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NPUOHHBIE 3ABONNIEBAHUA. BO3BYAUTE/IN MPUOHHbIX
3ABO/IEBAHUN

* I'. CepubeKKbi3bl, B. FaaumynnuH
HYO «KasaxcTaHcKo-Poccuiickmii MeANMUMHCKUI yHUBEPCUTETY, KasaxcTaH, AamaTbl

DOI: 10.24412/2790-1289-2023-1-79-82

AHHOTANMA

IpuonHbie 3a00aeBaHusT — 3a00I€BaHUs, CBSI3aHHBIC C MATATOTHYCCKIMHU OCJIKaMU U B OCHOBE, KOTOPOH JIEKHUT OEJIOK ¢
AHOMAJBHOW TPETHYHOM CTPYKTYpoii. [IpHOHBI SIBISIOTCS 0COOBIM KIIaCCOM HH(BEKIIMOHHBIX MATOrCHOB, HE HUMEIOMIUX TPH
9TOM HYKIJICHHOBBIX KHCJIOT B CBOeM cocTaBe. OHU BCTPEYANUCH Y MIMPOKOTO CIIEKTPa BHIOB MIICKOMUTAIOIINX, BKIIFOYAL
yenoBeka. [IproHHbIe 3a00/IeBaHUS YETOBEKA MOTYT BO3HHKAThH CIOPAJANYCCKH, OBITh HACICACTBCHHBIMH HIIH TPHOOPETEH-
HbiMu. CriopajiiuecKkue MPUOHHBIC 3a00JICBaHMUs YeIOBeKa BKItoUaroT Oone3nb Kpeirudenpara-Sdkoda (CID), Oecconnuiry
CO CMEPTENBHBIM HCXOJOM U NPHOHOMATHIO, YYBCTBUTEIBHYIO K Pa3IMYHBIM mpoTea3aM. [IprnodpeTeHHbIe TPHOHHBIC 3200~
JICBaHMS YEJIOBEKA COCTABJISIIOT JHIIb 5% cllyyaeB IPUOHHON Oosie3HN yenoBeka. OHU BKIIOYAIOT Kypy, sitporeHHbIil CJD u
HOBYH0 pasHoBUIHOCTH CJD, KoTOpas Oblia mepeana JO/sIM OT TTOPAKESHHOTO KPYITHOTO POTraToro CKOTa Mpu ymoTpeOIeHUN
Msica, 0COOCHHO TOOBHOTO Mo3ra. B aToM 0030pe npencTaBieHa nHPOpMaIus 00 UCTOPUHE OTKPBITHH, CTPYKTYPHOE CTPOe-
HHUE U MEXaHHM3M Pa3MHOXXCHHUS IPHOHA, BUIaX MPUOHHBIX 3a00ICBaHUH.

Kntouesvie cnosa: npuon, npuonuvie 3a60nesanust, uHhexyus, 6eox.

BBenenmne. [IpronHble 3a001€BaHUSI — OJHH U3 CaMbIX
PEeIKHX, HO B TOKE BpEMs ONMAacHBIX MH(EKINOHHBIX 3a00-
JIeBaHUH, KOTOPBIE OBUIM OTKPBITHI CPABHUTEIHLHO HEABHO
€CIIM CPaBHMBATh MX C APYTHMMH 3a00JIEBaHUSMH, TaKHUMHU
KaK BUPYCHI, KoTopble OTKpbLT B 1892 rony /1. . MBanos-
CKHUi, uiau OaKTepuu, KOTOpBIE OBUIN OTKPBITHI B 1676 romy
Antonu BaH JleBenrykom [1]. Ilpuonsl, kak oTAEIbHBIE
oracHble MH(EKIMOHHbIE IMaTOTE€HBl OBUIM OTKPBLITHUIUINE
B 1982 rony Crennu Ilpy3uHepoM, mociae 4ero OH COOT-
BETCTBeHHO Noiy4ni HoOeneBckyto npemuio no ¢usnoio-

ruu Wi Meauiuae. OIHAKO, TUIIOTE3bl O CYIIECTBOBAHUU
elIe OJHOTO MMaTOreHa, He CBSI3aHHOTO C YK€ OTKPHITHIMH,
osu1a eme B 1700-x romax, Korma y oBell Oblla OOHapyxKe-
Ha ry0yJaras 3HIedanomnarus, KoTopas MOJIyduiia Ha3BaHUE
CKpENy, WU K€ aHAIOTHMYHOE HA3BaHHE — IMOYecyXa OBEIl.
CuMIToMaTHKa JaHHOTO WH(PEKIIMOHHOTO 3a00JIeBaHUS Xa-
paKTepu30Baach TEM, YTO JKHBOTHBIC CTpajaidl OT 3yia,
BCJIC/ICTBHE YETrO >XHMBOTHBIC HAYMHAIHM HEMPEPHIBHO Ye-
caThCs O JAepPEeBbs, KAMHU U IpyTrue npeametsl. Kpome toro,
npu 0oJiee MO3IHUX CTATUSIX, OBIIBI, WM PEXKE, KO3BI, TYB-
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CTBOBAH OOJb MPH CTHOAHWUU W Pa3THOAHUH CyCTaBOB HOT
U TIpU (PUHANBHBIX CTAJMIX PAa3BUTHs OOJIC3HU CTpagasiv OT
cunpHeHIMX npunanakoB [2]. TTosxke sHIIEdamonaTus Oplia
oOHapyXeHa y 1abopaTOpHBIX MbIIeH, B 1967 rony, Yann-
nepom. Kpome Toro, B cCKOpOoM BpeMEHH ITPHOHHBIE 3a0071e-
BaHUS CTaJI HAXOJIUTH M y denoBeKka. [IepBBIM OTKpbITHEM
MIPUOHHOTO 3a00JIEBaHNs CUNTAETCSl MH(EKINs, OTKPHITAS B
1920-x romax I'ancom I'epxapmom Kpeitdensarom u Anb-
¢dorcom Mapus SAxob6om. OHH CMOTIH OTKPHITH OOJIC3HB,
KOTOpasi OCTaBIsUIa IOJIOCTH B HEPBHOW TKaHW, B WTOTE,
3a00JieBaHNE TIONYYMIIO UMEHA €ro OTKphIBaTenei. Cremy-
IOIIMM 3TarioM OTKPBITHS HMPUOHHBIX 3a00JI€BaHUI CTaJO
otkpeiTie 1957 roma B crpane Ilamya-Hosas ['Bunes, rae
Y BBICOKOTOPbS XHJIO TIeMs (ope, KOTOpOe CTpaaaio He-
M3BECTHBIM HEBPOJIOTHUECKHM CHHAPOMOM, IIPU 3TOM Y Ta-
IIMEeHTa HA0JII0AaIach HEMPEPBIBHAS COKPATIMOCTD MBIIII] 1
aTaKCHs, K TOMY K€ B ITOCIEAYIOIINX CTaIUsIX 3a007I€BaHNS
no0aBIsAIachk JEMEHIMS, U MOCIE 3TOro OONE3Hb 3aKaH4H-
BaJIach JIETAJILHBIM HCX0A0M. IIprunHON pacnpocTpaHeHust
JTAHHOTO 3a00JIEBaHUS CTall KAHHUOAIN3M, KOT/1a TOTOMKH,
CHEJIAJIN TOJIOBHOM MO3T CBOETO MPEKA, B PE3YIbTATE YETO,
TIPHOH TIOTIaJall B OpraHU3M YeJIoBeKa depe3 mumy [3].
IlepBble, KTO BBIIBUHYI OEIKOBYIO TEOPHIO MPOMCXOXK-
JeHUsT WH(EKIIMOHHOTO 3a00JeBaHUs, CTANIH PATHOOMOIOT
TukBaAnenep u O6uodpmsux Jxorn Crenmu ['puddur. Ux
YTBEpXKACHHUS OBbUIM OOOCHOBAHBI TEM, YTO IAHHBIA THII
MHQEKINH HE TMOTH0acT OT MOHM3HPYIOMIErO H3ITydCHHS,
a 3HAYNT UMEET OYCHb MAJCHBKHE Pa3Mephl, 3HAUNTEIHHO
MEHBIIIE, YeM BUPYC, U TeM OoJjiee MEHBIIE YeM OaKTepus.
B xonte xornoB B 1982 roxy Ilpy3unep n3 Kamndopunii-
CKOTO YHHBEPCHUTETA, HAKOHEIl CMOT BBIJCIUTH OCIKOBYIO
CTPYKTYpY NIPHOHA, BMECTE C ero rpymmoiil. Takum obpazom,
umenHo [Ipy3nuHep copMupoBan TEOPHUIO O TOM, TO TaKOe
TIPHOH, ¥ TIEPBBIM JJOKa3aJ ero OeIKoBOe CTpoeHme [4].
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CrpoeHue BceX PHOHOB PUOIM3ATETIHFHO OIMHAKOBO, TaK
KaK BCE MPHUOHBI CTPosATCA U3 Oenka o Ha3BanueM PrP. CHa-
Yyaja MOJKET I0Ka3aThCs, YTO JaHHBIA OeJIOK Oe300HMIeH, U HE
CMOJKET HaBPEUTH YENIOBEKY, MM JPYTOMY >KHUBOTHOMY, TaK
Kak IPHUCYTCTBYET BO MHOTHX TKaHSIX B KAY€CTBE MEMOpaHHO-
r0 O6emnKa. DTo abCOIOTHO BEPHO, HO MBI TOBOPHUM 00 aHOMAJb-
HOM Oenke, KOTOpeId HocuT HazBaHme PrPSc. OcobeHnocTsh
TaHHON M30(OPMBI OelTka 3aKITI09aeTcss B TOM, 9TO OHA CIIO-
co0Ha repeHacTpanBaTh Oerok PrP, Tak, 4To0BI OH nericTBoBa
HEe 10 MeMOpaHHOH (yHKIHH, a Mo WHQeKInoHHOH. Kpome
TOTO, POCTPAHCTBEHHAs! CTPYKTypa JAHHOTO OeNka JI0 CHX
mop HewsBecTHA. Takwe HeHopMallbHBIE M30(OPMBI 00BEIH-
HSFOTCS B BRICOKOCTPYKTYPHPOBaHHBIE aMUJIONTHBIE BOJIOKHA,
KOTOpBIE 3aTeM POpMHUPYIOT OJsmrku. KoHerr Kayk1oro BOJIOK-
Ha IIPEe/ICTaBIsIET OO0 3aTpaBKy, ISl MPUCOSANHEHHS APY-
THX OEITKOBBIX MOJIEKYJ, B pe3ysbTaTe uero (GuOpmiia TOIbKO
HaOMpaeT MacCy M yBEeIMIUBACTCS B pa3zMepax [5].

Ha nanHblif MOMEHT HE M3BECTEH TOUHBIH MEXaHU3M pa3-
MHOKEHHSI TIPHOHOB, O/THAKO CYIIECTBYET /IBE TMIIOTE3BI, KO-
TOpBIC JOBONBHO ONU3KH K OOBSCHEHWIO JAHHOTO TIpoIiecca.
INepBast rumoresa, KOTOpask MOXKET OOBSICHUTH PA3MHOKECHHE
TIPUOHOB 0€3 yJacTHs APYTUX MOJEKYJ, a TaKkkKe, 0e3 HyKIICH-
HOBBIX KHCJIOT, ObIJTa reTepoguMepHast MoJienb. CormacHo 3Ton
MoJIeTH, OftHa TIproHHast popma PrP, To ectp mHbeKMOHHAS,
TIPUCOETUHSETCS K 310poBoi opme PrP u obpasyer u3 3mo-
poBoro 6enka ero npruoHHyIo dhopmy [6]. OmHAKO MOJETH pe-
TUTMKAIUY TIPHOHOB JIOJDKHA OOBSICHATH HE TOJIBKO MEXaHM3M
Pa3MHOKEHHS caMUX TIPHOHOB, HO M TO, TIOYEMY CIIOHTaHHOE
TIOSIBJIEHHE IPHOHOB OBIBAET HACTOIBKO peaKo. PudpmuisipHas
MOJIEJTb TIOPAa3yMeBacT HAIMYHE TMPUOHHOTO OEJKa TOJBKO B
(dbopme GuOPHILIL, T/Ie TIPH ATOM KOHITBI TaHHBIX (YHOPHILT Tpe-
BpamaioT 310poByio PrP B mHexmmonHyro.CropocTh pocta
Yrciia MH(EKIIMOHHBIX YaCTHI] TIPHOHOB POTIOPIMOHAIBHA Be-
JIMYIHE KBAaJPaTHOTO KOPHA U3 KoHIeHTparmu PrPSc [7].
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Pucynox 1. Mexanusm pazmmodiceHusi NPUOHOS.

IIpuonnbIe GosIe3HN YeT0BEKA.

bonesnp Kpeiitngensara-Skoda (CJD). CID, Bnepsbie
onucanHbli B 1920 roxy, MoXeT ObITh TPHUOOPETEHHBIM, Ha-
CJIEJICTBEHHBIM MJIM CIIOpaJuuecKuM. B OonbIIMHCTBE CITy-
gaeB CJD sBnseTcs ciopagnyecKum.

BapuanTt 6one3np Kpeittidenpara-koda (vCID). DroT
tunt CJD MOXHO MOJNyYNTh, YIOTPEOIsAa B MUILY 3apa)KeH-
HOE MSICO KOPOBBI.

daranpHas cemeitnas Oecconnuna (FFI). FFI Biuser na
TajaMyc, KOTOPBIH SIBJISIETCSl 4aCThIO BAIllIEro MO3Ta, KOTO-
past KOHTPOJHMPYET LUKJIIbI CHA M 0oaApcTBOBaHMs. OTHUM U3
OCHOBHBIX CUMIITOMOB 3TOT'O COCTOSIHUSI SIBJISIETCS YXY/ILIe-
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Hue 6ecCOHHUIBI. MyTarus HacaeayeTcss JOMUHAHTHO, YTO
03HAYaeT, 4YTO BEPOATHOCTH TOTO, YTO MOCTPAAABIINI TIepe-
JIaCT €€ CBOMM JIeTsAM, cocTaBiisieT 50%.

Cunnapom repctmana-Crpocnepa-Illeitakepa (GSS). GSS
taoke Hacnenyercs. Kak u FFI, on mepenaercsa noMuHaHT-
HO. OH BIMSIET Ha MO3KEYOK, KOTOPBIA SBISCTCS YaCThIO
MO3ra, KOTOpasi KOHTpOJMpyeT OanaHC, KOOPAMHAIMIO H
paBHOBECHE.

Kuru. Kypy Obl1 maeHTH(QHUIMPOBAH B TpyIIe JIOACH
n3 Hosoit I'Bunen. bone3nb mnepenaBanach MOCpPEICTBOM
PUTYaTbHOTO KaHHUOATU3Ma, MPH KOTOPOM MOTPEOISLIIUCH
OCTaHKH YMEPIIUX POJICTBEHHUKOB [8].
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Tabnuya 1. Ilpuonusie bonesnu yenosexa.

Bonaesnn Xo3uH MexaHHu3M naTOreHe3a
Kuru Jlrogu 3apakeHue 4epe3 pUTYIbHBII KaHHHOAIH3M.
WH}peknus oT 3apakeHHOr0 MPUOHAMU TOPMOHA POCTA, TPAHCIUIAHTATOB
CJD Jonu . .
TBEPJI0M MO3rOBOM 00OJIOUKH H T.1I.
vCID Jiomn WHbexmus oT MpHOHOB KPYITHOTO POTAaTOr0 CKOTA.
FFI Jlrogu MyTanust 3apoasimeBoit smann B rere PrP (D178N, M129).
GSS JIrommn MyTanuu 3apopsIieBoil TuHnn B reHe PrP.

DaKTOpbI pUCKA ITHX 3200JIeBAHUI BKJIIOYAIOT:

I'enetuka. Ecnu y Koro-to B Balleil ceMbe €CTh Hacle/l-
CTBEHHOC IIPHOHHOE 3a00JI€BaHNE, BBl TAKKE TTO/IBEPIKEHBI
OoJiee BBICOKOMY PHCKY MyTalllH.

Bozpact. Cnopaguueckue NPHOHHBIC
OOBIYHO Pa3BHUBAIOTCS Y TTOXKMIIBIX JTIOJCH.

[IpoayKTHI KUBOTHOTO MPOUCXOXKIACHHS. YTOTpeOIeHNE
MIPOAYKTOB JKUBOTHOTO TIPOMCXOKACHUS, 3arps3HECHHBIX
MIPUOHAMH, MOXKET 3apa3nuTh Bac MPUOHHON OOJIE3HBIO.

MennmuHaCcKkHe Tpouenypbl. I[IpuoHHBIE 3a00]eBaHUS
MOTYT HEPEAABATHCS Yepe3 3apakeHHOE METUIIMHCKOE 000-
pyZIoBaHHE W HEpBHYIO TKaHb. Cilyyad, KOT/a 3TO MPOMC-
XOJIMT, BKIIOYAIOT MEPECaaKy 3apakeHHOH POTOBHUIIBI WIIN
nepenady 4depe3 TPAaHCIDIAHTATHI TBEPIOW MO3TOBOH 000-
souku [9-11].

Jleuenue. B HacTosiee Bpems JeKapcTBa OT MPUOHHOU
6one3nn HeT. Ho sleuenne HampaBiIeHO HA TOIIEPKKY.

ITpumepsl TaKOTO yX0/1a BKIIOYAIOT:

JlexapctBa. HekoTopsie nexapcTBa MOTYT OBITH Ha3HaUe-
HBI JJIS1 JICYEHUS] CHMITOMOB. [IpuMeps! BKITIOYAIOT!

- YMCHBIICHHE TMCHXOJOTHYECKUX CHMIITOMOB C IIOMO-
IO AaHTHJICTIPECCAHTOB MJIM CEIATUBHBIX CPEJICTB;

- obieryenue 0OJIM C ITOMOIIBIO OITUATOB;

- o0nerdyeHne MBIIEYHBIX CIIa3MOB C ITOMOINBIO TaKHX
MIPENapaToB, Kak BaJIbIIPOAT HATPUS U KJIIOHA3ETIAM.

IMomomrs. [To Mepe mporpeccupoBanus O0JIE3HH MHOTHM
JIOASIM HY’>KHA TIOMOIIb B yXOJI€ 32 COOOW W BBITIOIHEHUH
TTOBCETHEBHBIX JIEIL.

YBnaxHeHne U o0ecTedeHne MUTAaTEIbHBIMY BEIIECTBA-
Mmu. Ha mo3Hux cragnusax 3a001eBaHns MOTYT OTPeOOBaTh-
sl BHYTPUBEHHBIE KUJIKOCTH WJIN 30H] TSI KOPMIICHHS.

VY4ensle MpoaomKaroT padoTaTh Haja MOUCKOM 3(ddek-
THUBHOTO JICYCHNS] IPUOHHBIX 3a00JICBaHUH.

HexoTtopsie moTeHIMANBHBIE METOBI JICUCHHSI, KOTOpPBIE
OyayT M3y4eHbI, BKIIOYAIOT MCIIOJIB30BaHUE aHTHTEN TPO-
TUB IPHOHOBU «aHTHIIPHOHOBY, KOTOPBIE HHIHOMPYIOT aHO-
MabpHyI0 perunkanuto PrP [12].

3akuoueHue. B 3aximoueHNN XO0YeTCsl CKaszaTh, YTO HA
JMaHHBI MOMEHT AaHHOE WH(EKIHOHHOE 3a00JeBaHUC SB-
JIIETCSl CaMBIM 3araJOYHBIM Ha (OHE Apyrux Oomesneil. B
TIEPBYIO OYEpelb, 3TO OOYCIABIMBACTCS TEM, YTO IPHOH
UMEET MaJeHbKHE pa3Mepbl, KPOME TOTO, €r0 CTPYKTypa
ellle /10 KOHIIa HE N3y4eHa, & CAMBIM POOIEMHBIM ITyHKTOM
SIBISIETCA TOT (akT, 9TO JaHHOE 3a00JIeBaHNE 0 CHX IO HE
nzneanmo. O1HaKO, HAZEEMCSUTO B OyMyIeM y4eHbIe Hail-
IyT CTIOCO0 JeUeHus JaHHON OOJIe3HHU, TakKe KaK KOTJa-TO
HAIIJIH JICYEHUE OT OAKTEPHUATBHBIX M BUPYCHBIX HH(EKITUH.
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IIPUOH AYPYJIAPBIL. TIPUOH AYPYJIAPBIHBIH KO3 AbIPFBILITAPBI

* I'.Cepnbexkbi3bl, B. I'anumyLinn
«Kasakcran-Peceit menuimnansik yausepeuteti» MEBBM, Kazakctan, Anmater

Tyitinai

[Ipron aypynapbl — NMaTOJOTHSUIBIK AKybI3AapMEH OalJIaHBICTHI JKOHE aHOMAJbJbl YIIIHIII PETTIK KYpPBUIBIMBI Oap aKybl3fra
Herizaenrex aypynap. [Ipuonaap KypaMbiHaa HyKJISHH KBIIIKBIIIAPBI )KOK KYKITAJIb KO3BIPFBIITAP/IBIH €PEKIIE KJIachl OOJIBII Ta-
Obitanpl. Onap CyTKOPEKTUIep/IiH KONTEreH TypIepin/ie, COHBIH IiH/e ajaMaapaa Kkesaece/1i. AJaMHbIH IPUOH aypyJIapbl TYKbIM
Kyasaybl HeMece XKype Taiia 00aysl MyYMKiH. AJJTaMHBIH CHOpaJUKaJIbIK IpHOH aypyiapbiHa Kpeindensar-Axko6 aypyst (CID),
eJiMre SKelleTiH YHKBICHI3JBIK XKOHE 9pTYpJl IpoTeasanapra ce3iMTal IPUOHONATHA >KaTajgbl. AJaMHBIH XKype maiina OoiraH
NPHOH aypyJIapbl XalIbl aypy jKaraaiiaapblHblH Tek 5% kypaiasl. Onapra kypy, stporenai CJD xaoHe er eHimMIepiH, acipece
MHJbI TYTBIHY apKbUIbI ipi Kapa mManjaH agamjapra oepinerin CJD sxana Typi kipeni. by momyna ambuty Tapuxsl, IPHOHHBIH
CTPYKTYpaJbIK KYPBUIBIMBI MEH KOOCI0 MEXaHH3Mi, IPHOH aypyJIapbIHbIH TYpJIepi Typajbl aKmapaT OepiireH.

Kinm ce30ep: npuon, npuon aypynapsl, uH@exyus, axyuis.

PRION DISEASES. PATHOGENS OF PRION DISEASES
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Summary

Prion diseases are diseases associated with pathological proteins and based on a protein with an abnormal tertiary structure.
Prions are a special class of infectious pathogens that do not have nucleic acids in their composition. They have been found
in a wide range of mammalian species, including humans. Human prion diseases can occur sporadically, be hereditary or
acquired. Sporadic human prion diseases include Creutzfeldt-Jakob disease (CJD), fatal insomnia, and prionopathy sensitive
to various proteases. Acquired human prion diseases account for only 5% of human prion disease cases. These include
chicken, iatrogenic CJD, and a new variety of CJD that has been transmitted to humans from affected cattle by eating meat,
especially the brain. This review provides information about the history of discovery, the structural structure and mechanism
of reproduction of the prion, types of prion diseases.
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Kongrukm unmepecos. Bce agmopul 3aa6as10m 06 0mcymcmeuu NOMeHyuaibHo20 KOHPAUKMA UuHmepecos, mpeoyoujeco
packpeimusi 6 0aHHOU cmambe.
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Bknao aemopos. Bce asmopul snecnu pasHoyeHHblll 6K1A0 68 paspabomKy KOHYenyuu, eblnoanenue, 00pabomxy pesyibma-
moe u Hanucanue cmamou. 3aseaiem, Y¥mo OAHHLIN MAMepudn parnee ne NyOIUKOBANCS U He HAXOOUMCS HA PACCMOMPEHUU 6
Opy2ux u30amenbCmeax.
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