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ITPUOHBI: HA TTYTU K PA3T'AJIKE TAWHBI BEJIKOB-PA3PYIIIUTEJIEN
KOced Axmen Ycama FOced Maxmyn, Auus XaMuTOBHA 3aKHUPbSHOBA

Kadenpa nHOCTpaHHBIX S3bIKOB M MEKKYJIbTYPHON KOMMYHHUKAIIUU

OI'bOY BO «Ypanbckuii TroCylapCTBEHHbIM MEIULMHCKUN  YHHUBEPCUTET»
MunucrtepcTBa 3apaBooxpanenus PO

ExarepunOypr, Poccus

AHHOTALIUSA

BBenenue. UenoBeuecknii MO3T COAEPKUT 86 MIpA HEUPOHOB. 3a mocaeanue 20 aer
MOSIBUJIOCH MHOTO HAay4HbIX HCCJIEJIOBAHMM, CBSA3aHHBIX C [OUCKOM TPUYMH,
BBI3BIBAIOIIMX  [PUOHOBBIE  3a00J€BaHUs Yy  4YeJIOBEKa, MPUBOJAIIME K
MaTOJIOTMYECKUM HM3MEHEHUsIM TrojioBHOTo Mosra. Leab wucciaexoBanuss —
paccMOTpETh MOHATUE, CYUIHOCTh M CBOICTBa MPUOHOB B OMOJIOTMM M MEIULMHE,
OCOOCHHOCTH UX BO3JCHCTBHSI Ha TOJOBHOM MO3T; BBIIBUTH BO3MOXKHOCTHU
NPEIOTBPALICHUST 3apa)KEHUs] YeJOBeKa OTUMU HMH(PEKIMOHHBIMH AareHTamH.
Martepuag u MeToabl. MaTtepuanom Juisl MPOBEACHUS WCCIEAOBAHUS IOCITYKUIU
CTaThM YYEHBIX M MPAKTUYECKUX Bpayei-HEBpPOJIOTOB. B kauecTBe METOA0OB
MCCJICIOBAaHMUs HMCIOJIb30BAJCS KOMIUIEKCHBIM aHalIW3, CHHTE3 M 0000IIeHne
uH(pOopMaINK, a TaK)Ke PETPOCTIEKTUBHBIN aHanu3. Pe3yabTarthl. [IproHbl cunTatoTcs
caMOM 3araJloyHol CYIIHOCThIO B OWOJOTUM M MEAMIIMHE. DTO HOBBIA KJlacc
MH(EKIIMOHHBIX areHTOB, OTJIMYHBIA OT MHpa MPOCTEUINX, OakTepui, rpuOKOB U
BUpycoB. [latonoruueckue mpouecchl, BbI3bIBAEMbIE PUOHAMU, MOTYT MPOSIBISATHCA
HE TOJBKO B MHQPEKIMOHHBIX 3a00JIeBaHUSIX, HO MU B CIOPAJAUYECKHX WIH
HACJIEICTBEHHBIX, YTO HE MMEET NpPElEeICHTa B MATOJOIMH YE€JIOBEKa U >KUBOTHBIX.

3454



BoiBoabl. [IproHbl — 3TO €AMHCTBEHHBIE U3BECTHBIE HAyKe WH(EKIIMOHHBIE areHTHI,
Pa3MHOXXEHUE KOTOPBIX HPOUCXOIUT O€3 y4yacTusl HYKJIEHHOBBIX KHCIOT.
Hopwmanbhast u anomanbHast (popMbI IPHUOHHOTO Oelka HEOTIWYMMBI IPYT OT Jpyra
M0 aMHUHOKHUCJIIOTHOW TOCIEA0BATEIbHOCTH, HO HMMEIOT pa3Hyl KOH(OpMaIHuio.
[IpuoHoBeie  ©ONE3HM MOTYT UMETh HH(EKIHMOHHYIO, CHOPAAUUYECKYI0 H
HACJEACTBEHHYI0 NpupoAy. B mocieqHeM BapuaHTe TJIaBHYKO POJIb HWIPAET
reHETHYECKask IPeIPacoIOKEHHOCTb.

KiroueBble cioBa: OWOJIOTHS, NMPUOH, MEIUIIMHA, HOPMAIbHBIA O€NOK, OENOK C
aHOMAaJIbHOW TPETHUYHOM CTPYKTYpOil, HeHpoiereHepaTUBHbIE 3a00JI€BaHMUS.

PRIONS: ON THE WAY TO SOLVING THE MYSTERY OF DESTRUCTIVE
PROTEINS

Yousef Ahmed Osama Yousef Mahmoud, Anya Kh. Zakiryanova

Department of Foreign Languages and Intercultural Communication,

Ural state medical university

Yekaterinburg, Russia

Abstract

Introduction. Over the past 20 years, many scientific studies have appeared related
to the search for the causes of prion diseases in humans, leading to pathological
changes in the brain. The purpose of the study — to consider the concept, essence
and properties of prions in biology and medicine, the peculiarities of their effect on
the brain; to identify the possibilities of preventing human infection with these
infectious agents. Material and methods. The materials for the study were articles
by scientists and practicing neurologists. Complex analysis, synthesis and
generalization of information, as well as retrospective analysis were used as research
methods. Results. Prions are considered the most mysterious entity in biology and
medicine. This is a new class of infectious agents, different from the world of
protozoa, bacteria, fungi and viruses. Pathological processes caused by prions can
manifest themselves not only in infectious diseases, but also in sporadic or hereditary
ones, which has no precedent in human and animal pathology. Conclusions. Prions
are the only infectious agents known to science, the reproduction of which occurs
without the participation of nucleic acids. The normal and abnormal forms of the
prion protein are indistinguishable from each other by amino acid sequence, but have
a different conformation. Prion diseases can have an infectious, sporadic and
hereditary nature. In the latter case, the main role is played by genetic predisposition.
Keywords: biology, prion, medicine, normal protein, protein with abnormal tertiary
structure, neurodegenerative diseases.

BBEJAEHHUE

['0J10BHOM MO3I YenoBeKa — 3TO OUYEHB CJIOKHBIM OpraH, KOTOPBIA OTBEYAET 3a
CIIOCOOHOCTH Y€JIOBEKA JIBUTAThCS, JbIIIATh, MBICIUTh, TOBOPUTD, CIBIILIATH, TBOPUTD.
N3BecTHO, 4TO MO3r CONEPKUT 86 MIIpJ HEMPOHOB. YUEHBIX BCETa MHTEPECOBAIN
IIPUYMHBI,  BBI3BIBAIOIIME  [ATOJIOTMYECKUE  H3MEHEHHs  TOJIOBHOI'O  MO3ra,
OpUBOASIIME K HEoOpaTUMbIM mociuencTBUsM. COBpEMEHHbIE HCCIIEN0BATENN
KOHCTAaTUPYIOT yBEIMYEHHE YKClIa HEHUpOJEereHepaTUBHbIX 3a00€BaHUN  C
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MOCTETNIEHHO MPOTPECCUPYIONIeH TUOEIbI0 HEPBHBIX KJIETOK B TOJIOBHOM MO3TY.
[IprionHbie OoJsie3HU, BXOIAIIME B TPYIIy HEWpOJEreHepaTHUBHBIX 3a00JIeBaHUIM,
ABJISIFOTCS OJJHUMH M3 CaMbIX OINACHBIX 3a00J€BaHUI B MHpE, TaK KaK OHU 3apa3Hbl,
YTO OBUIO JOKAa3aHO IKCHEPUMEHTAIbHBIM MyTeM, U cMmeptelibHbl B 100% cimydaes.
['pynma mnpuoHHBIX OOJIe3HEH BKIIOYaeT B ceOs ryoOudarbie dHIEDATOTaTHH
MJICKOTIMTAIOMUX («KOPOBbE OCIICHCTBOY», CKPEHUIIH OBEII U JIp.), a TAK)KE HEKOTOPbIE
3a0oneBanus yenoBeka: Oone3nu  Kpeindenpara-Axoda, Kypy, cunapom
I'eprcmanna-1lTpeyccnepa-Illeitnkepa, cemeitHas ¢aranbHas WHCOMHUS. bose3Hu
MPEICTaBIIAIOT COOOW MPOSBICHUS IITAMMOBBIX BapUAHTOB aMHJIOMA, COCTOSIIETO
U3 OJTHOTO U TOro *e Oenka. OHM XapaKTepHbI JJIS JIIOAEH MOXKUIOTO U CTapueCKOro
BO3pacTa U CBA3aHBI C HAKOIUIEHHEM WH(MEKIIMOHHOro OelKa-pHOHa B HEMpoHaX
TOJIOBHOTO MO3ra, IMOSBJICHUE KOTOPOTO CBSI3aHO C COMATHYECKOW MyTaluen
npuonHoro rera (PRNP) wiu crioHTaHHOW KOHBEpPCHUEH HOPMAIBHOTO MPHUOHHOTO
oenka (PrP) B ero marosnormdeckyro ¢opmy (PrP>) mpu cnopamudeckux (popmax
3TOM marojoruu 6o myranuei rena PRNP u nnBasueii PrP>° coorsercTBeHHO IpH
HaCJIEJICTBEHHBIX U NpuoOpeTeHHbIX Gopmax [1]. CrycTku (arperaTbl) HENPABUIBHO
YJIOKEHHBIX OEJIKOB MPAKTUYECKU Pa3pbIBalOT HEPBHBIE KIETKU W3HYTpH. [lonagas B
MEXKJIETOUHOE TMPOCTPAHCTBO, OENKU-PA3PYIUUTENN MPOJOJIKAIOT  aTaKoBaTh
3I0pOBbIE HEHWPOHBI. YUEHBIE [I0Ka3ald, YTO OOBIYHO TaK IOCTYyHarOT IHMPHOHBI,
KOTOpbIE SIBJIIAIOTCS OJHMM M3 CaMbIX 3araJlOuyHbIX OEJIKOBBIX OO0pa3oBaHUN B
OMOJIOTMH U MEAULIMHE.

AKTYyaJIbHOCTh IPOBOJAMMOIO MCCIIEJOBAHUS CBA3aHA C TE€M, YTO IO JTAHHBIM
OOH k 2050 romy 4Mcio JIIOJEH, BO3PACT KOTOPBIX MPEBBICUT 65-IETHUN PYyOex,
JOCTUTHET 2 MIIpA 4eJoBeK. TakuM o0pa3oM, MO0 MHEHUIO YUEHBIX, BO3PACTET YHUCIIO
JIOZeH, CTpaaloluX XPOHUUYECKUMHU U HEHpOoAereHepaTUBHBIMU 3a001€BaHUSMH.

eap wuccaegoBaHUsi — PaCCMOTPETh CYIIHOCTh, IIOHSATHE W CBOMCTBA
MIPUOHOB B OMOJIOTUU U MEIULIMHE, 0COOEHHOCTH X BO3CMCTBUS HA TOJOBHOM MO3T;
BBISIBUTh YCJIOBUS TMPENOTBPAIICHHUS 3apa)K€HUs YeJoBeKa WH(EKIMOHHBIMU
areHTamH.

MATEPUAJ U METOJIbI

HctounukoBoil 0a30ii s MPOBEACHUS HCCIEIOBAHUS TOCITYXKWIU CTaThbU
YYEHBIX-MUKPOOHUOJIOroB, OMOXMMHUKOB M MPAKTUYECKUX Bpaudei-HEBpOJIOroB. B
KaueCcTBE METOJOB HCCJIEIOBAHUS MCIOJIb30BANICS KOMIUIEKCHBIA aHalu3, CUHTE3 U
00001enne nHPpopMaluy, MOJTyIYCHHONU B X0/1€ U3yUCHUS MyOIMKaIUi POCCUMCKUX U
3apyOexHBIX aBTOPOB IO HCcCIeayeMol mpoljemMe, a TakkKe PEeTPOCHEKTUBHBIN
aHaJIU3, MO3BOJIMBIINN YCTAHOBUTH IIPEANOCHUIKM BO3HUKHOBEHHS MHTEPECA YUEHBIX
K BBISIBJICHUIO TIPUPO/IbI OEIKOB-MIPHOHOB U UX BO3ACHCTBUSI HA )KUBbIE OPraHU3MBI.

PE3YJIBTATBI

benok — »3T0 OMONIOrHYECKUil TTOJIMMEpP, COCTOSIIUN U3 aMHUHOKHUCIOT. JKuBbIE
OpraHu3Mbl HE MOTYT cyllecTBoBaTh 0e3 Oenka. B 1982 romy amepuxaHckuit
npodeccop HeBposiornu u oumoxumuu Ctaunu b. Ilpy3unep (Stanley B. Prusiner)
OOHApYKWUJI HOBYHO «OCIKOBYH HH(DEKIIMOHHYIO dYacTuily» (auen. proteinaceous
infectious particle), Ha3zBaHME KOTOPOH BIOCIEACTBUM OBUIO UM COKpPAIIEHO JI0
«mpuon» (pr[otenacious infect]ion). IIpuoHbI — 3T0 OHMOJOTHYECKHUE AHOMAIUU —
CaMOBOCHPOM3BOJIAIIMECS, HEKMBbIE MAJIEHBKUE YaCTHUIIbl. BONBIIMHCTBO U3BECTHBIX
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Ha JIAHHBIK MOMEHT MPHUOHOB HUMEIOT aMWIOMAHYIO TPUPOIY: aMUJIOUIHBIE
(UOPUILIIBI SIBIISIIOTCS TEM CaMbIM MH(GEKIIMOHHBIM areéHTOM, KOTOPBIM TEPEHOCHUTCS
OT KJICTKH K KJIETKE W OINpPEACNIIeT UX MPUOHHBIA (PEHOTUII. K AMUITIOUIIBI — OCOOBIHA
crocod ykmanku Oenka, MpU KOTOPOM OTJACNbHbIC, aMWJIOUAOTCHHBIC, yYaCTKU
o0pa3yoT (uUOpWUIApHBIE TMOJIUMEpPHl C Kpocc-B-cTpykTypoit» [2]. Ilpuonsl
CUMTAIOTCS CaMOW 3araJloYHOM CYIIHOCTBIO B OMOJIOTMHM W MEIHULIHMHE, MPEICTaBIIAL
co0O0i HOBBI KJACC HMH(EKIMOHHBIX areHTOB, KOTOPBIM OTJIMYAeTCs OT MHpa
npocTermx, OakTepuii, rpUOKOB M BHUPYCOB TEM, UYTO MPUOHBI HE COJAEpKAT
reHeTudeckuit marepuadn [3]. «[laronoruyeckre mpoueccel, BhI3bIBAEMbIE IPUOHAMM,
MOTYT TIPOSIBIIATHCS HE TOJBKO B HH(PEKIMOHHBIX 3a00J€BaHUSAX, HO U B
CIIOPAIUYECKUX WIIM HACJIEICTBEHHBIX, YTO HE HMEET MpEelEe/IeHTa B MaTOJOTUU
YyeJIOBEKa U JKUBOTHBIX» [4].

Mem6pannsiii 6e0k PrP (Prion Protein) ecTh y Bcex MIIEKOUTAIOIINX, TITUIL U
ppi0. B ero 3amauy BXOAWT BBINOJIHEHUE psna (QyHKUUH, HEOOXOIHUMBIX IS
MOJIIEPKAHUS JKU3HEEATETPHOCTH KIETKU. belKku CyIlIecTBYIOT B KJIETKaX HEPBHOU
TKaHU B JIBYX (pOpMax — HOpPMaJIbHOM M «aHOMajbHOI» (mpuoHHOI). HopmanbHas
CTPYKTypa Oeyka MpeAcTaBisieT coO0M psiJ TMOKUX CIUpasieid, Ha3bIBa€MbIX alib(a-
cnupasiMi. B mproHHOM O€JIKe HEKOTOPhIC M3 ATUX CIUPAICH BBITSHYTHI B TUIOCKHE
CTPYKTYpbl, Ha3bIBaeMble OeTa-Tspbkamu. B mpuone okomno 43% (B Hopme — 3%) Tak
Ha3bIBa€MbIX b-CIIOEB M MEHbIIIE KOJUYECTBO o-criupaied (ymenwienue ¢ 43% no
34%). Cnegyer OTMETHTb, YTO 00€ Pa3HOBUIHOCTH O€lKa HMEIOT WICHTHYHYIO
MOCJIEIOBATEILHOCTh AMUHOKHUCIIOT, HO MPU 3TOM HUX MOJEKYJbl Pa3iInyaroTcs IO
IPOCTPAHCTBEHHOMY CTPOECHHIO (BKIIIOUast KoHpopmMaiun) [5].

MexaHu3MoOM 111 BOBHUKHOBEHUSI TIATOJIOTUN SIBIIIETCSA MpEBpallleHne Oenka
13 HopManbHON (opmbl PrP (0o6o3nauaercs PrPC) B undexumonnyro ¢opmy PrP>
(bopma PrP, cBsizanHast co scrapie — «OBeUbEW MOUYECyXOi»). 3aTeM 3ammycKaeTcs
MpOLIECC PA3MHOKEHHSI aHOMAJbHBIX MOJEKYJ OEJIKOB-PUOHOB, 3acTaBJIssd
HOpMaJsbHbIe Oenku PrP denmoBeka wiu >KHBOTHOTO CBOpPAYMBATHCS B aHOMAJbHYIO,
aMUJIOUJIHYIO0 (OpMy, KOTOpas BbI3bIBAET T'MOETb HEMPOHOB W 3apakaeT Apyrue
KJICTKH (2 MHOTZIa U JApyTHe OpraHu3Mbl). PrP MokeT ykiaasiBaThCsl B aMUJIOHT TI0-
pazHomy, oOpazyss (GuUOpWIIBI ¢ pa3IUYHBIMU KOH(OpPMalMsIMHU, KOTOpPbHIE MO-
pa3HOMY BIIMSIOT Ha B3aMMOJICHCTBUE aMWIOWUJA C KIETOYHBIM OKpPYKEHHUEM,
oOpa3ysl pa3Hble TNPUOHHBIE INTaMMBI, YTO OTpa)kaeTcs Ha PAa3HOM TEYCHHUU
BBI3BIBAEMBIX MU IIPUOHHBIX O0JIe3HEH [2].

OTO OTKPBITHE COBEPIIMJIO MEPEBOPOT B MOJEKYJISPHOM OHMONOTHH, NOTOMY
YTO paHee CYIIECTBOBAJIM NPEICTaBICHUA O MEXaHU3Me Nepenaud OMOJOTHYEeCKOn
uHpopMalMu  OT  OJHOM  MOJEKYJbl  JIPyroil  TOJNBKO  Yepe3  TeHBI:
JNHK— PHK— 6emok. OgHako Takoro, 4ToObl OObIYHASI MOJIEKYJIa, HE Colep KaIiasi
TeHETUYECKOT0 Marepuaja, nepenaBaia WHGOPMAIMIO JPYyTHM OeKaM, BBI3bIBAs
uH(pexuronHoe 3abojeBaHue, paHee He Habmoaanochk. MHdekuronHas ¢opma
IPUOHOB UMEET CBOMCTBO «CKJIEUBATHCS C APYTHMMH MOJIEKYJIaMU U, PEIITUIUPOBATh
UX B 3Ty K€ caMmyl0 (popMy, BBI3bIBasi CBOETO pojia «MOJEKYJSIPHYIO SNUAEMUI0». B
pe3yibTaTe ATOW MOJUMEpPHU3allMd Ha HEPBHOM KJIETKE MOSBIAIOTCS TOKCHUYHBIE
OeJIKOBBIE OAIIKH, M OHa morudaer. Ha mMecte moruOmiell KJIETKM B TKaHM MO3ra
o0pa3yroTcsi HeOOJIbIINE OTBEPCTHUS, MYCTOTHI, 3aMOIHEHHBIE KUIKOCTbIO, KOTOPBIE
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IPY U3YUYEHUU €€ 0] MUKPOCKOIIOM MOKHO MPHUHSATH 32 TYOKY, OTCIOJIa M Ha3BaHHE
TpyNIbl IPUOHHBIX 00JIE3HEH — «TPAHCMHUCCUBHBIE TyOUaThie dHIIeamonatum» [6].

JlaHHBIN TIpOIeCC MPOUCXOUT B BUAEC KOH(POPMAIIMOHHOTO Mepexoa pa3HbIMU
MyTSMU: CIIOHTAHHO (cropagudeckue (popmbl, KOrJa HET BO3MOKHOCTH YCTAHOBHTH
CBS3b C MPUYMHOM Oone3nn — 85% ciayuaeB); HA OCHOBE IMOCTYIUICHHS HW3BHE
nmatonormaeckoi  gopmer  PrP%®  (TpamcmuccuBHBIE  OPMBI, K  IIPUMEpY,
yHoTpeOJIeHHe B MUILY MsCa, MOJIOKA 3apaXEHHOrO >KMBOTHOIO WJIM NPUMEHEHHE
JIEKapCTBEHHBIX OMOIpEnapaToB, MOJy4YaeMbIX U3 TKaHEH >KMBOTHBIX — MmeHee 1%
ciydaeB); 3a00JeBaHHE pa3BUBaeTCs B pe3ylibrare myTarnuii B reHe PRNP (o6macth
20-if XpOMOCOMBI, KOJUpyIomieil 6e10k), 00ycaoBaMBaromux oopaszosanue PrPS¢ u3
PrP® (macnencteennsle GopMbl — okono 15% ciydaeB). DPPEKTHBHBIX METOIOB
JICYCHUS PUOHOBBIX 0O0JIE3HEH HA HACTOSIIIMM MOMEHT HET, XOTSI YUEHBIE IbITAIOTCS
OpEeJOTBPAaTUTh KOH(OPMALMOHHBINA MEPEX0] HOPMAJIbHOTO Oelika B aHOMAaJIbHBIM.
[ToaTOMy cerogHsi HaJeXHBIM CIIOCOOOM MPEAYNPEXKACHHUS Pa3BUTUS MPUOHHBIX
00JIe3HEN ABIISIETCS] IPUHATHE MPOPUITAKTUYECKUX MEP.

OBCYXJIEHUE

[IpuonHble 3a00Je€BaHUS JKUBOTHBIX M YEJIOBEKA OTHOCAT K «KOH(OPMAIMOHHBIV
OonesHsM. bonesHn 3TOr0  TMNAa  BbB3BAHBI  HAPYLIEHHWEM TPOLECCOB  (HOPMHUPOBAHUS
MPOCTPAHCTBEHHON CTPYKTYpbl HEKOTOPBIX OEJIKOB, MPUBOAAIIMM K H3MEHEHUSIM
KJIETOYHOU (hru3nonoruu. Hapsimy ¢ mprHOHHBIMH OOJIE3HAMU K «KOH(OPMAIIMOHHBIM
TaKXK€ OTHOCAT AaMUJIOWJHBIE 3a00JIeBaHUS, Takue Kak OonesHu AJblreiimepa,
Xanrruarrona u [lapkuncona. Ilpum amMWIOMOHBIX W TPUOHHBIX 3a00JIEBAHMSX
OPOUCXOAUT BHE- WM BHYTPUKJIETOUYHOE HAKOIUIEHHWE OEIKOBBIX arperaTton
GuOPHINAPHON CTPYKTYpBI, COCTOSIIIUX M3 PACTBOPUMBIX B HOPME KIIETOUHBIX
OEJKOB.

[TprionHble 3a00J€BaHUS JKMBOTHBIX U 4YEJIOBEKA BbI3BaHbl HapyIICHHUEM
npoieccoB (OPMHUPOBAHUS MPOCTPAHCTBEHHON CTPYKTYpPbl HEKOTOPBIX OEJIKOB, UTO
BIIOCJICJICTBUY MPUBOAUT K U3MEHEHUSIM KIIETOUHOU (hru3nosioruu [6].

[IyTh K OTKPBITHIO M OMUCAaHUIO SHLE(aTONaTHii, MPUIMHON KOTOPBIX CTalu
TauHCTBeHHbIE TaToreHbl BocxoauT K XVIII Beky, korna BrepBble ObUIM ONUCAHBI
ciyyau O0JIe3HU CKpelnu («OoBeYbsl IOYECyXa») ¢ OBICTPHIM MPOTPECCUPOBAHUEM HA
octpoBe HMcnanmus. Yxke Torga HOBOM MATOJOTMU AW HA3BAHUE «MEIJICHHAS
undexkuusny». B nauane XX Beka B [lamya-HoBoii ['Bunee abopureHos miemeHu dope,
KOTOpbIE 3aHUMAJIMCh KAHHUOAIM3MOM, MOpa3uia dMuieMust 00JIe3HU ¢ OBICTPHIM (B
TEYEHUE HECKOJIbKHX MECSIEB) HMCTOLIEHWEM MO3Ta M MOCIEAYIOIIEH CMEPTHIO.
[TocTeneHHO HaKaIJIUBAIMCh CBEACHHUS O 3a00JI€BaHMSIX, 3TUOJIOTHUIO KOTOPBIX HE
MOTJIM PACKPBITh MPAKTUUECKH 10 cepenunbl XX Beka [4]. [Ipexne uem Obut HalifeH
OTBET, OBLIM BBISIBJIEHBI OCOOCHHBIE CBOMCTBA BO30yAUTE el 3a001€BaHMI: TaTOTEHBI
MIPOSIBJISUIA YCTOMYMBOCTD K BO3/ICMCTBUIO BBICOKOM TEMIIEPATYPBI, PA3IUYHBIX BUIOB
U3ITyYEeHU, OHU HE PA3MHOXKAJIUCh B YCIOBUSIX UCKYCCTBEHHOW MUTATEIBHON CPEJIb
u ap. M3ydenne MHQPEKIIMOHHOIO MaTepuaa IMO3BOJWIO YYEHBIM J0Ka3aTh, YTO
NEpPBONPUYMHON 3a001eBaHUl ObLT OEJIOK-NPUOH. YUEeHble MPOJOJIKAIOT IMOUCK
BO3MOXKHOCTEM JMArHoCcTHKU, dS(PGEeKTUBHOW Tepanmuu MW CHOCOOOB JICUCHHS
PUOHHBIX 3200JI€BaHUH.
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PackpbiTue 3araiok OMOMOJIEKYJIbI PUOHA MOMOXKET MOHATh U MPUOIUZUTHCS
K penieHuto npobseM yenoBedecTBa. MHTepec K mpHpoAe MPUOHHBIX 3a00JIEBaHMIMA
0OyCJIOBJIEH TE€M, YTO B HACTOSIIEE BpEMsl y Bpaueld HET CPEACTB IS JICUCHHUS
JAHHOW MaTOJIOTMH, a JUIMTENbHBbIM WHKYOAaMOHHBIA mepuosa  («MeiyieHHas
WH(DEKINA») C Pa3BUTHEM HEHPOJCTCHEPATUBHBIX W3MEHEHHH W HEOTBPATHMBIM
JeTalbHBIM HMCXOJOM BBI3bIBaeT y Jiofeil cTpax. [losTomy Oombinoe 3HaYeHHE
MPUIACTCS MPUHATHIO MPOPHIAKTUYECKUX MEpP, KOTOPHIE MO3BOIMIN Obl M30€XKaTh
3apaykeHu OeTKaMHU-TIPUOHAMU KaK aTMMEHTapHBIM IyTeM, TaK U TPAHCMHUCCHUBHBIM
nyteMm. [lpuoHHble Oo0Jie3HH, HE Mepefarolecs IO HACIEACTBY, MOXHO
PEeIOTBPaTUTh, €CIIU MPHUIAEPKUBATHCS ONMPENEIICHHBIX MPAaBWI. 3HAasl, YTO KOPOBHI,
OJICHH, JIOCK MOTYT OBbITh MEPEHOCUYMKAMH MPUOHOB, CIEAYET HAJEBaTh 3AIUTHYIO
OJIeXKy, IepUYaATKU IPHU paboTe C HUMHU, OTKA3aThCsl OT YNOTPEOIECHUS B IMUIILY MO3TOB
KUBOTHBIX, MPOBEPSATH KMUBOTHBIX Mepe]] 3a00eM M MPOJaKel, HE HCIOJIb30BaTh B
OBITY HOXHU, TMpEIHA3HAYCHHbIC JJ1 32005 JKUBOTHBIX, MPEIYyNPEkKIATh
MeIpaOOTHUKOB O HAJIWYMK B aHAMHE3€ MPUOHHBIX 3a00JIeBaHUM, BO H30€KaHHUE
caaud MH(GUUHUPOBAHHOM JOHOPCKOM KpPOBH, YTHUIM3UPOBAaTH B COOTBETCTBUHU C
MHCTPYKIUSIMA MEIUUUHCKOE O0OpYyJOBaHHE, KOTOPBIM IOJb30BAJICS YEIIOBEK,
3apayKEHHbII NPUOHHOMN 00NE3HBIO U T.1.

BbIBO/IbI

N3yuenue mnpuoHOB M 0OJIE3HEH, BBI3BIBAEMBIX MMH — 3TO HOBas cdepa
OMOMEIMIIMHCKUX HccienoBanuii. Ha HacTosmuii MOMEHT J0Ka3aHO, YTO MPUOHBI
SBJISIIOTCS. HOCUTEISIMU OHOJIOTMYECKOW WHGOpMAIM HOBOTO THUIIA, XPAHUMOW B
koH(popmaruu 6enka [7].

1. IlpuoHBl SBISAIOTCS €IWHCTBEHHBIMU W3BECTHBIMH HMH(PEKIIMOHHBIMU
areHTamu, pa3MHOKEHHE KOTOPBIX MPOUCXOTUT 0€3 yUacTusi HyKJIECHHOBBIX KUCIIOT.

2. Hopmanbhas u aHomanbHas (opma Oenka-mpuoHa HE UMEIOT OTIUYHM IO
AMUHOKHCIIOTHOM MOCJIEIOBATEIBHOCTH, HO UMEIOT PA3IMYHYI0 KOH(POPMALIUIO.

3. Bce u3BecTHbIE Ha CETOAHSIIHUN JI€Hb MPUOHHBIE OOJE3HU BBI3BIBAIOTCS
oenkom PrP. Ero ¢opma ¢ HOpManbHON TPETUUYHOW CTPYKTYpOoi 00O3HAayaeTcsl Kak
PrPC. Tlatonorumueckas Qopma Oenka, oOycioBIMBaKIas €ro HMHMEKIHUOHHOCTb,
Ha3BaHa PrPSc wmmu PrPTSE (anrn. Transmissible Spongiform Encephalopathies —
TPAaHCMUCCUBHBIE TYOKOOOpa3HbIe 3HIIe(PaIoNnaTun).

4. PackpeiTHe MeXaHUW3Ma pa3BUTUS NPHUOHHBIX OOJie3HEH M HX
pacnpocTpaHeHUsl BaXXHO JUIsl JTUATHOCTUKH 3a00J€BaHUM, KIMHUYECKON MPAKTHKH,
Pa3pabOTKH TEPANEBTUUECCKUX CTPATETHIA.

CIINCOK UCTOYHUKOB

1. Croiina, H.M. Ilpuonnsie 6onesnn / H.M. Croiina, M.A. 3aBagummH. — TekcT:
3JIeKTpOHHbIHN // KypHan HeBponoruu u ncuxuatpuun. — 2012, — Ne 9 (2). — C. 59-63.
— URL: https://www.mediasphera.ru/issues/zhurnal-nevrologii-i-psikhiatrii-im-s-s-
korsakova-2/2012/9/031997-72982012930 (nara obparmienus: 03.03.2023).

2. Jlepranes, A.A. Hndexkmuonnocts ammiiousoB / A.A. JlepraneB. — Tekcr:
anektpoHubii // Ilpupoma. — 2016. — Ne 5. — C. 9-15. — URL: https://elementy.ru/
nauchno-populyarnaya biblioteka/434127/Infektsionnost amiloidov (mata

obpamenus: 03.03.2023).

3459



3. Gambetti, P. Overview of prion diseases / P. Gambetti. — TekcT: 3aeKTPOHHBIH —
URL:  https/Aww.msdmanuals.com/arhomelmi ksl Led-Jal s S silidae Y1 /3l yd-
i i sl Aaaldde el i sl i 2query=prion (aTa obpammenms: 03.03.2023).

4. JleonoBa, 3.A. Ilpuonsl u mpuoHoBhIe 3a0oneBaHust / 3.A. JleonoBa. — Tekcr:
anektponubii // bromterens BCHL] CO PAMH. — 2010. — Ne 6 (76). — Yacts 1. — C.
169-174. — URL: https://cyberleninka.ru/article/n/priony-i-prionovye-zabolevaniya
(mara obOpamenus: 03.03.2023).

5. Ao6pamosa, 3.M. HccrnenoBanue O€NKOB M HYKIEHHOBBIX KHUCJIOT: Y4eOHOE
nocobue / 3.1. AbpamoBa. — Kazanb: KazaHckuii rocynapCTBEHHBIN YHUBEPCHUTET
uMm. B.1. Vieguosa-Jleanna, 2006. — 157 c.

6. Ilpuonnbie 3abosieBaHMs uenoBeka: coBpemeHHble acniekThl / H.H. 3aBanenko,
I''II. Xonnkapsa, P.II. bembeeBa [u np.]. — Tekct: anexkrtponusii // Xypnain
HeBposiorud U ncuxmarpun. — 2018, — 118(6). — C. 88-95. — URL:
https://doi.org/10.17116/jnevro20181186188 (naTta oopamenus: 04.03.2023).

7. Wkynnuna, U.C. Ipuonsl / WU.C. kynauna, M.Jl. Tep-ABanecsiH. — Tekcr:
AMEeKTPOHHBIH // Ycmexu ononorunaeckoit xumuu. — 2006. — T. 46. — C. 3—42. — URL:
https://psychiatr.ru/download/1248?view=1&name=prions.pdf (mara oOpamenus:
03.03.2023).

Ceenenus 00 aBTopax

A.Y. HOced™* — nHOCTpaHHBIN CTYAEHT

A.X. 3akupbsHOBA — KAHAUAAT MEAATOTUYECKUX HAYK, TOLEHT

Information about the authors

A.O. Yousef* — Foreign student

A. Kh. Zakiryanova — Candidate of Science (Pedagogical), Associate professor

* ABTOp, OTBeTCTBeHHbIN 3a nepenucky (Corresponding author):
azakir2012@bk.ru

YK 614.253.4:616-007.29:347.63 (476-25)

OTHOLIEHUME CTYAEHTOB BI'MVY K BEBU-BOKCY KAK K
AJIbTEPHATHUBE ABOPTY

Penat MapartoBuu Carrapos, Jlronmuna AnatonseBHa Haymosa
Kadenpa o01iecTBEHHOTO 37J0pOBbS M 3/IPaBOOXPAHCHUS

YO «benopycckuii rocygapCTBEHHbI MEIUIIMHCKUIT YHUBEPCUTET»
Munck, Peciy6nuka benapychb

AHHOTALIUSA
BBenenue. B HEeKOTOpHIX CTpaHax MHpa CYIIECTBYIOT CIIEIMAIBLHO 000pYIOBaHHBIC
MecTa JIi aHOHMMHOTO OTKaza OT peOeHka — OeOM-OO0KCBI, MPHUTOIHBIC IS

HETPOJIOJDKUTEITLHOTO TIPeObIBaHUs peOeHKa B TEIuie, ¢ KUCJIOPOJOM U 0e3 pHucka
OMPOKUIBIBAHUSA. VX 1enpl0  SBIAETCA COXPAaHCHHWE JKU3HM  HEKCIIaHHBIX
HOBOPOXKJICHHBIX. HekoTopble HucclieoBaTesid MojiaraloT, 4to 0e0u-O00KChl MOTYT
COCTaBUTh alIbTepHATUBY abopTy. Llesib McceI0BAaHUSL — ONMPEIEUTh OTHOIICHUE
ctynenroB bI'MYVY k mnpakTthke MCHojb30BaHHs 0eOM-OOKCOB Kak K albTepHATHBE
aboptam. MaTtepuaj ¥ MeTOAbl. BbUIO TPOBEIEHO COIMOJOTMYECKOE H3MEPEHUE
MHeHus ctysieHToB BI'MY B nekabpe 2022 roga. YUucio pecrioHIAEHTOB COCTaBHIIO
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