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[NpuoHHbie 3a60AeBaHMS, MAM TPAHCMUCCUBHBIE T'YOKOOOpasHbie 3HUeharonaTum — rpynna HelpoAereHepaLUmnii, XxapakTepusyio-
wmecs ObICTPO NPOrPECCUPYIOWMMN AEMEHLMENR U ABUIaTeAbHbIMM HapyweHuamu. CylecTByioT TpU BapuaHTa BO3HUKHOBEHMS
MPUOHHbIX 3a00AEBaHMI: MPSIMOE 3apaXkeHWe, HACAGACTBEHHbIE 1 CriopaAnyeckiue (BO3HMKaloWMe CMIOHTAHHO) (hopMbl. M3BeCTHbI
cAeAyiolIMe KAMHUYeCKMe (hOpMbl MPUOHHBIX 3ab0AeBaHMi YeroBeka: boaesHb KpenTudebaa-Akoba (0CHOBHOM THM), BapuaHT
6one3nn Kpentudenbaa-Akoba, boaesHb epctmanHa-LUTpaycaepa-Llentkepa, BapnabeAbHas npoTeasa-4yBCTBUTEAbHAs MPUOHO-
natus, atasbHas 6eccoHHnua u ataabHas cemerHas 6eCCoHHMUa, Kypy, MPUOHHOE 3aboAeBaHKe, aCCoUMMPOBaHHOE C AMa-
peeii 1 BereTaTMBHOI HelponaTuei. PaccmaTpuBaloTcs KAMHUYeCKMe 0COBEHHOCTH NPUOHHbIX 3aB0AE€BaHUI, MOAEKYASIPHO-TeHe-
TMYECKMEe acnekTbl MX natoreHesa, NMPUHLMMLI COBPEMEHHOWM AMArHOCTUKM. B cBaA3u c oTcyTcTBMeM 3(PHeKTUBHOMO AeveHns
BaXHOE 3HaueHue MmeeT NPOMUAAKTUKA 3apakeHMit MPUOHAMU KaK aAMMEHTapHbIM (ynoTpebAeHKe 3apaxkeHHbIX MSICHBIX NPO-
AYKTOB), TaK M TPAHCMMCCUBHbIM SITPOTeHHBIM (MPUMEHEeHMEe AeKapCTBEHHbIX BUMONpenapaTos, NOAyHaeMbiX U3 TKaHeH XMBOTHBIX)
nyTamu. besonacHocTs GronpenapaTos OT 3arps3HeHMS NPUOHAMM AOAXKHA 0DeCneUnBaTbCs COBPEMEHHbBIMM TEXHOAOTMAMM MPO-
M3BOACTBA M CMELMaAbHO Pa3paboTaHHbLIMK MPOLEAYPaMM, COOTBETCTBYIOWMMMU MEXAYHAPOAHLIM TPEOOBaHMUAM M CTaHAApPTaM.

KatoyeBbie croBa: MPHUOHHbIE 3360/\eBaHMH, rnatoreHe3, KAMHMKa, AMarHos3, I'lpO(pM/\aKTMKa, 6Monpenaparb// 6e30MnacHoCTb.
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Prion diseases, or transmissible spongiform encephalopathies, are a group of neurodegenerative diseases with progressive
dementia and movement disorders. There are three variants of prion diseases pathogenesis: direct contamination, genetic and
sporadic forms. The following clinical forms are known: Creutzfeldt—Jakob disease (common type), variant Creutzfeldt—Jakob
disease, Gerstmann-Straussler-Scheinker disease, variably protease-sensitive prionopathy, fatal insomnia and fatal familial
insomnia, kuru, prion disease associated with diarrhea and autonomic neuropathy. Clinical characteristic of prion diseases,
molecular-genetic aspects of their pathogenesis and current diagnostic approaches are discussed. Because of the lack of effective
treatment, prevention of both alimentary prion infections (consumption of contaminated meat products) and transmissible
iatrogenic infections (the use of biopreparations from animal tissues) is important. The safety of such biopreparations should be
ensured by modern manufacturing technologies and specially developed procedures that meet international requirements and

standards.
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[Mpuonneie 3a6oneBanus (I13), wam TpaHCMUCCHUBHBIC
ryokoo0pasnsie sH1edanomaruu (TTD), — rpymma Heitpoae-
TeHEepaTUBHBIX PACCTPOUCTB, XapaKTEPU3YIOIIUXCS OBICTPO
MPOTPECCUPYIOIINMY IEMEHIINEH 1 IBUTATeIbHBIMU HapyIIie-
HusMu. [13 MOTYT HacenoBaThCsT, BOSHUKATH CITOPATNMIECKH,
OBITh TTPUOOPETEHHBIMU M KOHTarMo3HbIMM [1—4], uMeroT
IUTUTETHHBIA WHKYOAIIMOHHBINA Tiepron (TOmbl), HO OBICTPO
MPOTPECCUPYIOT TIOoche MaHUGpECTAINN KIMHUIECKUX CUM-
nitomoB. Cpenu nepBoIx TposiBieHui [13 o6brHO 0TMEYatoT-
CsI HapyIIeHWS TIOBEeICHUS U M3MEHEHWS TMIHOCTU, MUOKIIO-
HyC, 3pUTENIbHBIE PACCTPOMCTBA, HAPYIIIEHUSI B IBUTATEILHOM
U KoopamHaTopHoii cepe. [13 He nMeIoT 3¢ HEeKTUBHOTO Jie-
YeHUsI, BBDKUBAEMOCTD TIPU CIIOPATMIECKUX U TIPUOOPETEH-
HBIX (hOpMax BO MHOTHX CITyJasiX He MPEBBINIAET OHOTO Toaa
rocJje aedroTta 6oje3Hu [1—4].

[Mockombky [13 BeTpeyaroTest penko ¥ HAYMHAIOTCS C He-
crienupUIecKNX CUMIITOMOB, KOTOPBIE CBHUIETEIHCTBYIOT O
HEOOBIYHOCTHU TIOPaXKEHUsI OPTAaHOB U TKaHEH, OHU TPYTHBI
1St muarHocTuKy. [IpakTrnaeckoMy Bpady MIPUXOTUTCS TIPO-
BomuTh AuddepeHINaTbHbII AMarHO3, KOTOPBIA BKITIOYAET

IIUPOKUN KPYT PA3IMYHBIX M0 ITUOJOTUM ITaTOJOTUIECKUX
COCTOSTHWIA, B TOM YHMCJIe Opyrue HellpomereHepaTUBHEIE, CO-
CYINCThIe, ayTOMMMYHHBIE, WHGEKIIMOHHBIEe, TapaHeoIuIa-
CTUYECKNE, TOKCHMYECKHE, METabOIMYecKue M SITPOTEHHbIE
CUHIpPOMHI [5].

VY 4denoBeKa NMPUOHBI BBI3BIBAIOT 00sie3Hb KpeitTidenba-
ta—SKko06a, 6one3nnb 'epctmana—IlITpayccnepa—Illlelinke-
pa, artanbHy0 ceMeiiHy10 OECCOHHUILY U HEKOTOPbIE IPYTUE.
B cBs13u co Bembimkamu [13 y MiteKkonmmuTaomumx BEICKa3bIBa-
FOTCSI OTTIACEHMSI O BO3MOXHOCTHU Tiepeayu yenoBeky 11D, B
YaCTHOCTH IyOKoOoOpa3HoU sHIIedanonaTu KPyImHOTo pora-
TOTO CKOTa (KOPOBBbE OEHIEHCTBO), XPOHUYECKOI MCTOIIAI0-
el 6one3Hu onieHel u joceit. boiee rmydbokoe moHMMaHue
maroreHe3a [13 MoXeT MPUBECTH K PAaCUIMPEeHUIO CITeKTpa
aTuX 3a00yIeBaHMil 32 cueT opM, KOTOPHIE paHee He CUMTa-
JIVCh TAKOBBIMU WJIA MMENTA HEYCTAHOBJIEHHYIO 9TUOJIOTUIO, 1
OIHOBPEMEHHO TTO3BOJISIET PACCUUTHIBATH HA Pa3paboTKy 3d-
(extuBHOM Tepamuu [13.

IproH kak MHGEKITMOHHBIN areHT He TTPUHOCUT B Opra-
HU3M HOBBIY TEHETMUECKUIT MaTepua, a IPeICTaBIsIeT cOO0i
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U3MEHEHHYIO ¢GopMy (32 cYeT aHOMAJbHOM TpexMepHOI
CTPYKTYPhI) OJHOTO M3 MIPUCYTCTBYIOIIMX B HEM OEJIKOB C ca-
MOIIOIIEPXKUBAIOIIUMUCS CBOMCTBAMU, T.€. CIIOCOOHOCTBIO
KaTaJIM3UpOBaTh KOHGOPMAILIMOHHOE MpEeBpallleHNe TOMOJIO-
TMYHOTO €My HOPMaJIbHOTO KJIETOYHOTO OeJiKa B cebe 1mog00-
HBII (TIpUoH) [1].

TepmuH «puoH» nosiBuics B cepearHe XX Beka. [1pu-
pona ryokooOpa3HbIX dHLehaoNnaTuii JoJIroe BpeMsl OCTaBa-
J1ach HEYCTaHOBJIEHHOM. B 60-€ roasr aHIIMiiCKIE MCCIIeI0Ba-
teau T. Alper u coasrt. [6] 1 J. Griffith [7] BeLaBUHYIM THITOTE -
3y, uYro HekoTopble TI'D BbI3BIBAIOTCS MaTOTEHAMH,
COCTOSIIIIMMU UCKITIOUUTEIBHO U3 0eIKOB. OHU OOHAPYKUIIN,
YTO BO3OYAUTEb CKPEUIIN Y OBEll (@Hea.: scrapie — moyecyxa)
u 6one3nu Kpeitudenpara—Akoba o61agaeT HEOOBIYHBIMU
CBOMCTBAMU U UCKITIOUYUTEIIBHOU YCTOMYUBOCTBIO K MOHU3U-
pylolleMy U3JIy4eHHI0. DTO MOCTaBWIIO TOJ COMHEHUE Tpe-
MOJIOKEHHE, YTO JaHHBIE 3a00JIeBaHUSI BBI3BIBAIOTCSI BUPY-
COM, XOTS MPUOHBI, KaK U BUPYCHI, CIIOCOOHBI YBEINYNBATD
CBOIO UUCJIEHHOCTb, UCTIOB3YS (DYHKIIMU XKUBBIX KJIETOK. J10-
3a paaMaluu, HeoOXomumasl IS YHUYTOXEHUS ITOJOBUHBI
yacTUIl TH(PEKIIMOHHOTO areHTa, 3aBUCUT OT UX pa3Mepa: yeM
MEHBIIIe TaKas YacTHIla, TeM MEHBbIIE BEPOSITHOCTh IOMaaa-
HUS B Hee 3apsikKeHHOM yacTuiibl. Ha aToM ocHoBaHMM OBLIO
YCTaHOBJIEHO, YTO IO CBOMM pa3MepaM MPUOHBI 3HAYUTEIBHO
MEHBIIIE BUPYCOB.

B oTHomeHuM cocraBa MPUOHOB BBICKA3bIBAIUCH pa3-
JIMYHbIe MHeHUs. OCHOBHOI cTajia TUIoTe3a 00 UX 0eJTKOBOM
cocraBe, BriepBble BbiiBUHYTad J. Griffith [7] u 6os1ee moapo6-
HO obocHoBaHHas S. Prusiner [8, 9]. UMeHHO mocie 3TOro
OblT BBENEH TEPMUH <«IIPUOH» (prion — proteinacious
infectious particle, 6enkoBasi MH(pEKLIMOHHASA YacTULA, WIU
PrP — prion protein, mpuoHHsIii 6e510K). B 1982 1. S. Prusiner
[8] BBLOEIMIT 3TOT areHT U3 MO3ra OOJIbHBIX XXMBOTHBIX, a 3a-
TEM U3YUUJI ero cBoiicTBa. MH(EKIIMOHHBIN areHT COCTOSIT U3
omgHoro Oenka. Ha ocHOBaHMM TTOJYYEHHBIX 3KCIIEPUMEH-
TaJbHBIX JTaHHBIX OblIa cOpPMYyIMpOBaHA KOHILIEMIIUS Oe-
KOB-TIPUOHOB [8, 9], KoTopas mepBoHaYaIbHO ObLIa BCTpeve-
Ha C OOJBIIMM CKEINTUIIM3MOM, a 3aTeM CTajla OOIeNpPUHSI-
TOM.

Bce uzBecTHbIe Ha cerogHAIIHMM neHb [13 MiiekonuTao-
IIMX BbI3bIBalOTCS Oenkom PrP. Ero ¢opma ¢ HopMmanbHOM
TPETUYHOM CTPYKTypoil oOo3HauaeTcss Kak PrP¢ (ot awen.:
common — oObIYHBIN WK cellular — kieTounslit). [aTomo-
ruyeckas ¢opMa 6eska, 00ycJIOBIIMBaoIIas ero UHGEKIIMOH-
HOCThb, Ha3BaHa PrP% (ot awen. scrapie — modvecyxa oBell
(ckpeiinu), o Ha3BaHWIO OIHOTO M3 MEPBBIX 3a00JIeBaHUI C
YCTaHOBJIEHHOM IIPMOHHOM mpuponoit) uin PrPT™SE (ot awnen.:
Transmissible Spongiform Encephalopathies — TpaHcMuccuB-
HbIe TYOKOOOpa3Hble SHIIe(haTonaThm).

OcCHOBHBIE MOJIOXEHUsA KoHueniuu S. Prusiner [8, 9]
CBOASATCA K caenyoliemy [1]:

1. UHDeKIIMOHHBIM areHTOM sIBJIsIeTCsT 0estoK PrPSe, koro-
PHbIil peTuIMIIMpPYeT ce0sl B OTCYTCTBUU HYKJICMHOBOIT KMCIOTHI.

2. Ilpespaiienue 6eaka U3 HopMaiabHOU Gopmel PrPC B
nHbeKIMOoHHYI0 (hopmy PrPS¢ mpoucxomut B Bume KoHbOp-
MaIlMOHHOTIO TIepexoaa pa3HbIMU MyTSIMMU:

— CIIOHTaHHO (cropagnveckue GopMbl);

— Ha OCHOBE TTOCTYIIJICHUSI U3BHE MATOJIOTUYECKOi (hop-
MbI PrPS¢ (mproGpeTeHHbIe (DOPMBEI);

— B pe3ynbTate MyTanuii B rene PRNP, oOycnoBinBaoo-
mux odopaszosanue PrPS usz PrP¢ (HaciencTtseHHBIE HOPMBI).

ITproHbI — eAMHCTBEHHBIE M3BECTHBIC MH(MEKIIMOHHBIE
areHTbl, PAa3MHOXEHME KOTOPBIX TPOMCXOIUT O€3 yuacTusl Hy-
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FPUOHHBIE 3BABOAEBAHMA YEAOBEKA

KJIEMHOBBIX KHCIOT. MHbekunonHas n3odopma PrPs cro-
co0Ha MpeBpalath HOpMaabHbIN 6e0K PrP¢ B MHbeKIIMOH-
Hyl0 u30(opMy, M3MEHSISI ero KOHMOpMalUio (TPETUYHYIO
cTpyKTypy). [losiBUBIIIMECS B pe3ynbTaTe Takol TpaHCchopMa-
LMY TPUOHBI HAYMHAIOT IepecTpauBaTh HOBBIE MOJIEKYJIbI
OeliKa, M 3aIlyCKaeTcs LelHasl peakiusi, B XoIe KOTOpoil 00-
pasyeTcsl OrpOMHOE KOJIMYECTBO HEMPABUIBHO «CBEPHYTHIX»
MOJIEKYJI. DTO B CBOIO OYepelb M3MEHSET B3aMMOICHCTBUE
PrP¢ ¢ npyrumu 6enkamu. MccnemoBanust cTpykTypbl PrP¢
MOKa3aJii, YTO OH COCTOMT NpuoOaM3uTeNbHO u3 40%
a-crupaneit u 3% B-cioes; B PrPS¢ BMecTo a-crupaneit mmpe-
obsanatoT B-ciou [1]. Beicokoe conepkaHue B-ciioeB Koppe-
JIMPYET C YCTOMYUBOCThIO PrPS Kk (hepMeHTAaTMBHOMY paciiie-
IJICHUIO U €r0 MH(MEKIIMOHHOCThIO.

YcTaHOBIEHO, UTO HOpMaJIbHAas U TaTojoruueckas ¢op-
MBI IIPUOHHOIO GeJIKa HEOTIMYMMBI APYT OT Apyra I10 aMUHO-
KUCJIOTHO# IOCIeI0BaTeIbHOCTA, HO MMEIOT Pa3Hyl0 KOH-
dopmanmio. HopmanbHbIi 610K x03sg1Ha PrP¢ Haxonnures Ha
MMOBEPXHOCTU MHOTUX KJIETOK, B YaCTHOCTM B HeipoHax.
CrpykrypHO-MoauduipoBanHas opma PrPS npu momana-
HUM B 3I0POBbI€ KJIETKM MHMIIMUPYET LEMHYIO PEaKIUIO 1
MPUBOINUT K npeodpazoBanuio PrP¢ s PrPs. I1puonnas dop-
Ma 0eJjIKa Ype3BbIYaifHO CTabMIbHA ¥ HAKAILIMBACTCS B IOpa-
JKEHHOM TKaHU, BBI3bIBAsI €€ MMOBPEXICHNE K B KOHEYHOM CUe-
Te — ru6esib. CTabMILHOCTh MPUOHHOM (DOPMBI O3HAYAET, YTO
MPUOHBI YCTOWYUBEI K IeHATypalliy IO/ AeiCTBUEM XUMUYe-
CKUX U (PU3NYECKUX areHToB [1].

Been 3a ompeneneHueM IEPBUYHONM CTPYKTYpbl PrP¢
ObLT MIEHTU(MUIIMPOBAH KOAUpYouii ero reH PRNP, KoTto-
PbIii PUCYTCTBYET B FTeHOMAaX BCeX MJICKOIMUTAIOIINX, IITUI] 1
pbIO. Y yesoBeKa 3TOT I'eH JIOKAJU30BaH B KOPOTKOM ILIEeUe
xpomocoMbl 20 (20p), UMeeT MPOTKEHHOCTh 16 ThIC. H.II. U
COmepKUT 2 9K30HA. ['eH SIBJIsIeTCSI BBICOKOKOHCEPBATUBHBIM,
M HAMBBICILIVIE YPOBHU €T0 9KCIIPECCUU OTMEYEHBI B HEMpOHaX
LIHC. OH xoaupyeT NOoJMUINEeNnTH I JJIUHOM 253 aMMHOKMCIIOT-
HBIX OCTaTKa, KOTOPbIiA B IIPOLIECCE CO3PEBAHMUSI YKOPaUUBaeT-
csl KJIETOYHbIMU (pepMeHTaMu. 3penast popma PrP cocrout us
208 aMUHOKMCIOTHBIX OCTAaTKOB M MMEET MOJEKYJISIPHYIO
maccy 35—36 x/la [10]. T'enernueckue popmar I13 06yciaoB-
JieHbl MyTauueit reHa PRNP. I1pu 6one3uu Kpeittudenpara—
Sxob6a onucanHo 6ojiee 50 myrauwmii [11], yaiie Bcero B Koao-
Hax 178, 200 u 210, mpu 6one3nu ['epctmana—IlITpaycciepa—
IeitHkepa MyTalu BO3HMKAIOT B KomoHax 102 1 117, cemeiiHoit
¢aranbHOI 6eccoHHmIle — B KogoHax 129 u 178. [Tomumo myta-
LI OIKCaH psifi BApMAHTOB MouMopgdusma [12].

Dkcnpeccupyemuiii PRNP 6Genox PrP¢ asnsercsa sikop-
HBIM NIMKO3MIGOChHaTUININHO3UTOIOM, KIETOYHO-IIOBEPX-
HOCTHBIM T[JIMKONpPOTeHMHOM. PrP¢ (HopMasibHBbIi MeMOpaH-
HBII 0eJI0K MJIEKOIUTAIOIIMX) BXOAUT B COCTaB KJIETOYHBIX
MeMOpaH B pa3HbIX TKaHSIX — B OCHOBHOM B HelipoHax [IHC,
JUMMOPETUKYISIPHOM TKAHU, KJIETKAX UMMYHHOI CHUCTEMbI
[1]. ®dyukuum Genka PrPC momHocThio He pacKpbiThl. I1o-
BUIVMMOMY, OH UTPaeT BaXXHYIO POJIb B IIOAAEPKAHINU COXPaH-
HOCTM HEWPOHOB M IJIMM B OTHOIIEHUU OKMCIUTEIbHOIO
cTpecca, MPUYACTEeH K IPOLleccaM PETYJISUU COmEPKaHMUsI
BHYTpUKJIIeTOUHOTO Kanblus (Cat) B HelipoHax, MeTaboIn3Ma
MeIM, y9acTBYET B KIIETOYHOM aAre3uu, repeaade BHyTPUKIIe-
TOYHBIX CUTHAJIOB, 00ECIIeYeHUM HOPMAIbHOTO (DYHKIIMOHM~
POBaHUSI CHHAIICOB U ITepedadyll CUTHAJIOB B HEPBHOM TKaHHU, a
TaKXe B MOAIEPXAaHUM B KJIETKaxX, TKaHSIX, OpraHax M opra-
HU3MeE B LIEJIOM LIMPKATHBIX (LIMpKaaraHHbIX) puTMOB |3, 13].

ITpu niepexone 6enka PrPC¢ B mpronHoe cocrosiHue PrPse
ero O-CIupaju mpeBpainamTcs B B-ciou [1, 4], u3MeHsieTcs
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KoHpopmauus. Takue HeHOpMaIbHbIe U30(DOPMbI OObEIMHS -
I0TCSI B BBICOKOCTPYKTYPUPOBaHHbIC aMWJIOWIHBIE BOJOKHA,
KOTOpbIe, CKaIlIMBasICh, (hopMupytoT OJs1ku. KoHelr kaxmo-
o BOJIOKHA CIYXUT CBOEOOpPA3HON OCblO, K KOTOPOW MOTYT
MPUKPETLISATECS CBOOOMHBIE OEJIKOBBIC MOJICKYJIBI, B PE3Yib-
Tarte yero ¢pudpusuia pactet. B 60ibIIMHCTBE CiTydaeB MPHCO-
CIUHSTBCS MOTYT TOJIbKO MOJeKyJdbl PrP, mmeHTHuyHBIE MO
MEePBUYHOM CTpyKType PrPS¢ (mosromy oOBIYHO Iiepemaya
MPUOHOB BuUaocmenuduyHa). OmHaKO BO3MOXHBI U Cllyyau
MEXBUIOBOM Mepeaayn MpuoHos [ 14].

Kak 6b1710 cKkazaHO BbIIIE, CYHIECTBYIOT TPU BapuaHTa
Bo3HUKHOBeHus I13: nipsiMoe 3apaxkeHue, HacleICTBEHHbIE U
criopaanyeckye (BO3HUKAIIME CIIOHTaHHO) hopMbl. B psine
ciayyaeB pasButue I13 ompenensercsds KOMOMHALIMENH 3TUX
dakTopoB (HampuMep, 3apakeHUEeM M IPeApacloIoKeHHO-
CThlO, ompexaensemMoil reHoturioM) [1, 15]. B GonbimHcTBe
ciayyaeB (0koj0 85%) I13 BO3HMKAIOT CIIOHTAHHO IT0 HEBBI-
SICHEHHBIM TTPUYMHAM, Ha JI0JII0 HACIeACTBEHHBIX (POpM ITpH-
xonutcst mpuMepHo 10% ciydaeB, ocTajbHbIE CIydau BhI3Ba-
HbI IPMOHHBIM 3apaxeHuem [15].

3apaxeHue KakK 4ejoBeKa, TaK M KMBOTHBIX Yallle BCETO
ObIBacT aIMMeHTapHbIM. M3 KuIlleuHKa TTPUOHBI TPAHCIIOP-
TUpYyIoTCd B KpoBb U TuM@y. B IIHC npuoHbI NpoHUKAIOT re-
MaTOT€HHBIM IIyTeM, IpeojojieBas TreMaTosHIehaTnIeCKuii
Gapbep, 4TO MoaTBep:xKaaeTcs nepenavein I13 nmpu nepenuBa-
Huu KpoBu [16]. KpoMme reMaToreHHOro pacrpocTpaHeHUs,
MPUOHBI MOTYT MOMNAAaTh B TOJIOBHOI MO3T 10 OJIyKIaloleMy
U rieprudepruIeckKuM HepBaM (HeliporHBasus) [17].

Panee cuuranocn, yto HHC — enuHcTBeHHas TKaHb, B
KOTOPOI1 HaKaruIMBaIOTCSI IPUOHBI, HO OBLIO TIOATBEPXKICHO,
YTO MPOHUKHOBEHUE MPUOHOB B MO3T MPOMCXOAUT ITOCIE UX
peIIMKALMKU B Cejie3eHKe, allleHAnKce, MUHAAIWHAX U Ipy-
rux JuM@onaHbix TKaHgX. M xora 13 — HeBpojorunyeckue
3a00J1eBaHMST, KPUTUYECKUE COOBITHS B UX TTATOTEHE3€ ITPOMC-
XOIST B nepudeprndyecknux JuM@onaHbix opraHax [18]. JIum-
¢dougHbIe OpraHbl opaxaloTcs Ha paHHMX cTanusix 13, a ce-
JIe3eHKa U JUMdaTUUecKre Y37bl SBJSIOTCS TEPBUYHBIMHU
TOYKAMU permkannu PrPSe mocie 3apaxkeHunst ¥ Takke 3Ha-
YUTEJNBHO MOBpPEXAAIOTCI. B aKkcIleprMeHTax mokasaHo, 4TO
yaajaeHue cele3eHKU U Apyrue BO3AeCTBYS Ha iepudepuye-
cKUe TUMMOUIHBIC CTPYKTYPHI 3aePXKUBAIOT N€0I0T KIMHM-
yeckux nposieHuii I13 [18].

Ilon peiicTBMEM MPUOHOB B TOJOBHOM MO3re (hopMUpY-
10TCs (pUOPWILIBI, Pa3BUBAIOTCS aMUIOUI03 (BHEKJIETOUHBII
MHUCTIPOTENHO3, XapaKTePU3YIOIIUICS OTIOXKEHUEM aMUJIOW-
J1a ¢ pa3BUTHEM aTpo(uu M CKJIepo3a TKaHM) U acTPOIJIMO3
(pa3pacTaHue aCTpOLIUTAPHON HEUPOTTIUU, TUTIEPITPOTYKIIUS
[JIMAJIBHBIX BOJIOKOH) TPU OTCYTCTBUM WHMWIBTPATUBHBIX
BOCMAJIUTEIBHBIX peaklinii. B pe3ynbraTe MporcxXoasiT rubeib
HeiipoHOB, 0O0pa3oBaHUE BaKyoJjeil, OEIKOBBIX/aMUIOMIHBIX
arperaToB M BO3HUKAIOT TyOKOOOpa3Hble M3MEHEHUS TOJIOB-
Horo Mosra [19—21]. ITociae uHGUIMPOBaHUS U peTUIMKALIUN
B IIHC npuoHbI pacnpocTpaHsIoTcs no nepudepudecKum
HepBaM K APYTMM TKaHSIM, T1e MPOMCXOAUT BTOPUYHAS MPH-
OHHag perutukanus [20, 21].

[IpyoHbl TOpaxkaloT pa3Hbie BUABl MJIECKONMUTAIOIINX,
npu 3ToM 6es10K PrP y Bcex BuIoB oueHb cxox. Ho u3-3a He-
GobIINX pa3nnumnii Mexay PrP y pasHbix BunoB nepenaua [13
OT OJTHOTO BMJIA K IPYTOMY HeXapaKTepHa, T.€. CYIIeCTBYeT BU-
noBoii 6apbep [1, 22]. Tem He MeHee BapuaHT 0one3Hu KpeiTi-
denpaTa—SKoba y yeaoBeKa BbI3bIBAETCSI TPUOHOM, OOBIYHO
MOopaxarlIXUM KOPOB U BhI3biBaomuM TI'D KpymHoro pora-
TOTO CKOTa, KOTOPBII TTepenaeTcs yepe3 3apakeHHOE MsICO.
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B HacrosImiee Bpemst U3BECTHBI CIIEAYIOIINE KITMHUIEeCKUe
dopmer I13 denoseka: 6ome3Hb Kpeiitidenpara—SAdkoba
(BK#), ocnosHoit Tut; Bapuant BKS (BBKA); 60me3np ['epet-
mana— Lltpayccnepa—ILlleitHkepa; BapuabenbHast poTeas3a-
YyBCTBUTEbHASI TIpUOHOMATHs; (haTtanbHasi GecCOHHMIA W
(atambHas ceMeitHasg OeccoHHua; Kypy; I13, accommmpo-
BaHHOE C TMapeeil ¥ BETeTaTUBHOW HEMPOTIATUEN.

BKA — nanbonee pacupoctpaHeHHoe I13 yemoBeka, Ha
JOJTI0 KOTOPOTO MPUXOOUTCst oKojio 85% Bcex ciaydaes I13.
Benymum knuHuyeckum mposisieHueM bKA saBasiercst Obi-
CTPO TIpOTpeccupylomiasi IeMeHIMsI, BO3HUKAloIIasi 6e3 siB-
HBIX TIPUYUH W COMTPOBOXKIAIONIASICST TTOBENEHIECKUMU U3Me-
HeHusIMH (0COOEHHO y 60JIee MOJIOIBIX MAIIMEeHTOB), HApyIIe-
HUSIMU BBICIINX TICUXWYeCKUX PyHKIM (adasvsi, aMHe3Us 1
nedUINT BHUMAHUS), MUOKIOHYCOM, THPAMUTHBIMHU pac-
crpoiictBamu [23].

Krnaccuyeckas knmuHuveckas tpuaga bKS Bxitouaet 6bi-
CTPO TIPOTPECCUPYIOIIYIO IEMEHIINIO, MUOKIIOHYC U aTaKCHIO.
Cpenu MBUTATETHHBIX PACCTPOMCTB Yallle BCEro HaOMOIA0TCs
MUOKJIOHUYECKUE TUTIEPKUHE3B! (BO3HUKAIOT CIIOHTAHHO WJTN
TIPOBOIIMPYIOTCST CIIYXOBOU U TAKTUILHOUN CTUMYJISIINEi), HO
TaKXXe BCTPEUYaloTCs 9KCTpANMpaMUIHbIe HApYIIEHUS: TUCTO-
HUSI, XOpeoaTeTo3, TPeMop, TeMUOaJUT3M, aTUITUIHBINA TTap-
KUHCOHU3M [24].

Hpyrue HEBPOJOTUYECKNE HAPYIIEHUS TPENCTABICHBI
3PUTETHBHBIMU PACCTPOUCTBAMY (IUTUIONHS, 3aTyMAaHEHHOCTh
WM HEYEeTKOCTh 3peHUsI, NedeKThl ToJiel 3peHUs, 3pUTEITh-
Hasi arHO3WsI, BO3MOXHO (popMUpOBaHNME KOPKOBOU CIIETIO-
THI), SMUJIETITUYECKUMY TIPUCTYTIAMU, U3MEHEHUSIMY TTOBEIE-
HUSI, TiepudeprudecKoit HeliponaTreit, Ha TTIO3MHUX CTAIASIX —
AKMHETUYECKUM MyTH3MOM. [lcuxuarpuyeckuie CUMIITOMBI
otMeuatorcst y 80—90% malreHTOB M BO3HUKAIOT B HAauaJIe 3a-
ooneBanust y 20—26%. Cpenu HUX GeCCOHHUIIA, TPEBOTa, Je-
TIPECCUST, PA3NIPAKUTEIBHOCTD, TAJUTIOIIMHAIIAN, TICUX03, KOT-
HUTUBHBIC paccTpoiicTBa [25].

IMonteepxnenue bKS ¢ momolibo 1a60paTOPHBIX METO-
OB OCHOBBIBAeTCSI Ha pe3yIbTaTaX MarHUTHO-PE30HAHCHOM
tomorpacduu (MPT) ronoBHoro mosra (nmpu nud@y3noHHO-
B3BemieHHO MPT unu B pexxume FLAIR oOGHapyxuBaioTcs
XapakTepHble M3MEHEHUsI CUTHaJla Ha YPOBHE XBOCTaTOTO
sipa, GJIeTHOTO T1apa, KOPTUKATBHBIX 30H), 3JIeKTpodHIIedha-
norpapuu (B3I (TUNMUYHBI TIEPUOANYECKHUE KOMIUIEKCHI
OCTPBIX BOJIH Ha 0Oojiee MENJICHHOM M HU3KOAMIUITUTYTHOM
dbone), nneHTHOUKAIIMY B CTMHHOMO3TOBO XUAKOCTU OeJi-
KOBBIX MapKepoB BO30yIuTeNs (B YaCTHOCTH, O6eka 14-3-3) ¢
TIOMOIIIbI0 UMMYHOOJIOTTUHTA, HOBOTO METONa BHOPAIIMOH-
HO-WHAYIIMPOBAHHOW KOHBEPCUU B PEXMME PeabHOTO Bpe-
menu (RT-QUIC), mocpencTtBoM KOTOPOro 0OHAPYKMBACTCS
MMHUMAJIBHOE KOJIMYECTBO MPUOHHOIO Oenka [21, 26].

JuarHo3 BepuuIIMpyeTcsl IPY THCTOXUMUIECKOM HUCCITe-
JMOBAaHUM MWKPOIIPETIapaToB M3 OMONTATa TOJIOBHOTO MO3Ta,
TIPY STOM MOTYT OBITh YCTAHOBJIEHBI HACJEICTBEHHEIE CITydaur 1
npyrue reHetndeckue opmbl [13 (bartambHast cemeitHas Oec-
conHwmia u 6one3nb ['epctmana— Il tpayccinepa—IlleitHkepa).

Ho mockonbky He BO BceX OTIeIax TOJIOBHOTO MO3Ta MO-
TyT ObITh OOHapyXkeHbl TUNMUHbIe 17151 BKA ructonoruyeckue
W3MEHEHUsI, TIOATBEePXKICHUE OUArHO3a TOCNie TPOBENECHMUS
OUMOTICHY MOXET NaTh HeyOenuTeTbHbIe pe3ynbTaThl. [loaTomy
HEeMpOXUPYPrU CTPEMSITCS TIOJMYYUTh 0OPA3IIbl TSI MCCIEeN0-
BaHUS U3 TeX 00JIacTeil Mo3ra, B KOTOPBIX MMEIOTCS Hanboee
3HAUYNTEIbHBIE U3MeHeH s 110 naHHbeM MPT (uare ato romy-
0oKue CyOKOpTUKaIbHbIe CTPYKTYpPHI) [15].
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Pasznmuualor Heckonbko popm BKSA: cnopamuueckasi, re-
HeTHueckas (ceMeiiHast), stporeHHas u BBKS. HezaBucumo
OT (hOpMBI TeueHHE 3a00JIeBaHUS XapaKTepU3yeTcsl ObICTPHIM
nporpeccupoBaHueM ¢ (daTtaJbHbIM HUcXxomoM. CpemHsisi BbI-
KUBAEMOCTh OOBIYHO K0Js1ebs1eTcs oT 6 Mec 1o roxa [12, 15].

Cnopaduueckass BK4 BcTpedaeTcss 3HAUMTEIBLHO Yallle
ocTajJbHbIX (hopM — B 85% citydaes [15]. 3a6oeBaeMOCThb CO-
craBisieT 1 cayyaii Ha 1 MiIH HacelieHus B roa. Heitponerene-
PaTUBHBII MPOLIECC 3aITyCKAETCsI CIIOHTAaHHO B pe3YJIbTaTe CO-
MaTUYECKOW T€HHON MyTallMU WU CIIy4aWHBIX CTPYKTYPHBIX
nsMeHeHuit B PrP, mpuBonsamiux K o6paszosanuio PrPs. B or-
muuue ot BBKS, ximmHMueckue m maroMopdosioruyeckue
MPOSIBIICHUS 60Jiee TeTEPOTEeHHBI, YTO MOXKET OBITh CBS3aHO C
CYILIECTBOBAHUEM PA3JIMYHBIX MOJIEKYISIPHBIX (DEHOTHUIIOB.
Haunnaercst 3a6oieBanne oObI94HO B Bo3dpacte 60—70 jer,
0K0J10 90% MalKMeHTOB YMUPAIOT B TeYSHNE OTHOIO roja.

Tenemuueckasn (cemeinasn) bKA. Iopsinka 5—15% cny-
yaeB BK sBnsitoTcs reHeTUUeCKUMU (CEMEMHBIMM ), C ayTO-
COMHO-TOMUHAHTHBIM TUIIOM HacJIeAOBaHUsSI U BBICOKOI
MEeHETPAHTHOCTBIO, CBSI3aHHBIMU C MyTallUSIMU B reHe PRNP.
Cewmeiinass BKS mmeer cxomHble KJIMHUYECKUE, HEWPO-
pamvoioTUYecKre M J1abopaTOpHbIE XapaKTEPUCTUKH CO
cropaguyeckoir (opmoit. Omnmcanbsl 6osee 50 myTauuit
PRNP, yacToTa UX BCTPEUYaEMOCTH YBEJIMUMBAETCS C BO3pac-
ToMm [11].

SAmpoeennas BK4A Moxer mepemaBaTbCsA IyTeM TpaHC-
IUIAHTALIMY TPYITHOM POTOBUIIBI MJIM TBEPAOI MO3rOBOiI1 000-
JIOYKH, IIPY UCTIOJIb30BAHUM CTEPEOTAKCUIECKUX BHYTPUMO3-
TOBBIX 2JICKTPOIOB WJIM TPUMEHEHUH TOPMOHA POCTa, MPUT0-
TOBJIGHHOrO M3 runodusa yegoBeka. KimmHuyeckass KapTuHa
CcXOIHa ¢ TakoBou npu cnopanndeckoit BK [12, 15]. MHKy-
OallMOHHBII MMepUO 3aBUCUT OT MeCTa MHOKYJISILMU. [1pu nc-
MOJIb30BaHUHN 3arpsi3HEHHBIX 3JIEKTPOAOB, KOTOphIe HaKjIa-
IBIBAIOTCSI HEIOCPEACTBEHHO HAa MO3T, OH CaMbIii KOPOTKUIA
(16—28 Mmec), a mociie nepudepryecKoro BBeAeHMSI TOPMOHA
pocta gnurcs ot 5 no 30 ner [27].

HMmeroresa onucanus 3 ciydaeB nepenaun BKA B pesynb-
TaTe MepeIMBaHKs KPOBU OT TOHOPA, Y KOTOPOTO ObLI IUarHO-
ctupoBaH BBKSI Bo BpeMsl BCIBIIIKM 3TOro 3a00jeBaHUS B
Benuko6puranum [28].

6b K4 pazBuBaeTcs nocie yrnotrpeojaeHNs B ULy TOBSIIM -
HBI, 3apaxkeHHo# nmpuoHamu. B 1986 r. B BenukoGpuranuu
BCIbIXHYJIa 31n300TUsI TT'D KOpoB, TakKe Ha3BaHHOM «KOPO-
BbMM O€IIEHCTBOM», KOTOpasl NpuBejia K rubenu 6osee yem
160 000 rojioB KpymHOro poraroro ckota [29]. D1o HOBOE 3a-
0oJsieBaHUE ObLIO BBI3BAHO MCMOJIb30BAaHUEM MUILEBBIX 100a-
BOK MSICOKOCTHOI MYKH, KOT/Ia M3-3a CJ1a00 KOHTPOJIUPYEMBIX
MpaBWJI TIepepabOTKK MOOOUYHBIX TTPOAYKTOB XKMBOTHOTO TTPO-
ncxoxneHus PrPS or 3apaxkeHHBIX CKpEI OBELL U IPYroro
KpyIHoro poratoro ckora ¢ TI'D nmomnanan B KopM IIJIs1 KOPOB.
OOBIYHO B TEXHOJIOTHMIO TOJYYSHUS] TAKOM MYKU TOC]Ie TIPO-
1IECCOB TIIATEIHLHOTO M3METbUEHUST UCXOMHOTO ChIPhSI BKIIIO-
yeHa 00paboTKa aKTMBHBIMU XHUPOPACTBOPUTEIISIMU, a TAKKe
TepMoobpabdoTka mpu Temneparype 130 °C. OmHako B KOHIIE
70-X TOAOB MpeANPUHUMATENN, PEIIUB IMOBBICUTH MTUTATEIb-
HYIO LIEHHOCTb MSICOKOCTHOW MYKH, CHU3UJIU PEXUM TEPMO-
o6pabdotku 10 110 °C, a TakKe YMEHbIIMIN KOJIUYECTBO Be-
LIECTB, SKCTPArupyrOIIuX Xup. IMeHHO 3TH U3BMEHEHMS CII0-
CcOOCTBOBAJIM SMTM300TUM KPYITHOTO pOraToro ckora [3].

HoxkazaHo, uto TI'D y KopoB npuBeia K MOSIBICHUIO HO-
Boro tuna BKS, monyuyuBiiero HasBaHue «BapuaHT BKS»
[29]. IepBbie ciyyan BBKS 6111 3apeructpupoBatbl B 1995 1.,
Korja 3aboJjieBaHUE IUArHOCTUPOBAIM Y 2 OPUTAHCKUX IOJ-
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poctkoB [30, 31]. 3-3a nauTe1bHOr0 MHKYOAIIMOHHOTO TIe-
priofa CBSI3b MEXIY 3a00JieBaHUEM U 3apak€HHBIM MSICOM B
BenukoOpuraHum He OblJ1a YCTAHOBJIEHA 0 TEX MOP, MTOKa 3a-
6oneBaemMocTh TI'D y KOpoB He mepepociia B SNUIEMUI0. DITH-
nemust TI'D Obl1a B3sgTa I0A KOHTPOJIbL ITOCJE MAaCCUBHOTO
y00s1 CKOTa M U3BMEHEHU B TEXHOJIOTMH MPOU3BOICTBA, KOTO-
pble PEe3KO COKpaTWIM 3arps3HeHue Msica KOMIIOHEHTaMU
HepBHOH TKaHu. B BeaukoOGpuTaHuUM eXerogHoe 4uciio HO-
BbIX ciydaeB BBKSI, kotopoe nocturio nuka B 2000 r., Hey-
KJIOHHO cHMXaercsl, U B 2013 r. ObuT MOATBEPKAEH TOJBKO 1
cliyyaii 3abosieBaHus [15, 32].

BoabvmuncerBo cayyaeB BBKS quarHocruposaHo B Benn-
KOOpUTAaHUM, MX 4Yucio coctaBuiio okoyno 200 B 2015 r., 1o
CpaBHEHUIO ¢ IMpUMepHO 60 ciaydasmMu B APYrUMx cTpaHax [15,
32]. ¥ Bcex naumneHntoB BBK4 pa3Buiics nocie ynorpeodieHus
B IUIILY MsIca, TTOJIy4EHHOTO OT KPYITHOTO pOTraToro CKoTa, 3a-
oonesurero TI'D. Ho, HecMOTpsI Ha IIMPOKOE pacIpocTpaHe-
Hue TI'D, mopa3uBILIeEro COTHU THICSY TOJIOB KPYITHOTO pora-
TOTO CKOTa, OTHOCUTEILHO Y HEMHOTHX JIIO/Iei, KOTOPHIE YIT0-
TpeOJISIA B TTUIILY MSICO OOJIbHBIX XKMBOTHBIX, pa3Buiicst BBKS
[15, 33].

MHKyGauMoHHBII Tiepuon (BpeMsl MeXIy YIoTpeOaeHU-
eM B IUIIY 3apakKeHHOMN TOBSIUHBI U MaHU(eCTalle CUM-
MTOMOB) OBLI JJUTEIbHBIM: OOJBIIMHCTBO MAIlMEHTOB OBLIN
3apaxkeHbl B KOHIIe 80-X rogoB, a MUK 3a00J1IeBaeMOCTU TIPU-
mesicss Ha Havaio 2000-x, T.e. MHKYyOallMOHHBIN TEPUOL CO-
craBu 11—12 siet. B mocieqHUX TMarHOCTUPOBAHHBIX ClTyda-
SIX MHKYOALIMOHHBII nepuoa nocturai ot 12 go 6onee 20 neT
[32, 33].

Knunuueckue u matoMopgooTUUecKue IPOSIBICHUS
npu BBKS umeror otnuuusa ot apyrux dopm BKS. bonesHn
rnopaxaeT MOJIOJBIX JIIOJEH B Bo3pacTe B cpenHeM 10 30 JeT, ee
Hayajo XapakKTepu3yeTcsl IBMEHEHUSIMU JIMYHOCTH: OOJIbHOM
yTpauuBaeT TIpeXHWE WHTEPEChl, HAUMHAET CTOPOHUTHCS
OJIM3KUX JIIOJIEH, Y HETO pa3BUBAIOTCSI TPEBOKHOE COCTOSTHUE,
OeccoHHMIIA, aernpeccus. JIBurareabHble HapyIIeHUS POSIB-
JISTIOTCSI IIPUMEPHO Yepe3 6 Mec OT Hayajia 3a00J1eBaHuUsI B BUIE
MpOrpeccUpylollieil aTakcuu, Xopeu, MHokiIoHyca. Ciabo-
yMUE HacTymaeT Mo3aHee, YeM MpU KJlaccuueckoii popme, ma-
LIMEHT OCO3HAET CBOE yXymIllarolieecs: cocTosiHue. JIoBOJIbHO
OBICTPO OH TepsSIET CIOCOOHOCTb camMooOCHyXuBaHMS. [y
BBKS TMIIMYHEBI He TOILKO Hayayio B 6oJjiee MOJIOAOM BO3pac-
Te, HO U CPeIHSSI BBIXKMBAeMOCTb, TpeBbiiatomas 14 mec [15,
32, 33]. BeposiTHO, 4TO pa3nuMsi B BBKMBAEMOCTH OTYACTU
CBSI3aHBI C BO3PACTOM IMAIlMEHTOB.

ITpu s3Tom passutue BBKS 06ycnoBaeHo He TOJIBKO BO3-
NeCTBMEM IMaToreHa U3 3apakeHHOTo Msica, HO U TeHeThYe-
CKOI MpeapacIiojioXXeHHOCTHIO, OMHUM U3 (DaKTOPOB KOTOPOIi
SBJsIeTCs MoJuMopdu3M B KomoHe 129 rena PRNP, onpene-
JISTIONIMI BCTpaMBaHWE aMWUHOKUCJIOTH BaJIMHA WJIM METHO-
HUHA B COOTBETCTBYIOIIEM TOJIOXKEHUM TTPUOHHOTO OeJika. Bo
BCEX MOATBEPKACHHBIX CIIydasiX BBISIBISZIOCH TOMO3UTOTHOE
COCTOSTHME 10 TAaHHOMY MOJUMOP(U3MY ¢ BCTpauBaHUEM Me-
ToHuHa. [Ipenmosaraercs, 4To MOBBIIIEHHAS TTPEAPACITIONO-
>KEHHOCTh K pa3BuTuio [13 y romo3urot no komony 129 oby-
CJIOBJICHA aO0COJIIOTHOII TOMOJOTMEM MOJEKYJ IPUOHHOTO
0eJika, 4To obieryaeT MeXXMOJIEKYISIPHOE B3aUMOACICTBIE U,
cjenoBartesbHO, KoHBepcuio PrPC¢ B PrP5¢ [29]. Hanpotus, re-
TEPO3UTOTHOCTh (BaJIVMH/METUOHUH) B KomoHe 129 umeer
OIpene/IeHHBIN MPOTEKTUBHBIN 3((hEKT, YTO TOATBEPXKIAET-
cs1 6oee mo3gHUM (Ha 10—20 y1eT) HayaaoM OOJIE3HM Y TeTe-
PO3UTOT IO CPABHEHUIO C TOMO3UTOTAMU TTPU HEKOTOPBIX Ha-
cieacTBeHHbIX popmax 13 [12, 33].
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OB30OPbI

bone3ns» TI'epctmana—IIITpaycciaepa—Illeiinkepa, wiu
rmoaocTpasi TyoKooOpa3Hasi aHIedaionaTysi, HacJeayeTcsl 1Mo
ayTOCOMHO-TOMUHAHTHOMY THUITy M OOBIYHO pa3BUBACTCS B
cpenHeM Bo3dpacte. CpenHsisl MPOIOLKUTEIbHOCTD KU3HU T10-
ciie nedroTa (5 neT) npesbiaet TakoByio ipu BKS. Ilo cpaB-
Henuto ¢ BKS pacnpocTpanenHocTh 6one3Hu I'epctmana—
I rpayccnepa—IlleitHkepa mpumepHo B 100 pa3 Huxe [3, 12].

BosiesHb HauMHAETCS ¢ Pa3BUBUTHSI MO3XKEUKOBOIM aTak-
CHUM C TPYAHOCTSIMU TTPU XOAb0E M yAep>KMBaHUU paBHOBECHS,
IU3apTPUU, K KOTOPBIM IMIPUCOETUHSIOTCS ITPOTPeCCUpPYIOIIIe
W3MEHEHUS TUYHOCTU U IeMEHITMsI. MOTyT OTMedaThesl 1BOE-
HUeE B IJ1a3ax, ape3 B3opa, IIyXoTa, MMPaMUIHbIe CUMIITOMbI
(CTacTUYHOCTh). MUOKJIOHMU BCTPEUYaloTCsl Tropas3no pexe,
yeM nipu BKSI. TTpomomkKuTeabHOCTh XXU3HU COCTABIISIET OT 2
1o 10 ner.

[Mpy HamMYUM XapaKTepHBIX CUMITOMOB M CEMEWHOTO
aHaMHe3a Y MallMeHTOB MOJIOAOT0 Bo3pacTta (MoJjoxe 45 jer)
bosnee BepositeH cuHapoM [epctmana—IlITpaycciepa—
Ieitnkepa. JlnarHo3 MOATBEPXKIAETCSI JTaHHBIMUA TeHETUYE-
cKoro uccienoBanus |3, 12, 33].

BapunaGeabHasa nporea3a-qyBCTBUTEIbHAS PHOHONATHS —
penkoe I13, onucannoe B 2008 r., aMarHoctupyercs B 2—3
caydasx Ha 100 muiH HaceneHus [34]. BapuabenbHast mpoTea-
3a-YyBCTBUTEJIbHASI MMPUOHOMNATUSI CXoaHA ¢ OoJie3Hblo ['ep-
crmaHa—IlITpayccaepa—IlleitHkepa B OTHOIIIEHMM HAKOILIE-
HHUSI aHOMAaJIbHOTO MpHOHHOro Genka PrPs u ocobeHHocTEM
M3MEHEHUI B TOJIOBHOM MO3re, HO B OTJIMYHME OT 0OJie3HU
I'epctmana—IlITpayccinepa—IlleitHkepa B reHe 3Toro Gejika
He OBbLIO BBISIBJIEHO MyTalnii. KnnHuvyeckue mposiBieHus oT-
ymyarores ot BKS, a PrPS¢ MmeHee ycToitunB K paclerieHUIO
MpoTea3aMM, MPUYEM B HEKOTOPBIX CIy4asix YYBCTBUTEIb-
HOCTb K ACHCTBHUIO ITpoTea3 00JIbllle, YeM B APYTUX, YTO HAIILIO
OoTpaxkeHKHe B Ha3BaHUU «BapuabesbHas IpoTea3a-4yBCTBH-
TeJbHas». 3aboyieBaHWE MaHUMECTUPYeT pPacCTPONCTBAMU
TICUXUKHU, peun (aca3us, AM3apTpusi), KOTHUTUBHBIMU Hapy-
meHUSIMU. MOTYT pa3BUBAThCSl aTaKCUs M MapKUHCOHU3M.
CpenHuii Bo3pacT Hayaia 3abosieBaHus cocTasisier 70 Jer,
BBIKMBaeMoOCTb — okouio 2 ser. [IpumepHo 40% maimeHTOB
MMEIOT OTSTOILLEHHBIN CeMEMHBII aHaMHe3 10 JeMeHLuH [34].

®araibHasg 0eCCOHHMIA — DEIKOe HACAeACTBEHHOE MU
cropaauyeckoe I13, BbI3bIBaroIlce HApYyIIEHUST CHA, IBUTA-
TeJIbHbIE PACCTPOMCTBA U MPUBOSILEE K JIETATLHOMY MCXOY.
daranbHasg 6ecCOHHMIIA OOBIYHO CBA3aHA C ayTOCOMHO-I0-
MMHaHTHOI MyTaleit. UMeroTcst onrcanus okoiio 40 cemeii,
MOpaXeHHbBIX 3TOM 00Jie3HbIO [33]. [eHeTMYEeCKOE UCcCienoBa-
HUE TO3BOJISIET TTOATBEPANTh NrarHo3. CpeaHUil Bo3pacT Je-
610Ta coctanisieT 0koJ10 40 et (ot 20 mo 60 JeT), MPOIOIKM-~
TEJIBLHOCTh XU3HU — 8—72 (B cpenHeM 18,4) mec. HemaBHO
OBLIO OMYOJIMKOBAHO OINMCcaHue BepU(UIIMPOBAHHOM CITopa-
JIMYECKOi (haTabHOI 6€CCOHHUIIBI y TToapocTKa 13 jet [35].

Pannue cumnToMsbl ¢ataabHOR 0€CCOHHULIBI BKIIIOYAIOT
BO3pacTaIle TPYIHOCTU C 3aChillaHUEM U TMOAIEPXKaHUEM
CHa, a TaKXXe CHUKEHMEM KOTHUTUBHBIX CIIOCOOHOCTE, aTaK-
cHeil U TICUXUYEeCKUMU HapyIIeHUSIMM (M3MEHEHMS TTOBeIe-
Hus, addeKTUBHBIE paccTpoiicTBa). K HUM MprcoenMHSIOTCS
CUMIITOMBI CUMITATUYECKOM TUTIepaKTUBAIIMU: apTepHralibHas
TUTIEPTEH3USI, TAXUKAPIUS, TUTIEPTEPMUS, TOTJIUBOCTbD.

OnucaHa cTaguiiHOCTh TeueHus 3abosieBaHus [33]. Ha
HayaJbHOM 3Talle MaldeHT CTpaJaeT OT Bce Oojiee TsSKeloi
OECCOHHMIIBI, TAHNYECKMX aTakK U (GoOUit (IJTUTCSA B CpeaHEM
4 mec). B nanpHeiieM maHMYeCKKe aTakKy CTAHOBSITCS TSIKe-
JIBIMM, K HUM TIPUCOEIUHSIOTCS TaJUTIOLMHAIIK (B CpeTHEM
5 Mec). Jlanee HacTynaeT MOJIHAsE HECITOCOOHOCTD CIaTh, CO-
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MPOBOXKIAOIIAsICSA OBICTPOI TTOTepeli Macchl Tea (B CpeaHeM
3 Mec). HakoHell maiiMeHT yTpauynBaeT peyb, He pearupyeT Ha
OKpYyXalolllee, a 3aTeM YMUpaeT (B CpeaHeM 6 Mec).

Kypy — penkoe I13, sHmeMuuHoe IjisI BHICOKOTOPHBIX
paiionoB Ilamya — HoBoit I'BuHen u aGopureHoB IJIeMEHU
dope, pacripocTpaHsUIOCh Yepe3 pUTYaTbHbIf KAHHUOATN3M.
XoTs Ioc/ieIHNEe PUTYaJibl, CBSI3aHHbBIE C KAHHUOAIM3MOM, 3a-
KOHYWINCH B cepenrHe XX Beka, B epron Mexny 1996 v 2004 rr.
ObUIM 3aperucTpUpoBaHbl 11 HOBBIX Clay4yaeB Kypy, MO3TOMY
MpearnoaraeTcs, YTo MHKYOAllMOHHBIN TTepro 3a001eBaHUs
MOXeT JuInThes 6onee 50 et [33].

TlepBbIMU cUMOITOMaMU KypYy SIBJSIOTCSI TpeMop (Haro-
MUWHAIOIIMI IpoXb) U atakcus. [lo3aHee pa3BuBaloTCs Oe-
MEHLMSI U OBUTaTeJIbHbIE PAacCTPOMCTBA (XOpPeoaTeTo3, MUO-
KJIOHWM, MacCUBHBIE (acuuKyasaiu). CMepTh OOBIYHO Ha-
CTyIaeT B TeUeHHe 2 JIET Mocje MOSBICHUsS CUMIITOMOB, €e
MPUYMHON OBIBAIOT MTHEBMOHWM WIM MHGEKIINY, BBI3BAHHBIC
MPOJICKHSIMM.

B 2009 r. 66110 yCTaHOBIEHO, YTO HEKOTOPBIE YWICHBI TIe-
MeHU (Ghope UMEIOT BPOXACHHBIM UMMYHUTET K Kypy, 0Jaro-
napsl MOSIBUBIIEMYCSI Y HUX CPaBHUTEJIbHO HEJaBHO HOBOMY
noauMmopdusmy reda PRNP [36].

I13, acconumnpoBaHHoe ¢ AMapeeii M BereTaTHBHOI Heiipoma-
THEl, — HOBasl KJIMHu4ecKas copma, onvcanHas B 2013 1.y 11
YJIEHOB OPMTAHCKOI CEMbH, TIPOSIBIISIETCS] CUMIITOMaMM TIopa-
JKEeHUs BereTaTMBHOM HepBHOI cuctemsl, a He LIHC [37]. 3a-
OoJieBaHME CBSI3aHO ¢ HOBOI Mytatmeir Y163X B rene PRNP,
MPUBOASIICH K YKOPOUESHHIO MPUOHHOTO OeJiKa, B pe3yyibTaTe
Yero y Hero OTCYTCTBYET «SIKOPb», CBSI3bIBAIOILNIA OEJIOK C KJIe-
TOYHBIMA MEMOpaHaMU; BEPOSTHO, 3TO CO3AAET MPEANOCHUIKUA
IUTSl €T0 MMTpaliMu B Ipyrue TKaHu. [loaToMy HakoruieHue
NPUOHHBIX amuiaounoB He orpaHnuuBaeTcs LIHC, a pacrpo-
CTpaHseTcs Ha nepudepuyeckrie HepBbl M BHYTPEHHME Opra-
Hbl. [lepudepruueckre CMMITOMBI IpeobJIagaloT B Havyaie 60-
JIe3HHU, a Ipu3Haku nopaxenus LIHC Bo3HMKaOT rmosxe.

D10 [13 nokasbIBaeT, HACKOJIBKO 3HAYUTEILHO HOBasI My-
TalMsl MOXET M3MEHSITb TKaHW, TIe OCeNaloT aHOMAaJIbHBIC
OeIKu, BBI3bIBAss CUMITTOMBI 00je3HM. JuarHo3 I13 cienyer
UCKJII0YaTh Y OOJIbHBIX C HEOOBSICHUMOM XPOHUYECKOM nua-
peel B COYeTaHUU C HEMpOoIaThueid, a TaKXKe B CEMEMHBIX CIIy-
yasx, HAaMIOMUHAIOIIUX aMUJIOUIHYIO TTOJIMHENPOTIATHIO.

CHMIOTOMBI MPOSIBIISIIOTCSI B MOJIOZIOM B3pPOCJIOM BO3pac-
Te, BKIIIOYAIOT XpPOHUYECKUI1 BOASHUCTBIN TTOHOC, BETEeTaTUB-
HYIO HETOCTaTOYHOCTh (Hampumep, 3afAepKKy MOYM, Hemep-
JKaHUE MOYM, OPTOCTAaTUYECKYIO TMTIOTEH3UIO) U, TIPEXIE BCe-
ro, CEHCOpHYyI0 noyimHeiponatuio. B Bospacte 40—50 yer y
OOJILHOTO MOSIBIISIIOTCSI CHUXKEHNE KOTHUTUBHBIX (DYHKIUM 1
CYIOpPOXHBIEC MPUCTYMbI. Bosie3Hb MporpeccupyeT B TeueHUE
NECATUIICTU, TIOCIIE TIOSIBIICHUSI CUMITTOMOB MPOIOIKUTEIb-
HOCTb XU3HU MalMeHTOB MoxkeT gocturath 30 et [37].

IIpodunakruka I13

CeroaHsi He cylecTByeT MeTonoB JedyeHust I13. Bce us-
BecTHbIe 13 yenmoBeka (ataabHbI, M1 Ha3HAYEHUsI CBOISATCS K
MoAIepKUBaloIieil Tepanuu. PomcTBeHHMKaM IallMEHTOB C
ceMeiHbIM aHaMmHe30M I13 pekoMeHmyeTcsl TeHeTHYecKoe
KOHCYJIBTUPOBaHMUE.

Benmyrcst pa3paGoTKM CITelIMaIbHBIX BaKIIUH TSI KUBOT-
HBIX, YTO B IIEPCIIEKTUBE JOJDKHO IIOMOYb B CO3MaHUU BaKIIM-
HbI ipoTuB I13 nys yenoBeka [38]. MeTogaMu reHHOM MHXe-
Hepuy ObUIA TOJyYeHa KOpOBa, JIMIIEHHAass HeOOXOIMMOIo
IUTsE 00pa30BaHUs IIPUOHOB TeHa, T.€. TEOPETUIECKU OHa 00-
JnagaetT uMMyHuTeToM K TI'D [38].
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B cBa3u ¢ otcyTcTBUEM 3(PHEKTUBHOTO JIeUeHUST HEOOX0-
IUMBbI MEPOMPUSATUS MO TPODUIAKTAKE TPAaHCMUCCHUBHBIX
dopwm I13. [To gaHHBIM COBpEMEHHBIX UCCIEAOBAHMIA, OCHOB-
Hoii mmyTh nipuodpeteHus [13 — ymorpebaeHue 3apakeHHOI
iy, CYUTaeTcs, YTo MPUOHBI MPUCYTCTBYIOT B MOY€, CITIO-
HE U IPYTUX OMOJIOTUYECKUX KUAKOCTSIX M TKaHSIX OpraHu3mMa,
a TakXe MOTYT JOJITO COXPaHSThCS B OKpyKalollel cpeie B
MOYBE M OCTaHKaX XXUBOTHBIX.

3apaxeHue MPUOHAMU MOXKET MPOU3OUTH MPU UCITONb-
30BaHUM HECTEPWJIbHBIX XUPYPIMUECKUX HHCTPYMEHTOB.
[IproHBI He BOCTIPUUMYMBBI K CTAHIAPTHBIM METOIaM JI€3UH-
(bex1u, T03TOMY MOTYT MPEACTABISATh OMACHOCTD IS IPYy-
IMX MaleHTOB W XHUPYProB, IMaTOJOrOAaHATOMOB WJIM J1abo-
PaHTOB, KOTOPbIe KOHTAKTUPYIOT C 3apak€HHBIMU TKaHSIMU
WM UHCTpyMeHTapueM. MeauKu, KOHTaKTUpPYIoIIue ¢ O01o-
JIOTMYECKUMMU KUIKOCTIMU U TKaHSIMU OOJBHBIX C TTOI03pe-
HueM Ha 13, no/KHBI paboTaTh B MepyaTkax, u3deraTb KOH-
TaKTa 3apakeHHOT0 MaTepraja cO CIM3UCTHIMU 000JI0UYKaAMU.
[Ipu momamanuu 3apaxkeHHOTO MaTepHajia Ha KOXY cHayaja
MPOBOIAT €€ Ae3nHPeKIM0 4% pacTBOPOM TMIPOKCHIA HAT-
pust B TeueHre 5—10 MUH, 3aTeM TPOMBIBAaIOT IIPOTOYHOI BO-
noii [39].

3apaxkeHre MOXHO MpenypeaunThb, coOMoaast Mephl Mpem-
OCTOPOXHOCTH TIpU paboTe ¢ UHOUIUPOBAHHBIMU TKAHSIMHU 1
HCTIOJIb3YSl COOTBETCTBYIOLIVIE METOAUKY ISl OUMCTKM KOHTA-
MMHUPOBAHHOTO WHCTpyMeHTapus. s obGe33apakuBaHMS
MaTepuajoB U UHCTPYMEHTOB PEKOMEHAYETCS] aBTOKJIaBUPO-
BaHue npu 132 °C B TeyeHue 1 4 MU CTEPUIM3ALIUS B OJHO-
HOpPMAaJIBLHOM pacTBOpe ruapokcuaa Hatpus uwin 10% pacTBo-
pe rurnoxjaopuaa HaTpusl B TeueHue 1 4. CTepuiin3anust J10JK-
Ha MPUBOIUTH K JACHATYpallMd MPUOHOB (IIyTeM TUAPOIM3a
WY pa3pylIeHUs] TPETUYHOM CTPYKTYPBI) IO COCTOSIHUS, B
KOTOPOM OHM OyIYyT HECIIOCOOHBI U3BMEHSITh KOH(PUTYPALINIO
npyrux 6enkoB [39]. IIpvoHBI yCTOMYMBHI K BO3AEHCTBUIO
MpoTea3, BBICOKOW TeMIlepaTyphbl, paaualuud U o0paboTKe
(opManTHOM, XOTSI 3TU MEPhI M CHUKAIOT X MH(MEKTUBHOCTD
[40]. TToka3aHa 3¢ GEKTUBHOCTh O30HOBOM CTEpUIM3AallUU B
KavyecTBe MeTo/a IeaKTUBAIIMY ITPMOHOB B KOHTAMMHUPOBaH-
Hoii Bone [41].

ITpoBonsiTcs uccienoBaHus ¢ IPUMEHEHUEM Te€HHO-MO-
IUGUITMPOBAHHBIX OPraHW3MOB, B YaCTHOCTU JIPOXKKEBBIX
IrpUOKOB, a TakxKe psia OaKTepuaJbHBIX IITaMMOB i ep-
MEHTUPOBAHHOI OMOTpaHC(OpPMALIMKM OpraHUYECKUX MUILe-
BBIX OTXONIOB (B TOM YHMCJIE COAEPKAIIUX TPUOH — BO30YIM-
TeJIb CKPEUIM oBell) ¢ 3¢ GEKTOM penyLIMpOBaHUS TPUOHHOMK
aKTUBHOCTU M, KaK CJIENCTBHE, NMPOMWIAKTUKNA MOBTOPHOTO
3apakeHUsI JKUBOTHBIX U Jtofeit [42].

B coBpemMeHHOI MeAUIIMHE HAXOSAT MTPUMEHEHHE JIeKap-
CTBEHHBIC OMOMpenaparhl, 1151 U3TOTOBJIEHUSI KOTOPHIX MPH-
MEHSIIOTCSI TKaHU XUBOTHBIX. CyIIeCTBYeT JU MOTEHLUATb-
HBII pUCK BOZHUKHOBeHUS [13 y MprMEHSIONIMX UX MalMeH-
ToB? B CBA3M C 3TUM UCKIIOUMTEIBLHO aKTyaJdbHbBI BOIPOCHI
obecrieueHUs M OLIEHKH 0e30MaCHOCTH TaKUX ITpenapaToB IS
YeJIoBeKa, KOTOPhIE MOJIKHBI PEIIaThCsI C MOMOIIBIO COBpe-
MEHHBIX TEXHOJIOTUM.

Buonornyeckas 6e30macHOCTh OMOIPENapaToB Ha OCHO-
Be TKaHEi KMBOTHBIX OT 3arpsI3HEHUsT TIPUOHAMM 00eCTIeun-
BaeTcs CrelraabHO Pa3paboTaHHBIMM TpOLeaAypaMu, COOT-
BETCTBYIOIIMMU TpeboBaHUSAM EBporneiickoro MemMImHCKOTO
arenTcTtBa (Guideline 410/01 Rev.2), a Takxke TpeGoBaHUSIM
EBponeiickoit hapmakorien (Eur. Ph. 7.0, 01/2008:50107, 1.
5.1.7 «BupycHnas 6e3onacHoctb» 1 Eur. Ph. 7.0,01/2008:50208,
m. 5.2.8. «CHMXeHUE pUCKa 3apakeHUs] XKUBOTHBIX BUPYCOM
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FPUOHHBIE 3BABOAEBAHMA YEAOBEKA

ryouyaroii sHLedasonaTMy Yepes YeJioBeueckne U BeTepuHap-
HbIE JIEKapCTBEHHBIE TperapaThl») K MUMHUMU3AIMU PUCKOB
nepeaayud TMPUOHOB 4Yepe3 (hapMaKOJOTUYECKUE MPOMYKTHI,
MpeaHa3HaYeHHbIE TSI YeJI0BEeKa M UCTIOb30BaHUS B BETEPU-
Hapuu.

Komnanus «I'epodapm» SBIsIETCS MPOU3BOIUTENIEM CO-
BPEMEHHBIX JIEKAPCTBEHHBIX IPETNapaToB, B TOM YKCJIE MENTUI-
epruyecKkoro HOOTPOITHOro Ipemnapara KOpTeKcuH. «I'epo-
dapmM» 3aKymaeT ChIpbE JKUBOTHOTO ITPOUCXOXKICHUS,
HCIOJIb3yeMoe ISl MPOU3BOICTBA CYXOro 3KCTpakTa — ¢hap-
MalleBTUYEeCKOM cyocTaHIIMU. B KauecTBe chiphbsl OepeTcs Ma-
Tepraja OT MOJIOABIX 3MOPOBBIX KUBOTHBIX, KOTOPBIil MTPOXO-
JIUT CaMBbIii XXECTKHIA 0TOOP 110 reorpacruuecKuM KpUTEPUIM U
HCTIOJIB3YETCS TOJIBKO TOCTIe TTOATBEPKICHUST BUPYCHOM 6e3-
OIMAaCHOCTU U TOJYYEeHUs] BETEpUHAPHOTO cepTU(dUKaTa, BbI-
nanHoro 'ocymapcTBeHHOM cyk001i o 00ecIeyeHUIo BeTe-
pUHApPHOI1 0€30I1TaCHOCTH.

OCHOBY NPOU3BOJICTBA Tpernapara KOPTEKCUH COCTaBIsI-
0T COBPEMEHHBIE TEXHOJOTMYECKHUE MPOLECCHI, HAIpaBIeH-
HbIe Ha BBIICIICHUE U3 TKaAHEU ChIpbsi HU3KOMOJIECKYISIPHBIX
PacTBOPUMBIX B BOJIE MENTUIOB, MOJIEKY/ISIpHAsI Macca KOTO-
pbix coctaBisieT MeHee 10 kJI. CorsiacHO TEXHOJIOTMU, 3aKper-
JIECHHOI B MPOMBIIJIEHHOM perjaMeHTe, MTPOM3BOJACTBO Ipe-
Mmapara BKJTIOYAeT BOIHYIO SKCTPAKIIMIO KOMIUIEKCA THUAPO-
(UITBHBIX TOJTUTIENITUIOB M3 CYyXOT0 9KCTPaKTa C MOCIEIYIOIei
yabTpadwiIbTpaleil yepe3 MoJ0BOJOKOHHbBIN (PUIBTP ¢ OT-
cekaroleil crmocodbHocThio 8 K/, a Takke OKOHYATEIbHYIO
GUIbTpaLMIO pacTBOpa uyepe3 MeMOpaHHbIe (WILTPHI C pa3-
mepoM 11op 0,45 u 0,22 MKM Tepe CyOTMMaliMOHHOM CYIIIKOM.
YibrpaduibTpalids MO3BOJISET TMOJTHOCTHIO UCKIIOUUTH U3
KOHEUYHOTO MperapaTa IMenTUIbl ¢ MOJIEKYISIPHOU Maccoii 60-
nee 10 k]I, mpu 3TOM, KaK M3BECTHO, MOJIEKYJISIpHAsl Macca
MpUOHOB cocTanisieT 33—35 k/1, a MoneKynsipHOTO (hparMeH-
Ta, yCTOMYUBOTO K IpoTeonusy, — 27—30 k1.

BaxHo momuepKHyTb, YTO cyOCcTaHLIMS mpernapara (Kop-
TEKCHUH 3KCTapaKT CYXOit) SABISIETCS MOJIYIPOIYKTOM U HEIO-
CPENCTBEHHO HE UCITOJIb3YeTCs ISl TPUTOTOBICHUS CTEPUIIb-
HOTO JIEKapCTBEHHOTO CPEACTBA, a MOABEpraeTcss oopaboTKe
Ha IOTTOTHUTEIBHBIX TEXHOJIOTMUECKUX CTAIUSIX, B pe3yJIbTaTe
KOTOPBIX B COCTaB TOTOBOI JIeKapCTBEHHOM (popMbl (JTMODUIHI-
3aT) BXOAST TOJIBKO BOIOPACTBOPUMbIE (DApMaKOIOTMUECKH aK-
TUBHBIE TTOJIMIIENTUIBI C MOJIEKYJISIpHOI Maccoii meHee 10 k/I.

TakuMm 00pa3oM, OCHOBBIBAsICh Ha OIMTMCAHHBIX BhILLE (Y-
3UKO-XMMUYECKUX CBOMCTBAX MPUOHOB M YYUTHIBAsA YCIOBUS
MOJIy4eHHsI TIENITUIHOTO cyOCcTpaTa, NCIOIb3yeMOro IIPH MPo-
M3BOJACTBE JIECKAPCTBEHHOTO TIperapaTa KOPTEKCUH, MOXKHO C
YBEPEHHOCTBIO MCKIIOUUTh BO3MOXKHOCTbH TIPUCYTCTBUSI HE
ToJIbKO PrP%¢, Ho 1 pparMeHTOB MOJIEKYJIbI 3TOTO GEJIKa B pac-
TBOpE, KOTOPBIN MPUMEHSIETCS ISl TOJyYeHUs IIperapaTa.
JI7151 KaxXaoii cepuy TOTOBOM TTPOAYKIIMU B paMKaX PyTUHHOTO
MOHUTOPUHTA MPOU3BOIUTEJIEM BHITIOTHSACTCS aHAIM3 Ha OT-
CYTCTBHME BBICOKOMOJIEKYISIPHBIX OEJIKOB C MCIIOJb30BaHNEM
BJIMIMPOBAHHBIX METOAMK KOHTPOJS KadyecTBa, YTO TOMI-
TBEPKIaeT BHICOKYIO OMOJOTHYECKYIO Oe30IaCHOCTh KOPTEK-
CHMHa OT 3arps3HeHUs] IPUOHAMMU.

M3yyeHne mpuoOHOB M BBI3BIBAEMBIX UMU 3a00JIeBaHUIA
SIBJISIETCS] CPAaBHUTEILHO HOBOUM M OBICTPO pa3BUBAIOIICHCS
001acThI0O OMOMEIVLIMHCKUX McclieqoBaHuil. Bece Bo3pacralo-
it uatepec K I13 o0ycioBiieH, ¢ OMHOI CTOPOHBI, TEM, YTO
MPUOHBI MPEACTABISIIOT COO0M COBEPIIIEHHO HOBBINM TUIT MH-
(EKIMOHHBIX areHTOB, BBISBICHUE KOTOPBIX MOXHO CpaB-
HUTbH TI0 CBOEMY 3HAYCHUIO C OOHapykeHHeM AHTOHM BaH
JleBeHryKoM MKpa OJHOKJIETOUHBIX MUKPOOPTaHM3MOB U 3a-
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OB30OPbI

TeM — ¢ oTKpbITHeM JImurpuem Mocudonuem MBaHOBCKUM
napctBa BUpycoB. C Ipyroii CTOPOHBI, B HAcTOSIIIEe BPeMs
MeAMIIMHA He pacrofiaraeT 3(pheKTUBHBIMU CPEICTBAMMU Jie-
YeHUsl TaHHOW MaTOJIOTUHU, a IJIUTEJbHBIN MHKYOAIIMOHHBI
nepuon I13 ¢ pa3ButueM HelipoaereHepaTUBHBIX U3MEHEHU I
U HEOTBPATUMBIM JIETAIBHBIM MCXOIOM HAaBEBaeT MUCTUYE-
ckuii yxac. [Toatomy BaxkHOe 3HaUeHUE UMeET MPODUIaKTHKA
3apaXeHWil TPUOHAMM KaK aJMMEHTapHbIM (YMoTpebieHue
3apaXXeHHBIX MSICHBIX MPOAYKTOB), TAaK U TPAHCMHCCUBHBIM
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