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BBepeHune

AKTYanbHOCTb JAHHOW TeMbl COCTOUT B TOM, YTO B HacTosLee BpeMs NpobieMa NpMOHHbLIX MH(EKLWIA CTONT OCTPO
nepen MMpoBbIM coobLecTBOM. 3TO ANKTYyeTCHA becnpeueneHTHON cNeunPUYHOCTbIO CaMOro MHHEKLNOHHOMO
areHTa n ero NoTeHUNasbHbIMU BO3MOXXHOCTSIMU COXPaHEHUS B OKpYy>Katowwen cpege. NevyanbHbIn OnbIT
HabnoaeHns 3a bbICTPOpPaCTYLLEN 3NMN300TUEN XPOHNYECKON N3HypsatoLen 6onesHn oneHen n nocen (XNB) B
KaHage n CLUA cerogHs, a Tak Xe 3a MacwTabaMun KpynHon ann3ooTum buidben rybyaton saHuedanonatmmn (bra) s
BennkobputaHnm 1986 roga, acCoLUMMPOBAHHON C YEIOBEYECKNMU XXEPTBAMU, NMOKa3bliBaeT Ba)XXHOCTb Npobsiemsl
HE TOJIbKO B KOHTEKCTE OXpaHbl MPUPOLHbLIX U CEJIbCKOXO3SAACTBEHHbIX HLMOLLEHO030B, HO U 3alLUTbI YeJloBeKa OT
MPUOHHOWN NHGeKUUN. Llenb 3To paboTel - NpOBECTM aHaNn3 INTepaTypPHbIX AaHHbLIX O NpupoAe Bo3byantens,
hakTopax nepenayn, UCTOYHUKAX MPUOHHOM MHMEKLNM, @ TaK Xe 0 NPONNAKTUYECKNX MEPONPUATUSAX,
HanpasaeHHbIX Ha 6opbby C Heln. IMNupnydeckyto 6asy paboTbl COCTaBMA aHaNN3 CleunanbHbIX IMTEPaTypPHbIX
WCTOYHMKOB MO pacCMaTpMBaeMon TeMe, NpeacTaBieHHbIX B MHOPMaLMOHHbIX 3/IEKTPOHHbIX 6a3zax Pubmed,
Scopus

1.06was nHgpopmaums.

B 1933 r. A5 pa3BUTUA KapaKyseBOACTBa UCIaHACKNe hepMepbl 3aKynuan B FepMmaHum 60bLUYI0 NapTuo 0BEL,
Yepes HeCKOMbKO NeT Cpeamn 3aKynIeHHbIX XXUBOTHbIX CTaJIn perncTpmpoBaTbCs cay4vam 3aboneBaHnsa, Ha3BaHHOro
«CKpenu oBeu» (0T aHra. scrappy — JIOCKYTHbIN), MPUHABLLEr0 MacCOBbIN XapakTep 1 uMmeswero boicTpbin
neTanbHbIN Ucxod. NpuynHy 3Toro 3aboneBaHnsa BrnepBblie N3y4nn JokTop B. Sigurdsson. OH cchopMynmpoBan
YeTblpe OCHOBHbIX MPU3HaKa, MO3BOJUBLLUNX €My BBECTU HOBbI TepMUH AN 0603HavYeHnsa 3Tom rpynnbl
3aboneBaHnn — «mepgneHHble nHhekunn», n B 1954 r. Bnepeble NpoynTasn LUKN nekumn B JIOHOOHCKOM
yHuBepcuTeTe [1]. 3T NPU3HaAKN 1 Nerin B OCHOBY XapakKTEPUCTUKM MeOJIeHHbIX UH(eKUNA:

— NPOOOJIKUTESbHbLIN NHKYBALMOHHBLIN NMepuoa;

— MeJJIeHHbIN NPOrpeccupyoLLnil XapakTep TeYeHns;

— Heobbl4HOCTb MOpPaXKeHNs OpraHoB 1 TKaHew;

— Heun3be)>KHOCTb CMepTesbHOro NCxona.

Yepes 3 rola aMepmKaHCKUIA yyYeHbln onucbiBaeT 3aboneBaHne, KOTOpoe BCTPEYaeTCsA B FOPHbIX paliloHax OCTPOBa
HoBas N'BUHesa cpeaun nanyacoB-kKaHHMOaN0B 1 cenyvac N3BECTHO No4 Ha3BaHUEM «Kypy» [2]. 9Ta 6onesHb
XapakTepn3oBasacb MeAJsIeHHbIM NPOrpeccupyoLmnM Te4eHNeM, Mopa>KeHNEM TOJIbKO FOJIOBHOIO MO3ra u
CMepTenbHbIM NCX0A0M. Takum obpa3om, npobneMa MenneHHbIX MHEKL A U3 BeTEPUHapun nepeTekna B obnactb
MegUNUNHBI.

B cepeaunHe AeBAHOCTbIX FOA40B MPOLUIOro CTONeTUS B AHM MK Bbla 3adKCMpoBaHa 3MnM300TUS KOPOBLETO
belweHCcTBa, KOTOPOEe Mo NpUpoae CBoOer NpeacTaBnAseT O4AHY U3 CaMblX PacNpPOCTPaHEHHbIX MPUOHHLIX 6onesHen 1
HOCUT Ha3BaHMe 3HUedanonaTum KPynHOro poratoro CKoTa. 3TO Bbi3BaJ10 MOBbILWEHHbIN MHTEPEC K AaHHOMY BUAOY
3aboneBaHUIn N CNPOBOLMPOBAIO BOJSIHY NCCIeA0BaHUI Ha AaHHYy0 TeMy. B 1997 yyeHbin n3 CLUA CTeHnu
Mpy3eHep nonyynn HobeneBckyto NpemMumio 3a OTKpPbITME MPUOHHbLIX 6enkoB. [laHHbIn BUA 6enka HaxoanTcs B
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HOPMaJiIbHOM COCTOSIHUM B TKaAHAX MJIEKOMUTAIOLLMX N YeslOBeKa B TOM 4YUCEe, HO NpY onpeesieHHbIX YCI0BUAX
MO>XET MEHSATb KOH(UTrypaLum n nepexoanTb B hopMy, CNOCOOHYI0 BbI3biBaTb OMAaCHbIE NHMEKLMNOHHbIE
3aboneBaHUA, KOTOpble HE TOJIbKO MPUBOANUT K CEPbE3HbIM (PU3N0IOrNYECKMM U3MEHEHNAM, HO U 3aKaHYMBalOTCA
neTasibHbIM UCX0A0M. [laHHble 3abo/ieBaHUA eLle Ha3biBaloT «MeaNeHHbIMU NHpekumsamu LIHC», Takoe Ha3sBaHUue
OHW MOJIYYUN MO NPUYNHE NPOAO/KUTENBHOIO NHKYBALIMOHHOIrO Nepuoa, KOTOPbIA B HEKOTOPLIX C/TyHasaX MOXXET
cocTtaBnAaTb Ao 30 netT. Mo MexxayHapoaHOMYy Knaccudukatopy 6onesHen nmetoT kog 10. Heobbl4HO ANMTENbHLIN
MHKYBaLIMOHHbBIN Nepunoa ABASeTCA OAHON N3 OCHOBHbIX XapaKTePUCTUK MO KOTOpol 3abosieBaHME OTHOCSAT K
KaTeropuu NnpuoHHbIX. BTopon elle 6onee BaXkKHbIN NPU3HaK 3TO XapakTep BO3b6yanTensa. 3TUONOr U NPUOHHbIX
6osie3Hel CcBA3aHa C NonagaHWeM NN pa3BUTUEM B CUJYy OnpeaesieHHbIX MPUYMH NnaToreHHoro 6enka-npmnoHa,
KOTOpPLIA B CBOKO 04EPEb BbI3bIBAET MOPa)KEHNE LLeHTPaJIbHON HEPBHOW CcUCTEMbI. K opyrnmM npusHakam MOXHO
OTHECTN OTCYTCTBME UMMYHHOIrO OTBeTa, Hen36e>XKHOCTb JlIeTaJIbHOro Ucxoda, OTCYyTCTBUE BOCAAAMTEsIbHOrO
npouecca. K npnoHHbIM 60/1€3HAM OTHOCUTCA ABEHAALUATb HO30/10MNYeCKUX eguHnL. Bce oHM Tak nnm nHave
CBSi3aHbl C TPAHCMUCCUBHBIMU ryBK006pasHbIMM dHLEdhanonasMu.

Camo onpegeneHune «MpnoH» - aenseTcs abbpeBnaTypoi OT aHIIMNCKUX CJIOB N NepeBoanTCA, Kak benkosas
nHpekuns. Bce neno ToM, 4To Bo3byaAnTENb MPUOHHOIO 3abosieBaHNA ABNseTCA caM No cebe onpeneneHHbIN
6enok, Bo3byaunTens 3aboneBaHns B JaHHOM CJlyqae He COOAEPXKUT HYKJIEUHOBBLIX KUCJIOT, 4TO He TOJIbKO SBNSETCSH
HEMNPUBbIYHBLIM C TOYKN 3pEHNA MOHNMAaHNA MH(PEKLMOHHOIO NMpoLecca, HO Bbi3blBAaeT CyLeCTBEHHbIe TPYAHOCTH
onpepeneHneM JaHHbIX 3aboneBaHUii U NOCTaHOBKOW AnarHosa. B Hopme cam 6enok, Ha3biBaeMbln PrPc, ecTb B
OpraHu3Me MJIEKONUTAKLLNX, COAEPXKUTCHA B HEPBHbIX KJIeTKax, @ KOHKPETHO NoAAepXMBaET LLe/OCTHOCTb
MNennHoBbIX 060/104eK HEPBHbLIX KJ1IETOK 1 HeceT B cebe pan hyHKUNI Takne Kak ydacTme B nepefadve HepBHbIX
MMMNYNbCOB, COXPaHeHNe LNPKaAHbIX PUTMOB, PEryaaTOPHbIE PYHKLUM NOKOSA Ha KJ1IeTOYHOM YPOBHE 1 Ha YPOBHE
opraHusma v gpyruve. B cneacteum onpefesieHHbIX BO3AENCTBUIA NPOUCXOAAT KOHDUPMALMOHHbIE N3MEHEHUS B
CTPYKType 6esnka, 4To MpUBOAUT K TOMY, 4TO BeN0K NpUHMMaeT N3MEHEHHYIO NaTosorndeckyto popmy PrPsc (puc.
1). JaHHble NpeBpaLLeHNs NPONCXOAAT 04eHb MeAJIEHHO N HOCAT HeobpaTuMbi XapakTep. Pa3sutue
MH(EKLMNOHHOr0 npoLecca NPoOMCXoamnT, Kak pa3 3a CHeT HAaKoMIEeHUs NaTosIormyeckom nsodopmbl PrPsc B
HepoHax. Bbicokoe coaep)xaHne naToreHHoro 6enka HabnogaeTca Npu pa3BUTUK NMPUOHHBLIX 3aboneBaHnn. Cam
MepBOOTKpPLIBaTEb MPUOHHLIX 3aboneBaHunin C. MNpy3eHep oan aToMmy 6enky HasBaHMe «Masnas 6enkoBas
MHeKLMOHHas YacTuua». Cam benok obnagaeT paaom ocobeHHoCTeN, Takme Kak ruapodobHOCTb,
aMWNO3HAOME€HHOCTb, YCTONYMBOCTb K NPOTeosn3y. KoH(hopMaLNOHHbIE u3MeHeHns 6enka NnpoucxoaaT npu
onpepenieHHbIX YCI0BUAX TaKNX, Kak HenocpeacTBeHHOe B3anmogencTeme PrPsc ¢ aHAoreHHbIM PrPc, npu aTom
cam PrPsc BbiCTynaeT B posin MaTpuubl HA KOTOPOW NponcxognT KoHdopmaums. HakonneHne PrPsc HocnT
NaBMHOOBpPa3HbIN XapaKTep.

PucyHok 1. KoHdopmauumsa PrPc B PrPsc

CornacHo cyLLecTBYOLEN Knaccupukaumnum npmoHHesle 6onesHu (Mb) 4enoBeka v XXNBOTHbIX, MATOrEHETUYECKN
06beANHEHHbIE B MOHATME «TPaHCMUCCUBHBbIE TY6Ko—0bpa3Hble sHLedanonaTumn», OTHOCAT K BonbLUOn rpynne
aMNIoM[030B, OCHOBHLIM MAaTOFHOMOHWYHBLIM MPU3HAaKOM KOTOPLIX ABASeTCA obpa3oBaHMe Tak Ha3blBaeMbIX
aMN—I0NAHbIX BnsWwek, nan ammnonaa. naBHbIM €ero KOMNO—HEHTOM fABAATCA pnbpunnbl - HUTEBUAHbIE
CTPYKTYpbI, (hopMUpyeMblie 0AHMUM N3 6eNKOoB NMopa>KEHHOro OpraHM3—Ma, U3MEHMBLUUM CBOIO HaTUBHYIO
KOHopMaLuuto n npnu—o6peTLiMM cnocobHOCTb K arperaumm, a Tak>Xe BbICOKYI0 YCTONYMBOCTb K KJIETOYHbLIM
npoTeasam [1][2][3].

2.0CHOBHble XapaKTEPUCTUKN U NUOEMNONOIrNYECKUE NPU3HAKN NPUOHHbIX 3aboneBaHuni.

[na penavkauum n HakonaeHns NPMOHOB B HEPBHbIX KJIeTKax TpebyeTca AoCTaTOMHO ANIMTENbHOE BPeMS,
MO3TOMY BCe NMPUOHHbIe 3aboNeBaHNSA XapaKTePU3YTCA AOCTAaTOYHO AJINTENbHLIM NHKYHBALNMOHHOM Nepuoaom.
Hanpumep bonesHb KpenTugensata-Akoba nmeeTt nHkybaunoHHbin neprnog 13-14 mecsues, B C/ly4ae ApYrux
3aboneBaHNn MOXXeT NPOJO/IKATLCA OT HECKOJIbKMX JIET, A0 HECKOJIbKUX AECATKOB JieT.

HakonseHne NpMoHOB B OCHOBHOM MPOUCXOAUT B MMM(PONOHBIX OpraHax, Hanpumep B IMM@aTUYeckKux ysnax nim
neriepoBblxX 6A5LWKaX TOHKOr0 KMLWEeYHUKA.

Pennnkaumsa NnpoNCXoanT HEMOCPEACTBEHHO B LLEHTPaJIbHOW HEPBHOM CUCTEME, YTO HEM3BEXXHO MPUBOAUT K
nocteneHHom rubenn HeEMpPOHOB 1 MOSABJIEHUIO aCTPOLNTOB.

NToromMm NproHHbIX 3ab601eBaHNn CTaHOBUTCA U3MEHEHNE CTPYKTYPbl TKaHeln rosIoBHOro Mo3ra Ha rybkoobpasHyio,
B 6onbLINHCTBE cnyYyaeT cnaboymume, NOSIHOE HapyLLUEHNEe HEPBHOM OEATENbHOCTY U NeTaNbHbIA ucxon. Mpwu



BJ'IEKTpOHHOIh MNKPOCKOMNN OﬁHapy)KI/IBaETCFI BaKyo/n3auna HEI7IpOHOB, a np rmcrtonornyecknx nccnenoBaHmMax
acTpounTo3s n ammaongos.
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