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HageneHno pesyabTaTyi mOPiBHAJIBHOTO JOCTiIKEHHA MOJIEKYJIAPDHUX XapaKTEPUCTUK I'youacTomonioHoI eHIledao-
matii Ta ryodyacTomnogioHol amisoigHol eHiedasonaTii Besnkoi poratoi xynoou. OKpiM 3araJbHOBU3HAHUX BiAMiHHOC-
Tel, XapaKTepHUX JJIs I'y0uacTomoai0HoI aMmisoigHol eHIledasonaTii BeaIuKoi poraToi Xxynoou, TaKUX K 3MiHA MOJIEKY-
JspHOI Macu isodopm marosioriunoro mpiona (PrP*°) ta yrBopenHs amimoimomomiOHuX (hiOpuJi, BUABIECHO PsiJ HOBUX
O3HAaK Ha KJITUHHOMY Ta CyOKJIITMHHOMY PiBHAX. [0 ITMX 03HAK CJiJ BigHecTn HakonuueHHA PrP*°y HellpoHax OJIMBHO-
T'0 spa 3aCyBKH JOBracTOro MO3KY Ta 3MiHY XapaKTepy AenonyBaHHA PrP* i3 nudysHoro Ha rpanynapanii. CyKymHiCTh
BUIIIEHABEIEHUX O3HAK, CIEIUPIUHUX IJIA I'youacTomoAi6Hol amisoigHol eHIedasonarii BeInuKoi poratoi Xyao0u, CIpo-
IIy€ IPOIEeaYyPY AU(EePeHITiHOI AiaTHOCTUKY TPAHCMiCUBHUX CIOHTi(hOPMHUX eHIledasonaTiii BeJIMKOI poraToi Xyo0u.

Knrwuwosi cnosa: rybuacTononioua amizoigHa eHiedpasonaTisa BeJUKoI poraToi Xy100u, IpioHH] iH(eKILii, maTo-

JIOTiYHUI IPiOH, MiaTHOCTHUKA.

TpancmicuBHi cmoHTrihopMHI eHIedaso-
nartii (TCE), abo npiouui indexiii, — 1e rpyma
HelpoJleTeHepaTUBHUX 3aXBOPIOBaHb, AKi Tpar-
JSIOTHCA B XKYUHUX, HOPOK, OJIEHIB, KOTIYUX
ra giogei [1, 2]. Copuuuntoe TCE ypaskeHHsA
oprauiamy marojoriunum npioHom (PrP®°),
AKUH HAKONUUYYETHCSA MEePEBAKHO B IIEHTPAJb-
Hiti mepBoBiii cuctemi (ITHC) [1-4], TpaHcdop-
Mylouuch i3 KJiaiTuHHOTrOo mpiona (PrP°). PrP¢
eKcIpecyeThbCcA B 6araTb0xX OopraHax Ta TKaHU-
Hax opraHiamy. HaiiBumuii fioro piBeHb cmoc-
Tepiraersca y kiaituaax ITHC. BraxatoTs, 1110
disiomoriunuit mpioH Oepe yuacTs y mpoliecax
TPAHCHOPTYBAaHHSA MiZi i € KOMIOOHEHTOM
IEeKiIbKOX CUTHAJIBHUX ILIAXiB, 30Kpema Fyn-
Kinmasmoro Ta MAP-KiHasHOTO0, a TAaKOMK 3aJYy-
YeHUN 0 HepelaBaHHSA CUTHAJNY IIPU KJIITHUH-
Hiit agresii [6—8].

Ha crorogui Bigomi mramu PrP%°, axi Buk-
aukaoTs TCE y tBapuH Ta awoomeii. Hanpuk-
Jag, icaye mouan 20 mTaMiB cKpeiini opelb, 2 —
TpaHCMiCHUBHOI eHIledasonaTii HOPoOK. YpaKy-
I0UX OpraHisMm, BOHMU, ITicJIs PiBHOI TPMBAJIOCTI
iHKyOaIiffiHoro mepioay, COpUYMHIOIOTH PO3BUTOK
cuenupivHUX KJIIHIYHUX cuMIITOMiB. BomwHo-
Yac I1i IpioH” MalOTh PiBHUY CTYHiHb CTIHKOCTi
I0 00po0JsieHHA IIpoTeiHasaMu, XapaKTepusy-
IOTbCA IIEBHUM CHiBBiZHOIIIEHHSIM TJIiKO(OpPM

PrP*¢, 1110 IoKa/Ii3yI0THCS B JiJISHII ypasKeHH
moBracroro Mosky [9—13].

HoTemep BBasKasm, IO iCHYE€ OAWH IIITaM
MaTOJIOTIUYHOTO IIPioHA, AKUUA 3YMOBJIIOE I'yO-
JacTOMOAiOHY eHIledasionaTiio BeJIMKOI pora-
toi xymobu (I'E BPX). Onuak Ha 11eii uac € gami,
110 BeJIMKa porara xyaoba xBopie Ha I'E BPX
Ta ry0dYacToIomiOHy aMijoigHy eHIledaJsoia-
tito (TAE BPX) [14]. I1i xBopobOu gy:Kke cxoki
3a KJiHiYHMUM mepebiroM i CcMMIOTOMATHKOIO,
aJie BiipisHAOTHCA 3a OioxXiMiuHMMU XapakKTe-
pUCTHKaAMM Ta JIOKAJizallielo IIaTOJOTiuHOTO
npiona. Tak, y pasi 'E BPX nHaxkonumueHH:A
PrP*¢ BigOyBaeThcaA IIepeBaykKHO Yy JOBTacTOMY
MO3KY, rimorajamyci i Tamamyci, a npu I'AE
BPX — y HIOXOBi#l Oyan0i, HIOXOBOMY KOp-
tekci ta rimoxammi [14]. [Iasa 'AE BPX onwuca-
HO AeKijabKa MyTariii y reni PrP, Toni ax misa
I'E BPX 111e He IeTeKTOBAHO KOMHOI MyTAaIlii y
BigmosimHomy reni [15]. Takox gna T'AE BPX
€ XapaKTepHUM YTBOPEHHS aMiJIOiZOIOomiOHMIX
Gibpm, 110 30JMIKYE ITe 3aXBOPIOBAHHA i3 XBO-
po6oio Kpeitnipensara—Akoda (KAX) y monu-
Hu [14,16,17].

HesBaxaroun Ha BuUIle3a3HaYeHi BigMiH-
HOCTi, qudepeHIlifiHa fiarHOCTUKA X XBOPOO
€ TOBOJIi CKJIATHOIO, OCKiJIBKY B IETKUX BUIIA/[I-
KaXx (aBTOJIi3, YIITKOAKEHHA MO3KOBOI TKAHIHN)
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OKpeMi YacTMHU MO3KY, HeOOXimHi mjia Tumy-
Bauud 'AE BPX sk pisuoBuny I'E BPX, Bax-
KO IIiITaI0ThCA BUAIJIEHHIO.

Busznauennsa mrtamiB mpioHa B KOXKHOMY
KOHKPETHOMY BUNIAJKY 3aXBOPIOBAHHS € BKpail
aKTyaJIbHUM He JUIIlle JJId BeJIUKOI poraToi Xy-
nobu. Takuii MOHITOPDUHT Aa€ 3MOTY BUABUTHU
HOBi miTamu PrP%, aki MoK yTL OyTH IOTEHITili-
HO He0e3meuHi AJ1d JIOIUHN.

MATEPIAJIA I METOOU

3a6ip Ta 06podaeHHs TKaHUH. [[oCITiMKeH-
HsS TIPOBOAMUJIN HA AOBTacTOMY MO3KY BEJIHKOI
poraroi xymobu, Bikom 5—8 pokiB. Ik HeraTus-
HUII KOHTPOJIb BUKOPHCTOBYBAJIU TOBracTUil
MOB0K 3J0POBUX TBapuH. II0O3UTUBHUM KOHT-
poJieM cJyryBajia TKaHMHA JOBracTOro MO3KY
TBapuH, xBopux Ha I'E BPX, 1o ii 6yJio Hazga-
HO IHCTHUTYTOM KOHTPOJIIO 3a BETePUHAPHUMU
xBopobamu (Moedling, Ascrpisa). Hocaiguwmit
3pas3oK Bix TBapuHU, AKa xBopina ma 'AE BPX,
omep:xaam 3 €BpomelicbKoi pedepeHc-1abopa-
Topii 3 giarmoctTuru TCE (Weybridge, Benuka
Bpurania). Hdiarsocturky I'E BPX sgificHroBa-
JU 3a JOIIOMOTOI0 JIOMiHECIIeHTHO-iMyHHOTO
anaxaisy (Prionics LIA®). ITosuTuBHUu pesyiib-
TaT MmiATBepAKyBaBci pedepeHC-MeTOLOM
Prionics ChekWestern®. Ilicaa migTBepmixen-
HA JiarHO3Yy TKAaHWHY MO3KY 30epiraiu 1o Hac-
TYIHUX Jocaimsxers npu —80 °C.

ImyHoOmOT-aHATI3 aMigoimomomioHMX
diopun PrPs¢ [18]. Ilicisa po3aMoOpoKyBaHHSA
TKaHUHY Ji3yBaJu y cHeljiajgprHOMy Oydepi
(10% -i1 N-maypuiacaprkosud, 10 MmKM deni-
meTuiacyabpouindropun, 10 MmxM N-eruiama-
aeimig B8 0,01 M Na-¢pocharmomy 6ydepi, pH
7,4). learpudyrysanu sizar mpu 20 000 g Ta
10 °C 30 xB. CymepHaTaHuT II€PEHOCUJIN B HOBIi
npobipku Ta meuTpudyrysaau npu 177 000 g
i 10°C 135 xB. Ocan posunnanu y KI-HSB-pos-
ynHi (1,5% -1 Na-tiocyasdpar, 1% -ii N-may-
pusicapkosuH, 15% -ii fogung xaiiro 8 10 mM
tpuc-HCl, pH 7,4). Haxi spasdku 00poOIsaIn
nporeinaszoio K y kiHIeBi#i KomiemTparii
1 mxr/mia, 60 x8 mpu 37 °C. 3pa3ok HaIIapoBYy-
Basz Ha 20% -HY caxaposy Ta meHTpudyryBain
npotsarom 60 xB mpu 189 000 g Ta 10 °C. Ocap
pecycuenayBaiu y 40 Mk 6ydepa Jlemmri [19]
(Sigma, HimeuuwnHa), micjsg 4oro mpoBOAUIN
enekrpodopes y 12% -my ITAAT (Invitrogen,
CIITA) ta exexTporpaHchep O6inkiB ma PVDF-
mem6pany (Millipor, CIITA). Ias KOHTPOJIIO
Tpauchepy Ta BUSHAUEHHS BiJHOCHUX MOJIEKY-
JAPHUX MAac IOCHiIKyBaHUX OiIKiB BUKOpUC-
TOByBaJau Habip 6iaKoBuUX MapkepiB SeaBlue
Plus2 (Invitrogen, CIITA). ITiciis ereKTpoTpaHc-
depy mMeMOpaHy OJIOKYBalu iHKYOyYBaHHAM
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y 5% -my 3sHexupenomy wMoJiorni Ha 3PPT
(0,01% -i1 Tiu-20 ma 3abydepenomy (isioso-
rivaomy posuuHi) mporsarom 60 xB. [lami mem6-
paHy iHKyOyBaiy 3 MOHOKJIOHAJILHUMU AHTHU-
PrP*° anturinamu 6H4 (Prionics,IIIBemisa) —
1:2 000 y 3®PT ynpomos:x 90 xB, IIOJiKJIO-
HAJbHUMU KO3AUYNMU AHTUMUIINHUMY aHTUATIi-
JIlaM¥, KOH IOTOBAaHUMU 3 JY:KHOI0 hochaTasoro
(Sigma, CIITA), — 1:5 000 y 3®PT nporarom
30 xB. [erexnio iMyHHUX KOMILJIEKCiB 31ific-
HIOBAJIW, BUKOPUCTOBYIOUM KOMEPIIiNHUHA DPO3-
yuH cybcTpary maa Jgy:kHoi docharasu —
CDP-Star (Tropix, Benruka Bpuranis). Bisyauri-
3aIlil0 IIPOBOAMJIU 3a JOIIOMOTOI0 PEHTIeHiB-
cokoi miaiBkm ECL HyperFilm (Amersham,
CIITA) Ta HaboOpy nJsa TPOABJEHHSA IJIiBOK
(Kodak, Himeuunta).

ImyHoO6mOT-aHaNi3 raikodopm PrPs¢ [20].
Ilicna po3MopoKyBaHHA TKaHUHY JIidyBajau
B JeCcATHUKPaATHOMY 00’eMi creniajabHOro 0yde-
pa (10% -it N-nmaypuincapkosus, 10 MmeM ¢deni-
meTtuiacyabdoHiapropun, 10 MmkM N-etuama-
aeimiz B 0,01 M Na-docharuomy 6ydepi,
pH 7,4). Hani spasku HMeHTPUPYTYBaAIU IIPHU
5200 g i 4 °C mporsarom 5 xB. Jlo oUUITIeHUX
JizaTiB momaBaJyiu ogHAKOBMIt 00’ eM 2% -0 cap-
Ko3uay B 3a0ydepeHoMy (isiosoriumomy pos-
yuHi (3PP), micia yoro sisaTu inkyoysaau 10 xB
npu 37 °C. Bensonasy (Sigma, Poole, Benuka
Bpurania) ra MgCl, nogaBaiu B KiHIIEBiil KOH-
menTtpaiii 50 Ox/mia tra 1 MMoJIb/J1 BifgmmoBigHo,
micada voro 3pasku iHKyOyBamum 30 XB mpwm
37 °C. Ho misariB momaBaiu po3UMH HATPieBOi
coJi pochopHOBOIB(PPaMoBoi KucaoTu (Sigma,
Himeuunna) y 170 mmons/a MgCl,, no kiHie-
BOi KoHIeuTparii 0,3% , Imicjasa 4oro mpoBogu-
Ju npenumitaiio yapogos:x 30 xB mpu 37 °C.
3pasku nearpudyrysaau mpu 20 800 gi 37 °C
30 xB. Ocan pecycuenaysanu B 0,1% -My pos-
ymnHi capko3uay B 3PP Ta posIenaoBain mpo-
Teinaszoo K y koumenTparii 50 r/ma nporarom
30 xB. PogmenyneHHa 3yOWHSAIN, OOTAI0UYUN
1 mmouns/a PefaBloc SC (Roche, Lewes, Benu-
Ka Bpurania). lani 3pasku po3suymHSAIN B OYy-
depi Jlemmui [19] i mpoBogusu emeKTpodopes
3 HaCTyIIHUM imyHoOJ0T-aHasizom Ta ECL-nme-
TeKI[iel0, AK OYyJIO OIIMCAHO BUIIIE.

ImyHoricroximiuna merekmia PrPs¢ [18].
SasuTi B mapadiH 3pisw TKaHWH YKJIaZaaIu Ha
IpeIMEeTHI CKeJIbIldA, gernapad)iHisyBaanu B 0-KCU-
JIOJIi Ta cOMpTax 3i CIagHOI0 KOHIIEHTPAIi€lo
Bix 100 mo 50% . 3uemkomxysaau PrP inKy-
barriero 3pisiB y ¢opmasimi mporsrom 15 xB.
Hami spisu obpobasau 0,004% -mM pos3umHOM
nporeinasu K y 3abydeperHomy ¢isiosmoriumo-
my posuwmHi 15 xB, 37 °C. IloTiM 3pasku iHKY-
OyBaji 3 MOHOKJIOHAJbHHMEU aHTU-PrP* am-
tutimamu L42 [21] — 1:200, 90 xB mipu 37 °C;
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0iOTMHINTBFOBAHUMU TOJiKJIOHAJIBHUMU KO3S-
YPMH aHTUMUNINHUMU aHTuTigamMmu — 1:100,
npotsarom 30 xB ipu 37 °C. HacrymHuMm eTamom
oyna imky6aiigs 3 ABC-kommiaexcom (Vector,
ABctpisg) — nporarom 30 XB Ta XPOMOTeHHUM
cy6erpaTrom (DAKO Cytomation, Hania). ITicaa
IIHOT0 3pasKu (apOyBaau TeMaTOKCHUJIIHOM Ta
aHaJII3yBaJIM 3a IOTIOMOTO0 CBIiTJIOBOT'O MiKpOC-
kona Axioskop 40 (Carl Zeiss, Himeuunna).

PE3YJBbTATH
TA OBTOBOPEHHSA

Insa Bcix miTamMiB maToJIOTiYHOTO IIPioHA
PrP*® xapaKTepHUM € HasSBHICTh TPHOX TJIiKO-
dopm (mm-, MOHO- Ta AErIiKOo3MJILOBAHO1), MO-
JEeKYJIAPHI Macu SAKUX MOMKYTh KOJUBATUCSH
B Mexkax Big 30 mo 15 kDa sasexxkno Big Tumy
3axBopioBaHHA. EleKTpodopeTnyHa pyXJIUBiCTh
raikogopm PrP*¢ mramocnenudiuna. Xapak-
TEPHOIO O03HAKOI0 Ipu imeHTH(ikaIlii mramy
HaTOJIOTiYHOTO IIPiOHA € TaKOK CIIiBBiTHOIIIEH-
HA MK TpboMa Triikodpopmamu — PrP%, nu-,
MOHO- Ta [AEerJIiKO3BMJILOBAHOIO, AKe 3aJIe’KHO
BiJI THITY XBOpOOM MOsKe BapitoBaTu Bijx 70:20:10
o 20:20:60.

ITix yac excrpaxkiii PrP* ¢gochoryuricTu-
KOBOIO KMCJOTOI0 3 HACTYIHHUM iMYHOOJIOT-
aHaJi30M 0yJI0 BUABJIEHO, I[0 CIiBBiAHOIIIEHHS
TJIiKoGOPM Yy ITOSUTUBHOMY KOHTPOJIL Ta MTOCJTIi-
Il mpakTUYHO He 3MIiHIOETBbCS, JIMINE Big3Ha-
YaeThCA JeAKe 3PDOCTaHHA PiBHA AETJIiKO3UIbO-
BaHOI popmu PrP*¢ y mocaizmomy 3pasky, II0
CBiUUTH PO MPUCYTHICTh Y HHOMY IIITAMY IIa-
TOJIOTiYHOTO MpioHa, BigMiHHOTO Bim ToOTO,
axuii cipuunHioe 'E BPX (puc. 1). Cam mo cobi
el pe3yJabTaT He 1a€ 3MOTY BCTAHOBUTHU KiHITe-
BUU [giarHo3, ajie CBiAUMTH PO HEOOXimHicTb
IIPOBEJIEHHA TOIAaTKOBUX JOCJIiYKEHb.

PK
30 kDa
29 kDa
25 kDa
19 kDa
12 kDa

Herat. KoHTPOJIB
Herat. KoHTPOJIB
Hocaix
ITosuT. KOHTPOJIB

Puc. 1. ImyHO0650T-aHAJI3 TIIiKO(OPM TATOIOTIYHOTO
IIpPioHA y JOBracToOMy MO3KY:

PK — mporeinasa K;

HEeraTUBHUI KOHTPOJIb — 3J0DPOBi TBAPUHU;

MOSUTUBHUN KOHTPOJIb — TBapuHU, XBopi Ha 'E BPX;

IOCJIiT — MOCJIiiHa TBapuHa

Hocaimsxenua excmnpecii isodopm marto-
JOTIYHOTrO IIpioHa IIOKas3ajid, I10, ITOPiBHAHO
3 I'E BPX, ne tpu ocuoBHi popmu PrP*° manu
MOJIEKYJIAPHY Macy 29, 25 ta 19 kDa sigmosiz-
HO, yV OOCJiZHOI TBapWMHU CIIOCTepiraerncd
301JBbIITEeHHA eJeKTPOo(pOpeTHUHOI PYXJIUBOCTI
IH1-, MOHO- Ta HerIiKo3uaboBaHOi ¢opm PrPsc,
sdKa Bimmosimama mosekynapHiit maci 27 kDa
Iaa puriaikosuaboBaHol, 23 kDa nisa MmoHoOIIi-
KosuaboBaHOi Ta 17 kDa s geriikosuabosa-
HOi hopm (puc. 1). Takwmii posmoxaia riaikodopm
3a MOJIEKYJIAPHOIO MAcoIO € XapaKTepHUM IJId
I'AE BPX [4].

Bigomo, 1mo xapaxTepHoio o3Hakoio ['AE
BPX € yTBOpeHHA Ta HAKOIWUYEHHSA aMiJIOiO-
moxioHMX (ibpma MaTOJOTIYHOTO TPioHA, IO
He BaactuBo aasa 'E BPX [15]. Tomy gna me-
peBipKu IpUOYIIEHHSA IIPO IPUCYTHICTH Yy IO-
cIaimxyBaHOMY 3pasKy mramy PrP*¢, smaTHOoro
cupuunautu I'AE BPX, HamMu mpoBemeHO [I0-
COiMKeHHA BMicTy amijoimomomiOHmx (idopmi
Yy DOBracToMy MO3KY HmocJigHol TBapuHHU. i
IIHOTO OYJIO 3aCTOCOBAHO METO[ YIbTPAIleHTPH-
¢dyryBaHHA y TPAAi€HTI caXxapo3y 3 HACTYIHOIO
iMyHOOJIOT-IeTeKITieo.

Y pesyabTaTi mpoBemeHUX TOCIiIKeHb
BCTAHOBJIEHO, IO B JOCJIiTHOMY 3pa3Ky BUIB-
JIeHO BICOKY KOHI[EHTpAIlilo aMijoimomomio-
HUX (iOopmi, Tomai AK y MO3KY TBapUH, XBOPUX
Ha I'E BPX, 6ysu TifnbKu ciaigu GiopuaapHoro
PrP*® (puc. 2). OT:xe, MOKHa 3pOOUTH BUCHO-
BOK, IIT0 AocaigHa TBapuHa xBopina Ha 'AE BPX,
HetunoBy ¢Gopmy I'E BPX. OcobauBicTio mramy
PrP*°, akuit s3ymosiaioe 'AE BPX, € migBumniena

PK

Herar. KOHTPOJIb
ITosuT. KOHTPOJIB
ITosuT. KOHTPOJIH
ITosuT. KOHTPOJIB
Hocuin
Hocaiz

Puc. 2. ImyH0O6a0T-aHATI3 amioimomoxioHuX hiopHI
PrPSC y noBracromy MO3Ky
(Tmo3HaueHHs aHAJOTiIYHO puc. 1).
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eaeKTpo)OpeTHYHA PYXJIUBICTH OCHOBHUX i30-
¢dopM maToJIOTiYHOTO TPioHA Ta YTBOPEHHA
aMinoigomoaioHuX (GhiOpma y JOBracToMy MO3KY.

J st 6iIbIT AeTaIbHOTO BUBUEHHS MOJIEKY-
JSPHUX O3HAK [TaHOTO KJIHIYHOTO BUMNAIAKY
TCE 6yjso mpoBeleHO iMyHoOricroximiummii
aHaJIi3 TOBTracTOro MO3KY MOCJIiTHOI TBApUHU.
BcranoBaeHO, 110 aKYMYJIAIis IIATOJIOTiYHOTO
mpioHa crocTepiraeTbeA TiTbKY B 30HI 3aCyBKU
IOBTracTOro MO3KY, KayIaJbHile i KpaHiaJIbHi-
mre Bif 1iel souu PrP*° 6yB Bigcytwiii. Taka 00-
MerkeHa JoKaJizamia PrP% e xapaxrTepHoio
TPAKTUYHO JJIsI BCiX IPIOHHUX XBOPOO KYyii-
Hux [18], ToMy BOHA He MOKe CJIYTIyBaTH KpHU-
Tepiem mia audepentriiinoi giarnoctuxku TCE Ta
JeTeKIlil OKpeMUX IIITaMiB IIaTOJIOTiYHOIO IIPioHA.

JHokmagHimmi iMyHOricToXiMiuHM#E anaIis3
30HaJIbHOI JokaJizalii PrP*° mocaigmoro spas-
Ka JaB 3MOTYy JeTeKTyBaTu HNOT0 BUCOKUIH
pPiBeHb B OJIMBHOMY fAIpPi, BOOHOYAC Yy MOBKY
TBapuH, XxBopux Ha I'E BPX, PrP* BuaBisaeTs-
cA TiABKM B AOP3aJbHOMY AAPi OJYKarUOTro
HepBa Ta cojiTapHOoMy TpakTi (puc. 3, A, B),
II0 € XapaKTEePHOIO AiarHOCTHUYHOI0 O3HAKOIO
I'E BPX.

Puc. 3. ImyHoricToxiMiuHMii aHAJI3 JOKATi3aIil
IATOJIOTiYHOTO IPiOHA B 30Hi 3aCYBKH JOBracTOro
MO3KY:

A — mOBUTHMBHUI KOHTPOJIb — TBapuHa, xBopa Ha I'E
BPX, nmokasaHo 30HY J0OpP3aJbHOTO AApa 0JyKaio-
YOro HEePBa Ta COJITapHUI TPakT. X25;

B — pmociigHa TBapmHAa, 30HA OJIMBHOTO Axapa. x40;

B — MO3BUTUBHUN KOHTPOJIb, 30HA JOP3aJbHOTO sApa
oaykarouoro Hepsa. x200;

I' — pociigHa TBapuHAa, 30HA OJIUBHOTO Axpa. X400

IcuyroTh BimMiHHOCTI B CyOKJIITHHHIM JIOKa-
aizarii PrP*°. Tak, npu I'E BPX BiH gerexTye-
ThCS IEPEeBaKHO B HeWpPo®isai (mo3akJiTUHHO-
MY CepPemOBHUIIi), TUMUYACOM AK Y JOCJiTHOMY
3pasKy cIocTepiraeTbcsa TpaHcJoKamia PrPse
Yy cepequHy HEWUPOHiB OJMBHOrO Axpa (puc. 3,
B, I'). Okpim 11b0T0, 3BMiHIOETBCS XapaKTep Je-
HOHYBaHHA MATOJIOTIYHOTO IIPioHA 3 TUQy3HO-
ro Ha rpanyaapuuii (puc. 4). Ile cBiguuTh Ipo
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Puc. 4. ImyHoricToximiunmii aHai3 xapaxkrepy
nenoHyBaHHA PrP*¢ y HeiipoHax 0JIMBHOTO Ampa
TOBracToro Mo3ky mocaigHoi teapuau. X1000
(cTpinmkaMu TO3HAUYEHO TUIIOBI rpanyau PrP,
XapaKTepHi Mid amiszoigomoni6Hmux hiopumr)

YTBOPEHHA aMiJIOifOIOLi0HIX CTPYKTYP ycepe-
IUHI KJIITUHY Ta € IIIe OJHUM IIiATBePAKeHHAM
TOTO, 1110 AAaHWI BUMAL0K cJif BigHecTu 10 'AE
BPX.

Cnuparourich He BUITleHABEAEHI pe3yJIbTaTu,
MU IPONOHYEMO I AUdepPeHITiiiHOI AiarHOCTH!-
KM IIITaMiB IATOJOTiYHOTO IIPioHa BUKOPHCTOBY-
BaTU HaBe[eHi B TAOJUII MOJEKYJIAPHI O3HAKH,
1o € xapakrepuumu a1 'E BPX tra TAE BPX.

Okpim sarambuoBigomux osuaxk 'AE BPX,
TaKMX AK 3MiHA CIiBBiZHOIIEHHS TJIiKodopM
TMaTOJIOTiUHOTO IIPiOHA, HMiABUINEHHSA €JIEKTPO-
dopeTruuHOI PYXJUBOCTI TPHOX OCHOBHUX
raikodopm PrP*¢ ta yrBoperHs aminoizomoxnio-
Hux Giopmia, HamMu O0yJI0O BUSIBJICHO PAJ HOBUX
O3HaK, 30KpeMa aKyMYJIAIil0 HaTOJIOTiYHOTO
IpioHA B OJIMBHOMY fAAPi MOBTacTOro MO3KY,
iHTpaHeHpOHAJNBHUM TUN HaKomWdYeHHS PrPs°
B OJIMBHOMY $AJpi Ta mNepeBakKHy TpaHy-
JISIPHICTH arperaTiB marojyioriunoro npioxna. Cy-
KYIIHICTh IIMX O3HAK [JO3BOJISIE BUIHAUYUTU
mITaM IIaTOJIOTiYHOTrO IIpioHa Ta audepeHIiio-
Batu I'E BPX Bin I'AE BPX.

TakumM uywmHOM, HiATBEPAYKEHO iCHYBaHHA
HetunoBoi dopmu I'E BPX — ry6uacromozio-
HOI aminoigHOi eHITedasonarTii Be1nKoi poraToi
xynobu (I'AE BPX). BctaHoBI€HO P MOJIEKY-
JSPHUX Ta MOPQOJOTIUHUX O3HAK, 3a AKUMU
MoskHa nposoauTtu giarmoctuky I'AE BPX. Ha
OCHOBI TaHWX 03HAK 3aIIPOIIOHOBAHO CIIPOIIEHY
npouenypy aiaramoctuku 'AE BPX.

KosexTuB aBTOPiB BUCJIOBJIIOE IITUPY BAAU-
Hicte Dr. Joachim Weikel, Dr. Hermann
Schildorfer ta Dr. Zoltan Bago (Institute for
Veterinary Disease Control, Moedling, Ascr-
pis) 3a BcebiuHy momoMoOry y BUKOHAHHI pobo-
Tuu. Pobora 3xiiicHioBasiacs 3a ¢GiHAHCOBOI ITij-
TpuMku ROTARY-Club (Moedling, AscTpis).



Excnepumenmanvri cmammi

MoJekyJaApHi 03HAKH, IKi MOKHA BUKOPHUCTOBYBATH AJIA Tu(epPeHIiiiHOI JiarHOCTUKHI

I'E BPX ra TAE BPX

Osuaka

I'E BPX

I'AE BPX

CuiBBigHoIeHHs ririkodopm PrPse

IlepeBaskae quriaikosuIbLOBaHA
¢dopMa, MOHO- i IerJIiK03uIbO-
BaHa (popMu — y MiHiMabHIT
KiJgbKoOCTi

3pocTaHHsA YaCTKI
IeTJIiKo3uIb0OBaHOI hopMu

Enexrpodopernuna pyxauBicts ririkogopm
PrPSC*

CraumaprHa (29, 25 ta 19 kDa)

ITigBuiena (27, 23 ta 17 kDa)

KinpkicTb i3odopm PrPse

Tpu ocHoBHi (29, 25 Ta 19 kDa)

Tpu ocuoBHi (27, 23 Ta 17 kDa)

Haasnicts aminoigonoxi6uux Gidpua y
JOBTacTOMY MO3KY

BigcyTHi abo cirigoBi KigbKocCTi

Bennka kinpkicTb

Axymynanis PrP° y nosractromy MO3KYy

IlepeBaskHO y 1Op3aIbHOMY
AApi 6JTyKaouoro HepBa Ta
B COJIiTApHOMY TPaKTi

3HauHa KOHIleHTpaIisa PrPs°
B OJIMBHOMY AApi

. . . - . IaTpaneiiponanbHa
Jlokamizaria PrP*° y rkanuHi 1oBracToro Hetipodinapua i cup )
” ) . (BHYTPIITHBOKJIiTHHHA)
MOBKY (mosakJIiTMHHA) JIOKaJIi3aIisa " .
JIOKaisaiga
Tun genonyBauusa PrPse IlepeBaskHO nupysuuii I'panynapunii

* Ha mizcTaBi xapaKkTepuCcTUK, HaBefeHUX y [4].
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HJIEHTUOUKAIINA
IIATOJIOTUYECKOI'O IPUOHA
IIPU T'YBYATOOBPA3HOM
SHITEPAJIOIIATUHU KPYITHOTO
POTATOI'O CKOTA
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! TacTuTyT 61ogoruu KuBoTHEIX YAAH, JIbBOB
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IIpuBeneHbI Pe3yIbTATHI CPABHUTEIHLHOTO HC-
CJIeOBAHUSA MOJEKYJSIPHBIX XapaKTePUCTHUK
ryouaTonomo0HON sHIedasonmaTu U ryouaToi
aMuJIougHOI sHIledaoNaTUN KPYIHOTO POTATo-
ro ckora. Kpome oOIenpUHATHIX OTJIUYUM, Xa-
PaKTepHLIX IJd I'y0UaTON aMUJIOUIHON sHIeda-
JIOTIATUY KPYIHOTO POTaTOTO CKOTA, TaKWX Kak
U3MeHeHre MOJIEKYJIAPHON Macchl m30(opMm ma-
TOJIOTMUECKOTO MPHOHAa U 00pas3oBaHUS aMUJIOU-
IOMOMOOHBIX (hUOPUIII, O0OHADPYKEH PAL HOBBIX
MPU3HAKOB Ha KJIETOUYHOM U CYOKJIETOUHOM YPOB-
Hax. K 9TuM mpusHaKam cJIeayeT OTHeCTH HaKOI-
JeHue nmaTojorudeckoro npuoua (PrP*°) B Heiipo-
HaxX OJHMBAPHOIO fA[pa IIPOLOJIOBATOr0O MO3Ta
U U3MeHeHMHe XapakTepa akrymyaamuum PrPsC
¢ nud@ysHOro Ha rpaHyaapHBIA. COBOKYIHOCTD
9TUX MPU3HAKOB, CHeIN(PUUECKUX AJA I'y0uaToi
aMUJIOUIHOM sHIledaTOTaTUN KPIIHOTO POTAaTOro
CKOTa, yHOpomiaeT npolenypy auddepeHInaIb-
HOM JMarHOCTUKY TPAHCMUCCUBHBIX CIIOHTH(OPM-
HBIX 9HIIe(aIONaTU KPYIIHOTO POraToro CKoTa.

Knrouesvle cnosa: ryduaromnonobuasa sHIiedasonaTus

KPYIIHOTO POraToro cKoTa, IIPUOHHbIe WH(pEeKINU, I1a-
TOJIOTUYECKUH ITPUOH, AUATHOCTUKA.
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IDENTIFICATION OF PATHOLOGICAL
PRION IN CATTLE WITH BOVINE
SPONGIFORM ENCEPHALOPATHY
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The article presents a comparative study of
the molecular characteristics of spongiform cat-
tle encephalopathy and spongiform amyloidal
cattle encephalopathy. Except general differ-
ences typical to spongiform amyloidal cattle
encephalopathy, such as change in the molecular
mass of pathological prion isoform and amyloid-
like fibrils formation, several new characteris-
tics on celluar and subcellular level were discov-
ered. These characteristics are as following:
accumulation of the pathological prion (PrP*°) in
olivary nucleus neurons of the medulla oblonga-
ta and change in deposition nature of PrP° from
diffuse to granular. All these characteristics
specific for spongiform amyloidal cattle ence-
phalopathy simplifies a procedure of differential
diagnostics of the transmissible spongiform cat-
tle encephalopathy.

Key words: spongiform cattle encephalopathy, prion
infections, patological prion, diagnostics.





