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Kopor’ssya ryokomnoaioHa eHiedasonarias —

«CKa3» KOpIB

IT. H. KemMnOes

Binnin Gioximii i MostexyaspHoi Giosorii, YHipepcuTeTcokumit Kosenx. JIOHAOH

Cosepctpur, Jlonaon, WCI1E6BT

Ozaad Oae 3azanvHe YA6AEHHA NPO GUHUKHEHHSA enidemil HeaidoMOZ0 paHiwe 3axeéopioéanta BSK (Gunaua
eybkonodibna enueganonamis) ceped eenrukoi pozamoi xyfobu 6 AMeril, a MaxoXx SHAIOMuML 3
cinome3samit NOXOOXeHHs 3aXBOPIOBAHHA Ma {0zZO 36'A3KOM 3 YXe GiGoMuM 3IUXEOPIOBAHHAM 08€Ub —
ckpeiini. B 0zn30i y3a2anvHeHo CyuacHi HayKo8i noHamms npo npupoldy ingexuilinozo azenma, a naxox
npedcmaencno O00KQ3W HA KODUCHMb ICHY}OMOI 2inomesii, 32i0H0 3 AKOW NPUMUMOIO 3UXBODPHIGAWHA €
Kongopmauiini 3minu binka npiony. Obzosoprowomsca maxox 0oxesuw moezo, wo BSE mMoxe nepedasamu-
cA MoOuHi 3 NOOAAbULUM DO3BUIMKOM 3AXNEODIOBANHA, AHAAOZINMOZO 8ifoMmild Hepeosil xeopobi K peiiy-

ginvda-Sxoba.

Beryn. To 1985 poky Mano xT1o 3 Gioximikis Beamxoi
Bpurasii goOpe 3HaB mpo AErcHEPaTHMBHY XBOpPOOy
OBeL», BiOMY IIiX HA3BOKO cKpeumi (scrapie). g
xBopoba icuye y Benukiit Bpuranii maiixe 200 pokis,
aJ¢ paHinie HE MOMiuyajM, M0 BOHA MOXE nepenapaTu-
Cd MOV, TOMY HOCHIIXCHHS B Lii rajy3i mpOBONui-
Jucs pocnth nosiibHO. 11106 3HaiTH npupony 36yaHu-
Ka, HA3BAHOTO <IIOBUIBHMM BipycoM», BpuTaHCBKMIt
ypaz ¢iHaHCyBaB HOCHIAXEHHS, XO4a Ha AOCHUTh CKpPO-
MeOMY piBHi. Cxoxi poforu mpoBommiMcs i B iHmmx
KpaiHax.

Curyauia xapauHagbHO 3MiHwiaca y 1985 poui
micog momili Ha ¢depmi B mnposinuii Kenr,.me Gyno
3apeECTPOBAHO HEBIMOMY Hoci xBopoOy, Ky Ha3Baau
«cKa3 Kopiey», ITica poky 3BOJIiKaHb 0yJI0 BHSBIIEHO,
O BOHA Mpu3Beaa a0 Giosoriunoi mpobieMu Beanyes-
HHX po3MipiB i 6ysia noB’43aHA caMe 3 XapuyBaHHIM
moneit i TBapuHd. Xoua LEHTPOM HeOe3meKw 3auma-
nacs Benmka Bpuranmid, neaxi sunmagku Oyaum 3a-
dikcopani B IlIBefinapii, a cama mofid 3HaWmia BiA-
rOJIOCOK y LiJIOMY CBIiTi.

Huxue HaBegeHO Cmpo0y Y3araJibHUTH NOCTiX-
XEHHS, KOTPi AOMOMOIIH 3pO3yMIiTH HPHPOAY i MOX-
JMBi Hacaigkm miei mpoOseMu, g9Ka ITOUMHAETHCA 3
onucy emimemiosorii «CKa3y» KopiB, yu ryOxkomomi6Hoi
ernnedanonarii (Bovine Spongiform Encephalopa-
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thy — BSE), 3 momasislu¥M OISIOM CTAaHY HOCJIi-
XEHb Ha CLOTORHIMHIN AcHb. Jlani BM TakeX apo-
3yMieTe, L0 X COUJIBHOrO MiX CKpewmi oBernp Ta BSE
BEJIMKOI poratoi XymoOu i SKMM YHMHOM BCE LIg CTO-
CyeTbCS 3HODOB’SL JIFOOWHU, O3HAHOMHTECA 3 &Tio-
JIOrier0 XBOpoOM i i MOX/IKMBOIO TEpPAMicio.

Heranpdime e NUTAaHHY BHCBITJIEHO E NoIIe-
penHix ormsaax [1—4].

EnineMionorisa. Copepa 0ii ingpexuiiinoi enuedano-
namii, CuMrroMamMu CKpeini € TOAPa3HEHHS IIKipH,
BUKJIMKAHI [HOPYIMEHHIMY B HCHPOHAJBHUX KAITHHAX,
Mo MPUMYIMYE TBAPHH TepTHCd 06 Oropoxi Ta crigm.
e i o0ymoBHA0 HazBy XBOpOOH (Scrape — ckpedTh,
ckobuutu (aHrm.)). Toit dakr, mo BEOmATKH CKpeHIi
Oynu sapeecTpoBaHi B Garateox Kpainax €ppoms Ta
Hisuiunoi Amepukn, ae He susasaedi B CIIA Ta
ABcTpasii, CBITYUTh MPO HEUYTIMRBICTD NEIKHMX TIOPIN
oBerp MO 3axBopiooBaHHA. [llomo muraxis neperaui
3aXBOPIOBAaHHS, TO BHABHIOCA, MO XBOpoDa MoXe
OyTH NpUINEIUICHA 3/10POBMM TBAPMHAM UEPE3 BHYT-
pilIHbOYEPENHY iH’EKNiI0 EKCTPAKTY MO3KYy XBOPHX
TBapuH. KpiM TOro, iHmi BugW TBAPHH, HALPHKIA
KO3¥M, BHSBWINCS T4KOX UYYTAUBUMHM RO iHQeEKIi,
Xoya micas nepmoro racaxy iHdekuiiioro Malepiamy
3 MO3KY OB£Ib KO03aM iHKyOaniiinuii nepiog TpuBas
Habarato ACBIIE, HiX MI9 OBCLb, T4 3MEHOIYBABCSH
micag momansmux nacaxis. [{eif Tak 3saauii pumoBui
Gap’ep € oy:Ke BaXJIMBOK XapaKTEPUCTHKOI XBOpOOH
i BiH THM TpuMBATiIuME, umM Oinblua eBoMIOIIHHA
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BijICTaHb MiX AOHOpOM Ta peummicHTOM, Ille B 1961 p.
6y/I0 BCTAHOBJIEHO, MO CKPEUIi 3;1aTHA MEpEeNaBaTHCS
TAKOX MHUIIAM T4 KHTAUCHKMM XOM'SUKaM, TOMy CaMme
iX i BUKOpHCTOBYBAJ M §IK /1a00paTOpHi TBapHMHU Ias
BUBUYEHHS Wi€i XBOpOOH.

3iuac ta Taligymex oumcanm cxoxy XxBopoOy, y
JICH BiZOMYy MmiX HAa3BOK KYpY, M0 pPO3MOBCIOIXEHA
cepen abopurenis nnemedi QPope 3 Ilamya Hosoi
[einei. Ii cumnroMm nyxe maramysanm xsopoSy Kpeii-
upinepa-Akob6a (CID) — HepBOBOrC® 3aXBOPIOBAHHS,
IKe TyXe DigKo 3yCcTpivaerbcsa B CBiTIi SK pe3yJIbTaT
CIIOHTaHHOI MyTanii. Byno BcraHoBneHo, mo il pos-
NCBCIOMXEHHS cepel abopureHis nos’d3aHe 3 puTyanb-
HPM KaHi0aaiaMoM, agxe 33 3BMuyaeM abopureHu moi-
OaTA MO30K IIOMEDJMX PpOIMYIB. JrajgaHuil 3BUYAMN
BiIilIOOB y MWHYJIE, aJ1€¢ BUABKHJIOCS, MO HABITh TEMED,
Maiixe uepez 30 pokis, npubsmano 10 yosoBiK KOX-
HOTO pOKY rmiomupae Big Kypy. 11106 migTBepauTH o
riniore3sy, aligymex npumeIioBaB MUMNAH3Ee Ta iH-
MM IIPUMATaM CYCHEH3il0 3 MO3KY XBOpOro, ypaxe-
HCTO Kypy. IH(ikoBaHI mmMMNaHie NOMHpPAIH 4Yepe3
1--5 pokiB. 3a ui mocnigxenus afigymek y 1976 poui
oaepxas HobemiBchKy mpemilo.

KpiM kypy, Bimomo uie ngBi xBopoOu Jioged 3
neAi6HMMA NATONOrisIMK, SKi OTPHMAIM HA3BH XBOPO-
6a I'epcrmana-lltpayccnepa-lllenknepa (GSS) i da-
TanbHa poagvHHa iHcomis (FFI).

Xponoaoczis enidemii xopod sauoi eyoxonooibnoi
enyearonamii. Ak Bxe sragyBaaccsa, y 1985 pomi
3’4BUJINCH MEPII MOBiXOMJIEHHS Npo MomifHe 3aXBO-
pIOBaHHA Yy KOpiB. Y Haykosiit aitepaTypi ug xsopoGa
OTPUMAaJIa Ha3By KOPOB'a401 rybkononibuoi enuedano-
nartii. [Ipu mochigkeHHi moMepaux TBAPUH BUSBJISIHN-
csa BpaxeHi cexuii Mo3ky rybuacroi cdopmu 3Bigkm i
NCXOIXXEHHS HA3BH XBOPOOH.

Yucno sunmazakie BSE xartacrpocdiuso 3pocrano,
HO CIOHYKa/0 BUECHHMX AO IOHMIYKY NPUYHH 33aXBOPIO-
panHda. Cutyaniss 3 po3mosClogxXeHHIM iH(pekuiiHol
ennedanonarii Ha mouatky 80-x pokis BimoOpaxeHa B
tada. 1, a B Ta61. 2 HaBEACHO KPUTHMYHI JATH emigeMil.

Tabnuus 1
Posnoacrodxennst ingpexiyiiinol enveparonamil (8idomocmi na
1985 pix)

Bux Hasza: esuedanonari
Bisui Ckpeitni
Jionu Kypy B Hosii I'einei

Xsopo6a Kpeitudinbpa-skoda (CID)
Xeopo6a 'epcrmana-Ultpaycnepa-Illeiinkepa (GSS)
(Parannua cimeitna incomia (FFD)

Loposit  Kopos’aua ryGkonozaifua eanedanonaris (BSE)
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Tabauysn 2
XpoHonozin enidemii BSE
[ 413 Posnoscionxerns  entzemil

1985 BSE srepiue 3apeecTpoBaHa KJiHIuHO

1986 Xsopoba inenTudikosana sk ry6konoaibHa enuedanonaris

1987 TIlouanmcs nepuii eniaemionoriuxi AocninKeHHs, SKi BCTAHO-
BHJIM, 110 npUunHOIO eniieMil BSE € BUKopucTanHs y Tea-
PHMHHHMTBI BUCOKOOiNKOBUX XapUOBHX AOMIIIIOK TBAPHUHHO-
1O NOXOAXKEHHS

1988 Crsopeno poGouy rpynny Caycsyna
BnposaaxeHo 3a60poHy Ha BUKOpUCTaHHZ MBM
3uumeHo BCio indikoBany BesMKy poraTy xymoby

1989  BucuHosku rpynnu CaycByza: pM3HK 3aXBOPIOBAHHS NS
JIIOAMHM BiTAaNeHUi; KibKiCTL BUNaaxiB 3aXBOPIOBAHHSA
sesimkol porartoi xynobu na BSE mae nocsirru 17000—
25000
3abopona Ha BXXMUBAHHS Y 1KY JIOAMHU IESKUX BHYTPIitHix
OpraHiB TBapHH

1991  E€sponeiicbkuit Cowoa 3a60poHsE excropT 3 AHrRIT TBapUH
BikoM Binbine 6 Micanis
IIepmwit sunanok BSE cepen kotiB
3a6opoHa Ha BXXHMBaHHSA yCiX BHYTDIIUHIX OPraHiB TBapUH

1992 Eninemis BSE pocsgrae 36681 sunaaxis Ha pix

100000 3apeecrpoBanmx Bunaakis BSE

Bci TBapuHHi xapuoBi JOMIIIKY BAIYHEH] 3 BXXMBAHHS B IXY
BiBusM i Besikid poraTii xyno6i

Ilepmi Tpy BMNaaxy cMepTi cepen JOACH Bit 3aXBOPIOBAiH
Hs1, cxoxoro Ha BSE

ITino3pm Ha 38’30k Mix BSE 1a nCJD

€sponelichkuit Coro3 3a60poHsiE excrnopT GpUTaHchKof s10-
BHUYUHHN

3a6opoHa Ha nMpoaax M’sica pa3oM 3 KiCTKaMM y 3B'513KY 3
iHdexuifHicTIO CNMHHOTNO MO3KY

Ilix migospoio onuHmanCa GinKOBi mieTHMYHI JOMIMKHU
ons xyno0u, mo BUTOTOBJSIACA 3 M'SCa Ta KiCTOK,
xsopux tBapuH. Lleit xopm (MBM — meat and bone
meal) BHKOPHUCTOBYETHCH OJI TOOYyBaHHS BHCOKOMO-
JIOUHHX AiAHHX KOpiB, i moxi6Ha MpakTHKA iCHyBasia B
6araThox KpaiHax. Bugsuaoca, mo 3 pi3HHUX NPUUAH
Meron BurorosaeHHs MBM y Bemmkiit Bpurasmii y
80-x pokax 6yno 3MiHeHO: rigpokapOoHATHY 00pOOKYy
XHUPiB 3MEHIIEHO, 4 AOJATKOBY OOpOOKYy mapoM mwis
BHJAJIEHHd OPraHiUHMX PO3YMHHMKIB CKacoBaHo. Ili-
anime MBM 6ys 3aGopouenuii, a B 1988 poui 6yso
ccopmoBaHo pobouy rpymy mix kepiBHnnTBoM CaycBy-
I3 O po3CaigyBaHHS NPUYMH 3aXBOpIOBaHHS. [Iporg-
rom 1988 poky BoHa BHUmyCTH/A OedKi peKOMEHAAIl,
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Puc. 1. Kinbkicts Bunaakis i pix kniniunoro npossy BSE: a — 3 1986 mo 1997 pik; 6 — mporHo30BaHA KiAbKICTb BUNADKIE y 1997—2001 pp.

a ocTaTouHmi 3BiT OyB Hanucauuit y 1989 poui. Mpyna
nmigTBepaMia igo3pu BigHOCHO KopmMy MBM i peko-
MEHIYBAJa 3HUIOUTH BCIO ypaXeHy xyaoly.

Ha Toii yac BBaXaJsocsi, MO NPUYMHOK XBOpOOH
BEJMKOL poratoi XymoOM € 3apaXeHHsd Bim OBemp,
XBOpHX Ha ckpedni, uepe3 MBM, ane mismime mio
rinote3y Gyno BigkmuyTto. Xoua ckpeimi oBemp OyJa
Bigoma npotsroM 200 pokiB i BUNAAKIB 3aXBOPIOBAHHS
Jofen He 6ysio 3apeecTpoBaHo, Bece X rpyna Caycsyna
3pobwia BHCHOBOK, mo mnepemauya BSE Big xBopux
TBApHH JIOAMHI MOXJMBa. DpuTaHChKU ypsax B3gB A0
yBard Ui BHCHOBKH i, MOXJIHMBO, 3aBASKH IIBOMY
mopcerBo BOeperioca Bin emigemii BSE. Byso sa6opo-
HEHO TOAiRM0 XyAoOu OOMIIIKaMu TBAPHHHOLO MOXOM-
xeHHs (MBM), a XxBopux TBapwH 3HHIIEHO, OJHAK IE
HE CTOCYBajoCs CBUHEH i Kypeir. IToBHY X 3aGopony
6ys0 3anpoBamxeno jume B 1996 pomi. Ile moscHio-
BaJOCd THM, mO 0araro XTO OO KiHUA HE YCBi-
IOMJIIOBaB BaXJIMBOCTI TAKOrO 3aXOAY, i HaBiTh iHKOIH
TBAPUHHI JOMIIIKY, M0 NPpU3HAYAIHCI NITaXaM, 3rofo-
ByBasm xyno6i. HesmoBsi 6ysi0 Takox 3a00pOHEHO
CIIOXHMBAHHS JIIOABMH TOJIOBHOTO, CIIMHHOTO MO3KIB Ta
iHmUMX BHYTpIIIHIX OpraHisB TBapuH, a M’SICOKOMOiHATH
6y 3060B’s13aHi 3HAIIMATH BECh TBAPMHHMN COMHHHUI
MO30K, SKM#A y HHX 36epiraBca. Ockinbku me He 6yJ10
OCTATOYHO AOBEACHO MEpeaauvy 3axBOPIOBAHHS JIIOASM,
TO PEKOMEHIOBAHI 3aXOAW BHKOHYBAJIUCA HEPETYJsp-

HO. A Mix TumM umcso BumagkiB BSE cepenm menuxkoi
poratoi XynoGu ApaMATHYHO 3POCTAJIO, WO Bigobpa-
Xero Ha puc. 1 [§). KiapKicTh BHIAOKIB 3aXBOPIOBAH-
Ha pocarna 180000. ITimpaxosane, mo mnprOIM3HO
1 MnH roniB Benmkoi poratoi xyxobu Gyso iHgikosaHo
B Bemukiii Bpmranii, kilIpka coTeHb BMmagkiB — y
Hlsedinapii, BOOZMHOKI BMIAAKK PEECTPYBAIUCH i B
iHMKUX KpaiHax ceity. 3arajoM 2 MAH TOJIB BEJMKOL
poratoi XxyaoOwm Oy/io SHMIIEHO, OCKLIBKH B yPAXCHUX
CTajax 3HHUIYBAJIM i XBOPHMX, i 3JOPOBHX TBAapHH.
Bpurancekuil ypspg BMILUIATHE KOMIEHCALilo depme-
paM Ginbm HiX Misbapy yHTIB CTEp/iHriB, ase. Ha
xaJsb, 6insg 54000 indikoBaHUX TBAPHH TAKU HOTPH IH-
JI0 Yy IXy MHOSM,

Hepedawa BSE iHwum eudam maeapun ma rro-
OQuni. 3acobH IIOAO KOHTPOJK pO3NMOBCIONKEHHS BSE
NPUHECIH BAroMi pE3yJabTaTH, i KLIBKICTb 3aXB(pIO-
BaHb MOYAJA 3MEHINYBAaTUCA. YK mepenbavacrsca, y
1998 pomi moxause BHHHMKHEHHd 1741 Bunaaky, y
1999 poui — 641 i B 2000 poi — sume 235 Bunankis.

ITicis 1987 poky MOOAMHOKI BUMAOKH 3aXBOPIO-
BanuHs Ha BSE 6yam 3apeccrpoBami i cepex iHmmMx
BHIB TBApUH, 30KPEMa, Pi3HMX KONUTHHX Yy 30011ap-
kax, a B 1991 — cepen xotiB. OcTaHHE BHKJINKAIO
0COOJIMBUMI IHTEPEC: BIEPIIE 3aXBOPLIM M’SCOIHI TBA-
puHH. Y CBOIO Uepry 3pocia aKTyaJdbHICTh NHTHHHSH
MOXJIMBOCTI 3axBopoBaHHsa Ha BSE srogeii.
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Puc. 2. Cmeprricts sig CID y Bpuranii 3 1970 no 1995 poxu: / — poauHua; 2 — cnopaauuHa 1a 3 — inTporeHHa dopmu CID

IHo crocyerscs CIJD, 10, Kpim Kypy, pO3pi3HSIOTH
o TPH Pi3HHMX TUMU 3axBoproBaEHs (tabn. 3). Ilep-
OI1H, CNOpaguyHu# (BUMAOKOBHI), € HAW3araabHioIuM
i Bpaxae, SK INpaBMJO, 33 HEBiAOMHMM IIPHHIMIIOM
JoAeR moxworo Biky. Taki xBopi HpOXHMBAIOTh MO
BCbOMY CBiTi. JIpyruif, pomuHHuii, THN aBJISE COGOI0
ayTOCOMHE AOMIHAHTHE 3aXHBOPIOBAHHA 1 3yCTpiyaeTbcs
JOocuTh pinko. g 3’sicyBaHHS #Oro NPHUPOOU IIPOBO-
OUTHCA BEJMKA KiAbKiCTh TEHETHUHHX IJOCHIAXEHb.
[TogBa TpeTbOro, iHTPOreHHOro, THUIMY 3aXBOPIOBAHHS
MOB’sI33aHA 3 BHKOPWUCTAHHAM IIpenapariB TOPMOHIB
cepen nmirel 3 aedekTaMud pocTty, BHUIOTOBJIEHHX 3
KanaBepHOro MO3KY, i K HACHIAOK —- MOsSiBa BHIAAKIB
saxsoproBanp Ha CJD y mireit B pani kpaid. ¥ Benurii
Bpuranii 1908 mire# nmpointan Kypc JiikyBaHHS TOPMO
HaMB pocry, micas vyoro Oyso sapeectpoBaHo 10
BunaakiB 3axsopiosanHda va CJD. [iarpama uacrorm
pizaux tunis CJD y Besmuxkiit Bpurami npeacraBaena
Ha puc. 2. AHaMi3 UHX ;IJaHUX RO3BOJGE 3poOHTH
BUCHOBOK, mo 10 1995 poky posnosciogxenus CJD y
Benukiit Bpuranii Big6yBanaca 3a MiXHapOAHMM CIE-
HapieM i aume nisHime npoasusca e oguH tun CJD.

Y cepnri 1995 poxy mepma Mojgoga JIOOVHA Y
Bii 19 pokis momepna Bix CJD, micis uyoro Gyso
3aikcoBaHO tme psx CMEPTEJbHMX BHMNAAKIB y ma-
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uienris BikoM 6inst 29 pokis. Mo30K y HuX Xapakre-
pu3yBaBCs NMATOJOriYHMMHM 3MiHAMM, IGO HaragyBaju
TaKi MO3Ky Kopis, incdikosannx BSE, i Gyam uigkom
BiIMiHHMMH Bix 3MiH MO3KYy JIIOAEH, S9Ki MOMEPa#A Bi
cnopaguunoro tuny CJD. V 6epesni 1996 poky, kKosnu
10 monomnx mromeit momepan Big CJD, GpuraHChKmii
YpsiA, 3a MOPafoI0 CBONO HAYKOBOIO KOMITETY, 3aCBil-
yuB nogBy HoBoro Bapianta CJD (nvCJD), upwunHOKWO
SIKOro, HaiiMoBipHime, € ingikysantg BSE B pesyib-
TaTi CnoXMWBaHHS iH(DIKOBAHOL SJIOBUYKHMN.

3 ornsagy HA noBrui iHKyOamikHuMB mepion
nvCJD — 5—10 pokis (Bkazana uucdpa rpyHTYETHCH
Ha NPUNYINEHHIi, IO HAaWBHINA BipOTiAHICTh CIIOXXHBAH-
He iHgikoBaHOro M’sca npunagac Ha nmepion 3 1980 mo
1988 pik, xoam me He Oys10 BIpOBAXXEHO 3abOPOHY
Ha MBM) XxomHmx XOCTOBipHMX OLIiHOK MMOBIPHOIO
macwraby enigemii Ha nvCJD He Moxe Gyt 3pobsc-
HO, OJHAaK, 3@ MPOTHO3aMM, KiJIbKiCThb BHINAOKiB MOXE
carHyTn Ttucsy. Ha macra, Hairipmi nporHoam mpc
30L1BIIEHHS YACTOTH 3aXBOPIOBAHb Y JIIOAEH He 3miil-
CHIOIOTHCS, OCKiJIbKM Ha ChOTOHi BOHA CKJ34Jac JINIIE
OOWH BHIIAOK HA Micdlb, a 3arajbHa KiJIbKiCTh BH-
nagkiB — 23. IlepeBakaroua Oiaporicth ix crmocrepi-
ranuca y Benwkiit Bpuranii, i amme Kinbka BUNMagkik
GyJsi0 3apeccrpoBano y Ppanuii.



KOPOB'SIYA TYBKOIIOZIBHA EHUEQAJQMATIA — «CKA3» KOPIB

Moxnauee noxodxennss BSE. 9k yxe 3ragyBaJio-
Cs, CTOYATKy iCHyBaJia AyMKa, mo npuumnHoio BSE €
nepenaua 30yAHMKA CKpeimi Besqukii poratiit xymobi
pasoM i3 MBM. TlisHime X 6yJO BCTAHOBJIEHO, OO
BSE MoXHa €KCIIEPHMEHTAJIbHO MPHINCIIATH BiBHSIM,
X04a CHMMNTOMH XBOpoOW i Oysm Oinbme cxoxi Ha
BSE, HiX Ha ckpeini. TakuM YMHOM, MOXHA 3pOOHTH
BHCHOBOK, 1o ckpeitni i BSE € gsi pisni xsopobu, ane
AyXe CXO0Xi 3a CBOEK erioJsori€lo i, ckopim 3a Bce,
BHKJHKAIOThca 30ynHuKOoM opmici npupoau. BSE vy
osenp Ta nvCID y mogeit Ginbuie HaraayBaJu CHMII-
toMu BSE Besukoi poratoi xynmoOu, aHix ckpeimi
oBcLik. HaitoOrpyHTOBaHIMIOW € rinoresa, 3a SIKOX
BSE BuHHKJA B pe3yJpTaTi MyTamii Y KOpiB, a BHKO-
PHCTaHHS XBOpPMX TBapMH AJs npuroryBamas MBM
CTAJI0O MPUUYMHOKI INHPOKOIO PO3MOBCIOAXEHHS XBOPO-
6u. Sara;toM eTiosoris HBOro 3aXBOPIOBAHHS HAragye
TaKy BXE BilOMOro Kypy.

3axodu 6e3snexu. Hespaxawoud Ha Te, MO Ha
CHOrOAHI HE BHIBJIEHO BUMAAKIB 3aXBOPIOBAHHA Ha
BSE cepen oBelp, HA CHOXHUBAHHS MO3KY HUX TBAapUH
6y/10 pO3MOBCIOAXEHO 3a00pOHY: amXe iCHYE MOX-
JMBICTh TOABH 30yAHHMKIB XBOpoOM B IXHBOMY TI'OJIO-
BHOMY Ta CIIMHHOMY MO3KaXx.

Xoua HEHpPONATO/IOrii HE € iMYHOJIOTiUHHM MAaTO-
reHe3oM, iCHyIOTh AOKa3W TOro, Imo iMyHHAa CHCTEeMa
MPHYETHA N0 PO3MOBCIOAXEHHS 30yAHHMKA B Opraismi
Bin mepudepil 70 Mo3Ky [6]. Mumi 3 npupogXeHHM
imynogedinurom (SCID-mice yu RAG knockout mice)
He iHdiKyBaJHCd NP MIMKipHOMY BBEOEHHI 30yaHHU-
ka BSE, ane npu npsamiit iH’ekuii B MO30K CHMIOTOMH
XBOPOOH TIPOSABJISAIUCH.

OTXxe, XpOB CTAac MOTEHIiAHO HEOE3MEYHOI0, caMe
TOMy B AHDJi TIDUNMMHEHO 3MIiNIYBAHHS JOHODPCBKOL
KpOBi Ta BHPOOHHMUTBO JIIKAPCHKUX NPENApaTiB 3 BXeE
3MimaHoi KpoBi. B Mai6yTHbOMY ILJIAHYETHCS BIIPOBa-
IUTHA BigoKpeMJeHHs jaiMdomuTapHoi dpakmii i3 mo-
HOPCHKOI KpOBi, NPHU3HAYCHOI AJIA TIEPEJMBAHHS JIIO-
TSIM.

Biokpumms i docnidxenns 36yOHuka -xé0pobu.
3apgakud ToMy, 0o 30yOHMK CcKpeinmi Moxe iHdgi-
KyBaTd n1ab6opaTOpHUX MHUuIei, 6y/I0 ZOCHTb AETaJbHO
IOCTiAXeHO #oro mpupoay. Tak, Ha ChOrOgHIIIHIN
IEHb BigOMO, INO BiH € CTilikuM mo mii dopmaniny i
Mac po3mipu Manoro Bipycy (mikopHasipyc). Pesysb-
TaTH ippazianiiHOrO aHaji3y cBigyaTth mpo T€, IO
po3mipu 36ynHMKA CKpeini MeHImi 33 6yAp-saKui Bigo-
MH Bipyc i BiH OLIBIIE CXOXHWl HA POC/IMHHI BipioHH,
Xoya Ha BigAMIHY Big OCTaHHiIX y HOro CkKJaai He
BHSIBJICHO HYKJIEIHOBMX KHCJIOT, INO TOSCHIOE CTiH-
KicTs 30yaHuMKA 0 Ail HykJeas3. IHma BaxJmBa Xxapak-
TEPHCTHKA — HE TEPMOCTiiKicTh 30yaumnka. Tak, Gyso
BCTaHOBJIEHO, INO BiH 30epirac CBOWO iHEKHiAHICTH
HaBiTh MpPH TEMIICPATYpPAaX KHIHHS i AE3aKTHBYETHCSI

qume nporpiBanusm go 121 °C. Crae 3po3yminum,
yoMy 30yAHMK BUXHMBAE B NPOLECI IPHUNOTYBAHHS
MBM i HaviMOBipHIIIMM TYT € Te, IO LWIMPOKE pPO3-
MOBCIOOXEHHISIM XBOPOOHM CEPEn TBAPHH TOSCHIOL ThCS
3MiHAMH y TEXHO.10Til mpurorysanuas MBM.

Onuielr 3 BaXAUBHX XapaKTEPUCTHK 30yaHuka
CKpe#ni € #0r0 pPE3UCTECHTHICTh 0 MPOTEO iTHUHUX
tdepmenTiB, a came — go mporeinasu K. Mox:uso,
UM MOACHIEThCH TOW dakT, mo npu nepemaui BSE
30yIHUK He pYHHYETbCI (PEPMEHTAMH AECTPYKILi y
KHIIKOBOMY TPaKTi BEJHKOI poOratroi xynodu i onenp.
Aste ockibku xymo0a i BiBI € TPaBOIOHHUMM TBAL KHA-
MH, TO, BipOTi{HO, MCXaHi3M PyWHYBaHHS TBaPHIHHUX
OUIKiB y HUX iHmMIt, HIX y M’acoimHux. TToku mp e
TMUTAHHA HAa CTafil BUBUCHHS, aJi€ SIKIOO Le M CIpaBai
TaKk, TO (CpPMEHTH JIOOUHHM TEeX 30aTHi pyliHyaaTd
306ynuuk BSE B kmmkosoMy TpakTi, IO JAOCATE On-
THMICTHUYHO.

TIpauoroun 3 CHpIACBKMM 30JI0THCTHM XOM'd4-
KoM, [Ipycrep nifimoB BHUCHOBKY, IO OCHOBHUM iH-
dexuiituuM areHTOM CcKpeini € riapodobumit 6ok 3
BHMCOKOIO CIIPOMOXHICTIO A0 moiMepusauii. Came BiH
BIPOBAAMB Ha3By TMPIOH, TIO0 B TNepeksaani — OiTko-
BonoaiOHa iAdekuiitna vyacrka [7], i 3rogoM BHpUIHB
3 MO3KY XBOPHX TBAp#H Oi/IOK, KOTpHIl OTPUMAB HA3BY
«rosIoBHM# Oisok mpiony». 3a ni mocaizxeHns B 1996
poui IIpycuep omepxas HoGeniscbky mpemiro. Taxum
YHHOM HAPOMMUIACS TiOTE3a~—«TiIbKH OiI0K».

Cmpykmypa npiony. Ilepsuany CTpyKTYpY 6inso-
riyd0 aKTUBHOrO TpivHy Oys0 pozwHdpPOBAHO i BOHA
mpencrasiaera Ha puc. 3. Mosekyna mpiony mae cur-
HaJIbHUM nenTdA Ha N-KiHOi, gKué BigCyTHili B ax-
THBHOMY (3pinomy) Ginky. Ha C-xiHui sHaxoaurbcs
raikosuwadocdatununinosur (GPI), gxuit BUKOPHCTO-
BYETBCS IJIS MPBKPIILICHHA OO0 MIa3MaTHYHOI MeMipa-
HH KJITHH. AKTHBHHUII TPIOH MAa€ MOJIEKY.ISPHY Macy
33—35 kxla i poswemmoerscs nporciHaszoww K. mo
6inka 3 mMosekyaspuoo Macow 27-—30 x[la. Bukopu-
CTOBYIOUH OJINOHYKJICOTHAHHUN 30H, CWHTCIOBIHMIT Ha
OCHOBi aMIiHOKHCJIOTHOT mocjigoBHocTi N-KiHHesoro
noMeHa, 6yB KJIOHOBaHWM reH NMpioHy, WO KORYye 6ok
macow 27—30 x/la. Caysepu-6aor-ananis ITHK Hop-
MaJIBHOIO Td iH(hiKOBAHOTO MO3KY BWISIBUB COHHHUN I'€H
3 imeHTHuYHVMMH pecTpuKUiiauME cdparmentamu. Kpim
TOro, KiiekicTe mpicHoBoi MPHK 6yna npe6misno
OOHAKOBA K B MO3KY XBODHX HAa CKDPEHMi XOM’SukiB,
TaK i B iHIOMX HOPMAJABHHX TKAHMHAX. 3a MOMOMOIOIO
aHTUTLT OO0 mpioHOBOro Ginka Oy/a0 mokasaHo, IO
BMICT NHpioHiB B iH(dikOBaHOMY MO3KY Ginbmui, HIX y
HopMaspHOMY. IlikaBo, mo ob6pobka ekcrpakry 3 indi-
KOBAaHOTO MO3Ky NpoTeiHa3o K npu3soamia mo mogsH
npoteoaitnudol ¢opmm 27—30 x[Ja. y ToM yac sk B
€KCTPAKTax i3 340pOBOro MO3Ky CHOCTEpirajaacs nosHa
merpajanis npioHoBoro Ginka.
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Puc. 3. CxemarruuHe sofpakeHHst 230-aMiHOKYCJIOTHOIO JaHLIOra
biyxa PrP mosvHM 3 BU3HAaueHHSM MICLE3HAXOMKEHHs CaliTiB
MyTauiit, acouiftosanux 3 suHukHeHHaM GSS (102, 105, 117, 198
1a 217). Curnaanuuit nentua 3 N-xinug sincyTHi#h y 3pinit dopmi
Giska. Ha C-xiHui 3HAXOAMTLCA TAIKONiMiZ, MmO CAYXUTL AJs
saxpirvienHs 6ika Ha KAiTUHHIN MeMOpaHi (e3sTo 3 [24])

OTxe, MOXHA 3pOOMTH BHCHOBOK, IO HOPMAJIbHI
TKAHWMHM TaKOX MICTATh IIpiOHOBI OiNKH, KOTpi He
BiIpi3HAIOTHCY Bif IH(MEKUIWHNX 332 aMiHOKHCJIOTHOIO
MOCAIAOBHICTIO, aje 3 SKMXOCh NMPUUYHH AYyXE UyTIHBI
a0 Oii mporeas i He MaTh iH(EKUIWHAX BJIACTHBO-
creit. HopmanpHuii 6i0k 6yaemo nosgavary sk PrP¢,
a indexuiiami — PrP*.

Hoxodxennsn ingexyitinozo npiony. bazyouucek
H& BiJOMOCTSX NPO CTPYKTYPY Ta BJACTHBOCTI NIPiOHY,
BP(HMKJIA TilOTE3a CTOCOBHC ITOSIBH iH(EKUiMHOrO Ipi-
OHYy BHACNiAOK KOHBCPCil (NIEepEepOIKEHHSI) HOpPMAaJb-
HOTO NpioHy B #oro iHdekniliny dopmy. Lo rimoresy
OyJI0 EKCIIEPUMEHTANIBHO [IATBEPAX.EHO. BuaBMIOCH,
mo Mami 3 GJIOKOBAaHUM TIE€HOM MPIOHY 30BCIM He
yyTauBi 70 Hpekuii. Biipiu Toro, yyTaMBICTE MOBEp-
tajnaca micas posbnokyBaHHa TeHa mpioHy i Oy.a
3BaYHIiNIOI0 B FOMO3MIOTHIX TBAPHHAX, HiX B reTepo-
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3uroTHuX [8}. 3anpomoHOBAaHO ABAa MOX/JIMBUX ILISIXH
KOHBEpPCii HOPMaJIbHOTO TPIOHY B ¥Horo iHdexuiiny
dopmy (puc. 4). Hlomo mepmoro, To mepexbauanoc,
MO 3aBASKH SIKOMYCh MEXaHi3MOBi Prp* 3B’ A3YETHCA
3 PrP® i TakMM uMHOM CTHMYJIOE IiAMHA DX KOH-
Bepcifi. 3a apyroo rimoresow, PrP* ta PrP¢ smaxo-
OATBHCS Y KJHTHHI y 3BOPOTHIH piBHOBa3si. [losBa siko-
rOCh CTHMYJy NMPHU3BOAMTH OO 3B’I3yBAaHHS LIMX 6inKiB
i IK HACJHIZOK — 0 KPHCTaJi3alii.

Tpemunna cmpykmypa npiony. Y TIepBHHHIiH
CTPYKTYpi 060x OinKiB BigMiHHOCTEH HEMae€, a Crifi-
KicTh A0 mpoteiHasum K, oueBHAHO, HE BM3HAYACTHCS
CTyIIEHEM TJiKO3WJIIOBAHHS, OCKi/JIbKA obuasa Oinku
MaoTh II0 ABAa CAMTH IVIIKO3MJIIOBAHHSA. Buxomauum 3
IBOro 3yCH/s OyjM CIpsMOBaHiI HAa TOPIBHSIHHSA Tpe-
THHHOI CTPYKTYpH.

Bi/soK He 3MOI/IM KpUCTadi3yBaTH, TOMYy L poGo-
Ta Oysna mposedeHa 3a gomomoroiw SAMP (spepHoro
MarHiTHOro pe3oHancy) Tta KJI (kpyroBoro auxpo-
iamy). Mogeas cTpyxtypn PrP‘ npencrasieno Ha puc.
5. Orpumatn wmomens PrP* 6yao mocuTh Baxko,
OCKiZIbKM 1e# OiIOK HEPO3UMHHHMA, a MCAS JeHATy-
pauii mo30aBASETBCI CBOIX iH(EKUifiHMX BJIACTHBO-
creit. Byso BU3HAUEHO BIACOTOK a-Cripased B obox
6inkax. Bussmiocs mo PrP¢ micrurs 43 % «-cmi-
paneit i 3 % f-cknanok, y To# uac 9k PrP* — 34 9,
a-cmipaneit i 43 9% p-cknagox. basywumch Ha mux
Monensax, 6ys0 CTBOPEHO MOKE/b PrP* (puc. 5) i Ha ii
OCHOBi 3po0/JIeHO NPUOYmMEHHS, MmO TAaXxWil BeJUKu#
BMICT S-CKJaIOK i 3yMOBJIIOE CTifiKiCTh OO NMpOTEiHa3u
K. TloBHy TtperunHy cTpykKTypy Oinka PrP* 6yno
oTpuMaHo 3a aomomorow SAMP (puc. 6) |9]. 1li nani
ayxe momiOHi A0 3MOAENBOBAHHX i BKA3yIOThb Ha Ha-
SIBHICTh BEJIMKOIO BiJIbBHOTO CHipaJbHOIO JIAHIIOra Ha
N-kinmi PrP€, mo mepersopioerbcs y S-cKaamky B
Mosexyai PrP.

JJisi BUBUEHHS KOHBEPCii HOPMaJIbHOIO INPiOHY B
indekuiitny ¢opmy Oy/H CTBOPEHI MOAENBHI CHCTEMH
Ha OCHOBi TBapuHHHX [10] Ta apixaxosux [11]
ekcTpakTiB, TakuM uymHOM, TIPiOH HE € BHKJ/IOYHO
TBapuHHUM OGinkom. Otxe, TO#l (hakT, MO NEPBHHHA
CTPYKTypa HE € BHDIIaJbHUAM KPHUTEPiEM, 9KUA HOe-
TEPMiHYE TpPETHHHY CTPYKTYypy, Oinbure He nuBye
micas BIiQKPHTTS MOJIEKYJ IIANIEPOHIB, TOMY 3aKO-
HOMIpHO, IIO € BiIoMOCTi npo BrpyuyanHs Ginka X [12,
13] y xouBepciio HopManbHOro npiony. Uu € 6inok X
manepoHOM, Me 3aJMIIAEThCS 3'ICYyBaTH. B ycsikoMmy
pasi € migcrasm BBaxaru, mo He jume PrP* six-
NOBiAaAbHUN 33 iH(EeKUiHICTh: aAXe Hi peHaTypoBa-
HUM TiCAs geHarypauii, Hi pekoMOiHaHTHMI OinOK He
MamoTh iH(pekuiiHuX BaacTupocred. Takum umHOM, HA
CbOTOAHI IOKM MO HEMOXJWBO OTPHUMATH in Vilro
iHdekuiliny dopmy npiony.

Mymayii ma nonaimopgism npionie. barato 3y-
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Puc. 4. Cxema xousepcil PrP™ B PrP™%: @ — nepma rinoresa nependauae saaemonito Gika PrP

S¢ 4 PrP® i nepersopie ocranmii ua P P

6 — aNbTEpHATMBHA TiroTe3a, 3rifHO 3 AKOW HeoOXimumMii KaTamizaTop, 3a ywacTiy sikoro imdexkuifinmit PrP* cnpuumHse LIBHAKY
noJjiMepu3aLliixoc MOJIEKYJI, IO NMPHU3BOXMTE A0 caMoperutikauil iHgexuiinoro arenra [25]

cuwib OyJ0 AOKIAAEHO IS MOCTIIXCHHS eeKTy My-
Tauiit Ha 6iiky PrP¢ y sumagky CJD. Hemae cymuiBy
B ToMy, mo pomuHHuit CJD acomimerscs 3i cme-
uudivauMu MyTauisiMu i mo B cmopaguuHomy CJD

BOHHU BifirparOTh HE OCTAHHIO poJib. JleranpHime me
omucano B [14]. [yxe copuarimsuM O 3aXBOpIO-
BaHHA € moJliMopdism PrP™ mo 129-my nonoxenmo,
ae posmimyetscs Met um Val. B ycix sunmagkax xsopi
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Puc. 5. Mogeas TpetunHoi crpyktypu PrPY (@) PrP™ (6)

Puc. 6. TperMHaa CTpykTypa apinoro mmmauoro PrP  (momen
23-—231) 3a mauumu SIMP [9]. Kpanku BKasyots Ha 98 ami-
HOKMCIOTHMX 3anumkis N-kiHueroro dparmexta (23—-120), wo
Mac TeHJeHUi K0 dopMyeaHHa cniparenoniiuoi ctpyktypu [9]

nvCID 6ynu romosuroramm mo Met B 129-my noso-
xenH©0. KpiMm Toro, i ang cnopanrusoi popMu XBOpoO-
61t Takmit reroTHn OyB HAHPO3MOBCIOMXECHIIMM.
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T'aixozunvoseani gpopmu npionia. Sxmo go ounme-
#Horo PrP¥ popmatm nporeinasy K, to micis enekrpo-
¢dopesy i iMyHOOJIOTHHTY 3 BUKOPHUCTAHHSIM aHTHCHPO-
BaTKHU INpPOTH PrP¢ BusiBASIOTBCS TpHM GiNKOBI CMyTH.
IIBi OCHOBHI BigMOBINAIOTh IVIIKO3HJIbOBAHMM OiJIKaM,
MOAU(IKOBAHUM A0 Pi3HOIO CTYNEHIO CiaJIOBOK KHCJIO-
TOK, a TPETS, HANMEHIIA 33 MOJIEKYJSIPHOK MAaco,
BifmoBifae Herniko3dwiboBanoMy Oinky. Ha mBuzakicts
mirpanii 6inkiB y reai, ax Oyso momiueHO paHime,
TaKoX BruMBae moaiMopdism B 129-if mozwmmii. Kos-
JiHr nepesipuB BILUIMB 00poOku nporteinazow K Ha
€JIEKTPO(POPETUUHY ITOBEHiHKY PrP* 3 MO3KYy MUIIEH,
ingikoBaHMx 3a pisHUx yMoB. Ilepmi pesyabTaTn
O6ysu omy6usikoBani B junui 1996 p. i migTBepaXeHi
mi3uime (puc. 7) [15]). Ha npoMy pHCYHKY BHIHO
BigMinmicTe 6inkiB ckpeékni i BSE, ® TO#f uac sx
pizanui Mix Oinkamum BSE Tta nvCID He cmocre-
piraetbcd. Taki peayapraTé 6y.10 OTPUMAaHO BIEpmE i
BOHHM MiATBEPAXYBAJIH TilIOTE3y CTOCOBHO MOXOMXCHHS
nvCJ]D Big BSE [15—17]. Kpim Toro, rimore3a Kou-
sninra, ska susHauasa BSE sk npuumay nvCID, Gysa
migTBepaXxeHa TpaHcMmicico BSE B Makax, BHacaimox
Yoro y TBapMH po3BmBajiacsa cxoxa 3 nvCiD Heilipona-
rosoriga [18].

Tunu ckpeini ma BSE. TlporsromM iHTEHCHBHO!
poboTH 3 BHBUEHHS CKpPEHIi Ha BiBLSX CTaJo0 3po-
3yMinuM, mo € 6araTo THIB 3aXBOPIOBAHHS, $Ki
BifIpi3HSIOTECS TEpPMiHOM iHKyOaujifiHoro mepioay, mo-
BENiHKOI0 TBAapMH Ta maroJoriclo mMo3ky. Tak, Gymo
BUABJEHO i onucano 6ing 20 Tumis ckpeini. Cxoxum
METOOOM OOCHiAHMLBKA rpynma B Exin6yp3i sussmwia
pisei Tumu BSE B JIOACBKHX Ta TBapHHHMX Op-
rafHiamMax i BCTaHoBmwIa, mo BCi mapamerpu aaa nvClD
36iraloTbcs 3 xapakTepHuMHu pucamu BSE [19].

Sxmo npunycTuTH, mo OinkoBa rimoresa iH-
¢ikyouoro areHTa BipHa, TO iHPEKUIAHICTD 3a/JEXKHUTh
B Nepmy uepry BiA TpancMmopudikamnin PrP¢, s pe-
3yapTaTi aKkoi ¢opMyeThcd . cmenudiuHa TpPETHHHA
ctpykrypa i PrP® mepersoproerscs Ha PrP¥. Orxe,
piaauM THnaM ckpeini abo BSE MawTts Bigmosimatm
pi3Hi Momudikaiii PrPS°, IO MEPEAAThCI y CHOAmoK
TBapMHaM, sKi € reHeTHuHo cTabibHumu. Bepyum o
yBaru OCTaHHi OOCATHEHHS 3 BHBYECHHS CTPYKTYpPH
6isIKiB i reHiB, JOCHTb BAXKO 3pO3yMiTH, SK LE MOXE
apisicHioBaTUCs. KpiM Toro, Toit ¢hakT, 1m0 BCi BUIagKu
nvCJD Oyau BusiBiEHI y MALI€HTIB, TOMO3UIOTHUX [0
Metl29, cBiguuTh npo Te, mMO NOAIMOPPiI3M TAKOX
BIUTMBAac Ha WMOBipHiCTh mepersopenns PrP“ y PrP™.

CmeoperHst MOHOKNAOHARbHUX aHmumii 0o PrP*,
Hyxe BaXJIMBHM AJIs BMBYEHHS MNpioHiB O6yj0o cTBO-
pEHHS MOHOKJIOHAJIbHMX AHTUTIZ, KOTPi MOXYTh pO3-
Mi3sHABaTH HOpPMa/bHY Ta iH(ekuiiny ¢opmu 6inxa
PrP {20). Mumi 3 6sokoBanuM rewoM (PrP-null)
6ynu iMyHi30BaHi pPEKOMOIHAHTHHMH KOpPOB’SIUMMH
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Puc. 7. TnikoauboBaui ¢opmu npionis. BecrepH-6s0T anania pis-
HUX TuMiB NpiOHIB AEMOHCTPYE XAapaKTEPHY eneKTpPodopeTUuHy
noBeRiHKy rnikoauiaboBanux ¢dopm PrP ©, IO YCTAaAKOBYETHCS Ha-
BiTb micast nexinbkox nacaxieB iHGEKUifHOro areHTa y pisHMX BUAAX
tBapuH. TOBCTi CTPIJIKM MOKa3ywOTh ycnimue iHdikyBaHHs. JopHUM
nokasaHi OCHOBHI rikonmiTvuHi popmu. ManeHbkl CTPIIKM BKa3yloTh
Ha TigBUIIEHY pyxJuBicTb y mnopiBHsiHHI 3 Tunom 1. Tpawncrensi
My — TpaHcreHHi 3a renoM PrP mopunm [17]

PrP. OrpumaHi MOHOKJIOHAJBHI aHTHTLIAa 15B3 Gysnm
30aTHI po3mi3dHaBaTH OMuaui, MUmMAaui Ta JIIOACHKI
PrP%, ane ne pearysaiu 3 PrP¢. Bynao xaproBaHO Tpu
noaimenTuAHUX cerMeHTH PrP ax emitomu 15B3. Mo-
XKJUBICTh BHKOPUCTAHHSA TAaKHX AHTHUTLI AO3BOJIUTH
imenTrdikyBaTH HasABHICTH PrP*® y Besimkoi poraroi
XynoOu me o nmosBM KJAiHiYHMX cuMiroMiB BSE, amxe
iCHyIOTb JaHi, MO MPiOHN MOXHA BUSBUTH B CHPOBATILi
KpoBi iH(}pIKOBAaHMX 3af0Bro g0 KJiHiYHHX IpPOSBiB
XBOpOOH.

IIporHo3u. Hessaxaiouu Ha Te, mo enineMmis BSE
y Besuxiit Bpuramii 3racae, BHHHKHEHHS C€IifeMii
nvCID zanumaeTbca UMoBipHMM. bBioxiMikam BaXxxko
TIOTOUTHCH '3 THM, IIO 3aXBOPIOBAHHA BMKJIHMKAIOTHCH
Jvme 6ikamM, ToMy 6arato XTO 3 BYEHHX 3a/H-

INACThCAd NPUXWIBHUKOM TIEI AYMKH, WO HYEJICIHOBI
KHCJIOTH TAaKOX BXOMATh A0 CKAAAy iH(exiii Horo
arenta. Hacmpasni, npioHoBa rimoresa «TiIbKE O1L70K»
e OCTATOYHO HE MiZTBEPAXEHA, 31€ TAKOX le Byno
XONHOTO TOBiJOMJICHHS NP0 3aJYUCHHS HYKJETHOBHX
KuCoT. Hes’acoBaHMM HA CBOrOIHI JIUMIAETHCA TAKOX,
YoMy Yy MWIIEW, SIKMM BBONWIM €KCTPAKT MO3KY ii-
KOBaHOI BesuKOl poratoi xymo6u BSE, Heitposmoriumi
CHMIITOMHM XBOpPOOM mpOSBIsIMACH, 1 CMEpTHICTh Bysa
6inpme Hix §5 %, aze B ixHbOMY MO3KYy PrP
3HAXOOMJIM JIMIUE MiCAA KiJIbKOX IMacaxiB, KOJW iH(peK-
LIifHUN areET SKMMOCh YMHOM ANAIITYRABCA [0 HOBOTO
rocnoaaps |21]. Lle migTpumye AyMxy mpo Te, Lo,
KpiM TIPiOHiB, y IH(EKOiAHOCTI BiAirpamwTh BaXJUBY
posb i iHmi (akTOpH, Ta MIATBEPAKYETECA THM (DaK-
TOM, HIO0 BiTHOINEHHS MOJICKY.JI PrP*™ 1o iHpiKOBAHMX
yrsopenb € jame 1:100000. Ha xans, myxe majo
BiIOMO TpO OLISIX YTBOPEHHS AMIJMOY T2 AETAJIRHMM
KJIHIYHMH POIBUTOK 3aXBOPIOBAHHS., TaKUM UHHOM,
JIMIIAEThCA me 6araTo Joro misHATHCA PO MEXAHI3ME
PO3BUTKY HATOJIOTiI, Ha IO BKa3aHO B OCTAHHIX OINIA-
max [22, 231.

[IToxo TBapMHEHIITBA, TO HACAMIEPEH HEOOXITHO
peTeabHIimE MAXOAUTH [O PO3POOKM paLlioHy Xapuy-
BaHHS TBAPHH y CiMIBCHKOMY TOCHOAPCTBi, a4 TAKOXK Hi
B SIKOMY pazi He 3a6yBaTy IpO T€, WO HA ChOTWABI e
PO3TMOBCIOAX €Hi Cepell TBAPUH TaKi xBopobm, AK ckpe-
Wmi. a TEM OIbIOe, OI0 MOXJIWBE BHUKOPUCTAHHSI
XBOpUX TBAPMH Yy IXy JIOAEH, HABITH SKIDO LE i
BU3HAHO OcsneyHHMM. BenwuesHi BUTpATH HA 3HMILEH-
Ha xBopux u#a BSE TeapuH € ToMy mepecroporox.

Ha crorogni 3anpomoHOBAHO pi3HI MIISXU BHXOXY
3 CHUTyanil i HE TIMBKHM 4epe3 CTpax Mepex emigemMicio
Ha nvCJID, a i uepes Te, MO HOCUThH BaXXKKO NOrOMATH-
Ca 3 THM, M0 CaMe NpioOH BUKJIUKAE cHuedamonarii.

o 1poro yacy 3aJIRIIAETHCS HEBU3HAUYEHOO [OJIb
HOpMasbHOro PrP° y KkJaitThHi. Hxkmo BiH He Mae
BaxsymBol (hisiooriunoi dyHKIi, Tomi MoxHa 6yno 6
3aNPONOHYBATH ILISIXOM TEHETHYHMX MAHIImyJ siiid
BUBECTH Xyio6y Gea rema PrP¢, ane ue xomrysano 6
HEHWMOBipHO Aoporo. HalimepcnexTuBHIOIMM [IOXO
CTBOPEHHS JIIKAPChKMX mpemapariB mpotd BSE Ta
nvCJID € momyk mAsxis OpUTHiYEHHS TpaHcdopmanii
HOPMAJIBHOIY KJiTHHHOTO IpioHY B Horo iHdekuiiHy
dopMy, TOMYy BHBUEHHS MOAEABHMX CHUCTEM Ha Hak-
Tepiax i APIXAXAX € AYXE AOPCYHHMM i BAXJIBBUM.

II. H. Kemnbein
I'y6xonmopofHas 3uuedanonaTis KOPoB — «GelIeHCTEO» KOPOB

Pearome

O630p daem cbujee npedcmasneHue O 6CIHUKHOGEHUW IFNUCEMUU
Heusgecmnozo pavee 3abonesanus BSE (Obiubs zybxcnododHas
SHuehanonamus) KPYynHoO:0 pozamozo ckoma 6 AHenuu, 1 nakxe
3HAKOMUM C cUnOMe3aMmi nNPouUcXoXoeHis 3aboaedanus i ez20
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C6A3LIO € yXKe u38ecmHoim 3abonesanuem osey — cxpetinu, B 0630-
pe 0606UEHbl COBPEMERHDIE HAYYHbIE NOHAMUR O hpupode ungek-
YUOHHOLD azenma, a maxkxXe npedcmasienvt doxazamenbcmeéa 6
NORL3Y CYWECMEBYIOWEN ZUNOME3bl, COZRACHZ KOMOPOL NpuduUHOl
3a%0ne8aHUR ABAAIOMCL KOHPOPMAYUOHHEE UIMEHeHuR Beaka npu-
ona. Obcyxdaromes maxxe doxasameanscmaa moeo, wmo BSE
Mmoxem nepedasamocs Hea08eKy ¢ ODanvheduium paszsumuem 3abo-
Ne3aHUR, AHONOZUMHOZO u36ecCmuOll HepeHoi Gonesnu Kpelygpuny-
da-Sxoba.

P. Campbeli
Bovine spongiform encephalopathy (BSE) — mad cow disease
Summary

The background to the epidemic of BSE among cattle in the United
Kingdom is described as are the possible origins of the disease and
its relationship to scrapie in sheep. Although the epidemic in caitle
is virtually over there is evidence of the transmission of the
injectious agent to humans to produce a new variant of Creutzfeld-
Jakob disease. The current status of owr understanding of the
molecular biology of the infectious agent is described as is the
evidence in support of the protein only, prion, hypothesis. Study of
the glycoforms of the prions supports the view that BSE has been
transmitted to humans.
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