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HEAPONPOTEKTOPHbIV 3OOEKT LLEPEBPOJIU3NHA
Y BOJIbHbIX C BOKOBbIM AMUOTPOOUNYECKUM CKJIEPO30OM

bokoBo ammoTpoduyeckmnii cknepos (BAC) asnsaet-
CA aKTyanbHON Npobnemoli COBpeMeHHO HEBPOSOTUN.
3aboneBaeMoCTb B pa3BUTbIX CTpaHax cocTaBnsaeT 2—5
Ha 100 TbIC. YenoBek B rof, Npu 3TOM B NnocsieiHee BpemMaA
OTMeYeHa TeHAEeHUMA K ee POCTY BO BCEX BO3PACTHbIX Fpyn-
nax. Konnyectso 60nbHbIX B MMpe cocTaBnseT 60—70 Tbic.
[1, 3, 7, 44]. 3aboneBaHnIO NOABEPKEHDbI BCE COLMANbHblE
rpynnbl obuwectsa u npefcTaBuTenm Bcex pac. Ha Ykpaunte
HeT [0 cux Nop cTaTUCcTUKM No BAC, HO € yueTom 60NbHbIX,
KoTopble OGblfv FOCNUTANU3NPOBaHbl B OTAEIEHNE HEWPO-
nHdekUnn n paccesaHHoro ckneposa Iy «MHMH AMH
YKkpauHbl» B nepuog ¢ 2003 no 2008 rr. oTMeyaeTca pocT
3aboneBaemMoCT BO BCEX BO3PACTHbIX Fpynnax, pernct-
pupyetca BAC n y monogbix ntogein (oo 25 net). Cambiii
MOJIOZOM MauUMeHT, KOTopbI Habnoaanca B oTaeNeHun:
6onbHo b. P,, 1984 roga poXkaeHuns C 4OCTOBEPHbIM Amar-
Ho3oM — BAC, wenHo-rpyaHasa ¢opma, C BOBeUEHMEM
LleHTpaNbHOro 1 nepndeprnyeckoro MOTOHENPOHa, CpeaHe-
NporpeccrpyoLunin TUN TeyeHns. Y Takomn kateropumu 605b-
HbIX NPOLeCC MpOoTeKaeT 3HaYMTENIbHO arpeCcCUBHEN, YeM y
60nbHbIX 6onee 3penoro Bo3pacTa. CyLiecTByeT TakKe MHe-
Hu1e (M No HalKMM AaHHbIM), YTo cnopaanyecknin BAC vawe
perncTpupyeTca y Nofgen C BbICOKUM MHTeNNeKTyanbHbIM
1 npodeccroHanbHbIM NOTEHLMANOM, y CHOPTCMEHOB C aT-
NEeTUYECKNM TENIOCNIOXKEHNEM N NPAKTUYECKUN CEPbE3HO He
60neBLWNX B TeUeHne CBOeN XN3HU. MyXunHbl 6onetoT He-
ckonbko yate (1,6: 1) [1, 3,4, 16, 48]. Snugemurionornyeckmne
NCCnefoBaHNA O PacnpoCTPaHEHHOCTU AaHHOro 3abone-
BaHWA B 3anagHoM unv BoctouHom pervioHax YKpauHbl He
npoBoAuNuCb. BeposaTHee Bcero 31o CBA3aHO C TeM, YTO
Ha YKpauHe HeT LeHTPOB, rae Mornn 6bl NpoxXoanTb Kypc
neyeHUs naumeHTbl C TaKUM paTanbHbIM HepoaereHepa-
TUBHbIM 3aboneBaHeM. BegeHne naumneHtos ¢ BAC gaxe B
6onbluelt cTeneHwn, Yem NpU pyrux HempogereHepaTUBHbIX
3aboneBaHuAx, TpebyeT COrnacoBaHHOCTU B AeNCTBUAX
MeXay caMMM MauueHTOM, ero ceMmben 1 MeguUNHCKUMU
paboTHMKaMu gns obecneyeHns nNposefeHnA Hanbonee
afleKBaTHOro, BO3MOXHO, TepaneBTUYeCcKoro u peabunu-
TaLMOHHOIO KOMMJIEKCa C COONoAeHNEM BOMPOCOB 3TUKM,
[EeOHTONOrmM NP NOCTaHOBKe AMarHo3a u Bo Bpems npo-
BeAeHNA AMarHOCTUKN.

IlnarHo3 — 6one3Hb ABUraTelbHOr0 MOTOHENPOHA
(BAM) — naumeHTY MOXHO COOOLWNTb NULWb NOCne TwWa-
TenbHOro obcnefoBaHMA, KoTopoe He Bcerfa 6biBaeT
ofHoOKpaTHbIM. MIHoraa TpebyeTca NOBTOpPHOE NpoBefeHne
anekTpoHenpomuorpadum (SHMI), HabnogeHne y He-
BPOJIOra UK Xe B Cneunann3npoBaHHOM LieHTpe KaxAble
3—6 mecsaueB. CornacHo XenbCMHKCKOW KOHBEHLUN Mo
6noatuke (1997 r.) 6onbHble C HensneynmbiMu 3abone-
BaHMAMMN JOJIKHbI 6bITb M3BeLLEHbl BPauYOM O AUarHo3e,
KOTOPbI TPebyeT NPUHATUA PELIEHUI, CBA3AHHBIX C NPU-
6nmxatowenca cmepTblo [16, 28, 41, 65]. B TY «/HMH
AMH YKpaunHbl» cocpefoToYeHa He3HauuTenbHaa Ko-
ropta niofen, cTpagalowmx 3TMm Heayrom. HanpasnaioT

B 'Y «<MHMH AMH YKkpauHbi» yawe Tex naunmeHToB, rae
aKTMBHee POACTBEHHMKN 1 KTO MOXKEeT eLle JoexaTb CaMo-
cToATeNbHO. Hemanyto ponb 3aechb nrpatot 61opokpaTuye-
CKMe MexaHU3Mbl — OTCYTCTBME COrNacoOBaHHOCTM MeXay
PafioOHHBbIMK M 06IACTHBIMU MEAULNHCKUMY LIeHTpaMMu.
A Befib KNMHNYeCKoM 0COBEeHHOCTbIO 3TOro 3aboneBaHunn
ABNAETCA TO, UTO NepBble NPOABNEHUA HAYNHAKTCA TOrAa,
koraa 80 % MOTOHePOHOB yXe Normésan, a ocTaBlIMeCs
20 % B TOW WM IHOW CTEMEHU MOBPEXAEHbI, N TONbKO TOT-
Ja naumneHT HaumnHaeT obpallaTbCA 3a MeAULMHCKON No-
MolLbio. Ha 3aBepluatolen ctagnm 6051e3HN Y NaunueHToB
|pa3BUBalOTCA CTBOJIOBbIE WW CMINHAJbHbIE AblXaTeNbHble
HapyLLeHUA, KoTopble HapARY ¢ ancdarvein n anmMmeHTap-
HOW HeJOCTAaTOUYHOCTbIO ABMAIOTCA MPUUYNHOW NeTaNlbHOrO
Ncxogda, No3TOMY PeKOMEHAYT NPUMeHeHe annapaTos
nepuoamnyeckon HemHeasueHom seHTunaLuu (CiPAP, BiPAP)
[7]. K coxxaneHwuto, faHHble NpubopPbI ABAAITCA AOPOro-
CTOALWMMN 1 NOSTOMY, MaIOBOCTYMHbIMY Ha CerOAHALHUN
AeHb. B Begywux HeBponormyecknx LeHTpax YKpanHol HeT
BbllLenepeyYncieHHbIx Npnbopos.

CpepHaa npoaomknTenbHOCTb Xu3Hu npm bAC cocTas-
nset 32 Mecaua, Ho Npu leYeHnr 60/bHbIX, KOHEYHO, B STOM
Hemanyio posnb urpaet dopma BAC — 7 % 60MbHbIX XKUBYT
6onee 60 mecaues. B ctpaHax 6biBwero CCCP pacnpo-
CcTpaHeHue nonyymna knaccupukaums O. . XoHaKapuraHa,
B KoTopou BAC BbigeneH B OTAENbHYIO HO30/10TMYECKYIO
efuHuyy. Mpy 3TOM BbIAENUAUCH Te UK UHble GOopPMbl 6O-
Ne3HU B 3aBUCUMOCTU OT MPEeUMyLLEeCTBEHHOW NoKanu3aumm
amnoTpodumu, CBA3aHHbIe C NOPaKeHMeM ABUraTeNIbHbIX
Afep yepenHbiX HEPBOB KayAasbHbIX OTAEN0B MO3roBOro
CTBONA W YTONWEHUA CNUHHOIO Mo3ra. CoOOTBETCTBEHHO
BblgenAT cnegytowmne ¢opmbl: Bbicokaa popma ¢ no-
paXkeHVeM NMPaMUAHbIX TPAKTOB U, TaBHbIM 06pPa3oM,
nopakeHmem Mx cynpaHyKkieapHbIX OTAENOB, a TakxKe
He pe3KO BblPa)KeHHbIMU NCUXNYECKNMWN HapyLeHNAMM;
6ynbbapHas, WenHo-rpyaHas U NOACHUYHO-KpecTuoBan
dopmbl. B 3TON Knaccnpmkaumm BoiAENAOT BapUaHThl
3aboneBaHMA NO CcTeNeHW BOBNEYEHUA LUEHTPANbHOMO
1 nepndepmryeckoro HelnpoHoB. OHM NpeAcTaBeHbl Ta-
KMy GopMamu: CMeLLaHHbIN (paBHOMEpPHOE nopaeHue
060X HEMPOHOB), CErMeHTapHO-AAEPHbIN (NpeobnagaHne
nopaxeHma nepupeprnyeckoro HelmpoHa), MMPaAMUAHbINA
(MpenmyecTBeHHOE MOpa)keHne LeHTPaJbHOro MOTO-
HeWpoHa). Monosoi J1. M. B 1998 I. npeanoxXeHo BblAeNnTb
WEeNHY 1 NepBUYHO reHepanm3oBaHHyo Gopmbl [1, 3].
Takum 06pa3om, Ha COBPeMEHHOM 3Tare LenecoobpasHo
BblgeneHve wectn ¢opm 3Toro 3aboneBaHusA C KIUHUYe-
CKVMIMMW BapuaHTamu B 3aBUCMMOCTY OT NPerMyLLeCTBEHHON
NoKanusauum naToNormMyeckoro npowecca.

B mupe npuHata knaccudukauma Norris, B KoTo-
pon oueHuBaeTca N Temn nporpeccuposaHma bAC [2].
OH noppa3sgensaerca Ha ObICTPO, cpefHe U MeANeHHO
nporpeccupytowme Tunol. Mbl ncnonb3lyem Knaccuduka-
uuio, npeanoxeHHyio O. Al. XoHaKapraHoM 1 06A3aTeNlbHO
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yKa3blBaeM Ha Tun TeyeHus npouecca [1, 3, 6]. OCHOBHbIM
KNUHUYecKnm cnHgpomom BAC aBnaetca cnacTuko-
aTpodurueckmini napes, KOTOPbI 0OYCNIOBNEH MOpaXeHnemM
ABUraTenbHbIX CUCTEM CMMHANbHOIO n/nnu uepebpanb-
Horo ypoBHel. [pn3Hakn nopaxeHua nepudepnyecknx
MOTOHENPOHOB — Mape3bl 1 aTPOPUN CKENETHbBIX MbILUL,
¢ dacumKkynaunamMn B HUX. Mpr3HaKN NOpaKeHUs LeHT-
panbHbIX MOTOHEMPOHOB: CNMAaCTUYHOCTb, MAaTONOrNYEeCKme
nUpamungHble 3Haky NPU ANUTENbHON COXPaHHOCTY 6pioLL-
HbIX pednekcos, c ncefobynbbapHbIM CUHAPOMOM.
MNocnepgHee Bpema BAC nmeeT pasfninyHblie «<MacKm».
Oco6eHHO Mbl UCMBITBIBANW CIOXKHOCTb MPY MOCTAaHOBKE
AnarHosa c Bblcokol (uepebpanbHoit) dopmoli. Mo Ha-
UMM AaHHbIM BbicOKasa popma oTMmeyaeTca y 3 % 60/1bHbIX
(mo mexgyHapofHbIM AaHHbIM — Yy 4 %). COOTHOLEeHMne
MY>XUMH W XXeHLWMWH Npu BbiCOKON dopme cocTaBnsaer
1,5 : 1. B 3 % cnyyaeB 6bI1n XKeHLWMHbI B BO3PACTHOM
rpynne ot 38 go 60 net. KnuHnueckmn sta popma xapakre-
pr3oBanacb cnacTUYeCKUM TeTpanape3omM CO 3HaUUTesb-
HbIM MOBbIWEHNEM MbILEYHOIO TOHYCA U CYXOXUbHbIX
pednekcos, rpybbiM HagbAAEPHbIM CUHAPOMOM B BUAE
BbIpa)keHHbIX pedrieKcoB opasibHOro aBTOMaTU3Ma, BbICO-
KX — FOTOYHOTO, C MATKOTO Heba 1 HUXKHEYEIOCTHOTO,
HaCUNbCTBEHHOrO CMexa Wnu nnava, An3apTpum n guc-
darvn. Mpy 3TOM TakKe BO BCEX C/lyyadAX OTMeYanocb
nposBfeHMe 3KCTpanupaMmuHbiX CUMATOMOB B BUAe rv-
NOMUMWW, TMNOKMNHE3MNM, MOBbILLEHWE MbILLIEYHOTO TOHYCa
no CMelaHHOMY TUMY, CaJibHOCTb KOXW rOM0Bbl U N1La,
a TakKe HapyuweHue opMynbl CHa U NCMXUKK. B ogHOM
cnyyae HapylleHue NCuUxmMKyu oTMeyeHo 6bino B aebioTe,
y OCTanbHbIX — B Neprog reHepann3aunmn npouecca. B He-
KOTOPbIX cilyyasx, npu nposegeHumn HAP, 6b111 oTMeyeHbl

ANarHOCTMYECKNE CNIOXHOCTM NPY NOCTaHOBKE AnarHo3sa.
Tak, y 6onbHoi T. C., 34 neT, ¢ OCTOBEPHbLIM ANArHO30Mm
BAC, nepBuYHO reHepann3oBaHHasa popma, NOATBEPXKAEH-
HaA Hellpodur3ronormyeckn n naTomopdonornyecku, Knm-
HMYECKM BbISBAISNOCH NOPaXeHne HUXKHErO MOTOHEPOHa
Ha HECKOJIbKMX YPOBHAX LepebpoCnHanbHOM 0CU, Kak Ha
YPOBHE LWEeNHOro, Tak N NOACHUYHOIO YTOMNLWEHMS, C Bbl-
paKeHHbIM aMUOTPOPUNUECKUM CUHAPOMOM, FeHepann3o-
BaHHbIMU GaCUNKYNALMAMN N YTHETEHNEM CYXOXMUIbHbIX
N NepUOCTanbHbiX pedneKCcoB, BOBAEYEHMNEM YepenHbIX
HepBOB KayAanbHOro otgena cTeona.

[ocToBepHbIn grnarHo3 BAC 6bi1 MOCTaBNEH, eCNn:
y NnaumeHTa nMeeTca coyeTaHne KINHNYECKUX U SN1IeKTPO-
dur3Monornyeckmnx NPU3HaKoB NOPaKeHUA LeHTPaNbHOIo
1 nepudepnyeckoro MOTOHENPOHA Ha TPex YPOBHAX U3
yeTblpex BO3MOXHbIX (CTBOM MO3ra, WeNHbIA, rpyaHOmN
N NOACHWYHbBIN OTAenbl CMMHHOFO MO3ra), Uan y nauu-
eHTa MPUCYTCTBYIOT NMPU3HaKN NOpPa}KeHNA BepXHero
MOTOHENpOHa B ABYyX 06nacTAX CNMHHOIO Mo3ra nic
NPU3HaKN MOPaX)eHUA HMXKHEro MOTOHelpOHa B ABYX
obnactax cnuHHoOro mo3sra. Bo Bcex npepcTaBneHHbIX
cnyyaax 6onbHbIM NpoBOAUNNCH Helipodusnonornyec-
Kue nccnefoBaHuA: nronbyatas snekTpommorpadusa
(3Mr), ctTumynaumoHHasa DM, Bbi3BaHHble NOTeHUManbl
ronoBHoro mo3sra (BI1), a TakXe TpaHCKpaHWanbHaa mar-
HUTHaA ctumynauma (TMC). iccnegoBaHme NpoBOAMNOCH
Ha MHOTOGYHKLNOHaNbHOM KOMMbIOTEPHOM KOMMIeKce
«Henpo-MBI» (pnpma «HenpoCodT», I. iBaHoBO, PoccusA)
[3,37,43,74].

B o6s3aTenbHOM nopagke NpoBoAMnacbL MarHUTHO-
pe3oHaHcHaa Tomorpadua (MPT), Tak Kak BAC TpebyeT aud-
bepeHumnauum co cnegyoWwMm cocToAHUAMN (Tabnnua).

STnonorva n o6cefoBaHie NPY BTOPMYHbIX HAPYLLEHUAX MOTOPHbIX HEIPOHOB

[narHocTtnyeckne KaTteropummn

WccnepoBaHus

CTPYKTypHbIE NOpaXXeHns

MapacaruTTanbHble OMyXomu U1 Onyxosu 60MbLLOrO 3aTblIOUHOTO OT-
BepctuA. CnoHgmnes weiHoro otgena. CuHapom ApHonbga — Knapu,
Unu rugpomMmenms. ApTeproBEHO3Has aHOMaVA CMIMHHOIO MO3ra

MPT ronoeHoro mosra (Bkntoyas 60bluoe 3aTblIOYHOE OTBEP-
CTue), lWeNHOro oTaena NO3BOHOYHMKA

UHdekuun
BakTepuanbHble — cToN6HAK, 6onesHb Jlaiima. BupycHble — nonmno-
MUEeNnT, ONOACHIBAOWMIA NULWaA. PeTpoBupycHaa mnenonatus

NccneposaHue CMXK, noces
TuTp Lyme-aHTuTen B CbiIBOPOTKeE
TuTp aHTMBMPYCHbIX aHTUTen HTLV,

WHTOKCMKaumm, pusnyeckme areHTbl
TOKCUHbBI — CBUHeL, antloMUHWIA, Apyrue meTtannbl. MeankameHTbl —
CTPUXHUH, GEHNTOUH. DNEeKTPOLIOK. PEHTreHOBCKOE M3NyueHne

CyTOHHaﬂ MOYa Ha TAXeJible MeTaN/bl; CbIBOPOTKa N MoYa Ha
CBUHeL, 1 antoMUHUN

NMmyHonornuyeckne mexaHusmbi
[lnckpasma nnasmouunTos.
AyTOMMMYHHas NONMpPaauKyoHeBponaTma

KnuHnuecknii aHanus kposu, CO3, UMMYyHHBIN 3nekTpodopes,
aHTHGM1Ig

MapaHeonnacTnuyeckue
MapakapunHomaTosHble. MapanumdomaTtosHble

AHTuTeNa, 6Moncusa KOCTHOro Mo3ra

MeTtabonnueckune
Tunornukemus. lMnepnapatnpeos. Tupeotokcnkos. deduuut bonue-
BOW KWNC/OTbl, BUTaMUHOB B,,, E. Manbabcopbuua

CKPWHWHI-TECT Ha caxap, PyTUHHbIE 6MOXMUYECKMEe aHanu3bl,
BKJIIOUaA Kanbuuin; GyHKUMN WUTOBULHON Xenesbl.

YpoBeHb BUTaMnHOB B,,, donueson kucnotbl. Knpbl B Kane,
KapoTuH, 1B

HacnepctBeHHble 6uoXxuMmmnyeckme HapyLeHus

NedekT aHaporeH-peLenTopoB (6one3Hb KeHHeawn). HegocTaTouHOCTb
rekco3ammuHunaasbl. HegoctatouHoCTb arnoko3unaasbl (6onesHb Momne).
TMnepnunugemus. MnepranunHypusa. MeTUNKPOTOHUNTINLUHY PYA

AHomanbHasa BctaBka CAG-nosTopa JInzocomanbHbIn SH3UM-
CKPUHUHT JTunugHblin anekTpodopes. AMUHOKUCIOTHI B MoYe
1 CbiBOPOTKe. AMUHOKMCNOTH B CMK
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MNMomwnmo sToro y psaaa nayneHTos ¢ BAC no gaHHbIM MPT
onpeaenanncb NpU3Haky akCoHaNnbHOWM AereHepaunun no
XOAy NMPaMUAHbIX TPAKTOB, YTO COMOCTAaBUMO C U3MEHEHU-
Amu, nonyyeHHbimu npy TMC-nccnegoBaHum, Npu KOTOPOM
yXe B CaMOM HayvaJsie 11 B NepBYyio ouepeab obecrneyrBaercs
nageHve aMmnanTyAbl Bbi3BaHHOro MOTOpHoro oTeeTa (BMO)
[0 NONHOro ero otcyTcTBuA. OTCyTCTBME OTBETa Ha CTUMYN
MaKCMMasbHOM CUJbl ABAAETCA NOKa3aTesleM yMeHbLUeHNA
YKnCsla KOPKOBbIX MOTOHENPOHOB, U3MEHEHNEM CBOMCTB NX
MeMOpaHbl, a TakKe M3MEHEHMEM LieHTPanbHbIX U nepu-
bepuyeckux mexaH1M3mMoB BO30OYXAEHNA N TOPMOXKEHWA,
YTO OTpakaeT Haanune BaIePOBCKOWN AereHepaumnm
NUpamMnAHbIX TPAKTOB, OCOGEHHO YacTo 3TO BCTPeYanochb
npu BbICOKOW 1 6ynbbapHon popmax. Mpu nccnegoaHmm
Bl mo3ra Hac uHTepecoBan MeTo4 perncTpauumn 1 aHanmsa
KOrHUTUBHbIX NoTeHunanoB (P300), Ha KoTopble NauneHT
JONMXeH pearmpoBaTb B COOTBETCTBUM C onpefeneHHOn
nHcTpyKuuen [1, 3]. Npu pernctpaumm KOPKOBbIX OTBETOB
Ha 3HauYMMble peaKune CTUMYNbl B AMHaAMUKe NccriefoBaHme
NPOBOAWNOCH OAUH pa3 B 6 MecALeB, B ONpeAeNieHHON
KoropTte 60/bHbIX C pa3nuyHbiMu dopmamm BAC — exe-
MecAaYHo. Hamu 6bina nonyyeHa Helpodusnonormyeckas
06beKTMBU3aUNA: yBennYeHne nateHTHocTn P300, yBenu-
YyeHve NJoWaamn NO3NTUBHONM BOJTHbI MPENMYLLECTBEHHO
y NauneHTOB, rae NpeBannpoBano NopaXxeHne BepxHero
MOTOHEeNpOHa.

HecmoTtpAa Ha 1o, uto gnarHoctnka BAC, B OCHOBHOM,
6a3MpyeTca Ha aHanu3e KAMHUYECKOW KapTuHbl, IMT,
C MPYIMEHEHNEM UTFONbYaTbIX SNEKTPOAOB, UTpaeT NepBo-
CTeneHHYIo Posib B NOATBEPXKAEHMM 3TOro AMarHo3a v npo-
BegeHun guddepeHumanbHON ANArHOCTUKU C APYTUMM
3aboneBaHUAMYU, KOTOPble MMEIT KINHUYECKUN CXOXKYIO
cumnTomaTuky. SMI gaeT 06beKTUBHOE MOATBEPXKAEHNE
MbILLIEYHOW feHepBaLK, BbIAABNAA CMOHTAHHYIO aKTUBHOCTb
B BMAe NoTeHUManoB dacumkynaumin, dbnbpunnayun n no-
NOXKUTENbHbIX OCTPbIX BOJTH, @ TaKXKe TeHAEHLMIO K yBenuye-
HUIO ANINTENbHOCTY, aMNANTYAbl N KonuyecTBa ¢pa3 noTeH-
L1ManoB ABuratenbHbIX eQuHNL (MPpU3HaKN HeMpPOHanbHOWM
AeHepBauuun). Kpome TOro, ncnonb3oBaHMe 3TOro MeToAa
cnocobcTByeT HabngeHWIO 3a CKOPOCTbIO Pa3BUTMA Na-
TONOrMYecKoro npouecca u gaeT BO3MOXHOCTb CyAUTb
0 NporHo3e 3aboseBaHUA y KaxLoro KOHKPETHOro 60NbHO-
ro. B nepefHux KopelKkax pas3ivyHbiX OTAEN0B CINHHOTO
MO3ra OTMeyvaeTCA YMeHbLUeHMe KONMyecTBa npenmytie-
CTBEHHO TOJNCTbIX M MHTAKTHOCTb TOHKUX MUENNHOBbIX
BONOKOH. COOTBETCTBEHHO NPOMCXOAMUT pacnaj HepBHbIX
BOJIOKOH B nepudepryeckmx HepBax, TO €CTb B KOHEYHOM
nytu WeppuHrroHa. Mpwu ctumynauymoHHon SHMI Ha Tpex
ypOBHsAX (cornacHo kputepuam SHMI-guarHoctukm BAC
JlambepTa) oTMeUaeTca CHUXKeHMe amnantya M-oTBeToB,
yMeHblUeHne CKOpOoCTeln NPOoBeAeHNA NO ABUraTenbHbIM
BOJIOKHaM nepudepuyecknx HepBOB, HO He Gonee yem
Ha 30 %, COXpaHHOCTb MOTEHLMANOB AENCTBUA HEPBOB
N CKOpOCTel NpoBedeHusa no YyBCTBUTENbHbIM BOJOK-
HaMm 1 yBenmyeHue COOTHOLWeHNA amnnnTyn H-pednekca
1 M-oTBeTa B UKPOHOKHbIX MbILLLIAX, YTO OTpaxaeT Hanuuyme
nvpammngHon HegoctaToyHocTn [21, 53].

Mpu nposegeHnn SHMI xapakTepHbIM ABNAETCA PaBHO-
MEepPHOE CHIKeHMEe amnAnTyAbl MOTOPHbIX M-OTBETOB, HO Mo
HalnMm HabnogeHnAM, y paga 605bHbIXx M-0TBeTbl — C U3-
MeHeHHol GOopMOoW, 1 B TEpMUHANbHONM cTagun M-oTBeTbl
¢ nepudepryecKkrx HEPBOB He Bbi3blBaloTCA. Y BCeX nauueH-
TOB OTMeYaeTCA yBesinvyeHne pesnayanbHOM NaTeHTHOCTH,
He TaK pefKo BblABNATCA 6nokn npoBeaeHua. Hanuume
TMraHTcknx F-BONH He ABNAETCA BU3UTHON KAapTOUYKOMN
BAC, 6onblue HaCcTOpaXmnBaT NOBTOPHbIE UM OTCYTCTBUE

F-BonH. Kak npaBuno, uccnenyotTca HepBbl TPEX KOHeu-
HOCTeNn.

Takum o6pazom, npu BAC nponcxoant maccoBas rnbenb
MOTOHENPOHOB KakK LieHTPaJibHbIX, TaK 1 nepudepryeckux,
M NX aKCOHOB. YTpaTa MCTOYHMNKOB MHHEpPBaL My NPUBOAMUT
K HEMUHYeMOW rnbenmn CTPYKTYp roSIOBHOFO U CMIMHHOIO
MO3ra Ha BCEX YPOBHAX KOPKOBO-CMMHANbHOIO NyTH, ne-
pudepunyecknx MOTOHENPOHOB NepeAHNX POroB CMIMHHOMO
MO3ra 1 fBuraTeNibHbIX AAepP MO3roBOro CTBOsa.

Lpyrve meToamnKn Takxe He ABNAIOTCA pellalowmnmm
B NMOCTaHOBKe AMarHo3a, a onpeaenatoT COCTOAHNE nepu-
bepryeckoro HeMPOMOTOPHOrO annapara v iereHepaLuio
unu rnbenb 3ddepeHTHbIX NyTel NMPaMUOHONO TpaKTa.
OcHoBHoOI Mopdonornyeckon 0cobeHHOCTbIO NaTosiornye-
ckoro npouecca npu BAC aBnsAeTca rnbenb LeHTpasbHbIX
1 nepndepmnyecknx MOTOHENPOHOB, a TaKKe MX aKCOHOB.
Mpn MUKpPOCKONNYECKOM NCCIefOBaHUN KOPbl MPeaLeHT-
panbHbIX U3BUINH FOIOBHOTO MO3ra obHapyxuBaeTtca
BblpakeHHaA rmbenb HEMPOHOB M acTPOrNK, NPENUMy-
wecteeHHO B llI, V, VI cnosax; npnuem nopakeHne KneTok
Bbeua aBnaetca BaxkHbIM MOPGONOrMYECKUM NPU3HAKOM
3Toro 3aboneBaHus. B ocTaBlwmnxcA HelipoHax Habnoaa-
eTcA gereHepaTuBHblE U3MEHEHUA CO BCEMMW NMPU3HaKaMM
peTporpagHou fereHepayuu.

Takum o6pasom, npu BAC HabnopaeTcs gecTpykums
MUWeENMHa 1 aKCOHOB BOMIOKOH NMPaMUAHOrO TpakTa Ha pas-
NINYHBIX YPOBHAX LilepebpocnimHanbHOM OCh 1 BONIOKOH ne-
peaHNX KOPeLKOB CMMHHOMO3roBbIX HepBOB. HanbonbLan
BbIPaXXeHHOCTb 3TVX U3MEHEHUI OTMeYaeTCcA B NMpammnaax
NPOAONrOBaTOroO MO3ra, a Tak>Ke B BOJIOKHAX BEHTPaNbHbIX
1 naTepasnbHbIX MMPaMUAHbIX TPAKTOB CMMHHOIO MO3ra

Ha cerogHAWHWI aeHb JOCTOBEPHO [OKa3aHO B 3TUO-
norun BAC 3HaueHne myTaummn reHa Cu/Zn-cynepokcmg-
ancmyTasbl-1 (COM-1), nokannsoBaHHoOro B 21-n xpo-
Mocome. lNaTonormyecknin npouecc pa3BmBaeTca He
B CUJIY CHUXKEHUA aHTMOKCUMAAHTHbIX CBONCTB pepmeHTa
1 pa3BUTUA OKCMAHTHOIO CTPECCa, a B pe3ynbraTe HOBbIX
LMTOTOKCMYECKMX CBONCTB MyTaHTHOro 6enka. Bnpouew,
3TV MyTauMmn onpefensaTca MeHee yeM y 25 % 60nbHbIX
cemeinHon dopmoit BAC n 5—7 % 605bHbIX CMOpaanyeckon
dopmoit BAC. YuntbiBas, uUto cemeliHble GopMbl COCTaBNAIOT
okono 10 %, Bcero 2 % 605bHbIx BAC UMEIOT MyTaHTHYIO Cy-
nepokcupamcmyTasy [1, 5,48, 69]. NoaTtomy, Ao HacToALero
BpemeHu, aTnonorua BAC octaetca HeAcHon. MHorue uc-
CrnlefoBaTeny CKINOHAITCA 6nvxe K MynbTrdakTopranbHON
Teopuun. B cooTBeTCTBUM C 3TON Teopumel, BepoATHEee BCEro,
rnbenb MOTOHENPOHOB ABNAETCA pe3ynbTaToM Kackaja
COOBbITUN, MHOXeCTBEHHbIX GaKTOPOB, KOTOPble MOTYT
MHULUMPOBATb NAaTONOrMYeCcKmin npouecc. 310 AncdyHKUmA
COJ-1, pe3opraHumsauus HepodrnameHTOB, ryTaMaTHas
3KCaWTOTOKCUYHOCTb, OKCMAAHTHbBIN CTPEeCC 1 HapyLleHne
KneToyHoro romeoctasa Ca, AUCPYHKLMA MUTOXOHIPUIA
1 gpyrux opraHenn, gedununt HenpoTpoduueckmx bakTo-
pOB, ayTOMMMYHHbIIN npouecc. B cBA3n ¢ 3Tm 3Tnonoru-
yeckoe nieyeHre Ha faHHbIi MOMEHT, COOTBETCTBEHHO, He
pa3paboTaHo.

B nocnepgHue rofbl akTUBHO paccMaTpuUBalOTCA He-
CKONIbKO HanpaBJ/ieHW MaToreHeTUYeCcKoro neyeHusn
BAC — 3To nopaBneHne 3KCaNTOTOKCMUYECKOrO BAUAHMA
rnyTamaTa 3a CUYeT CHMXKeHMA ero CuHTe3a, nojasrieHune
BbICBOOOXKAEHNA 3 HEPBHbIX TEPMUHAsEN, NOBbIWEHNE
obpaTHOro 3axeaTa, 610KMpPOBaHME NOCTCMHANTUYECKMX
NMDA- 1 gpyrux peLenTopoB rinyTamara, a Tak»Ke nogasne-
HMe BHYTPUKIIETOUHbIX KaCKafoB, UHALIMMPYEMbIX NPU CTU-
MynALMM peLenTopoB. B HacTosALee BpeMa eQUHCTBEHHbIM
neKkapCcTBEHHbIM MpenapaTtoM 13 3TOW rpynnbl ABNAETCA
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punyson (punyTek) [19, 26, 50, 61]. IKCAaNTOTOKCUYHOCTb
N OKUCIUTENbHBIN CTPeCC ABAAIOTCA B3aUMOCBA3aHHbIMM
npoueccamun. OCHOBHbIM pe3ynbTaToM AeNCTBUA dKCall-
TOTOKCMYHOCTM 1 OKUCSIUTENIbHOTO CTpecca ABMAETCA Ha-
pyweHne dochopunuposaHus 6enkos 1 650k SH-rpynn
C nocnepyowen Nx UHaKTUBaLMEN, TMAPOKCUIMPOBaHNE
ocHoBaHun OHK, ee ¢parmeHTauma, a Takke passutme
NepeKknCcHOro OKMCIeHNA NMNNLOB U fecTabununsauyus
KNeTOYHbIX MeMbpaH ¢ n3MmeHeHnem pocdopunnpoBa-
HUA LUTOCKeNeTHbIX 6e/KOB, HapyLleHne akCOHaNbHOro
TpaHcnopTa, 0COBGEHHO MeANIeHHOro aHTeporpagHoro
n 6bicTporo petporpagHoro [67]. MNpegnonaraercs, uto
cBobOAHOpPAAMKaNbHOE OKUCTIEHNE (OKCUAAHTHBIN CTPecc)
cnocobcTByeT nporpeccupoBaHmto BAC. C yyeToM faHHbIX
cnctematmyeckoro o63opa KokpaHOBCKOro permcrpa
KIMHWYECKNX UCMNbITaHUI (NocneaHee n3MeHeHre JaHHOro
0630pa 6b110 caenaHo 6 pespansa 2004 r.), ybeautenbHbIX
JoKa3aTtenbCTB 3GHEKTUBHOCTU NPUMEHEHUA OTAENbHbIX
aHTMOKCVAAHTOB UM aHTUOKCMAAHTHbBIX CPeCTB B LieSIOM
npu BAC He nonyyeHo. HecmoTpsa Ha TO, UTO B Xofe Knu-
HUYECKUX UCMbITaHWI 3PEeKTUBHOCTb aHTUOKCMAAHTHOM
Tepanuu He fOKa3aHa, He CylecTByeT N 060CHOBaHHbIX
NPOTMBOMOKa3aHUN K nx npumeHeHuto. MNpu gaHHOM 3a-
6oneBaHVM Ha3HaYeHVe MPOTUBOCY[OPOXKHbIX NpenapaTos
TUPEOTPOMNHOrO rOPMOHa, UMMYHOTTO0YNIMHOB, UMMYHO-
JenpeccaHToB, NPOTUBOBUPYCHBIX Y MPOTUBOMUKPOOHbBIX
npenapaToB, KOPTUKOCTEPOUAOB U HEKOTOPBIX APYrnx
CPefCTB He AaJI0 MONOXUTENbHOMO pesysbTaTa.

MexaHn3mbl rMbenn HepBHOW KNeTKn Npu Helpope-
reHepaTMBHbIX 3a60N1eBaHMAX OCYLLECTBAATCA, MaBHbIM
obpas3om, No MexaHM3My anontosa. B HacTosAwee BpemA
BblgeneHbl Tpy $asbl anonTo3a: uHMymMauma (MHayKuma),
apdeKTOpHasa cTaauAa n gerpagauyns. B kauectse MHU-
umaumMm anonTtosa NPOUCXoAUT AeNpUBaLNA HENPOTPO-
duruecknx GakTopoB, NpUBOAALLAA K TMGenn HEMPOHOB.
Helipotpoduueckue dpakTopbl oKasblBaloT cneyudpuyeckoe
JeNncTBme Ha onpepesieHHble CyornonynaunMm HEMPOHOB,
YrHEeTasA 3KCNPeCccuio CyuurAanbHbIX FeHOB, MHAYLMPYIOLLNX
npouecc anonTo3a. CylecTByeT KOHLeNuA, CBA3blBaoLlan
BO3HWKHOBEHUWE HelpoaereHepaTBHbIX 3abosieBaHmin
c peduymnTom cneumdryeckoro pocTkoBoro pakTopa, KOTo-
pbii MOXKET MMETb MEeCTO KaK B OHTOreHe3e, Tak 1 B 3pesion
HepBHOW TKaHu [10]. JenpuBauua HelpoTpodpuyecknx
$aKTOpOB MOXeT ObITb 0OYC/IOBNEHa reHeTUYeCKN Wn
pa3BMBaeTCA B pe3ynbTaTe 3K30reHHbIX BAMAHUN. [1pu 3ToM
nokasaHo [10]., 4yTo NpefcTaBUTENY PA3INYHbIX CEMENCTB
POCTKOBbIX HaKTOPOB OKa3sbiBaloT Tpodumyeckoe BAMAHME
VMEHHO Ha MOTOHEMNPOHbI, YTO U OOBACHAET UHTEPEC K HUM
npw BAC.

B cBA3M C 3TUM NepcrneKTUBHbLIM HanpaseHWem naTo-
reHeTnyeckoro neyenmsa bAC AaBnaeTca ncnonb3oBaHue
CpencTB C HelpoTpoduyeckmm genctemem. B koHue 90-x
onncaHo 6 HelipoTpodrHOB: pakTop pocTa HepsoB (NGF),
MO3roBoW HelpoTpoduueckuii daktop (BDNF), MHCynmHo-
nopo6HbI pakTop pocta (IGF-1), HenpoTpoduHbl (NT-3,
NT-6, NT-4/5), onucaHbl ele HelpoTpoduryeckun Gaktop
rnun (GDNF) n yunuapHbiin HenpoTpoburueckuin pakTop
(CNTF). B nocnegHue rofbl NepcneKkTMBHbIM METOAOM MNa-
TOreHeTNYeCKon Tepanuun cCYNTaeTca NCNonb3oBaHne Hell-
poTpoduryeckux npenapatos AnsA neyeHns bAC. B apceHane
NPaKTUYeCKon MeanLVHbI He Tak MHOro npenapaTos. OgH1m
U3 HUX, C AOCTOBEPHO JOKa3aHHbIM 1eCTBMEM BblPaboTKM
HelnpoTPodUHOB, ABNAETCA rNaTMMepa aLeTaT (KONnakCcoH).
MpenapaT KONaKCOH OTHOCKTCA K YNCNTY MMMYHOMOAYNATO-
poB 1 0bnagaeT cnoco6HOCTLI0 BIOKMPOBATbL MUENMHCTE-
undryeckme ayTouMMyHHbIe peakuumu, nexatiue B OCHOBe

pa3pyLeHus MUENHOBOM 0600UYKM NPOBOAHMKOB LIEHT-
panbHOWM HEPBHOWM CACTEMbI, YHACTBYIOLLEN B NPE3EeHTMPO-
BaHWWN aHTUTEHOB, a TakXe akTueuposaTtb Th: deHoTUNa
CD4 — T-kneToK, NepeceKalowmnx remaTosHLepannyeckun
bapbep 1 CEKPETUPYIOWMX NPOTUBOBOCMANINTESIbHBIE LIUTO-
KMHbI (MHTepNenKknH-4, UHTepNenknH-10, HTepNenkuH-13,
TpaHchopmumpyowmin pakTop pocta 6eTa), UTo NPUBOAMNT
K YTHETeHNI0 ayTOMMMYHHOTO OTBETa Ha MHOeCTBEHHble
aHTUreHbl MuenvHa. Kpome Toro, nmetowmecs skcnepm-
MeHTasbHble N KNMHNYEeCKMe AaHHble AaloT OCHOBaHue
nonaratb, YTO KONMaKCOH OKa3blBaeT He TOIbKO NPOTUBOBOC-
nanunTenbHoe, HO N HeMPONpPOTEKTUBHOE AencTeme. Ho 3Tn
pe3ynbTaTbl MONYYEHbl HA MOZENN SKCNePUMEHTaNbHOTO
annepruyeckoro sHuedpanommenvTa 1 NO3BONAT NPeaNo-
NOXWTb, UTO FNaTUMepa aLeTaT CnocobCTByeT HeliporeHesy.
B HacTofALlee BpeMA He yCTaHOBNIeHO, 0bnafaeT N1 Konak-
COH HenponpoTeKTUBHbIM 3ddexkTom npm BAC.

Mbl UMeeM onbIT NPYMEHEHUA KOMNaKcoHa Ha Hebosb-
LLIOW KoropTe NaLMeHTOB C JOCTOBEPHbIM ArarHo3om bAC.
MNpenapaT BBOANNCA eXefHeBHO B Ao3nposke 20,0 Mr Ha
NpoTaXeHun ofHoro roga. Oxnpgaemoro sdpdpektTa Hamum
He MonyyYeHo, BO3MOXHO 13-3a HeJOCTaTOYHOMW J03bl, TaK
Kak BBOAMNacb CTaHJapTHaA Ao3a npenapata. Tem He me-
Hee, 3T paboTbl MO3BONAIOT CAENaTb HEKOTOPbIE BbIBOAbI,
KOTOpble MOTYT MMEeTb 3HauYeHue B nepcrnekTuae. Tak, npu
opHoBpemeHHoM BBefeHun GDNF ¢aktopa CNTF, Ha mo-
Jenun «TaHUyloWmx Mbllwen» HabnogaeTca NoyTn nonHas
OCTaHOBKa NporpeccmpoBaHna 3aboneBaHnda. Mexay Tem
H1 CNTF, H1 BDNF no otgenbHOCTM He npefoTBpallaoT
B JaHHOWN MYTaHTHOW JIMHUW AereHepaLmio XONnH-aueTnn-
TpaHcdepasza-no3nTUBHbIX MOTOHepoHoB. NT-3 cunTaeTca
YHVKanbHbIM paKkTOpOM ANA pereHepaLm BepxXHero MoTo-
HellpoHa. HegaBHO 6bIfI0 MOKa3aHO, YTO aieHOBUPYCHBINA
reHHbln nepeHocunk NT-3 u CNTF obnagatot xopowum
TepaneBTnYecknm 3dPpeKTomM Ha MOAEeNn nporpeccu-
pylowen asuratenbHon Hesponatun. CnegyeT TakKe OT-
MEeTUTb, YTO GOMBLWIMNHCTBO M3 3TUX JAaHHbIX MONYYEHO
B SKCMepPUMEHTasbHbIX YCNOBUAX, B CBA3N C YeM NepeHocC
MX Ha NaTONOr IO YesioBeKa orpaHnyeH n Tpebyet upesBbl-
YalHOWM OCTOPOXKHOCTU. [prMeHeHne HelpoTpodUUECKNX
$aKTOpOB C NeYebHON Lenblo CONPsKeHO C Npobnemon
ux TpaHcnoptmposku B LIHC 1, cnepoBaTenbHo, TpebyeT
pa3paboTKM HOBbIX METOLIOB BBeeHUsA, obecneunsaroLmnx
JOCTYN K MOTOHENPOHaM M yMeHbLUAWUX PUCK 0BLKX
no6ouHbix 3¢ dpekToB. Tak, B UCNbITAHUN HENPOTPOPU-
yeckmx dpaktopos BDNF nocTtynneHue gaHHoro ¢aktopa
B LlepebpoCnmHanbHy10 XKUAKOCTb 0becneunBanoch yepes
NOMMOBbIN Hacoc. TakKe onncaHa UHTpaTeKanbHasa UM-
nnaHTauma NoNnMep-nHKanCyIMpoBaHHbIX KNeTOK, Bblge-
nAaembix CNTF. MNpenmywecTBOM flaHHOro MeToAa ABNAETCA
NOCTOAHHOE BblAeNeHne HeGObLINX KONNYECTB AaHHOMO
daKkTopa B HenocpeCTBEHHOM 6IM30CTN OT MOTOHEPOHOB
1 NpefoTBpaLleHe UMMYHOSIOTUYECKMX peakUunii 3a cueT
BBeAEeHMA nonumepa. Kpome 31oro, npu HeobxoanmMocTy,
Kancyna MoxeT 6biTb nerko yganeHa. B nocnegHue rogbl
06cyxaaeTca BO3MOXHOCTb MCMOJIb30BaHWA U NPOBOAATCA
NCNbITaHWA Ha KYNbType KNeTOK MOTOHENPOHOB B 3KCNepu-
MEHTaNIbHbIX MOfeNAxX He HelpoTpoduryecknx GpakTopos,
a HeMPOTPOPUUECKMX areHTOB, aKTVBHOCTb KOTOPbIX Gbina
6bl conocTaBuma ¢ akTnBHocTblo NGF, BDNF n gpyrux
Tpodunueckux ¢aktopos. ONTUMaNbHbIM CUMTaeTCA nep-
OpanbHbIli CNOCcob BBEEHNA areHTOB C NOCNEAYIOWNM X
NPOHNKHOBEHNEM Yepe3 remaTosHUedannyeckunn Gapbep.
KombrHnpoBaHHOe MCNONb30BaHMe faHHbIX HEMPOTPO-
dryecknx areHToB C aHTUOKCUAAHTaMM, aHTaroHNCTamm
Ca kaHanos 1 6nokatopamv NMDA-peLenTopoB cumTaeTca
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OQHUM 13 BO3MOKHbIX TepaneBTUYECKNX HanpaBneHnn npu
6051e3HM ABUraTENbHOIO HEMPOHa.

C yueToM BbIAIBNEHHbIX HAapPYLUEHWIA B cucteme Tpodu-
yecKkol noppepxkmn HelipoHoB npu BAC, ocobblin HTepec
npeacTaBAfaeT UCNoJib30BaHMe CyLLeCTBYOWMNX Npenapa-
TOB, 06najaoL X HeiPONPOTEKTUBHbIM, HEpoTpodurYye-
CKUM W HeliponniacTyecknm aencrerem. B nocnenHee Bpe-
Ms Ony6JIMKOBaH paf paboT no n3yyeHnto 3¢PpeKTUBHOCTM
BbICOKMX 1 OYEHb BbICOKMX 03 LiepebponmsnHa npu page
3aboneBaHNin HEPBHOW CUCTEMBI: MLLEMUYECKOM MHCYNbTE,
COCyANCTOW AeMeHUUN 1 AeMeHUMN anbureiMepoBCKOro
TUNa, SKCTPaNMpPaMUAHbIX HapYLUEHUAX.

LiepebponusnH npeacraBnset cobon NnenTuaHbINA npe-
napart, NoslyYeHHbIi C NOMOLLbIO CTaHAApPTHOro GpepmeH-
TaTUBHOrO rnaponusa ceoboAHbIX OT NMNNAOB 6eNKoB
rofIOBHOro Mo3ra cBuHen. B ero coctas BXoAAT npu-
MepHO 15 % NenTuAoB C HU3KUM MONEKYNAPHbIM BECOM
(mo 10000 panbToH), CTABUAN3NPOBAHHbBIX aMUHOKMCO-
Tamu. B HacToAwee BpeMA eANHCTBEHHbIM MpenapaTom,
cocToAWMM 13 cbanaHCMpPOBAHHOW MO COCTaBy CMecU
AKTUBHbIX PpparmeHTOB HelnpoTpopnuyeckux GakTopos,
aBnaeTca uepebponnsvH. Dapmakonornyeckoe aencTame
JaHHOro npenapaTa (3HAOreHHasA HepoTpodurKa, Helpo-
NpoTeKUMA N HeMPOMNaCTUYHOCTb) MAEHTUYHO JENCTBUIIO
Takux HenpoTpodunyecknx GakTopos Kak dakTop pocTa
HepBoB (NGF), Mo3roBoi HelnpoTpodpuuecknin paktTop
(BDNF), nHcynnHonogo6bHbin pakTop pocTa (IGF-1 n IGF-2),
HelpoTpodurHbl (NT-3, NT-6, NT-4/5), HelnpoTpoduryeckmnin
dakTop rmun (GDNF) u unnmnapHbin HelipoTpoduyeckun
dakTop (CNTF), uto B UTOre onpepenseT yHUKanbHble
HelipoTpoduryeckne N HeMpPoONPOTEKTOPHbIE BO3MOXHO-
ctn yuepebponusmHa (D. F. Muresanu). B cBs3n c Hanuunem
nepeyYncneHHbIX MynbTUMOAaNbHbIX HENPOTPOPUUYECKNX
a3¢bdekToB ONpaBaaHa BO3MOXHOCTb NPUMEHEHMA Liepeb-
ponusnHa npu BAC, KoTopblii nosbiwaeT 3GpPeKTUBHOCTb
a3p0o6HOro 3HePreTNYeCcKoro MeTabonrama, ynydias BHy T-
PUKNETOUHbIV CMHTE3 6NTKOB 1 GYHKLUMN MOHHbBIX HACOCOB,
NONOXMTENIbHO BO3ENCTBYA Ha NNAaCTUYHOCTb HEPOHaSib-
HbIX MeMmbpaH. Mpu 3TOM N3BECTHO, YTO TaKoe BUAHME
LepebponusrHa Ha MeTabonusm ABRAETCA cneynduUHbIM
TONbKO A1 HEPBHOW cucTeMbl. LlepebponusnH cnocobeH
3alMLLaTh HEMPOHbI OT ABYX O6LLMX MEXaHM3MOB NOBPEX-
JOEeHNA — 3KCANTOTOKCMYHOCTU M OKCMAAHTHOrO CTpecca,
yyacTvie KOTOPbIX B MaToreHese HenpogereHepaT/BHbIX 3a-
6oneBaHui, B ToM uncie u bAC, oTmevaeTcs 60MbLUINHCTBOM
nccnegosateneii. Mpeanonaraetca, YTo AaHHble 3bGeKTb
Luepebponn3nHa peannsyloTca 3a cYeT ero cnocobHoCTM
npegoTBpawaTs obpasoBaHne CBOGOAHbBIX PajnKanos,
a TakXke MPUCYTCTBYIOWMM B NpenapaTte nentungepruye-
CKUM aroHuctam npecuHantmnyeckux FAMK-B-peuentopos.
Bo3moiKHO, uTo M3bnpaTenbHaa akTUBaLMA 3TUX peLenTo-
POB CHWMXaeT MOCTYM/IeHNe B KNETKN MOHOB KanbLua yepes
BOJIbTaXK3aBMCKMble KanbLMeBble KaHasbl, BCJIEACTBYE Yero
CHUXKaeTCA BbIXxoh BO30OYXAAOLWMX aMUHOKUCIOT 13 npe-
CUHaNTMYeCKUX TEPMUHANEN 1 yrHeTaeTcA CuHanTnyeckas
nepepava. [Mo-BManmomy, JaHHbI NeNTUAEepPruyeckui
aroHuct FTAMK-B-peuentopoB AencrByeT COrfnacoBaHHoO
C ApYrMM KOMMOHEHTOM, aKTUBUPYIOLWNM NpecuHanTmye-
CKue afeHo3nHoBble A;-peuienTopbl. Mpu 3Tom pelicTBre
Liepebponm3mnHa Ha aieHO3HOBbIE A;-peLienTopbl, BepPoAT-
Hee BCero He NpAmMoe, a 0NOCPEeAOBAHO BbICBOOOXAEHNEM
SHAOreHHOro aroHNCTa aieHo31Ha, OTBEYaloLLero 3a Top-
MOXEeHWe CMHaNTUYeCKON nepefaun Takxe 3a cYeT CHU-
XeHuA BbICBOBOXKAEHMA rnyTamaTa U3 NpecnHanTUYecKknx
TePMUHANen n ymeHbLIEeHWA NOCTYN/IEHNA MOHOB KanbLusA
B HellpoH. OgHOBpEMEHHanA aKTBaLuA Lepebponn3mHom

npecnHanTnyeckmx ageHo3nHosbix n TAMK-B-peuentopos
MOXKeT NpeAcTaBnATb CO60M 3P eKTUBHbBIN NYTb KOHTPONA
BbicBO6OXAEHMA rnyTamaTa. [pegnonaraeTca Takxe Ha-
nuure y uepebponmsnHa CnocobHOCTN BNMATL HA OOMeH
MeTanjoB B OpraHu3sme, Npu 3ToOM B CamoOM npenapaTe
BbIABEHO MPUCYTCTBUE Pa3INYHbIX EMEHTOB (MarHus,
Kanbunsa, docdopa, Kanua, ceneHa, MapraHua, BaHagua
N KobanbTa), HeKOTopble N3 KOTOPbIX 06nafjaloT aHTUOK-
CMAAHTHOM aKTUBHOCTbIO. IHTEpEeC K Liepebponn3snHy npu
HelpofereHepaTMBHbIX 3ab60neBaHUAX OOBACHAETCA TaKXKe
aHanoruen HenpoTpodunueckon akTMBHOCTM Npenaparta
C OeCTBMEM eCTeCTBEHHbIX HellpoTpoduuecknx pakro-
poB. Tak, 6bI10 NOKa3aHo, YTo LepebpPOonm3nH, Kak 1 dak-
TOpP pOCTa HEPBOB, NOAAEPXKMNBAET XKU3HEAEATENbHOCTb,
cTumynupyeT anbdepeHUNPOBKY 1M peakLmio CpayTUHra
HENPOHOB, 3aMedsIAeT U NPUOCTaHaBNMBAET NPOLecC Hel-
poaereHepaLnmn Ha SKCnepuMeHTanbHOM Moaenu, BOCMpo-
M3BOAALLEN NAaTONOrMyeckne N3MeHeHUs, BO3HMKaLme
npu 6onesHn Anbureimepa. Hu gna Koro He HOBOCTb, UTO
addeKTbl LepebponmsnHa cxoxu ¢ spdeKkTamm ectecTBeH-
HbiX ¢pakTopoB pocTa. bonee Toro, HelpoTpoduueckoe
AencTBue uepebponnsnHa He ngeHTNUYHo pernctemio NGF.
B yacTHOCTM, 3KCNepUMEHTaNbHbIMK UCCNefoBaTeNAMN
6bI710 NMOKa3aHo, UTO HeWTpanusyloLWwmue aHTUTeNa NPOTUB
($baKTopOB pocTa HEPBOB He MOTYT 610KMPOBaTb Ppapmako-
noruyeckoe gencreume LuepebponusmHa. Cnegyet oTMETUTD,
yto B 1997 rogy D. R. Hampson ¢ coaBTopamu nokasanu,
4TO Liepebponn3nH yBenmynaeT apUHHOCTb eCTECTBEHHO
BO3HMKatowwero HelpoTpodunueckoro paktopa BDNF c ero
peuenTtopamu [2, 67]. OnpegeneHa dyHAaMeHTanbHanA
ponb BDNF-dakTOpa Kak cMrHanbHOro Kackaga B pery-
NALMN HEMPOTPAHCMUCCUN. DTO HENpPAMOe AeNCTBMEe Ha
TUPO3MHKMHA3Y-B MOXeT OblTb OTBETCTBEHHbIM 3a ycuie-
HUe 6MONOrNYeckon CMrHann3aumm 4aHHOro POCTKOBOrO
baKTopa, BNNAIOLWEro Ha H/XHME MOTOHENPOHbI Kak B pas-
BUBAIOLLENCA, TaK N B 3pESION HEPBHOW TKaHMW.

HepoTpoduHbl urpaioT KnoyeByo posb B pa3Butun
N COXPaHEHU CTPYKTYpP LieHTpasibHOW 1 neprndepmnyeckon
HEePBHOW CUCTEMbI, YYaCTBYIOT B penankaumm n audpde-
PEeHLMPOBKE KJIeTOK, OKa3biBaloT 3HaUYMoe BANAHUE HOP-
MasnbHbIX 1 NaTONIOMMYECKMX NPOLECCOB — HelporeHese
N HEeMpoJecTpyKL MM,

Takum obpasom, LLepedponn3nH coaepKNUT Kak MUHUMYM
LecCTb HenpoTpoduruecKknx GakToOpOoB POCTa, B KOTOPbIX CO-
AepXnTca goctatouHan KoHueHTpauusa CNTF-dpakTopa, uto
JaeT BO3MOXHOCTb YCTPaHATb HeraTuBHoe BanaHue FGF-2
Ha HeliporeHes 1 co3peBaHne HeMPOHOB. B cocTas uepe-
6ponusnHa BXxopAT akTuBHble ¢dparmeHTbl, GDNF-dpakTop
N UHcynnHonofdobHble dpakTopbl pocTa (IGF-1 n IGF-2).
OTW faHHble NO3BONIUAN 3aKIIOUYMTb, YUTO aKTUBHOCTb Lie-
pebponunsrHa, No-BuaANMOMY, CBA3aHa C cogep alyummnca
B Npenaparte HelpoTpoduryecknmm baktopamu.

Kpome 3TOro, Ha pasfiMyHbIX SKCMNePUMEHTANIbHbIX
mogenax uepebponusnH npepoTepalyaet ytpaty MAP, —
ofHoro u3 ocoboro Knacca 6enkoB, KOTopble CTabunusnpyot
MUKPOTPYOOUKY, OCYLLECTBAAIOLME ObICTPbIV aKCOHANBHBIN
TPAHCMOPT, B TO BPeMsA Kak HeCcTabunbHOCTb MUKPOTPY-
6oueK, CBA3aHHaA C HapyleHnem GYHKLUN UMEHHO 3TOro
cemencTtBa 6enkoB, oTmeyaeTtca Kak npu BAC, Tak n Ha
mogenun 6onesHn ABUraTeNbHOrO HEMPOHA Y XUBOTHbIX.
[lo HacTosLero BpemMeHn MexaHn3m AencTBmA uepebponu-
3UHa Ha flaHHbIN 6enok yTouHsaeTca. Mpeanonaraerca Kak
TopmoxeHue pacnaga MAP,, Hanpumep, nyTem NpenATcTBMA
LEeNCTBUMIO KanbLMiA-3aBUCUMbIX BHYTPUKIIETOUHBIX NPOTeas,
TaK 1 yBenuueHune skcnpeccv MAP,. Hanbonee BepoAaTHbIM
cynTaeTca cylecTsoBaHme 06enx Gopm akKTMBHOCTN.
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3aluTa ot
3KCANTOTOKCMYECKOrO
noBpexaeHus

CtumynvipoBaHue
HelporeHesa
1 CMHanToreHesa

MHrnérposaHmne
Ca’"-3aBucumol
KanbManHK1Ha3bl

[eiictBne
Llepe6bponusuHa
CHuxeHmne . .
cnmTesa AB noao6HoO AencTeunio: Sawma
NGF, BDNF, CNTF, GNTF, HEMDOHANBHOTO
IGF-1, IGF-2 P
uuTOCKeneTa

OT NpoLeccoB
Jerpagauuu

HrnbrposaHue
aKTMBaLMK Kacnas
1 3alL1Ta OT NPOLIeCCcoB
pa3BUTMA anonTosa

MpepynpexaeHne
obpazoBaHus
CcBOOOAHbIX
paauKkanos

OCHOBHble MexaHU3Mbl AeiicTBMA LepebponusnHa

Heckonbko net Ha3ag NoABMANCH AaHHbIe O TOM, UTO 10-
6aBneHHbIN K N30IMPOBaHHbBIM SHAOTENMANbHbIM KNeTKam
KanunnapoB roNoBHOMO Mo3ra LepebponnsmH perynmpyet
YCTONUKBBIA ypOoBeHb MaTpuyHoi PHK — cneyuduryeckoro
TpaHcnopTepa rMKo3bl Yepes reMatosHuepannyeckunii
6apbep (GLUT-1). NMpenapat ycMnmnBaeT 3KCNPeCcuio reHa
GLUT-1, yBenuumBaeT cTabunbHOCTb MaTpuyHom PHK, ynyu-
waeT 3GPeKTVBHOCTb TPAHCAALMMN U, B KOHEYHOM UTOTE,
NPUBOANT K YBENNYEHMNIO COAEpPXKaHUA Camoro TpaHCnop-
Ta [14]. Pe3ynbTaThl BBeAEHMA LepebponunsnHa >KMBOTHbIM
noATBePKAAOT AaHHble, MONYUYEHHbIe in Vitro: TpaHCnopT
II0KO3bl B FOSIOBHOM MO3re yBennumsaetca Ha 32—41 %
yXe yepes 1 yac nocne nepBomn NHbeKLMN U Ha 64 % yepes
7 OHen. B T0 e BpeMa CHUXeHne meTabonnsma, B TOM Yuc-
ne 1 raKo3bl, OTMEYEHO pAdOM uccnegoBatenei y 60nb-
HbiXx BAC npv NO3UTPOHHO-IMUCCUOHHON TOMOrpadun.

MpuBefeHHble AaHHbIE MOCAYXUIN TEOPETUYECKNM
obocHoBaHMeM ana neyeHuna naymeHtos ¢ BAC 6onblummmn
fo3amu uepebponusnHa. B npouecce 3Toro neyeHns u Ha-
6ntofeHNA Y HaC CIOXKMIOCh MONTOXKMTENbHOE BrevaTiieHne
0 pe3yfbTaTax MCNoJsib30BaHWA LepebponusnHa y nauneH-
ToB ¢ BAC. JleueHne 6onbwnMn fo3amu LepebponmsnHa
nposogunocb 6onbHbIM ¢ BAC, KOTOpble 6bINK rocnuTa-
nn3suposaHbl B 'Y «MHMH AMH YKpauHbl, B oTAeneHue
HeMPOUHOEKLUUN 1 pacCceaAHHOro cknepo3sa. B pesynbraTte
neyeHna y 60nbWNHCTBA 6OMbHbBIX, 0COOEHHO Ha PaHHUX
ctaguax BAC, n, uTo elle XoTenocb NOAYEPKHYTb, 0COOEH-
HO Yy MauueHToB C 6ynbbapHon 1 Bbicokon dopmoit BAC,
Habnoganacb ctabunusauma NaToorMyeckoro npouecca
W fepanacb B TeYEHME OAHOr0 MecALa, Kak Nno cyobek-
TUBHbIM (yNyylleHne rnoTaHnA 1 Peyn, yMeHbLIEeHMe Cito-
HoOTAEeneHnA), Tak U No 0OBbEKTUBHbBIM NPU3HaKam (Bcem
60/1IbHbIM MPOBOAMIOCH MOHUTOPNPOBaHHOe 06cejoBa-
Hue SMI n TMQ).

Takum obpasom, ucnonb3oBaHve 6onbWNX JO3 Lepe-
6ponusnHa npu neyeHme BAC, Mo HaWKM AaHHBIM, MOXET
6bITb LlenecoobpasHbIM Ha paHHUX 3Tanax natonoruye-
CKOro npouecca, ocobeHHo npu 6ynbbapHon dopme,
B MeHbLUel cTeneHn — npu BbicOKon ¢popme. MogobHble
KYPCbl Mbl MOBTOPANN PErynapHoO B KOMOUHaLMN C OApyrn-
MU NleKapCTBEHHbIMY CpefcTBaMM (06LeyKpennaoLwmmuy,
CUMNTOMATUYECKUMMN).

JleyeHune BAC g0 cerogHALWHEro AHA OCTAETCA C/TIOKHOM
3apaueit. Teopus S. Appel, obbAcHaowas passuTe BAC
aednuntom Kakoro-nn6o HerpoTpodpmyeckoro aktopa

(HT), noka He Hawna akTMBHOIO MOATBEPXKAEHUA in Vivo.
Ha skcnepumeHTanbHbix Moaensax BAC 6bi1 nokasaH g030-
3aBUCUMBIN 3 PeKT peKOMOUHAHTHOTO YenoBeYeCcKoro
SPUTPOMNO3TMHA B OTHOLLUEHUM MPOLOMKUTENBHOCTY XU3HN
1 3aMefNeHnNa NporpeccupoBaHuns 3abonesaHms. B Halwem
OTAENeHUN NPOBOAUTCA NeYeHne 3pUTPOoNno3TUHaAMK, 0b-
najanowunumm perynayuein aHTmanonToTuYeckoro AencTeuns,
AHTVOKCUAAHTHBIMW CBOVNCTBAMU U HENPONPOTEKTOPHBIMU
addekTamu, npegynpexgaowmm rubenb MOTOHEPOHOB.
0AHaKo 06 3PpPeKTUBHOCTY NleyeHNA BbllleyKa3aHHbIMM
npenapatamu CyanTb eLle paHo.
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O. B. €z0pkiHa, I. K. lanoHos
HeliponpoTtekTopHuii edpekT LepebponianHy
y XBOpUX Ha 60KoBMiA amioTpodiuHuin cknepos

AY «lHcmumym Hesponoeil, ncuxiampii ma Hapkonoaii
AMH Ykpainu» (m. Xapkis)

BiuHuin amiotpodiuHumn cknepos (BAC) — ue HelipoaereHepa-
TVBHe 3aXBOPIOBAHHSA, AKE CYMPOBOMKYETbCA 3arnbennio LleHTpanb-
HUX | nepudpepryHNX MOTOHENPOHIB, HEYXMIIBHM NPOTrPeCcyBaHHAM
i neTanbHUM pe3synbtatom. MowwmpeHrictb BAC B ¢BiTi B cepegHboMy
cknapace 2—>5 Ha 100 TUC. HaceneHHA Ha piK, MPU LbOMY OCTaHHIM
YacoM Bifj3HauYeHi TeHAeHUii O 3pocTaHHA 3axBoptoBaHOCTI BAC
y BCiX BikOoBMX rpynax. B gaHum uvac € 3aranbHOBM3HaHUM Te,
WO K/IOYOBUM YMHHMKOM MaToreHesy 3armbeni HeMpoHiB npwu
BAC, € akTmBauia anonTo3y. EANHUM NiKapCbKNM NpenapaTom,
MOB'A3aHVM 3 NPUTHOGNEHHAM BMBINbHEHHA ryTamaTa 3a paxyHOK
6/10KyBaHHA BOMbTa)K3aNIeXHMX HATPIEBMX KaHaniB € npenapat
pinyTek, AKNIN NOJOBXKYE XNUTTA B CEpefHbOMY Ha 3 MicAui. IHWnMm
nepcneKkTMBHNM HaNnpPAMOM NaToreHeTUYHoro NikysaHHA BAC € Bu-
KOPUCTOBYBaHHA 3aco6iB 3 HelpoTpodiuHoio gieto. LlepebponizuH
€ EAVHVM HOOTPOMHUM MpPEnapaTom 3 HeMpPoTPOdiUHOW Ai€lo.
BiH mae Taki HelpoTpodiuHi unHHKKNM Ak NGF, CNTF, GDNF, IGF-1
i IGF-2, BDNF. Bigomo, o 3arn6esb HeipoHiB BUHWKAE B pe3ynbTaTi
faenpuBalii HeMPoTPOdIYHNX YUNHHWMKIB. Y 3B'A3KY 3 LM 3acTOCY-
BaHHSA Liepebponi3nHy y BENMKUX f03aX 0OIPyHTOBaHO Npu JaHOMY
3aXBOPIOBaHHI, L0 TakoX CnpwuAe cTabinisaulii naTonoriyHoro npo-
Lecy, NpoTArom ABOX MiCALB.
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at patients with amyotrophic lateral sclerosis

State institution “Institute of Neurology, Psychiatry and Narcology
of the AMS of Ukraine” (Kharkiv)

Amyotrophic lateral sclerosis (ALS) — is the neurodegenerative
disease, which is accompanied by death of central and peripheral
motoneurons, by the steady progressing and fatal outcome.
The prevalence of ALS in the world is 2—5/100 thousands of people
in a year, thus at the last time there were marked the tendencies to
the growth of ALS in all age groups. At the present time it is well
known that the key factor of the pathogenesis of neuron’s death
at ALS is the apoptosis activation. The only medicinal preparation,
which is linked with the depressing of freeing of the glutamate
by blocking the voltage-independent natrium canals, is Rylutek,
which prolongs the life time, on the average, for 3 months.
Another perspective direction of the pathogenetic treating of ALS
is the usage of the drugs with neurotrophic action. Cerebrolysin
it the only nootropic preparation with the neurotrophic action.
It possesses such neurotrophic factors as NGF, CNTF, GDNF, IGF-1
and IGF-2, BDNF. It is known that neuron’s death arises as a result
of deprivation of the neurotrophic factors. According to this, the
application of Cerebrolysin in high doses is grounded for the given
disease that also promotes the stabilization of the pathological
process during 2 months.
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HEAPOMUAWH B TEPANUU KOTHUTUBHbIX HAPYLLUEHUIA
Y NOCTUHCYJIbTHbIX BOJIbHbIX

NHCynbT B HacToALWwee BpeMa ABNAETCA OAHOWN U3 rnas-
HbIX MPUYUH CMEPTHOCTM U MHBaANMAM3aUUM HaceneHus
3emHoro wapa. CornacHo AaHHbIM NPOBEAEHHbIX MeXAY-
HaPOAHbIX 3NNAEMNONIOTNYECKUX UCCIIE[OBaHNN B MUpe
npoxuBaet 6onee 50 MIH YeNOBeK, KOTOpPble NepeHecn
OCTpble HapyLUeHNA MO3roBoro KpooobpalyeHusa (OHMK).
ExxeropgHo BnepBble 3a60/1e€BaloT MHCYNILTOM OKONO 15 MAH
yenosek [1—3]. Mpu 3TOM 75 % NHCYNbTOB ABNAIOTCA Nep-
BbIMU B >KN3HW.

B 60nbWWHCTBE CTPaH MHCYNbT 3aHUMaeT 2—3-e
MeCTO B CTPYKType obuiell CMepPTHOCTU HaceneHun
niaaHeTbl U ABNAETCA OQHON M3 OCHOBHbIX MPUYUNH WH-
Banuausauun [2, 4, 51. 25 % nHBanugn3saumMm B3pPOCIoro
HaceneHna obycNOBNEHO MO3roBbIM MHCYNbTOM (MW).
BoccTaHOBNEHME NpeXHeln TPy[oCcnocobHOCTH nocne
MW y 6onblinHcTBa niogeinn npobnematnyHo. TonbKo
10—20 % BoO3BpawatloTca K Tpyay, U3 HUX okono 8 %

COXpaHAT CcBOK NpPodecCcroHanbHy NPUrogHOCTb NO-
cne nHcynbta. OT 20 A0 43 % HyXAalTCA B MOCTOPOHHEM
yxofe, y 33—48 % HabnopaloTca ABNeHNA remunapesa,
a 18—27 % umeloT peyeBble HapyweHusa [6—8].

Mo AaHHbIM NPOBeAEHHOTO perncTpa nHcynsTa B Poccny,
31 % NauneHTOB, NePEHECLUNX MHCYNLT, TPebyeTCA NOCTOSAH-
HbI yxof, a 20 % He MOryT CaMOCTOATENbHO XOAUTb. Jnwb
0K00 20 % BbIKMBLINX 6ONbHBIX CNOCO6HBI BEPHYTbCA
K npexHen pabote [9, 10].

MprmepHO 55 % [OXMBLINX 4O KOHLUA 3-ro roga noce
nepeHeceHHOro UHCyNbTa B TON WAK UHOW Mepe He ypo-
B/IETBOPEHbI KAYE€CTBOM CBOEN XKN3HU [4].

MHcynbT HaknapabiBaeT ocobble 06A3aTenbCcTBa Ha
UNEeHOB CeMb BOJTIBHOIO U TIOXKUTCA TAXKENbIM COLMaNbHO-
SKOHOMMYECKNM bpemeHeMm Ha obulecTBo [2,11,12].0T 3 go
5 % GropKeTa Ha 34paBOOXPaHeHNe B Pa3BUTbIX CTPaHax
npuxogunTca Ha 60nbHbIX MU.
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