OT3bBIB

Ha npoekT PenepaibHOTO 3aK0HA «O BHECEHUHU M3MEHEHUN B DeiepalibHbIN 3aKOH
«O0 0X0Te M 0 COXpaHEHUU OXOTHUYBUX PECYPCOB U O BHECCHUH U3MEHEHUM B
OTAEJIbHBIC 3aKOHOAATENbHBIC aKThl Poccuiickont denepaniny» B 4aCTH OTHECEHUS

K OXOTHUYBUM pecypcaM OeJI0XBOCTOrO OJICHS (TIOJIHAst BEpCHsl)

O060cHOBaHME 3aKOHOMPOEKTA B YACTH OTHECEHUS K OXOTHUYBUM pecypcam
Poccun MHBa3MBHOTO BUJ1a U3 AMEPUKU — 0€TT0XBOCTOTO (BUPTUHCKOTO) OJICHS, KaK
MEPCIIEKTUBHOTO BUJA OXOTHUYBHX PECYpPCOB I CTPaHbl MOJIHOCTHEO
HECOCTOSITENIbHO. Pelas CHIOMHUHYTHBIE BOIPOCHI BOJBEPHOTO pPa3BEACHUS
0€JI0XBOCTOI0 OJICHS, KOTOPOTo MO (PakTy y>ke pa3BoAsT (10 CHMX MOpP HE SCHO, Ha
KaKOM OCHOBAHHH), a TaK)K€ BOIPOCHI OXOThI HA HETO, aBTOPHI 3aKOHOMPOEKTa HE
VUYUTBHIBAIOT PEATbHBIX YTPO3 HE TOJIBKO JJIsl COCTOSIHUSI a0OPUT€HHOM OXOTHUYbEH
dbayHbl, HO TaKXe JIJIs1 ’KU3HU U 3I0POBbsI HACEIICHHUS.

[IpoBeneHne aKKIMMATH3AIMOHHBIX PabOT JOMKHO Oa3upoBaThCs Ha
BCECTOPOHHEM aHAJIN3€ U MPOTHO3UPOBAHUM BO3ZMOKHBIX TTOCJICACTBUN MOSBICHUS
B cOcTaBe (payHbl HOBOTO BH/Ia, YETO HE CIIETIAHO U, I0-BUUMOMY, HE IJIAHUPYETCA.

B MecTe ¢ TeM 0ueBUAHO, YTO HA MOMYJISIIUA A00OPUTCHHBIX BUOB KOTIBITHBIX
JKUBOTHBIX (JIOCh, KOCYJs, OJIaropoAHbIM OJIEHB), OYJIE€T OKa3aHO KOHKYPEHTHOE
BO3J/ICIICTBHE 332 KOPMOBBIE PECYpPCHI U 3AIMTHBIE YCIOBHUS, BO3JAEHCTBUE HOBBIX
MaTOr€HOB, YTO HEU30EHKHO MPUBEIET K COKPAIICHUIO MX YUCIICHHOCTH. APTYMEHTBI
KaKk 00OCHOBaHHWE JIJISl aKKJIMMaTU3alMh OEOXBOCTOTO OJICHS, KACAIOIIHECs €ro
BBICOKOU TJIOJTOBUTOCTH M SKOJIOTMYECKOM MIACTUYHOCTH HECOCTOSITENbHBI, TAK KaK
M0 ATUM TapameTpaM OH HE MPEBOCXOJUT a0OPUTCHHBIX KOCYJIb, a €BPONEUCKU
OnmaropoJHbIi OJieHb emie Oosiee ycmemieH mocie akkinMatuszauuu B HoBoi
3enaHanu, 4YeM OJiIeHb 0€T0OXBOCTBIM.

Oco0yto OMacHOCTh MPEACTABISIOT CBOMCTBEHHBIE /IJI1 O€TTOXBOCTOTO OJICHS

00JIe3HM ¥ TTapa3uThl, KOTOPHIE 00JIa1at0T 0COO0M MOTEHIIMAIBHON OMTACHOCTRIO JIJIS



HaImmuX abOPUTEHBIX JUKUX U CEIhCKOXO3SHCTBEHHBIX >KUBOTHBIX, TAKXKE WM IS
YeNoBeKa: TYJSpeMusi, HekpoOakTepuo3 (B T.4. JieroyHas Qopma), poKucTas
HH(EKIMS, SPIUXHUO03 (BBI3BIBAET MACCOBYIO THOEIb TUKUX KOIBITHBIX), CHOMpPCKas
a3Ba, Juxopagka Ky, Ooppenno3 u ap., MHOTHME M3 KOTOPBIX CIIOCOOHBI
dbopMHpoBaTh MPUPOIHBIE OYaru UHOEKIUH.

Opnako HauOOJIbIIME HETATHUBHBIC IOCJEACTBUS, COMOCTABUMBIE M JaXKe
Oonee pa3pymuTeNbHBIC, YeM adpHKaHCKas dYyMa CBHHEH, MOXET HMeeT
BO3MOXKHOE pacripocTpanenue B Poccuu mpuoHHbIX Oone3Hel. Spkuii npumep -
xpoHudeckas wu3Hypsitomas Oonesnb (XMb wunmu CWD B aHrmosi3bIYHBIX
MCTOYHUKAaX) KOHTAaruo3Ha W CMEPTEIbHO OMacHa sl OJEHBUX (IOATBEpIKICHA
BOCIIPUUMYHMBOCTh K OOJIE3HM Kak MHUHUMYM 7 BHUJOB OJI€HEH, BKJIIOYas
0eJI0XBOCTOr0, OJIATOPOIHOTO, CEBEPHOTO TSITHUCTOTO OJICHS, JIOCS, JIaHb U Jp.).
Puck 3apaxxeHusi Ipyrux AOMAIHUX U JUKHUX JKUBOTHBIX Takxke BeposiTeH (Zink,
2020). 3apakeHHE MOXET MPOUCXOIUTHh 4Yepe3 MPSIMbIe KOHTAKTHI KHBOTHBIX,
KOpMa, BOAY, OMOJIOTMYECKUE KUIAKOCTH, MOMET U mp. Bo3Oyaurenu ocoOeHHO
OTTACHBI CBOEH YCTOMYMBOCTBIO K (paKTOpaM OKPY>KAOIIECH Cpelibl, TI€ OHU MOTYT
COXpaHSThCS B TEUYCHHWE MHOTUX JIET WM JIECATUIICTUH, HE CHWXKas
WH(DEKIIMOHHOCTU JJisi BocnpuuMuuBbIX BUIOB (Pritzkow et al., 2018), ouens
YCTOWYMBBI K OOJIBIIUHCTBY OOIMUX JC3UH(PUIMPYIOMUX CPEJCTB, BO3JACHCTBUIO
BBICOKMX TEMIIEpATYyp U Jla)Ke MPOHUKaroIeH paauamnuu. JlokazaHo, 4To pacTeHus
crocoOHbl  3(h(EKTUBHO  CBsA3BIBATH,  3aXBaThblBaTh,  yJIEPKUBATb U
TpaHcnopTUpoBaTh MH(peKunoHHbIe npuoHbl (Pritzkow et al., 2015). HexoTtopsie
XUITHUKU ¥ TaJalIbIIUKA, MOTYT JeHCTBOBATh KaK MEPEHOCUYUKH MH(EKIIMOHHOTO
npuoHa (Bunk, 2004; Hamir et al., 2007; Fischer et al., 2013; Moore et al., 2019).

Bri3biBaeMbie MprOHAMU TPAaHCMHUCCUBHBIC TYOKOOOpa3HbIe dHIIe(haTonaTuu
MOPAXKAIOT PA3INYHBIC BUBI )KUBOTHBIX, MOTYT TIPEOJI0JICBATh BUIOBBIE Oaphephl.
Pa3zBuTHe cMepTenbHO OMACHBIX HEOOPATUMBIX HEUPOAETeHEPATUBHBIX H3MEHEHUN
NOCJIE 3apa)K€HUsT NPUOHAMM M3BECTHBI M Yy 4esoBeka (0oie3Hb Kypy,
Kpeitudensara-Axoda, Cunmpom I['epctmana - Illtpayccinepa — Ilelinkepa,

daranbHas cemeliHas HHCOMHUS). [IpuoHHBIe MH(EKIINN HA3BIBAIOT MEIJICHHBIMH,



MOYCKOJIbKY OHHU pa3BUBAIOTCSA ToaaMu U jaecsatwieTusmu. Crerudpuyeckoe
JedyeHrne U TpoUIaKTHKa OTCYTCTBYIOT, TUArHOCTHKA CJIOXKHA U B OCHOBHOM
TOJIBKO MOCMEPTHAs!.

Ha ceroaHsimiHuii 1eHb HET OJTHO3HAYHBIX J10KA3aTE€IIbCTB BO3ZHUKHOBEHUS
XUB y monelt, Homepeaya BO30yIuTEIA-IIPUOHA YEJIOBEKY, 10 00IeMy MHEHHIO,
HE MOET OBbITh MOJHOCTHIO MCKJIIOYEHA HA OCHOBAHUM HMEIOMIMXCS JaHHBIX
(Waddell et al., 2018; Nemani et al., 2020; Keats et al., 2021). UccnenoBanusmu
300HO3HOrO HoteHiana XMb in vitro u in Vivo Obl10 0OHAPYIKEHO, YTO IPUOHBI
XHUBb MoryT penauuupoBaThCs 3a CYET YEJIOBEYECKOTo Oelika, HO TOJBKO MOCIIE
TOT0, KaK IITaMM BO30y1uTeNsl ObUT aJaTUPOBAH C IOMOUIBIO PA3JIMYHbBIX PAyHIOB
perunkanuu y oneneii (Barria et al., 2011), 94To mo3BoisieT NPEANOI0KUTD, YTO MPU
onpenesieHHbIX ycnoBusAXx XIMb MOXeT yrpoxkars 3J40pOBBIO 4enoBeka. [Ipronsl
XUb oneneit 001a1a10T 6OIBIIUM MOTUMOPGHU3MOM UH(GEKITMOHHBIX IITAMMOB B
IPUPOJIE, UTO MPENONPEALISIET BOZMOKHOCTh MEKBUIOBOW niepenaun 6ose3Hu. B
YaCTHOCTH, MIPUOHBI, BbIJICJIEHHBIE U3 TKaHEW OEJI0XBOCTOrO OJIEHS HE MPOSBIILIN
300HO3HOTO TMOTEHIMajda, B TO BpPEMs KaK MPHOHBI, BBIJEICHHBIE OT JIOCA H
CEBEPHOI0 OJIeHs ObUIM COBMECTUMBI ¢ ueroBedeckuM Oenkom (Barria et al., 2018),
YTO TOATBEPXKIAET UACK INTamMM-crenuduueckoro pucka 3apaxkenus XUb
yenoBeka (Raymond et al., 2007; Race et al., 2018). Kpome Toro, nmokasaso, 4to
XUb nepenaercs pasznuuHbiM Buaam npumaroB (Marsh et al., 2005) naxe npu
nepopainbHoM BBeaeHuH (Czub et al., 2017). HaumoHanbHbIi LEHTP MO KOHTPOJIIO U
npenotBparnieHuto oonesneit CIIA (CDC) pekoMeHAyI0OT 0XOTHUKAM U3 PaiiOHOB,
rae 3adukcupoBana XUb, nmpoBepsTh MOOBITHIX OJICHEW WIJIM JIOCEH Ha HaJU4uue
MIPUOHA W HE YMOTPEOATh B MUILY MSCO KMBOTHBIX C MOATBEpkaeHHbIM XUb-
MOJIOKUTEJIbHBIM CTAaTyCOM.

Bo3oynutenn XWb He yTpauMBaroT JKM3HECIOCOOHOCTH TMpHU JH000H
TePMUYECKON 00paboTke Msca, 4To erie 0ojiee YBEITUIMBACT PUCK JIJIS YEJIOBEKA.
[Tprxu3HEeHHAs THAarHOCTHKA 3a00JIeBaHMs 0 KOHIIA He oTpaboTaHa (Ferreiraetal.,
2021), oTnu4aeTcsl CI0KHOCTBIO U JIOPOTOBU3HOM, JIeUeHUE W MpOUIaKTHKA HE

pa3paloTaHbl, a A0 MOSABICHUS KJIMHUYECKUX MPOSIBICHUN y OJIEHEH MPOXOAUT OT



16 mecseB 10 4 €T, B TO BpeMs Kak OOJIE3HETBOPHBIE areHThl HAUYMHAIOT
BBIICIISITCS. B OKPYKAIOIIYIO Cpeny yxke uepe3 nmonaroaa (Plummer et al., 2017).

XUb o»sHAaemMuuHa [ CEBEPOAMEPUKAHCKOIO KOHTHUHEHTa, The, IO
COCTOSIHUIO Ha siHBapb 2021 roma, oTMedeHa y TUKHX OJIEHEW HAa TEPPUTOPUU KAK
MUHUMYM 339 okpyroB 25 mtatoB KOHTUHEHTaNbHOU yacTu CIIIA, a Takke B IByX
npoBuHiuax Kanager (CDC, 2021) u y depMepckux ojieHel Ha Tepputopun 17
IITaTOB U Tpex KaHaackmx nposuHumi (USGS, 2021). [To nanasiM HarmoHnaasHOTO
LEHTpa M0 KOHTPOJIIO U npenoTBpaienuto oonesneid CIIA, Bctpeuaemocts XUbB y
CBOOOJTHOKUBYIIIUX OJICHBUX OTHOCHTEIIbHO HEBBICOKA, OJHAKO B HECKOJIBKUX
MeCTax, TJ€ YCTAHOBJEHO 3a00JieBaHHE, YpPOBEHb WH(PHUIMPOBAHHUS MOMKET
npeBeimath 10 % mnomymnsnuu, a ypoBEeHb JOKAJIM30BAHHOTO HH(PUIIUPOBAHUS
npeBbIaet 25 %. YpoBeHb MHOUUHUPOBAHUS CPEIU HEKOTOPBIX COJIEPKAIIUXCS B
HEBOJIE OJIEHEH MOKET ObITh HAMHOTO BBIILIE, U COCTABISIET 79%, 10 KpaiiHel Mepe
y OJHOTO cojaepikaiierocs B HeBojie craaa (CDC, 2021). [Toka3aHo Takxke, 4TO B
OTZIEJIbHBIX ouarax 0ose3Hu nopaxeno 10 40-50% B3pocibix ocoOeit 0eT0XBOCTHIX
onenelt (Edmunds et al., 2016; Carlson et al., 2018). Baxxubie akTopsl, BAUSIONINE
Ha pacnpoctpaneHne XHWb B mpuposie — BBICOKHME JOKaJIbHBIE IUIOTHOCTH U
MUTpALMK  KUBOTHBIX. OT  XpOHMYECKOM  M3HypAwOmler  0ojie3HHM  Ha
CEBEPOAMEPUKAHCKOM KOHTHUHEHTE €KETOAHO CTPaJaroT ThICAYU KHUBOTHBIX,
OJIHAKO cyMTaeTcs, 4yTo mMaciTadsl 3aboneBanusi B CIIIA u Kanazae cyuiecTBeHHO
HenoonenuBarotcs (Escobar et al., 2019).

B XXI cronerun O6one3Hb TOSBUIACH 3a TMpeAeliaMd aMEPUKAHCKOTO
KoHTUHEHTa: ciaydyan XUb y aukux xombiTHbIX B 2016 roay ObulM OTMEYEHBI B
Hopgseruu, B 2018 roay — B ®unnsuauu, B 2019 rony — B llIseruu (Benestad et
al. , 2016; Evira, 2018; Vikeren et al. , 2019). A emie panbie - B 2001 rogy XUII
Obuta 3apeructpupoBaHa B PecmyOnuke Kopes, y comepxkammxcs Ha depMme
«3IOPOBBIX» BanuTh, uMnoptupoBanHbix u3 Kananer (Kim et al., 2005). Hecmotps
Ha TO, YTO BCE OJICHM Ha ¢epMe ObUIM YHUYTOXKEHBI, a MECTa UX COJACpNKAHUS

noBepruyThl ne3undexun, B 2004 u 2005 rr. 37€ch 0OTMEUEHBI IOBTOPHBIE CITydan

XUBb (Lee et al., 2013).



Nmerorcst ocHOBaHMsA mpeamnoJiaraTb, 4ro B ciaydae 3aBo3a XUb ¢
AKCIIOPTHBIM TOTOJIOBBEM OEIOXBOCTBIX OJIEHEH B PocCcHIO, C ydueToM BBICOKOU
KOHTareo3HOCTH OOJIe3HH, €€ PACHPOCTPAHCHHE MOXKET TMOIYYUTh XapakTep
amu300TuU. [logoOHOE yXe HMelo MEeCTO B MPOLUIOM B OTHOIICHUU JPYTroOro
MIPUOHHOTO 3a00JieBaHus - ckpenu oBell. Hapyiienue 3anpera Ha BBO3 oBell (B 1947
roay 3apakeHHble ckpenu oBibsl nonanu B CIIIA), mpuBero k maccoBomy
MOSIBJIEHUIO HOBBIX OYaroB 3apakeHHsl npuoHamu. ONacHOCTh PacHpOCTPaHEHUs
XUB co3HalOT B cTpaHax, Ha TEPPUTOPUHU KOTOPBIX OO0JIE3HBb yKe CyllecTByeT. B
HatuBHbIX oyarax XHWb B CeBepHOl AMEpHKE NEUCTBYIOT 3aKOHOJATEIIbHBIC
OTpaHUYEHHMS MO TMEPECETICHUI0 KUBOTHBIX U3 3apa’KEHHBIX PAaOHOB U CO3JaHBI
LEHTPBI 10 JAMAarHOCTUKE 3Toro 3aboneBanus (Hampumep, Centre for Prions and
Protein Folding Disease B Kanane). B Ckanmunasuu mociie oOHapyxeHus: X1b-
WH(OUIIMPOBAHHBIX CEBEPHBIX oJieHedW u Joceir B 2016-2019 rr., yxe
pa3pabaThIBalOTCs MPOrpaMMBbl MO 3aLIUTE OT ATOro 3a00sieBaHUsA A0OPUTEHHBIX
HapoJIOB, YbE€ XO3SMCTBO HAIPSMYI0 3aBUCHUT OT HCIOJIB30BAHUSA JOMAIIHETO
CEBEPHOIO OJICHS U AUKUX KOIBITHBIX.

Cnenyer nOpUHATP BO BHHMAaHHE, YTO BO3MOXKHOCTHM OTE€UYECTBEHHBIX
nabopatopuit mo jauarHoctuke XMb BecbMa OrpaHWYeHbI, a KOJIMYECTBO
Jabopatopuil COCOOHBIX BBIMOJIHATH TECTHPOBAHUE NMPUOHOB — KpaiiHe Mmalo.
[IpumeHnsieMble METOAbl TECTUPOBAHMS TMO3BOJISIIOT BBIIBUTh HH(PEKIIMOHHbBIE
IPUOHBI TOJIBKO MOCMEPTHO, HAa KOHYEHBIX KIMHUYECKUX CTaAusIX 3a00JIeBaHU,
KOTJa UX KOHLEHTpauus MakcuMalibHa. BeisiBinenue npuoHoB XMb npu Huskou
KOHLIEHTpAllMd Ha HayaJbHBIX CTAAMSIX Pa3BUTHS HHPEKIHH COBPEMEHHBIMHU
metogamu (PMCA (protein misfolding cyclic amplification), RT-QuIC (real-time
quaking induced-conversion)) GOJBIIMHCTBY OTCUYECTBEHHBIX JIAOOPATOPHUH elle
TOJIBKO MPEJCTOUT OCBOUTb.

B kxonme XX Beka, Korma Ha TEppUTOpUU 3amaaHoi EBpombl BCOBIXHYJA
ryouaras sHuedanonatus (MpUOHHOE 3a00JIEBaAHME, M3BECTHOE KaK «KOPOBbE
OCIICHCTBO») W OBUIM YHHUYTOXEHBI MHOTroThicsuHBIe cTaga KPC. B To Bpems

BCTCpUHAPHAA KW TaMOXXCHHas CJ'Iy}K6LI Poccun repondCcCKMMHN YCUIIUAMH HC



JOTIYCTHJIM pactpoCTpaHeHue MH(GEKINNU Ha TepPUTOpHIO cTpaHbl. UHTpoayLupys
0EO0XBOCTOTO OJICHSI MBI, IO COOCTBEHHON WHUIIMATHBE, 32 CBOU COOCTBEHHBIC
CpellCTBa PUCKyeM 3aBe3TH B POccuio cMepTeNbHO OMacHylo 00Je3Hb, OT KOTOPOH
HET 3alllUThl HU Y )KUBOTHBIX, HU Y YeJoBeKa!

Takum 00pa3oM, HHCTUTYT HE CUYUTAET aKKIMMATU3alIUOHHBIE MEPOIIPUSATHUS
M0 OTHOIIEHUIO K OEJI0XBOCTOMY OJICHIO II€JIeCOOOpa3HbIMU M HE MOMKET
MOAAEPKATH 3AKOHOIPOEKT B YACTH OTHECEHHUSI ’TOTO BUA K OXOTHUYBUM PECYpCam
Poccun. IlpekpacHoil anbTepHAaTHBOM BceseHIaM (OEJI0XBOCTOMY  OJICHIO)
ABJISIIOTCSL CUOMpCKasi W €BpoIeiickas KoCysid, KabOaH, J0Ch, €BPOIEUCKUN
0JIarOpOAHBIN OJIEHb, TUKUI CEBEPHBIN OJIEHB, T.€. T€ BUAbI KOTOPbIE HCTOPUUECKH
cyuiecTtBoBaiu Ha Teppuropun PO. Jljis HachllleHUs: OXOTHUYBUX YIOJUM CIIEyeT

paboTaTh B MEPBYIO OYEPEIh C UX PECypCaMH.

Jnpexrop uHCTUTYTA,

yjieH-koppecnonaeHT PAH N.A. Jlomckuii



