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OeImIeHCTBA KOPOB — Y KPYITHOTO POraToOro CKOTa, CKPEIH — Y OBEIl U Ip. Bee 91w 60JIe3HN NMEIOT JTHTEIbHBIC
MHKYOaIlMOHHBIC TIEPHOJIbI, HO OBICTPO TPOTPECCHPYIOT C MOMEHTA KIMHUYECKOTO Jie0roTa 3aboneBanus. Bee
MIPUOHHBIC OOJIE3HN CMEpTEIbHBIE, B HACTOAIICE BpeMs (D(PEKTUBHBIX METOJOB HMX jeueHHs HeT. OnHaKko Ha-
KOIIJICHHE 3HAHUI 00 WX MaroreHese B MOCIICIHUE TOABI MOKET MTPUBECTH K pa3paboTke 3PPEKTUBHBIX METO/IOB
npoduiakTUKy U JledeHus B OnuokaiimeM OyayIem.
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The prion diseases are a large group of related neurodegenerative conditions, which affect both animals and
people. They include Creutzfeldt-Jakob disease and Gerstmann-Straussler-Scheinker, fatal familial insomnia,
kuru in humans; bovine spongiform encephalopathy, or mad cow disease, in cattle; and scrapie in sheep etc. All
these diseases have long incubation periods, but they are typically rapidly progressive once clinical symptoms
begin. All prion diseases have common early manifested ophthalmic symptoms. All prion diseases are fatal, with
currently no effective form of treatment. However, increased understanding of their pathogenesis has recently led
to the promise of effective prevalence and therapeutic interventions in the near future.
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TpancMUCCHBHBIE CTOHTHO(QOPMHBIE SHIIe(aTonaTum
(TCB) — yHHUKaJIbHBIC NMPUOHHBIC 3a00JCBAHHS MOTYT
OBITH HACIEICTBEHHBIMH, CIIOPAANIECKIMU U MH(EKIH-
OHHBIMHU. VIX CHMIITOMBI CTAHOBSATCS OYEBHIHBI, KOTJa
JIeYeHre POBOUTD yXKe MO3/HO, U COCTOSHIE OOJIILHOTO
CTPEMUTEIBHO YXYIIIACTCS.

Boszoynurenem TCD siBisieTcst MpUOH, TOYHEE TOBOPH,
€ro aHOpMaJIbHast pa3HOBHIHOCTH. HopMaibHbIE TPHOHEI
MIPUCYTCTBYIOT BO MHOTHX HYacTAX Teja, 4Yallle BCEero B
nenTpansHoi HepBHOH cucteme (LIHC). Uenosek moxeT
661t nHpUIMpoBaH TCO nByms nyTtsamu. Hacnencrsen-
HBIH ITyTh — 3TO Nepeaaqu o Menento (ayToCOMHO-/10-
MUHAHTHBIN TUI HACJTIEIOBaHMSI); TPAHCMUCCUBHBIN MTyTh
(amMMeHTapHBIN, TeMaTOTeHHBIH, MPHU TPAaHCIUIAHTAIIUH
OpraHoB W TKaHe# U Ap.). [lodToMy His HEKOTOPHIX Ka-
TErOpUi o[, Y KOTOPBIX JOCTYI K IpernaparaM [ia3
(cknepa, poroBuIla), KPOBH M IpemaparaMm W3 KpOBH U
TKaHEW MO3ra, XpsIei, KOCTEHN SIBISIETCS )KU3HEHHOU TN

npo(eCCHOHANBHON HEOOXOOMMOCTBIO, K COXKaJICHHIO,
sBIIsIETCS He Beerma Oe3omacHbIM. TCD — yHUKaIbHBIC
3a0011eBaHMsl, KOTOPbIE SBIAIOTCS M WHPEKIIMOHHBIMHA U
HACJIe/ICTBEHHBIMHU OTHOBPEMEHHO.

Hawubonee u3sectnoit n3 TCO — 310 Goneszns Kpeiir-
udenpara—silkoba (BKS), koTopas npeacrasieHa cieay-
IOIMMH (pOPMaMHU: CIIOPAANYECKasi, ceMeiHasl, ATPOrcH-
Has 1 HOBBIN BapuaHT BKS (HBBKSI), koTopast Bo3HUKaeT
TIPH YIIOTPeOICHUH B ITUIIY MSACHBIX TIPOTYKTOB, IIOTyYeH-
HBIX OT 3apakeHHBIX KOopoB [1, 2]. Bee atu ¢popmer BKS u
3apasHbl, U cMepTenbHbL. OTHAKO HAaNOOIBIITYIO ONTACHOCTh
B IUIaHE Pa3BUTUS IUIEMHUHU NPEJICTABISIOT JIBE MOCIIE-
HHUE (HOPMBI — ATPOTCHHAS M HOBBIH BapuaHT [3—o0].

B 1920 r. Hemeuxuii HeBposor [anc I'epxapn Kpeiit-
QEIpAT BIEPBBIC OmMucal 3a00JieBaHWE Y TAlUCHTA C
MPOTPECCUPYIONINM CcIa0OyMueM (ieMeHIHeil) u paHHel
ero cmepthio. B 1921 r. neBponor Ansdponc Mapus ko6
OTMETHJI COYETaHHE NPH ATOW MATOJNOTHU NCUXUUECKHX
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HapyIIeHWH C CHMIITOMAMH TIOPaKeHUS TEPeIHUX po-
TOB CIIMHHOIO MO3ra, SKCTPAUPAMUIHON U MUpaMUIHON
CHCTEMBI, U ONpeAenni 3a001eBaHne KaK CHACTUYECKUi
IICEBJIOCKIIEPO3 MM SHIE(ANONATHI0 C PaCCeSHHbIMU
oyaramu nopaxkeHus Tkanu mosra. I[lozxe Inunemeiiep
MIPE/IIOKIIT Ha3bIBaTh OOJIE3Hb 10 UMEHH aBTOPOB, BIIEp-
BbIe OnucaBImIMX ee. [1o WpoHnM CynpObl, MAKeHT, OH-
cannbni [ Kpeitrdensarom, a Takxke 3 U3 5 maueHToB,
orucanHbIx A.M. SIkoOoM, HE OTBEYAIOT COBPEMEHHBIM
kputepusim nuarHoctrku bKA. IlepBoe onmcanue cemeit-
HoH (kiaccuueckoit) Gopmbl BKSI Obu10 cienano Hemell-
KHM TICUXHaTpoM H HeBpomartoimoroM @®puapuxom Mer-
reanopdepom B 1930 1. [7]. [locemyromnume ueciie1oBaHus
noka3zainu, yTo bKS MoxeT BO3HHMKaTh CIIOHTAaHHO, MOKET
nepenaBaTbcsl MHMEKIIMOHHBIM TIyTeM (MCIOIB30BaHNE
IJIOXO CTEPUIIM30BAHHOTO XHPYPTrUUECKOrO MHCTPYMEHTA,
HEJIOCTATOYHO OUUILEHHBIX IMPENapaToB FOpMOHA pocCTa
YeJloBeKa WM C NHIIel), a Takxke 1Mo HacieacTBy. bKSI
COMPOBOXK/TAJIACH THOETIHIO KIIETOK MO3Ta W HAKOIUIEHHEM
0enKOBBIX arperaroB BHyTpH U BHe KieTokK. bKS n aBBKS
SIBISTIOTCST (JOpPMAaMH TPAHCMHUCCHBHBIX CHIOHTHO(OPMHBIX
sHIehaIonaTuii U MPUHAIE)KAT IMEHHO K TPEThEeH IpyT-
ne. VX neficTBre BhIpaXaeTcs B pa3pylICHUH, TPEeUMYyILLe-
cTBeHHO, ceporo BemiectBa [[HC, Bexymemy k Hen30Oex-
HOMY JIETQJIbHOMY HCXOJY.

Hcropus usyuyennss TCI. OTKpbITHE IPUOHOB TECHO
CBSI3aHO C MCTOPHEN OTKPHITHA U CTAHOBICHUS yUCHHS O
MeJIeHHBIX MH(EKIusIX, koraa B 1954 1. B. Sigurdsson
U3JIOKUI Pe3yabTaThl CBOMX MHOTOJETHUX HCCIIECAOBA-
HUH MacCOBBIX 3a00JICBaHWIA Cpelu OBeI (CKperu), 3a-
Be3eHHbIX B 1933 1. u3 l'epmanuu Ha o. Mcnanaus as
pa3BUTHUS KapaKyJIeBOACTBA [8].

B 50-x rogax XX cronetus B niaeMeHu dope, Mpoxu-
BAIOIIEro B TOpHBIX paitonax Ilamya HoBoii ['Bunen pas-
BUJIACH SMUAEMUS Kypy (WU «CMEIOIIAsICSl CMEPThY»). 3a
rox ymupaio oxojo 200 genosek. 3aboneBaiy B OCHOB-
HOM JICTH M YKEHIIUHBI ¥ TOJIBKO 2% B3POCIBIX MYKUHH.
B aTom rutemenn cymiecTBoBasia TPAIULUSA PUTYAITBHOTO
KaHHHOaIM3Ma, B OCHOBHOM JKEHIIMHBI M JAETH MOEanu
MO3T M BHYTPEHHHUE OpraHsl. [Ipu 3TOM IpUTrOTOBICHUE
TPYIOB K MOEAAHUIO TAKXKE OCYLIECTBISIIOCH KEHIITMHA-
MU U 1eThbMH. [103TOMY CITOCOOBI TIepeaadun O0JIe3HH, T10-
MHMO OpaJIbHOTO, TaKHe KaK WHTPAJAEPMaTbHBIA U KOHB-
IOHKTUBAJIBHBIN, TaK)Ke€ MOIJIM IMETh MECTO.

CumnroMsl Kypy ObUTH CXOTHBI ¢ cuMnTomamMu bKS
U TIPOSIBIISUIMCH MPOTPECCUPYIOIIEH TeMEHIUEN, Copo-
BOX/IaBIIelcs OecripuyrHHBIM cMexoM. [Ipu atom, Tak
e Kak B ciydae ckpernu win BKS, B Mo3re 3a0omeBmmmx
ITPOMCXO/IMIIa MaccoBasi THOENb KIIETOK, HAKAIUINBAINCH
OTJIOXKEHHUS arpeTUPOBAHHBIX OEJIKOB M 00Pa30BBIBAINCH
BaKyoOJI, BCJEJCTBHE HYEro MO3r IpuoOperan ryoda-
TYI0 CTPYKTYypy. bojie3Hb HOCHIa MacCOBBI Xapakrtep;
YCIICNIHOM Tepenadeli 3a00eBaHus cCHavYala MIMMIIaH3e,
a Mmo3/Hee W HU3MIMM 00e3bsHaM OblLTa JI0Ka3aHa ee WH-
¢exmonnas npupona [9]. OueHs ckopo OBIIO BHISIBICHO
OO0JIBIIIOE CXOJICTBO MEXIY STHAEMHOJIOTHEN, KIMHUYe-
CKUMH TPOSIBICHUAMHU M NMAaTOMOP(OJIOTMUECKOil KapTu-
Ho npu Kypy, BKS y uenoBeka u npu ckpenu y oBell,
Ha OCHOBAHMHU YETrO CTAJ0 OYEBUAHBIM, 4yTo TCO MoryT
MOpaXkaTh HE TOJIBKO KUBOTHBIX, HO U Jironel [10—12].

Bce mombitkn oOHapyxuth Bo3Oymurenein TCD 3a-
KaHYMBAJINCH HEyJa4eil, XOTs HHPEKIMOHHAS TIPHPOIA UX
Obu1a TOUHO JoKa3aHa. OKazanoch, YTO MpesroIaraeMblit
MH(DEKIMOHHBIA areHT: CIIOCOOCH MPOXOAUTH yepe3 Oak-

TepHaIbHbIE (PHIIBTPHI ¢ TUaMeTpoM Top oT 25 1o 100 aM;
HE CIIOCOOEH pPa3sMHOXKAThCS HAa WCKYCCTBEHHBIX ITHTA-
TENBHBIX CPEAax; BOCHPOMU3BOANUT (PEHOMEH THUTPOBAHUSA
(BBI3BIBACT THOCIH 3aPAKEHHBIX JKUBOTHBIX TPH BBICOKHX
3HAYEHUSIX HHQHUIUPYIOIEei 10361 Uit 50% )KUBOTHBIX —
NJ150); nakarummBaetcs no turpoB 105—1011 M50 Ha
1 T MO3rOBOW TKaHW; CIOCOOCH IMEPBOHAYATBHO PEIPO-
JYIIIPOBAThCA B CENE3eHKE U JPYTHX OpraHax peTHUKYIO-
SHIOTCIHAILHON CHCTEMBI, a 3aT€M B MO3TOBOHM TKaHU;
CIOCOOEH K aJanTallii K HOBOMY XO3SMHY, YTO HEPEIIKO
COIPOBOYXK/IAETCSl YKOPOYEHHEM HHKYOAIMOHHOTO IEePUO-
J1a; XapaKTepH3yeTcsl HAIMYMEeM TeHETHIECKOTO KOHTPOJIS
YyBCTBUTEIBHOCTH HEKOTOPBIX X035€B; UMEET Crienu(ude-
CKHUH (JUI KOHKPETHOTO IITaMMa) KPYT XO3sI€B; MOXKET H3-
MEHSTh MaTOT€HHOCTh U BHPYICHTHOCTD ISl PA3ITHIHOTO
Kpyra X035ieB; MOXKET CEJICKI[HOHUPOBATHCS M3 IITAMMOB
JIMKOTO THIIA; XapaKTepH3yeTcs BO3MOKHOCTHIO BOCIPO-
u3BeeHus (heHOMEeHa HHTepEpEHITNT; 00TaIaeT Croco0-
HOCTBIO K IEPCUCTEHIINH B KYJIBType KJIETOK, TOTyIEeHHBIX
13 OPraHOB ¥ TKaHEW 3apaKeHHOro opranusma [13].
Awmepukanckuii onoxumuk Crewmu b. [lprosunep w3
yauBepcutera Kamupopuun (CaH-DpaHIUCKO), HCIIONb-
3ysl HOBBIE MOAXObI K HAKOIUICHUIO U OYHCTKE WH(EKIH-
OHHOTO HaJaja B MO3TOBOI TKaHH 3apa)KEHHBIX areéHTOM
CKpeIT XOMSKOB, TIOKa3aJl, 4TO BO30OyAWUTEIeM HamOoiee
pacnpocTpanenHoi B mpupoae TCO — ckpenu (3a0oeBa-
HHE, KOTOpO€ B MPHUPOJE BCTPEUAECTCS CPEIU OBELl M KO3)
SIBJISITCSl OC3HYKJICHHOBBIA HU3KOMOJICKYIISIPHBIA (27—
30 x/la) 6enok. Crennu b. [Ipro3unep Ha3Bad ero «uHbeK-
[IMOHHBI TIPHOHHBIH OENIOK», a B Ka4eCTBE HH(EKIIMOHHON
€MHULBI TIPEJUIOKIIT HaMMEHOBaHUE «puon» [14—16].
TepmuH «mproH» 00pa30BaH Kak aHarpaMMa aHTIHMHCKHX
CIIOB «OemnKoBast HHGEKIMOHHAS (YacTura)y» (proteinaceous
infectious (particles), anrit.). Ha ocHOBaHMM MMEBIIUXCS K
1982 1. SKCIIEpUMEHTANIBHBIX TAHHBIX ObLTa CHOpMyITHPO-
BaHa TMPUOHHAS KOHIETIIHs, KOTOpas BKIFOYaja CIEIyro-
ue no3uIny: 1) HH(MEKIMOHHBIM ar€HTOM SBIISICTCS OCIIOK
PrPS, 2) ungeximonnsiii areHT PrPS mMoxer perumimpo-
BaTh ce0s B OTCYTCTBUH HYKJIEMHOBOM KHUCIJIOTHI, 3) IpeBpa-
ieHue Oenka 13 HopMaibHoi Gopmsl (PrP¢) B MH(EKIIHOH-
Hyto (PrP5) mporcxoaut mytem KOHOOPMAIIMOHHOTO TIepe-
xo71a, 4) koHhopMaoHHbIH Tiepexoa PrP¢ B PrP% moxer
TIPOUCXOANTH CIOHTAHHO, TIPHBOAA K CIIOPAINIECKUM (Oop-
MaM MPHOHHBIX Oone3Hell. OH MOXKeT ObITh BBI3BaH MOCTY-
IUICHHEM B OpPraHU3M IaTolnoruyeckoit opmsl PrP5e usBHe
(mproOpeTeHHbIe POPMBI IPHOHHBIX 3a0o0JeBaHmit) [16—
18]. HakoHell, nepexo/i MOXKET MPOU30UTH W3-3a MyTalui
B reHe Prnp, cmocoOcTBytomux oopazoanmto PrPse us PrP¢
(HacmencTBeHHBIE (DOPMBI TPHOHHBIX 3a00JIeBaHwi). BBLTO
obHapyxkeHo, uto PrP¢ comepxut 42% o-crimpareit u 3%
B-cTpykTyp, Torna kak PrP%e comepxur 30% o-criupaineit
u 43% B-crpykryp. BcenencrBue 3TOro mpesrnonokKuIim,
YTO MPUOOpEeTeHUEe MH(EKIMOHHBIX CBOWCTB Oenkom PrP
CBsI3aHO C KOH(OPMAIMOHHBIM IEPEXOIO0M, TIPH KOTOPOM
MPOUCXOANT 0oOpaszoBanne P—ckiamgaroro cios [19]. 3a
oTkpbITHE NPUOHOB B 1997 1. Crenimu b. Iprozunep nomy-
gy HobGeneBckyro mpemuto. JlecsTsb JIeT CIycTs, B SHBape
2007 ., nespomnarosior Jlaypa Manysniauc u ee KoJuiery us3
Henbckoro yausepcureta (CIIA) onmyOnuKoBaiu cTaTbio B
Tpynax HanmonansHoi#t akagemun Hayk (Proceedings of the
National Academy of Science), B KOTOpoii COOOTIHIN, YTO
OHH HAIIUTM BHPYCOMOAOOHYIO YacTHILY, HE COACPIKAIIyIO
HYKJIEMHOBBIX KHCIIOT, MeHee 4eM B 10% KieTok ckpemnu-
WMH(UIMPOBAHHBIX KIICTOYHBIX JIMHUN U JIMHUAH KIIETOK MbI-
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1w, nHumpoBanHoi BKS yenosexka [10]. K Hactosmemy
BpPEMEHH KOHIICTIIHSA MPHOHOB TOIydYMIa yOequTebHbIe
9KCHepUMEHTAJIbHBIE TOATBEpPKAEHUA. TakuMm o0pas3om,
MIPUOH, KaK UH(EKIIMOHHAS €AUHUIIA, COCTOUT U3 MOJICKYJI
MH(EKIIMOHHOTO MPHOHHOTO Oenka. Pe3ynbrarhl ncciemo-
BaHUI MOCEHUX 15 JeT MOJHOCTHIO MOATBEPIHINA TPH-
OHHYTO TIpupoay Bo3Oymureneit TCO 1 Ha ’TOM OCHOBaHUHT
9TH 3a001eBaHUs 0003HAYAIOT TeTeph KaK «IIPUOHHBIE YH-
nedanonarum». [IpuoHbI Upe3BbIYaiiHO YCTONYUBEI K BO3-
JIEHCTBUIO BHEITHUX (hakTopoB [15]. MHaue roBopsi, U3 Bce-
IO YKMBOIO MPHOH MOTUOAET MOCICIHNM.

ItHonorus. [IpuoHHEI OeIOK MOXKET CYIIeCTBOBATH
B 1ByX (hopmax. Ero HopmansHas nm kietouHas Qopma,
o6o3rauenHas kak PrP¢ (Prion Protein of Cell, anrn.), 06-
Hapy>KUBAETCsI B OPraHU3Me BCEX MIICKOTTUTAIOINX, BKITIO-
yas u uenoBeka [20]. Ten, kogupyrommii cunrte3 PrPC, pac-
MOJIOXKEH B KOPOTKOM Iieye 20-if XpoMOCOMBI y YeJIOBEKa
1 2-if XpOMOCOMBI — y MBIIIA. [ €H SBIISETCS BHICOKOKOH-
CEpBaTHUBHBIM M OYE€Hb BHICOKHE YPOBHH €0 IKCIIPECCHU
oOHapyKMBalOTCA B HeiipoHax, rae KoHuentpammsa PHK
1uist PrPC mpumepro B 50 pas Bbliie, uem B Hefiporuu. bo-
Jiee HU3KUE YPOBHU SKCIPECCHH TeHa MOKHO OOHAPYKHUThH
U B Apyrux TkaHsx. PrP-ren perymupyercs B mpouecce
Pa3BUTHS U TOMAEPKUBAET YCTOHYUBYIO SKCIIPECCHIO BO
BpeMs BCell xU3HU opraHusma. HopMasbHbIN TPHOHHBIN
6emox PrPC urpaer upe3BbIYaiiHO BaKHYIO POJTb B JKH3HE-
JIeSITeIbHOCTH OpraHn3Ma: OH y4acTBYeT B IIepesiade HepB-
HBIX UMITYJILCOB U, CaMO€ TIaBHOE, KJICTOYHBIM PHOHHBII
0€JI0K UrpaeT ONPEEIISIONIYIO POib B MONACPKaHUU LIUP-
Ka/IHBIX PUTMOB, PETyJINpPYs CyTOUHBIE MKl aKTHBHOCTH
Y TIOKOS1 B KJIETKaxX, OpraHax M B OPraHU3Me B IEJIOM.

B opranuszme ntozeii 1 KUBOTHBIX, cTpajgatomux TCO,
MIPUOHHBIN OETOK OOHAPYKUBAETCS B Apyroit popme, 000-
3HayaeMoil kak PrP%. TlomoGHast abOpeBuarypa o0yciioB-
JIEHA TeM, YTO MPUPOIHBIM pe3epByapoM MH(MEKIIMOHHON
(hOpPMBI TIPHOHOB CITY’KaT OBIIBI M KO3BI, Y KOTOPBIX CITOH-
TaHHO MOYKET Pa3BUBATHCS yKE YIIOMSHYTOE BBIIIIE 3a0071e-
BaHME TI0]T Ha3BaHHUEM «CKpenm» (Scrapie, aHri.). [ pymma
MIPUOHHBIX 3a00JI€BaHNI BKITIOYACT TaKHe O0JIe3HH JKUBOT-
HBIX, KaK )K€ YIIOMUHABILASICSI BBIIIE CKPETIH OBEIl U KO3,
TPaHCMHUCCHBHAsL SHIle(anonaruss HOPOK, XPOHHYECKas
M3HYpSIIOIIast 00JIe3Hh HEKOTOPBIX BUIOB OJICHEH U JIOCEH,
ryOokooOpa3Has dHIedanonarus KomeK u ryokooopasHas
sHIe(aToNnaThst 3K30THYECKUX KOMBITHBIX; KPOME TOTO,
3a00neBaHe MOpaXkaeT KPYMHBIA pPoOraTelif CKOT, Y KOTO-
OO MOXKET Pa3BHBAThCs OBIUUI CLIOHTMO(POPMHBIHN SHIIE-
¢danmut (bCD) nnn «6oie3Hs OenieHoi KopoBsD» [12]. Yue-
HBIE moJararoT, uto bCDO, mopakaromuii 0codelt KpyImHOTro
pOraToro CKoTa 1 4eoBeKa, MOXKeT OBITh Ootee 3apa3HbIM,
geM Bo30yauTenu TpagunuoHHbX TCO. TCO ycranosme-
Ha TaKXe y 300I1apKOBBIX KUBOTHBIX: aHTUJIOIN, OJIEHEH U
JIOMAIIIHUX KOIICK, B KOPM KOTOPBIX JOOABISUTUCH MSICO-
KOCTHAsi MyKa U MSICHbIC KOHCEPBBI, COAEPKABIINE «CKPE-
nunonoOHbId areHT» [21]. MHTepecHbIe DaHHBIC OBLTH
TMOJTyYEeHBI TIPH SKCIIEPUMEHTAIBHOM 3apaXKEHUH CBUHEH
BCD, xornma 3aboneBanne BO3HMKAJIO TOJNBKO TPH MapeH-
TepaJIbHOM BBEAEHHM MarepHaja OOJBHOTO YKHMBOTHOTO.
CBUHBHU OKa3aJIMCh HEBOCIIPUMMYHUBBI K 3200JICBAHUIO TIPH
OpalIbHOM IIyTH BBeAEHHsS HH(MEKIIMOHHOTO MaTepHaa.
OTOT (hakT MMEeT OYEeHb BaKHOE 3HA4YeHHe, TaK Kak IIH-
POKO HCIIONIb3YEeMbIi B KIIMHUYECKOH MpaKTHKe IMpernapar
1epeOpOIIM3HH MOTYYeH U3 MO3Ta CBUHEH.

Brieprie MaccoBoe 3a0oneBaHNe KOPOB OEIIEHCTBOM
3aukcupoBaiu B cepenune 80-x rofoB B BemukoOpura-
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HuH. 3a00JeBIINe KOPOBHI HadWHAIM ceds CTPaHHO Be-
CTH: HE OPHEHTHUPOBAINCH B TIPOCTPAHCTBE, Y HUX Hapy-
I1a1ach KOOpAWHALMS JIBIKeHHs. Bekope oHM ymupamiu.
IIpn BCKpBHITHM OKa3bIBAJIOCH, YTO MO3T JKUBOTHBIX OBLI
nono0eH IyOKe, M03TOMy OOJIC3Hb M Ha3BaJld CIIOHIHO-
(hopmHoit (ry0uaroit) samedanonarueis. [Tuk 3aboaeBanus
npumescss Ha 1992 r., Gone3Hp mopaxaina eXeroaHo Je-
CSITKH THICSIY KMBOTHBIX U MPUBEJa K KPU3NCY CEITCKOTO
xo3stiicTBa BenukoOpurtanuu. C BBeAEHHEM CaHUTAPHBIX
Mep YUCII0 OOJIBHBIX KUBOTHBIX B BennkoOpuranuu pesko
CHHU3MJIOCH, HO 00JI€3Hb CTalld PErUCTPHPOBATh B JIPYTHX
crpanax: Wpmanauu, Ilopryramum, IIseinapuun, ®pan-
uuu, benbrun, I'epmanuu, Urtanuu, Kanane, Hunepnan-
nax, Cnosakuu, Yexuu, SAnonun, benapycu, Poccuu u nip.

B 1994—1997 rr. ot ry6uatoil >HIedanonaTuu Ha-
Yaau ymuparhb Jroau. Ilepsole ciaydaun 3a0oieBaHus BO3-
HUKJIM B AHDIUM Y HOAPOCTKOB. DTy 0OJIe3Hb HA3BAJIU
HoBbIM BapuanToM BKS (#BBKSI) [21]. Kak yka3aHo BbI-
me, criopaguaeckast popma BKS Opura onmcana B 20-x
rogax XX Beka U BCTpeyaslach JOBOJIBHO PEJKO — OJIUH
city4aid Ha MHUJUIHOH xkuteneil. Hoblil Bapuant KA oka-
3aycst Oonee ryouTeneH — ObIIO JO0Ka3aHO, YTO OT HETO
3a 5 neT TonbKo B BenukoOputranuu ymepio 86 4enoBek.
Bospact 60ibHEIX Kontebancs ot 16 mo 40 jet. 3abomnera-
emocth HBBKSI 3nauntensHo BhIe B BennkoOpuTannmy,
Cnosaxuu, M3paune u Yunu. ITokaszano, uro B M3panne u
Crnoaxun 3a060neBaeMocts HBBKS B 60—100 pa3 e,
YeM CpeHss B MUPOBON MOMYJNALUM, YTO CBSA3BIBAIOT C
BBICOKOH "acTtoTol MmyTtanuu B 200 xogoHe rena Prnp [2].

B cragax kpynHoro poraroro ckora bCO mnepenasa-
Jack, KOT/A KUBOTHBIE MOTPEOIISUTH KOPM, COAEpIKaIInit
MSICO WJIM OpraHbl OBell, 3apaxkeHHbx TCO, nocie noena-
HUS TIOCJIE/IOB, COACPIKAIINX BO30YANTENb.

Cnyuyan HBBKS, 3adukcupoBannbie y nronei, Obuin
CJIEZICTBUEM MOTPEONEHNUS MICHBIX MIPOTYKTOB WU MPU-
MEHEHHS JIEKapCTBEHHBIX TPETapaToB U3 TKaHeH )KUBOT-
HBIX U3 cTajaa, nHpurmpoBanaoro bCH [22]. K tkausaM ¢
BBICOKMM pHUCKOM TpaHcmuccuu BCD i yenoBeka oOT-
HOCSIT: 4eper KPyIHOIo poraroro CKoTa, ma3Hble s0I10-
KM, TOJIOBHOW M CIIMHHOW MO3T, YE€pPEMHO-MO3TOBBIE HE-
PBBI, CIUHHOMO3I'OBbIE HEPBBI, KUIIEYHUK, KPOBb, MSCO,
JKEJIATUHOMOT00HBIE CYyOCTaHIINH.

YeroBek moaBepracTcsi HAaMOOJBINEH OTaCHOCTH OBITH
3apaXeHHBIM NPH UMIUIAHTAllMH TKAHEH B y4acTOK, OJH3-
KHH K MO3TY, IPUMEHEHNH NTPENapaToB U3 MO3Ta WIIH KPOBU
3apa’KeHHBIX KMBOTHBIX JIMOO P HEJOCTATOYHOM 00€33a-
paKMBaHUU XUPYPrUUEeCKUX HHCTPYMEHTOB. BBeneHue nn-
(bMIMpPOBaHHBIX TKaHEHW B MO3T MPUBOIHT K KpaTdaniieMmy
HMHKyOanmoHHOMY Tiepuomy — ot 15 1o 20 mec. Benenne
K€ 3apaKEHHOTO MaTeprajia B MBIIIITy BIIedeT 3a COOO0H me-
puon ropazno 6onee muTenbHbI — OT 5 10 30 net. [Tpu
HPsIMOM BO3ZIEHCTBUH Ha MO3I YeJIOBEKa 3apayKeHHBIM XH-
PYPrU4ecKUM MHCTPYMEHTapUEM WU NIPU UCIIOIb30BaHUN
3apa)keHHBIX BHYTPHUMO3TOBBIX 3JIEKTpOdHIE(aIorpadpu-
YEeCKNX JJIEKTPOJOB CPENHSAS UTUTEIBHOCTh HHKYOAITH-
onHoro nepuoaa bK4 cocrasnser 18—20 mec [95% JAU:
15—28]. 13BecTHs! 2 cinyuas 3apaxeHns bKS monombix
Jroziel, CTpafaroIuX SMIISNTHIECKUMU TPUIaJKaMH, B
1977 r. B pe3ynbrare BKUBIECHUS UM 3JIE€KTPOJOB, MPEJ-
BapHUTENTLHO UCIIONB30BABIIHXCS IS CTEPEOIIIEKTPOdHIIe-
(hanorpadun y 0016HOM, BIToCTIeACTBIH yMepiei ot BKSL.
OnucaHsl cilydan 3apakeHHs Helpoxupypra, Heliponaro-
Mopdoriora, 1ByX Ja0OpaHTOB-THCTOJIOTOB, JBYX Bpadei,
OJIHOTO JAQHTHUCTA U JIBYX €r0 MaljeHTOB.
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[Ipn wMmmmanTanuu TKaHed (HarpuMep, pPOTOBHIIBI
I71a3a, TBEPIOM MO3TOBON 00O0JIOUKH) B YIACTKH, OIH3KHE
K MO3TY, CpeJHUH WHKYOAIMOHHBIN TEPHO COCTaBISET
17 [95% OAU: 16—18] mec u 5,5 [95% AU: 1,5—12] net
cooTBeTCcTBeHHO. Tak, Bnepsbie B 1974 1. y 55-netHeit
JKSHIIIMHBI JOCTOBEPHO YCTAaHOBJEHA Iiepenaada BO30y-
quTens ot JoHopa (kotoperid ymep ot bKS) mpu omepa-
LMK TIepecajKu poroBUlbl U pa3BuTHs depe3 18 mec y
penunuenta bKA; orMeuaroTcs HEOMHOKpATHBIE Cllydan
3apakeHUsl B PE3yJibTare Mepecajku TBEPAOU MO3roBOM
o0onouku. B mocneanue rogsl BOSHUKIN 000CHOBAaHHbIE
OITaCeHHS IPYTUX CIIOCOOOB TPAaHCMHUCCHH TIPUOHOB BBU-
Iy BBISBJICHUS TIPHOHOBBIX BKIIIOYEHUH B TKAHIX MHUHIA-
nuH. Takxe onucansl ciaydan nHbumposanus bKS mpu
MIpUMEpPKe KOHTAKTHBIX JIMH3.

Hawubonbiiee uncno cinyuaeB stporeHHoir bKA 3ape-
TUCTPUPOBAHO Y JIUI, MOTYYaBIIUX YEIOBEUECKUMA coMa-
TOTpONHBIA ropMoH (Oonee 100 YenoBex), U HECKOIBKO
MEHBIIIC — Cpelr OOJBHBIX, JICUUBIIHMXCS THUTO(HU3ap-
HBIM TOHaIOTPONMHOM. OCOOEHHO MHOTO HOBBIX CITy4aeB
3aboneBanust BKSI B pesynbrare 3apaskeHus maroiorude-
CKUM MaTepHalioM, MOJYyYeHHBbIM U3 Tunodusa, ObLIO 3a-
perectpupoBano B CIIA, BenukoOputanuu 1 0COOSHHO
BO ®pannuu [14, 15].

[Ipu MEBEKINAX B MBIIIITY TIperapaToB Turnodusa , mpe-
apaToB Mo3ra (HampuMmep, epedponn3ar), KpoBH KPyITHO-
IO POraTtoro CKkoTa (Harmpumep, HEKOTOpPbIE T€MOCTATHKH,
cofiepkane ObldMii TPOMOWH W ampOTOHWH; PearcHTHI
KYJITHBUPOBAHUS KJIETOK, BKIIFOYasi (peTanbHyrO OBIUbO
CBIBOPOTKY, OBIYMI MHCYITHH, OBIYUI CHIBOPOTOYHBIN ajlb-
OyMUH; aKTOBETHH, KOPTEKCHH) WIH JEPUBATOB KOCTEH Cy-
LIECTBYET TUIOTeTHYeCKUi prck pazsutust bKS, npu stom
MHKYOAIOHHBIN Ieprojt MoxeT focturars 12,5 [95% JAU:
5—30] ner. Cuuraercs, yro uHpuIKpoBaHHbIC TKaHU [THC
OoJiee onacHbI, HeXEIU KpoBb U ee nipernaparbl. Ho B 1997 1.
OBUTO YOSTUTENILHO J0Ka3aHo, uTo Bo30yauTens bKS mpu-
CYTCTBYET B KpOBH M ee mpemnaparax [21]. beuto oGHapy-
JKEHO, 4TO KPHOIIPEIUINTAT, a Takxke ¢pakuun Kona I, 11
n 1l mormu nuduimposars BKS 3n0poByto mbIms. Kpro-
nperuTar (cbipbe a1t VIII akropa) nmen camblii BEICO-
Kui ypoBeHb Bo30ynuTenst HBBKSI cpenn dhpakituii mia3mbl.
DpUTPOIUTHI U JISHKOLIUTBI, B CBOIO OYEPE/Ih, UMENH CaMBbIi
BBICOKHI YPOBEHb BO3OYIUTENS Cpei KOMIIOHEHTOB KO-
Bi — B 10—100 pa3 BeIIIIe, 4eM 11a3Ma u Jpyrue GpaKium.
B xonue XX — nayane XXI Beka yBEIMUUIIOCH YUCIIO CO-
obmienuit o nepemxade HBBKSA npu nepenuBanny KpoBU U
ee nipenaparos [23]. ¥V 1 nmauuenta BKS pasBuiacek nocrne
TIepecasiku TedeHt, 4 xuTens ABCTpaliiy 3a00IIeIH MOCIIe
riepenuBanms KposH, y 1 kanama bKS1 Obiia BeIsBIICHA T0-
clie TIOJy4YeHHUs] M alnbOyMHHA, IPUTOTOBIEHHOTO U3 TOp-
LUK TIIA3MBI, cofieprkatiel kpoBb goHopa ¢ BKS. Onnako
CIICTyeT YUUTBIBATh, YTO KaXKAasl MapTUsi KOHIICHTpaTa MUIH
THIPOIN3aTa KPOBH JIFOJEH U AKUBOTHBIX (KPYITHOTO pOraro-
O CKOTa) WJIM TKaHEeH MO3ra KHBOTHBIX (KPYITHOTO pOraTo-
TO CKOTa) M3TrOTOBIIIETCST U3 KpoBH 20—60 THIC. JOHOPOB.
Xots BKS BecTpedaeTcst 10CTaTOuHO PEKO, CHEUaIUCTh
nomyckarot, uto 13 60 000 1 oHOp MOKET OBITh 3apaxkeH, U
00 3TOM MOXKHO HE 3HATh 10 NPUYUHE JUTUTEIFHOTO UHKY-
OaroHHOTrO TIeprosia. B atom ciryuae GonbHBIE TIOJBEpPra-
FOTCSI ONACHOCTH. BO3MOXHO, CyILIECTBYET OIpeeIeHHbIN
YpOBEHb KOHIIeHTpariu Bo30yauresst bKS1, Himke koToporo
3apakeHus He mpoucxoaurt [24, 25].

HcenenoBanus OKa3bIBaIOT, YTO JIFOAM, Ybsl TEHETHYE-
cKkasi nH(OpMAaIMsT HOPMAIBLHOTO TMPHOHA WJICHTHYHA Ha

00enx XxpoMocoMax, HanboJee nmpeapacnonokens kK bKS
HBBKSI. 'enernuecknii mommmop¢husm, BO3ZMOXKHO, BIUSIET
Ha BOCIIPUUMYHMBOCTH K aHOMAJIbHBIM MIPUOHAM y Pa3Iny-
HBIX JIIOACH U Ha [UTUTEIBHOCTh NHKYOAIIMOHHOTO MEpUOa
3aboneBanus. Cyns 10 BCeMy, TOUSYHbIE MYyTallUKM B TPH-
OHE XO3s51MHAa MOI'YT YMEHbBILIATh WIIM BOBCE CTUPATh MEXKBH-
IoBOM Oaprep. MyTaHTHBIC TIPHOHEI, TT0 BCEH BUIUMOCTH,
00a1atoT HecTaOMIBHON CTPYKTYpOHl M MO3TOMY MOTYT
MOJICTPANBATECS W B3aUMOJICHCTBOBATH ¢ PrP%, uto Hems-
0CXKHO BeIeT K BO3HMKHOBEHHIO 3aboneBanusi [15]. Bcee
9T (DaKThI CIIEAYET YYUTHIBATh [TPU aHAJIM3E BO3MOXKHOCTH
pacrnpocTpaHeH s TaK Ha3bIBAEMOTO KOPOBBETO OCIIICHCTRA.
Ha camom niene, n3-3a MeXKBHIOBOTO Oapbepa BEPOSITHOCTh
Triepeiadr ATOro 3a00JIeBaHMs OT KPYITHOTO POTraTroro CKoTa
YeJIOBeKy paHee MPEACTaBUIach JOBOIBGHO Mamon [12].
OpHaxo B 3aBUCHMOCTH OT TOTO, KaKasi i3 MHOTOYHMCICHHBIX
reHeTH4YeCKHX ()OpM MPHOHA CHHTE3UPYETCs Y ITAHHOTO Ye-
JIOBEKA, BEPOSITHOCTE ero 3aboneBanuss bCD MoxeT OBITh
KaK McYe3arolle Majoi (€CiH CTpyKTypa NMpHOHA JaHHOTO
YeJI0BeKa CHITFHO OTIIMYACTCS OT CTPYKTYPBI IPHOHA OBIKA),
TaK M, HA0OOPOT, OUEHb BBHICOKOHM (€CIIM B CHITy HAKOIIHMB-
HIMXCS MYTAllMid, IPHOH YEJIOBEKA OKAKETCsI CIIOCOOHBIM
B3aMMOJICHCTBOBAThH C JIepEeKTHBIM MPUOHOM ObIKa). B 000-
UX CITyJasix CJIeIyeT OKHIaTh, 9TO WHKYOAIIMOHHBIH MepH-
on y Takoro HBBKSI OyeT 10cTaTouHo MpoIoIKATETIHHBIM.
OnHako B 000M ciTydae J0DKHA BECTHCH padoTa 1o CHH-
JKEHHIO pHicKa epenaun HBBKS [24].

IMarodusuosiorusi. Y yenoBeka, Kak U y KOPOBBI U
HEKOTOPBIX IPYTHX MIIEKOMUTAIOUUX (MBILICH, XOMSKOB,
OBell, MMIaH3e), HeT (PepMEeHTOB, pa3IararolIux MpH-
OHBI C U3MEHEHHOH CTPYKTYpOI, B TOM YHCIIE MaTOreH-
HBIi pron PrP%¢, Ha cocrasmsromue. IToaTomy, momas B
KpPOBb U IPOHUKHYB 4Yepe3 reMaro’HIedantndeckuii 6a-
pbep, PrPS° paHo Wiy O3HO OKA3bIBAETCS HA TOBEPXHO-
CTHU HEHpOHa, e B3aUMOJCHCTBYET C PACTIONOKEHHBIMU
PSAAOM HOPMalbHBIMM IIPUOHAMM, BCIEACTBUE YEro IMO-
CJIeTHUE MEUIEHHO U3MEHSIOT CBOIO ITPOCTPAHCTBEHHYIO
CTPYKTYpY, IpeBpallasich B NaTOreHHbld. M3MeHuBIINe-
cs1 OCNIKU CIIMBAIOTCS B OJIAIIKH, U KiIeTka ruOHeT. Takas
kouBepcust PrP¢ B PrPS¢ mpezacrasiser co6oii moCTTpaH-
CJIALIMOHHBIN MPOLECC, BKIOYAIOIINI ITy0oKoe KOHpOp-
MAaIMOHHOE M3MEHEeHHE, KOTOPOe U SBISETCS (yH/IaMeH-
TaJBbHBIM COOBITHEM, JISKAIIUM B OCHOBE Pa3MHOEHUS
MH(EKIMOHHBIX MPHOHOB. B 3TOM ciy4ae peds ujer oo
U3MEHEHUM TPETHYHON WM JaXKe YETBEPTUYHOU CTPYK-
Typsl ucxomHoro Oenka PrP¢ [20, 26, 27]. Cnenyer mo-
0aBHTh, YTO IIOMUMO IPHOOPETEHHON TPUOHHBIM OEJIKOM
WHGEKINOHHOCTH, IPYTUMH €T0 MPUHIMITAATHHBIMA OT-
JTUYHASMA OT HOPMAJBHOU (KIIETOYHOH) m30(opMBI OKa-
3BIBAIOTCS: MPHOOpETEHHAs BBICOKAsS YCTOHMYMBOCTH K
HarpeBaHuIo, YIbTPapHOIETOBOMY CBETY, TPOHUKAIOIIEH
paavanuu U nepeBapuBaroliemMy neucTeuio nporeassl K.
Ha stom ocHoBanuu cam Crennu b. [pro3unep nan Hau-
Ooiee JTAaKOHWYHOE OTNpENeNeHNe TOHATHS «IIPHOHY,
OTIPE/IENTUB €T0 KaK «Mayio OeIKOBYI0 WH(EKIIMOHHYIO
YaCTHILY, yCTOWYHNBYIO K MHAKTUBUPYIOIIUM BO3/I€HCTBH-
SIM, KOTOpBIe MOIU(UIUPYIOT HYKJIEHHOBBIE KUCIIOTBD».

[Tporecc HakorIeHNsT THPEKITMOHHOTO IPHOHHOTO OerI-
Ka IIPOUCXOIUT HE B Pe3yJIbTaTe CUHTE3a B 3apPaKEHHOM Op-
ranu3me Monekyn PrP% de novo, a BenezacTBre KoH(pOpMa-
IIHOHHBIX N3MEHEHHH y)Ke CHHTE3MPOBAaHHBIX HOPMAJTBHBIX
Mostekynn PrP¢ mox BimsiHHEM MONEKYT HH(PEKIMOHHOTO
npronnoro Oemka PrPS. EcTh OCHOBaHMS CUHTATH, YTO B
3TOM MPOLIECCE OMPEACICHHYIO POJIb UTPACT ClIe KaKoi-TO

67



Poccuiickas neouampuueckas opmanvmonoeus, Nel, 2014

le/IOHHbIe SHHe(l)aJ'lOl'laTl/H/l YeJIOBeKa 1 MEXaHU3MbI TPAHCMHUCCUH

3aboneBanue ‘ Xo3sa1uH ‘ MexaHnsm

Kypy Yenosek Kannubanusm

Cropanuueckast BKS Yenosek  CriontanHas kouBepcust PrP¢ B PrP% win comarnueckas MyTaiius

SArporennas bKA Yenosexk MHbekus gyepe3 NpHOH-COAEPKALIIIA MaTeprall (KPOBb M penaparsl KpOBH, TBEP-
Jiast MO3roBasi 000JI04Ka, FTOJIOBHOM U CIMHHOW MO3I, TKaHU IV1a3a, BHYTPUMO3TOBbIE
D3I'-25eKTposIbl, HEHPOXUPYTHIECKUH, O TATEMOIIOTHIECKHUH, OTOIAPUHTOJIOT HYe-
CKHUIl ¥ TaTOJIOTO-aHATOMUYECKUI HHCTPYMEHTApHUH U 1Ip.)

Hacnexncrennas (cemeiinas) K5I Yenosexk Myranus B rere Prnp

Hogslit Bapuant BKS Yenosex  Mudekims uepes nmpuoH-coneprkaniuii Marepuai bCD (kpoBb U npernapaTsl KpOBH,
TOJIOBHOTO ¥ CIIMHHOTO MO3Ta, TKaHEeH IJ1a3a, MBIIII U JIp. KPYITHOTO POTaToro CKOTa)

bonesns I'epctmanna—Crpayccie- Yenoek Mytauus B rene Prnp

pa—Illeiinkepa

Cewmeiinas aranpHas OeCCOHHHIA Yenosek D178N myrtanus B rene Prnp

Criopannueckast paransHast uHcoMuust  Yenosek  CrioHTanHas koHBepcust PrPC B PrPS¢ mii comarnueckast MyTarust

0emok «X», BBITOJHSIONNN (QYHKIIUIO ImarnepoHa. B pe-
3yJIbTaTe MO/ BIMSTHUEM OIHO# MOJTeKy bl PrPS mponcxomut
TpaHcopMaIysl KOHTAKTHPYIOIIEH C Hel OTHOM MOJICKYITBI
PrP¢ B ee nndekumontyto hopmy. Takium 00pa3om, BCEro B
opraHmu3Me o0pasyroTcst 1Be MOJeKyItsl PrPSe. Cremyroriii
9Tarn BKIIIOYACT B ceOs yKe BIUSHHE JBYX MOJEKyn PrP%,
O/l BO3JEHCTBMEM KOTOPBIX Cpa3y oOpa3yroTcs elle IBe
(a Bcero ux Oyzer 4etsipe) Monekynbl PrP* u 1. 1. Takum
00pa3oM, Iporecc HaKOTUIEHNS HH(EKIIMOHHOTO TPUOHHO-
ro Oenka HOCUT JIaBUHOOOpa3HbIH xapaktep [20].

OTO MPUBOIUT K TOMY, YTO OOBIYHO MOHOMEPHBIH IH-
TO30JIbHBIN WJIK MEMOPaHHbIH OEJIOK HAYMHAET arperupo-
BaTh U (hOPMHUPOBATH YCTOHYUBBIE K MPOTEOIUTHIESCKOMY
pacIIeIUICHNIO arperaThl, KOTOpbIe MOTYT BBITIAIaTh B OCa-
JIOK BHYTPH WIH BHE KJIETKH, MOTYT B3aHMOJAEHCTBOBAaTh
C ONpe/IeNICHHBIMH PELENTOPaMH Ha MOBEPXHOCTH KIIETKH
M TeM CaMbIM WHHIIMMPOBATh TMOEh HEHPOHOB MOCPE/-
CTBOM 3aIlyCKa IPOrpaMMHUPyEeMOl CMepTH (arornros3a) u
MIPUBOMUTD K TSDKEITBIM MOBPEXKICHUSAM TOJIOBHOTO MO3Ta
[28]. ArpernpoBaHHBIC OCITKHA CITOCOOHBI 3aXBaTHIBATH U
YAEPKUBATh B COCTaBE KOHITIOMEPATOB BayKHBIE IS KIIET-
K{ (DaKTOpBI TPAHCKPHUIIINH, BHYTPUKIETOYHbIE TPOTE0-
nuTHYecKre GepMeHThI U IUTOCKeNneTHbIe Oenku. Kiierka
MBITaeTCst K30aBUTHCS OT HEPACTBOPHMBIX OEITKOBBIX arpe-
T'aToOB M C 9TOM IIeJTbI0 HAYMHAET YCHIEHHO CHHTE3UPOBaTh
pa34gHbIe aKTHBHBIE (POPMBI KHCIOpoAa (CynepoKcHIa-
HUOH, TIEPEKUCH). DTH COCANHEHNS BBI3BIBAIOT OKHUCIICHHE
0€JIKOB VM JINTIH/IOB, TOBPEXIAI0T MEMOPaHbI MUTOXOH IPHIL
Y KJIETOK M TaKHM 00pa30M TaKXe MOTYT ObITh PHYMHON
rudenu kietok. HakoHell, HenpaBHIIbHO CBEPHYThIE OSITKH
MOTYT BCTpaMBaTbcsi B MeMOpaHbI (TIpeAroiaraeTcs, 9To
9TO MOYKET POUCXOUTH C TIPHOHAMH) ¥ 00pa30BBIBATH Ka-
HAaJIBI, IO KOTOPBIM B KJIETKY MOTYT ITOTIa/IaTh HOHBL. JTO
MIpUBEET K HapyIIeHNIO HOHHOTO OanaHca, JenosspHu3a-
1M MeMOpaHbl ¥ THOenu KieTku. Hakorienne HepacTBo-
PHMBIX arperaroB BHE KJIETKH BEJIET K Pa3BUTHIO Pa3iiny-
HBIX BOCTIAIMTEIBHBIX peaknuii. B oOmacTsax omiokeHns
OeNKOBBIX arperaToB HaOIIOTaeTCsl HaKOIUIEHHWE CIIeIH-
IBHBIX OENKOB, (haKTOPOB pocTa M IUTOKWHOB. Bee atH
MIPOLIECCHI MOTYT B OINPEAETIEHHOM CTENEeHH CIOoCOOCTBO-
BaTh Pa3pylICHUIO OSIIKOBBIX arperaTtoB, HO B TO K€ BpeMst
MOT'YT BBI3bIBATh TSDKEJIBIE TIOPAXKEHHUS COCETHUX KIIETOK U
MIPUBOIUTH, B KOHEUHOM cUeTe, K UX Tuoemn [29].

Haxownern, ciontannsie ¢popmbl bKS moryT 651Th 00y-
CJIOBJICHBI KaK TOYEYHBIMHA COMaTHYeCKHMHU MYTaIlHsIMU,
TaK ¥ CIIOHTaHHBIM 00pa30BaHNEM HETIPaBUIBLHO CBEPHY-
ThIX (hOpM MpHOHA B OT/IENIbHBIX KJIeTKaX. B aToM cirydae
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3apakeHHe COCEAHUX KIETOK MOXKET MPOUCXOIUTH ITOTO-
My, 9TO OeJIKH, 3aKpeIyIeHHbIe 32 CHYeT TIIMKOMHO3HUTOI-
(hbochomMmUIHOTO «SIKOPS» CHAPYKH IUIA3MATHUECKOH
MeMOpaHbl, MOTYT JIOBOJIBHO JIETKO MUTPHUPOBATH MEXKTY
coceaHuMU KieTkamu [30].

Kaszanocs Obl, 4TO M3-3a TOrO, YTO BCE IPHUOHHBIE 00JIE3-
HH BBI3BIBAIOTCS OJTHAM OEJIKOM, 9TH 3200JIeBaHHUS JTOJKHBI
OBITH OYEHB TIOXOXKIMH MEXITy coOoit. Ha camoM jere 7to
COBCEM He TaK, 1, Ka3aJI0Ch ObI, OJIFH 1 TOT e TIPHOH MOXKET
BBI3BIBATH PA3IMYHBIE 110 TSHKECTH 3a00J1€BaHMs, TIPU ITOM
OdYary rMopakeHus! ToJIOBHOTO MO3Ta Pacliojiaratorcs B pas-
HBIX 00JIaCTsIX, @ CKOPOCTh U TeUeHHE 3a00JICBaHNs OKa3bl-
BAIOTCS TOKE CYIIECTBEHHO pasnmyHbIMH. boree Toro, ec-
JIM TIepeBUBATh NMPUOHHYIO OOJIE3Hb OT OJHOTO YKUBOTHOTO
JPYTOMY, TO OKQJKETCS, 4TO BCE 3TH CBOMCTBA COXPAHSIIOTCSL.
JpyrimMu crioBamH, IpH MPUBUBKE MEUICHHO CO3PEBalOIIIe-
r0 MpHOHA 3apasuBIlIeecs KMBOTHOE Oy[eT Takke HMETh
MeUIeHHO pa3BuBaroitytocs popmy TCD u pacrionararbest
B TOM JK€ OTJIeJIe TOJIOBHOTO MO3Ta, 4TO M B CIIydae )KHUBOT-
HOTO, OT KOTOPOTO OB MOTy4YeH HH(EKIIMOHHBINH MaTepHal.
Hao0Oopor, ecimi mHEKIMOHHbBI MaTepuai ObUT MoITydeH
OT HMBOTHOTO, TJIe pa3BUTHE TIPUOHHON O0sIe3HN OBLIO OBI-
CTPBIM, TO U Y ’KUBOTHOTO-PELIMIIMEHTa Pa3BUTHE IPUOHHOMN
Ooe3HM OyneT OBICTPHIM M O4ar MOpakeHUs OyIeT pacrio-
JIaraTbCs B TOM YK€ MECTe, 4TO U Y JKMBOTHOTO-JI0HOpa. [Toa-
TOMY B JIUTEpAType BBEICHO MTOHSTHE JIMHHUI PHOHHBIX 00-
ne3Heil. MoneKyssipHble MEXaHU3Mbl BOSHUKHOBEHMSI TAKUX
JIMHUI OCTAIOTCS IOBOJIBHO 3ara/I04HBIMH, OTHAKO ITPE/IIIo-
JIaraeTcsl, YTo MPUOHBI PA3IUYHBIX JUHUN OTIMYAIOTCS MO
CTENEHN NIMKO3WINPOBAHYS, TUIAPOKCHINPOBAHUS OCTaT-
KOB TIPOJIFHA WJIM TIO0 CBOEH MPOCTPAHCTBEHHON CTPYKType
[28]. B3aumoneiicTBys: ¢ HOPMAIBHBIMHM PUOHAMH, TaKHe
HETIPAaBWJIFHO YIAKOBAHHBIE OCKH MOTYT CO31aTh TOJBKO
CBOIO 3€PKAJIbHYIO KOTIHIO, 1 TIO3TOMY B 3apayKeHHON KIIeTKE
CHHTE3UpYyeTCs TOJIBKO OJIMH U3 OYeHb MHOTHX HElpaBHIIb-
HO YNaKOBaHHBIX BapHaHTOB IIPUOHA. BeposiTHO, UMEHHO
T10 9TOH MTPUYMHE CTAHOBUTCS BO3MOKHBIM BO3HHKHOBEHHE
MHOTOYHCIICHHBIX JIMHUKA TPHOHHBIX Oonesneil. Kak yxe
OTMEYaJIoCh, HEMPABIIIbHOE CBOpAYNBAaHME OelKa SBIIeTCS
MPUYMHOM HE TOJBKO Pa3IMYHBIX IIPUOHHBIX OONE3HEH, HO
U JI&KUT B OCHOBE OOJIBIIIONO KOJIMUECTBA MHBIX Helpoyiere-
HepaTHBHBIX 3a00s1eBaHuil [8] (CM. TabHIy).

IMaromopostorus. Pe3ynsrarsl maroMmopgonornaecko-
TO MCCIIEI0BAHNS MO3Ta OOJBHBIX, MOTHOMINX OT TIPHOHHBIX
Oorne3Hel, oKa3al YepThl CXOICTBA U pa3mudauii [29].

[Taromopdonoruyeckne AMarHOCTUYIECKHE KPUTEPUH
it TCO uenoBeka ynupunuposansl. [Ipu BKS (cro-
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paamdecKol, ITPOTCHHOW WM CEMEWHOI) HaOmomaeTcs
crioHrnoopmHast sHIE]aIonaTus B KOpPEe TOJIOBHOTO
MO3Ta W/HIN KOpPe MOPKEUKA, U/WIH MOJKOPKOBOM CEPOM
BEIIIECTBE, a TAK)Ke W/uiu dHuedatonarus ¢ PrP ummyHo-
peaktuBHocThiO, ipu ['CIII — sHuedano(Mueso)narus
¢ MyabTunieHTpudeckuMu PrP Omsmxamu, npu COU —
JleTeHepanusl TajaMyca, pa3in4yHble CHOHTHO(POPMHBIE
M3MEHEHHUSI B TOJIOBHOM Mo3re. ClieyeT OTMETHTh, YTO
TKaHH MTOTMOIINX OT MPHUOHHBIX 00JIe3HEH 0CTar0TCs KOH-
Taruo3HBIMH JaXKe Tocie X puKcauu HopMaInHOM.

Kaunuka. Cpeau Bcex NPHOHHBIX dHIE(ATONaTHI
genmoBeka bKS (F02.1x*/A81.0+; MKb X, 1995) co-
crapisieT okoio 85—90%, mopaxkaer Jofedl Bcex Ha-
LIUOHAJILHOCTEH U pacOBOM MPUHANIEKHOCTH, MYKUUH
1 JKEHIIWH, B3pOCIBIX U AeTeil. OTMedaeTcsi HEKOTopoe
peobiaanue 4acTOThl CAy4yacB OOJE3HU Kypy y *KCH-
muH. Havano 3a0oneBaHus, Kak MpaBuiIo, B CPETHEM HITH
ITO3/THEM BO3PACTe, a B TUITUYHBIX CIy4asx Ha ISTOM Jie-
CSITKE KHM3HH, HO MOKET BOSHUKHYTH B JIIOOOM BO3pacTe.
Tak Bozpact nebrora kitaccudeckoit popmer bKSI Bapbu-
pyet ot 17 no 87 net (cpennuii Bo3pact — 64 roza), B TO
BpeMsi Kak cpennuii Bo3pact HBBKSI (B ciydasx unbu-
[IMPOBAaHMs YeJIOBEeKa IpHOHAaMHU, Bo3OyauTensamMu bCD)
3HAYMTEIIFHO MEHBIIE U cocTaBseT 29 net [21].

XapakTepHoi 4epToil Bo MHOrux ciydasx bBKS sB-
asieTcss aTpous PazIHYHBIX OTAEIIOB KOPBI TOJIOBHOTO
MO3Tra, KOTOpasi onpesenseT KIMHUYECKHEe MPOSBICHUS
3a0oneBaHus. Tak B cllydasiX pe3KO BBIPAXXCHHOW yTpa-
Thl HEPBHBIX KJIETOK W CHOHTHMO(POPMHBIX H3MEHEHHIA,
KOTOpPBIE Pa3BUBAIOTCS B KOpEe 3aTBUIOYHBIX JIOJIel Mo3ra
B 00J1acTH HITOPHOH OOPO3/IBI M KOPKOBO-CTPHUAPHBIX M3-
MEHEHHUH BBIpaKeHa paHHAS KOPKOBAs CIIETIOTA.

Jua nepsbix npusHakoB bKS xapakrepHbl paHHME
3pUTENbHbIC HAPYIICHUS: AUILIONHS, HEYETKOCTD 3PCHUS,
M3MEHEHUSI TOJICH 3peHus] U 3pUTENbHAs arHo3usi, 3pu-
TeJIbHBIC TAJUTIOIMHAIINK, HUCTarM, Kocornasue [ 31,32 ].

J1s 3pUTEenbHOM arHO3MM XapakTepHa TUIWYHAs KIU-
HHUYecKast KapTHHA: OOJTBEHOM HE B COCTOSIHUM C TIOMOIIIBIO
3peHHs PacIO3HATh MPEAMETHI WIIH UX M300pakKeHHs1, XOTI
BUJIUT 3TH IPEIMETHI U ONpeessIeT OTACIbHBIC UX Xapak-
Tepuctuki. Hampumep, OONBHONM MOXET BOCHPHHUMATH
IIpOCThIe (UTYPBI, HO HE Y3HAeT CIOKHBIE M300paKeHHUS
B CBSI3U C CYXXEHHEM 3pUTENHHOTO BOCIIPHUSATHA. BoIbHBIM
IIPY 3TOM PacHO3HAIOTCS JINIIH OTJETbHBIE TPU3HAKHU TPe-
MeToB (pazmep, Gopma, LBET U Jp.), OAHAKO CHHTE3 3THX
SIIEMEHTOB, a CJICA0BATEIBLHO Y3HABAHUE MIPEIMETA B LICJIOM
0OJIBHOMY OKa3bIBAOTCS HEJIOCTYITHBI (arHO3Msl arepLer-
THBHas, «areplenTHBHas TyIIeBHAs CIeroTay). dopmoit
3PHUTETHHOM arHO3MH SBISIETCS TAKKe aCCONMATHBHAS arHO-
305, TIpH KOTOPOH OONBHOM HE B COCTOSHHN COOTHECTH CO
CBOMM ITPEKHUM OITBITOM BHUANMBIE TIPEAMETHI WIIH UX U30-
OpaxeHus1, pacrio3HaTh U ONPECINUTh UX 3HaYeHueM, [Ipu
3TOM IyTaIOT UMEIOIIUE KAKOE-TO CXOICTBO MPEAMETHI WU
VX M300payKeHHs1, HallpIMep OYKH U BEJIOCHIIE]T.

PaccTpoiicTBO CIIOCOOHOCTH K CHHTE3y OTAEIBbHBIX
3pUTEBHBIX ONIYIICHNH BO3HUKAET NPH MOPAKEHUN KO-
pPBI BTOPUYHBIX 3PUTENBHBIX MOJEH KOHBEKCHTAIBHBIX
OT/IEJIOB 3aThIOYHO-TEeMEeHHOU obactu (mostst 18, 19, 39,
COMIaCHO apXUTEKTOHUYECKOHM KapTe bponManHa) cipaBa
nim ¢ obenx cropoH. IIpu aTOM B cirydae mpaBoCTOpOH-
HEro od4ara HapymIeHBI ONpeNIeNeHNe T'€OMETPUYECKUX
¢uryp, XapakTepHBIX NPHU3HAKOB ONPEIETICHHOTO JINIa
(mpo3omarnosus), pacrmo3HoBanue msera. [Ipu aBycTo-
POHHEM MOPAKEHUH TEX K€ KOPKOBBIX 30H BO3ZHUKAIOT

HapyIIeHNS 3PHUTENBHOTO BOCIPHATHS, BKIIOYAIOIINE
[[BETOBYIO CJIETIOTY, TONOTpapuIECKyIO Ae30PUEHTALHIO.

TunuaHe! Ha/UbsSIIEPHBIE TNIA30/IBUTaTeIbHBIE H3MEHEe-
HUsI, HATOMUHAIOIINE CyNpaHykieapHbii napanud. [Ipu
9TOM BO3HMKAIOT HapyLICHHs MPOU3BOJIBHBIX ABHKEHUH
IJ1a3 CHayasa B BEPTUKAIBHOM IJIOCKOCTH (OrpaHHYCHUE
B30pa BBEPX), a 3aT€M B TOPHU3OHTAJIBHON MPH COXpaH-
HOCTH CJESIIINX IBMKCHUHN Ta3 ¢ (pukcanueit oobekTa
B30POM IIPH TIACCUBHOM TepeMelIeHnH rooBbl. To ecTh
MEHSIIOTCS IPOU3BOJIBHBIE IBIKEHHS TI0 KOMAH/IE, HO CO-
XpaHAI0TCs peIeKTOpHbIe ABUTaTe/IbHbIE PEaKIUU B30-
pa. MoryT HabIIOnaThCsl MUOKJIOHUYECKHE THITEPKHUHE3HI
B MBIIIIAX TIIA3HBIX S0JIOK B BWJE TOAEPTHBAHUS IJIa3
IIPY UX JBMKEHUSIX. MOXeT OBITh PacIIMpEeHue TIIA3HBIX
11ese 3a CUeT PeTPaKLNU BEPXHUX BEK, YTO MPUAALT JIH-
Iy BBIPQXXEHUE YIUBJICHUS, HapylleHHE KOHBEPTEHIINH.
B nanexo 3amenmeii cranuy OONE3HU I71a3a OKa3bIBAOT-
Csl B TTOJIOKEHUH [IEHTPATLHON (PUKCAITUH.

Hcuezaet okynonedanudecknii pediexc, 4To yKasbl-
BAaeT Ha MMOpPaKeHNE MO3TOBOTO CTBOJIA, TaK KaK (DYHKIIMSA
HEHpPOHANBHBIX MyTeH, 00ecleuuBaloIUX ABHKCHNE
IVIa3HBIX SI0JIOK B TOPU3OHTAJIBHOW IJIOCKOCTH, COXpa-
HSIETCSl JIMIIb [IPU LETOCTH 00JIacTH, OKPY’KaroLeH SApo
OTBOIAIIETO HEPBA U METUAILHBIX MTPOIOIBHBIX MTyYKOB,
CBSI3YIOIINX ATH ITyTH C TJIa30/IBUTATEIHHBIMH SIPaMHU
IIPOTUBOIIOJIOKHONW CTOPOHBI. B TepMHMHanbHOU cTaguu
TIOSIBIIIETCS] CUMIITOM «KYKOJIBHBIX IJIa3»: JIETKUH 3K30-
¢dTanbpM, peKre MUTaHUs U MTapaJind aKKOMOAALHH.

Hepenko BcTpedaroTcsi TOIOBHBIE OOJIM, TOJIOBO-
KpYy)K€HHE, HEYCTOHYMBOCTH (arakCus) W IapecTe3WH.
VY ocHoBHO# "yactu 6ompHBIX BKSl paszBuBaercs mocre-
MIEHHO, PeXe — MMEET OCTPBIA WIIH TMOAOCTPHINA JEOIOT.
B HeKOTOpBIX ciIydasx, KaKk MpH TaK Ha3bIBAEMBIX aMHO-
Tpoduyeckux (Gopmax, HEBPOJIOIHYECKHE 3HAKH MOTYT
MpeALIEeCTBOBAaTh Havaly aeMeHIHuu. OObIYHO OTMeda-
€TCsl TIPOTPECCHPYIONIMH CIACTHUECKUH Tapaiud Ko-
HEYHOCTEH C COIMYTCTBYIOIIMMH AKCTPAITUPaMUIHBIMU
3HAKaMH, TPEMOPOM, PUTUAHOCTHIO U XapaKTEPHBIMH XO-
peoaTreTouIHBIMU TUTIEPKUHE3aMH, aTaKCHUs, MUOKJIOHH-
YEeCKUE DMWICNTUYCCKUE MPHUCTYIbI, KIMHUKA aTpopuu
BEPXHEr0 JIBUTaTeNbHOro HelipoHa. B TepMuHambHON
CTaInM — TsDKENast JEMEHIIHS, JIeTaIbHbBIN ucxos [6].

i cnopaanueckoit BKS xapakrepHsl: nporpeccupy-
JOIIAasi paccesHHass MUKPOOPTaHWYEeCKasi HEBPOJIOTNIEeCKas
CHMITOMAaTHKa, MUOKJIOHUYECKHE TIPUTIAJIKH, B TEPMHUHAIb-
HOH cTaguum — II00aJIbHBIE BBIPAXKEHHBIE KOTHUTHUBHBIE
HapyIICHUS, JICTAJIbHbINA UCXOA Yepe3 § Mec OT ne0loTa 3a-
ooneBanmst. Oxoro 40% OOJBHBIX CO CIIOPATMIESCKON (op-
Mol BKS nmMerot nooctpoe TeueHue ¢ Iporpeccupyrony-
MU KOTHUTUBHBIMH HapyleHusiMd, B 40% ciydaeB BCTpe-
YalOTCsl MO3)KEUKOBBIE HapymeHus, B 20% ciaydaeB — HX
koMOuHaIwst. KimmHudeckasi KapThHa BKIIIOYAET PacCTpOM-
CTBa MOBECHNS], HAPYLICHUSI BBICILMX KOPKOBBIX (DYHKLNH,
KOPKOBBIE HapyIICHUs 3peHus (BILTOTH JI0 KOPKOBOH CIIETIO-
TBI), MOKEUKOBYIO JUC(YHKIINIO, COUYeTaHUE TMPAMHUIHON
U KCTpanupaMuIHON cumnToMaTuki. [IpakTuuecku y Bcex
OONBHBIX Pa3BUBAIOTCS (hOKaTIbHBIE ( MHOKIIOHYC BeKa, Ty-
Obl) /MM BTOPUYHO-TCHEPAIN30BAaHHbBIC MUOKJIOHHYECKUE
NPHUIAAKU, KOTOPBIE MOTYT IIPOBOLUPOBATECS POHO- U (Po-
TOCTUMYJISAIMEH, TaKTHIBHBIM pa3pakeHneM (TIPHKOCHO-
BeHHEM). Y OONBIIMHCTBA OOMBHBIX BO Bpems D01 -uccre-
JIOBaHWS BBIABIIAIOTCS XapaKTepHBIE MEPHOANYECKUE WITN
TICEB/IOTIEPUOANYECKHE MAPOKCU3MbI OCTPBIX BOJH /MU
CIaKOB Ha 0OIIEM 3aMEJIEHHOM HU3KOAMILTUTYIHOM (ho-
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He OMOAJIEKTPHYECKOH aKTHBHOCTH TOJIOBHOTO MO3ra. OTH
MIEPHOANYECKHIE KOMIUIEKCHI SBIISTIOTCS TyBCTBUTEIEHBIMU
u crienuguuHbIMA 171 criopagudeckoid bKS B 67 u 87%
CITy4aeB COOTBETCTBEHHO [21].

Hogeriit BapuanT BKS siBiisieTcst snuaeMuyeckum mpu-
OHO30M U XapakTepeH AJIsl CTPaH, I7I€ BBISBICHBI CIIydyan
BC3 [2]. Kak 0b110 yKa3aHo BEIIIIE, IEPBBIE CIydan 3a00-
JIEBaHUS y JTFOJICH ObLIH OonMCcaHbl B 1995 1. y aHTHiACKHX
MOAPOCTKOB, MUK 3a00J€BaEMOCTH OTMEUEH Y JIIOJeH B
Bo3pacte 60—~65 j1eT, y KOTOPBIX Mpu MOP(}OIOruIecKoM
HCCIIEJIOBAHUU CPE30B TKAHEW TOJOBHOrO Mo3ra (mpu
MMOCMEPTHON ayTOICHH) OBUTH BBISBIICHBI XapaKTepHBbIE
CTPYKTypHBIE KYypY-TIOA0OHBIE (CHOHTHO(GOPMHBIE) W3-
MEHEHHS W TaK Ha3bIBa€Mble «KpacHBIE aMMIIHOIHBIC
BKITIOYCHHUS», BBISIBIIIEMBIC TIPU OKPACKE KOHTO KPACHBIM,
xapaktepHbie a1 TCD [33]. IToxxke ciayuan HBBKSI ObI-
nu onucanbl Bo Opannuu, Utamuu, Upnanauu, CIIA,
Wspaune, CrnoBakuu, Yexun, Hunepnannax, Poccuu un
np. Eciu panbiie ona nopaxana mrozaeit crapiue S0 Jier,
TO CETOHSA CPE/N €€ KEPTB MOABIIAIOTCS 00JIee MOIObIe
JIIOZIY, 4 €€ Pa3BUTHE PE3KO YCKOPUIIOCH.

B nepByto ouepens HBBKS nposiBiisieTcs B M13MEHEHUH
JIMYHOCTU (MIALIMEHTHI TEPSIOT MHTEpEC K CBOEMY X0O0H,
CTOPOHSATCS CBOMX CaMbIX ONM3KHX JIFOIEH, CHIDKAeTCs
YpOBEHb HACTPOCHMS). 3aTE€M Pa3BUBACTCS AllaTHKO-a0yITH-
YECKUI CHHJIPOM, B CBSI3U C YTHETEHHEM aIllleTUTA CHUXKA-
ercs Bec Tena. Ilo mepe mporpeccupoBaHus 3a00eBaHUs
MALUEHT YTPAaYUBaeT CIIOCOOHOCTh K CaMOOOCITY)KUBAHHIO.
CrycTs Hemenmu WM MECSIbl IPUCOCIUHSTCS MPOrpeccu-
PYIOIIME MO3KEUKOBBIE HapylleHus. B omimuume oT Knac-
cryeckoit hopmbl ipu HBBKS] nemeniis pasBuBaercst Ha
TO3/THEH CTa iy pa3BUTHS 3a00JIEBaHUS, TIO3TOMY TaIMeH-
TbI OUEHB JIOJITO OCO3ZHAIOT CBOE YXYALIAIOLIEECS COCTOSHHUE
3I0pOBBs. B CTPYyKType KIIMHUYECKON CUMIITOMAaTUKH pas-
BEpHYTOH cTa/(iu 3a00eBaHus Peo0IIaJatoT ICHXUIECKHE
paccTpoiCTBA U CEHCOPHBIE HAPYILLIEHUS, JJIsl TO3HEN cTa-
mvn HBBKS xapakTepHs! Tiio0anbHbIe KOTHUTHBHBIE HApY-
meHns u arakcus [34]. CymecTByeT BapraHT 3a001eBaHuA,
B KJIMHUYECKOM KapTHUHE KOTOPOIO HA MEPBbIN ILIAH BBICTY-
maet KopkoBas cieniora (Bapuant Heidenhain) u araosws,
IIpU 3TOM HAOMIONAETCsl MPEUMYIIECTBEHHOE MOpPaKCHUE
3aTbUIOYHBIX JOJIEH MO3ra. [ 71a3H0€ THO HE M3MEHEHO.

Kak u mpu cnopaaguueckoir BKS, yHuBepcambHbIM
U TUATHOCTHYECKH BAKHBIM KIMHUYCCKUM KpPUTEPUEM
HBBKI siBngercs muoknonyc. OfgHako cieayeT NOMHUTS,
yTo B omnuue ot cropaaunueckoit bKS, npu uBbKS na
MEPBBIN MJIAH BBHICTYNAIOT BBIPAKCHHBIC MTOBEICHYECKUE
M mI00asbHble KOTHHTHUBHBIE HapylleHds (IICHXUATpH-
YyecKas CUMIITOMAaTHKa), a Tak)Ke CEHCOPHBIE PacCTpOii-
cTBa. MozxkeukoBasi cumnTomaruka BoiaBisgercs B 100%
cinyyaeB HBBKS, B TO BpeMs Kak Ipu CHOpagndecKoi
¢dopme — B 40% HabnroneHuit. bonpiiee yucio ciyyaes
HBBKSI — siTporennsie hopmer [35, 36].

MHOrounciIeHHbIE UCCIEA0BaHUs MOKa3alIM, YTO Ce-
MeifHble TTpHOHHBIE Oosie3Hn cocTaBisioT 10—15% ot
BCeH IpymIiel 3THX 3aboneBanuid. B 310i1 rpymnme Hacnen-
ctBeHHas BKJSl xapakrepusyercst HauOOJBLIIMM MOJIH-
Mophuzmom. B HacTosmee BpeMst UMEIOTCSI CBEACHUS O
15 renoTunax 3Toro 3a00JaeBaHusl, U3 KOTOPBIX B 6 ciiyya-
SIX OTIMCaHa SKCIIepUMEHTaNIbHAs Tiepeiada 3Toro 3a0ose-
BaHMSI J1a0OPATOPHBIM KHBOTHBIM.

[IproOperennsie (MH(EKITMOHHBIE) IPUOHHBIE 00JIe3-
HU IPEJCTABIBIIOT HHTEPEC B CBS3U C BO3MOXKHOCTBIO HX
nepeaadyn (Kak ObLJIO YKa3aHO BBIIIE) OT JKUBOTHOTO JKH-
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BOTHOMY ¥ OT OOJIFHOTO 4YeJOBeKa IyTeM HHOKYIISAIHH,
[IpUYeM B TIOCIEAHEM CIIydae 3TO OCYILIECTBISETCS TPH
BCEX BapHaHTaxX 3a00JeBaHHUS — CIOPATUUECKHUX, Ha-
CJIEICTBCHHBIX U HH(PEKIIMOHHBIX.

Kypy B HacTosiiiee Bpemst mmpaktuuecku ucyesno. Ca-
MBI KOPOTKHH WHKYOAIIMOHHBIA ITEPUO]] COCTAaBJISICT
4,5 roga — B IepecyeTe Ha BO3pacT caMOro MOJIOJIOTO Ta-
IIUCHTA, XOTSI OH MOXKET OBITh 1 Kopode. OTHAKO SKETOTHO
perucTpupyercsi 6-8 HOBBIX CIIy4aeB Kypy, BCe Y Jroneit
crapiie 40 jer. 3abonieBaHue HAYMHAETCS B BO3pPACTE OT
5 no 60 ner u crapure. [IpogomkuTenbHOCTH 00JIE3HU CO-
CTaBIIET OT 3 Mec 10 3 JeT, TeueHHne ee Ooiee KOpOoTKoe
y nerelt. LleHTpambHBIM KIIMHIIECKAM CHMITTOMOM SIBJISI-
eTcs MOPKEUKOBas aTakcus. J|eMeHIW IpakTH9ecKu OT-
CYTCTBYET, TOSBISIICh Y MHOTHX OONBHBIX B TEPMUHAIIb-
HOU craguu. Ha paHHHMX cTaausx 3a001eBaHHs THIIUIHbI
JUIUIONUS, CTaTMYecKasl arakcusl, nu3aptpus. B nmanb-
HEHIIIeM JBIDKCHHS TIA3HBIX SIOJIOK CTAHOBSTCSI aTaKTHU-
YECKHMH W COIPOBOXJIAIOTCS TIOJCPTUBAHMSIMH, OJHAKO
HHUCTarM HaOmromaeTcsa penko. Kocormasme oObIMHO cXO-
Jsiieecsi, MOXKET BO3HHUKAaTh TOJBKO y JETeH, OHO MOXET
OBITh COIPYKECTBEHHBIM WM MAPATUTUYECCKUM U MOXKET
U3MEHATHCS [0 CTEIIEHH BBIPAKEHHOCTU M BUY, UCUE3ast
MHOIJIA B MO3AHUX CTaausaX 3a0oneBanns. Yacto Hadrona-
etcs porododust. B BeIpaxkeHHOI cTaamy Ha poHE TPpyOoit
aTaKCUH, Pa3HOOOPa3HON HEBPOJIOTHMIECCKOM CHMIITOMATH-
KH BbIpaykKeHbI Oy Ib0apHbIe U MCeBI00YyIb0apHBIE CUMITO-
MBI, B YaCTHOCTH HACHIIbCTBCHHBIA CMEX, SIBISIOMIANACS
NPUYUHON MECTHOTO Ha3BaHHs 3a00JIEBAHUS — «XOXO-
qymas cMepThy». [lpIxarenbHas He0CTaTOYHOCTh U OpOH-
XOITHEBMOHUSI OOBIYHO PUBOJIAT K CMEPTEITLHOMY HCXOLTY.

Nmerorcs nanHbIe O CyIIECTBOBAaHUN MEXaHHU3MOB Te-
HETUYECKOH NEeTePMUHHPOBAHHOCTH KYPY.

Cungpom  I'epctmanna—Crtpayccnepa—Illeiinke-
pa — cemeiiHoe 3aboneBaHue ¢ ayTOCOMHO-JOMUHAHT-
HBIM THIIOM HaclienoBaHus. [IposBisercss OOBIYHO B
Bo3pacte 30—40 5eT U NponoIKaeTCA B CPEAHEM S JIET.
TunuaHbl TPU3HAKA TATOIIOTHU MO3XKEUYKA, B TOCIEAY-
IOIIEeM IIPOTpeCcCHpyIoIas AeMEeHINs, Tapaanud B3opa U
CJICTIOTA. YCTAHOBJICHBI 8 T€HETUYECKUX MOATUIIOB, W3
KOTOPBIX BBIJENEHA IPYIIa ¢ BO3MOXHOCTBIO MEpeaayu
3a0oseBaHMs 1a00PaTOPHBIM KHBOTHBIM.

Cewmeitnas (artanpHas THCOMHUS TOSIBIAETCS B BO3-
pacre crapiue 25 set u anutcs ot 1 roga no 4 ner. Oc-
HOBHOM KJIMHUYECKUHA MNPU3HAK — HE MOAJAIoLIascs
JICYCHUIO OBICTPO MPOTpEeCcCUpyrolas OSCCOHHMIIA, TIPU
9TOM OO0JILHOHM cnuT He Oojbiie 1 Yaca B cyTku. Tunnd-
HBI paHHUE HapyIIeHUs (DYHKIIMH BETETAaTUBHOM HEPBHOM
CHCTEMBI, JBUTATEIbHBIE PACCTPOICTBA MIPH OTCYTCTBUHU
pa3BUTHS JEMCHIINH, TJIa30/IBUTaTEIBHBIC PACCTPONCTBA,
murutonvsi. Hepenko y ATHX OONBHBIX PETUCTPHPYETCS
CUMIMATUYCCKas THIIEPAKTUBHOCTD: KOHIICHTPAIHUS ajpe-
HaJMHA U HOPaJApEHAJIMHA B IJIa3M€ BbIIIE HOPMAIbHOTO
ypoBHA. DTOT (pakT HEOOXOIUMO YUUTHIBATh MPH HCCIIe-
JTIOBAaHWMH 3pPAavYKOB, aKKOMO/IAITNH U IITPUHBI IJIa3HOM 1I1e-
mu. [Ipu maronoro-aHaToOMH4eCcKOM HCCIIeJOBAaHUH Haps-
Iy C TMIOPaXCHUEM SIIep 3pPUTENLHOTO Oyrpa BBISBISICTCS
U BBIPQXKEHHOE MOPAKEHUE KOPBI OOJIBIIOTO MO3Ta.

Ycranosneno 2 ¢penoruna COU.

JlnarHocTHKa TPHOHHBIX 3a00J€BaHUN JIOJDKHA
IIPEATIONaraTbcsi BO BCEX CIydYasxX JEMEHINH, KOTOpBIe
MIPOTPECCUPYIOT OBICTPO B TEUCHUE MECSIIIEB Win 1—2 jieT
U CONPOBOXKIAIOTCS MHOYKECTBEHHBIMH HEBPOJIOTHYE-
ckuMu cumnrTomMamu [34]. KnuHu4ecKUMH KpUTEpUSIMU
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JIeMEHIINH SBIISIOTCS: OBICTPO Iporpeccupyromas — B

TeueHHe 2 JIeT («OMyCTOIIAOIIAs ) IEMEHITUS C Ie3UHTE-

rpanueil Bcex BBICIINX KOPKOBBIX (DYHKIHMIT; MHpaMUIHbIE

HapylIieHHs (CTIAaCTHUECKHE Mape3bl); SKCTPAMPaMHIHBIC

HapylLIeHUsl (XOpeoaTeTo3); MUOKIIOHYC; aTaKCus, aKu-

HETUYECKUH MYTH3M; IHM3apTpusl; SIWISHTHYECKUE TPH-

MAJIKK; pa3NudHble 3puTebHbIe Hapymenus. [Ipn ammo-

Tpodugecknx (opMax HEBPOIOTHUECKAs] CHMIITOMATHKA

MOXKET TPeIIeCTBOBATh PAa3BUTHIO JieMeHInu. Hamnune

nuxopaaku, nopsierarne COD, JESUKOIMTO3 B KPOBU WIIH

IUICOLIUTO3 B JIMKBOPE JOJKHBI HACTOPA’KUBaTh Bpaua B

OTHOIIICHUU MHOH 3THojoruu 3adonesanus [THC.

[Ipn nuarsHocTHKe BO3MOXHOTO Cirydas 3a00JeBaHuUs
KIMHALUCT JOJDKEH PYKOBOACTBOBATHCSA CIEAYIOMINMHU
Kkputepusimu [21]:

1. XapakrepHasi HEBpOJIOTUYECKass ¥ MOpQosoruye-
ckasi (B TOM 4HCIIe, IaTOJIOr0-aHaTOMUYECKas U Hekpopa-
JIOJIOTUYECKasi) CHMITTOMAaTHKA.

2. Ipoteas-pesucrentusiii PrP (o nanaeim Western-
OJIOTTHHTA).

3. BeIBI€HNE CKPENH-aCCOIIMUPOBAHHBIX (pUOPMILIL.

4. Ilporpeccupyromiasi JeMECHIIHS.

5. XapakrepHsbiid D3I -nartepH (Uil ciopaandecKon
BKA).

6. Ilo xpaiiHell Mepe, 2 mpU3HaKa U3 HUXKENEPEUUC-
JICHHBIX:

® MUOKIIOHYC,

YXYyALICHUE 3pEHHUS,

MO3KEUKOBAasi CHMIITOMATHKA,

MUpaMHTHBIE WIIM SKCTPAITUPAMHUIHBIE CHMIITOMBI,

AKMHETUYECKUN MYTH3M.

W3 mapaxJIMHIYECKUX METOOB JUArHOCTHKH HanOo-
nee UHGOPMATUBHBIMH ABJISIOTCS:

m xapaktepHble ganHple MPT romoBHoro mosra (oco-
OCGHHO Ha TO3JHHUX CTAIMIX Pa3BUTHUs 3a00JIeBaHMs)
B BUJe OWJIaTepalbHBIX T'MIIEPUHTCHCUBHBIX CHUTHA-
0B Ha T2-B3BEHIEHHBIX H300paXEHUSIX (CHMIITOM
«MEIIOBBIX COT»), Yalle B OOJACTH XBOCTATBIX SIIEP
(mpenMyIIecTBEHHO B O0JIACTH TOJOBKHM), TOMYIIKH,
Tajamyca; MOKa3aHo, YTO CHMIITOM «MEIOBBIX COT»
HaunOoJsee xapakrepeH st HBBKSL; MoryT BBISBIATE-
Csl IPU3HAKU aTpo(uu KOPHI OOJBIINX MTOMYIIAPHIA
MO3KEUKA;

B TO3UTPOHHO-dMHUCCHOHHAs Tomorpadus ([19T) wme-
Hee WH(OpMAaTHUBHA, BBIABIAIOTCS MHOXECTBEHHBIC
30HBI TUTIOMETA00JIN3Ma TITFOKO3bl Ha YPOBHE MOKOP-
KOBBIX siJIep ¥ KOPbI OOJIBIINX MONYIIAPUI U MOTyIIa-
puil MO3XKEUKa;

m 1pu cnopaguueckoil BKS na 331 BeisBsercs xapak-
TepHas Tpexdas3Has aKTHBHOCTb, PAHHAS MapOKCHU3-
MaJIbHasi aKTUBHOCTH OOBIYHO JMArHOCTHPYETCs de-
pe3 12 Hen u Ooisee ot aedrota criopagudeckoir BKS
(y 80—88% 0011bHBIX); (hoKanbHAsI, OMIIaTEpaIbHAS H
reHepaJn30BaHHas MHOKJIOHHYECKasi MapOKCH3Mallb-
Has akKTUBHOCTb aAuarHocrupyercs B 15, 53 u 100%
ClIy4asix IpH IPOJPOMAJIbHOM, HAYAJIBHOW U TEpMHU-
HanpHOU cranuax BKS coorBercTBEeHHO; MOTYT pe-
THUCTPUPOBATHCS PA3NUYHBIC BUABI TEPUOIHUCCKOM
MapOKCU3MAIILHOW aKTUBHOCTH: 1) nByx(dasHbie Hiu
TpexdazHbIe TEPHOANIECKHE KOMITIEKCHI [UTUTETFHO-
cteio MeHee 200 MkB, Bo3HMKaromue Kaxapie 1—2 c;
2) mepruoanYecKiue KOMIUIEKCHI ¢ MyJIbTH(a3HON KOH-
¢urypanueii; 3) nepuoAMYEecKHE TMOJMCIAWKOBbIC
paspsiael, D3I -MaTTepH «BCIBIIIKA-TTOIaBICHNE) Xa-

paKTepeH /s TePMUHAIBHON CTaIuy 3a00I€BaHMS C

SIBIICHUSAMH JICKOPTHKAIINH;

m it aBBKSI omucanneie Beime n3menenus DOI He xa-
paktepHbl, D3I -aTTepH MOXET 3HAYUMO HE MCHSITh-
€51 IO CPABHEHUIO C BO3PACTHON HOPMOM;

B pe3yibTarThl TECTUPOBAHUS KOTHUTHUBHBIX (QYHKIHNA
(manpumep, meHee 24 6amoB 1o MMSE);

B aHanu3 JHuKBopa (omOanbHas QYHKOUS OIDKHA
MIPOBOAUTHCS BO BCEX CIIydasiK), yUUTHIBAIOTCS JlaBlle-
HUE JTUKBOPA, YPOBEHb caxapa, IIUTO3, HaIu4Ine Oax-
TEPUAJIBHBIX U BUPYCHBIX KYJBTYp (QHAJIU3 JIMKBOPA
Ha 0aKmoceB), KPUIITOKOKKOBOTO aHTHTeHA H JIP.; TIPH
BKSl moxer ObITh HEOOJNBIIOE MOBBIIICHUE YPOBHS
Oenka (Ho He O6onee 100 Mr/mn); BaXKHBIM JTUATHOCTH-
YECKUM KPUTEPUEM SIBIISIETCS ypoBeHb Mapkepa BKS
(14-3-3 Genka) B JMKBOpPE — YyBCTBUTEIBHOCTH U
cnenu(UIHOCTh ATOrO Tecta npeBbiaeT 90%;

B eCIIU AMarHo3 HesICeH, TO BO3MOXKHO MPOBE/ICHUE TIPH-
KU3HEHHON OMOTICHH MO3Ta (TIpH HaJTMYuH HHPOPMHU-
POBAHHOTO COTJIACHS CO CTOPOHBI POJICTBEHHUKOB MITH
OTIEKYHOB B CITy4ae HEJCeCIIOCOOHOCTH MALMEHTA);

B MOP(hOIOTHYECKOE U TUCTOIOTUYECKOE UCCIICIOBAHNE
TKaHEH TOJIOBHOTO MO3ra (KOphbl, MOJKOPKOBBIX SIAEP)
TIpY ayTOTICUH (TTOCMEpPTHAs TUArHOCTHKA).

B Hacrosiimee BpeMsi caMbIM Ha/IeKHBIM M JIOCTOBEp-
HBIM METOZIOM JMAarHOCTHKH TIPHOHHBIX 3a00JeBaHMI
ABJIAETCS UMMYHOIIUTOXUMHUYECKUI METON BBISBICHHUS B
6uonrare otnokenust PrPS. Otnoxenne PrPS sipisercst
HaunOoliee paHHUM 3TarnoM B pa3Butuu BKS u onpenens-
eTcs eIl J0 Pa3BUTHS CTPYKTYPHBIX U3MEHEHHH B TKaHU
Mosra. C menbio IPIKI3HEHHOW AUAarHOCTHKY TIPHOHHBIX
Oone3Hell yenoBeka M JKUBOTHBIX B Poccun ncmonb3yercs
OPHUTHHAIBHBIN METOA MHIWKAIMA M3MEHEHHUH B MEpeBH-
BaeMBbIX KIETKaX HEHpPOIIMH, BhI3bIBaeMBIX PP, a Taxke
UCCJIeZIOBaHUE aHTUTEN K HehpoduinamenTam. Mmerorcs
COOOIIEHNS O BBISBICHHH MMMYHOITUTOXUMHYECKHM Me-
TOZIOM TIPUOHHOTO OeJIKa B OMONTATE TIIOTOYHOW MHUHIAITH-
Hbl 11pu HOBoM Bapuante BKSI [3]. B cBs3u ¢ atum gomy-
CKaeTCst BO3MOYKHOCTD UAEHTH(HUKAIIIH MTAaTOIOTHYECKOTO
MPOTEHHA U B IPYTUX PETUKYIOIUM(POUIHBIX TKAHAX MPU
MIPUOHHBIX 3a00JIeBaHUsX YenoBeka [19].

BecbMma cepre3HOl METOANYEeCKOW cTOpoHOU Mop(ho-
JIOTUYECKOH TMarHOCTUKH, OyIb TO OMOIICHS WM ayTOII-
CHsL, IBJISICTCS BO3MOXKHOCTB 3apa)KE€HHMS [1aTOI0T0aHaTOMa
uccienyeMelM marepuanoM: npu BKS onacrocts npen-
CTaBILSIIOT BCE BHYTPEHHUE OPTaHbl, OMOJOTHYECKUE KU~
KOCTH OOJIBHBIX 1 0COOCHHO TKaHU T'OJIOBHOTO ¥ CIIMHHOTO
MO3ra, a TaKKe TIa3HbIe I0IOKH. MeHbIIe PUCK 3apaskeHns
MIPY KOHTAKTE K IepeOpOCHMHAIBHOM KHUIKOCTHIO, TKAH-
MM JIETKHUX, TIEYeHH, ITOYEK, CETIe3EHKH 1 TMM(PaTHIECKIX
y3710B OOJBHBIX JItOfie. BO3HHMKHOBEHHE STPOTEHHBIX
ciaydyaeB BKS mocie mepecaaku TBepaoit Mo3roBoit 000-
JIOYKHM U POTOBHLIBI CBUIETEIBCTBYET O TOM, UYTO MPHOHBI
HaKaIUTUBAIOTCS HE TOJIBKO B CAMOM MO3Te, HO U B CBSI3aH-
HBIX C HUM COEIMHHUTEILHOTKAHHBIX 0OpazoBaHusx. [lo-
3TOMY OCTOPOKHO H TOJIBKO TPH KpaitHeil He0OXOIMMOCTH
HaJI0 HCIONB30BaTh CKIIEpY JIOHOPA TPH OIpPEIeICHHBIX
o(ranbMoIOrHYecKuX orepanusax. VIMeroTcs eMHuYHbIC
9KCIIEPUMEHTAJIBHBIE COOOILEHHUS O TOM, YTO Ha OIpeae-
JIeHHOM dTarte pa3Butus BKSl nmpuoHB! MOTyT comepkaTh-
cs M B KpOBH OOJBHBIX. B nmTeparype omucansl ciydan
3apakeHHUs1 HEHMPOXUPYProB, TEPareBTOB, CTOMATOJIOTOB,
MaToJIOTOAHATOMOB M JlabopaHToB. ClenyeT OTMETHTS,
YTO TKaHW MOTHOIIMX OT MPHUOHHBIX OOJIE3HEH OCTaroT-
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csl 3apasHBIMH JTake Tocie uX (Qukcanu (GOpMaTHHOM.
B cBs3u ¢ atum pabota ¢ mMarepuanoMm TpeOyeT 0COOBIX
Mep MPETOCTOPOKHOCTH U JOJHKHA BBIIOTHATHCS CICIIH-
abHO 00y4eHHBIM repconajom [ 14, 37].

Uccnenoanus 2010—2011 rr., HanpaBiieHHBIC Ha pa3-
PpabOTKy BO3MOYKHOCTEH J1a0OpaTOpPHBIX TECTOB KPOBU Ha
BKSl, nanm Hagex Iy Ha ompeneeHue MPHOHHBIX OCITKOB,
OTBETCTBEHHBIX 3a pa3BuTHe 3a0oneBanus [23]. OnHako B
HACTOSIIEE BPEMsI 3T TECTHI JOPOTOCTOSIINE U SKOHOMH-
YECKH HE PEHTA0ETbHBI AJsl BHEAPEHUS B KIMHUYECKYIO
[IPAKTUKY, HATPUMED, IPU OOCIICIOBAHUYU JTOHOPOB KPOBU
u cnepMbl. Kpome Toro, mpeayiokeHHBbIE TECTHI ITOKa He
MTO3BOJITIOT OOHAPYKHUTH MATOJIOTMIESCKIE PHOHBI B KPO-
BU Ha paHHUX cTaausx passurus BKA [38, 39].

IIporuo3. Bce mpruoHO3bI — OBICTPO MPOTPECCUPYTO-
mrue 3a0oseBanus. TedeHne nxX MOXKET ObITh TTOJIOCTPBIM,
HO OOBIYHO NPUBOIUT K CMEPTH HEe Oojee yeM uepes
1—2 rosia OT MOMEHTa YETKO OYEePUCHHON KIIMHUYECKON
MaHU(ECTAITIH.

Hpopunaxruka. IlpronHsle HHPEKINH MepealoTCs
TPAaHCMHCCHUBHBIM IyTEM, ITOITOMY WH(MHUIIUPOBAHHE T1a-
nuenta bBKS moxer Ob1Th aTporenbim [23]. [TyTs nndu-
LMPOBaHUS IPUOHAMU UTPAET BaXKHYIO POJIb B PA3BUTUU
3a00JIeBaHMsI 1 UMEET CBOIO OIPE/ENICHHYIO HepapXHIo.
[To creneHyn 3HAYMMOCTH ITyTH HHOUIIUPOBAHUSI MOXKHO
pacmipenenuTh B TaKOH MOCIEA0BATEIFHOCTH: HHTpAIC-
peOpanbHbIi, HHTPAaBEHO3HBIN, MHTPANEPUTOHEATbHBIH,
TTOJIKO’KHBIHN, OpaJIbHBIN (TIPU UCTIOJIB30BAHUH MsICa 3apa-
»keHHBIX BCD xuBoTHBIX). [Tockonbky nepenada BKA ot
YeJI0BEKa YeJIOBEKY MPEAIoiaraeT NpsMyro HHOKYIIAIIUIO
MHQEKIMOHHOTO MaTepHuaia, Ipu padore ¢ OOIHHBIMH B
MIPOIIECCE MHBA3UBHBIX MPOIEAYP, & TAKKE TTPU KOHTAKTE
¢ X OMOIOTUYECKUMHU KUIKOCTIMH HEOOXOTUMO MpHU-
JIepKUBAThCS TIPABUII, TPEyCMOTPEHHBIX IIPU paboTe ¢
6onbpHbIME co CITM oM. IIpu BCKpBITHH yMEPIIHUX 0O0JIb-
HBIX PUMEHSIOT Te ke npasuna [37, 40].

B cnyuae BbisiBneHust Bo3moxkHoi BKSI crenyer Hesa-
MEIUTUTENTFHO HH(OPMUPOBATH IEHTPHI TOCCAHAIHIHA30-
pa o ciy4asx BIABICHUS OONE3HU (MM APYTUX MPHOHHBIX
3aboneBanuii) ([Tpuka3 Ne 15 [lmaBHOTO rocyaapcTBEHHOIO
canutapHoro Bpaya P® ot 15.12.2000 «O Mepax 1o npey-
MPEXACHAUIO pacnpocTpaneHns oonesHn Kpentudensara-
SIxo6a na Teppuropuu Poccuiickoit denepanum»), He0Ox0-
JTIUMO UCKITFOYUTH TIOBTOPHOE MCIIONB30BAHUE MTOJIBIATHIX
anekrpoaoB it D31, OMI, cIMHHOMO3TOBOM MyHKIIHH,
XUPYPIUYECKUX U APYTUX METUIMHCKHX HHCTPYMEHTOB,
€CIIM OHHU yXK€ HCIONb30BAIMCH Ul JUATHOCTUYECKUX U
JIC4eOHBIX MaHUITYJSIIUN OOJILHOMY € TIPHOHHBIM 3a00-
neBanreM. [loCKoNbKy TIPHOH ABISETCS MHQPEKIHOHHBIM
areHTOM, YPE3BBIYAfHO CTOMKUM K WHAKTHBAIIUH, OOBIU-
HBIC TIPOICAYPHl CTCPUIIN3AINH, BKIIOYAsT ABTOKJIABHPO-
BaHME, CYXO)KapOBOH IIKad, KUITICHUE U Jp., SBISIFOTCS
Hed(pPeKTHBHBIMH. HCTPYMEHTBI, KOTOpBIE HCIIONB30-
BAINCh M OBUIM B KOHTAKTE¢ C MPUOH-WHQPHUIINPOBAHHBIM
MaTrepHaioM, JOJDKHBI XPAHUTHCS OTAETBHO JaKe MOCIe
TIIATETHHON 0OPAOOTKY 1 MHAKTHBAITIH W HCIIONTB30BATHCS
B TaJbHEHIIIEM TOJIBKO IS 3TOTO ke OOJIBHOTO MITH TOJIBKO
JUTsl IPUOH-UH(DHUIIMPOBAHHBIX TKaHEH (HampuMmep, B MaTo-
JIOTOaHATOMHUYECKOM Oropo) [41, 40].

B HacTosimee BpeMsi pa3padaThIBalOTCS CIICIIHAIIb-
HbIe 3(D(QEKTUBHBIC TIPOTOKOIBI WHAKTHBAIIMK TPHOHOB
C WCTONB30BaHUEM, HAmpUMEp, THAPOKCHIA HATpUS U
ABTOKJIABUPOBAHUS, TSI 0OpAaOOTKU XHUPYPTUUECCKOTO H
IPYroro MHCTPYMEHTApHUs AJIi WHBA3UBHBIX MPOLEAYD,
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YTHIM3alMH TKaHeW M (DU3MOJOTHYECKHX JKHAKOCTEH
(0coOeHHO TUKBOPA U KPOBHU) OOIBHBIX.

Cornacho pemernto FDA ot 2003 1. (¢ mompaBkamu ot
2005 1), 3amperieHo UCIob30BaHUE B KAUSCTBE MUIICBBIX
MPOAYKTOB, JIEKAPCTBEHHBIX MPENAPATOB U KOCMETHUECKUX
CpeICTB MaTepuajioB KpyITHOTO POraToro CKOoTa, KOTOpbIe
MMEIOT HamOOMNbIINi pHcK TpaHcMmuccun bBCD dvemoBeky
u passutusa HBBKS, Brirouas: Tkanu nopaxennoro bCO
KPYITHOTO pOraTtoro CKOTa, TKAHW KPYITHOTO POraToro CKo-
Ta B BO3pacTe 3 MeC U CTapIiie BBUTY HAUOOJbIIICH BEpOsIT-
Hoctu uHbuumpoBanus BKS, a Taxke MUHIAIMHBI U TUC-
TaJIbHBIN WJIEYC KPYITHOTO POTaToro CKOTa BCEX BO3PACTOB,
MEXaHWYECKH IepepaboTaHHOe MsCO (TOBS/IMHA), TKaHU
KPYITHOTO POTaToro CKOTa, KOTOPbIE HEe MPOMHCIIEKTHPOBA-
HBI 1 JIOMYILEHB! IS TOTpebieHns B nuiry [42].

OpHako cienyeT MOAYEPKHYTh, YTO B HACTOSIIIEE Bpe-
Ms HE CYIIECTBYET HUKAKHX d(PPEKTUBHBIX METOIOB IS
CKpMHUHTa WHOUIMPOBAHHS JIEKAPCTBEHHBIX Iperapa-
TOB M TKaHEW OpraHM3Ma, BKIIOYas KPOBB, YEIOBEKa U
KPYIHOTO POTaToOro CKOTa MpHOHAMH. B cBs3m ¢ 3TM B
1999 . FDA pexoMeHI0Bao MCKIIOYUTh U3 YUCIA TI0-
TEHIMAIILHBIX JIOHOPOB BCEX JIWII, MPOKUBIINX 6 U 0O-
Jee MECSIEB B CTpaHax, e ObUIM 3aperucTpUpOBaHbBI
Benbikn bCO, B niepByto odepens B BennkoOpurannu.
C Lenb0 CHIXKEHUS YHCiia ITPOreHHBIX cirydyaeB HBBKS
HEOOXOJMMO HWCKJIIOYUTh HCIIONB30BAHME JICKApCTBEH-
HBIX TPEraparoB U3 KPOBH U TKaHEH KPYITHOTO pOraTroro
CKOTA, MPOU3BOANMBIX B CTpaHaX C 3apErUCTPUPOBAHHDI-
mu ciayyasimu BCO. B psiie cTpaH BBEeACHBI OTpaHUUYCHUS
Ha TPAHCIUIAHTAIIMIO TBEPJIOW MO3TOBOH 00OJIOUKH.

B nononuenne x BCOD apyrum XKMBOTHBIM HUCTOYHH-
KOM TTPHOHO30B JUIS YEJIOBEKa SABJISIOTCS TKAHU OJICHEH U
nocel. MccnenoBanust OCAEIHUX JIET OKA3aIH, YTO 3TH
3a00sIeBaHMs CTAHOBATCS BCe Ooliee 1 0oJiee OOBIYHBIMU
B OTJAJICHHBIX paiioHax (Hampumep, B CIIIA), mockonbky
OXOTHHUKH yTIOTPEOIISIOT 3TO MSCO B ITUIILY U MOTYT OBITH,
B Cllydae 3apa)KeHHUs, MOTCHIIHAIBFHBIMH HCTOYHHKAMHU
ATPOTreHHOU TPAHCMUCCUU IIPUOHO3a IS IPYTUX JIFOAEH.

Jus mpodmnaktuku BKS u ipyrux mpuoHo30B BaXKHO
MOBBIIIEHUE YPOBHS 3HAHUM MO paccMaTpuUBaeMOM Mpo-
OJeMe He TOJIKO Cpelld MEAMLIMHCKUX paOOTHUKOB, Op-
TaHW3aTOPOB 3[PAaBOOXPAaHEHHS, HO U CPEeIH HACEJCHHS.
B CIIIA u Eporie ocyuiecTBisieTcss MOHUTOPUHT IPUOH-
HBIX SHIIE(ATOTAaTH, TIOATOMY IIPH BBISBICHUH BO3MOXK-
HBIX, BEPOSATHBIX MJIM OIpPEAETICHHBIX CllyyaeB OONe3HU
B OTHX CTpaHaX 00s3aTeJIbHO YKCTPEHHOE COOOIICHUE B
OpraHbl 3[paBOOXPAHCHMSI M CaHAMUIHAI30pa [43].

[TockonbKy MHKYOAIIMOHHBIH MEpHoj MPUOHO3a JUTH-
TETBHBIN B OECCUMITTOMHEIH, TO TFO00H Marepual, 3a0u-
paemslif y 00JIBHOTO, SBISETCS MOTEHIIMAIBHO OMAaCHBIM
C TOYKH 3PEHHSI STPOTEHHOTO WHMUIIMPOBAHUS KaK IS
JIPYTUX TMAIMEeHTOB, 00CIYKUBAEMbBIX B ATOM JieueOHO-
NPOQHUIAKTHYECKOM YUPEHKJACHUH, TaK W JJIST MEIUIMH-
CKuX paboTHHKOB. Kpome TOro, MpH BBISIBJICHUH BO3MOX-
Horo ciydasi HBBKSl Ba)KHO yTOYHWTH y MarpieHTa Wiu
€ro POJICTBEHHUKOB, HE SBIIJICS JI OH JOHOPOM KPOBH
WM TKaHe# (opraHoB) B mpouuioM [§].

Pexomenayercst TpoOBOAUTH TE€HETHUECKUIN aHaIU3 MpH-
OHHOTO I'€Ha Y JIULI, B CEMBSIX KOTOPBIX OBbLIN 3apETrUCTPUPO-
BaHbI OobHBIC ¢ BKSI. Bornee cnokHOit sBIsieTcs mpobiema
npeHaraiabHol JIHK-muarnoctuku BKS u csizanHOE € 9TMM
peleHre Borpoca O MPephIBAHAN OEpPEeMEHHOCTH B CIlydae
HAJIM4UKs y OJHOTO U3 POJIUTEINIEH HACIEICTBEHHOM IPHOH-
HOI 00JIe3HH, MTOCKOJIBKY HEIONTHAs IEHETPAHTHOCTh HEKO-
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TOPBIX U3 ATUX 3a00JICBAHUH JICIACT COMHUTEIHLHBIM TIPE-
CKa3zaHue OymyIero sk HOCUTENS MyTaHTHOTo reHa [30].

CKpBITHIN TIepexo/l OT MHKYOaIllMOHHOM (ha3bl K mpo-
rpeccupytolieii npespariaet 6onpHOoro bKS B omacHoro
JUTSL OKpY KaroIuX Hocutelst nHdekunu. Manas pa3mep-
HOCTh WHQUITUPYIOMIECH T03BI, CIIOCOOHOCTh TPHUOHA K
MIPOHUKHOBCHUIO Yepe3 KJICTOUYHBIE MEMOpPAaHBI W M-
TeTbHAS MPOTSHKEHHOCTH JIATEHTHOTO MEpUOIa B YCIIO-
BHSIX BO3MOXKHOTO MacCOBOTO MH(DHUIIMPOBAHUS ITHIICBBI-
MU TIPOAYKTaMU U JIEKAPCTBEHHBIMU MpEnapaTamMu eIie
Oosiee obocTpsieT npodiaemy. B oTcyTcTBHE MPUTOTHOTO
JUTSI MACCOBOTO UCTIOIB30BAaHMUS JUATHOCTHKYMa OTHOCH-
TeJIbHAs PEIKOCTh 3a00JIeBaHMS CO3/IaeT BHICOKYIO BEpO-
SITHOCTB JIOKHOTO TMATrHO3a, 3aBEIOMO HEedI((EKTUBHOTO
JICYCHUSI, HECOOIOCHNUS CTICIUATBHBIX 3AIIUTHRIX MEP U
HEBBISABIICHUS 1IENU Mepeaaydu 3a0oseBanus. PazpaboTka
AQHAJIUTUYECKOTO METO/Ia 3aTPYyAHAIACh HEOOBIYHOH Npu-
pOIIO¥ ¥ MaJIo UMMYHOTEHHOCTEIO TTaroreHa. HecMotpst
Ha aKTyaJbHOCTh BOIIPOCA, CKOJIBKO-HUOYIH TPUTOTHBIC
JUTSL BBISIBJICHUS TIPHOHOBOTO TTATOTEHA METOIBI TOSIBH-
JIUCH JIMIIb B MOCTICIHAUE TOABI [44].

Jleuenue. IIpy BBISBICHUN TMIPUOHHOTO 3a00JICBaHUS
HEOOXOAMMO OTMEHMTDH BCE JIEKAPCTBEHHBIC Mpernaparsbl,
KOTOpPhIE MOTYT HETaTUBHO BIIMATH HA MHECTHUYCCKUC
(hyHKIIMH ¥ TIOBEJICHUE TTAITUeHTA. TpaIuInOHHEIC IPOTH-
BOBUPYCHEIC CPENICTBA, TAKHUE, KAaK aMaHTaIIH, HHTepQe-
POHBI, TACCUBHASI IMMYHH3AIIHS U BaKIIMHAIUS YEIIOBEKA
1 JKUBOTHBIX, OKa3anuch HedhdektuBHbIMU. bpedennun
A, pa3pymwas anmnapar [onbIku, NpensaTCTBYET CHHTE3Y
PrP5 B nHUIIMPOBAHHON KyJBType KIETOK. Biokartopsr
KaJIbIIUEBBIX KaHAJIOB, B yacTHOcTH NMDA-penenTtopos,
CIIOCOOCTBYIOT OoJice IINTEIHLHOMY BBEDKMBAHUIO WH-
(bummpoBaHHBIX HEWPOHAIBHBIX KynbTyp. Kak mpasuio,
MIPOBOJUTCSI CUMIITOMAaTHUYECKasl Tepamsi, BKIIOYAIOIIAs
KyIHPOBAHUE MHUOKJIOHHUYECKHX MPUIATIKOB (QaHTHAIIHU-
JCITHYECKUE TIPENapaThl) M SKCTPAUPAMHIHBIX HAPY-
MICHUHA (IIPOTUBOIIAPKUHCOHUICCKUE TIPEIaparkbl, B TOM
YHUCIIC aTOHUCTHI JO()aMHUHOBBIX PEIICTITOPOB).

Takum o0Opaszom, k 2012 r. ObIIO OOIIETIPU3HAHO, YTO
MIPUOHHBIE 00Je3HU (aTalbHBl U HE U3JICUYUMBI, OJHAKO
MIO/IXOJIBI K UX JISUSHHIO aKTUBHO pa3padarkiBatorcs. Tax,
BKSI xapakrepu3yeTcsi OTCYTCTBHEM UMMYHHOTO OTBETa
Ha MPHOHHYIO HHGEKIHo [45]. DTO CBA3aHO C TeM, YTO
nopMansHas opma PrPC Bcerma mpucyTcTByeT B Opra-
HU3Me, 1 B ToM uncie B T u B mumdorurax. OgHako in
vitro ObLIO [MOKA3aHO, YTO aHTUTEJA IPOTHB HECKOIBKHX
snuTonoB PrP uHrubupyor pasmuokenue PrP5¢. Bakiu-
HaIus pekoMOnHAaHTHBIM PrP mepen niu cpasy mocite uH-
(hexnmu ¥ TacCUBHASI UMMYHH3AIHS aHTUTEIAMH TIPOTHB
HEKOTOPBIX A1uTONoB PrP mpuBoammm k vHruOupoOBaHUIO
perIMKaluy MPUOHA U 0Tcpouke 3aboneBanus [20].

Ecmu B ocHOBe pa3BUTHA Pa3IUYHBIX MATOIOTHYC-
ckux mporeccon, mpotekawmux B [THC mpu BKS, neii-
CTBHUTEITLHO JISKUT HAKOIUICHUE arperaroB HEMPaBHIBHO
CBEPHYTHIX OCJKOB, TO BO3HUKACT OIMPABIAHHOE YKCTIAHUE
pa3paboTaTb METOIBI, KOTOPHIC OBLUTH OBl MPUMEHUMBI IS
ero seueHus [29]. [lepBblif mOAXO MOXKET COCTOSITh B CTa-
OMJIM3alIMKM HOPMAJIBHOTO COCTOSIHUS Oeiika. ITOro MOKHO
JIOCTHYb, TIOBBICUB B KJIETKE YPOBEHb HU3KOMOJIEKYISPHBIX
COCIMHCHUH, CTAOMITU3UPYIONINX HOPMATBHYIO CTPYKTYPY
Oenka, WM obecrieyrB B KIETKE CHHTE3 TaKUX MYTaHTOB
rccneryeMoro Oenka, KOTOPBIE MOTITH ObI CBOPAaYMBATHCS
TOJBKO TIPABUIIBHBIM 00pa3oM. M3BeCTHO, UTO BBEICHHE
OTIPEICTICHHBIX MYTAaIlMii JeJlaeT HEBO3MOXKHBIM HeIpa-

BUJIBHYTO YITAaKOBKY O€JTKa 1 TeM CaMbIM Oy/IeT ITPEMsTCTBO-
BaTh HAKOTUICHHIO OEJIKOBBIX arperaros. V3BecTHO, 4TO 3a-
Menbl Q171R B Genke PrP oerr m E219K B PrP yenoBeka
HECOBMECTUMBI C 00pa30BaHUEM MPUOHHOM Gopmbl PrPse,
MyTauuy, OpuBOAALIME K AaHHBIM aMUHOKUCJIOTHBIM 3a-
MeHaM B PrP oBerl u uenoBeka, OblM BBelIeHHI B TeH Prnp
MbIH. COOTBETCTBYIOIINE PEKOMOMHAHTHBIE MyTaHTHBIC
OenKy MBI HE TEePeXOWIN B ITaTOJIOTHYECKYIO H30-
dopmy PrP, a Taxke nnrnduposamu popmupoBanue PrPs
B KJICTOYHBIX KyNbTypax AMKOTO Thma. JlaHHBIC MyTaluu
UMEJHN JIOMUHAHTHO-HETaTUBHOE MPOSIBICHUE, MMOCKOIbKY
MPETATCTBOBAIIH TIEPeX0/ly HOpMaIIbHOTO Oenka PrP mbrm
B NIPUOHHOE COCTOsSHME. J[iIs TOro, YTO0OBI MCIIONB30BaTh
JIOMWHAHTHO-HEraTUBHbIE MyTaHTBl PrP B reHorepammu
MIPUOHHBIX 3a00JIeBaHM, OBIIIM pa3paboTaHbI IEHTUBHPYC-
HBIC BEKTOPBI s TocTaBku koaupyromiei ux JIHK in vivo.
B kynbTypax HEHpOHOB MBIIIM MOKA3aHO, YTO TPAHCIYK-
IS KJIETOK JIEHTUBHPYCHBIMH BUPHOHAMH, COJIEPIKaIIMHU
OITMCaHHBIE BBIIE MyTaHTHBIE ayuienw Prnp, mpuBoanT K
3HAYUTEIILHOMY CHIDKEHHIO ypoBHS PrP [28, 30]. Oue-
BUJIHO, YTO TAaKOH TOIXOJ JOBOJIBHO CIIOKEH M Mpe/roa-
raeT Pa3BUTUE METOIOB TeHHOW TEPAITHH.

Bropoii moaxoa cOCTOMT B MHAYKUUM B KIETKE CHH-
Te3a CIHEeNUATbHBIX KOPOTKHX IENTHIOB, KOTOpHIE OBl
OnokupoBanu 00pa3oBaHKe OeTa-CKIIQTIaTON CTPYKTYPHI
M, TEM CaMbIM, MPEMSATCTBOBAJIM OBl arperamyy uccie-
nyemoro Oenka. IlomuMo menTuaoB, HEKOTOpBIE XUMH-
YECKHe COeNMHEHUs (Takue, Kak TeTPAlUKINH, 4-Hoa-4-
JICOKCUIOKCO-PYOUIIMH) TPEMATCTBYIOT HETPABUIBHOMY
CBOpauMBaHUIO Oellka M Jake CHOCOOCTBYIOT HCCOINA-
IIH yKe c(pOpMHUPOBABIINXCS arperaroB. TpeTwii moaxomn
COCTOHT B CHHTE3€ COCANHEHHUH, KOTOpBIE ObI KOHKYPEHT-
HBIM 00pa3oM B3aMMOJIEHCTBOBAIN JTUO0 ¢ MOHOMEPHBIM
OeaKoM, JIMOO ¢ KOHIIAMH (POPMHUPYIOILEroCs arperara.
W B TOM 1 B ApyroM ciiyyae 3TH COCOUHEHUs JHOO Mpe-
MSTCTBOBAJIM OBl BCTPaMBaHMIO HENPABHIBHO CBEPHYTO-
TO MOHOMEpa B PacTyIIWi MOJIMMep, MO0 OIOKHpOBAIN
051 pocT yke c(hopMHUpOBaBIINXCS arperaros. M3BecTHo,
YTO HEKOTOPBIE KpacUTeN! (HarpuMep, KOHT0 KpacHbIii), a
TaK)Xe HEKOTOphIe OCNKU (HampuMep, aroIumnonpoTenH E
WJIM TIPOTEONNIMKAHBI) ClIeHU(HYECKH B3aHMOACHCTBYIOT C
OeTa-aMIJIONTHBIMU CTPYKTYPAMH M MOTYT TIPETISITCTBO-
BaTh UX pocTy. Mcrnonb3oBaHne Takux COSTUHEHUM Mpe-
CTaBJIAETCA JOBOJIBHO IMEPCIIEKTHBHBIM, OJHAKO CIIEITyeT
BBIICHUTB, YTO SIBJISETCS IEPBOIPUYMHOI 00pa3oBaHUSA
arperaroB. MO)KeT OKazaTbCs TaK, 4TO OOpa3yroIIUecs
npyu pparMeHTaIy JJIMHHBIX ITOJIMMEPOB KOPOTKHUE arpe-
raThl CTaHYT BBICTYIATh B Ka4eCTBE CBOEOOPa3HBIX 3apo-
JIBIIICI-3aTPaBOK M TeM CaMbIM OyIyT CIIOCOOCTBOBATH,
a He TPEeMsITCTBOBAaTh pa3BUTHIO 3aboneBanms. Hakower,
MIOCJIEAHUH BApUAHT COCTOUT B TOM, YTO UMEET CMBICIT I10-
PoOOBATh YCKOPUTH U YITYUILIUTh IPOLIECC YIAICHUS YK
00pa30BaBIIUXCS arperaToB. ITOro MOXKHO JOCTHYb, UC-
TONB3Ysl aHTWTENa, BHIPAOOTaHHBIE Ha arperipoOBaHHBIC
dopmer Oenka. K cokaneHunto, u 3TOT mporiecc Hebe3ora-
CEH, TIOTOMY YTO OH MOKET BBI3BaTh BOCHAIHUTEIBHEIE Pe-
AKIMH, CJIEJICTBUEM YEro CTAHET T'MOeNb COCEACTBYIONINX
€ 09aroM MOpaskeHHs 3I0POBBIX KiIeTOK [20].

B nocneanue roapl Ha HKCHOEPUMEHTAIBHOM KHBOT-
HOW Mozenu Hadaro uiydeHwe BiusHus PHK wuHTep-
(epeHnn 1 ee OIOKMPOBAHWS HA PAa3BUTHE M TEUCHHUE
HBBKSI, olHako HaBps AU ATOT METOJ TePAIIUU CMOXKET
OBITH MPUMEHEH IS JIeueHHs 3a00JIeBaHNs y YeJIOBEKa B
TeYeHUEe MHOTHUX JieT [46, 47].
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3akiiouenue

Bce Oompriyio TpeBory BBI3BIBAaeT TOT (DaKT, UTO €CITH
panbiue HBBKS orMevanach B OCHOBHOM B AHINIUM, TO CEH-
4ac Bce OOJBIIE CIyYacB, B TOM YHCTIE C JICTAIBHBIM HUCXO-
JIOM, PErUCTPUPYETCs] B KOHTUHEHTAILHOM yacTu EBporibl:
Bo @paniwmu, I'epmanun, benbrum, [ommananu. B nocnen-
HHUE TOIbI K HUM NO0aBIIHCh ABCTpus, UTtamus u npyrue
ctpanbl EBponbl u CILA [25]. Tak, B 3anagnoit EBpore
Tonbko 3a 2000 1. oT «aHmIMiicKOH TyMbl XX BeKay MOTHOIO,
10 HETMOIHBIM JaHHBIM, 0KoJo 120 wemoBek. J10 B 3 paza
Oonbliire, ueM B 1999 1., xorna ymepio 40 iro0utereii ToBsau-
HbL. O0Imast crarictrka Ha 2002 . 3a()MKCHPOBAHHBIX CITY-
qaeB 3aboreBanus bKS B crpanax 3amamHoit EBporbl cie-
nyromast: Upnanaus — 510 ciyuaes, [Hopryramius — 452,
[Iseiinapus — 360, @pantmsa — 129, Uunus — 69, benb-
rust — 15, Poccust — 10, I'epmanus — 6, [omnanmis — 6,
Janust — 2, Hunepnanast — 2, JlarBust — 1, JIrokcemMOypr
u Utaims — o 1 ciyyvato [48]. B HacTostiiee Bpemst cirydan
HBBK I 3aperucrpuposanst 6onee yem B 20 crpanax. Ha Ha-
yano 2007 . 3anajHble CHELUAIUCTBI OLEHUBATIA 4acTOTy
BCTpEYaeMOCTH 3Toro 3aboneBanus mudpoit 150 ciaydaes B
rof. 3aboneBaHue OMacHO TEM, YTO OHO CMEPTEIbHO U MO-
JKET TIePEIaBaThCs C KPOBBIO U MMEET OOJBIION MHKYOAIH-
oHHBIH niepuof [8, 49]. B pesynsrare, 6onmbHOE BCD jKUBOT-
HOC MOXKET JaTh MHOTOYMCIIEHHOE ITOTOMCTBO, HECyIlee B
CBOEM OpraHM3Me MATOTEHHBIM IPHOH, KOTOPBIA paHO WU
TIO3/THO TIOMAJIET B OPraHM3M 4YelloBeKa. bomee Toro, oH Mo-
JKeT TepenaThesi oT 3a00seBIIeii MaTepu PeOCHKY, BHI3BAB
BCIJIECK MPEKICBPEMEHHBIX CMEPTEH B CICAYIOIIEM ITOKO-
neHnu Jmonel. [IpoBepuTh, OONEH JIN YeIOBEeK WM JKHBOT-
HOC TIPH YKU3HH HEJB3s — COJICPKaHKE TPHOHOB B KPOBU
WA MSICE HIYTOKHO, OHU HAXOMISATCS B MO3TE, 8 MCCIIEIOBATh
MO3T MO’KHO TOJIBKO TIocIe cmepTd [23].

Marnoe 9ucio >kepTB O0JIC3HN HE TODKHO YCIIOKAUBATD:
BO3MOYKEH PE3KHUI POCT 3a00JIeBaHUsI CPEU JIIONICH, OTpe-
OJSBIINX B MHITY MSICO «OEIISHBIX KOPOBY WITH IIPUMEHSIB-
[IUX TIperaparsl TKaHeH 3apaKEHHBIX JKUBOTHBIX €IIe 10
BBEJICHNS TpOoQmIakTHIecknx mep. B BemmkoOpurannm
TI0JIaraloT, YTO POCT 3a00JIEBAEMOCTH MOXKET OBITH CXOICH
¢ KapTuHOH pocra 3adoneBaemoct CIIN/lom. Tlockombky
HHKyOarmoHHbIi nepuon HBBKS 6omnee 10 Jret, a ruk 3a00-
JIEBAEMOCTH KOPOB Iipuxoauiicst Ha 1992 ron, 3Ha4uT, cpeau
mognieit snuaemMus MoxkeT rnpomuthkes 10 2030 roma [50].

Bpaun v manyeHTsI TOMKHEI B3BEITHNBATH HEM3BECTHYIO,
HO JOCTAaTOYHO JOKA3aHHYIO BEPOSITHOCTH TPAHCMUCCHU
HBBKI 1 HeM30€KHYI0 OITACHOCTD 0TKA3a OT HEOOXOMUMBIX
JICKapCTB U JieueHus. B OOJNBIIMHCTBE Clly4aeB OTBET Oue-
BuzeH. Jlydmeit 3ammroit ot HBBKS sBiseTcs undopmu-
POBAaHHOCTB. DTOMY OyIeT CIOCOOCTBOBATH HEMEIICHHAS
MyOmuKarms 000 MH(pOpMAaI|M, OTHOCSIIEHCS K pac-
cMmarpuBaeMoMy 3abomneBanuio [51]. HeoOoxomumo opranm-
30BBIBATh U IMPOBOJUTH CEMHHAPHI C MPHUBJICUCHUEM CIIE-
LUAJIMCTOB HAyYHO-UCCICAOBATENbCKUX U MEAUIIMHCKUX
MHCTUTYTOB II0 BONPOCAM KJIMHUKUA U JUArHOCTUKH MPH-
OHHBIX 00JIe3HEH sl Bpadel 00IIeit pakTUKH, HHPEKINO-
HHUCTOB, TICHXOHEBPOJIOTOB M HEBPOJIOTOB, O(TaTEMOJIOTOB,
XHpPYpro., narooroanaromoB [41, 40]. Baxxao obecrneunTs
MIPOBEACHHUE O0S3aTEIFHOTO SIMUAEMHUOIOTUIECKOTO pac-
clenoBaHus Kaxaoro ciydas HBbKS v npyrux mpHOHHBIX
OoJIe3HEeH ¢ yUeTOM MX KJIMHUUYSCKHX TposiBiteHui [42, 50].
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