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Pe3rome. Y cmammi HasedeHO aHari3 cy4acHoi erizoomuy4Hoi cumyauii wo0o HebesneyHozo
MPIOHHO20 3axeoproB8aHHSI 08eub, Ki3 i MygbrioHie — cKkperi. [MpoaHasizoeaHi eemepuHapHi acriekmu
OXOPOHU 300p0o8’s 3 ypaxyeaHHSIM 300HO3HO20 romeHujany Ubo2o 36yOHuka. HaeedeHo
xapakmepucmuky 36yOHUKa X8opobu — iHgekuitiHo2o npioHy (PrP*), skuli € 0OHUM i3 emionoaiqyHuX
azeHmie epynu mpaHcMmicusHux 2yb4acmonodibHux eHueghanonamil, enacHe HelpodezeHepamueHUX
3axeoprogaHb, CAPUYUHEHUX [MpioHamu, iHeKyitGHUMuU 6inkamu, SKi  pensikyrombCs  WIIsIXOM
rnepemeopeHHs HopMasibHo20 KiimuHHO20 binka 6 Korii 3MiHeHo20 rnpioHa. HasedeHi cydacHi gidomocmi
po wWAxu po3rnoectoOXeHHs1 36yOHUKa ma crpulHsamaugicms 00 cKpeni rnesHuUx nopid oeeup.
Ocobnugy ysazy e cmammi ripucesyeHo OiaeHOCMUUi 3axB80pro8aHHsl, a came cy4yacHum memodam
nabopamopHux 0ocnidxeHb. [lemanbHO onucaHi KriHiYHi O3HaKu | nepebie KrnacuyHoi ma amurnogoi
gopm cKperi, HagedeHO MOPIBHSMbHY Xapakmepucmuky uux 08ox c¢hopm rnepebiey. 13 ypaxysaHHsIM
ce8imoeozo 0oceidy, sucsimHeHi 0CHO8HI CKnadosi, Ha SIKi nompibHoO 38epmamu ygacy eemepuHapHUM
npauieHukam rid 4ac opeaaHisauii 3axodie 6opombbu ma rnpoinakmuKku LUb020 3ax80proeaHHs. Ha ocHoei
aHanimu4yHo2o 00ChiOXeHHs asmopu pobrisimb 8UCHOBOK MPO me, WO iCHye HazarbHa HeobXxiOHicmb
8rposadxeHHs1 akmugHOi cucmemu eniOHaensady ceped oseub i Ki3 3 Memor euserieHHs eurnaodkie
Xxeopobu, W0 y €60 4Yepey Mamume piwyde 3Ha4dyeHHs Ofisi MonepedXeHHSI 3aHEeCEeHHS |
P0O3Mo8CHOOXKEHHS] X80PObU Ha mepumopii YKpaiHu ma paHHb020 8USI8/IEHHS crianaxie Xeopobu.

KnroyoBi cnoBa: ckpeni, 300HO3, MNPIOHHE 3aXBOPIOBaHHSA, €Mi300TMYHA CuUTyalid, daKkTopu
PO3MNOBCIOMKEHHS 30yaHMKa, AiarHOCTMKa, OLjiHKa pU3nKy, 3axoamn 60poTeou.

Ckpeni (nat. — Chesmus ovium; aHrn. — Scrapie; cuH. “noyecyxa”, “BepTayka’) —
HenpoaereHepaTUBHE NPIOHHE 3aXBOPIOBAHHSA OBeLb, Ki3 i My(PrOHIB, sika XapaKTepu3yeTbCs TpMBanum
(0o 2—4 pokiB) iHkyGaUinHMM nepioaoM, CUMMMTOMAaMW YPaKEHHHA LeHTpanbHOI HEepPBOBOI CUCTEMM,
SABULLLAMW aTakcil, TpeMopy, cBepbexy i BUCHaXeHHsIM. XBOpoba 3aBXan 3aKiH4yeTbCs eTanbHo.

Y oBeupb ckpeni — uUe CMepTernbHe HEeBPOMOriyHe 3aXBOPIOBAHHS, SKE CNpUYUHEHE HenpasuIbHO
3ropHyTUM OINIKOM MPIOHOM (PrPS ). HopmanbHUM KNITUHHWUA NpPIOHHMIA  Binok (PrP ) Ko@yeTbcs
eH,qoreHHMM reHom PRNP, sikuin NnpucyTHIn y BUCOKMX KoHUeHTpauisx y LUHC. Hessaxaroumn Ha Te, U.I,O
ansi PrP°® Oyno onuncaHo LUMPOKUIA cnekTp OyHKLN, BOHM e NOBHICTIO He 3'scoBaHi. HakonnyeHHs PrP>°
npusBoauTb A0 HerpopereHepadii. FeH PRNP mae gekinbka npupoaHux noniMopdismis, i iCHye cunbHa
KOpensuist Mk CNPUAHATAMBICTIO 40 CKpeni Ta reHOTUMOM LibOro reHy.

XBopoba MoOXe nepegjaBaTMcA MK TBapuHamu sk Ge3nocepedHbO, TaK i 4Yepe3 HaBKOIMLLHE
cepepoBuLLe, a iH(iKoBaHI NPUMILLIEHHS BaXKKO 3He3apas3uTh. HasiBHICTb KnacuYHOro ckpeni B AepkaBi
MOXe MNpPW3BECTM A0 TOProBMX CaHKLin, i GaraTo KpaiH 3anpoBapKyloTb Nporpamu KOHTpomno abo
3HULLEHHSA. HapikHMM kameHeM nporpam 3 nikeigauii ckpeni € Biabip CTiMKknux OO CKpeni reHoTuniB OBeLb
ansa nikeigadii knacuyHoro ckpeni. Came TOMy po3BefeHHs1 TBAapUH, CPSIMOBAHE Ha reHETUYHY CTIilKICTb,
€ BaXNUBMM IHCTPYMEHTOM Yy Baratbox i3 uMx nporpam; Lo CTOCYETbCH Ki3, TO TYT LWe HeaoCTaTHbO
3HaHb CTOCOBHO iX reHiB CTINKOCTi A0 3axBoptoBaHHsA (Cassmann and Greenlee, 2020).

Ak pesynbTaT nocuneHoro Harnsgy atmnosi (Nor98) npioHu ckpeni 6ynu BUSIBNEH 9K y OBelpb, TaK i y
Ki3. ATMNOBUI CKpeni 4acTo 3yCTpiYaeTbCa Y OBeLb, SKi € FeHETUYHO CTIKMMWU OO0 KNacUYHOro CKpeni.
MigTBepaXeHHAM Uiel Te3n € Ton dakT, WO NOBIAOMIIEHHS NPO L0 dOPMY 3aXBOPHOBAHHSA PEECTPYIOThL Y
KpaiHax, oe He peecTpytoTb knacnyHoro ckpeni. Hetunosi Nor98 npioHn nepefatoTbCa M TBapuHamu B
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NpupoAi He nerko, i HeyacTo BUABMAIOTLCA BinbLUe HiX y oAHiel TBapuHM B cTagi. Llinkom mMoxnueo, Lo
BOHW BMHUKAKOTb CMOHTAHHO Yy OBELb, NOAIOHO A0 AEesKMX FEeHETUYHUX NPIOHHWX 3axXBOPKOBaHb Yy Noden
(Benestad et al., 2008).

MeTta poGoTtu: AHaniTuiyHe AOCNIMKEHHSI CyYaCHUX HayKOBUX MiTepaTypHUX AXepen Loao ckpeni Ta
BM3HAYEHHS LNSAXiB HanWbinblw edEeKTMBHOrO KOHTPOMK LbOr0 3axBOplBaHHA. Bbepyun po ysarum
aKTyarsbHiCTb Ta He0e3MneyHICTb CKpeni — XBOpoOu, fka 3aBAae 3HaYHMX EKOHOMIYHMX 30UTKIB, HEODXiAHO Ha
Cy4acCHOMY piBHI JaTVW XapaKTepuUCTUKY eTIioNorii 3aXBOPIOBaHHA, BU3HAYUTK €ni300TONOrYHi 0coBnMBOCTI,
KNiHiYHI O3HaKM i xapakTep NaTonoro-aHaTOMIYHMX 3MiH, OrMAHYTU CydacHi AiarHOCTUYHI METOAM Ta 3axoau
©0opoTLOM Ta NPOdINaKTUKN 3aXBOPHOBAHHS.

MaTepiann i MetoauM pocnimkeHb. [ocnimpkeHHA npoBedeHe LWNAXOM BMBYEHHS W aHanisy
BITYM3HAHUX Ta 3apybiKHMX MiTepaTypHUX DKepen, LWo NpucBaYeHi ckpeni. Y poboTi TakoX BUMKOPUCTaHI
eni3ooTonoriyHi - MeToaM  gocrnigkeHb.  lgeHTudikauito  Hebesneku  3gilicHOBaNM - NacMBHUMMU
MOHITOPVHIOBUMW  AOCHiMKEHHAMW. 3  METOl  aHanidy  pO3MOBCIOOXKEHHS  3aXBOPHOBaHHS
BMKOPUCTOBYBanNuCb ctatuctuuHi gaHi MEB, ProMED, OIE Publications. Y uboMy pasi Ansi BU3HAYEHHsI
pW3KNKy, MPOrHO3y Ta WMOBIPHOCTI BpaxoByBamnu: XapaKTepUCTWUKy 30yOHWKA; HasABHICTb CMPUAHATIIMBUX
TBapuH (LLISNbHICTb, MOPOAHI OCOBNMBOCTI); MexaHiaM nepedadi; €KOHOMiYHI  3B'SI3KM; MOTEHLINHUX
NEpPEHOCHUKIB;, CEe30HHICTb; AemorpadivHi dakTopu; KynbTypHi 3BM4Yal Ta Tpagwuuii; reorpadiyHi
0cob6nMBOCTi; hakTopu OO0BKINMS; AiEBiCTb BETEPUHAPHOT CNYX0OK; NporpaMu Harnsay n npoginakTuku.

Pe3ynbTtatn pocnipxeHb. BigkpuTTa npioHiB TiCHO MOB’si3aHe 3 iCTOpIiEl BIAKPUTTA N CTaHOBIIEHHSA
BYEHHS NpO NOBiNbHI iHdekUii, konu B 1954 p. icnanacebkun Bipyconor B. Sigurdsson Buknae pesynbTatu
cBOIX BaraTopiyHMX OOCMiAXEeHb MaCOBOMO YPaXKeHHs] CMepTENbHUM 3aXBOPIOBaHHSIM OBELlb, 3aBE3EHUX B
1933 p. i3 HimeuwunHn Ha ocTpiB Icrnangia ans po3suTky kapakynisHuuTea. Cepen BuBYeHUx B. Sigurdsson
3axBOpOBaHb OBeLb byna AeTtanbHO gocnigpkeHa gaBHO 1 [obpe BigoMa B GaraTtbox kpaiHax XxBopoba,
Bigjoma nig Has3Bow ckpeni (‘ovecyxa”), 1 OCTaHHSA MOBHICTIO BigMNOBigana xapakTepucTMKam MOBiNbHUX
iHdbeKLin.

BBaxaloTb, WO cKpeni Bnepwe BUHWKIIA Aecb B E€Bponi HanpukiHUi cepefHboBivys. [lepuui
NOBIJOMIIEHHSI MPO CKpeni oBeLb HanexaTtb Ao 1732 p. (Benvka bputanis) i go 1759 p. (HimeuunHa). Lo
XBOpPOOY peecTpyBanu y BUMsAAI CnopaguyHyX BUNAOKIB y cTagax oBeub B AHmii, Ipnangii i lWoTnangii.
Mosia LbOro 3axBOpBaHHA B AHrIii, IMOBIPHO, NOB’A3aHa 3i BBE3EHHAM OBELpb MOPOAM iCNaHCbKWIA
MEepUWHOC, fAKi xo4da 1 Bynu JOBONI CIPUAHATAMBMMK OO CKpeni, ane Manu LepcTb BUKIYHOI SKOCT. Y
HimeuunHi xBopoby odiuinHO 3apeectpoBaHo y 1827 p. IH(eKLUinHy eTionorito ckpeni 6yno nigTBepokeHo
ekcnepumeHTansHo B 1936 p. B oBeupb, a y 1939 p. — y ki3. 3rogoM TBapMHW-HOCIT NaTOreHHoro npioHa
(nepeBaxHo BiBLi nopoamn cydpdonk) Oynu iMnopToBaHi 40 pi3HMX KpaiH CBIiTY, Ae noyunHaroum 3 1946 p.
ctana peectpyBaTtuch us xBopoba (Detwiler and Baylis, 2003; McCulloch et al., 2011). Yepes 2 ctonitta
nicrns nepLioro OnNucaHHa CKpeni y OBelb MNoYanuCb HaykoBi AOCAIMKEHHS MOXOMXEHHs N nepefadi
XBOpobu, pesynbTatn SkMx Oynu onyonikoBaHi y cneuianbHin nitepaTypi HanpukiHui XIX cTtonitta, konm
C. Besnoit i C. Morel 3 konerammn 3 KniHikM BeTepuHapHOi MeauumHn B Tynysi (PpaHuust) onucanm
HasIBHICTb ryG4acTux 3MiH y CMIMHHOMY MO3KY A NPUNErnnx HepBax TBapWH, ki 3arMHynu Big ckpeni. ABTopu
3pobUNN BUCHOBOK, LLO Taki 3MiHK Oynun NposiBOM TOKCUMYHOT nepudpepiiHoi Herponarii. C. Besnoit B 1899 p.
TaKoX NPOBIB €KCNEPMMEHTH i3 Nepenadi N 3apaXkeHHs1 CKpeni B OBELb, ane Moro 4oCnianM He Mmanu ycnixy i3
32 KOPOTKOrO TEPMiHYy CMOCTEpPEXEeHHA 3a uuMmu TBapuHamu (9 wmicsauiB). 3rogom >KaH lenn pgosis
HeobXigHICTb BinbLl TPMBaNoro Nepiogy CroCTEPEXEHHS 3a eKCNePUMEHTarbHO 3apaXeHnMy TBapuHamu
nicns iHcikysanHs. Moro ny6nikauii pesynbTaTis ekcnepumenTis y cnisasTopcTsi 3 P. L. Chelle B 1936—
1938 pp., npoaemMoHCTpyBanu, Wo ckpeni € iHdeKuinHo xBopobot. [HdeKUiHICTL XBopobu Takox 6yno
nigtBepopxkeHo W. Gordon B 1946 p. nig 4Yac HamaraHHs BakUMHYBaTW OBELb EKCTPaKTaMu TKaHWH
FONMOBHOrO MO3KY SITHAT, SIKi 3arMHynu Big cKpeni, Wo 1 CTano NpUYNHO0 HE3HAYHOI eni3ooTil Liei xBopobu B
LWHotnaHgji. AKTUBHI OOCNIAXEHHST LIbOro 3axBOpOBaHHA Takox nposogunucek y CLUA, oe nepuwi Bunagkm
3axBOpOBaHHA Oynu 3apeecTpoBaHi B rpadpctei Cadonk, kyam BiBui Oynu 3aBeseHi 3 BenukobputaHii
yepe3 KaHagy B 1947 p. 3rogoM Le 3axBoptoBaHHs Oyno BusiBrieHo Ginbw sik y 1000 ctag oBeub Ha
TepuTtopii CLUA (Smith and Bradley, 2003). lNioHepcbka poboTa 3 eKCnepUMeHTanbHOro BMBYEHHS CKpeni
6yna BukoHaHa D. Wilson B EfiHOyp3i B 40-x pokax XX CTONITTs, Skui BMBYaB inbTpaLilo natoreHa m
nokasaB MOro Hag3BMYanHYy CTIMKICTb 00 Ail PisHUX (PIBNYHUX | XIMIMHUX areHTiB, Y TOMY 4Yuchi OO BNAMBY
Tenna (100°C 3a 30 xB), beHony, xnopodopmy, popmanberiay 1 ynbTpadioneToBoro onpoMiHeHHs!. BiH
TaKOX JOKYMEHTanbHO NiaTBepanB 36epeKeHHs iHPEKUINHOCTI BUCYLLIEHOT TKAHWHWU rOfIOBHOIO MO3KY BiBL
3arnbrol Big ckpeni, nicna 2-piyHoro nepiogy 36epiraHHsa (Smith and Bradley, 2003). ¥ cepeguHi XX
ctonitta B AHrnii W. Gordon 3agymas i BnepLiue BMKOHaB Benvke OOCMIMHKEHHS Woa0 CNPUAHATINBOCTI A0
ckpeni 3 BukopucTaHHaM Ginbw gk 1000 roniB oBeup (Tak 3BaHUN “eKCNEpPUMEHT OBaAUSATU YOTUPbLOX
nopia”). JocnimpkeHHa 4O3BONUMNO B €KCNepMMeEHTanbHUX yMOBax BU3HAYUTU NOPOAU siKi Manu HambinbLuy
CMPUAHATIMBICTL 0 3aXBOPHOBAHHS, W HaBnaku — HanmeHwy (Gordon, 1946). BiH Takox 3ibpaB gosoni
aKkTMBHI rpynu BYeHux (Houston et al., 2008), siki B 1960—1980 pp. NpoBOAWIM EKCNEPUMEHTU 3 BUBYEHHS
FeHEeTUYHOI CMPUWHSTAMBOCTI OO CKpeni, natoreHe3y 3axBOPHBaHHS Ta OOCHiLKyBanun XapaKTepUCTUKM
30yaHuka (Smith and Bradley, 2003). P. Braun (2013) 3a3HauvasB, wo B. Sigurdsson 3ymiB BusiBuTM cepeq

B One Health Journal. 2023. Tom 1. Homep 1 [
30



PO3/IN 3

3axXBOpPIOBaHb, SIKi HUM BMBYaNMCb NeBHY NOAIGHICTb 1 NiacyMyBaB iX B 4 NpoBigHWX 03HaKax, siki Bigpi3HANK
MOBINbHi iH(peKLii: — HE3BUYHO TpMBanui (Micsaui M poku) iHKybauinHWIiA nNepiod; — NOBINbHO NPOrpecyrynii
xapaktep nepebdiry; — HE3BUYHICTb YPaXKEHHS OpraHiB i TKAHWH; — HE3BOPOTHICTb CMepPTENbHUX Hacniakie. B
1961 p. R. Chandler (1961) nokasaB, WO ONS1 BMBYEHHSI CKpemni 3 YCMiXoM MOXHa BWKOPUCTOBYBATU
nabopatopHux muwen. Came Le BiOKPUNO HOBi MOXIMBOCTI 119 €KCNepUMEHTanbHUX AochigKeHb (ampke
TpuBana b6ionpoba Ha BiBUSAX He Byna aeweBoto, 1 obmexyBanach nve UMM BUAOM TBapuH). 3rogom Ha
MULLAX noYvany NPOBOANTU FEHHO-IHKEHEPHI OOCNIAKEHHS 3 METOK BMBYEHHSA NMPIOHHNX 3aXBOPHOBaHb.

3 1920 no 1950 pp. 3axBOPHOBAHHA OBeLp i Ki3 Ha ckpeni Habyno 3HAYHOro MOLUMPEHHST B AHrIT, LWO
3aBAano 3HavyHux 30uTKIB hbepmepcbkum rocnogapcTeam i Agepxasi. Y Ui kpaiHi ckpeni 6yno BCTaHOBNEHO
B pi3HMX perioHax Ta y Bbaratbox nopig. ¥ 1972 p. 3axBoptoBaHHA Oyno BiATBOPEHO LUNSAXOM OparibHOro
3apaXXeHHs OBellb NaueHTo XBopux Ha ckpeni TBapuH. 3 1962 no 2000 pp. y BenukobputaHii 6yno
6nm3bko 15% rocnogapcTs, HebGnaronony4YHMX LWOAO cKpeni, a 3axBoptoBaHicTb carana 20-30%. AkTuBHa
MDbKHapoaHa Topriens AHMIT BiBLAMMK, 30KpeMa NOPOLO0 CydoosiK, Npu3Bena A0 NOLWNPEHHS CKpeni B iHLWNX
KpaiHax cBiTy. Y CLUA B 87% BunagkiB xBopinu BiBUi nopoan cydpork, sika € Aye YyTnMBOK A0 CKpeni.
Ckpeni peectpyBanu Takox y ®paHuii, IpnaHgii, lcnaHgii, Hinepnarngax, MiHivHin AMepuui. B octaHHi poku
xBopoba piarHocTtyBanacs y HimeuuuHi, Hopserii, Yexii, LLBenuapii. 3aranom, nicrns imnopTty oBeup i3
HeGrarononyyHMx KpaiH CKpeni crnocTepiranacs Mamke Ha BCiX KOHTWMHeHTax. HanpukiHui XX cT. 6%
rocnogapcTte Higepnangie 6ynu HebGnaronony4yHMMu LWOAO ckpeni. B ogHomy 3 rocnogapcTe B lcnaHgii
cepenHbopiYHa cMepTHICTb Big ckpeni carana 50%. Ha noyatky XXI cT. y kpaiHax €C 3axBOpoBaHiCTb Ha
ckpeni cknagana 0,1-1,4% (Greenwood, 2002; Fediaevsky et al., 2010; Rubenstein et al., 2011).
HanpwukiHui 90-x pokiB MuHynoro ctonitta B Hopserii 6yno BusBneHo gekinbka nigo3pinux Bunagkis ckpeni
3 HEe3BMYaNHMMUK KMiHIYHUMM O3HAKaMM W NaToNoro-aHaTOMIYHUMK 3MiHaMK (3rogoM Taki aTUMOBI NPIOHM
30yaHuKa oTpumanu Ha3sy Nor98) (Benestad et al., 2003). lNepLumii BUNagok Takoro 3axBoprtoBaHHSA 6yno
BusiBneHo B CxigHin Hopserii, sika 4O TOro 4acy BBaxaracs perioHoMm, BifbHMM Bif ckpeni. B ypaxeHol
aTMnoBuM 36YAHWKOM CKpeni BiBUi 6yB reHoTVN PrP, 3a aKoro BiBLi € 40BOSi PE3UCTEHTHUMM A0 KNacUYHOro
ckpeni (Tranulis et al., 1999). MNepeBaxatoumm KNiHIYHUM cumMnTOMOM Oyna nporpecytoda aTakcis. Kpim
TOro, 3a KNacW4YHOro CKpeni nepeBaXkatoTb NATOMOMYHI 3MiHN g/ CTOBOYpi MO3Ky, a Mnig 4Yac He3BMYalHuX
Bunagkis Nor98 naTonoriyHi 3mMiHu i 3HaYHe HakonuyeHHst PrP>° Byno BUSIBNEHE B KOPi FOSIOBHOMO MO3KY |
Mo3ouka. [nikonpodinb npoTteiHasu PrP B YCiX aTUnoBMX BUMagKax TakoX BiApi3HABCS Big KNacU4YHOro
ckpeni. 3rogom 3’sacyBanoch, Lo Takui npodinb € nputamanHum atunosomMy Nor98 ckpeni (Onnasch et al.,
2004; Orge et al., 2010). HuHi aTunosi Bunagku ckpeni BusiBneHi Ha donkneHaceknx octposax (Epstein,
Pointing and Halfacre, 2005), CLUA (Loiacono et al., 2009), Hosin 3enaHgaii, Asctpanii, KaHaai (Mitchell et
al.,, 2010) n 6inbw Hixx y 20 eBponericbkmx kpaiHax (Fediaevsky et al., 2008). JocnimkeHHs hikcoBaHmx
dopmaniHom apxiBHUX MaTepianie Mo3ky Ha atunoBy Nor98 ckpeni B BenukobpuTtaHii (npuHanmHi go 1987
p.) NpoAeMOHCTpYBano, Wo us dopma 3axBOPKOBaHHS iCHyBana y nonynsauii ApiGHMX XXYWHUX NPOTAroM
GaraTbox pokiB 1 NpocTo He byna BusBneHa (Webb et al., 2009).

36yaHnKk xBOpoOM — Ue iHGEeKUiiHUIN npioH (PrPSC). Ckpeni BXxoOuTb A0 rpynu TPaHCMICUBHUX
rybuactonopibHnx eHuedanonatin (TCE), BnacHe rpynn HeWpogereHepaTUBHUX 3axXBOPHOBaHb,
CMPUYMHEHMX NpioHaMMK, iHpeKUiNHMMK Binkamu, siKi, pennikytoTbCs LUMSIXOM NepeTBOPEHHS HOPMaIibHOro
KNiTUHHOro 6inka B Komii 3MiHEHoro npioHa. KnitTHHWIA Ginok, kUi HasmsaloTb PrP°, 3HaxoouTbca Ha
noBepxHi HeMpoHiB. [NaToreHHi isodopmm PrP%, BusiBneHi y TBapuH 3i CKpeni, X Takox nosHavawTts PrP®
(“res” o3Hauae CTIMKICTb MPIOHIB [0 NpoTeiHasn K MNOpiBHAHO 3 HopMmanbHUMm PrP°). IHwi Ha3ew, Wwo
BMKOPUCTOBYIOTBLCA ANsl LbOro Oinky, 3asHayeHa — Prp° (“Sc” gna ckpeni), PrP™E aGo PrP” (“d” pns
acouinoBaHoro 3 xsopoboto) (Dassanayake et al., 2011; Rubenstein et al., 2012; Sis? et al., 2010).

KnacuyHa copma ckpeni — uUe iH(eKUinHe 3axBOPHOBaHHS, Ske MOXe OyTW ChnpuyYMHEHe KinbkomMa
LUTamaMm NpioHy Knacu4Horo ckpeni. ATunosi (a6o Nor98) npioHu ckpeni 6ynu BnepLue BusiBneHi B Hopeerii
y 1998 p., xo4a 3rogomM BOHM TakoX Oynu BUSIBREHI B CTapiluMX apXiBHWUX 3paskax 3 iHLWKUX KpaiH €sponu.
CnopaguyHuin xapaktep atunosux Nor98 sBunagkis Ta iX BiQHOCHO OAHOPIAHWIA PO3MoAin cepen nonynsuin
OPIOHUX XXYMHUX TBapwH, MPU3BENV 40 NPUNYLLEHHS, WO Ui NPIOHN MOXYTb BUHMKATU CMOHTAHHO, NOAiOHO
00 [esikMX 3axXBOPHBaHb Yy iHWWUX BUAIB (Hanpuknag, CrnoHTaHHOI xBopobu Kpentudenbaa-Akoba y
nogen). OgHak uen areHT Moxe OyTuM BaXKO BUSIBUTW, | Aesiki JOCNIOHUKA BBaXakoTb, WO HEeoOXiaHi
00OAaTKOBI OOCHiMKEHHS, nepw HiXX usa rinotesa byae npunHsTa. PaHile BBaxanu, WO aTUMNOBUIA CKpeni
CMPUYMHEHMI HE OOHUM areHTOM, a BiAMIHHMMW MpioHamMn Yy pi3HMX TBapuH. OCTaHHI eKCnepuMeHTU
BKa3yl0Tb, LLO BiNbLWICTb LMX IHEKLIN CNPpUYMHEHI OOHUM i TUM Xe NpioHOM. Y cneuiankeHivi nitepatypi €
NoBiJOMMEHHS, WO B OAHIEI eKcnepuMeHTanbHO iHgikoBaHOI TBapuHuM atunosuii Nor98 3miHMBCA Ha
deHoTMN, KU He MoxHa gudbepeHuitoBatu Big CH1641, HE3BUYANMHOIO KIMacM4YHOro LTaMy CKpeni, SKui
Ma€e MNeBHY CXOXICTb i3 WTamamu rybyactonogibHoi eHuedanonatii Benukoi poratoi xygobu (BSE) B
iIMyHOOMOTUHIY, TOAi SK Y iHWMKX TBapuH po3BUMHYBCS atunoBuint Nor98 scrapie (Schmerr et al., 1999;
Buschmann et al., 2004; Fediaevsky et al., 2010).

KnacuyHa cpopma ckpeni ypaxxkae AOMaLUHiX oBeup i Ki3, MydrnoHis (Ovis musimon) i, MOXNNBO, iHLLINX
TBapWH, reHeTU4HO BNmn3bkMx A0 OBeLb i Ki3. TecT Ha KOHBEpPCIto MPIOHIB in vifro nokasas, L0 BENUKOPOri
BiBLi (Ovis canadensis) MOXyTb BYTU CIPUNHATAMBI, O4HAK, Lie BCe e Mae byTu nigTBepoKeHO NpsiMMMU
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Jokazamu iHdekuii y umx TBapuH. Benuka porata xypoba i CBUHI He 3apakaloTbCA nepoparnbHo, Xo4va
Benuka porata xygoba Gyna 3apaxeHa BHYTPILLHBOMO3KOBMM METOAO0M, KM A03BOISIE MPioHaM 06XxoanTu
3BUYanHi BUOoBi 6ap’epw.

binayi maenu abo cavmipi (Saimiri sciureus) Bynun 3apaxeHi aniMeHTapHO LUMSAXOM 3rogoBYBaHHSA M
TKaHWH, SKi MiCTUNKM NPIOHW cKpeni, aganToBaHi 4O OpraHiaMy XOM’siKiB; ogHak wumnaH3e (Pan troglodytes),
mMaBnu-kanyumHu (nigpoguHa Cebinae), makaku cynomolgus (Macaca fascicularis) Ta wepcTucTi Masnu
(Lagothrix sp.) BUSIBUNIUCb HE CNPUAHATNMBMMK OO MepopanbHOro 3apaxeHHd. EkcnepumeHTansHO
LUSISIXOM BHYTPILULHBOMO3KOBOTO 3apaXeHHs1 Oyno iHdikoBaHO Hopok (Mustela vison), wWypiB, MULLIEN,
XOM’SKiB, KpOniB, pi3Hi BUAM MOMIBOK, @ TaKOX Kinbka BUAIB NpMMAaTIB — LUMMMAH3e, KanyLyMHIB, LEePCTUCTUX
MaBn Ta mapmo3eTok (Callithrix jacchus). Y pesikux i3 uMx gocrnimkeHb (Hanpuknag, y AOCHimpKEHHSX Ha
KpOrsix) BUKOPUCTOBYBaNUCA MPiOHN CKpeni, aaanToBaHi 40 MPU3YHIB, a He NPIOHM Bif OBELb UM Ki3. Y TXOpiB
He NPOSABNSANMUCA KIiHIYHI O3HAKM MNICNS 3apaXKeHHs!, a KilUKW BUSIBUNUCH CTIMKUMW A0 BHYTPILLUHEOMO3KOBOT
iHokynsuii (Gonz?lez et al., 2002; Rubenstein et al., 2012; Halliez et al., 2014; Comoy et al., 2015). B
OgHOMY 3 pJocrnimpkeHb nosigomnsanocd, wo puba 3onotuctunm cnap (Sparus aurata) BusiBUnacs
CMPUAHATIIMBOIO A0 NepopanbHoro 3apaxeHHsi (Salta et al., 2009).

Cnpobu iHcikyBaT nabopaTopHUX Muen (HETpaHCTEHHUX) Ta pyaux TMOJIBOK  LUMSIXOM
BHYTPILLUHBOMO3KOBOIO 3apaxeHHs1 ix atunoBummn npioHamn Nor98 ckpeni oBeub i ki3 He Bynu ycnilwHMMK
(Schmerr et al., 1999).

[MoBHe 3He3apaXeHHs1 KOHTaMiHOBaHWX MpiOHaMW TKaHWH, MOBEPXOHb | CepefoBuLLa € CKNagHOo
3apaveto. 30yaHMK ayxe CTinkun oo GinbliocTi AesiHdikytounx 3acobiB, Bknovatoum dopmaniH i cnmpT.
MpioHn Takox CTinki 4O Aii Tenna, ynbTpadioneToBoro BUNPOMIHIOBaHHS, MIKPOXBUNIbOBOrO Ta iOHI3y04Oro
BUNPOMIHIOBAHHSI, OCOBNMBO SKLWIO BOHM 3axMLeHi OpraHiyHMMM MaTepianamm abo KOHCepBOBaHi
anbaerigoBmilLytounmn cpikcatopamm, abo Konu TUTP NPiOHIB BUCOKUIA. [1pioHN MOXYTb MiLIHO 3B’si3yBaTUCA
3 OEeAKMMU NMOBEPXHAMMW, BKIOYAKOYM HepKaBitlody cTanb i nnactuk, 6e3 BTpatu iHdekuinHocTi. TpioHu,
3B’A13aHi 3 MeTarioM, BUSIBIAOTLCA AyXKe CTinkumu go aesaktmeadii (Georgsson et al., 2008).

PisHi wtamu 36ygHMka ckpeni Bigpi3HATLCS iHKyDaUiiHUM NepiogoM Y TBapuWH, KMiHIYHUMKW O3HaKaMMu,
CTYyNneHeM Bakyonidauii MO3Ky, MOJeKynsipHMM npodpinem 3a BeCcTepH-ONMOTMHIOM, HEOOHOPIOHO
YYTNUBICTIO Y Pi3HMX FEHOTUMIB Ta BiAMIHHOCTAMM Nif Yac iMyHoricToxiMiyHoro gocnimkeHHs (Jacobs et al.,
2011; Moore et al., 2016).

BigHocHO Hebarato MmeToAiB [e3akTuBaLii NpIioHIB NpooeMOHCTpyBanu CBOW e(eKTUBHICTb Ans
PYTUHHOIO BUKOpPUCTaHHS. [leski nabopaTopii nonepeaHbo 06pobnatoTb TKAHUHM MYPaLLUHOK KUCIOTOHO,
Wob 3mMeHWUTM iHEeKUINHICTE nepen po3pi3aHHAM TKaHWHHMX GnokiB. [ns obnagHaHHA Ta NOBEPXOHb
TPaguLiNHO peKoMeHAYTb 3aCTOCYBaHHA PO3YMHY FigpoKcuay HaTpito abo pPO34YMHY FiNOXNOPUTY HaTpIlo.
Ekcnosuuis ans obpobkn obnagHaHHa Binblwe 1 roguHn 3a 20°C npoTtarom Houi 3abesnevye aesiHgekLito
obnagHaHHA. [Nepen AesiHdekuield NpPoBOAATb OYULLEHHS] 3 BUMAANEHHSIM OpraHiyHMX maTtepianis, sKi
MOXYTb 3axuwiatv MpioHW. Y chneuianbHii niTepaTtypi OnuMcaHi HOBITHI MeToAn 3He3apaXeHHsl, SKi
BUSBUNUCb €EKTUBHUMM MPOTM  iHWKX npioHiB. BoOHM BKMOYalOTb 3acTOCyBaHHA OEHOSIbHOro
OesiHdikytodoro 3acoly, pisHi NyXHi Ta depMeHTaTMBHI MUIHI 3acobn (xo4a edEeKTUBHICTb KOHKPETHUX
3acobiB y UMX Kracax pisHa), rasoBa nnasMa Mepekncy BOAHI, pagioyacToTHa rasoBa nnasma i
aodeuuncynbdaT HaTpilo 3 OLTOBOK KMCNOTO. Lli areHTn MoxyTb B6yTr KOpUCHUMK Ana NpeaMeTiB, AKi He
BUTPMMYIOTb BiNnblu XXOPCTKUX NpoLeayp Ae3akTuBallil.

®isnyHy iHaKTMBALilO MPIOHIB MOXHa TaKOK 3AIMCHUTM LUNSXOM aBTOKMaByBaHHA (3@ HEMOBHOrO
3aBaHTaXeHHs aBToknasy) 3a 134 °C ynpogoex 18 xB 3a Tucky 30 beHTiB/ﬂMZ. CrinkicTb 0O HarpiBaHHs
MOXe€ BIAPI3HATUCA 3anNeXHO BiA KOHKPETHOro MpiOHY, CTYNEHs KOHTamiHauil Ta Tuny 3paska. TKaHWHHI
NNiBKKW, O BMILLYIOTb MPIOHKU, TSXKYE 3HE3apaxyBaTW Maporo Micnsi iX BUCUMXaHHS, i pekoMeHaauii woao
XipypriYHnX iIHCTPYMEHTIB BKa3yl0Tb, W06 NiCnsi BUKOPUCTaAHHSA BOHM 3anuianncs BONOrmMmn, ok He byae
NpoBeAeHO 3He3apaxeHHs. 3acid Ana OuMLLEHHHA, SKWN BUKOPUCTOBYETBHCA Mepen aBTOKMaBYBaHHSIM,
Takox cnig obupatn obepexxHo, OCKiNbkn NeBHi 3acobu (Hanpuknag, aeski GepMeHT) MOXYTb NiABULLIMTY
CTiliKiCTb NpiOHIB A0 cTepunisauii napot. Cyxe Tenno MeHw edeKTUBHE, HixX Boriore; Aeski MPioHN MOXYTb
nepexuTn Cyxuin xap 3a Temnepatypu go 360°C npoTaroM roavHu, a ogHa rpyna AOCnigHWKIB HaBiTb
noeigoMuna, Wwo iHeKuinHicTb npioHiB 36epernack nicns snnmBy 600°C. KombiHauis xiMivHOI Ta ¢isnyHoI
OesakTuBauii Moxe 6yt edekTuBHilIOW, HiK Oyab-Aka npouegypa OKpemo, i B cneuianbHi niteparypi
Oynu onybnikoBaHi edpekTnBHI KOMBiHaUil xiMiyHUX areHTiB (Hanpuknag, NaOH) ta aBToknaeysaHHs. Cnig
3a3HauNTK, LLO HaBITb HAMKOPCTKILLA KOMBIHaLs XiMiYHOI Ta isnyHOl AesiHdeKUii He rapaHTye 3HULLEHHS
BCiX NpIioHIB y pi3HMx Tunax 3paskis (Brown et al., 2001; Rutala and Weber, 2010).

3He3apaxeHHa KOHTaMiHOBaHMX OO’EKTIB, OCOBNMBO TakuX, SIK 3aroHW AN TBapuH, Moxe OyTn ayxe
TSKKOI. B ogHOMY AOCHifKEHHI reHETUYHO CNPUMHATAMBI BiBLI 3apa3nnmcs npioHaMm ckpeni nicng Toro, siK
X NOMICTUNK [0 3aroHiB, ki Oynyn NPOMUTI Nif TUCKOM i 3HE3apaXkeHi BUCOKOK KOHLEHTpaLEo rinoxnopuTy
HaTpito (po3umH akTtmBHoro xmnopy 20 000 4acTMH Ha MInbWOH) 3 ekcrnosuuielo 1 rod., 3 noganblunm
¢apbyBaHHSAM i MOBHOK NMOBTOPHOK ranbBaHi3aLieto abo 3aMiHOK MEeTanoKOHCTPYKLiN. 3BiTK 3 nporpamu
BUKOPIHEHHA cKpeni B IcnaHail BKasyloTb Ha Te, WO Ha OKpeMnx depmMax chanaxu Lboro 3axBoptoBaHHS
MoBTOpOBaNMCs, He3Baxaroun Ha gesakTueadito (500 4acTOK aKTMBHOIO Xropy Ha MifboH), NepioanyHo
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npoBoamMnach Ae3iHgeKLis Ta NpoTAroM 2 pokiB He 3aBO3MnUCb TBapuHW. [loBeadeHo, WO 3He3apaxeHHs
r'pyHTY, 3abpyaHEHOro mnpioHamMKn, HWHI € HepouinbHMM, Xo4ya [OesiKi OOCNIOHUKM OMUCYHTb  AOBOMI
edekTMBHY BoOriory depmeHTatMBHy OOpoOKy Ha OCHOBI cybTumiauHy (edekTMBHa 3a TemnepaTtypu
HaBKONMLLUHBLOIO CEepefoBuLLa), O € NepCcrnekTUBHUM OJis 3acTocyBaHHs B nabopatopii (Alarcon et al.,
2021).

[ocnign nokasanu, WO KOMMOCTYBAHHS MOXE 3MEHLUUTN abo YCyHYTW MpPiOHK CKpeni Ta iHWi NpioHM B
TKaHWHaX Tpyna. |HWi JochigHUKN NPUNYCTUAN, WO MIKPOOPraHiaMu rpyHTY MOXYTb PYWHYBaTW MNPIOHU B
3axopoHeHux Tywax (Terry et al., 2011; Spiropoulos et al., 2014).

EnizoomonoeiyHi eidomocmi. NoBigOMMANOCs WO KNacU4YHWIA BapiaHT CKpeni peecTpyeTbCs Ha BCiX
OCHOBHMX KOHTWMHEHTax i Ha GaraTbOX OCTpOBax 3 PO3BUHEHMM BiBYaApCTBOM. OCTaHHi AOCHIOKEHHS
noKasyloTb, L0 B AeSKUX KpaiHax us xsopoba abo BiacyTHs, abo npucyTHa MiHimaneHo. OgHak He3HauvHy
KINbKICTb iHQIKOBaHMX TBApUH MOXe OyTu BaXKO BUABUTKM, | BCECBITHA opraHisauisi OXOpOHW 340poB’S
TBapuH (OIE) BMmarae, abu kpaiHa npoBoauna akTUBHUIM Harnsig, 3 BUCOKOHK MMOBIPHICTIO BUSBNEHHS
HU3bKWX PiBHIB CKpeni, NPOTAroM NpuHanMMHi 7 pokiB, MepLU HiXXK BOHa 3MOXe BBaXKaTUCS BiflbHOO Bif, ckpeni.
ABcTpanis Ta Hoea 3enaHgisi, e BOCTaHHE noBigomnsnocs npo ckpeni y 1950-x pokax, BU3HaHi 9K BinbHi
BiO ckpeni. Y Oesikux KpaiHax akTUBHWIA Harmnsig 3a CKpeni npakTU4HO He MpoBOAWTLCS abo B3arani He
NMPOBOAMUTBLCS, | HASIBHICTb YM BiACYTHICTb LibOrO 3aXBOPHBAHHS € HEBU3HAYEHUM.

30yoHuK ypaxae oBeupb, Ki3 (Ans uMx OBOX BWAIB TBapWMH MOXIUBA nepejada B 000X HampsaMkax) i
mydnoHnie (Ryder et al., 2009; Maestrale et al., 2015).

Atnnosun BapiaHT Nor98 ckpeni 6yB BMUSBNeHU y BinbLUOCTI eBponencbkux KpaiH, MMiBHiYHIN AMepuui,
Hogin 3enanaii, ABcTpanii Ta gesikux iHWKX KpaiHax. [eski 4ocnigHnKkM BBaXatoTb, WO SKLLO Lie CMOHTaHHE
reHeTUYHe 3axBOPIOBAHHS, TO BOHO BMHUKHE B YCiX panioHax, Ae 3yCTpivatoTbCa APiOHI XXyMHI TBapUHW.
HasiBHicTb atmnoBoro Nor98 ckpeni He BnnMBae Ha cTaTyc KpaiHM nig 4ac MiXHapogHo! Toprieni
(H?usermann et al., 2010; Kittelberger et al., 2010).

IHbikoBaHi TBapUHM € HOCIAMM NPiIOHA CKpPeni NOXMUTTEBO | MOXYTb NepefaBaT NOro, HaBiTb AKLLO Y HUX
30BCiM BIiACYTHi cMMnTOMW. BBaxkaeTbcs, WO iHdEKUiA BMHUKAE 34ebinblioro mnig 4ac 3akoBTYBaHHS
30ygHuka (animeHTapHun wnsx). OBeub BOAETbCH 3apasvTyi eKCNEPUMEHTarnbHO Yepes3 KOH'IOHKTUBY abo
CNM30BY HOCOBOI MOPOXHMHU, @ TAKOX NapeHTepanbHUM LWsxoM (iH'ekuii B pi3Hi AinsHku Tina). BeaxatoTb,
Wo 3byoHWK MOXe MPOHMKATWM B OpraHiaMm CrpUAHSITIIMBOI TBapMHW Yepes YLIKOMKEHY LWKipy. Takox €
MipKyBaHHS, WO BinbLUiCTL OBeLb 3apaxarTbCd Big mMaTtepi nig 4ac abo He3abapom Micns HapOMKEHHS.
MonoaHsk Ginbll CNPUAHATAMBUA A0 3apaXKeHHs, CTapi TBAPUHU MOXYTb 3apasvMTUCH, ane BOHMU BinbLu
CTiNKi. Y [OeskMx oBeub MMaueHTa MOXe MICTUTM BUCOKI pPiBHI MpIiOHIB ckpeni, a obnusyBaHHsa abo
NMPOKOBTYBaAHHA MIOAOBUX ODOMOHOK i PiAVMH BBaXXAETbCA BAKITMBUM LUMAXOM 3apaXKeHHs y Lboro sugy. Y
Ki3 TakOX MpPIOHW CKpeni € B NnaueHTi, X04a B 3Ha4YHO MEHLUIN KinbkocTi. Bigomo, Wo Monoko oseub i ki3
MicTUTb 30ygHuka. Moxe BigbyBaTncb Takox npeHaTanbHa nepegada 36yaHuka (Gonz?lez et al., 2010;
Tabouret et al., 2010).

PrP%° 3a Knacu4HOro ckpeni y Monoamx oBelb NepeaaeTbCs NepeBaXkHO aniMeHTapHUM LLMSXOM, Npo
LLIO CBiauNTb BUSIBNEHHS 30yaHuKka B ArHaT (Hadlow et al., 1982; Shmakov and Ghosh, 2001; Gough and
Maddison, 2010). BepTukanbHa nepegada Bif BiBUi 40 ArHATY BigbyBaeTbcs BHYTPiLUHLOYTPOOHO (Foster,
Goldmann and Hunter, 2013; Spiropoulos et al., 2014) i B nepuHaTansHuii nepioa (Pattison et al., 1972; Tuo
et al., 2001). NepopanbHa nepegava PrP% s nicnapoaoBuIN Nepio NONerwyeTbCA Mif Yac KOHTaKTY ArHAT 3
nnaueHTol N BUAINEHHAMU 3 MiXBM iH(pikoBaHUX OBeulp abo npegMeTamm OTOYYHOHOro cepenoBuLla,
3abpygHeHnMmn PrP%. MiacucHi sirHaTa i Ko3eHsTa OTPUMYIOTb PrP> nin yac cnoxusaHHs Moroka i
monosmeBa (Konold et al., 2016). lopusoHTanbHa nepegada 30yaHMKa ckpeni BigOyBaeTbCs nicns
noTpannsiHHA 30yaHMKa B OpraHiaM CpURHATIIMBOI TBApMHWM i3 HaBKOMNMLLHLOTO cepepoBuiia (Konold et al.,
2015). IHdikoBaHI BiBUI BUAINSATb PrP% B oTouyoue cepegoBulle vepes crivHy (Vascellari et al., 2007;
Gough et al., 2012; Tamg?ney et al., 2012), ceuy (Andrievskaia et al., 2008; Rubenstein et al., 2011),
dekanii (Terry et al.,, 2011), Ta cnepmy (Rubenstein et al., 2012). BuaineHHs PrP%° iHbiKOBaHMMU
TBapuHamu B CyOKIiHiYHY CTagito 3axBopoBaHHsi € ocobnmBo HebesnevHum (Ersdal et al., 2003).

TakoxX MOXnMBa ATporeHHa nepegada. lNepiognyHO NPiOHM BUSABASNM B KPOBIi OKPEMUX TBApPWH, 3a PiK
00 MosiBM KNiHiYHMX O3Hak. lNepegaya vepe3 KpoB cTae Oinbll €PEKTUBHOI 3 PO3BUTKOM iH(peKLinHOro
MpoLEeCy B OpraHiami TBapyHU 11 HabNWKeHHs 4O KIiHiYHOI cTagiil. B kniHivHIn cTagii 3HaYHi KoHUeHTpauil
30yOHMKa BUSIBNAKOTb B LIEHTPanbHin HEPBOBIN i NniMaTuyHii cuctemax ypaxeHux oseup (Foster et al.,
2013; Georgsson et al., 2008).

BinbLwicTe gocnigpkeHb MokasyloTb, WO puU3MK nepedadi 30yaHuMKa depes cnepMmy € HesHavyHum abo
B3arani BiCYTHil, o4HaK JOCHiMKEHHS 3 nabopaTopHMM LUTaMOM MpioHa CKperi Nokasano Moro HasiBHICTb Y
crnepmi OBeLb Ta HacCTynHy Moro iHeKUiMHICTb. EnidooTonorivHi AaHi cBigyaTh Npo Te, WO BIiBLi MOXYTb
3apasnTuca y enisooTMYHMX BOTHMLLAX Ae € XBOpi BiBUi, Yepe3 pi3Hi ¢haktopu nepepadi, BKIHOYHO 3
nacosuwamn. B ogHomy 3 gocnimpkeHb 6yno BUAINEHO NpioHU CKpeni 3 Pi3HMX CKIagoBMX HABKOSMLIHLOMO
cepepoBMLLa, TaKMX SK KOPMOBI KopuTa, HanyBamnku W Nocyd Afs HanyBaHHS, HaBiTb Yepe3 20 gHiB nicng
BMAaneHHs iHgikoBaHMx oBeub. [pioHM Oynu BUABNEHI SK Yy MPUMILLEHHAX, Tak i npudepMCcbkmx
TepuTopisx, 34ebinbloro ix BMSBMANM Ha MeTaneBuMx npegmeTtax (Hanpuknag, komnobax ans Boaw,
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MeTaneBux BOpPOTax TOLLO) Y NPUMILLLEHHI. B iHWIOMY AoCnimKeHHi NpioHn ckpeni Bynun BUSBMEHI Ha pi3HMX
NoBEpPXHSIX, Y 3paskax nuiy Ta Ha nacoBuwax Ha BigctaHi o 30 m Big npuMilleHb e 3a pik 4O Lboro
yTpymyBanuchb BiBUi. B IcnaHgii cnanaxu ckpeni NOBTOPUUCS B OeAKMX NPUMILLLEHHAX, SIKi 3anoBHIOBanm
TBapuvHamun 4yepes3 2—-3 poKM nicrs AesakTuealii, i, HaBiTb, B OAHOMY 3 MPUMILLLEHb, A€ OPIOHUX XYNHUX
TBapuWH He yTpumyBanu 16 pokis (Gough et al., 2012).

MpioHM MOXYTb 3B’A3yBaTUCA 3 I'PYHTOM i 36epiraTuca MpoOTAroM Pi3HUX MEpPIOAiB 3anexHo Big Tuny
rpyHTy (1,5-3 i Ginbwe pokiB). 30ygHUK 36epirae iHEKUINHICTL AN TBapWH HaBiTb y 3B’S3aHOMY 3
YacTouKamu rpyHTy cTaHi. [loBigomnsanocs, LWo nepiognyHe 3BOMNOXEHHSA Ta BUCUXAHHS 3MEHLLYIOTb, Xo4a 1
30BCIM He YyCyBalTb, iHEKUNHICTL IpyHTY. [piOHM TakoX MOXYTb 3anuiiaTuca iHekuinHuMn nicns
NPOXOMKEHHS Yepes3 TpaBHUI TPaKT naganbLumkiB abo xuxakis, Lo 6yno nokaszaHO ekcrnepuMeHTarnbLHO Ha
komnoTax i BopoHax (VerCauteren et al., 2012).

EnisooTonoriyHi BigomMocTi cBig4aTb nNpo Te, WO aTtunoBa ckperni abo He € 3apa3Hot xBopoboto, abo
nepepava 30ygHWKa BioOyBaeTbCs HeedEKTMBHO i 3 OO0BOJ HM3bKOK LBMAKICTIO. KinbKicTb ypaeHux
TBapwH B CTafax oBelb € He3HayHow. OgHak nabopaTopHi eKCnepuMEHTU MoKa3anw, WO aTWMoBi NPioHN
cKpeni MOXyTb nepefdaBaTUCA MepopanbHO HOBOHAPOMKEHUM ArHATaM. BrcokouyTnuei Tectv BusSBMAM
HasiBHICTb UUX MNpioHiB B TkaHMHax LIHC i knyboBOI KMLWKM Y OESKMX i3 LMX ArHAT 3a 12 micsuiB oo nosiBu
KMiHIYHMX O3HaK, a B OKPEMMX TBapWH 3roOM Pa3sBMHYIMCb HEBPOMOriYHI CMMATOMU. 3aranom aTunoBi
npioHn ckpeni nepeBaxHo BusBnAOTbCA B LIHC. BucokouyTtnuei 6ioaHanian BUSIBUNM HasBHICTb 3MiHEHUX
MpPioHIB B NiMOIgHNX TKaHWHaX, M’A3ax i nepudepinHii HepBOBIN CUCTEMI eKCEPUMEHTANbHO IH(IKOBaHNX
OBeLlb, XO4a MpioHM He O6ynu BUSIBNEHI B UUX TKaHWMHAX 3a AOMOMOrOK CTaHAApPTHUX MeToaiB, SKi
BMKOPUCTOBYIOTLCA ANA BUsBNeHHs 30yaHuka ckpeni (Onnasch et al., 2004; Orge et al., 2010; Mitchell et
al., 2010).

Ckpeni 3aBxaun 3akiHY4yeTbCA NneTanbHO Micnsa NosBM KriHiYHMX o3Hak. KnacuyHuin ckpeni 30e6inbLuoro
pPEECTPYETLCS Y OBelpb BiKOM Bif 2 4O 5 pp., @ ¥ TBApWH Y Bili 4O POKY O3HaKU XBOPOOW BUSIBNAOTLCH
He4yacTo. BigcoTok TBapuH ypaxKeHux cKpeni B oTapi YM cTafj, Bapiloe 3anexHo Bif reHoTuny TBapvH,
NPOTUENI300TUYHNX 3aXO0AiB Ta iHLWMX YMHHMKIB. 3a BiACYTHOCTI 3axodiB 60poTbOM KiNbKiCTb iHGpikoBaHUX
TBapPWH 3 YacoM 30inbLUYETLCS, a KIiHiYHI 03HaKM NOYMHAKTb BUSIBASTUCA Y TBAPWH BinblL MOMOALLIOIO BiKY.
LLlopiyHun piBeHb cMepTHOCTI Moxe gocaratm 10-20 % y Aeskux CUMbHO YPaXkeHWX oTapax 3 BMCOKMM
BiZJCOTKOM reHETUYHO CNPUMHSTIMBMNX OBELb, ane 4acTo BiH € HYKYMM. Y Oesiknx oTapax 4m ctagax bararto
iHhikOBaHMX TBaApUH MOXYTb ByTK 3abuTi Ha M’aco abo BnbpakyBaHi 40 nosiBu kniHiYHUX o3Hak (Kittelberger
etal., 2010).

KrnacuyHuin ckpeni € cepro3Ho Npobnemord B AesikMX perioHax, y TOW 4Yac, siKk B iHLWMWX perioHax
Bi3HauYaeTbCA He3HayHa KinbkicTb BuNagkie abo ix BigcyTtHicTe. Y CLUA Ta €C 3anpoBagxeHi 1
peani3yloTbCa NporpamMu KOHTPOMO/BUKOPIHEHHA. Y €BponencbkoMy Cotosi 17 kpaiH nosigomnsanu npo
PO3BUTOK Knacu4yHoro ckpeni y oseub y nepiog 3 2002 no 2012 pp., 3 cepeaHboto nowumpeHictio — 0,087 %.
3a uen nepioa NOLIMPEHICTb XBOPOOU 3HM3MMNACh Y AesKMX KpaiHax, ane He 3a3Hana 3Ha4yHMX 3MiH B iHLLMX.
Y CLUA nowwmpeHicTb ckpeni 3Huaunacs 3 npubnmsHo 0,5% y 2003 poui go 0,015% craHom Ha 2013 pik. Y
nepioa podoTtun nporpamu enigHarnagy 3 2002 no 2009 pik B €C 6yno BusiBneHo 6nm3bko 3300 3apaxeHnx
ckpeni ki3 (nopiBHAHO 3 npubnunsHo 15 000 roniB 3apaxeHuX CKpeni oBelpb). 3aranbHa MOLIMPEHICTb
iHdpekuii cknana 0,098% y BocbMu kpaiHax €C, siki TOBiZOMMAM NPo BUNagky Kossyoro ckpeni y 2002—2012
pokax. OgHak GinblWicTb UUX BMMagkiB Oyna 3apeecTpoBaHa B OAHIM KpaiHi, a cepedHsl MOLUMPEHICTb B
pewTi cemmn kpaiHax ctaHoBuna 0,02%. CnocTtepexeHHa 3a ko3amu B CLUA, cnpsmoBaHe Ha MeEBHI
nonynsauii TBapuH, nokasano, wo y 2007-2008 pokax nOWMpeHiCTb 3axsBoptoBaHHa cTtaHoBuna < 0,1 %.
Ckpeni y Ki3 3yCTpiYaeTbCA He TaK YacTo, SIK y OBeLb; OAHAK NporpamMu akTUBHOMO eni300TUYHOrO Harnsay
nokasanu, Lo B AesdKUX parioHax Moxe ByTu 3HayHa KinbkiCTb iHdikoBaHux ki3 (Fragkiadaki et al., 2011;
Acutis et al., 2012).

BiBui Ta k031 3 aTUNOBUM CKpeni, K NpaBuno, CTapLui 3a BiKOM, HiK Li XX BUOW TBApUH 3a KNacu4HOro
nepebiry LUboro 3axBoproBaHHSA. Xo4a MOBIigOMIANOCS NPO 3apaXeHHs TBapWH Pi3HOro BiKy cTapwmx 3a 18
MicsiLiB (HWXKHS BiKOBa Mexa Onis TecTyBaHHsA B €C), Kinbka AocnimpkeHb nokasanu, wo binblie nonoBnHU
BCiX iH(bikoBaHUX TBapwH Oynu cTapwmmuM 5 pokiB, a B OAHOMY 3 AocChifkeHb Oyro nokasaHo, Lo
MOLUMPEHICTb 3aXBOPOBaHHS 30iNbLUYETLCA 3 BIKOM. AK NpaBuio, y KOXHOMY ctagi abo oTapi iHdikyeTbcs
TiMbKW O4Ha TBapWHa, Xo4a iHOAi NOBIJOMISAETLCA NPO AeKiNbka BUNAAKIiB 3aXBOPIOBAHHS Y BENUKNX rpynax
TBapuH. ATunosun nepebir ckpeni, MMOBIPHO, NEPEBAXXHO PEECTPYETHCA Y OBeLb YacTile Hix y ki3. Y 2009
p. B ogHomy i3 ornsagis nosigomnsanocd, wo B €C 6yno BusiBneHo 908 iHdikoBaHux osBeup Ta 33
iH(pikOBaHMX KO3W, ypaKeHuxX aTunoBol opmoto ckpeni. MNoWnpeHiCTb LbOoro 3axBOPIOBAHHS Y Pi3HUX
KpaiHax BigHOCHO OgHOpIAHa, WO Bignosigae 36yaHMKY, agxe xBopoba MOXe BUHMKATW CMOHTaHHO. Y pAgi
€BPONENCLKNX KpaiH NOLWMPEHICTb aTMnoBoro ckpeni konveanacs Big < 0,1 % go 1,4 % cepen 300poBux
TBapwuH, 3abutmx Ha M'dco, i Big 0,1 % po 2,5 % cepen 3arvbnoro noronis’d. [docnimpKeHHs W
cnocTepexeHHs npu 3aboi xyaobu B €C nokasanu, Lo cepefHs MOLIMPEHICTb 3aXBOPIOBAHHSI CTAHOBUTb
0,06 %. Oesiki ekcnpec-TecTu, siki BAKOPUCTOBYIOTLCA Mig Yac Harnsgy 3a 3aboem, He JO3BONSAKOTb Jerko
BUSIBUTM aTUNOBUIA Nepedir ckpeni, TOMy B AesIKMX KpaiHaX BiACOTOK TBAPWH YPaXKeHUX UMM 30yAHMKOM €
aewo 6inbwum (Seuberlich et al., 2007; Konold et al., 2013).
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Y oBelb, FEHETUYHO CTIMKMX [0 CKpeni, nicns 3apaxeHHs Moxe abo He crnocTepiraTUcs XOOHUX
KNiHiYHMX 03HaK iHdbekUii, abo KniHiYHI 03HaKK BUABNSOTLCS Nicns 6inbLl TpyMBanoro iHkybauinHoro nepioay,
3HAYHO TPUBAMILIOrO HIK Yy CRAPUMHATAMBUX TBapWH. ['€HOTMN TakoX BNMMBaE Ha nepefadvy iHgekui.
[eHeTUYHO CTINKUIN 00 XBOPOOW NNig NPUrHivye NosiBy NPIiOHIB y NnaueHTi iHiKoBaHOI, CNPUAHATAMBOI 4O
CKpeni MaTk/ (3a BUHATKOM BUMNAAKiB, KONW CTIMKWIA NNig pPO3BMBAETLCA B TOMY X pPO3i MaTku, WO W
CNPUAHATIMBMIA Nnig). Po3BedEeHHS TakMx OBELb i3 BMKOPUCTaAHHSIM CTiiKoro 6apaHa MoXe 3MEeHLUUTU
KifIbKICTb BMAINEHNX Y HaBKONULLHE cepefoBuLLie MpPIOHIB Mig 4Yac okoTy. B mnaueHTi oBeub i3 CTiNKnmu
reHoTMNamMm NPioHN He PenmikyloTbCA He3Baxaloun Ha reHoTun nnogy (Schneider et al., 2015).

Monimopdiamun y reni PrP B kogoHax 136, 154 i 171 BigirpaloTb OCHOBHY poOrib Y CTIMKOCTi 4O KNacU4YHOro
CKpeni, xo4a iHWi KOAOHW PrP Ta iHWi reHn TakoX MarTb NEBHUM BNIMB (AN aTUMOBOro CKpeni oBelb
XapakTepHi kogoHn 141, 154 i 171). Y kopoHi 136 anaHiH (A) noB’si3aHWIA 3i CTilkicTo, a BaniH (V) — 3i
CMPUAHATIMBICTIO OO AEesKMX LWTaMiB ckpeni. BiBui 3 rictuguHom (H) B kogoHi 154 BigHOCHO CTiliki Ao
Knacu4Horo ckpeni, 3 6inbLy TpMBanum XMUTTAM MiCNs NOSIBM KMiHIYHMX O3HaK i Binbll TpMBanum nepiogom
iHKyGaUii, B TON Yac Sk BiBUi 3 apriHiHoM (R) 6inbl cnpuiHATnmnBI. ApriHiH (R) y kogoHi 171 nos’a3aHuni 3i
CTINKIiCTIO, ¥ TOM Yac Ak rnyTamiH (Q) Ta rictnamH (H) 6ynu nos’a3ani 3i CNPUMHATAMBICTIO. Bnnne geskmx
He3BMYanHMX amiHOKMCNOT y kogoHax 136, 154 abo 171 Hesigomuin. OgHak nisuH (K) y kogoHi 171, sk
BUSIBUSIOCS, NMOOOBXYE iHKyOaLiiHMi nepiog y oBeub nopoau bapbagocbka ©nekbeni. BigHocHa yacToTa
CTIKMX reHOTUNIB MOXe BiAPi3HATUCS B Pi3HOMaHITHUX NOPOA OBeLb, i Lie, Ik BBaXatoTb, AyKe BNivBae Ha
3araneHy CNPUAHATAMBICTL MOPOAUN A0 KIaCUYHOrO CKperi.

[T’aTb HanGinbLW nowunpeHux anenie PrP y oBeub — A136R154R171 (ckopoyeHo ARR), ARQ, AHQ, ARH
Ta VRQ. BiBui 3 reHotmnom ARR/ARR MaloTb BWUCOKY CTiMKICTb OO KIaCWM4HOro ckpeni (Bunagku
3aXBOPHOBaHHSA PEECTPYIOTb HEYACTO); FTOMO3UTrOTHI abo retepo3nrotHi AHQ i retepo3nroTHi TBapuHn ARR
3a3BMYali MaloTb He3HayHy cnpunHATnmBicTb; a VRQ/VRQ, ARQ/VRQ ta ARQ/ARQ BiBUI, SIK OYiKyeTbCH,
OyayTb HaMBINbL CAPUAHATIMBUMW. [esKi KpaiHM BUKOPUCTOBYIOTb YCi TPU KOLOHW ANs Knacudikauii oBeLb
SIK CMPURHATIIMBUX YK CTiKMX, @ B Nporpamax BukopiHeHHS y CLUA 6epyTbest o yBaru kogoHn 1360 171.

CrinkicTb 40 cKpeni y Ki3 Lie He [0 KiHUS BMBYEHA, NMpoTe Oyno BUSIBIEHO HU3KY nonimopdismie, Ski
MalTb BNAUB Ha CTiMKiCTb. [eski aneni, o4eBMOHO MOB’si3aHi 3i CTIMKICTIO, BKMOYalTb cepuH (S) abo
acnapriHoBy kucnoty (D) 3amictb acnapariHy (N) y kogoHi 146; rictnamH (H) 3amicTb apriHiHy (R) y KOOOHI
154; rnytamiH (Q), a He apriHiH (R) y kogoHi 211; Ta rnytamin (Q) a He nisuH (K) y KogoHi 222. K222, akui,
MNMOBIpHO, 3abesnevye CurbHy (ane He abCcontoTHY) CTINKICTb A0 KNacU4HOTroO CKpeni, a TakoX NoB’A3aHun 3i
cTivikicTio go BSE, 6yB 3anpornoHOBaHUA K MOXMBa MilleHb ANs Cenekuii B LbOMYy HanpsiMi cepej Kis.
Jesiki pocnimpkeHHs TakoX npunyckatoTb, WO nonimopdiam B kopoHax 127, 142, 143 i 145 moxyTb
BMAMBATU Ha CAPUNHATAMBICTb, XO4a iHLWi AOCMIMKEHHS BUABUNU He3HayHui edekT abo BiACYTHICTb
OCTaHHbOT ANA AesKUX 3 UMX KOAOHIB. Bnnue reHoTuny TBapuUHU MOXE PIZHUTUCA MiXK NOnynauisiMuy Ki3 i
LuTamMaMm CKpeni, a BNnvMB KOMBIHOBaHMX reHOTUNIB NOKM Lo He Bu3Ha4veHo (Sofianidis et al., 2008; Kanata
et al., 2014; Greenlee, 2019).

Atnnosun nepebir ckpeni/Nor98 yacTto BUMHWMKAE y OBElLb, FEHETUYHO CTIMKUX A0 KMAacUYHOro cKpeni.
"eHoTUNK, AKi YacTo 3ycTpivaloTbCA Yy iHiKOBaHMX oBeLp, BknovaoTe AHQ, ARR, ARH i ARQ. TapuHu 3
reHoTunoMm VRQ, ki oyxe CnpUHATAMBI 4O KNACcMYHOro ckperi, MMOBIPHO BiAHOCHO CTilki 4O aTUMOBOro
ckpeni. lNictuavn (H) y kogoHi 154 reHa PrP 6yB NoB’s3aHni 3 NiABULLEHOIO CMPUAHATIUBICTIO 4O aTUNOBOro
cKpeni sk y oBeub, Tak i y ki3. lMoBigomnsieTbea, WO BiBUi 3 reHoTunoM ARQ, WO MawTb 3anuwlok
deHinanaHiHy (F) y kogoHi 141 (AF141RQ), 6inbl CNpUAHATANBI 4O aTUMOBOrO CKpeni, HiX BiBUi ARQ 3
neviumMHom (L) y uin noauuii. Takox NOBIOOMIIANOCS, WO aTUNOBMIA CKpeni 34e6inblioro 3ycTpivaeTbes y
reHoTuniB ARR i ARQ 3 neviumHom y no3udii 141 (AL141RQ) (G?tte et al., 2011; Hautaniemi et al., 2012).

Omxe, 3a MPUPOAHUX YMOB CKpeni MOXyTb YypaxyBaTuCb BiBUi, kO3W Ta MydnoHn. 3a
EeKCNepPUMEHTaNbHOro 3apaXeHHs YyTIMBUMN € MaBNK, KOTAYi, HOPKX, XOM'sIK1, MyLLI Ta wwypi. [o 36yaHuka
CKpeni CnpunHATNMBI NabopaTopHi TBapuHU: XoM’siki, Muywi Ta wypu (Verbytskyi P.1., 2005; EFSA, 2005,
2014; Dassanayake R.P. et al., 2016). [xepenamu 30ygHuka iHdeKUii € XBOpi TBAapWHW, 3aBe3eHi i3
Hebnaronony4YHnx WoQo CKpeni ctag oBeup i ki3. NpioH nepegaeTbcs 30OPOBUM TBapMHaM 3a CYMICHOMO
YTPUMaHHS 3 XBOPUMU aniMEHTAPHUM LUMAXOM, @ TaKoX KOHTaKTHUM LUMISIXOM Yepe3 Cnv3oBi 060mnoHkn. Y
GinbLiocTi BUNagkiB iHQiKyeTbCS MOMNoAHSAK Mig Yac nonorie abo Bigpasy nicnsa HYMX. BogHoudac iHekuinHui
MPIOH NOTpanmsie y HaBKOMULLIHE CePefoBUILLE, L0 MOXE NPU3BECTU OO0 3apaXKEHHS! iHLLMX ArHAT | JOPOCHMX
TBapuH. 30yOHWK CKpeni MoXe nepefaBaTUCs rOPU3OHTaNbHUM LWMASXOM Big BiBUi OO BiBUi. ATporeHHa
nepefava € MOXIMBOK Y pa3i BBEAEHHA BaKLUVWH, A5 BUTOTOBMEHHSA SKUX BUKOPUCTOBYBANM MO30K XBOPMX
oBelb. € NoBIOMIEHHS, WO iHIKyBaHHSA MOXe BigbyBaTUCb Yepes KB, ki NapasuTyoTb Ha XBOPUX
TBapuHax. BepTukanbHui WnAx nepegadi € OCHOBHMM Yy €Mi300TMYHOMY MpoLEecCi 3a ckpeni. Y XBOpUX
BiBLLEMATOK BMCOKWA BMICT MPIOHHOro ©Oinka BCTAHOBMEHO Y pPOAOBUX LUNAXAX, aMHIOTUYHIA pPigvHI,
nnaueHTi. licns nonoriB ArHATa MOXyTb iH(IKyBaTMCA BiA BiBLEMATOK Yepes Crim3oBi 060moHkn. 30yaHUK
MOXe nepefaBaTUCs Yepe3 YLIKOMPKEHY LLKIPY, Ha nacoBuax Ta B YMOBaxX TBAPWHHULbKUX MPUMILLEHb
(Lacroux et al., 2008; Seuberlich et al., 2007; Konold et al., 2013).

BinbwicTb gocnigpkeHb Ha TBApUMHHUX MOENAX Ta cuctemax in vitro nokasyloTb, WO pU3nK aAngd nogen
He3HayHuM abo B3arani BiOCYTHIN; OAHAK Kinbka aBTOPIB BWCIOBMKOBANM MNPUMYLEHHS NPO 300HO3HWI
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noTeHLujian ckpeni Ha OCHOBI AeMOHCTpaLil 3aXBOPIOBaHHS NICNsS BHYTPILUHLOMOS3KOBOT IHOKYNALT Y AesKnX
ryMaHi30BaHMX TPaHCTEHHUX MULIEN | HenognHonodibHnx npumatie. OgHa rpyna nosigoMuna, Lo
rymaHi3oBaHi MWL He Oynu CNpUAHSTNMBI OO aTMMOBMX MPIOHIB CKpeni Micns BHYTPILLHbOMO3KOBOMO
3apaxeHHs1 (Bannach et al., 2012; Wadsworth et al.,, 2013; Cassard et al., 2014). 'pyna gocnigHukis
npautooum 3  Makakamu Cynomolgus nNpOAEMOHCTPYBanuM CHAPUMHATAMBICTE [0 3apaXeHHs 3
BUKOPUCTaHHAM npupogHoro isonsaty (Comoy et al., 2015). Micnsa uboro AoCnigHWKK 3asBUIK, WO NMUTAHHS
AincHo notpebye noaaTkoBOi OLUiHKM pusmkie (Requena et al., 2016).

MaToreHe3 npupodHoi iHdekuii ckpeni mMae 3 okpemi dasu: iHBasis GALT, nimdatuyHa iHBasis,
aucemiHauis n HempoiHeasia. [licna noTpanngHHA B OpraHiaM CNpUAHATAMBOI TBapuUHW nepopanbHUM
wrsixom PrP*° Aonae KOpAoH CNM30BOiI ODONOHKM MUrganukie, gucTanbHy 4acTUMHY FOSIOOHOI KULKK i
KnyboBy KuULLKYy. B TOHKOMY KMLLEYHUKY Prp HaKoNM4yyeTbCcs B nenepoBux Grnisiwkax (Andr?oletti et al.,
2000), a M-kniTuHM BCepeayvHi NenepoBmX BIALLOK € BaXNMBUMM “BopoTamn” Ansi Prp° (Donaldson et al.,
2012). lMepemiweHHO npioHiB i3 M-KNITUH CNpUsOTb 3BUYAMHI AEHOAPUTHI KMNiTUHKW, SKi eKCNpecyoTb
xemokiHoBun peuentop CXCRS. MNpucyTHICTb NPIOHIB y nenepoBux Bnswkax € HeobxigHo yMOBOW ANs
po3BuUTKYy 3axBoptoBaHHs (Prinz et al., 2003). MouaTkoBa pennikaLis PrP%° Binbysaetbca B FDC (follicular
dendritic cell), sKki ekcnpecyloTb PrF©. PesynbTat ekcnepuMMeHTanbHUX [OOCHiMKEHb MNOKa3yloTb, LLUO
CMPUAHATAMBICTE A0 CKpeni MOMITHO 3HUXKYETbCA Y TBapuH 3 gedpiuntom FDC, ogHak € He3anexHi Big FDC
LUMSXM HerpoiHBasil PrPS° (Mabbott and Bruce, 2002; Mohan et al., 2004).

Mig 4ac iHkyOauinHoro nepiogy ckpeni Prp° NnoLLMPOETLCA NO BCin Nnimdoigrin cuctemi (Ryder et al.,
2009; Cassard et al.,, 2014). AdepeHTHUA ApeHax niMpu NpPU3BOAUTbL A0 MOLIMPEHHS PrP% Bin
NigHEeGIHHMX MUrganuKkiB | NemepoBux ONAWOK A0 MefdianbHUX 3arfoTKOBUX | Me3eHTepianbHUX
nimcpaTnyHux By3niB BignoBigHO. MeHW 3po3ymino, 4K PrP> HaKOMUYYETBCA B IHLUIMX OpraHax, Takux siK
cenesiHKka, fKi He OTPUMMYIOTb adepeHTHOro NiMgaTUYHOrO ApeHaxy, arne remaroreHHe MOLUMPEHHSA €
NMOBIpHUM. [ToWMPEHHS PrP%° reMaTOreHHWM LLASIXOM NiATBEPIKYETLCA CMOCTEPEXKEHHAMMU PaHHBLOT
HelpoiHBa3ii B HABKOSOLUYHOYKOBI OpraHu, ki He MaloTb remaToeHuedanitHoro 6ap’epy (Sis? et al.,
2009). Takox PrP OyB BMSIBNEHUN y KpoBi iHbikoBaHuX oBelpb (Bannach et al., 2012).

ENS (enteric nervous system) € Mo4aTKOBWUM MicLieM HeiipoiHBasii PrP°°. Heiiporn B ENS MOXyTb
iHobikyBaTUCA PrP%° 3a [OMNOMOroK Kinbkox MexaHiamiB. OgHMm 3 Micub pennikauii € nigcnn3oBi TOHKI
HEpPBOBi BOSOKHa $iKi 3HaxXoAsTbCcA B OesnocepedHin ONM3bKOCTI Big eniTenito cnm3oBoi 0OOnoHKM Ta
MorovHmx 3anos (Jeffrey et al.,, 2006). Kpim Toro, PrP%° moxe notpannsATy B ENS WNsXomM aKTUBHOMO
TPaHCMNOPTYBaHHA KMiTUH abo ApeHaxy 3 nenrepoBux Gndawok. Llenm mexaHism TakoX nigTBEpOXYeTbCH
[OCHIMKEHHAMN NEPEBaXKHOTo HakonuueHHs PrP~>°y ENS, siki npunsaraioTb 40 neneposux 6nswok (Beekes
and McBride, 2000). Micna Toro, sk PrP° notpannse B ENS, BiH pyxaeTbcs peTporpagHo B3AOBXK
eepeHTHMX aKCOHIB NapacMMnaTUYHMX i CUMNaTUYHUX HEMPOHIB 4O AOBractoro MO3Ky i rpygHoro Biaginy
CMUHHOrO MO3KY, BiANOBIOHO.

BcTaHoBneHo, Lo y TBAapuWH, AKi 3apasnnmcb NpYPOOHUM LUSIXOM, PrP* ne CTUMYNIOETBCA ryMoparnsHa
iMyHHa BiMNOBIAb, OCKINIbK/ aMiHOKMCITOTHA MOCIiAOBHICTb MPIOHHOrO Giflka € iAeHTUYHOK 4O NOCNIAOBHOCTI
PrP° (Gr?goire et al., 2005; Zabel and Avery, 2015). Ockinbku T-kniTUHW NepepobnAlTb aHTUTEH K NiHINHI
eniTonu, BOHW He MOXYTb PO3PI3HUTU NEenTUAHI NOCNIJOBHOCTI PrP* ta PrPC; OTXe, aHTUreHNpPe3eHTYyo i
KNiTMHM no3baBrieHi HeodXigHUX T-KNiTMHHUX CTUMYMIOBANbHUX CUrHaniB, HeOOXiAHWX ONs OTPUMaHHS
HapiiHOI rymopanbHoi BignoBidi. KOMNOHEHTN CUCTEMU KOMMNIEMEHTY B3aEMOAII0TL 3 PrP>, a komnnekcy,
WO aTakylTb MeMOpaHy, NnoKani3yloTbCad B MO3KOBI TKaHWHI Ta CRApusSlOTb HempoaereHepauii y
iHcbikoBaHux ckpeni TBapuH (Mabbott et al., 2001). Kpim Toro, eHaounTo3s, 3yMOBNEHMI KOMMIEMEHTOM,
MOXE CrpUATU NEPEMILLIEHHIO PrP%° po NiMOIAHMX TKaHWH Yepe3 AEHOPUTHI KMiTUHW, WO eKCnpecyoTb
peuenTop komnnemeHTy — CD35 (Klein et al., 2001).

BaxnuBo 3a3HaunMTK, WO CyvacHe pPO3YMIHHA NaToreHesdy KNacu4YHOro ckpeni NOXoauTb 3
eKcnepuMeHTanbHUX Mopernen, ki nepeabayaloTb BUKOPUCTAHHS OBELb, TEHETUYHO CMPUAHATAMBUX [0
LbOro 3axBOPIOBaHHSA. EKCnepuMeHTanbHi CnoCTepexXeHHs NOKa3ykTh, L0 BiBUi 3 reHOTMNaMu, SKi MeHLU
YYTNUBI OO CKpeni, MalTb Pi3HY CNPUAHATAMBICTL OO0 iHBasil PrP* po nimaTnyHOI cnucTtemMmn TBapUHU
(Ersdal et al., 2005; Greenlee et al., 2014), Wwo Takox, NMOBIPHO, BNIIMBAE HAa NaToOreHe3 3axXBOPIOBAHHS.

Omxe, npioHM ckpeni nepeBaxHO NnokanisytoTbest B LIHC oBeup, ane ix Takox BUSBMAKOTL Y Garatbox
TkaHuHax no3a LJHC, Bkntoyatoun nepmudepiitHy HepBOBY cUCTEMY, NIMAOIOHI TKAHWHW, TKAHWHW NNaUeHTw,
CMNVHHI 3ano3un, HaOHWPHUKM Ta HUPKW; U HepBM abo CEHCOpPHI CTPYKTYpU (M'AI30BMX BONOKHAX) CKENMETHMX
M’A13iB; HEYacTo LBAHMKA TaKOX 3HAXOAATb Y PI3HUX iHLIMX OpraHax, TKaHUMHax Ta ekckpeTax (KpoB, MOMOKO,
MOno3nBo). HasaeHicTb npioHiB no3a LUHC, moxe 3anexaTu Big Takux ¢akTopiB, sIK CTIMKICTb TBapuHU A0
ckpeni (Hanpuknag, il reHoTun), cTagii 3axBOPKOBaHHA Ta, MOXIMBO, A03a MpIiOHIB. Y Oeaknx TBapwuH
HakonuyeHHs npioHis 3a mexamu LIHC moxe 6yTn HesHayHuM abo B3arani BigCyTHIM.

ObmexeHa KinbKiCTb OOCNIMHKEHb Ha KO3ax [o3Bonuvrna BuaBuTu npioH ckpeni B LUHC, citkiBui oka,
nepudepiHii HEPBOBIA CUCTEMI, HAAHUPHUKAX, CAIMHHUX 3aro3ax, HUpKax, M'a3ax, NigwnyHKoBIn 3anosi,
neviHui Ta pisHUX NiMQoigHNX TKaHUHAX, BKINIOYHO 3 CenesiHKo, NimpaTtnyHuMmn By3namm, acouinoBaHnMm
3 KMLLUEYHUKOM NiMOIOHNX TKaHMHAX, MUrganukax Ta iHwnx nimgoigHnx TkaHuHax. lNpioHn BUABNSAIOTL B
nimcpoigHMX TKaHMHax Ak y 6e3cMMNTOMHO, TakK i KMiHIMHO XBOpWUX Ki3. Y cnv3oBii 0OOmMoHLi Hoca
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(nepeBaxxHO HepBOBa TKaHWHA) TaKOX BUSIBIEHO HE3HAYHY KinbkicTb npioHiB (Andr?oletti et al., 2000; Garza
etal., 2014).

Kninivyni o3Haku i nepebie. |HkybGauiiHMA nepiog, NpU KNacu4HOMY CKperi y nepeBaXXHOI OBinbLUOCTi
TBApWH CTaHOBUTb 2—7 POKiB, a MiK 3aXBOPIOBAHOCTI npunagae Ha 2-5-piyHnin BiK. Y TBapWH BiKOM [0
O[IHOrO POKY CKpeni 3 NPOSIBOM KMiHIYHUX O3HaK PEECTPYOTb CNOpaanyHo.

IHKyGauinH1A nepiog ANs aTMNOBOro CKPeni HeBU3HAYEHWI, ane xBopoba 3a3Buyai CrnocTepiraeTbes y
GinbLU CTapLMxX TBApWH, HiX 3a KrnacuyHoro ckpeni. OgHak y nabopatopHux ymoBax Micns nepopanbHOro
EeKCNEPUMEHTANbHOrO 3apaXXeHHS HOBOHAPOAXKEHMX AMHAT, B AEAKMX i3 HUX Y Bili 4O 2 pOKiB NPOABMMIUCH
HEBPOJOriYyHi O3HaKMN.

lNepebie knacu4Hoeo ckpeni. O3HaKM KNacUYHOro CKpeni MoXyTb OyTh pisHOMaHITHMMK y oBeub. Ha ui
NposIBU MOXYTb BNAMBATK Taki hakTopu, siK CNPUAHATAMBICTb TBApUH Ta wwTam npioHy. lMepuwi KniHivHi
0O3HaKM 3aXBOPHOBAHHA 3a3BUYai NOBEAIHKOBI. YPaXKeHi BiBLi, K NpaBuo, CTOSATb OKPEMO Big oTapu, 4acto
Be4yTb 3a cOOO CTafo, KON OBeLb 3araHsaThb. IHLI MOLIMPEHi 03HaKM BKITHOYalOThb NiABULLEHY YYTNMBICTb
00 noapasHukiB, ¢ikcoBaHMI Mornsg, artakciko Ta/abo BUCOke NigHATTS KiHUIBOK Mig 4Yac xoau abo
He3BMYaNHY XO4y CTpMOKaMu. Y TBapWH TakoX MOXE PO3BUHYTUCS TPEMTIHHSA (0COONMBO rofioBy Ta LUMI),
XBOpi CKperotaTb 3ybamu, Xo4aTb 3 OMNyLLEHOK rofloBot, ropbaTaTbes, NpMiMakoTb No3y “cnocTepirada 3a
3ipkamin’, NOpYyLLYETLCA peakuis Ha 3arpo3dy. [lesiki TBapuHN MOXYTb HECNOAiIBAHO BMNACTW, KOMK iX NiggarnTb
Oyab-knMm 0bpobkam nikapi BETepMHapHOi MeanUnHN. 3aB’s13yBaHHA 04elt MOXe CMPUYNHUTIA NMOPYLLEHHS
KoopAuHauii, BTpaTy piBHOBarM abo KPYXMSHHS Yy TBapWHMW, OA4HAK Taki TBapWHW 34aTHi KOMMeHcyBaTu
HeBponoriYHnn aediunt, Konm BoHU GavaTb. [oripLeHHs 30py TakoX MOXIMMBE, Xo4a HevacTo. Y BaraTbox
OBeLlb BUHUKAE CUNbHUN CBepPOdX, BOHN MOXYTb TepTu, LIKpebTn abo xyBatu Ui AiNsHKW. Y TBapwH, WO
CTpaxaarTb Ha cBepbiXk, po3dvicyBaHHSA CNMHKM abo TUCK HA OCHOBY XBOCTa MOXE CMPUYUHUTU XapaKTEpHY
peakuito norpusaHHa abo pUTMIYHI pyxu ronoBu Ta Tina (TeCT BU3HAYEHHs pedhrnekTopHOi peakuil Ha
noapsanuHM). Ha paHHix cTagisx 3a3Buyaln CnocTepiracTbCa NPUrHiYeHHs!, a 3rogoM MOXe CrocTepiraTucs
3HayHa BTpata macu Tina abo cxyaHeHHs. LepcTtb crtae cyxow i namkoi. CnoxvBaHHA BOAM Ta
CEYOBUMYCKaHHA TaKOX MOXYTb 3MIHUTUCA, OesiKi BiBLi 4acTO M0Tb HE3HaYHY KinbKicTb BOoAW. BinbLuicTb
TBapPVH N'MHe Yepe3 Aekinbka TWKHIB abo MicsuiB nicnsi NosiBU KIiHIYHUX O3HaK.

OkpeMi K031 MalTb HEBPOJIOFiYHI Ta NOBEAiHKOBI O3HaKW, NoAibHi Ao Takmx y oBeub. OgHak cBepOixX,
PEECTPYETLCHA HE TaK YacTo SK B OBelb; AKWO BiH BWHMKAE, TO 3a3BMYal MeEHLU iHTEHCUBHUM i 4YacTo
nokanisyeTbcs Ha XxBocCTi abo xonui. Koan, B Ak1x NposiBASIOTLCA 03HaKM CBEPBEXY MOXYTb KycaTu ypaXeHi
AiNAHKM Tina, ane He TpyTbCs 06 oropoxi abo iHWi npeameTy, i TeCcT pedNeKTOpHOI peakuii Ha NOAPSANNHN
4acTo HeraTUBHUNI. MOBIGOMNSETLCA, MPO TE O TAKUX Ki3 YaCTO TSHKKO A0ITU. € TaKoX MOBILOMITEHHS MPO
BMMNaZKW, KON Yy TBApUH CnocTepiranuce nuwe HecneumdiyHi 03Haku (Hanpuknag, MNsBiCTb, BTpata Macu
Tina Ta nepegyacHe NpUNWHEHHA nakTauii). Ak i y oBelb, XBOpoOa Nporpecye i € CMepTenbHO, a CMepPTh
3a3Buyan HacTae vepes gekinbka micauis (Corbi?re et al., 2013; Curcio et al., 2016).

lMepebic amunosoeo ckpeni. lNMopylweHHa KoopauHauili Ta artakcia € HaWMOMITHILLUMMM  KITiHIYHUMUN
Oo3Hakamu y oBelpb 3 atunoBoto/Nor98 ckpeni. CBepbik BUABNAETLCH MiHIManbHUM abo HeyacTum, xoua
Noro crnoctepiranu y gesikux TeapuH. B okpemux Bunagkax noBigoMnsnocsa npo BiACYTHICTbL KoopAauHauil
Tina y NpocTopi, 3aHENOKOEHHS, TPEMTIHHSI, aHOMarbHI peakuii Ha 3arpody abo MPUrHIYEHUI MCUXIYHUIA
cTaH. B iHWmnx BMNagkax npo Taki 03Haku He noeigoMmnsanocs. [eski BunagkmM atunoBoi popmMu ckpeni 6ynu
BWSIBIEHI MiJ Yac PyTWHHOIO CNOCTEPEXeHHS y Ha4ebTo 3gopoBux ctag abo ctag nig vac 3aboto (Acutis et
al., 2012; Konold et al., 2016). BigmiHHOCTI Knacu4Hoi 1 aTMNoBOI hopmMK CKpeni HaBeAeHi B Tabnuui 1.

3a knacuyHoi abo aTtmnoBoi hopMy CKpeni BIACYTHI XapakTepHi rpybi YLLKOMHKEHHS, Xo4a MOXYTb
peecTpyBaTUCh HecneLmndivHi 3MiHW, Taki K BUCHAXEHHS, a TaKkoX ypaKeHHs1 LKipyn abo wepcTi BHacnigok
cBepbexy.

lcTonatonoriyHi  ypaxeHHA 3a ckpeni 3asBuMyanm (xoda | He 3aBxau) ABOBIMHO-CUMETPUYHI.
XapaKTepHUMK ypaXKeHHAMM 3a KNacMYHOro CKpeni € He3anarnbHi rydyacTi 3MiHM 3 Bakyoni3alieto HENpPOHIB
y UHC. AcTtpounTto3 Moxe crnoctepiraTuca OGinblLUOK YM MEHLUOI Mipoo, a y AesiKUX TBapUH MOXYTb
BMHUKATU aminoifgHi ONsWKW. YpaXkeHHs 3a3Bmyai NpUCYTHI B CTOBOYPi MO3KY TBapuH 3a Knacu4dHoi dhopmMu
CKpeni, Xo4a BOHW He OOMEeXyrTbCs Uieto nokanisaudieto. HaBnaku, TBapuHu 3a atunosoi/Nor98 dopmu
CKpeni, sIKk NpaBuIio, MalTb MiHiManbHi abo 30BCiM He rybyacTi ypakeHHs cToBbypa MO3Ky, xo4va OesiKi
TBAPMHN MOXYTb MaTu ypaxeHHs Ginbl pocTpanbHux Bigainie LIHC, Takmx sik kopa Mo304ka, Kopa
ronoBHOro Mo3ky Ta 6asansHi raHrnii (Le Dur et al., 2005; Benestad et al., 2008; Colussi et al., 2008).

HiazHocmuka. Ak knacudHy, Tak i aTunoBy opmy CKpeni MOXHa AiarHOCTyBaTU NiCMs CMEPTi LUNAXOM
BusiBNeHHsA npioHis y LUHC. lpioHn 3a3Buyanm mMoxHa 3HaWTM B CTOBOYpi MO3Ky TBApWH 3 KMaCUYHOM
dopmoto ckpeni, i giarHO3 B LMX TBApWH, SIK NpaBuno, NioTBEpAKYETLCA LLMAXOM B3ATTA Npobu 4OBractoro
MO3Ky. [pioHN HeYyacTo HakoMMYylTLCA B Ui AiNSHU Yy TBapuH 3 aTunoBoto/Nor98 dopmoto ckpeni, abo
MOXYTb OyTW B3arani BiacyTHi. B okpemux TBapuH 3a atunosoi/Nor98 cdopmu ckpeni Manu Micue 3HayHi
BiOKNaZeHHS NPIOHIB y KOpi MO304Ka, KOpi FOfIOBHOrO MO3KY, YOPHIiA peyoBUHI, Tanamyci Ta/abo 6asanbHux
siApax; ogHak cneundiyHa kapTHa 3abapBreHHs NPIoHIB y Pi3HMX TBApWH pi3Ha. Bigbip npob sik 3 Mo30uka,
TaKk i 3 A0OBractoro Mo3ky 3 OinblUOK WMMOBIPHICTIO [03BOMISIE BUSIBNATM SIK BUMAAKW KITACWYHOI, Tak i
aTMNOBOI CKpeni, Hik 3abip MO3KOBOI pe4oBMHU 3 iHLWINX OinsiHOK Mo3Ky (Requena et al., 2016).
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[iarHo3 Ha knacnyHy opMy cKpeni MoXxHa NIATBEPAMTU Y KUBUX OBELb LLUNSAXOM BUSBMEHHS MPIOHIB Y
GionTatax 3 HikTylo4Oi MembpaHu (TeCT TPeTbOI MOBIKM), MUrAanukiB NigHebiHHS abo NiMgoiaHOT TKaHMHNK,
MOB’AI3aHOI 3i CNM30BOI0 OOONTOHKOK MPSAMOi KULIKW. |HOAI iHGPEKUiMHI MpPIOHM TakoX BUSBASIOTL Y
noBepxHeBux NniMdaTYHUX By3nax. bioncito TpeTboi NoBikM Ta CrM3oBOi 06OMOHKM NPSAMOI KULLKN MOXHa
npoBoanTM 6e3 cepauii, 3 BUKOPUCTaAHHAM IMLIE MiCLEBOi aHecTesii Ta dikcauii. bioncis murganukis
nigHeOiHHA BUMarae aHecTesil 1 MEHLU NPaKTUYHa B MONTbOBUX YMOBaX. Y OBeLb i Ki3 3@ KIacuM4HOro ckpeni
NPIOHK iHOAI MOXHA BMABUTU B NepudepiiHmX NiMgoigHNX TKaHMHaX 40 TOro, ik BOHM 3'ABMSATbLCA B MO3KY.
B TBapuH 3 atMnoBOK CKpeni HWHI 32 JOMOMOrol 3BUYANMHUX AiarHOCTUYHMX TECTIB HE MOXHa BUSIBUTU
npioHn nosa mexamu LIHC (Shimada et al., 2005; Vascellari et al., 2007; Garza et al., 2014; Rubenstein et
al., 2012).

Tabnuus 1

XapakTepucTUKU KIaCMYHOro 1 aTUNOBOIro cKpeni (BKMOYHO i3 XBOPO6OK0, CPUYNHEHOO
36yaHukom Nor98) (H?rnlimann et al., 2006; Ulvund et al., 2008; Benestad et al., 2008;
Wembheuer et al., 2011; Adams, 2018).

ATunosa chopma ckpeni (BKNHOYHO i3

reHoTUNn oBeLb*

VRQ i ARQ. ARR HanbinbLu CTiKui

XapakTtepuctuka KnacuyHa chopma ckpeni
P P hop P 36yaHukom Nor98)
Nor 98 Moxe BMHMKATW B TBApWH i3
- . . reHoTunom ARR. Bucoka iHUMaeHTHICTb
YpaxatoTbcs Hanbinbw cnpunHATAUBI rannoTunm

aTunoBoi hopMU cKpeni peecTpyeTLCS B
TBapuH 3 reHoTunoMm AHQ 1 HM3bka
iHUMOEHTHICTb Y TBapuWH 3 reHoTunom ARQ

anapary

Bik novatky . . o
Y oBeup Big 2 0o 5 pokiB, cepeHin Bik — . .
npupoaHoro 3,5 poku CepepHin Bik — 6,5 pokis
3aXBOpPHOBaHHS
TpuBanicTb KniHiyHnn nepebir TpmBae Big 2 TWXHIB KniHiyHni nepebir TpmBae Big 6 TwxHIB 40 8
3axXBOPHOBaHHA 0o 6 micsauis (oo 3armbeni), iHoai gosLue MmicsuiB
BTpata macu Tina, 3amiHa noBeAiHKu
3miHa noBeaiHkK, Tpemop, cBepbix i (HepBOBICTb, 30yaXeHHs), HeyacTe
CumMnTomaTuka nopyLLUEeHHS poB6OTN ONOPHO-PYXOBOrO ApwKaHHSA, cBepbiX He cnocTepiraeTbes,

nopyLueHHst poboTV ONOPHO-PYXOBOro
anaparty (aTtakcig, pyxv no kony)

Posnogin PrP* B
TKaHUHax 3a
NpPUPoOSHOT iHdeKUii Ta
iHbeKUinHICTb

IHpeKUinHMI PrP° nocritHo NPUCYTHIN B
nepudepinHii NIMMOIAHIN TKAHWHI

PrP>° He BUSIBNSIETLCA 3a MeXamut
LleHTparnbHOi HepBOBOI cucTemMu abo B
nepudepinHin NiMOIgHIN TKAHWUHI.
IHdbeKUinHICTb BUsiBNeHa B NiMoigHin
TKaHWHI, HepBax i M’A3ax i3 3aCTOCyBaHHAM
6ionpobu Ha TPAHCrEHHUX MULLIAX.

XapakTtep i po3noain
ypaxeHb B
LeHTpanbHin
HEepBOBIl cUCTEMI

YpaxeHHs B Cipil pe4OBUHI BKNOYaOTh
BaKyorisauito, BTpaTy HEMPOHIB 1
HEeYacTo acTpouMTO3. YpaXKeHHs!
nepeBaxatoTb B CTOBOYpi MO3Ky 1

BUSIBMSAOTLCS B JOBractoMy MO3KY.
Posnopgin ypaxeHb B iHWKMX AinsHkax
MO3KY Bapito€ B LUIMPOKUX MEXAX.

Bakyoni3auis cipoi pe4oBuHM nepesaxac B
MOINEKyNAPHOMY LLApi KOPU MO30UYKY, a
TaKOX 3yCTPIYaETbCA B HMXUYNX BasanbHMX
raHrnisx i KOpi FONOBHOrO MO3KY. YpaXKeHHs
cTtoBOypa MO3Ky He3HauHi, a ypaxeHb
[0BracToro Mo3Ky He CrocTepiraioTb.

[NoxomkeHHs 1
poanoain PrP* B
LeHTpanbHin
HEepBOBIl cUCTEMI

PrP>° BUSIBNSIOTb iHTPa- |
nepuHenpoHanbHO, 1 acouinoBaHi 3
rMNio30M i B iHWIKMX MicusaXx. BigknagaHHus
PrP* nocTiitHo NPUCYTHI B XBOCTOBIN
YacTuHi cToBOYpa MO3Ky, 34€6inbLIoro B
[OBractomy MO3Ky i JopcanbHuX
MOTOpHMX sigpax 6nykayoro HepBa.
CTyniHb BigknagaHHs PrP% sanexuTb
Bil NporpecyBaHHs 3aXBOPIOBAHHS i
KiHLIeBO BMsABNseTbes y Bein LIHC.

PrP*° BigcyTHiit B HelipoHax. PrP>°
NPUCYTHIN 34e6inbLUIoro B KOPi MO304Ka
(ocobnvBo B MONEKynspHOMY Luapi), Kopi
roNoOBHOrO MO3Ky 1 6a3anbHuX raHrnisx, B
TpindacToMy Hepsi i B 6inii pe4oBUHi BCbOro
Mo3ky. [lopcanbHe pyxoBe 84po 6nykatyoro
HepBa He MicTUTb PrP™°,

MoxnuBicTb
3apakeHHs
TPAHCTEHHUX MULLEN

Tak

Tak

* HanexuTb A0 Bapiauin aMiHOKMCNOTHUX 3amiH y kogoHax 136, 154 i 171 reHa PRNP oBeupb i
rannoTunis, AKi NOB’A3aHi 3 reHETUYHOK CTINKICTIO A0 KNAacUYHOro cKpeni.

IMyHOGNOTUHI  (BECTEPH-6MOT) Ta iMyHOriCTOXiMis € Hambinbw crneundidyHMMK MeTogamun  ans
BUSIBNEHHs1 npioHiB (Gonz?lez et al.,, 2002). IMyHOBNOTUHr TakKOX [AO3BONSE BiOPI3HATN MPIOHU
atunoBoi/Nor98 c¢opmu ckpeni Big knacu4HOI. Y Aeskux KpaiHax AOCTYMHi Pi3Hi WwBmaki Tectu ang
NIATBEPAXEHHA KNacu4HOT popmmn  cKkpeni, $Ki  TPYHTYOTbCA Ha iMyHOOEPMEHTHOMY aHanisi,
aBTOMaTU30BaHUX iMyHOONOTUHrax abo iHwux meTodax. LBnaki Tectn 403BONSATL NEPEBIPATU 3HAYHY
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KiNbKICTb 3paskiB i 4acTO BMKOPUCTOBYIOTBCS Nif Yac Harnsgy Ta TeCcTyBaHHA TBapuH Ang 3aboto. Jeski
EKCMpec-TeCTU TaKoX MOXYTb BUSBUTM aTunoBy dopMy CKpeni; ofgHaK IX YyTnuBicTb pisHa. B
ayTosnizoBaHOMY MO3KY CKpeni iHOAi MOXHa niaTBEpAUTM LWMAXOM €fEeKTPOHHOI  Mikpockonil. Y
MO3UTMBHMX BUMaAKaxX BUSBMAIOTb XapakTepHi NpioHHI ¢ibpunu, ski HasmBalTbca ibpunamu, Wo
MoB’si3aHi 3i ckpeni; OgHaK Liel TeCT Mae HU3bKy YyTIMBICTL i DinblLe He BUKOPUCTOBYETLCS. [icTonorivHe
OOCNIIKEHHA MO3Ky MOXe OyTU KOPUCHWM Y MiATBEPMAXEHHI AiarHo3y (xo4ya BOHO, K NpaBuio, He
BMKOPUCTOBYETLCS SIK €AUHUIA NIATBEPOXKYBAIbHUIA TECT), ane Aeski TBapMHU Ha paHHiX cTagisx iHdekuil
MaloTb He3HayHi rybyacti 3miHM abo 30BCiM He MaloTb ocTaHHiX. KombiHauis TecTiB mMoxe OyTu
BMKOpUCTaHa ansa ceptudikauii ctag sk HeratuBHuX 3i ckpeni (Lezmi, Baron and Bencsik, 2010; Terry et
al., 2009).

Bucoko4yyTnmBi aHanisu, BKMOYHO i3 MeETOAOM amnfidoikauiii HenpaBuIibHO 3ropHyToro 6inky — PMCA
(protein misfolding cyclic amplification) Ta meTop iHOykoBaHOI Bibpauieto koHBepcii (real time quaking-
induced conversion; RT-QuiIC) mMoxyTb BUSIBUTU iH(IKOBAHWX TBApWH paHille, HiX iMyHOBnoTuHr abo
iMyHoricToximis (Saborio et al., 2001; Taema et al., 2012; Thorne et al., 2012; Green and Zanusso, 2018).

MoneKynspHi MeToan BUABNATb MiHiMarbHi KiNbKOCTi NPIOHIB 3a ix 34aTHICTIO nepeTeoptoBaTtn PrP°
(3BMYaHMN KNITUHHUIA BINOK) Y IHPEKUINHWMIA NpIOH in vitro. HWHI BOHW NepeBaXkHO BMKOPUCTOBYIOTLCS B
HayKOBWX OOCHILXKEHHSX, ane MOXYTb 3aCTOCOBYBaTUCh ANSA PYTUHHOI OiarHOCTUKM CKpeni y OBeLlb i Ki3
(Espenes et al., 2006).

Ckpeni TakOX MOXHa MiATBEPAMTM LUMAXOM 3apaxeHHs wmuwen (bionorivHa npoba); oaHak
iHKyGaUiiHMI nepiof y AeKinbka mMicauis pobuTtb L0 METOAMKY HEMPAKTUYHOK NS PYTUHHOI AiarHOCTUKN.

Ceponoria He BUKOPUCTOBYETHCH, OCKIMbKA aHTUTINA OO0 MNPIiOHIB B OpraHiami TBapuH He
BMPOONAOTLCA.

Ckpeni noTpibHO audepeHuitoBaTn Big rybyactonogibHoi eHuedanonatii BENUKoi poraTtoi xynoow,
MPiOH SIKOTO MOXe iH(iKyBaTM OBeLb B NnabopaTopHMX yMOBax, MOr0 He 4acTo BUSIBMSNM Yy NPUPOLHO
iHbikoBaHUX Ki3. 3a gonomMorot 3BMYAWMHUX MPIOHHUX TECTIB LEe 3aBAaHHS BUKOHATU HEMOXIMBO.
lN'ybuactonopibHy eHuedanonaTito Benukoi poratoi Xyaobu Tsbkde audepeHuiloBatn Big OesKUX
PiOKICHNX KNacuyHKX MpioHiB ckpeni, Takmx sk CH1641. ObmexeHa KinbkicTb aHanisiB, Takmx sk PMCA,
BMKOPUCTAHHA MEBHMX CreuianbHUX TUNiB iMyHOOMNOTIB, KapTyBaHHS €eniToniB, MOXyTb [OMOMOITU
OudbepeHuitoBaT Ui ABa areHTun.

Ckpeni Takox HeobXxigHO AudepeHLUiloBaTy Bif BiCHM, nicTepio3y (HepsoBa ¢opma), ckasy, XBopoou
Ayecki, OTpyeHb occopopraHiyHUMKN peyoBMHAMU, KapOOHATHUMU, PTYTbOPraHiYHMMKU CRonyKamu,
docdhiaoM LIMHKY, MULL’KOM, NOBAPEHOI0 Cinfio, a 3a HasBHICTIO CUMMNTOMIB cBepbexy — Big TpuxodiTii,
CTPenToTpMxo3y, Aemanekody, kopoctu. [udepeHuinHa piarHoCTMka ckpeni W BiCHM He CTaHOBWUTb
TpyaHowiB. He3Baxatoum Ha HasaBHICTb Haratbox noaibHux Ans o6ox xBopob KMiHiKO-eni3ooTONorivYHmX
AaHunX, riCTONOrMYHO B pasi ckpeni B roflOBHOMY MO3KY BWUSBNSANOTb anbTepaTuBHI 3MiHW, B TOMY 4mCHi
BaKyosi3auito HEWpOHiB, B TOM 4Yac sK AN BiCHM XapakKTepHi 3ananbHi 3MiHW, Yy BUIMSAi HErHinHoOro
JeMieniHisytodoro MeHiHroeHuedanita. [na HepBoBOi (opMu  NiCTEpio3y XapaKTepHi: KOpPOTKUM
iHKybaUuiiHMI nepion, XBOPIOTb BiBLi BCiX BIKOBMX FpyM, ane sirHsita B Ginblu TSXKKIN popMi, peecTpyoTb
rocTpunm nepebir, rapsyky, LUBUOKE PO3MNOBCHOMKEHHS XBOpPoOM B rocnogapcTtBi, BUAINAITb 30yOHMKIB
3axBOPIOBaHHA — MicTepint. NcTonoriyHMMKn gocnigkeHHsiMu (iHoAi HaBiTb BidyanbHO) B rONIOBHOMY MO3KY
BUABNAIOTb 3MiHM, XapaKTepHi ANns rHiMHOro 3ananeHHsa. B pasi ckasy BuABNAKTb AMCeMiHOBaHWIA
HerHinHWA eHuedanomienit, a Takox Tinbus babelwa-Herpi B yutonnasmi HepBoBMX KNiTUMH. [ocTpun
HErHiMHWIA  MeHiHroeHuedanit xapaktepHun ana  xsopobu Ayecki. Lla xBopoba mMae KoOpOTKUN
iHKyGauiiHMn nepioa, roctpui nepebir 3i ceepbexeM y Micuax NPOHUKHEHHS Bipycy 1 LWBUAKY 3armbens.
XBOpIlOTb TBAPUHU YCiX BikOBUX rpyn. [ns OTpyeHb TBApWH BULLE3rafaHMMW peyvyoBMHAMU XapakTepHi
CYMMNTOMMU YpaXeHHs LeHTpanbHOi HEepPBOBOI CUCTEMU: 30YMKEHHSA, AKEe 3MIHIOETbCA MPUTHIYEHHAM,
KMOHIYHI N TOHIYHI cyooMuM, ApWKaHHA M'a3iB, ocnabneHHa pecdbnekciB, 3BYKyBaHHs abo pO3LUMPEHHS
3iHMUb, aTakcis, nape3 i nmapaniy kiHuiBok. B ubomy pasi 30ebinblioro ogHo4YacHO crnocTepiratoTb
CMMNTOMMW YpaXKEeHHS OpraHiB TpaBreHHsi (YTPyQHEHe KOBTaHHs, fiapesi, He4acTo 3amnop i TMMNaHis),
ocnabneHHs cepueBOi AiATENbHOCTI; 3a AeskuX OTPYEHb — 4acTe cedoBuaineHHs. lMepebir oTpyeHb
roctpui abo nigrocTpui, W BOHU CYNPOBOMXKYIOTHCS YpaKEHHSAM LEeHTpasibHOi HEepBOBOiI CUCTEMMW,
XBOPIlOTb TBApUHU YCiX BIKOBMX rPyMn, 3axBOPIOBaHHS OOMeEXeHe B 4aci, 4acTO BMSBMAKTb 3HA4YHY
KiNbKICTb TBapuH Y KOPOTKWUWA Bigpi3ok 4acy. [NCTONoriYyHO B rOMOBHOMY MO3KY (4acTO i B CMUHHOMY)
BUSIBNAOTE pPO3nagM remMogvHamiky (nigBuLleHe KpPOBOHAMOBHEHHSA CyAMH, Cepo3HO-(ibpnHO3HMI
HabpsK X CTIHOK, MepuBacKynsipHi Habpsiky, Habpsik MO3KOBOI PEYOBMHM), OUCTPOQIi0 HEMPOHIB (3a
OesaKnX OTPYEHb iX BaKyonisauiio), 3armbenb HEPBOBUX KITITUH 3 X PO3MagoM i YTBOPEHHSIM KNiTUH-TIHEN,
JeMieniHizauito MO3KOBOI pevYoBWMHW, BOTHULLEBI Hekpo3n. B pasi Tpuxoditii, cTpentoTpuxosy,
JemMafekosy, KOpOCTU 3MiHM OBMEXYIOTbCSl YpaXKeHHsIM LUKIpW, KpiM TOro, BUAINSATb BigNOBIgHWUX
30yaHukiB (Rubenstein et al., 2012).

lpoghinakmuka i 3axodu 6opombbu. 30yOHWNK KNacuUYHOro ckpeni 34ebinbloro 3aHoCUTbCS A0
GrarononyyHMx rocnofgapcTB 3 TBAPUHAMU-HOCIAMW, XO4a € W iHLLI LIMASIXM, Taki K KOHTaKT 3 3apaXXeHUm
KOpMOM (Hanpuknag, CiHOM). PU3uK 3aHeceHHs1 CKpeni MOXHa 3HW3WUTU, SIKLWO CTago He MOMOBHIOBATU
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HOBUMW TBapuMHamMm abo MiHiIMi3yBaTh 3aKynku NOromnis’s i330BHI. FKLWO X BCe-Takn HeobxigHo gopatu
TBapuH AN 3aMiHWM, BOHM MOBUWHHI OyTW 3i CTad, HeraTMBHWX 3a pe3ynbTaTaMy TECTyBaHHS Ha LUe
3aXBOPHOBaAHHA ANst YHUKHEHHS1 Oyab-SKOi MOXIMBOCTI 3apaXeHHs oBeub. Momoko Ta MOMo3uBO Big
NMOTEHLiNHO iH(ikoBaHNX OBeLb abo Ki3 He 3rodoBYyIOTb 300POBMM TBapuHaM. [1igbip reHeTUYHO CTINKNX
OBeLb 3 METOH 3aMiHW MaToK i NNeMiHHUX BGapaHiB TakoXX MoXe OyTW KOPUCHUM ANst 3HWXKEHHST PU3NKY
3apaxkeHHs1 oTapwu. lNporpamu cepTudikauii MOXyTb OOMNOMOITM BUSIBUTU OTapu, abCoNOTHO BiNbHi Big
cKpeni.

Y cTagax oBeLlb, e € 3apaXxeHi TBapuHU, 3aX04N KOHTPOM MOXYTb BKMOYATU BUAANEHHSA TBApWUH 3
MO3UTMBHMM TECTOM Ha >XMBUX TBapuHax 3 rpyn NigBULLEHOrO PU3NKY 3apaKeHHsa i/abo reHeTU4How
CNPUAHATAMBICTIO A0 cKpeni. ArHATa, 3apakaloTbCA NepeBaXkHO Bid CBOIX MaTepiB, TOMY BuOaneHHs
noToMCTBa iHIKOBaHMX OBELb JOMOMarae B KOHTPOSi LbOro 3axBoptoBaHHs. Kpim Toro, B Aesiknx KpaiHax
BMOPAKOBYIOTb YNEHIB iH(IKOBAHUX KOrOPT TBapWH, SiKi HAPOAWNUCH Pa3oM 3 HMMK MPOTArOM MEPLLOro
POKY XUTTS.

3HUXEHHA BNNMBY BUCOKUX KOHUEHTpaLin NpioHiB (Hanpuknag, yepes nnaueHTy) MOXe 3MeEHLUUTU
iHTEHCMBHICTb nepepadi 36yaHuka B ctagi. ig yac po3BedeHHA oBeLb 00OB'SI3KOBO BMKOPMCTOBYHOTb
GapaHiB i3 reHeTUYHOM CTINKICTIO OO0 LbOro 3axBOPKOBaAHHA. Y cTagax ki3, Ae reHeTu4Ha CTIilKicTb Ao
ckpeni BMBYeHaA He [0 KiHUsS, ©opoTuca 3 xBopobGow cknagHiwe. Ha HebnarononyyHux depmax,
ocobnuBo B cTafjax Ki3, iHOAi 3acCTOCOBYETbLCA MOBHA [OEMnOnynsAuis 3 HACTYMHUM OYULLEHHSM i
OesiHdekuieto; ogHak MikBigauis 3axBOPOBaAHHA € NPO6NeMHO, age MOXITMBI peLMaBu XBOpoou.

€ pocnigkeHHs, €Ki NokasywlTb, WO MOXHa cdopMyBaTU CTago OBeUpb, BiflbHE Big CcKpeni,
BMKOPMCTOBYIOUYM TBAPWH i3 iH(PiKOBAHOIo CTaga LMsixoM nepecagku eMOpioHiB.

KOMNOHEHTM OQIUiNHUX nNporpamMm 3 KOHTPOJH/BUKOPIHEHHS CKPEMi 4acTo BKIHOYAKTb Harnsag
(Hanpuknag, nig Yac 3aboto, Ha depmax i B [iarHOCTMYHMX 3paskax, BignpaeneHux o nabopatopii),
cepTudikauito oTap/ctag, kapaHTUH abo Aenonynsauilo iHIKOBaHUX CTag, BiACNiAKOBYBaHHSI iH(pIKOBaHNX
TBApMH | NiABUWEHHS TEHETUYHOI CTIMKOCTI oBeub. [lekinbka KpaiH [OCArnn 0340POBMEHHSA Big
KNacu4yHOro CcKpeni BUKOPUCTOBYHOUM KOPCTKMM KOHTPOMb IMMAOPTY, Xo4ya nonyndauii oBeub, SKi
YTPUMYIOTBCS B LUX KpaiHaX reHeTUYHO CNPUAHATIIMBI.

Y CLUA, Hanpuknag, ronoBHi NPUHUMNM Nporpamun 3 BUKOPiHEHHS ckpeni (National Scrapie Eradication
Program) rpyHTYOTbCS Ha CENEKTMBHOMY pPO3BEAEHHi OBelb 3i CTIMKMMK OO0 CKpeni reHotunamu Ta
Harnsgi. Ak yxe 3asHadvanoch, BiBuUi 3 reHoTunoM ARR/ARR BBaxalTbCS BIQHOCHO CTiKMMMK, a BiBLi 3
reHotunom VRQ/VRQ pyxe cnpuiHATAMBI OO0 30ygHWKa knacuyHoro ckpeni. OcTaToyHa fiarHoctuka
CKpeni y XXMBUX TBApWH MOXe OyTu CKnagHot, i HEraTMBHI pe3ynbTatu nepeacMepTHUX AiarHOCTUYHUX
TecTiB cnig iHTepnpeTyBaTu 3 0OepexHICTIO Ta niaTBepoXyBaTu 3a LOMNOMOrol CepinHUX TeCTiB.
Mporpama 3 BukopiHeHHs ckpeni y CLUA Byna ycnillHO0 B 3HWKEHHI NOLLIMPEHOCTI CKpeni y oBeup i Ki3 y
Cnony4yeHux WTtaTtax (Cassmann and Greenlee, 2020).

He icHye metopiB G0opoTbbu 3 aTmnoBOK (QOPMOK CKpeni, sika PEeecTPYETbCsl CMOpPaguMyHO N Ha
HU3bKOMY PpiBHi, i, WMOBIPHO, He pPO3MNOBCIOAXKYETLCA NErko MK TBapvHamMu B MOMbOBMX YMOBax
(Greenlee, 2019).

MpodpinakTnka ckpeni B nepluy 4epry nepegbadvae OXOpPOHY rocnodapcTB Bid 3aHeceHHs1 3byaHuka,
He[ONYyLWEHHS KOHTaKTy TBapuH HebnarononyyHux i 6narononyvyHux ctag, nabopaTopHi SOCHiOXEHHS
rofoBHOrO MO3KYy y pasi 3aboto oBeupb. Hanbinbw edekTMBHUMM 3axodamu npodinakTMku € MnoBHa
3abopoHa iMNopTy oBeLb i Ki3 i3 perioHiB Ta KpaiH, Ae AiarHocTyeTbca xBopoba, y BiNbHi Big ckpeni
TepuTopii. KapaHTWHHI 3axoau, Hanpuknag, woao 3abopoHu iMAopTy, SAki Oynn  3anpoBamKeHi
AscTpanieto Ta Hosow 3enangieto, 3ymoBunM niksigauito xBopobu y uux kpaiHax. [loTeHuinHo
pun3nkoHebe3neyHo € TOpriBns NPoAYyKTammn OBeLb i Ki3, sKi MOXYyTb OyTu iH(ikoBaHUMU. 3aBOPOHATL
BMKOPUCTaHHSI MO3KY Yy Xap40BUX NpoayKTax.

[MacvBHMI Ta aKTMBHWWA Harnsa € OCHOBOK BiOCMiOKOBYBaHHS CKpemni oBeub i Ki3. 3a macuBHOro
Harnagy BNacHWKW TBApWH i Nikapi BETepUHapHOi MeAMUUHM NOBIAOMISATb NPO BUHUKHEHHST TUMOBMKX
cMMNTOMIB XBOpoOu. [iNs NigTBEpoKEHHS AiarHo3y NPOBOAATbL MOCMEPTHI AOCHIAKEHHSA MO3KY Nigo3pinnx
TBapWH 3a LOMOMOrOK FiCTOMOrYHUX Ta iIMYHOriCTOXiMIYHMX MeTofiB. AKTUBHUIA Harnsg nepenbayae
NpoBeAEHHs1 MpioH-TecTy nicnsa 3abot oBeupb i ki3. Lle cnig pobutn y pasi 3abot Ak nigospinux,
pU3NKOBaHMX, TakK i KMiHIYHO 300POBMX OBeLb i Ki3 He3anexHo Big cratycy (Ac?n et al., 2013; Ac?n and
Pitarch, 2016).

MEB 3atBepauno cneuiansHy nporpamy 3 npodinaktuku n 6opoTebu 3i ckpeni oeLb i ki3. 3 2002 p. y
psagi kpaiH €Bpony novana OigTM HoBa nporpama 3axofis 3 6opoTbbu 3i ckpeni. BoHa nepenbavae
OOCTiAKEHHS Pi3HUX rpyn TBApWUH (TPynu, BUMYLLEHO 3abuUTi, KNiHIYHO 300pOBI).

Y pasi BCTaHOBMNEHHA AiarHo3y Ha cKpeni oBelb rocnogapCTBO OronowyTb HebnarononyyHum i B
HbOMY 3anpPOBaKYOTb KAPaHTUHHI OOMEXEHHS.

KniHiYHO XBOpMX Ha ckpeni OBeupb i Ki3 (3 HepBOBO-NapaniTM4HUMM CUMNTOMaMMK) i BCiX TBapuH
ypakeHoi niHii (baTbkiB i NOTOMCTBO) He3anexHo Big (i3ioNnoriyHOro cTaHy i3onTb i NigaatoTb 3aboko B
rocnogapcTsi. BumylieHo BOUTMX xBopux, ix BaTbkiB i NOTOMCTBO, TPynu 3arMbnux Big CKpeni TBapWH,
abopTnnoan i nocnign cnanoTb. TBapuH, WO 3HAXOAWUCA B KOHTAKTI 3 XBOPUMM, MITATb i
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crnocTepiralTb 3a HUMK NPOTAroM 24 mic. BuBe3seHHs Takux TBapuH O03BONSETbLCH nuwe Ha 3abin. B
cTagax (oTapax), Oe peecTpyeTbCca BMcOKa 3axBoptoBaHicTb (20% i Ginblie) i netaneHicTb Big ckpeni
oBelb i Ki3, @ TaKOX y HOBMX BUSIBIIEHMX BOrHMLIAX, paHiwe 6naronony4yHux i3 LpbOro 3axBOpOBaHHS
pavioHax, SKLWO YypakeHOo OGaraTo niHiM TBapuMH NPUAMAETLCA PILLEHHA MPO 3HULLEHHS TBapWH, LWO
HanexaTtb UuM JiHigam. 3gopoBux TBapuH 6e3 MposiBY KhiHIYHMX O3HaK BOMBalOTb Ha CaHiTapHiN GOMHI
M’sICOKOMOIHaTYy.

["Hin Big XBOpPUX TBApWH cnantolTb abo 3He3apaXyoTb BUTPMMYBaHHSIM B OypTax NpoTsaroM 2 pokis, B
LUbOMYy pasi BepxHi wapwn wrabensa (byprta) 06pobnstoTs 5% po3vMHOM FiNOXIOPUTY KarbLito, XnopamiHy
Ta iHLWMMW XITOPOBMICHMMM NpenapaTamu.

O6cnyroBytoumn nepcoHan i @axisui BeTepuvHapHOi MeauuvMHu B Hebnaronony4yHomy 3i ckpeni
rocnogapcTBi NOBWHHI AOTpMMYyBaTUCh NpaBun 6e3nekun. [lornsa 3a XBOPUMMM Ha CKpeni TBapuHamu, ix
BeTepuHapHi obpobku, 3abin i po3TMH TpyniB, a TakoX NpMOMpaHHA NpUMIiLLeHb 3AINCHIOTL B Xanari,
ryMoBmux 4obotax, wanouui, hapTyxy i pykaBuykax. licnsa poboTn 4oboTu, pykaBuUYKK, papTyxu Ta iHLLUi
pevi 3aHyptooTb Ha 24 rog B 5% po3uMH rinoxnoputy kanbuito abo xnopamiHy. NoBepxHs pobo4oro
cTona, e MPOBOAMBCHA PO3TWH XBOPWUX TBApWH, Ae3iH(ikyeTbca 5% poO3YMHOM FMOXMIOPUTY KarnbLito i
XnopamiHy. Y pasi noTpannsiHHsi iHpikoBaHOro MaTepiany Ha LKipy ue Micue o0pobnstoTb npotsarom 3—-5
xB 3% pO34YMHOM MEPEKUCY BOAHIO, MICMS YOro 3MMBalOTb CTPYMEHEM BOAM 3 MMUIIOM i 0O6pobnsitoTb
CMUPTOM.

KapaHTuHHI obmexxeHHs1 3 Hebnaronony4Horo 3i CKpeni oBeLb i Ki3 rocnogapcTBa 3HiMaloTb Yepes 2
POKM Micns OCTaHHBbOro BUNaaKy 3aboto abo 3arnbeni XxBOpUX Ha CKpeni TBApWH i MPOBEAEHHS 3aKITHOUYHUX
3axogiB. popax abo BMBeOeHHSA OBeub i Ki3 B iHWI rocnogapctea AN MiKrocnogapcbKoro ObMmiHy,
NNeMiHHUX | BUPOBHUYMX Linen 3a60POHAETLCA NPOTArOM 2 POKIB NICMs 3HATTA KAPAHTUHHUX OOMEXEHb.

BucHoBku. 3a pesynbTatamMy NPOBEAEHOrO aHamniTUYHOMO OOCHIAKEHHA CyYaCHWX HayKOBUX
niTepaTypHuUX Axxepen BCTAHOBMNEHO, LLIO 3aXBOPIOBaHS OBELlb i Ki3 Ha CKpeni € LWMPOKO PO3MOBCHOAXEHUM
B CTaZax OBeLb i Ki3 B yCbOMY CBiTi (0co0nnBo B kpaiHax €sponu Ta lMiBHIYHOT AMEpPUKM — TOPriBENbHUX
napTHepiB YkpaiHu). Y 3BSA3KY 3 UMM iCHYe HararbHa HeoOXigHICTb NpoBeAEeHHS aKTUBHOI CUCTEMM
enigHarnsgy cepef oBeLb i Ki3 3 METOK BUSIBIIEHHS BUMaAKiB XBOPOOM, LLO Y CBOKO Yepry MaTtuMme pilyde
3Ha4YeHHs 4Nsi Nonepe;XeHHs 3aHECEHHST | PO3MNOBCIOXKEHHS XBOPOOU Ha TepmnTopii YKpaiHK Ta paHHbOro
BUSIBMEHHS [pxkepen 30yAHWKIB LIbOro 3aXBOPHOBAHHS.
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EPIZOOTOLOGICAL FEATURES, CLINICAL SIGNS, DIAGNOSTICS
AND MEASURES IN THE FIGHT AGAINST SCRAPI (the review)

L. Y. Korniienko', V. V. Ukhovskyi', O.M. Chechet',  O.V.Lozhkina', M. S. Karpulenko',
0. A. Moroz1, 0. S. Haidei1, T. M. Tsarenkoz,

1 — State Scientific and Research Institute of Laboratory Diagnostics and Veterinary and Sanitary
Expertise, Donetska st., 30, Kyiv, 03151, Ukraine, e-mail: uhovskiy@ukr.net, 2 — Bila Tserkva National
Agrarian University, Soborna st., 8/1, Bila Tserkva, 09117, Ukraine

Abstract. The paper provides an analysis of the current epizootic situation regarding the dangerous
prion disease of sheep, goats and mouflons - scrapie. The veterinary aspects of health care are analyzed
taking into account the zoonotic potential of this pathogen. The causative agent of the disease — the
infectious prion (PrPsc), which is a member of the group of transmissible spongiform encephalopathies,
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actually a group of neurodegenerative diseases caused by prions, infectious proteins that replicate by
transforming a normal cellular protein into a copy of a modified prion - has been highlighted and
characterized. Current information on the ways of spreading the pathogen and susceptibility to scrapie of
certain breeds of sheep is presented. Particular attention in the article is devoted to the diagnosis of the
disease, namely the methods of laboratory research. The clinical signs and course of classical and
atypical scrapie are described in detail, and the comparative characteristics of these two forms of the
course are given. The following are the main components that veterinary workers should pay attention to
when taking measures to combat and prevent this disease, taking into account world experience. Based
on the analytical study, the authors conclude that there is an urgent need to conduct an active
surveillance system among sheep and goats in order to detect cases of the disease, which in turn will be
of decisive importance for preventing the introduction and spread of the disease on the territory of
Ukraine and early detection of disease outbreaks.

Keywords: scrapie, zoonosis, prion disease, epizootic situation, prionic spread factors, diagnostics,
risk assessment, control measures.
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