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HageneHno pesyabTaTyi mOPiBHAJIBHOTO JOCTiIKEHHA MOJIEKYJIAPDHUX XapaKTEPUCTUK I'youacTomonioHoI eHIledao-
maTii Ta ryddyacTomnogioHol amisoigHol eHiedasonaTii Besnkoi poratoi xygoou. OKpiM 3araJibHOBU3HAHUX BiAMiHHOC-
Tel, XapaKTepHUX JIJIs I'y04acTomoai0Ho1 aMmisoigHol eHIledasonaTii BeaIuKoi poraToi Xxynoou, TaKUX SIK 3MiHA MOJIEKY-
JspHOI Macu isodopm maroJioriunoro mpiona (PrP*°) ta yrBopenHs amimoimomomiOHuX (hiOpuJi, BUABIECHO PsJ 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
BUIIIEHABEIEHNX O3HAK, CIEIUPIUHUX IJIA IyouacTononioHol amisoigHol eHIedasonarii BeIuKoi poraToi Xyao0u, CIpo-
IIy€ IPOIeaypPy Au(epeHIIiHOI AiaTHOCTUKY TPAHCMiCUBHUX CIOHTi(hOPMHUX eHIledasonaTiii BeJIMKOI poraToi Xy o0mu.

Knrwuwosi cnosa: rybuacTonogiouna amMmizoigHa eHiedpasonaTisa BeJUKoI poraToi Xy100u, IpioHH] iH(eKIii, maTo-

JIOTiYHUI IPiOH, JiaTHOCTHUKA.

TpancmicuBHi cmoHTrihopMHI eHIedaso-
nartii (TCE), abo npiouui indexiii, — 1e rpyma
HelpoJlereHepaTUBHUX 3aXBOPIOBaHb, AKi Tpar-
JSIIOTBCA B XKYUHUX, HOPOK, OJIEHIB, KOTAYUX
ra gioxeit [1, 2]. Copuuuntoe TCE ypaskeHHA
oprauiamy marojoriunum npioHom (PrP*°),
AKUH HAKONUUYYETHCA MEePEBAKHO B IIEHTPAJE-
Hiii mepBoBiii cuctemi (ITHC) [1-4], TpaHcdop-
Mylouuchb i3 KJiaiTmHHOro 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 eHIledaonaTii HOPoOK. YpaKy-
oYX OpraHisMm, BOHMU, ITicJIs PiBHOI TPMBAJIOCTI
iHKyOaIrifiHoro mepioay, COpUYNHIOIOTH PO3BUTOK
cuenupivHUX KJIIHIYHUX cuMIITOMiB. BomHo-
Yac I1i IpioH” MalOTh PiBHUY CTYHiHb CTIHKOCTi
I0 00po0seHHA IIpoTeiHasaMu, XapaKTepusy-
IOTbCA IIEBHUM CHiBBiIHOIIIEHHSIM TJIiKO(OPM

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

HoTemep BBasKasm, IO iCHYEe OAWH IITaM
MaTOJIOTIUYHOTO IIpPioHA, AKUUA 3YMOBJIIOE TyO-
JacTOMOAIOHY eHIledasionaTiio BeJIHUKOI pora-
toi xymobu (I'E BPX). OxgHak Ha 11eii uac € gami,
110 BeJIMKa porara xyaoba xBopie Ha I'E BPX
Ta ry0dYacToIomiOHy aMiJoigHy eHIledaJsoia-
tito (TAE BPX) [14]. I1i xBopobOu ay:Kke cxXoKi
3a KJiHiYHMUM mepebiroM i CMMIOTOMATHKOIO,
aJie BipisHAIOTHCA 3a OioxXimMiuHMMU XapakKTe-
pUCTHKaAMM Ta JIOKAJizallielo IIaTOJOTidHOTO
npiona. Tak, y pasi 'E BPX nHaxkonumueHH:A
PrP*¢ BigOyBaeThcaA IepeBaykKHO 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 MyTamiii y reni PrP, Toni ax mjsa
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].

HesBakatoun Ha BuUIle3a3HaUYeHi BigMiH-
HOCTi, qudepeHIlifiHa fiarHOCTUKA X XBOPOO
€ TOBOJIi CKJIATHOIO, OCKiJIBKY B IETKUX BUIIA/[I-
Kax (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.

Busnauennsa mrTamiB mpioHa B KOXKHOMY
KOHKPETHOMY BUNIAJKY 3aXBOPIOBAHHS € BKpail
aKTyaJIbHUM He JUIIlle JJId BeJIUKOI porarToi Xy-
nobu. Takuii MOHITOPDUHT Aa€ 3MOTY BUABUTHU
HOBi miTamu PrP%, aki Mo yTEL OyTH IOTEHITili-
HO He0e3neuHi AJ1d JIOIUHN.

MATEPIAJIA I METOOU

3a6ip Ta 06podaeHHs TKaHUH. [[oCTiTKeH-
HsS TIPOBOAUJIN HA JOBTacTOMY MO3KY BEJIHKOI
poraroi xymobu, Bikom 5—8 pokiB. Ik HeraTus-
HUII KOHTPOJb BUKOPHCTOBYBAJIU IOBracTUil
MOB0K 3M0POBMUX TBapuH. II03UTUBHUM KOHT-
poJieM cJyryBajia TKaHMHA JOBTracTOr0 MO3KY
TBapuH, xBopux Ha I'E BPX, o ii 6yso Hazga-
HO IHCTHUTYTOM KOHTPOJIIO 3a BETEPUHAPHUMU
xBopobamu (Moedling, Ascrtpisa). Hocaiguwmit
3pas3oK Bix TBapuHU, AKa xBopina ma 'AE BPX,
onmep:xaam 3 €BpomelicbKoi pedepeHc-aabopa-
Topii 3 giarmoctTuru TCE (Weybridge, Benuka
Bpurania). Hdiarsocturky I'E BPX sgificHroBa-
JU 3a JOIIOMOTOI0 JIOMiHECIIeHTHO-iMyHHOTO
anaxidy (Prionics LIA®). ITosuTuBHUu pesyiib-
TaT MmiATBepAKyBaBci pedepeHC-MeTOLOM
Prionics ChekWestern®. Ilicaa migTBepmixen-
HA JiarHO3y TKAaHWHY MO3KY 30epiraniu 1o Hac-
TYIMHUX Tocaigskers npu —80 °C.

ImyHoOmOT-aHaTI3 aMigoimomomioHMX
diopun PrPs¢ [18]. Ilicis po3aMoOpoKyBaHHSA
TKaHUHY JIidyBaJu y cHeljiajgprHOMy Oydepi
(10% -i1 N-maypuiucapkosud, 10 MmKkM deni-
meTuicyabouindropun, 10 MmxM N-eruiama-
geimig B8 0,01 M Na-¢pocharaomy 6ydepi, pH
7,4). learpudyrysanu sizar nmpu 20 000 g Ta
10 °C 30 xB. CymepHaTaHuT [IEPEHOCUJIN B HOBIi
npobipku Ta meuTpudyrysaau npu 177 000 g
i 10°C 135 xB. Ocan posunnanu y KI-HSB-pos-
ynai (1,5% -t Na-tiocyasdar, 1% -ii N-may-
puiicapkosuH, 15% -ii ogung xaiiro 8 10 mM
tpuc-HCl, pH 7,4). Haxi spasdku 00poOsaan
nporeinaszoio K y kiHmeBi#i KomiemTparii
1 mxr/mia, 60 x8 mpu 37 °C. 3pa3ok HaIIapoBy-
Basiz 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, HimeuumnHa), micjisg 4oro mpoBOAUIN
enexrpodopes y 12% -my ITAAT (Invitrogen,
CIITA) Ta exexTporpaHchep O6inkiB ma PVDF-
memb6pany (Millipor, CIITA). Ias KOHTPOJIIO
Tpauchepy Ta BUSHAUECHHS BiTHOCHUX MOJIEKY-
JAPHUX MAac IOCHiIKyBaHUX OiJIKiB BUKOpUC-
TOByBaJau Habip 6iaKoBuUX MapkepiB SeaBlue
Plus2 (Invitrogen, CIITA). ITiciis ereKTpoTpaHc-
depy mMeMOpaHy OJIOKYBaiu 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).

ImyHoG6mOT-aHaNi3 raikodopm PrPs¢ [20].
ITicia posMoOposKyBaHHA TKAHWHY Ji3yBaJu
B JecATHUKPaATHOMY 00’eMi creriajabHOro 0yde-
pa (10% -t N-nmaypuincapkosus, 10 MmeM ¢peni-
meTtuiacyabdoHiapropun, 10 MmkM N-etuama-
aeimiz B8 0,01 M Na-docharuomy 6ydepi,
pH 7,4). Hani spasku HMeHTPpUDYTYBAIU 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 voro sisatu inkyoysaau 10 xB
npu 37 °C. Bensonasy (Sigma, Poole, Benuka
Bpurania) ra MgCl, nogaBanu B KiHIeBii KOH-
menTpaiii 50 Ox/mia tra 1 MMoJIb/J1 BifgmmoBigwo,
miciaAa voro 3paskm iHKyOyBasum 30 XB mpwm
37 °C. Ho misariB momaBaiu Po3UMH HATPieBOi
coJi pochopHOBOIB(PPaMoBoi KucaoTu (Sigma,
Himeuuwnna) y 170 mmoas/a MgCl,, no kinie-
BoOi KoHIeuTparii 0,3% , Imicjasa 4oro mpoBogu-
Ju mnpenumitaiio yapogos:x 30 xB mpu 37 °C.
3pasku nearpudyrysaau mpu 20 800 gi 37 °C
30 xB. Ocan pecycunengysaau B 0,1% -my pos-
ynHi capko3uay B 3PP Ta posIenaoBain mpo-
Teinasoo K y koumenTparii 50 r/ma npoTarom
30 xB. PogmenyseHHa 3yOUHSAIN, OOTAI0UYUN
1 mmoan/a PefaBloc SC (Roche, Lewes, Benu-
Ka Bpurania). Jlani 3pasku po3sumMHSAIN B OYy-
depi Jlemmui [19] i mpoBogusu eleKTpodopes
3 HaCTyIIHUM imyHoOJ0T-aHamizom Ta ECL-nme-
TeKI[iel0, AK OYyJIO OIIMCAHO BUIIE.

ImyHoricToximiuna merekmia PrPs¢ [18].
SasinTi B mapadiH 3pisw TKAaHWH YKJIaZaau Ha
IpeIMEeTHI CKeJIbIldA, Aernapad)iHisyBaau B 0-KCU-
JIOJIi Ta cOMpTax 3i CIaJHOI0 KOHIIEHTPAIi€lo
Bix 100 mo 50% . 3uemkomxysaau PrP inKy-
barriero 3pisiB y ¢opmasimi mporsarom 15 xB.
Hami spisu ob6pobasau 0,004% -mM pos3umHOM
nporeinasu K y 3abydeperHomy ¢isiosmoriumo-
my posuwmHi 15 xB, 37 °C. IloTiM 3pasku iHKY-
OyBajii 3 MOHOKJIOHAJbHUMHU 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,
ABctpis) — nporarom 30 XB Ta XPOMOTeHHUM
cy6erpaTrom (DAKO Cytomation, Hania). ITicaa
IIHOTO 3pasdKu (apOyBaau TeMaTOKCHUJIIHOM Ta
aHaJII3yBaJIM 3a IOTIOMOTOI0 CBIiTJIOBOT'O MiKpOC-
kona Axioskop 40 (Carl Zeiss, Himeuunna).

PE3YJBbTATH
TA OBTOBOPEHHSA

Hna Bcix mrTamiB IaToJIOTiYHOTO IIpioHaA
PrP*® xapaKTepHUM € HasSBHICTh TPHOX TJIiKO-
dopm (mu-, MOHO- Ta AErIiKO3MJILOBAHOI), MO-
JEeKYJIAPHI Macu SAKUX MOXKYTh KOJUBATUCH
B Mexkax Big 30 mo 15 kDa sasexxkno Big Tumy
3axBopioBaHHA. EieKTpodopeTnuHa pyXJIuBicTh
raikogopm PrP*¢ mramocnenudiuna. Xapak-
TEPHOIO O3HAKOI0 Ipu imeHTH(ikaIlii mramy
HaTOJIOTIYHOTO IIPiOHA € TaKOK CIIiBBiTHOIIIEH-
HA MK TpboMa Triikodpopmamu — PrP*, nu-,
MOHO- Ta [AEerJIiKO3BMJIBLOBAHOIO, AKe 3aJIe’KHO
BiJl THITY XBOpOoOM MOsKe BapitoBaTu Bijg 70:20:10
o 20:20:60.

ITix yac excrpaxkiii PrP* ¢gochoryuricTu-
KOBOIO KMCJOTOI0 3 HACTYIHUM iMYHOOJIOT-
aHaJi30M 0yJI0 BUABJIEHO, I[0 CIiBBiAHOIIIEHHS
MIiKo()OPM y MOBUTUBHOMY KOHTPOJII Ta KOCJIi-
Il TpakTWYHO He 3MIiHIOETHCH, JIMINE Bia3HAa-
YAEThCA JesKe 3POCTaHHA PiBHS JEerJIiK03UIbO-
BaHol popmu PrP*¢ y mocaigHoMy 3pasky, IO
CBiUUTH PO MPUCYTHICTh Y HHOMY IIITAMY IIa-
TOJIOTiYHOTrO MpioHa, BigMiHHOTO Bim ToOTO,
axuii cipuunHioe 'E BPX (puc. 1). Cam mo cobi
el pe3yJabTaT He 1a€ 3MOTY BCTAHOBUTHU KiHITe-
BUI [giarHO3, ajie CBiAYMTH PO HEOOXimHicTb
IIPOBEJIEHHA TOJAaTKOBUX JOCJIiYKEHb.

g + + + PK

*+—29 kDa
<+— 25 kDa
+— 19 kDa

30 kDa—»

12 kDa—»

Herat. KoHTPOJIB
Herat. KoHTPOJIB
Hocaix
ITosuT. KOHTPOJIB

Puc. 1. ImyHO670T-aHAJI3 TIIiKO(OPM TATOIOTiYHOTO
IpioHAa y JOBracToMy MO3KY:

PK — mporeinasa K;

HEeraTUBHUI KOHTPOJIb — 3J0POBi TBAPUHU;

MOSUTUBHUN KOHTPOJIb — TBapuHU, XBopi Ha 'E BPX;

IOCJIiT — MOCJIiiHa TBapuHa

Hocaimsxenua excmnpecii isodopm marto-
JIOTiYHOTrO IIpioHA MOKasaju, IO, IMOPiBHAHO
3 I'E BPX, ne tpu ocuoBHi popmu PrP*° manu
MOJIEKYJIAPHY Macy 29, 25 ta 19 kDa sigmosiz-
HO, yV OOCJiZHOI TBapWMHU CIIOCTepiraerbcd
301JBbIIIEeHHA eJeKTPOo(pOpeTHUHOI PYXJIUBOCTI
IH-, MOHO- Ta HerJIiKo3uaboBaHOi ¢opm PrPsc,
sdKa BimmoBimama MosekyaapHiit maci 27 kDa
oA nuriaikosuaboBaHol, 23 kDa nisa MoHOIIi-
KosuaboBaHOI Ta 17 kDa s geriikosuabosa-
Hoi popm (puc. 1). Takwmii posmoxia riaikodopm
3a MOJIEKYJIAPHOIO MAcoi0 € 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 PO IPUCYTHICTH Yy IO-
cIaimxyBaHOMY 3pasKy mramy PrP*¢, smaTHoro
cupuunanuT I'AE BPX, HamMu mpoBeaeHO [0-
CIiM)KeHHS BMicTy amijoimomomioumx (iopui
Yy DOBracToMy MO3KY HocJimHol TBapuHU. s
IIHOTO OYJIO 3aCTOCOBAHO METO[ YIbTPAIIEeHTPH-
¢dyryBaHHA y TPAAi€HTI caXxapos3u 3 HACTYIHOIO
iMyHOOJIOT-IeTeKITieo.

Y pesyabTaTi mpoBemeHMX MOCJIiIKeHb
BCTAHOBJIEHO, III0 B JOCJIiTHOMY 3pa3Ky BUIB-
JIEHO BICOKY KOHIIEHTpaIlilo aMijoimomomio-
HUX (iOopmi, Tomai AK y MO3KY TBapUH, XBOPUX
Ha I'E BPX, 6ysu TifnbKu ciaign GiopuaapHoro
PrP*® (puc. 2). OT:xe, MOKHa 3pOOUTH BUCHO-
BOK, IIT0 AocaigHa TBapuHa xBopina Ha 'AE BPX,
HetunoBy ¢popmy I'E BPX. OcobiuBicTio mramy
PrP*°, akuit symosiaioe 'AE BPX, ¢ migBuriena

Hocaiz

Herar. KOHTpOJB
ITosuT. KOHTPOJIB
Hocaix

A
=
=]
ISH
]
Jas]
=}
b
3
=
9]
=}

=

ITosuT. KOHTPOJIH

Puc. 2. ImyHo06a0T-aHATI3 amisoimomoxioHNX hiopHI
PrPSC y noBracromy Mo3Ky
(Tmo3HaueHHs aHAJOTiIYHO puc. 1).
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eqeKTpoOopeTHYHA PYXJIUBICTH OCHOBHHUX 130-
¢opM maToJOTiYHOTO IIPiOHA Ta YTBOPEHHA
aMinoigomoaioHuX (GhiOpma y JOBracToMy MO3KY.

Jast 6iIbIT AeTaJbHOTO BUBUEHHS MOJIEKY-
JSPHUX O3HAK [TaHOTO KJIHIYHOTO BUMNAIAKY
TCE 6yji0 mpoBeldeHO iMyHoOricToximMiummii
aHaJIi3 IOBracToro Mo3Ky MOCJiTHOI TBapwHU.
BcTaHoBI€HO, 1110 aKYMYJIAIiA IIATOJOTiYHOTO
IpioHa crocTepiraeThed TiTbKY B 30HI 3aCyBKU
JIIOBTracToro Mo3Ky, KayAaJjbHille i KpaHiaabHi-
mre Bif 1iel souu PrP° 6yB BigcyTwiii. Taka 00-
MerkeHa JoKaJizamia PrP% e xapaxrTepHoio
TPaKTUYHO JJIsI BCiX NMPIOHHUX XBOPOO KYIi-
Hux [18], ToMy BOHA He MOKe CJIYTyBaTu KpHU-
Tepiem mia gudepeniiinoi giarmoctuxu TCE Ta
JeTEKIlil OKpeMUX IITaMiB I1aTOJIOTIYHOIO ITPioHA.

HokmagHimmui iMyHOricToXiMiuHM#i anaIis
30HaJIbHOI Jiokaizaliii PrP*¢ mocaigmoro 3pas-
Ka JaB 3MOTYy JeTeKTyBaTH WOr0 BUCOKUH
PiBeHb B OJIMBHOMY SOpPi, BOOZHOUAC Yy MO3KY
TBapuH, XxBopux Ha I'E BPX, PrP* BuaBisaeTs-
cd TIIBKKM B JOP3aJbHOMY SApPi OGJIYKarodoro
HepBa Ta cojiTapHoMy TpakTi (puc. 3, A, B),
III0 € XapaKTePHOI0 AiarHOCTUYHOIO O3HAKOIO
I'E BPX.

Puc. 3. ImyHoricToXiMiuHMIi aHAJI3 JOKATi3aIil
IATOJIOTiYHOTO IPiOHA B 30Hi 3aCYBKH TOBracTOro

MOBKY:

A — mOBUTHMBHUI KOHTPOJIbh — TBapuHa, xBopa Ha I'E
BPX, mokasaHo 30HY J0OP3aJbHOTO Aapa O0JyKaio-
YOro HEepBa Ta COJITapHUI TPaKT. X25;

B — pmociigHa TBapuUHa, 30Ha OJIUBHOTO saapa. xX40;

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

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

IcuyioTs BigzMiHHOCTI B CyOKJIiTUHHI JOKa-
gizarii PrP*. Tak, npu I'E BPX BiH mgeTexTye-
ThCS IEPEeBaKHO B HeWpodisi (mo3aKJIiTUHHO-
MY CepPemOBUIIi), TUMYACOM AK Y TOCJiTHOMY
3pasKy cIocTepiraerbcsa TpaHciaokarisa PrPs°
Yy cepequHy HEWPOHiB oJMBHOrO Axpa (puc. 3,
B, I'). Okpim 1150T0, 3BMIiHIOETHCS XapaKkTep Je-
HOHYBaHHA MATOJIOTiYHOTO IIpioHA 3 Au(Y3HO-
ro Ha rpanyaapHuit (puc. 4). Ille cBiguuTs mpo
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Puc. 4. ImyHoricroxiMmiuHuii aHaJi3 XxapaKkTepy
nenoHyBaHHA PrP*¢ y HeiipoHax 0JTMBHOTO AIpa
OBracToro Mo3ky mociaigaoi teapuau. X1000
(cTpinkamMu mo3HaYeHO TUIOBL rpanyau PrPse,
XapaKTepHi Mid amizoigomoni6Hux hiopumr)

YTBOPEHHSA aMiJ0ifoMOoAIOHNX CTPYKTYP ycepe-
IUHI KJIITUHY Ta € IIIe OJHUM IIiATBePAKeHHAM
TOT'0, IO JaHWI BUIAL0K cain Binmectu 1o TAE
BPX.

Croupalournch He BUITIEHABeIeHI pe3yJIbTATH,
MU IIPOMOHYEMO JJIsI Au(DEePEHITifHOI JiarHOCTH-
KU IIITaMiB IIaTOJIOTiYHOI0 IIPioHA BUKOPUCTOBY-
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-
GopeTUUHOI PYXJUBOCTI TPHOX OCHOBHHUX
riaikodopm PrP*¢ ta yrBoperHs aminoizomoxnio-
HuUX (Qibpumi, HaMu OyJI0 BUSBJIEHO PAI HOBUX
O3HaK, 30KpeMa aKyMYJIAIil0 HaTOJIOTiYHOTO
mpioHa B OJWMBHOMY SAAPi JOBracToro MO3KY,
iHTpaHeHpOHAJNBbHUM THUN HaKomWueHHS PrPs°
B OJIUBHOMY SJpi Ta mepeBaskKHY TpaHy-
JISIPHICTH arperaTiB marojyioriunoro npioxna. Cy-
KYIHICTh IIMX O3HAK JO03BOJIAE BU3HAUUTU
mITaM IIaTOJIOTiYHOTrO IIpioHa Ta audepeHIiio-
Batu I'E BPX Bin I'AE BPX.

Takum uywmHOM, HiATBEPAKEHO iCHYBaHHA
HetunoBoi dopmu I'E BPX — ry6uacromozio-
HOI aminoigHOi eHITedasonarTii Be1nKoi poraToi
xymobu ('AE BPX). BcTaHOBI€HO PAX MOJIEKY-
JSPHUX Ta MOP(OJOriuHMX O3HAK, 34 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-
Tu. Pobora 3aificuioBasacsa 3a (pimamcoBoi mij-
TpuMku ROTARY-Club (Moedling, AscTpis).



Excnepumenmanvri cmammi

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

I'E BPX tra T'AE BPX

Osuaka

I'E BPX

I'AE BPX

CuiBBigHoIeHHs ririkodopm PrPse

IlepeBaskae quriaikosuIbLOBaHA
¢dopMa, MOHO- i IerJIiK03uIbO-
BaHa (popMU — y MiHiMaIbHIN
KiJTbKOCTi

3pocTaHHsA YaCTKI
IerJIiKo3UIbOBAHOI 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 MOBKY

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 )
” 3 . (BHYTPIITHBOKJIiTHHHA)
MOBKY (mosakJIiTMHHA) JIOKaJIi3aIia g .
JIOKaIizaria
Tun genonyBauusa PrPse IlepeBaskHO nupysuuii I'panynapunii

* Ha mimcTaBi xapakTepuCcTUK, HaBeAeHUX y [4].
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HJIEHTUOUKAIINA
IIATOJIOTUYECKOI'O IPUOHA
IIPU T'YBYATOOBPA3HOM
SHITEPAJIOIIATUHU KPYITHOTO
POTATOI'O CKOTA

B. B. Bau3ano!
B. B. CmadHuk!
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! TacTuTyT 6Mogoruu KuBoTHEIX YAAH, JIbBOB
? Macturyt 6mosoruu Kiaetku HAH YKpaunsr,
JInBOB
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IIpuBeneHbI Pe3yIbTATHI CPABHUTEIHLHOTO HC-
CJIeIOBAHUSA MOJEKYJSIPHBIX XapPaKTePUCTHUK
ryouaTonomo0HOM sHIedasomaTuu U ryouaToi
aMuJIougHON sHIledaoNaTUN KPYIHOTO POTATo-
ro ckora. Kpome oOIeNpUHATHIX OTJIUYUM, Xa-
PaKTepPHLIX IJd T'y0UaTON aMUJIOUAHON sHIleda-
JIOTIATUY KPYIHOTO POTaTOTO CKOTA, TaKWX KakK
M3MeHeHre MOJIEKYJIAPHON Macchl m30(opm ma-
TOJIOTMUECKOTO MPHOHA U 00pa3oBaHUS aMUJIOU-
IOMOMOOHBIX (hMOPUJII, O0HADPYKEH PAL HOBBIX
MIPU3HAKOB Ha KJIETOYHOM U CYOKJIETOUHOM YPOB-
Hax. K 9TuM mpusHaKam cjIeayeT OTHeCTH HaKOI-
JeHue nmaTojorudeckoro npuoua (PrP*°) B Heiipo-
HaxX OJMBAPHOIO fA[pa IIPOLOJIOBATOr0O MO3Ta
U U3MeHeHMHe XapakTepa akrymyaamum PrPsC
¢ nud@dysHOro Ha rpaHyaaApPHBIH. COBOKYIHOCTD
9TUX MPU3HAKOB, CHeIN(PUUECKUX AJA I'y0uaToi
aMUJIOUIHOM sHIledaTOTaTUN KPIIHOTO POTAaTOro
CKOTa, yHOpomiaeT npolenypy auddepeHInaIb-
HOM JMAarHOCTUKY TPAHCMUCCUBHBIX CIIOHTH(OPM-
HBIX 9HIIe(aIONaTU KPYIIHOTO POraToro CKoTa.

Knrouesvle cnosa: ryduarononobuasa sHIiedasonaTus

KPYITHOTO POraToro CKOTa, MIPUOHHbIE WH(pEKINU, IIa-
TOJIOTUYECKUU 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.



