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COBPEMEHHOE COCTOAHMUE NPOBNEMbI 3TUOMNMATOINEHE3A
BOJNNE3HN NAPKUHCOHA 1 BO3MOXXHOCTH
PAHHEW OUATHOCTUKM

P.P. bozcoanos, J1.I'. Typouna
MOHHUKH um. M.®. Bradumupcroeo

Anuaemuonorns, aTMONOIrMA U natoreHes 6onesHu MNMapkuHcoHa. BonesHb
MapkuHcoHa (Bl1) — XxpoHudeckoe nporpeccupytollee  HelpoAereHepaTuBHoOe
3abonesaHue, CBA3AHHOE MNPEUMYLLECTBEHHO C [JereHepaumeil HUrpocTpUapHbIX
HEWPOHOB 1 HapylueHneM dyHKUMM 6asanbHbix radrnues [7]. 3to 3aboneBaHue
BnepBble onucan noHaoHckuW Bpad [k. lMapkuHcod ewe B 1817 1. B «3Qcce o
ApoxaTtenbHOM napanunye», N BNOCNeAcTBUM OHO ObINO Has3BaHO ero UMEHEM.

Mo paHHbiM BO3, B Mupe HacuuTbiBaeTca okono 3,7 MIH (0,06% HaceneHus)
yenosek ¢ bl1. C Bo3pactom (nocne 50 neT) HabnwogaeTcs pocT 3a6oneBaemMocTH, KO-
TOpbIA AOCTUraeT Makcumyma B Bo3pacTe 70-79 neT, cpeaHuil Bo3pacT Hayana 3abo-
neBanus coctaBnsetr 55+10 nerv [8]. B 6onblUMHCTBE MccneaoBaHWil COOTHOLLEHUE
4ncna mMyx4uH u xeHwuH ¢ bl konebnetcs ot 1,1 go 1,6 [3, 8]. PacnpocTpaHeHHOCTb
Bl B cTpykType obLlei nonynsaumn konebneTcs, No AaHHLIM pasHbix aBTopos, oT 60
Ao 187 yenosek Ha 100 000 Hacenenust [8]. B nocnefnHee Bpems B pasBUTbIX CTpaHax
OTMe4aeTCst HEKOTOpbIK pocT 3abonesaemocT Bl, 4TO CBS3bIBAT C yBEnNUYEHWEM
cpefHeln NPOAOIMHKUTENBHOCTY XKU3HWN HAaceneHusl, a Takke yrnyylleHnem auarHoctuye-
CKMX BO3MOXHOCTEN COBPEMEHHON MeaNUMHbI [7, 9].

HecmoTpsa Ha 6onbLioe YUCNO UCCReaoBaHUn, HaNPaBAEHHbIX HA NOUCK OCHOB-
Horo cpakTopa passutus bBll, aTmonorns AaHHoro 3aGonesaHUs 4O HACTOSALLErO Bpe-
MEHU HeusBecTHa. [1pOBEAEHO MHOXECTBO UCCNEAOBaHWIA, B KOTOPbLIX NOKasaHa ponb
Pas3nnyHbIX (pakTopoB B pasBUTUM OaHHOro 3aboneBaHus. B 4acTHOCTM nokasaHo
BNUAIHME HacneACTBEHHOrO (hakTopa. Tak, MNO3UTPOHHO-3MWUCCUOHHAs ToMorpadus
(N3T), npoBeaeHHasn 6nmsHeuam, OgUH M3 KOTOPLIX cTpagdan BI, suisBuna Gonblwee
yMeHbLLeHne nornouweHnsa meveHHon [18F]-pritoopogonsl B ckopnyne y KnuHUYECKM
300POBbIX MOHO3MIOTHBIX BNU3HELIOB, YeM Y An3nroTHbIX [11]. MonekynspHble nccne-
AOBaHUs nokasanu, 4To ayTOCOMHO-AOMWHaHTHOe HacnegoBaHue BT moxeT 6bITb
CBA3aHO € xpomocoMoit 4921-g23 (nokyc MAPK1), roe 6bina obHapyxeHa MucceHc-
MyTaums G209A B 9k30He 4 1 kapTUPOBaH reH, KOAWPYHOLLNIA G-CUHYKIIEUH — OCHOBHOIA
CTPYKTYPHbIA KOMMOHEHT TaKk HasblBaeMblx «Teney fleBu» [17]. B HacToslee Bpems
BblAeneHa rpynna sabonesaHuin (B TOM 4yucne GonesHb [lapkuHCoHa, AeMeHuns ¢
Tenbuamu Jlesn, mynbTucucTemHas atpodms), OTINYUTENBHON YEPTON KOTOPOW ABIS-
eTca HapylleHne obMeHa O-CUHYKINenHa C NOCNeayoLMM ero HakonsieHueM B CocTase
Hanpumep, Teney flesn, 4To NO3BONAET UCNOMb30BATb A-CUHYKMNEWNH B KAYECTBe MMCTo-
XMMU4eCKoro mapkepa B Tom yucne u bl [17]. Mo pacnpocTpaHeHHOCTM MyTauuil rexa
a-CUHyKnenHa GbIfo nokasaHo, YTo BepOATHOCTL 3aboneTb Bl y 6nvxanwmx poact-
BEHHWKOB nauueHTa ¢ bll B 2-3 pasa sbiwe, yem B obulen nonynauun. Takke
obHapyXeHbl MyTauuu npu  ayTOCOMHO-PELIECCMBHOM HAcneaoBaHWW B reHax
XpoMocoMmbl 6q25-27 (nokyc MAPK2, koavpyrowwmint 6enok napkuH), 2p (nokyc MAPKS3,
ayTOCOMHO-AOMUHAHTHOE Hacnenosanue), 4q15 (MAPK4) [14, 17].

Opyrvm chaktopam B HacTosilee BpeMsi OTBOAMTCS fNiALLb POrb MYCKOBOrO Me-
XaHu3ma, obreryarollero peanuaaumnio BepoSTHO HACNEACTBEHHON NpeapacronoXeH-
HocTn Kk BI1. K HUM OTHOCAT hakTOpbl, KOTOPble CaMOCTOSTENbHO MOrYT Bbi3blBaTb
pasBuTMe CUMHAPOMAa NapKUHCOHU3MA (BTOPUYHBLIA NAPKUHCOHU3M). 3TO pasnuuHble
SHAOreHHbIe N 3K30reHHbIe TOKCMYEeCcKMe BellecTBa (MapraHel, necTuumabl, LnaHuabi,
NPOAYKTbI HeOTAHOW NpoMmbIWneHHocTn, MOTI, nekapcTBeHHble npenapaTbl U T.4.),
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WH(EKLMOHHBbIE areHTbl, YepenHo-Mo3rosblie Tpasmbl [3]. Tawke onpeaeneHHy posb
OTBOAAT BO3PACTHOMY CHIDKEHMIO aKTUBHOCTW HUTPOCTPUAPHOI cUCTEMBI [5].

B navoreHese BI1 knioyeBylo ponb UrpaeT AereHepaums 3Ha4nTeribHON YacTy
nyna aogammuHeprnyeckmx HArpoOCTpUaTHbIX HeNpoHoB. CuMTaloT, YTO Ha HelponaTo-
XMMUYECKOM YPOBHE [AereHepauus ykaszaHHbIX HEWPOHOB obycrnosneHa npoueccamu
OKCMAAHTHOTO CTpecca 1 anonTo3a.

PaccMOTpUM OCHOBHbIE HEMPOXMMUYECKME MEeXaHW3Mbl NoBpexaeHus aoda-
MUHEpPruyecknx HeMpoHoB. B pesynbtate BO3AENCTBUA KaKUX-TO (PakToOpoB, 3TO MOXET
OblTb CBA3aHO C reHeTudeckumu aedektamm epMeHTHbIX CUCTEM, Ha (POHEe HeJocTa-
TOYHOW aKTUBHOCTY €CTEeCTBEHHbLIX aHTUOKCUAAHTHbLIX CUCTEM CO34atoTCA Npeanochin-
KM ONs pasBUTUS OKCuaaTMBHOMO ctpecca [13]. B yacTHOCTH, NpOUCXoAuT UHTEHCKB-
Has NPOAYKUMS NEpeKncU BOOOPOAa, AanbHenliee nNpespalLeHne KOTOpor NPpMBOAUT K
06pa3oBaHMI0 BbICOKOAKTUBHbLIX MTMAPOKCUNbHBIX PAAvKanos, HapyllaeTca metabonmsm
HepoTpaHcMuTTepoB. lNpu aToM obpasyloTca MeTabonuTbl obnagatoline HenpoToK-
CUYEeCKUM JencTBueM. HellpoTokcuieckne npoaykTbl o6pasytoTcs npu ayTooKUCIEHUN
godaMuHa B HelpoHax uyepHoi cybcTaHummu. K HUM OTHOCAT rMAPOKCUIIMPOBAaHHbIN
pepesat L-AO®A — 6-OH-OOPA, npoaykt MAO-okucnewus podpamuHa 3,4-
puruapokcudeHunauetTansaerng, N-metun-(R)-canconuHon (CxoaHbIv No CTPYKType ¢
M®TM) n ap., KOTOpble MOTYT BblI3blBaTb CENEKTUBHYIO AereHepauunio HEMPOHOB KOM-
NakTHOW YacTu YepHon cybcTaHumn. Kak npegnonaraloT, X TOKCMYeCKoe Bo3aencTeune
C nocneaywllen fereHepaumen HEMPOHOB BO3MOXHO NPU HEAOCTaTOMHOM (PYHKLIMO-
HUPOBaHUU FMyTaTUOHA, KOTOPLIA SABNAETCA €CTECTBEHHLbIM (PAKTOPOM aHTUOKCUOAHT-
HoW cucTembl [13]. MMokasaHa TOKCUYHOCTb HEKOTOPbLIX MeTabonuToB cepoToHWHa (B-
KapbOonuHbI: XapMaH U HopxapMaH, CTPYKTYpHO cxoxue ¢ M®TIT) na gopamuHerpuye-
ckne HelpoHbl Mblwei [19]. MNMpu aToM 0BHapYXeHO NOBbILWEHHOE COAepXaHue cepo-
TOHMHA B CNUHHOMO3rOBOW XMAKOCTKU, @ TaKkke ero AepesaToB — XapMaHa u Hopxap-
MaHa B nnasme kposu nauueHToB ¢ B, OnpenenerHyo ponb B AereHepaumu Hernpo-
HOB, MO AaHHbLIM PAAa aBTOPOB, UrPaET rMyTamar No MEXaHM3My 3KCauTOTOKCUYHOCTH.
B uvactHocTy, B3aumopeiicteme rnytamata ¢ NMDA-peuenTopamun KNeTtok NpuUBOAUT K
ycunenuio Toka Ca’+ B HEMPOH, YTO ABMAETCH OAHUM U3 KIOUYEBbIX MEXaHU3MOB rnbe-
NN HENPOHa B YCIOBUAX YXYALIEHUS 3HepreTuyeckoro metabonusma unuv okcuaaTue-
Horo cTpecca [13]. Bxoa Ca®+ B kneTKy noBbllaeT aKTWBHOCTb BHYTPUHepOHanbHO
NO-cuHTasbl, B pe3ynbTate yBenuMuuMBaeTCs CUHTE3 OKCuia as3oTa, B3auMoAencTBue
KOTOPOro C CYNepoKCUAHbIM pajukanoM npuBoAMT Kk 0BpasoBaHWio NMEepPOKCUHUTPUTA,
MULWIEHbIO NaTOTEHHOro AENCTBUS KOTOPOro SABMAETCA CHMXEHWEe akTUBHOCTU MUTO-
XoHgpuaneHoro komnnekca | [16]. CHmkeHne aKkTUBHOCTU MWTOXOHAPWANLHOTO KOM-
nnekca | ABNAETCA OOHUM W3 KIOYEBBLIX MeXaHW3MOoB rubenu godamMmnHeprn4eckoro
HEMpOHa, TaK Kak 3TO BeAeT K CHWXKeHuto npoaykuun AT®, a cnegosaTtensHoO, CHUXe-
HUIO QHEPreTUYECKOro noTeHumana KneTkn n yCUNeHMo HaKonneHnst BbICOKOaKTUBHbIX
KucnopoaHbix opMm cBoGOOHbIX pagukanoB. CHKEHWe akTMBHOCTU MUTOXOHApPManb-
Horo komnnekca | B HeipoHax KOMNAKTHOWM YacTu YepHOW cybCcTaHuUun, No MHEHUIO ps-
Oa aBTopos [21], senseTcs cneundunyHbiM ang Bl, B oTnnMyne oT Apyrux Henpoaere-
HepaTVBHbLIX 3abonesaHwii (Hanpumep, MynbTUCMCTEMHOW aTpodun). Tawke Knoue-
BYK pornb [5] B rMBenu HeipoHoB urpaeT ero neperpyska Ca’+. 310 onocpeayetcs
TPEMS  OCHOBHbIMW  MEeXaHuW3Mamu: MOCTYNNeHUeM  BHEKNETOYHOro Ca’+ no
Ca’+kaHanam, BbIXOOM BHyTpUKneToudHoro Ca+ W3 3HAONNasMaTuyeckoro Aeno B
UMTO30Mb U HapylleHUeM Ca’+Hacoca, oTkauvBawllero Ca’+ n3 knetku. WN3bbiTok
Ca’+ NpuBOAMT K aKkTUBaLMM NpoTeas, NPOoTenHKUHa3, ochonmnnas, 3HAoHykneas v
rubenu HeitpoHa. CylwecTBytoT AaHHble 06 ydacTum B npouecce rnbenn HenpoHa us-
BbiTouHOro Hakonnenust Fe’+, koTopoe B npouecce okucnuTenbHoro metabonusma
NPeBpaLLaeTcs B BLICOKOAKTUBHBLIA Fe’+ 1 uHOyUMpyeT nepekucHoe OKUCTIEHVE TUMnu-
[oB [22]. Y naumeHToB c Bl Takke 0TMevaloT CHUXKEHHbIM YypoBeHb ZNn, KOTOPbIA BXO-
OUT B COCTaB aHTUMOKCUAAHTHOro depmeHTa cynepokeuaancmyTasbl-Cus-Zn,, a 1aKke
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MHTMOMpyeT cuHTes NO-CMHTasbl, YTO Takke MOXET UrpaTh onpeaeneHHyo posb B na-
TOreHese 3abonesaHus [5].

Taknm 06pa3om, MOXHO ckasaTb, YTO K KIOYEBLIM HENPOXMMWUYECKUM Mexa-
HU3Mam naToreHesa rubenn noammHeprnyecknx HeMpoHOB B HacTosiLLiee BpeMs OT-
HOCAT pAf (PAKTOPOB: OKCUAATMBHBIN CTpecc A0MaMUHEPTUYECKUX HEMPOHOB. CHIKe-
HUE aKTUBHOCTWU MUTOXOHAPWANILHOMO KOMMIIEKCa |, 4TO NPUBOAUT K HapYLIEHWIO 3HEp-
reTM4eckoro obecneyeHnst HEMPOHa; HakoMneHWe WOHOB KanbLUs U Xenesa, KoTopblie
aKTUBU3MPYIOT hepMeHTbl KaTabonvama u cBoGoAHOPaanKanbHbIE MEXAaHU3Mbl OKUC-
NeHnst Ha (hoHe He0CTaTOUYHOW aKTUBHOCTW aHTUOKCUMAAHTHBLIX CUCTEM rNyTaTuoHa u
cynepokengancmyTtasbl-Cuz-Zn,, HTO MOXET ObiTb CBA3AHO C AePUUMTOM LuHKa. Mpu-
4YeM HeobXOAMMO coveTaHue Pas3fUyHbIX NaToreHeTudeckux kackagos [5]. [daHHble
MpoLecchbl, BEPOATHO, HENOCPEeACTBEHHO NMPEeALIECTBYIOT U ABMAKTCH COCTABHON Ya-
CTbiO NpoLecca anonTo3a, KOTopblii HabnaaeTCcsa Ha CTPYKTYPHOM YPOBHe.

[Mbernb HEMPOHOB MOXET OCYLLECTBNATLCA MO MEeXaHW3My HeKpo3a Wnv anon-
T03a. CYnTaeTcs, 4TO B OCHOBE HelipogereHepaTUBHOro npouecca npu BN nexat npe-
MMYLLECTBEHHO MeXaHu3Mbl anonTtosa — npouecca 3anporpaMmMmMpoBaHHON U3NONOo-
TMYECKOM CMepTu HerpoHa. [lpy 3TOM Ha LMTOMOTMYECKOM YPOBHE OTMeyvaeTcs
YMEHbLLEHWE pa3MepoB KNeTKU, KOHAEHCALUMs ee opraHenn u uutonnasmbl, pparmes-
Taumsa XpomMoCcoM C Nocneaytowen cekBecTpaumen Tena KneTki Ha anonTo3Hble Tenb-
Ua, KoTopble parouUTUpYOTC coceaHnMK kneTtkamu [5]). B HopMe OaHHbIA npouecc
OCYLLECTBMAET 3MMMUHALNIO OedEKTHbIX HENPOHOB. [lpK HapyweHun MexaHu3MoB
CBOEBPEMEHHOIO anonTo3a, BO3MOXHO COXpaHeHWe B nonynsiuMm HempoHOB ¢ aHoMa-
NUAMW pasBUTUS, HEAOCTATOYHO PE3NCTEHTHbIX K 3HAOTEHHBIM U 9K30TEHHBLIM MOBPEX-
AalnMm aktopam, a cnepoBaTenlbHO — NPeapacnofioKEeHHbIX K NaTonormyeckum
npoueccamM. CoxpaHeHne Takunx gedeKTHbIX HUFPOCTUAPHbIX HEMPOHOB, Kak npeanona-
ratoT, BO3MOXHO, NEXUT B OCHOBE npeapacnonoxeHHocTy k bl. B yacTHocTH, npouecc
WHAYKUMKW anonTo3a noj AelNCcTBUeM OAHOro (HEUM3BECTHORO) UM HECKONbKUX NaToreH-
HbIX (haKTOPOB MOXeT ObiTb 06ycnoBneH AedeKkTOM reHa eCTeCTBEHHOTO MHIMBUTopa
anontosa GaknodeHa-2, ayToperynaropa anontosa a-CuHykneuHa [5]. Takke nokasa-
Ha MHAYKLUMS anonTo3a MHOMMMK U3 BbILLEPACCMOTPEHHbIX HENPOXUMUYECKUX haKTo-
poB (rnytamart, AodamMuH, NpoayKTbl OKMCNEeHNUsa aodammHa) 1 0coBeHHO OTMeYaeTcs
pONb NOBPEXAEHUSI MUTOXOHAPWUIT HENPOHa CO CHWXEHWEM aKTUBHOCTU MUTOXOHAPK-
anbHoro komMmnnekca | [5].

Ha panHux ctagusax Bl rubens yactu godaMmHepruyeckmx HeMPoOHOB KOMMEH-
cuUpyeTcs YCUNEHHbIM CUHTe30M Aod)amMuHa OCTaBWIMMUCS KneTkamn. KnuHudeckas
cuMnToMaTuka MoXeT nosBNATbes npu rmbenun 50-80% OodamMuHepruuecknx Hempo-
HOB, YTO COOTBETCTBYET CHUXEHUIO YPOBHS AodamMuHa B cTpuaTyme, No AaHHbiM MN3T,
Ha 60-80% [11].

NaTodmnanonornyeckne MexaHusmbl (POPMUPOBAHUA CUMNTOMOB BONE3HU
MapkuHcoHa. CornacHo COBPEMEHHbIM UCCeaoBaHusM [6, 23], CTPYKTYpbI, y4acTaylo-
Lwpe B perynauny ABMKEHUA MMEIOT MHOMOUUCIIEHHbIE BEPTUKaNbHbIE CBA3N U OYHKLIMO-
HUPYIOT NO TWMY HEMPOHANbHbBIX KPYTOB, KOTOPbie OOBLEANHSIOT rPYNMbl HEMPOHOB, pacno-
NOXXEHHbIE Ha Pa3NNYHBIX YPOBHAX HEPBHOW CUCTEMBI U CELManuavpyrolMeca Ha pery-
NAUMKW OHWX M TeX Xe napameTpos ABmkeHns. Haubonee ynpolueHHo Takasi CTpykTypa
(KOHTYP) COCTOUT U3 HEPOHOB ONPeaeneHHOM 30HbI KOPbl, MPOXOANT Yepes CeTb Helpo-
HoB GasanbHbIX raHInnes, a 3atem Bo3BpallaeTcs 06paTHO B KOpY Yepes sapa Tanamyca.
MNpudem Bonbluoe 3Ha4YeHne B perynaunm OBMKEHUA Ha YPOBHE HelpoHarnbHoi cetu Ba-
3anbHbIX FAHINWEB B HACTOsLLiee Bpems npegaeTcs npeacTaBneHuo 0 NPSIMOM U Hernps-
MOM nyTu perynsauum [6, 23]. [pamoii, unm MOHOCMHANTUYECKUIA NyTb PErynsaumMmn Hanpsi-
MYIO CBSi3bIBAET MPOEKUMOHHbIE HENPOHbI XBOCTATOrO siApa WM CKOpMymbl C HENpOHaMK
BHYTPEHHErO cermeHTa GneHoro wapa v peTUKYMsPHO YacTbio YepHOM cyBcTaHLuu,
AaHHbIn NyTb gsnaetca FTAMK-epriyeckum 1 TOpMO3UT UX akTUBHOCTL (CM. puc.). Henps-
MOW NyTb (MONUCMHANTUYECKNA), HAUMHAsACL OT CTpUaTyMa, HanpaBnaAeTcs BHavane K Ha-
PYXHOMY CerMeHTy 6neaHoro Lwapa, OCYLEeCTBRss ero TopMoxeHue uepes [AMK-
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epruyeckylo cBsidb. HelpoHbl HapyXHOro cermeHTa GneaHoro wapa UHMoOMPYT akTyB-
HOCTb HEMPOHOB cyBTanamuyeckoro aapa (tTawke yepe3 FAMK-epruyeckyio CBA3b), Hewt-
POHbI KOTOPOrO CTUMYIIMPYHOT aKTUBHOCTbL (C MOMOLLLIO rIyTamara) BHYTPEHHEro cermen-
Ta 6negHoro Wapa 1 peTUKYSIsAPHYIO YacTb YepHow cybectaHumm (cM. puc.). Takum obpa-
30M, CTUMYNSILMS NPSIMOTO MyTU NPUBOOUT K TOPMOXEHMIO 8KTUBHOCTN BHYTPEHHEro cer-
MeHTa GnegHoro wapa U PETUKYNSPHOM 4acTu YepHOW CyObCTaHuuM, a HenpsMoro — K
CTUMYNSILMM UX aKTUBHOCTM 33 CHET pacTopMaxuBaHus cybTanammueckoro sapa. B ceoto
ovepeab, HEWPOHbLI BHYTPEHHEro cermeHTa b6nedHoro Lwapa u peTukyapHOM Yactn JYep-
HoM cyBcTaHumm asnaoTea FTAMK-epruyeckuMm 1, Npoeumpysck Ha sapa Tanamyca (npe-
MMYLLECTBEHHO BEHTpanbHOe NaTepanbHoe, BEHTpanbHOe nepegHee), TOPMO3AT aKTuB-
HOCTb TanamOKOPTUKanbHbIX HEMPOHOB, B pesynbTaTte CHWKaa pyHKUMOHANbLHY aKTuB-
HOCTb HEMPOHOB COOTBETCTBYIOLLIMX YHaCTKOB KOpPbI, TaK Kak TanaMoKopTUKasibHble CBA3N
SIBMAOTCA aKTUBUPYOLLMMM TRyTamateprudeckumun. Takum obpasom, vepes npsamMon nyTb
OCYLLECTBSIETCA NonoxuTenbHas obpaTHas CcBA3b (NOAAEPXMBAETCA aKTUBHOCTb KOPbI),
a yepes HenpAMoW — oTpuLaTensHas (TOPMOXEHWUE aKTUBHOCTM). CUMTAIOT, YTO AaHHbIN
MEXaHU3M MO3BONAET OCYLLECTBNATL HACTPOWKY ABUraTenbHOW Nporpammbl, akTUBMPYSA
aKTyarbHble B KOHKPETHbIX YCIMOBUAX HEMPOHbI (MO NpSAMOMY MyTH), NpU UHMIMEMpPOBaHWUK
HeaKTyarnbHbIX, UM PerynupoBaTb akTUBHOCTL rpynnbl HEMPOHOB CHaYana akTuBupys Ux
aKTMBHOCTb NO NPAMOMY MyTW, a 3aTeM UHIMOMPYS NO HENPSIMOMY (3adepXka Mo KoTopo-
My 00ycrnoBneHa BoMnbLLUVYM YXCIIOM CTPYKTYP B HEMPOHHaNbHOW uemn) [6, 23].

B HacTosiliee Bpemsl BblAENSAIT MATb OCHOBHBLIX KOHTYpOB perynsauun [6, 18]:
MOTOPHbIV (CEHCOMOTOPHbIN), OKYNIOMOTOPHbIN, AopconaTepanbHbii MpedpoHTasibHbIN
(accoumaTuUBHbIA), NaTepansbHbil OpEUTOMPOHTaNBHBIA (BEHTPANbHbLIA KOTHUTUBHBIN),
MeauanbHbii PpPoHTanNbHbIA (MUMBUYEecKkUin). PYHKLMN KOHTYPOB BO MHOTOM MOHATHbI
13 UX Ha3BaHW. [pu 3TOM CUUTEETCSA, YTO KaXAbIA KOHTYP (PYHKLUMOHANLHO U30NUpo-
BaH 1 UX B3aMOAENCTBME BO3MOXHO TOSIbKO Ha YPOBHE HENMPOHOB KOPbI.

MOTOpPHBIR (CEHCOMOTOPHbLIN) KPYr (CM. pUC.), NPUHUMAIOWUIA y4yacTue B dop-
MWUPOBAHWUM ABUraTtefbHOTO akTa, HauyMHaeTCcs OT JOMOSTHUTENIbHOW MOTOPHON KOpbl
(AMK), npemMoTopHOM KOpbl, NEPBUYHOW MOTOPHOW KOPbI, MEPBUYHON COMAaTOCEHCOpP-
HOM KOpbl, aCCOLUMATUBHON KOPbl TEMEHHOW 40NN, NPOXOAMUT Yepes CeTb HEMpoHoB ba-
3anbHbIX FAHINWEB, Tanamyc U NpoeuupyeTcs NpeumyLLecTBEHHO Ha HenpoHax [o-
NOHUTENBbHON MOTOPHOM Kopbl [6, 13]. YNpoLeHHO cunTaeTcs, YTo AONONHUTENbHAA
MOTOpHas kopa NPUHUMAaET y4acTue B peanusauun ABUratenbHbIX akToB, He Tpebyio-
WMX NepBOHAYanbHOW CEHCOPHOW WHMOPMauun (aBTOMaTU3NPOBAHHLIE, MHOroaTan-
Hble, CMOHTaHHbIE ABMXEHUS), B TO BPEMS Kak NPeMOTOpPHasa Kopa NpuHUMaeT y4acTtue
B (hOpMUpOBaHUM ABUraTeNbHbLIX aKTOB HA OCHOBE MHTErpaLun CEHCOPHOWU uHdopMa-
Uun, Hanpumep Npu BLINOTHEHNN HOBbIX ABMKEHUA.

®YHKUMOHUPOBAHME KOHTYPOB perynsuuMnm OCYLIECTBASETCA U MOAynupyeTca
6narogaps pasnuyYHbIM HEMPOTPAHCMUTTEPHBIM cUcTemam [2, 3, 5, 6].

B natoreHese BI1 HabniogaroTca NpeuMyLLEeCTBEHHbIE HapyleHua B godamu-
HEepru4ecKkom, XonNMHepruiecKkomn, CEPOTOHNHEPrMYECKOn, HopaapeHepruveckon, FAMK-
epruyeckon cuctemax [2, 3, 5, 6]. Cuntaetcs, 4To onpeaensowuM B popmMmpoBaHum
KNMHUYeckon kapTuHbl Bl asnseTtcs gaucdyHkuma godammHepruyeckon HeMpoTpaHC-
MUTTEPHON CUCTEMBI.

B HacTosilLiee Bpems cylLecTByeT NpeAcTaBneHre O CyLeCTBOBAHUM HECKOMBKUX
nodamuHeprnyecknx tepebpanbHbix cuctemax [3]: acpdepeHTHas cuctema cpemHero
Mo3ra  (KOHTpONb  ABWraTenbHOW W NCUXMYECKOW  aKTMBHOCTW),  Tybepo-
MHDYHaNOYNsapHasa (perynaumsa cekpeuun ropMoHOB ageHornnogunsa), anaHuedansbHo-
cnuHanbHas (HaacerMeHTapHbIM KOHTPOMNb CEerMEHTapHbIX CUMMAaTUYECKUX peakuui),
NHCepTOo-r<MnoTanaMuyeckas (PyHKUNA OKOHYATENLHO He onpeaeneHa), NepuBeHTPUKY-
nApHas (PYHKLMS OKOHYaTenbHO He onpedeneHa), onbMakTopHasa (Moaynauna akTue-
HOCTW OBOHATENBHLIX HEPOHOB), peTUHasbHas (MOAYNALMA KNETOK CEeTHaTKM).
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AMK, NMpeMK, NMMK, accounatnsHas,
comaToceHcopHas 0671acTu Kopbl

v

XBocTaToe agpo

R D,-peuenTophi  [@=ssssenessssenaninnn,

PR D,-peuentopnbl |«

YCk

Tanamyc

Puc. Cxema 0CHOBHbLIX (DYHKLMOHAMNbHLIX CBA3EN MOTOPHOMO KOHTYPa PErynAaLuu ABVXKEHUA: CNNOLLHbIe

CTpenku o6o3HavaloT BO30YKAAOLWMNE CBA3W, NYHKTUPHBIE — UHTMBUTOPHBIE cBA3u; MK — gononHurens-
Has MoTopHaa kopa, MpeMK - npemoTopHas kopa, MMK — nepuuHas motopHas kopa, BLUH — HapyKHbIi
cerMeHT 6neanoro Wwapa, blUs — BHYyTpeHHUI cermeHT 6neaxoro wapa, CTH — cybranamuyeckoe sapo,

YCk — KomnakTHas YacTb YepHoi cybcTaHumn, YCp — peTUKYNsSpHas 4acTb YepHON cyBeTaHLmK.

B pamkax gaHHoro ob3opa Gonbwwuii MHTepec npeactaeBnseT adgepeHTHas
cucteMa cpefHero Mosra, KOTOpyl NoApasfaensioT Ha TPy NOACUCTEMbI: HUMPO-
CTPUaPHYtO (OCYLLECTBNAIOLYIO KOHTPONb (MYHKUUWM ABWXEHWUS), Me30numbunyeckyto
(cBA3aHa ¢ TakMMK OYHKLUUSIMU, KaK HACTPOEHMWE, 3MOLUN U MOTUBALIUSA) U ME3OKOPTU-
KanbHylo (BHUMaHWE, KOHUEHTpauusa, namstb). Hurpo-ctpuapHas cuctema asnaetcs
OCHOBHOW B AOoaMUHEPTrMYecKon perynaumnm asuratenbHbiX QyHKUWIA.

HoammHeprnyeckme HEMpOHblI HUrPO-CTPUAPHOM NOACUCTEMBI MOLYNUPYHOT
PacCMOTPEHHbIN BbIlle MOTOPHBLIN (PYHKLUMOHAMbHbLIA KOHTYP. B 4acTHOCTW, aKCOHbI
HEMPOHOB KOMMNAKTHOM 4acTh YepHONn cybcTaHuumn aBnsTcs addepeHTHbIM BXOLOM
CEHCOMOTOPHOM YacTu cTpuatyma. Bbigensas B cvHanTUYeECKylo LWenb AodaMuH, OHM
MOZYNUPYIOT aKTUBHOCTb CTpUaTtyma, MHrinbupys Yepes aktuBaumio D,-pelenTopoB ak-
TMBHOCTb HEMPOHOB HENPSAMOro NyTW W akTuBmaupys vepes Di-peuentopbl npsaMon
nyTb. TO €CTb, MOXHO cKasaTb, YTO AOMAMWH, UHIMBUPYSA HENPAMOW NYTh U aKTUBUPYS
NPSIMOW, TOPMO3UT aKTUBHOCTb BHYTPEHHEro cermeHTa 6negHoro wapa u petukynsip-
HOM Y4acTu YepHOn cybecTaHumM, Tem cambiM obneryas (OyHKUMOHUPOBaHWE Tanamo-
KOpTUKanbHbIX cBA3en U PopMUpoBaHue NporpaMm gBuratensHoro akta [18].

B pamkax gaHHOW KoHuenuuu natoreHes AoMaMUH3aBUCUMbIX ABUraTeNbHbIX
pacctpoincTts npu b1 Beirmagut cneayowmm obpasom. [dereHepauus godamuHepru-
YECKMX HEMPOHOB YepHOWU CyOCTaHUMN NPUBOAWT K PACTOPMAaXUBAHUIO HEMPSIMOTO My-
TW (M3-3a HeJOCTaTOYHON CTUMYNSALUK Do-peLenTopoB) U TOPMOXEHUIO NPSMOro MyTu
(13-3a HefocTaTouHOW cTUMynsaumMn Dq-peuenTtopos). 3To B pesynbTate NpuUBOAWUT K
NOBbILLIEHNIO @KTUBHOCTU BHYTPEHHEro cermeHTa OGnegHoro wapa W peTUKYnsapHoi
4acTu YepHoW cybCcTaHuuMu, a CcnegoBaTerbHO, TOPMOXKEHWUIO TanaMoKOPTUKaNbHbIX
HENPOHOB U HapyLUEHWI0 NpoUecCOoB NPOrpaMMUpOBaHUS OBUXKEHUA C ydacTUem [o-
AONHUTENbHOW MOTOPHON Kopbl [23].
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Cnepyet oTMeTUThb, 4TO Npu BN n3MeHseTcs He TONbKO CMHTE3 AodaMuHa, HO
MEHSIETCA 1 COCTOsAAHME AohamMnHOBbLIX pelenTopoB. Kak n3secTtHo, B HacTosLlee Bpe-
MA Ha OCHOBE METOAO0B MOMEKYNAPHOrO KNOHWUPOBAHWA BbIAENAKT LWEeCTb NoATUNOB
AodaMNHOBbLIX PELEenTOpOB, KOTOpbIE MO CBOMM CBOMCTBaM nogpasgensitorca Ha Di-
nonobxbte (D1 1 Ds) n D, — nogobHble (Dsshot, Dilong, Da, 1 Dy). Y 6onblunHcTBa Na-
UWEHTOB, elle He Nony4YasBLlUMX npenapaTsl NeBogonbl, OTMeYaeTcs yBenuyeHne nnot-
HocTn Dy-godamuHoBbiX peuenTtopoB Ha 50% NO CpaBHEHUIO C HOPMOW. YMeHbLLeHne
NNOTHOCTK A0aMUHOBLIX PELENTOPOB Ha No3gHux ctagusx bl ceasbiBaoT ¢ oblwen
aereHepauuen nodhamMnHepPrnyecknx CTpykTyp.

MpuMHUMNHNanNbHbIE BO3MOXHOCTM paHHeW AMarHoCTUKN 6onesHn MNMapkuH-
CoOHa. B HacTosuee Bpema anardo3 6onesHu MNMapkmHcoHa CTaBuTCA Ha OCHOBE Xapak-
TEPHON KNUHUYECKON CUMNTOMATUKK 3aboneBaHmns, TO eCTb ABNAETCA KNUHUYeCKuM. B
4acTHOCTN, AOCTATOYHO LWMPOKO B pamkax anddepeHunansHon guarHoCTUKN UCnorb-
3YIOT KNUHWKO-AWarHoctuyeckme kputepun Baxka ronosHoro mosra obwectsa bl Be-
nukobputanum [15]:

1. CuHApPOM NapKMHCOHU3MA:

—  Hanuyue TUNOKUHE3UUN (3aMedNneHHOCTb MHULMALUWU NPOV3BOSbHLIX OBU-
XEHUIN C NPOrpeccUpyoiMM CHKEHMEM CKOPOCTU U amMNNUTYyAbi NOBTOPHbLIX ABUXE-
HUR);

—  Hanuyue No MeHbLUen Mepe OLHOro U3 Crefyrwmx CUMNTOMOB: Mbilliey-
Hasi pUrMAHOCTb, TpeMop Nokos 4-6 U, nocTypansHas HeyCTOMYMBOCTb, HE CBA3aHHas
CO 3pUTENLHON, BECTUBYNSAPHON, MO3XEUKOBOW UMK MPONPUOLENTUBHON ANCHYHKLMER.

2.  Kputepuu ucknioueHma 6onesnu MNMapknHcoHa:

Hanmyne B aHaMHe3e NMOBTOPHLIX MHCYBbTOB CO CTyneHeobpasHbIM nporpeccu-
pOBaHMEM CUMNTOMOB NAPKMHCOHWU3MA, NMOBTOPHbIE YEPEnHO-MO3roBble TPaBMbl MU
[OCTOBEPHbIN 3HUEeManNNT; OKYNOrMpHbIE KPU3bl; NEeYeHne Herponentukamu nepen ge-
6ioToM BoNesHN; AnuTenbHas peMUCCUS; CTPOro OAHOCTOPOHHME NPOSIBIIEHUS B Teve-
Hue Gonee 3 net; cynpaHykreapHbll Napanny B3opa; MO3IKEUKOBbIE 3HAKW; paHHee
nosiBNeHne CUMNTOMOB BblpaXEHHON BereTaTMBHON HEAOCTAaTOYHOCTKW; paHHee NOosB-
NeHve BbIpaXXEeHHOW aemMeHumu; cumntom babuHckoro; Hanuune uepebpanbHOW ony-
XOnu Unn OTKPbITON (coobLLarouencs rmapouedanmn); HeratuBHas peakums Ha 6onb-
wue fosbl JI-[QOPA (ecnn ncknoveHa manbobcopbums); nHtokcukaums MOTI.

3. Kputepuu, noareepxpatowine 6onesHb MNapknHcoHa (Ans AOCTOBEPHOro
AnarHosa HeobxoaMMo Hann4mne Tpex u tonee CUMIITOMOB):

OLHOCTOPOHHEE Ha4vano nposiBneHui BonesHu; Hanuume Tpemopa MoKos; no-
CTOSIHHAs acuMMETPUsi ¢ Boree BbIpaXXEHHbLIMU CUMNTOMaMU Ha CTOPOHE Tena, C KO-
TOpOW Havanacb 6onesHb; xopolwasn peakums (70-100%) Ha J1-AODA; nporpeccupyto-
Liee TeveHne 3aboneBaHns; HanuuMe BbIPaXXEHHON OUCKMHE3NWN, UHAYLUpPOBaHHOW J1-
JO®A; otknukaemocTs Ha J1-[JOPA B TeueHnne 5 net n Bonee; ANUTENbHOE TEYEHUE
3aboneeaHus (10 net un Bonee).

B knuHU4eckn pasBepHyTOW CTaguwm noctaHoBka guarHo3a bl He BbidbiBaeT
0CODbIX CIMOXHOCTEN Y rpaMoTHOro cneunanucta. OaHako KnMHuveckue cumntombl Br
nosiensatoTcsa npu rnbenu 50-80% godammHeprnyeckux HeMPOHOB YepHOW cyBcTaHLmK.
Psagom aBTOpOB paspaboTaHbl KOMMNEKCHl TECTOB ANS paHHEW ANarHOCTUKN, KOTopble,
04HaKo, AOCTATOMHO TPYAOEMKM N He Bcerda OAHO3HauvHbl. B CBA3M ¢ 3TUM paccMoT-
PUM NpPUHUMNNANbHbLIE BO3MOXHOCTW paHHEN OWMArHOCTUKM JaHHOro 3aboneBaxus, uc-
XOAS U3 UMEIOLLUXCSA B HacToswee BpeMs AaHHbIX 0 natoreHese bll.

ObHapyKeHne reHeTU4eCcKMX MyTauui, 0 KOTOPbIX Mbl yxe ynomuHanu, npu bl
W, KaK crneacTBue, — HapyweHve obmeHa paga 6enkos, Hanpumep a-cuHyknenHa [14,
17], cTUMynNupoBano nouck reHeTnyeckmnx mapkepos npu Bl, ogHako obHapyXeHHble B
HacTosiwee BpeMs MapKepbl WUMENTCH MUb Yy 4acTu NauMeHTOB C KIAWHWYECKUM
auvarHosom bIl. Mapkep, KoTopbiin 6bl NPUCYTCTBOBANN BO BCEW MONYNALMU NALNEHTOB C
Bl1, B HacToAulee BpeMs He yCTaHOBNEH. 3TO ABMASETCH OCHOBHbIM OrpaHUYEHUEM
JaHHOro metoaa amarHdoctukm bll.
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Ha buoxumuyeckoM ypoBHe, Kak yxe 0TMeYasniocb, MMeeTcs aedeKT akTUBHO-
CTU MWUTOXOHAPWUAanbLHOIO KoMMnekca |, oueHka akTMBHOCTU KOTOPOro B TpombouuTax
MOXeT NMPUMEHATLCS B KadecTBe buoxummyeckoro mapkepa B [24]. Takke npeano-
KEHO onpenensTb YpOBEHb TUPO3UH-TUAPOKCUA3bl, AoamMrHa U peuenTopos Joda-
MWHa B numMdounTtax nepudepnyeckon KpoBu, YpoBEHb KOTOPLIX B [JaHHLIX KMeTkax
KPOBW, NO CBEAEHUAM psiia aBTOPOB, CHUMXKAETCH YXe MNPU HavamnbHbIX NPOSIBNEHNSAX
BN [12]. HekoTopble asTopbl NpeanaraioT OUEHWBATb CTEMEHb NOPaXeHUst YepHOM
CybCTaHUMK N0 YPOBHIO Xene3a C MOMOLLbIO TPaHCKpaHUansHON ynbTpacoHorpadum,
TaK Kak 3TUMK aBTopamu nonyyeHa obpatHas Koppensuus Mexay YpoBHeM xenesa u
COAepXaHWeM MenaHuHa, a Takke BblPaKeHHOCTbIO AereHepaunn HepoHOB YepHOM
cybCcTaHuum npu ructonormdeckom uccnenosarum [10]. Mpu 3ToM criegyeT OTMETUTD,
4TO OBHapYXeHHbIE HENPOBMOXMMUYECKUE W3MEHEHUS HEMOCPEACTBEHHO B Aodamu-
Hepruyeckux HempoHax YepHon cybetanumm [13], Takue kak geduuuT rnytaTuoHa, Ha-
KonneHwe xenesa, AeUUNT LMHKa, HE ABNAOTCA cneunduyHbiMi Tonmbko ana bBI, a
TaKke pacnpocTpaHeHbl He y Bcex naumeHTos ¢ BIl. MaTomopdonornueckne namexe-
HWA, Hamnpumep — Tenbua Jlesn [17], BO3MOXHO perncTpmMposaTth NUWb MCTOXMMUYE-
CKMW, YTO HE NMO3BOMNSEeT B COBPEMEHHLIX YCITOBUSIX MPOBOAUTL NPUKUIHEHHYIO WOEHTU-
pukaunio AaHHbIX MOPMONOTNYECKUX U3MEHEHWI. [IMarHOCTUYECKY LEHHOCTb Takke
CHWXKaeT To, YTO AaHHble Tenblua obHapyXmBalTCst He Y Bcex nauueHTos ¢ BIT.

Hanbonee nepcnekTMBHbIMM B MPUXWU3HEHHOM  OLEHKE  CTPYKTYpHO-
(PYHKLMOHANBHOrO COCTOSIHUS LepebpanbHbiX HEWPOTPAHCMUTTEPHLIX CUCTEM SIBNA-
0TCA  MeToAbl (bYHKUMOHANBLHOW HEeNPOBWU3yanu3auun, Takue, Kak MNO3UTPOHHO-
3mMuccroHHasi Tomorpacua (M3T) 1 0AHOPOTOHHAA 3MUCCUOHHASA KOMMbIOTEPHAsA TO-
morpadus (SPECT) [11, 20]. 3T MeToanKM NO3BONSAIT NPUKU3HEHHO U3ydYaTb yHK-
LUMOHanbHoe cocToaHne obmeHa godamuHa B CTPYKTypax royioBHOro Moara. Haunbo-
nee 4acTo Anst AaHHbIX Lenen Ucnonb3yoT BHYTPUBEHHOE BBEAEHWE paanodapmnpe-
napata [18F]-NO®A, koTopbIl 3axBaTbiBaeTCs A0DAMUHEPTUYECKUMN HENPOHAMU W
koHBepTupyeTcs nod aevctenem [JODA-gekapbokeunasb! cHavana B [18F] -nodamuH,
a 3aTtem B [18F]-ouruapokcneHnnykcycHyto u [18F]-roMoBaHUNUHOBYO kucnoTy. Ye-
pe3 90 MUHYT OUEHVBaIKT cTeneHb Hakonnewws [18F] B cTpuaTyme, 4to oTpaxaer
npouecc TpaHcnopTa [18F]-JO®A u nocneaytowee ero gekapbokcMnuposaHue nop
neuncterem JO®A-nekapbokcunasbl HEMPOHOB YepHoW cybetanumu. Opyrne dapma-
konorunveckue npenapartbl, Hanpumep [C11]-aurugpoTteTpabeHasnH, No3sBonsOT oue-
HUTb COCTOSIHWE TpaHcnopTa Be3ukyn aodamuHa. C nomoulblo TpexmepHoi M3AT npu
BN nokasaHo cHwmxenue Hakonnenust [18F]-AO®A He Torbko B XBOCTATOM sigpe M
ckoprnyne, HO U B YepHOW cybcTanLmu 1 Nokpellke cpeaHero moara. Mpu SPECT npu-
MEHSII0T npenapaTbl Ha ocHoBe TponaHa (123I1-IPT, 123I-FP CIT, 123I-3-CIT; 123I-
PE2I) n [99mTc]TRODAT-1, koTopble NO3BONSIOT OLEHUTL COCTOSIHUE TPaHCNopTa
AoamuHa. C NOMOLLLIO AaHHbLIX METOAMK YAANoCTb OBHAPYXUTh CHWKEHNE aKTUBHO-
CTU AOaMUHEPTNMYECKON CUCTEMBI Ha LOKMUHUYECKON CTaauu, NMoKasaHo YTO KNUHM-
Yeckas cumnTomaTuka Bl noaenseTcs Npu CHWKEHUW ypoBHSA fAodaMuHa B cTpuatyme
Ha 60-80% [11]. MNpwu remmnapkMHcoHM3Me nokasaHo, YTo HakonneHue [18F] cHuxaert-
CA B KOHTpanaTeparnbHOMW No OTHOLWEHWUIO K cTopoHe AeGtoTta Bl ckopnyne, npn aTom
OoTMEeYaloTCA NoA0GHbIE USMEHEHNS, HO B MEHbLLIEW CTEMNEHU U B CKOPIyne Ha CTOPOHE
nebrota Bl, npy KNUHUYECKN MHTAKTHBIX KOHTpanaTeparnbHbiX KOHeYHOCcTaX. C nomo-
wbto MIT nosoannca aHanna cCKOPOCTU NPOrPECCUPOBaHUS AereHepaTUBHOro NpoLec-
ca, U B YacTHOCTM Bbino nokasaHo, 4to npu Bl B cpegHem Hakonnexwe [18F] cHuxa-
eTcs B XBOCTaTOM Afpe Ha 3%, a B ckopnyne Ha 9%, 4To NO3BONWUIIO paccunMTaTh Npo-
AOMKUTENBHOCTb AOKNnHUYeckon ctaauu npu Bl 6+3 roga [11]. OcHoBHbLIM HegocTaTt-
KOM MeTOA0B (DYHKUMOHANBbHOW HenpoBM3yanu3aunn ABMAeTCs Bbicokask cebecTou-
MOCTb, YTO OrpaHUYMBaET UX LIMPOKOE NPUMEHEHME B KNMHNUYECKOW NpaKTuKe.

OnpeaeneHHyilo MHPOPMAaLMIO MOXHO MOJSyYUTb, OLEHUBAs MNOTHOCTbL Aoda-
MUWHOBbLIX pelenTopoB. B 4acTHOCTU nokasaHo, YTO Ha HavyanbHbLIX CTaAUAX MNOTHOCTb
noctcuHanTuyeckux D1-peLentopoB He MeHAEeTCH, HO OTMeYaeTCsl yBenuyeHne nnoTt-
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HocTu Dp-peuenTopos, YTO OTpaXaeT MeXaHu3Mbl KOMNEHCaUun B ycrnosusax aeduym-
Ta podamunHa [5]. Ha nosgHux ctagusax B 6onbLluen CTeneHn yMeHbllaeTcs NioTHOCTb
D;-peuentopos, Npu OTHOCUTENbHOW coxpaHHoCcTU Ds-pelenTopoB, NNOTHOCTb KOTO-
pbIX AONblLIE OCTAETCA HEN3MEHHOMN.

Psaoom asToOpoB MokaszaHa WMHAOPMATUBHOCTb OLEHKM OBOHAHWA Ha paHHen
cTtagun BI1, B 4aCTHOCTU OHWU OBHAPYXWUMM CHUXEHUE CMOCOBHOCTA K pasnuueHunio 3a-
naxoB yxe npw aebioTte aaHHOro 3abonesaHns.

MokaszaHa WMH(OPMATUBHOCTbL MCCNEAOBaHUA OUOINEKTPUYECKOW aKTUBHOCTU
MbILLL, U COOTHOCUTENbHBLIN aHanu3 napameTpoB MNOBEPXHOCTHOM (HAKOXHOM) anex-
Tpomumorpammbl (AMI) npu BN [1]. B nokoe 3MI nipn bl xapakTepnayeTcsi BbICOKO-
BONbTHLIMU Konebanuamy GuonoTeHumMana Mol NO TUMy 3annoBON akTUBHOCTH, CO-
oTBETCTBYIOLLIEN pUTMYy Tpemopa, Takon Bua OMI™ otHocutes K Il Tuny no HO.C. HOce-
By (1972), npu aTom aMnnuTyda konebaHwii npesbiliaeT HopMy B 3-4 pasa [5]. lpw
ABWXeHUV B Hopme IMI nmeeT TpexdasHbii naTTepH. BHavane BbIABNAETCS BbiCOKO-
amMnNMTyAHas BCMbllLKa akTUBHOCTU B arOHUCTax, 3aTem perucTpupyeTcst HU3koamniu-
TyAHas BCMbILLKA B @HTAroHNCTax, a B KOHUE OTMEeYaeTCa HM3KoaMNnuTyaHas BCrbIl-
Ka B aroHucTax. [pu Bl yBennyeH naTteHTHbI Nepuos BO3HUKHOBEHUA aKTUBHOCTW Ha
OMT, cHuXeHa aMnnuTya HavanbHOW BCMbILWKA B @arOHUCTax, 4To obycnaenueaeT He-
afeKBaTHOCTb Ha4yanbHOrO0 YCKOPEHWS KOHEMHOCTU U, CneaoBaTteflbHo, HeaaekBaTHYLo
aMmnnuTyay asuxkeHus. KnuHuueckumy NposiBNEHUAMU 3TUX M3MEHEHWUI ABNSEeTCA 1-
noknHesua [6]. Mpu 3TOM [OOCTWKEHWE LEMW OCYLWECTBASETCA [AOMNONHUTENbHOW
KOPPUTVPYIOLLLEEN aKTUBHOCTLIO, 4TO PErucTpupyetcd, B 4acTHOCTW, B BuUAE
[AOMOMHUTENbHbIX BCMbllwek Ha 3MI. Ha ocHoBaHuM 3TuMX [AaHHbIX pasdpaboTtaHbl
KONMUYECTBEHHbIE xapakTepucTuku 3MIT, no3sonawLwme KONUYECTBEHHO OLleHMBATb, B
nepBylo ouvepeab, TPEMOP U PUrMAHOCTb, B MeHbLUed CTeneHn — rMNOKUHEesunto, 4To
MOXHO UCMOMNb30BaTh ANA OLeHkM 3 deKTUBHOCTU hapmakoTepanun [1].

[nsa o6bekTuBM3aLnM NocTypanbHbIX PacCTPONCTB NPUMEHSAOT METOAbI CTaTu-
YeCcKoWn CTabUNOMeTPUN, YTO NO3BONSAET OLUEHUTL PasnNuyHbIe acnekTbi MexaHuama co-
XpaHeHUa LeHTpa TskecTn B nnowaaun onopsbl [4]. OgHako ana bl Ha Ha4anbHbIX cTa-
OMAX NOCTyparnbHble PacCTPOWCTBa HE XapakTepHbl, YTO SBMSETCH NpuYMHON cnabon
[MArHOCTUYECKON LIEHHOCTU AaHHbIX METOAOB ANS paHHen anarHocTvkv brll.

Takum obpa3som, paszpaboTka paHHUX UHCTPYMEHTANbHbIX METOAOB ANArHOCTK-
kn BT, ocobeHHO B pamkax NOSBNSALWLMXCS HOBbIX AaHHbIX O HAanu4Ynu y paaa cospe-
MEHHbIX NIeKapCTBEHHbIX CPeACcTB HENPONPOTEKTUBHbLIX CBOWCTB B OTHOWEHUN Aoda-
MUHEPrUYECcKUX HEMPOHOB, a TakXKe NOUCKa HOBbIX METOAOB NaToreHeTUYecKoro neve-
HUS1 JaHHOro 3abonesaHus, NpeAcTaBnseTCcs AOCTAaTOYHO MEPCNEKTUBHBLIM, YTO B Oy-
AyleM, BO3MOXHO, MO3BOMUT OCyLLecTBNATh bonee apdekTBHOe TepaneBTUYeckoe
BO3[ENCTBME NPU 3TOW NaTonornn, Ha doHe coxpaHHOCTU BonbLLero Yucna godamu-
Hepruyecknx HempoHoB.
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FTMMNEPJ3KIMNJIEKCUA

©

E.Jl. benoycosa
MHHUU neouampuu u demcrkoi xupypeuu Pocsopasa

FMnepaknnekcuss (CMHOHMMbI — YCUMEHHbIN pedinekc ncnyra, bonesHs ucnyra,
6onesHb Koka) — peakoe reHeTuyeckn getepMmMHupoBaHHoe 3abonesaHne, OCHOBHbIM
NPOSIBNEHUEM KOTOPOro SIBNAETCH YCUNEHHbIN pedekc Ucryra B CO4eTaHUN CO 3Ha4U-
TeNbHbIM MOBbLILLEHNEM MbILLEYHOTO TOHYCa B OTBET HA HEOXMUOAHHbIE CIyXOBble, CO-
MaTOCEHCOpPHbIe N 3pnTeNnbHbIEC CTUMYIbI.

B 1962 r. O. Kok u G.W. Bruyn [1] onucanu cembio ¢ 3abonesaHueM {npocne-
XMBancs ayTOCOMHO-AOMWHAHTHbBIA TUN HacnegoBaHWst), KOTOPOe NPOSBIIANOCL C pPo-
XOEeHUS (PNEeKCOPHBIM MbILIEYHbIM TUNEPTOHYCOM, ycuneHuem pednekca ucnyra u
anunencuen (y otaenbHbIX YNEeHOB cembun). Pedinekc ucnyra nHorga conpoBoxgarncs
reHepanun3oBaHHbIM MOBLILLEHNEM MbILLEYHOrO TOHYCa C NOCreaywWwuM nageHmem, a
MbILLIEYHBIN TMNEePTOHYC CTaHOBUIICS MEHEE BbipaXKeHHbIM C Bo3pacToM. B wecTtun onu-
CaHHbIX aBTOpamMmn NOKONEHNSX ceMbM BbINO HangeHo 29 YenoBek, y KOTOPbIX OTMeYa-
MCb 3TU CUMNTOMBI. [lJaHHOE ONNCAaHWE BO MHOTOM HanoOMUHANOo KIVHWYECKUI Criyyawn,
onucaHHbii nodxe H. Stevens — «[pbiratowmin Yenosek M3 wrarta Man» [2]. B 1966 .
Obina onucaHa cembsl, B KOTOPOW B NATY NOKONEHUsX 25 YyenoBek cTpagany BpOXAEH-
HOW Npexoasilien MbllEYHON TMNEPTOHUEN B PAaHHEM BO3pacTe, a MNO3Xe — Yy HUX OT-
Meyarnacbh yCuneHHas peakuust ucnyra, MHoraa npusogsias Kk nagenuio [3]. Kpome to-
ro, Anst 60MbHbIX YIEHOB CEMbU BbINO XapakTepHO ycuneHne CTBONOBbLIX PedNeKkCcoB U
reHepanv3oBaHHble B3gparnBaHmMa npu 3acbinaHnm. CUMNToMbl ObiNu YyBCTBUTENBHbI
k 6apbutypatam. D.J. Morley n coasT. go6asunun B onucaHne BonesHn ycuneHme Hou-




