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3. MPUOHHDLIE BOJIE3SHU

IIpyroHHBIE 0OJIE3HU COCTABJIAIOT BTOPYIO TPYIINY MEIJIEHHBIX WH-
dexunit ITHC.
B Hee BxomaT cireayiolne 3a00Je¢BaHNS:
 Kypy.
Bbonesnp Kpeittudenpara—Akooda.
Bbonesnrs I'epcrmanna— I Tpayccnepa—Illeitnkepa.
®dartanbpHasg ceMeliHasg 0€CCOHHUIIA.

3.1. bone3Hb KpenTtudenbara-koba

HNcropua u pacnpocTpaHeHne. boJjie3HM XMBOTHBIX, OTHOCHMBIE
K IPUOHHBIM, U3BeCTHBI OoJiee 200 JeT, OHHAKO aKTUBHOE MX U3yUeHUeE
Havayoch B nocieanue 50 jget. B 1946 r. 6bu1a ycTaHOBJIEHA 3apa3HOCTh
ckpenu — OOJIE3HM OBell, KoTopas MposiBisiaach nopaxeHuem IHHHC,
O0OYCIIOBJIEHHBIM TSKEJIBIMU OUCTPODUISCKUMU M3MEHEHUSIMU TOJIOB-
HOTO MO3ra.

B nanbpHeiileM ObUIO OOKAa3aHO, YTO aHAJOTMYHBIE 11O XapakKTepy
nopaxenus:i [IHC Bo3HUKaIOT Mpu Kypy — O0JIe3HU, SHAEMUUHOM Cpe-
IW TamyacoB Ha ocTpoBax HoBoii I'BuHen, 00yCIOBISHHOR 3apaKeHU-
€M MpHu ynoTpeOJeHUU B MUILY Mo3ra ymepiux. [Tocie mpekpaieHus
PUTYyaJIbHOTO KaHHMOAa/IM3Ma 00JIe3Hb Mcuessia. YCTaHOBJIeHa OeJIKOBast
MpUpoaa BO30YIUTENsI, KOTOPBIN MOy Ha3BaHUE «IIPHUOH».

B nocnennee pecartuiierrne XX BeKa B AHIIMU OTMEYEHO 3aMETHOE
yuallleH1e U3BecTHOM paHee 6one3Hu Kpeiitudenpara—idkooda. Co Bpe-
MEHU PEeTUCTpaliy MEePBhIX 3a00JeBaHUI yMepau okoyio 80 YeloBeK U
KJIMHUYECKU TUAarHOCTUPOBAHO OKOJO 1 ThIC. ciiyyaeB. 3aboyieBaHUE
CTaJIu PeTUCTPUPOBATh U B Ipyrux cTpaHax EBpombl. IX 0cOOeHHOCTSI-
MU OBbUIM MOJIOZOM BO3pacT OOJIbHBIX M OBICTPOE IPOrpecCupOBaHUE
00JIe3HU. YCTaHOBJIEHA CBSI3b MEXIY STUMU 3a00JIEBAHUSAMU U BMHU-
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JeMHeil ryouaroil sHIedasonaTuu KOpoB («KOPOBBLETO OEIIECHCTBA»).
MHorue ucciegoBaTesIM MPOrHO3UPYIOT POCT 3a00J€BaeMOCTU YeJIOBe-
Ka 6ojie3Hbi0 Kpoiitudenpara—Akooda.

Oruonorua. Bo3Oynutenb — HU3KOMOJCKYISAPHBINA TpoTeuH, PrP
(Prion Protein), MmeMOpaHHbIIA O€JIOK; ero Komupyer reH Prnp. PrP
O0HapyXeH Yy MHOTUX MJICKOMUTAIOIIMX, ITHUL], TPOXKEBBIX I'PUOOB.
B skcnepumeHTe yCTaHOBJIGHO, UTO yoajieHWe reHa Prup Aenano Xu-
BOTHBIX HEBOCIPUUMYMBBIMU K TpUOHHOW WHbeKuuu. [IpuoHOBBIH
0eJIoK OOHapyXeH He TOJIbKO B HEPBHOM, HO M B APYTMX TKaHSIX, Ha-
MpUMEP, B MBIIIIIAX.

IIpuonnast ungekunonHas dopma PrP (PrPSc) uMeeT CTpoeHME,
MIEHTUYHOE HOPMAJbHOM KIEeTOUHOM ¢opme (P,P€), HO ominyaer-
cd KoHdopMaluei, T.e. IPOCTPAHCTBEHHON CTPYKTYpOH MOJIEKY-
Jbl. BeaenctBue m3amMeHeHHON KOHGMOPMALMU MOJIEKYJbl MaTOreHHbIN
MPUOH-TIPOTEUH YCTOMYUB K NEMCTBUIO MpPOTeas, Pa3IudHbIM (pr3nde-
CKVM BO3IeHUCTBUSAM. Tak, OH cCOXpaHseTcs MpU KUIsyeHuu o6oiee 1 4,
MPU BBICYIIMBAaHUM — B TeYEHME 2 JIET, Fopa3no yCTOHIMBEE BUPYCOB K
cruprtam, popmanpaeruny, kucioraMm, Y D-obiydyeHuto, raMMa-aydyam,
TUAPOIN3Y (hepMEHTAMMU.

OmuaeMuoorua. MICTOYHUKOM MaTOT€HHBIX MPUOHOB MOXET ObITh
HUX HOCUTEJIb — OOJIbHOU 4YeJIOBeK WJIM KOpOBa; HE MCKIIYEHO, UYTO
W Jpyrue XUBOTHBIE, MOJBEPXKEHHbIE Ty0UaTOl AHIIE(hATONATUH.

PacrnipocTpaHeHue B mociaenHee BpeMsl «KOPOBLETO OEIIeHCTBa» Cpe-
I XKUBOTHBIX OOYCJIOBJIEHO NMPOMBIIUIEHHBIM TPOM3BOACTBOM U Mac-
COBBIM MCITOJIb30BaHUEM IS KOPMJICHUS TMIIEBBIX A00aBOK, COAEp-
KalllMX >KUBOTHBIN OejioK. JIJIsi MPUTOTOBJICHUSI 100ABOK MCITOIb3YIOT
BCE YaCTH Tejla pa3jIMYHbIX MaBIIMUX XKMBOTHBIX, BKJIIOYash MO3T, KOCTH,
MBILIILIBI. 3apaxkeHue YyeoBeKa MPOUCXOAUT NP YIOTpeOJEHUM MO3ra
U Msica OOJIBHBIX MJIM 3apa’k€HHBIX KOpoB. BO3MOXKHOCTH 3apakeHus
MIpU YIIOTPEOJIEHUM MsICa IPYIUX KUBOTHBIX, a TAKXKE MOJIOYHBIX IIPO-
IYKTOB HE JOKa3aHa.

YesoBeK MOXET ObITh MCTOUHMKOM BO30YIUTEJI TIPU MMILIAHTALIMU
BHYTPUUYEPENHBIX 3JIEKTPOAOB, MPU APYTHUX HEUPOXUPYPTUIECKUX BMeE-
1IaTeJIbCTBAX B CIyyae UCIOJIb30BAHMS HEAOCTaTOUYHO MPOCTEPUIM30BAH-
HOTO MHCTPYMEHTApUsl, MPpU Mepecaake poroBUlIbl, JEUEHUU FOPMOHAMU
poCTa ¥ TOHAIOTPOIIMHAMU, TTOJIYYEHHBIMU U3 TUITO(DU3a YyeIoBeKa.

OmHako A0 TMOCHEIHUX IBYX AECITUIETUII OCHOBHYIO Maccy Mallu-
eHTOB ¢ OoJyie3Hbl0 KpeliTidenpara—SIkoda cocTtaBuia criopaguyeckast
(opma, Bo3HMKAlOIIAsA, BEPOSITHO, B pe3yjbTaTe CIOHTAHHON TpaHC-
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¢dopMmanuu HopmaiabHoro PrP¢ B maronmormyeckuit PrPSc. Bo3moxHa
MyTallysi B IreHe, KOAUPYIOIIeM CHUHTE3 IPUOHOB, Iepeaaroliascs o
HaceAcTBy (ceMmeliHble (opMbl 00JIe3HM). DTU JUIIA MOTYT ObITh HC-
TOYHUKOM STPOTeHHOM (opMbl 60sie3HU. Bompockl BOCIIPUMMYUBOCTU
K 0Ooznesnu Kpeiitudeapara—Akoba u3ydeHBl ILIOXO0. DKCIEPUMEH-
TaJbHO MOKa3aHO, YTO MHUUMpYIOLIas 1032 IpU dHTepaJbHOM 3apa-
KeHUM B MUJUIMOH pa3 OoJibllle, YeM IpU MHTpalepeOparbHOM. PrPSc
He o0JiafaeT aHTUTCHHBIMU CBOMCTBAMU, IMMO3TOMY MMMYHHasl CUCTEMa
crnenrdUyeckd Ha Hero He pearupyeT. CylllecTBeHHasl pojib B Pa3BU-
TUM 0O0JIE3HU MPUHALICKUT FeHETUIECKUM (paKTopaM.

IIaTorene3. IIpoHuKas B MuUllleBapUTEIbHBIN TPAKT, IMIPUOHBI 3aXBa-
THIBAIOTCSl JIMMMPOUIHBIMU 3J€MEHTaMU TOHKOW KUIIKH, 3aTeM Ipo-
HUKAIOT B JPYrde OpraHbl JUM(MATUYECKOU CUCTEMBI, Il€ BO3MOXKHO
UX HakoruieHue. Jlajee OHM TONamalOT 4Yepe3 HEepBHbIE OKOHYAHUS
B aKCOHBI, TJ¢ MPOUCXOIUT UX JajbHeiilee HakoruieHue. [locae aToro
MPUOHBI HAYMHAIOT MPOABUTAThCS K CIIMHHOMY U TOJIOBHOMY MO3TY.
B akcnepuMeHTe MoKa3aHO, YTO TMOpaxkeHHbIE OpraHbl MOTYT COAEp-
xath 10 10x10° MHGEKIMOHHBIX eqUHUI] B 1 T, OMHAKO MaTOJIOTHYe-
CKM€ M3MEHEHMS BO3HMKAIOT TOJbKO B TOJOBHOM Mo3re. Bo3MoxkHO,
OlHA W3 TPUYMH M3OBITOYHOTO HakorieHus: npuoHoB B ITHC — wux
YCTOMYMBOCTH K ACHCTBUIO MpoTea3. HakormieHue yacTuil IpMOHOB Be-
JeT K HapyllleHUIo (GYyHKIIMI HEHPOHOB, a 3aTeM K UX I'MOelu, YTo CO-
MPOBOXAAETCS Pa3BUTUEM COOTBETCTBYIOIIECl HEBPOJOTUYECKON CHUM-
MITOMAaTUKU.

ITatomopdonornyeckue m3MeneHusi. BbIsBIeHUE 3TUX W3MEHEHUIt
UMeeT pelllarollee JMarHoCTUYeCKoe 3HaueHUe, TaK KaK METOAbl MpU-
>KMU3HEHHOM AMAarHOCTUKU HAXOASITCS B CTaIUM pa3paboTKu. MaKpocKo-
MUYECKU OTMEYalOT YMEHbIIIEHNE MAacChl MO3ra, YILIOIIEHUE WU3BWIMH.
MUKpOCKOIIMYEeCKHEe M3MEHEHUS T'OJJOBHOTO MO3ra XapakKTepHM3yIOTCS
YEThIPbMST KIIACCUYECKUMM MPU3HAKAMU: IYOUaThIMU (CIIOHTHUO3HBIMM )
U3MEHEHMSIMHU, YMEHbIIICHUEM KOJMYeCTBa HEHPOHOB, Mposndepalu-
el acTpOIIMTOB, 00pa30BaHUEM aMUJIOUIHBIX OJISIIEK.

IIpu MUKpPOCKONUU B CEPOM BEIIECTBE KOPbI TOJIOBHOTO MO3Ta BbI-
SIBJITIOT MHOXECTBO BaKyoJieli pasmepoM A0 50 MK, KOTOpbie MOTYT
CIIMBAThCs, 00pa3ysl MUKPOLIMCTHI. AHAJIOTMYHbBIE U3MEHEHUSI OOHapY-
>KMBAIOT B 00JIACTM T'MIIIIOKaMIIa, TTOAKOPKOBBIX MAHIJIMEB, TaJaMyce U,
KakK IpaBUJIO, B KOpe MO3kKeuKa.

DT U3MEHEHHUSI COINPOBOXIAIOTCS IPOTPECCHUPYIONIUM yMEHbIIIe-
HUEM KOJMYeCTBA HEMPOHOB, KOTOpHIE 3aMElIAlOTCsS acTPOLIMTaMU.
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M B coxpaHUMBILIMXCSI HEMpOHAX, U B MPOJIUMPEPUPYIOLINX aCTPOIIUTAX
BBISIBJISIIOT AUCTpOGUUECKHe U3MEHEHUS.

IIpu 6one3nu Kpeittidenbara—Akoda Hepeako B BElIECTBE MO3ra,
0COOEHHO B KJIETKaX MO3XeuKa, TPOMCXOAUT 00pa3oBaHUe aMUJIOMIHBIX
onsiex. BaxxHo orMeTutb, uto npu 6one3nu Kpoirtiudenbara—idkooa,
a TakXe JPYTMX MPUOHHBIX OOJIE3HSIX, B OTJIMYME OT MEIJIEHHBIX MH-
dexuuit ITHC BupycHoO# 3THONIOrMM, HE OOHAPYKUBAIOT NEMMEIMHU-
3allMA HEPBHBIX BOJOKOH M 3aMETHOTO MOPaK€HUsI CIIMHHOTO MO3ra.

Kmunuyeckaa kaptuna. BoiaessioT yeTbipe (popMbl 0OJE3HU:
CIIOpPaANYeCcKylo;

CEMEVHYIO;
SITPOTEHHYIO;
HOBYIO «aTUITUYHYIO (DOPMY».

Cnopanuueckas ¢opma 00Je3HM B IPOIIOM OblIa TOMUHMPYIO-
1eit, 3adboneBaeMocTh coctapisiia 0,5—1,0 Ha 1 MJIH XuTeseil, BO3pacT
0o0sbHBIX OT 17 mo 82 nert, vyamie 35—75 neT. JimTeapbHOCTb 0OJIE3HU
COCTaBJISIET OT HECKOJIBKMX HEIeJb 10 8 JIET, B CPEAHEM OKOJIO 6 Mec.

HacnenctBeHHy0 nepegauy 6oyie3Hn Habmogaior B 10—15% cemelit,
B KOTOPBIX cliydyaud 0OJIE3HU PETMCTPUPOBAIA paHee.

StporeHHble 3apaxkeHus1 peaku. Bo3pacT 6osbHBIX paznuyeH. MH-
KyOallMOHHBIN TepUoJ 3aBUCUT OT MeXaHM3Ma 3apaXeHUs U APYTUX
(hbakTOpOB U cocTaBsIeT NIPU BHEAPEHUM BO30OYIUTENST HEIOCPEICTBEH-
Ho B IIHC ot 10 mo 30 mec, a npu 3apakeHUU MpPHU JICYUEHUU TOPMO-
HaJbHBIMU IIperiapaTaMu JOCTUTAeT 5 JieT 1 Gosee (oo 35 mer).

«AtunuyHas ¢dhopMa» 00Jie3HU, BO3HHUKAIOIAs, BEPOSTHO, BCJEI-
CTBHME AJIMMEHTApPHOIO 3apaXeHHUsl, XapaKTepusyeTcs 0oJiee MOJIOIbIM
BO3pacToOM OOJIbHBIX U HEKOTOPHIMU OCOOEHHOCTSIMU TeueHUs1 0oJie3-
HU. MHKyOallMOHHBIN TEPUOA TPEATNONOKUTEILHO MOXET JOCTUIaTh
20 net. B pazBuTtuu 310l (hOpMBI 0OJIBIIIOE 3HAYEHUE TTPUAAIOT TeHOTU-
MUYECKUM OCOOEHHOCTSIM MH(UIIMPOBAHHBIX.

KnuHuyeckasi kapTuHa ©00J€3HU CKJIamblBaeTCs U3 TPeX CHHAPO-
MOB:

® PAcCTPOMCTBA YYBCTBUTEJIBHOCTU M MOPaKEHUSI OPTaHOB UYBCTB;

e JIBUraTeJIbHBIX PACCTPOMCTB;

e HapylLIEHUS TICUXUKU.

JdwnHaMmuyKa pa3BUTHUs 00JIe3HU pa3zHOooOpa3Ha. Yallle paHHUMM CHM-
NTOMaMu OBbIBaIOT HapyIlIeHUs] KOPKOBBIX (MYHKLMH — CHIKEHUE Ma-
MSTH, BHUMAaHUS, yTpaTa Mpo(ecCHOHAIbHBIX HABBIKOB, allpakcus,
MoOTopHas adasus, TaLIIOLUHALIMKA, OeMEHLIMS, 3pUTeIbHas arHo3us,
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HapylleHUs MOBEeIeHUs Y AMOLIMOHAIbHBIE pacCTpoiicTBa (amaTus, dii-
dopust). MeHee TOCTOSIHHBI ceHCOpHas adasus, ajJeKCcus, HapyleHUs
CXEMBI Tena.

W3 gBuraTesbHBIX pacCTPONCTB HAOIIOMAIOTCS CMACTUYECKUE WIN
BSJIbIE Tape3bl, Ta30Bble PACCTPOMCTBA, HapylleHUWe KOOpAMHAIIUU
IBIDKEHUM, aTaKCUsl, TUIIEpKUHE3bl, nu3apTpusd. [lopaxaioTcs riazon-
BUTaTeJIbHBI M 3pUTEIbHBIA HepBbl. HapylllaeTcsd MbIILIEYHBIN TOHYC,
BO3MOXHO pa3BUTHE MapKuHcoHu3Ma. CHuxXaeTcs OoJieBasi, TeMIiepa-
TypHas, TaKTWJIbHAs W TIyOOKas 4yBCTBUTEJbHOCTb, BO3MOXHBI MBbI-
LIeYHbIe 0OJIM U MapecTe3uu. XapaKTepHO IMOJHOE OTCYTCTBME OOIIMX
UH(EKIUOHHBIX CUMIITOMOB, MAaTOJOTMYECKUX HM3MEHEHMI B KPOBU
U BOCHaIMTENbHBIX u3MeHeHuit CM2K.

Junarnoctuka u mcddepennuansias mmarnoctuka. KinHudeckuil aua-
THO3 HOCUT MPEAIOJOXUTEIbHBINA XapaKTep, ero MOATBEPXKAAIOT TOJBKO
ouoricueid Moara. [Ipyrue MeTonbl IMarHOCTUKU pa3padaTbiBatoTcs. I1pu-
OHBI MOT'YT OBITb OOHAPYKEHBI B TMM(MATUIECKUX y3JIaX U IPYTUX OpraHax.
OKOHYaTeJIbHBIM 1MarHO3 YCTAaHABIMBAIOT TOJBKO Ha ayTOIICUMU.

Cyl1iecTByeT KJIMHUYECKOE CXOJACTBO C NPYTMMU MEIJIEHHBIMU WH-
dexuuamu ITHC, npeceHunbHOI nemeHIUel, 6one3Hblo AlblreiiMe-
pa, JefikosHIeDaTuTaMu, 00bEMHBIMU TIPOLIECCAMU TOJIOBHOI'O MO3ra.

Jleuenne. JleueHne cCUMNTOMATUYECKOE U MTAaTOT€HETUYECKOE.

IIporno3. IIporHo3 Bcerma HeOJArONPUSITHEIN.

IIpodpunakTuka. [IpoduiakTika COCTOUT B MPOBEACHUU KOMILICK-
ca CaHUTapHO-BETepUHAPHBIX MEPONPUATUI (YHUYTOXEHHE WHGU-
LIMPOBAaHHBIX KMBOTHBIX, OTKA3 OT MUILUEBBIX JA00ABOK, COAEpKAIIUX
>KMUBOTHBIN O€JIOK, 3alpeT Ha BBO3 IOAO3PUTEIBHOIO Msica U3 CTpaH,
BXOISIIMX B TPYMIY pUCKa, MCCIEIOBAaHUE MSCHBIX TYII Ha HaJMYUe
MIPUOHOB).

KOHT,OOﬂbele BOrpocCkl

o JlaiiTe ompeneieHUE IMOHSTHSI.

e YKaxXuTe ee pacrpoCcTpaHEeHMUE.

e OnuIINTE BUPYCHBIE MeIJIeHHbIe MH(MEKIIMU U IIPUOHHBIE 00JIe3-
HUM, OCHOBHBIE MeUIEHHBIC MH(MEKIIMY BUPYCHON 3TUOJOTHUU.
OnuiuuTe MOAOCTPhIN CKIEPO3UPYIOIIUI MaH3HLIedaInT.
OnuiunTe OCHOBHBIE TPUOHHBIE OOJIE3HMU.

Onuiuute 6osne3Hp Kpeitudenbara—Skoba (pacrpocTpaHeHUe,
STUOJIOTHS, IIPUOHBI, TTATOJIOTNYECKUE TIPUOHBI). KakoBBI amnume-
MMOJIOTMYECKHNE BapUAHTHI?





