuka

Peanumanuonusle Meponpuarua npu BKA Head-
(eKTUBHBI, HO MOT'YT IIPOBOJUTHCS IO COLMAIbHBIM
MOKa3aHMAM (CTafysA HPOMTIEHHON XU3HM) M3-32 OT-
CYTCTBUA COOCTBEHHOTO fibIXaHusA. IIpnunHoit cmep-
TU Ha JAHHON CTafuM SIBNIAETCA cepfiedHas HeloCTa-
TOYHOCTbD.

JocToBepHBIN AMAaTHO3 NpPU KMU3HU NMOCTABUTh He-
BO3MOJXHO, HO, ONMpPasACh Ha KIYEBbIE MOMEHTBHI
B KJIMHUYECKOI KapTIHe, MOXHO ¢ 6O/BIION foell
BEPOSATHOCTY NPEAIIONOXNUTb fuarno3 bKA.
YcraHOBNIEHB AMarHoctumdeckme kpurepum BKA
(EU, 2017).

Hesponorua u ncuxmatpus

Onpepenennasa bKA:

v/ XapaKTepHas HeBpO/IIOTMYecKasi CMMITOMATUKA;

v/ MOpdonornyeckoe UaM UMMYHOTHCTOXMMMIYECKOe
HOATBEPXK/EHNE.

Beposarnas BKA:

1) mporpeccupymomas JeMeHI1A;

2)He MeHee JBYX IPU3HAKOB ¥3 NepeYMCIEeHHBIX:
a) MMOKJIOHYC; 6) HapyleHVe SPeHIS UK MO3XKed-
KOBas CMMIITOMATMKa; B) MM paMMUHbIE MM 3KC-
TpallMpaMUZHble CMMIITOMBI; T) aKMHeTHYeCKNI
MYTHU3M;

3) TMIMYHbIe M3MEHEeHMs IIPU BBIIOTHEHMM Mar-
HUTHO-pe3oHaHCHON Tomorpaduu (MPT), unn
xXapakTepHbIll O9I-nmaTTepH, WM NO3UTUBHASA Lie-
pebpocuuHanbHas XUAKOCTH (14-3-3).

Bosmoyxnaa BKA:

1) mporpeccupyiomas geMeHIN;

2) He MeHee ABYX IPU3HAKOB 13 HepeuMCIeHHBIX:
a) MUOKJIOHYC; 6) HapyllleHMe 3peHM S UM MO3XKed-
KOBas CUMIITOMATMKa; B) MM paMMUHBIE MM 9KC-
TpanupaMUZHble CMMIITOMBI; T) aKMHeTHYeCKNI
MYTHU3M;

3) IPOROMKUTENBPHOCTD 3a60eBaHNA — MeHee IBYX
ner [19].

Juarnoctuxa BK ocHOBaHa Ha KIMHMYECKON Kap-

TUHe 3a00/IeBaHNA U pe3y/IbTaTaX UHCTPYMEHTalb-

HbIX uccnegoBanuin. Ha MPT ronosHoro mosra BbI-

ABIsAeTCcsA nepebpanbHas arpopus. MPT-kapTuHna

BK S mprobperaeT xapaKTepHBbIe Y€PTHI 10 Mepe Po-

rpeccupoBanus 3abonesaHus. KiodeBbIMM MOMEH-

tamu Ha MPT B pexxumax FLAIR u DWI apnaorca
orpannyenue gudp¢ysun Ha DWI u/unu nopblenne
nHTeHCUBHOCTU curHanaa Ha FLAIR B o6mactu cxop-

JIYIBI, XBOCTATOTO sApa V/UIN KOPbI, KOTOpOe 06Ha-

pyxuBaerca y 80% malMeHTOB CO CIOPaAMYeCcKONn

bK/. lnarHocTu4Yeckoe 3HAaUYeHNeE UMeeT KaK coueTa-

HJEe ONMCAHHBIX XapaKTePUCTUK, TaK U U30IUPOBAH-

HOe BBbIAIB/IEHNE M3MEHEH! I CUTHA/IA TOJIBKO OT KOPBI

VIV TOJIBKO OT 6as3anbHbIX sifep. VI3aMeHeHust curHama

B 00/1aCTV KOPBI HOJKHBI OTMEYaThCS KaKk MUHUMYM

B IBYX oOmacTaX (BUCOYHAsA, TeMEHHas, 3aTbUIOYHAA).

[MnepuHTEHCUBHDBIN CUTHAN OT KOPKOBBIX M3BUINH

ABNIAAETCA OfJHMM U3 JIETKO Y3HaBaeMbIX CUMIITOMOB

npu BKA, B nurepatype oH HasbiBaeTcs cortical

ribbon sign - cuMnTOM KOpTUKaAbHOM NeHTHI. CUM-

IITOM «IOAYIIKM TajaMyca» XapaKTepus3yeTcs IOBbHI-

IIeHJeM MHTEHCMBHOCTY CUTHA/MA OT 3aJJHUX OTHETIOB

Tanamyca (mogymku tranamyca). CHUMITOM XOKKeNHOI

KJIIONIKY IpeficTaBisgeT co00Ji coueTaHMe TUIIePUH-

TEHCUBHOCTM IOAYLIKY TajlaMyca ¥ TUIIEPUHTEHCHB-

HOCTM Mefino6asanbHBIX fAfep TalaMyca, Pacroo-

JK€HHBIX B IlepMaKBelyKTaJlTbHOM CEPOM BellleCTBE.

ITpu ocMOTpe aKCUaAbHBIX M300paXKeHNIT HA YPOBHE

III >xemymoYKa 1 TaTaMyCOB TUMIIE DMHTEHCUBHBII CHT-

HaJI B 00JIaCT¥ TajlaMyca HefICTBUTE/IbHO HAIIOMUHALT

XOKKeHYI0 KWKy [5].

93Tl uMmeeT AmarHocTuYeckoe 3HadeHue npu BKA.

XapakTepHBbl U3MeHeHMA Ha III B pa3BepHYTON

CTafiuy B BUJe OBYX- MU TpeX(pa3HBIX OCTPBIX BOTH

¢ gacroroit 1-2 I';, KOTOpble OOBIYHO BBIABIAITCA
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Ha (oHe 00111elt CHMIKEHHO aKTMBHOCTU. ITU IIEPUO-
JUYeCcKue OCTpble BOTHBI HECUMMETPUIHBIE U 3a-
MeJIAITCA IPU IPOrpeccupoBaHNy 3aboeBaHMA.
CuMMeTpMUYHBIE TeTa- U [jeNbTa-BOTHBI MOTYT Ha-
OMI0aThCS Mepefl BOSHUKHOBEHMEM II€PUOJUIECKIUX
OCTPBIX BOZMH. MMOK/JIOHNY He BO3HMKAIOT O MOSIB-
JIeHU A IepUOAMYIeCKUX OCTPphIX BoMH Ha DI [laHHOE
UCCeoBaHMe HeOOXONVMO NIPOBOAUTD B NIMHAMU-
Ke 10 Mepe pasBUTHUsA 3a60NeBaHNA, YTO IIO3BOIAET
YCTAaHOBUTH MOMEHT IOSIBJIEHNS OCTPBIX JBYX- MU
Tpex¢as3HbIX BONH [, 5].

KnuHndeckumit 1 6MOXMMUYIECKUIT aHAIU3Bl KPOBI
npu BK, xak npasuno, B HopMme. VIMMyHonornye-
CKMX MapKepoB [JaHHOII IaTOMIOTUM He CYI[eCTBYeT.
ITpu 6moICUYU rOMTOBHOTO MO3Ta BBISB/ISIOTCS CIOH-
ruodpopMHbIe U3MeHeHNU s, TubeIb HeIPOHOB U ac-
Tpornmnos. B mepe6bpocnuHanbHON XUAKOCTY MOXKET
ObITh He6OIbIIOE TOBBILIIEHIE YPOBHs Oenka (creru-
duuecknit mapkep — 6enok 14-3-3). B nebrore 3aborne-
BaHMI He UCK/TIOYEHBI IIOBBILIEHNE YPOBHS 9HOMTA3BI
KaK MapKepa ru6eny HeiipOHOB, yBe/lNueHle KOHIIeH-
TpaL My MOTIOYHOI KMCIOTHI [1, 5].

Vcxopst M3 CKa3aHHOTO, MOXKHO CJie/IaTh BBIBOJ], YTO
paHHelt AuarHocTuky He Tonbko BKSI, Ho u Beeit rpym-
IIBI IIPMOHHBIX 3a00/IeBaHNIT He CYIeCTBYeT.

MpodunakTuka

Bce ¢dopmbr BKA MoryT 6bITh 3apasHbiMu u, 6e3-
YCIOBHO, cMepTeNbHBIMU. fITporeHHBIe GOPMEL 3a-
6o/eBaHNA TIepealoTCA OT YeloBeKa Ye/IOBEKY Ipu
TPaHCIUIAHTALM}M OPTaHOB, Yepe3 XUpyprudeckue
nHcTpyMeHTH [20]. IlockonbKy MHGEKIMOHHbIE
areHThl YCTOMYMBBL K IpOT€a3aM, BBICOKOI TeMIle-
parype, pafuanuy U XpaHeHNI0 B GopManuHe, A1
YHUYTOXEHVA IPUOHA TpeOyeTCs TUAPOIN3 VTN Pas-
pYylIeHMe UX TPeTUYHO CTPYKTYPBl. ITOIO MOXXHO
IOCTNYDb 06pabOTKOII XTTOPHOI U3BECTBIO, TU/IPOKCHU-
[IOM HAaTPUsl U CUTbHOKMCIBIMU MOIOIUMM BelllecT-
Bamu. [IpebbiBaHNMe B Te4eHMe 18 MUHYT IPU TeMIIe-
patype 134 °C B repMeTNYHOM IIapOBOM aBTOKJ/IaBe
He [eaKTUBMPYET aT€HTHI, 4TO Je/laeT HeBO3MOXXHBIM
aflekBaTHOe o6e3BpexxuBaHMe Bo3Oyaurens. Paspa-
60TaHbI CIeManbHble METOABI MPODUIAKTUKY U 3a-
MMTHI, 61arofaps KOTOPBHIM MOXKHO 06€3011acuTh Ha-
celleHNMe OT MarybHOTo HefyTa.

Mertoasl npodUIaKTUKU Tepemadyy MHPEKINU
CTaHOBATCS NPUOPUTETHON 3ajadeil 3JpaBoOX-
paHeHUs BO BCeX Pa3BUTBHIX cTpaHax mmpa [21].
Taxk, sumoitr 2000 T. MUHNUCTEPCTBO 3LpaBOOXpaHe-
HUA SNOHUM IpU MPOU3BOACTBE TeKaPCTBEHHBIX

Nuteparypa

CpencTB, COmep KallMX MHTPEAMEeHTH XMBOTHO-
IO IPOMCXOXIEHUs, 3allpeTUNIO UX BBIMYCK Oe3
cTporoit ordyeTHocTu. Ilepes TeM Kak IpONyCTUTH
IPOAYKT Ha PBIHOK, OT BCeX IPOU3BOAUTeNEI Oe3
UCKIOYeHNsI TpebyeTcsi IpenoCcTaBIeHne CBefe-
HUI O IPOBEJEeHHOM NMCCIefOBAHNI MPOUCXOXKIe-
HMS KaXX/IOTO KOMIIOHEHTa, BKIIOYEHHOTO B COCTaB
Ipy NMPUTOTOBIEHUM Npemnapata. B Pecnybnuxe
bemnapycp B 2001 r. moArOTOBUAM 3aKOHONPOEKT
«O Mepax 1o mpefyIpexjgeHnio 3a601eBaeMoCTH
JI0fiell HOBBIM BapuaHTOM 6one3nu Kpeiirngens-
nTa — Iko6a». B Poccunu B 2000 1. Tak>Xe aKTUBHO
paspabaTbIBanyUCh Mephl IO TUMUTUPOBAHUIO VM-
mopTa MOTeHI[MaTbHO UHPULMPOBAHHOI TOBAAU-
HBl 13 cTpaH EC, BKIIOYEHHBIX B TPYIINY BbICO-
Koro pucka. Ha HanmoHanbHOM ypoOBHe I/1aBHaA
pPeKOMeHJaLsA COCTOUT B COOMIOICHUN YHUBEP-
CaJIbHBIX Mep IPeJOCTOPOKHOCTH, a He B TOTaJb-
HOM JeTaJTbHOM TeCTMPOBAHUM NOJO3PUTENIbHBIX
crydaes [22, 23].

3aKnoyeHue

[TpnonHble 60€3HN OCTAIOTCSA MATOU3YYEHHBIMIU.
Hecmortps Ha craryc opdaHHbIX 3aboneBannii, I1b
BCTpeYalOTCA Yallle, 9eM B IIpeAbIyLiue gecsATHIe-
TS, 4YTO, 6€3yYCIIOBHO, CBS3aHO C IIOBBILIEH)EM Kaye-
CTBA JMATHOCTUKM.
[IpuoHHBle 60M€3HM HAHOCAT OTPOMHBIN IKOHO-
MUYECKHUIl yiepO B PasBUTHIX CTPAHAX, IIOCKOIBKY
IO CUX IOp He pa3paboTaH eIMHBIN IIAH JTeIeHU S
nnpodunaxtuku. [IpegnpunuMaioTcs 6e3ycIenrabe
MONIBITKY CO3LaHNs TIeKapPCTBEHHBIX IPEeIapaToB.
OrcyrcTBue nedeHUs, HeM30eXHBIN TeTanbHBIN
JCXOJ, CYIeCTBEHHBINI 9KOHOMUYECKUIL Bpef 06bsC-
HSAIOT aKTYaJbHOCTb pacCMaTpyBaeMOil IPOOIeMBl.
Heob6xopmyuM mOMCK HOBBIX METOROB M3y4YeHMUs 3ara-
TOYHBIX IPUOHHBIX aTeHTOB [23].
YdeHble pasHBIX CTPaH MPOJOKAIOT aKTUBHO MU3Y-
yaTh matoreHe3 u atuonoruw IIb. IlogaBnamTcsa
HOBbIE JaHHbIe. ITO MO3BO/ISET HAMIEATHCS, YTO PAHO
UM MO3[LHO, 3Has IPUPOAY 3aboIeBaHNsA, YUCHBIE
CMOT'YT HAaJITU CIOCO06 JIeYeH N .
HUngopmayus o punatncosoii noddepike.
Hccnedosanue u nybnukayus crmamou
OCyusecmesnieHvl Ha AUUHble CPEOCMBa A8MOPCKO20
Konnekmuaa.
Kongnuxm unmepecos. Aémopoi dexnapupyrom
omcymcmaeue A6HLIX U NOMEHUUATIbHBIX
KOHPIUKMOB UHMEPECO8, CBA3AHHBIX ¢ NYOnUKAYUell
Hacmosuetl crmamol.
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Prion diseases share common clinical and pathological characteristics, such as neuronal degeneration and deposition
of an abnormal form of the so-called prion protein. The characteristic features of prion diseases are a long incubation
period and a short clinical course. Sporadic and genetic forms of prion diseases occur worldwide, of which genetic
forms are associated with mutations in the PRNP gene. The most common prion disease is Creutzfeldt-Jakob disease.
Clinical diagnostic tools include brain imaging, EEG, and cerebrospinal fluid testing. Although prion diseases are
relatively rare diseases, understanding their pathogenesis and the mechanisms of mistransformation of the prion
protein has significantly expanded knowledge about these neurodegenerative diseases.
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