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NMPIOHN. HOBA EPA PO3BUTKY
MIKPOBIOJIOrII, BIONOrIi TA MEAULMHA

Pe3zrome. B oensnodi suceimaerno icmopiro giokpumms npiouie. /lano
3a2anbHy XapaKkmepucmuky iHgheKyiliHux ma HeiH@peKyitiHux
NPIOHIB,B8KA3AHO KAIHIYHI NPOSAGU 3AX80PHOEAHb, W0 NPOBOKYIOMbCS

namosaoeiynumu npionamu. TarKodic UCBIMAOEMbC NOMEHYILIHA
Hebe3nka npionie y meOuuHil ma papmarKonsoiuHiil 2any3sx.

Y 1982 po1ii ameprKaHChKUIA MOJIEKYJISIPHUIA Oio-
Jior, ipodecop Crenuti [pro3nHep 3poOUB BiTKpUTTS
HOBOTIO TUIY iH(EeKLiAHMX areHTiB - IIPiOHiB, 1110 CTa-
JIO OTHMM 3 BUIATHUX HAyKOBMX TOCATHEHBb XX CTO-
piuus. 3a 1e BigKpuTTs BiH oTpuMmaB HoOGesiBCbKy
MpeMiro B raiysi ¢iziosorii Ta MequumaA [4,5,8].

Lle BigKpUTTS 3amo4aTKyBalO HOBY €py pO3-
BUTKY MIKpOOioJIoTii, 6ioJToTii i MeIUIIMHNA, OCKITBKYT
BUSIBJICHUI MPUHIMUIIOBO HOBUM TUM iHPEKLiAHUX
3aXBOPIOBaHb, SIKUI1 BiIPi3HSIETHCS CBOEIO TIPUPOIOIO
BUHUKHEHHS i pO3BUTKY. 3a CTYMIEHEM CKJIQJHOCTI
CBOE€I OyIOBU TIPiOHM HaJIeXKaTh IO HANTIPOCTIIINX 3
BiIOMUX Ha ChOTOMIHI iH(heKIIiiTHIX areHTIB, Y 3B'SI3KY
3 HEBiIBOPOTHOIO JIETATBHICTIO CIIPUYMHEHNX HUMU
3aXBOPIOBAaHb i BiICYTHICTIO €(PEKTUBHOTO JiKyBa-
HHS. Po3poOKa nepcrekKTBHUX METOIIB (papMaKo-
Teparlii MpioHOBUX XBOPOO cTajia OMHUM 3 HaWIpOr-
PECHBHIIIINX HAIPSIMKIB Y TCOPETUUHI# Ta eKCIiepy-
MeHTaJIbHiN (papmakojorii [6,7].

IIpionwm (Bim anTy. proteinaceous infectious par-
ticles - OLTKOBI 3apa3Hi YaCTMHKM) - OCOOJIMBUI KJ1ac
iH(bEKIIIITHMIX areHTIB, YMCTO OLIKOBUX (TOOTO TaKMX,
110 HE MICTSITh HYKJIETHOBUX KHUCJOT), 10 BUKJIM-
KalOTh TSDKKi 3aXBOPIOBAHHS LIEHTPaJIbHOI HEPBOBOI
CHUCTEMH B JIIOACH i psiiy BUIIMX TBapUH (T.3B. "HO-
BUTBHI iHGeKIiT"), IKi BiApi3HIIOTECS Bil 3BUYaTHIX
OLTKiB TPOCTOPOBOIO CTPYyKTypor [1,2,3].

OnHuUM i3 HepIIrX AeTaJIbHO 0XapaKTePHU30BaHMX
MpioHHHUX OiNKiB cTtaB PrP (Bin aHr. prion-related-
protein abo protease-resistant-protein). Bimomo,
npotein-npioH (PrP) icHye B gBox ¢hopMax. Ilepiua -
Y BUTJISIII HOPMaIbHOI, HeiH(eKIIiiHOoI (hopMm "310-
poBiit" - PrP°, siky BiH Mae B HOpMaJIbHUX KJTiTHHAX
(C- Big anarn. Cellular - "kmiTuHHMI"), B SIKili IepeBa-
XKalTb anbda-croipani. KimiTMHHUIA poTeiH-TIpioH
(PrPc) 3ycrpivaeThcs y TOJIOBHOMY MO3KY SIK B HOP-
Mi, Tak i B iHikoBaHuX XBopuX. Jpyra - y iHpek-
wiitHiit hopmi, i30dopmi, "maTosnoriyHiii” - PrP*, Biac-
He IpioHHIN (Bim Scrapie -XxBopoOu OBellb), HAKO-
MMUYYETHCS B TOJIOBHOMY MO3KY TiIBKH Y XBOPHX JIIO-
JIei i TBapuH, IS SIKOI XapaKTepHa HassBHICTh BEJTU-
Koi KiJIbkocTi 6eTa-TskiB [9,10].

THdekuiliHM 6iT0K Ma€ aHOMAaJTbHY TPUBUMIPHY
CTPYKTYpPY i 3mMaTHUI MpsIMO KaTajli3yBaTU CTPYK-
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TypHE IEpPEeTBOPEHHSI FOMOJIOTIYHOIO MOMY HOP-
MaITBHOTO KJIITUHHOTO OijTKa B c00i MOAiOHMIA (TIPiOH-
HUIA), TPUENHYIOUUCH M0 OiTKa-MillleHi i 3MIHIOIOYU
1ioro koH(opMallio. K mpaBuio, MPiOHHUIA CTaH OLT-
Ka XapaKTepU3YEThCS MEPEXOAOM a-CIlipaieil Oinka
B yo-ckuiamyarticts [3,11,12].

IMpu NoTparuIsiHHi B 310poBy KiituHy, PrP* ka-
Taizye nepexifa kiituHHoro PrPC y npioHHY KoHdop-
Mauiro. HakonuyeHHs1 IpiOHHOTO OijKa CympoBO/I-
JKYETBCS OT0 arperaii€lo, yTBOPEHHSIM BUCOKOBIIO-
psiIKoBaHUX (hiOPWIT (aMiJIOiny), IO 3PEIITO MPU3-
BOJUTD A0 3aruoei KiaituHu. [1pioHu, 1110 BUBLIb-
HUWINCS, BUSBJISIIOThCS 3MaTHUMU IIPOHUKATU B CY-
CiIHi KJIITMHU, TaKOX BUKJIMKAIOUHU iX 3apaxkKe€HHS i
3arubens [6,13].

Jo KiHIIg MeXaHi3M CIOHTaHHOIO BUHMKHEHHSI
MpioHHMX iH(eKIIiN He 3'sicoBaHUit. BBaxkaeThcs (asie
1lle He MOBHICTIO MOBEACHO), IO IPiOHU YTBO-
PIOIOTBCST B PE3YJIbTATi MOMUJIOK Y Oi0CUHTE31 OLIKIB.
MyrTalliii reHiB, 1110 KOAyIOTh MpioHHU Oiok (PrP),
HOMWJIKU TPaHCJSLii, IPoLECH IIPOTEOJIi3y - BBa-
JKalOThCSI TOJJOBHUMM KaHAMAATaAMU Ha MeXaHi3M
BUHMKHEHHSI IPiOHIB.

€ naHi, SIKi Jal0Th MiACTaBU BBaXKaTH, 1110 IPiOHU
€ HE TiIbKU iH(PeKUiHHUMU areHTaMu, ajie i MarTb
¢yHKIIii B HOpManbHUX Oiomponecax. Tak, Har-
puKJan, iCHYE rimores3a, 110 4yepe3 MpPioHU 3Ailc-
HIOETBCSI MEXaHi3M IeHETUYHO 3YMOBJIEHOI'O CTO-
XaCTUYHOTIO CTapiHHA [2,13,14].

Pons HopMmaneHOTO TIpoTein-TipioHa (PrP) y 3mo-
POBHX iHAWBIAYYMIB IIIe 1O KiHIIg HeBimoMa. IIpioH-
IIFOTETH HEOOXiTHMI IJIsT HOPMaJIbHOI CHHAIITUIHOI
¢ynxii. [TpumyckaeThcst, o MpioHW 0epyTh YIacTh
Y MIXKIITUHHOMY PO3ITi3HaBaHHI i KIITUHHIN aK-
TuBaLii. [lexTo BBaXae, 1110 IXHbOI (PYHKIIIEIO € IPUT-
HiYeHHS BIKOBUX MPOIIECIB, i TOMY IIPiOHOBI XBOpOOH
MOIiOHI 32 CBOIMY KITIHIYHUMM Ta MOP(OIOTITHIMHA
XapaKTepUCTUKAMM 3 T€POHTOJIOTIYHUMHU 3aXBO-
proBaHHsaMu [15].

IIpioHn myxe CTIilKi 10 Pi3HNX (PiZUKO-XiMITHIX
BIUIMBIB, ¥ TOMY YMCJIi 1O 3BUYAfHNX METO/IB JIe3iH-
(hexuii. Ionizytoue, ynprpacdioneroBe a0 MiKpOXBHU-
JIbOBE BUIIPOMiHIOBaHHSI Ha HUX IPAKTUYHO HE €.
Jle3iHdeKmiitHi 3acobn, 110 3a3BMYail BUKOPHC-



VIOTbCSI B MEAMYHIiN MpPaKTULi, Oil0Tb HA HUX

ie my>xe obmexeHo. HaBiTh 1ipu aBTOKI1aBYBaHHI

[ 134 °C npotsirom 18 XB. HEMOXJIMBO JOCSITTH

HOTI'0 pyIHYBaHHSI IIPiOHIB, 1 IPiOHU "BIXKMBAIOTD"
OpMi, 3MaTHiil BUKJTMKATH 3apaxeHHs. CTiliKicTb
BHUCOKMX TEMIIEpATyp 3pOCTaE e Oiablile, IKIIO
OHU 3aCOXHYTb Ha MOBEPXHi MeTay abo cKJja,

SIKILIO 3pa3Ky Tiepel aBTOKJIaBYBaHHSIM Oy/IH ITiji-

1 aii ¢popmanbaeriny. [IpioHu CTiKI py KU ATiHHI
>taroM 30-60 XB, BUCYLIYBaHHI - 10 2 POKiB, 3a-
30KyBaHHi - Y 3 pa3u Oiiblile, HiX BiJlOMi BipycH,
aKOX CTilKi Mpu XiMiuyHiiA 0OpoOLi criMpTaMu,
PMAaJTBIIETIIOM, KUCIOTaMU. TakoX MPiOHU MPOSIB-
OTb cTiliKicTh npu Y®-ompoMiHeHHi, raMMa-
ipoMiHIOBaHHi, rigpoutisi ¢pepmeHTamu. HapiitHo ix
BiYIOTb Ie3UH(}PiKyI0Ui peakTUBU - CUTbHI OKHC-
Baui, SIKi pyiAHiBHO Jil0Th Ha IIPOTEIHU, IO CTiliKi
BUCOKUX Temrmiepatyp. HaitecdekTuBHiImit BImus
LUISIETBCSL B 103aX, 1110 JeHATYpYIOTh MPaKTUIHO

Oinku. IHakie Kaxydu, 3 yChOIo XKMBOIO MpPioH
ie ocranHiMm [11,12,13].

JlromHA MOXe 3apa3uTHCS TIPiOHAMH, IO MiC-
TbCS B iXi, TaK SIK BOHM He PYWHYIOThCS dep-
WUTaMU TPABHOTO TPakTy. be3nepeiikoaHo MpoHu-
OYU Yepe3 CTiHKY TOHKOTO KUIIEYHUKY, BOHU, B
LLIEBOMY PE3YJIbTaTi, MOTPAIISIOTh Y LIEHTPAIbHY
pBOBY cucTeMy. Tak NMepeHOCUThCS HOBUIA BapiaHT
3poom Kpeittidenpara-SAxkoba, sIKoo oI 3apa-
I0TbCS TiC/Is BXUBaHHS B XY SJIOBUYUHMU, 1110
JIUTh HEPBOBY TKAHWHY 3 TOJIiB Xy/lI0OU, XBOPOI Ha
3yacTy eHIledaionariio BeJWKOI pOraroi Xyaoou
>,13,14,15].

€ naHi, 110 IXepeaoM PO3MOBCIOIKEHHS MO-
emb OYTH CTOMATOJIOTIUHI Ta iHIIN MEeIWJHi Ipo-
JIypH, TIOB'sI3aHi 3 MOMAaIaHHIM ITPiOHIB Y KPOB'sTHe
cJo.

ITin mimo3py moTpanvB TaKoX JICIIMTUH TBapH-
[oro moxomxeHHs, 1110 BUKJIMKAIO CKOPOUYEHHSI
:TOCYBaHHS MOro B (hapMaKOJIOTiUHiit IIPOMMCIIO-
CTi, i BUTICHEHHSI pOCIMHHUM (B OCHOBHOMY CO€E-
M) JICLIUTHHOM.

YV BenmmkoOpuTaHii 3 X IPUYHMH BXe BUKOPHCTO-

mr\m-w-uz I'>€m /aTrTT/\i1<ir>1T>i Iruai7 - * araTTrTi 1 TTANCIY T 1A TTEET | TTTTIr
ix/iowyi yj.IjAnyjAj.{(XOKJOi /vijpj pi 1-ini invIJLyfivivrmri gan
H3UWJIEKTOMII[13].

JyXe BaXJIMBUII acIeKT, ITOB'SI3aHUil i3 eIli-
MiOJIOTi€0 TIPIOHOBUX iH(EKILI - 11e Oe3mneKa rpyr
[3uKy, sKi TaK ab0 iHaKIIe CTUKAIOThCA i3 3apa-
3HUM MaTepiajioM TBapuMH ab0 XBOPUMU JIIOAbMU,
5 1Ii€l rPYNU HajleXaTh BETEPUHAPHI i MEIUYHI
pypru, 1aToJIoroaHaTOMU, BETCAHEKCIIEPTH, MpalliB-
iK1 M'siconepepoOHOI IIPOMUCIIOBOCTI Ta A€sIKi iHILI
Teropii ocid, siKi KOHTAKTYIOTb 3 OTEHIIIITHO MOX-
iBUMU JKepesiaMu iH(eKLiiHOoro npioHa.

Jlo TenepilHROro Yacy BCTAHOBJICHO, 1110 TPiOHHI
JIKV BUKJIMKAIOTh 3aXBOPIOBAHHS Y JIIOJIEN Ta TBa-

Haykosi ornaamn

puH. IIpioHOBi 3aXBOpPIOBaHHS - 1Ie¢ TEHETUYHO Ta
iH(DEKIITHO 3yMOBJIEHA rpyla XpOHIYHUX, MPOrpe-
CcylouMx, GaTajibHUX CUHAPOMIB, IO XapakTe-
PHY3YIOTbCSl YPaXKEHHSIM LIEHTPaJIbHOI HEPBOBOT CHC-
TEMU, M'SI30BOI, JIiM(OiTHOITa, IMOBIPHO, IHIIIX TKa-
HUH. [IprMYMHOIO LMX CUHAPOMIB € Pi3HOMAaHITHi
TATOJIOTivHi i30¢opmu nipioHiB [ 11,12,13,16,17].

Tak Hampuknan, mpioHHa xBopoba Kpeiti-
denpna-Akoda (XKA) € miaroctpa eHuedanonaris,
sIKa XapaKTePU3YETbCsl MOBIILHOIO MPOrPECyYoIo
3aru0esii0 HelpoHiB. XBopoba BUSIBISIETHCS B
OCHOBHOMY B JIOPOCJIUX i XapaKTePU3Y€ETHCS IIBUI-
KUM PO3BUTKOM JI€MEHIIii, 110 CYMPOBOIXKYETHCS
MmipaMigaTbHUMU Ta €KCTparipaMiTaTbHUMUA CUMII-
ToMaMu. 3axXBOPIOBAHHS € COOPAAUYHUM i 3yCTpi-
yaeTbcsd 3 yactoror 1:1000000; pimme 3ycTpi-
YalThCs POAMHHI Ta SITPOT€HHi BUMAaIKKU 3aXBO-
proBaHHs. Y 1968 pori Oy/a moBeaeHa TpaHCMiCUBHA
(indekuiitHa) npupoaa Lie€l Heayru B mpumMaris. ia-
Ma30H TPUBAJIOCTI Tepediry Heayr KOMMBAETHCS Bif
JIEKiJIbKOX TVXKHIB 0 BOCbMU POKiB. OIHAK cepeaHs
TPUBAJICTb KUTTS Bill IT0YaTKy XBOPOOU - IIIiCTh Mi-
CALB.

XBopoba Kypy - HAalTUTIOBIIINIA TPUKIIa TpaHC-
MICMBHUX MPIOHOBUX 3aXBOPIOBaHb MOAUHU. lle
HEBPOJIOTiUHE 3aXBOPIOBAHHS 3yCTPIYAETHCSI BUHSIT-
KOBO cepeJl MEIKAHIIiB IIJIEMEH TipChbKOi MiCLIEBOCTi
Okarma i @opec (ocrposa I1anya-Hopa I'Bines), ski
BiIpi3HSIOTHCS OJIM3bKOPOIUHHUMU 3B'sI3KaMU, Ce-
pen sKux OO0 HellloJaBHA iCHyBaB pUTyal KaHi-
Oanizmy. HaliimoBipHilia rimore3a BiTHOCHO TOXOM-
>XeHHs i mommpeHHst Kypy cepen i30b0BaHUX TIe-
MeH HoBoi I'BiHel noJisirae B ToMy, 1110 1i€ 3aXBOPIO-
BaHHSI 1TOYAJIOCsI CIOHTAHHO B OTHOTO MpeICTaBHUKA
IUIEMEH SIK BUMNanoK cropaanvyHoi XK, a micis upo-
IO TPAHCMiCUBHO Tepeaanocs iHIIMM YeHaM Tuie-
MEHi B 3B'SI3KY 3 pUTYaJIbHUM KaHiOai3MOM.

3 MOMEHTY MEepIIoro OIMMCAHHS 1€l XBOpoOU
laiimymiekom i 3uracom y 1957 pori 1o choromsi
Bim xBopoou Kypy 3armnaymo monan 2500 mromeit
(maitke 10 % momysisiii AeSIKUX CEJIUIL), IOPiYHO
pmupano Oimg 200 mromeit. ii TpaHcMicis 3miiic-
TR VRBIRGIR WO YIS I AT (R kI OGRS,
IIOB'SI3aHOTO 3 PO3WICHYBAHHSIM i 3'IIaHHSIM TPYIIiB.
XBopoba (haKTUYHO 3HUKJIIA 3 TPUITUHEHHSIM PU-
TyaJIbHOTO KaHiOajtizmy.

Cunapowm I'epctmana-Crpayccnepa-IlleitHkepa -
BUHSTKOBO PiIKiCHe POAMHHE 3aXBOPIOBaHHS, 1110
MepeaaEThCs 32 aBTOCOMHO-IOMiHAHTHUM THUIIOM.
Bono 6yr1o Briepie orucade B 1936 porti. CrioyaTky
BBaXKaJIu, 1110 11€ 3aXBOPIOBAHHS POJAUHHE, aJie Terep
Bimoma Takox criopaanyHa ¢opma. Lleii cuHapom
3ycTpiyaeTbcsd B ocid y Biui 40-50 pokiB i xapak-
TEPUBYETHCS, TOJIOBHUM YMHOM, MO30UKOBOIO aTaK-
ci€ero, po3jlagaMy KOBTaHHS i (DoHallii, JEMEHIIIEI0
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rpotsiroM Bix 6 1o 10 pokiB (cepemHs TPUBAJIICTh
XBOPOOM CTaHOBUTH 50 MicCSI1IiB), MiCIsI YOTO HACTAE
CMEPTh.

MopdosoriuHi 3MiHM TP IILOMY CUHAPOMi aHa-
JIOTIYHI 3i 3BUYaiTHUMM TPAaHCMiCUBHUMH ITiATOCT-
puM*! cHOXiDOopMHUMY eHLIeaTonaTissMU. Xapak-
TEpHOIO MOTO PHCOIO € HAsIBHICTh BEJIMKOI KiJIbKOCTI
KOHIIEHTPUYHUX aMiUJIOITHUX TIJIACTUH, SIKi BUSB-
JISTIOTBCS YacCTillle B MOJIEKYJIIPHOMY IIapi KOPU MO-
30YKa, aJie iX TAKOXX MOKHA BUSIBUTH i B KOpPi MO3KY.
IMyHOITO3UTHBHI OJIIIIIKM MOXYTb OYTH BEJTMUMHOIO
Bim 150 mo 500 MiKpoH y miameTpi.

datajibHe POAMHHE OE3COHHS - 1Ie CIaaKOBO 3y-
MOBJIEHa, HEBWJIIKOBHA IIPiOHOBA XBopo0a, 1110 Oyna
onucaHa Bcboro 30 pokiB Hazan, B 1986 poui. 3ycr-
piJaeThcs myxke pigko. Mae aBTOCOMHO-IOMiHAHT-
HUI TAN YCITagKyBaHHS, TOOTO ypaXkaloThcs OOMIBi
craTi i BiICyTHI Hocii. SIKIIo JoomHa Ma€ maTo-
JIOTiYHUI T€H, TO 3aXBOPIOBAHHS 00O0B'SI3KOBO PO3BH-
BA€ETHCSI, OMHAK CTYIMiHb HOr0 BUPAXKEHOCTI MOXE
3HAYHO BapilOBaTH.

IIpn datanpHOMY pOIMHHOMY O€3COHHI ypa-
JKAETHC TalaMyC, SIKAI € KOMYHIKaTOpOM 3B'SI3KiB
MiK KOPOIO TTiBKYJIb i TiJIOM, IIIO TIPOITYCKA€E CUTHAIN
B OOMIBOX HampsIMKaX y HEOOXimHi 30HM KOopH abo
YaCTWHMU Tila. BBaxkaeThcs1, 1110 MpY 3aCUIIaHHI 3HU-
XKYETbCSI €(PEeKTUBHICTh TIPOBEACHHSI iMITYIbCIiB
yepe3 Tamamyc. [1pu ponnaHOMY (paTaibHOMY 0€3-
COHHI BiIOYBAE€THCS TTOPYILIEHHS i€l PYHKILI, a TAKOX
TIOPYIIYIOTECS iHII IIMPKaIHI PUTMHU, IO BITIMBAIOThH
Ha KPOB'STHUI TUCK, YaCTOTYy CEPIIEBUX CKOPOYEHb,
TeMITepaTypy TiJla i TOopMOHANBHI pUTMH. BimcyTHe
BUPOOJICHHS CJII3HOI PiIMHM, 3HIKYIOTHCS 00IH0Ba
YYTIUBICTh i pedeKTopHa aKTWUBHICTb, PO3BU-
BA€ETHCS JAEMEHIIisI, Ha IIKipi iHKOJW TOSIBISIOTHCS
BucunaHHs. [lopyllleHHsSI CHy MOXe TPU3BECTHU 10
TaTIOIMHAILIH | KOMHU.

XpoHiuHa mnporpecymya enueparonamis oums-
yoTo my abo xBopoba AJjbIepca € PilKiCHOI Xpo-
HIYHOIO TIPOTPECYI0UOI0 eHIledanonariero, sKa
MOEIHYETHCS 3 YPAKEHHSIM MEYiHKI, PO3BUBAETLCS B
JUTSYOMY Ta IOHALIGKOMY Billi (Bill HApOILIEHHS 10

18 IIMII 1 TIVI/IOSC « PPUIATTWTHYJUI* R A/IUIATTIB! (mili 1
poKy). Takox ormrcaHi BUTTAIKA, KOJI 3aXBOPIOBAHHS
P038UBANOCA 8 NPEHAMANbHOMY TIEPIOi, TIPU LIbOMY
cnocmepieanucss eupadceHa Mikpoueghanis,
BHYTPIIlIHOYTPOOHOTO PO3BUTKY, aKiHE3isl TUIOMY,
MIKpO - i peTpOTHAaTisl, TTOPYIICHHST PYXJIMBOCTI CYT-
JI00iB. 3aXBOpPIOBAaHHS € CIIAAKOBMM i Ma€ aBTOC-
OMHO-PEILIECUBHMI THUIT ycHaAKyBaHHs. Po3BUTOK
3aXBOPIOBAHHS B OLbII Mi3HBOMY TEPiONi XUTTS

3ampumka

Tom XIV, Ne2 (52), 2015

PECUBHOIO TIMOTOHIEI0, YPAXKEHHSIM IeYiHKU (Xpo-
HIYHUI TEMaTUT 3 BUXOIOM B ILIUPO3), iHKOJIA PO3BU-
BAa€ThCS reMopariyHuii maHkpeatur. CMepTh 31¢-
OiIbIIOrO HAcTae B pe3y/bTaTi MEYiHKOBOI HemoC-
TaTHOCTI.

TicTonoriuHO BUSIBISIETLCS CIIOHTIO3, MOMIOHMI 3a
MopdoJoriero 10 xBopobu Kpeiitidennaa-Axkooda,
JTcTpodiuHi 3MiHU HEMPOHIB i aCTPOiTio3 KOpY MOTU-
JIMYHOI 00J1acTi, CMYyracToro Tifa, y HEBEJIUKOMY
CTyTeHi - TiM'sSIHOi 06J1aCTi, cKJIepo3 poriB AMMOHA,
IUCTpoiyHi 3MiHM B 3aHIX CTOBIAX CHMHHOIO MO3-
KY 1 HEBEJIMKE 3MEHILIEHHS KUTbKOCTI KITTUH [TypKiHbe
B MO30YKY. Y TIEUiHIIi BUSIBJISIIOThCS TIOIIMPEHI 1IEHT-
PpOJIOOYJISIpHI HEKpo3u. XBopoba TpaHCcMicuBHA. BoHa
OyJa BiATBOpeHa Ha XOM'SIKax MpPU BHYTPIlLIHbO-
1iepedpaTbHOMY BBEIEHHI CyOCTpary, OTpUMaHOro
Bill XBOpHUX IiTEH.

CrroHTi(hOpMHMIT MiO3UT 3 TIPIOH-aCOLIIHOBAaHUMI
BKMoYeHHSIMU. Y 1993 poili B 3HauHili TPyIli BIKOBUX
MiomarTiit Oysla 3BepHyTa yBara Ha oci0, sIKi cTpax-
IaJii Ha MiO3UT 3 HE3BMYAWHUMU BKJIIOYEHHSIMHU -
TimpIsIMU. 1li 3aXBOpIOBaHHST HEPITKO OMUCYIOTH SIK
IIPOTPECYI0YY XBOPOOY M'SI30BOrO BHUCHAXXEHHS B
JiTHIX moaeit. Haityacrime Mio3uT 3 BKIIOYEHHSIMUI
BUSIBJIIETHCS Y Bili Bim 50 g0 60 pokiB i crapiiux.
3axBOpIOBAaHHS XapaKTEePU3YETHCS TOBOJII IPOTpe-
CyI04OI0 C/1abiCTIO, YacTO CYIPOBOKYEThCS Miaj-
Ti€lo, sIKa He MPOXOIUTh IPU CTEPOITHIN Teparii. Y
JesIKX BUIAIKax KJiHika OaunckaBuyHa. Bimowmi i
CITOPaTNIHi, i ponUHHI (POPMHU.

licromoriyHo BUSIBISIETHCS HEKPOTUYIHA MioIaTis
3 HasIBHICTIO Bakyourb. Lli Bakyom B 3aMOpOKEHUX
3pi3ax MIiCTSATh cHipajeBMIHI KOHTOMITbHI HATKH.
IIpn enexTpoHHIN MIKPOCKOITii Ii BaKyOJli € YiTKO
00OMeKeHI MacH aMiJIoimoITomioHnX diaMeHTiB. IMy-
HOTiCTOXIMiYHO aMiJIOifHI Macu CKJIamaloTbcs 3
npioH-TipoTeiHiB PrP, Ab-rrermumiB i anominonpoteiny
E. Kpim moeo, yi pewosunu 6us61510mbCsi 6 M'SI30BUX
BOJIOKHAX Yy BUTJISINI HUMKONOOIOHUX Oenozumis. Y
JITepaTypi 8UCA08AI0EMBCS NPUNYULEHHS PO MOJIC-
Auee iCHYBaHHS IiHIIMX TNPIOHOBMX 3aXBOPIOBaHb
M'S130BOI TKAHWHM.

TTeran/rrrrbrrruriiivii mx/mrn X~ IKPO*KOIIIYHO " C*X
BUITIaAKAaX IIPIOHOBUX €HLIedaoNariii Bii3HaYeHe He-
CYITEBE 3MEHILEHHSI Macu TOJIOBHOIO MO3KY, B
OKDeMUX CHOCMEPENCEHHAX MAAa Micue NOMIpHA
aTpoisl 3BUBMH, TOJJOBHUM YMHOM B 0OCi0 i3 mpo-

JIOHTOBaHMM Iiepebirom 3axsoproBaHHs [13,18,19].

MikpocKomigHO MpioHOBa CITOHTI(POpMHA CHIIe-
dayonarig xapaKTepu3yeTbCsI HasIBHICTIO Oe3miui
OBaJIbHUX BaKyoJib (CroHTi03) Bim 1 1o 50 MikpoH y

3ycmpivaemucs dyxce pioko. Kniniuna kapmuna xapaxkdiamempi e 6y0b-saxomy wapi kopu mosky. Lle mo-

mepu3yemucs CWIbHUM TOJIOBHUM 00JieM, IOPYIIIEH-
HSIM 30DY, MHOJICUHHUMU IHCYAbMO-NO0IOHUMU CTaHA-
MU (3 enuienTU(GOPMHUMU HpUITaAKaMU), MPOT-
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acyms 6ymu OKpeMi BaKyoJli abo Ipynu, po3IMoaiaeHi
Ha mingaky. Ha mapagiHoBux 3pizax BaKyoJli BUT-
JISINAI0Th ONTHYHO MOPOXHIMHU, OJHAK Y JEIKUX 3



WX MPU 3a0apBJIE€HHI reMaTOKCUJTIHOM i €03UHOM
€piIKo BUSIBIISIEThCS APiOHA 3epHUCTICTh. Bakyouti
OXYTb 31MBaTUCs B MikpoucTy (200 MiKpoH i Oi1b-
i€), y pe3yabTaTi 4oro iCTOTHO CIOTBOPIOETHCS
WTOAPXiTEKTOHIKA KOPU. Y LIMTOIUIa3Mi BEJIUKUX
epOHIB KOPU TaKOX MOXKe BUSIBJISITUCS BaKyoJTi-
auist [14,20,21,22].
He3sBaxxarouu Ha Te, 1110 IIPiOHOBI 3aXBOPIOBAHHS
PiAKiCHUMMU ajie 3ATMIIAETHCS] PUSMK BUHUKHEHHS
noBUIbHUX " iHGeKUi st monuHu. HeobxigHo po3-
BUBaT BUKOPUCTAHHS B MEIMLIMHI OMTHOPAa30BOT0O
HCTpYMEHTApilo TPy NPOBEACHHI OIepaLliiiH1X BTpY-
iaHb, CKOpOYYyBaTU BUKOPUCTAHHS B ¢hapMako-
IOTiYHill MPOMMCIOBOCTI 0i0JIOTiYHOIO MaTepiaiy,
iKMIA OTpHUMAJIN Bill TBAPUH.
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ITPUOHBI. HOBASA BPA PASBUTHUSA
MHKPOBMOJIOINN, BUOJIOTIrMN U MEJUIIMHDBI

A.B. I'ymennasn

Pesiome. B 0630pe oTpaxkeHa UCTOPUST OTKPBITHST IPUOHOB.
JlaHa o01ast XapakTepucThukKa MHMOEKIIMOHHBIX U HeMH)eK-
LIMOHHBIX MPUOHOB, YKa3aHbl KIMHUYECKHE MPOSIBIIEHUsT 3200~
JIeBAaHU, BbI3bIBaeMble MATOJIOTUYECKUMU MPUOHaMU. Takxke
OCBelIIaeTCs TOTEHIIMATbHAS OITACHOCTh TPUOHOB B MEIMIIMHCKOM
1 (hapMaKoIOrnIecKoi OTpacIsix.

Kiniouesbie cioBa: [IproHBI, MpUOHOBBIE MHGMEKIIUH,
0eJTKOBBIE 3apa3Hble YaCTULIbI, MEUTCHHbIE MHMEKIIUU.

PRIONS. NEW ERA OF THE DEVELOPMENT OF
MICROBIOLOGY, BIOLOGY AND MEDICINE

A V.Gumenna

Abstract. The review covers the history of the discovery of
prions. The general characteristics of infectious and non-
infectious prions is given, the clinical manifestations of the
diseases provoked by abnormal prions are indicated too. The
potential prions'hasard in the medical and pharmaceutical
industries are also elucidated. .

Key words: Prion, prion infections, infectious protein
particles slow infection.
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