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Nexkuuns

Hapymenud KjieTOYHOM IHEPreTHKH
npu 3a00/1eBaHUSIX HEPBHOM CHCTEMBI

C.H. Hasapuowrun

HapyLueHnsi KneTo4HON 3HepPreTkM NpeacTaBnsioT Co60 OAMH N3 yHMBEPCANIbHbIX MEXaHN3MOB NMOBPEXAEHNSI HEPOHOB
NPV OCTPbIX U XPOHNYECKNX 3a00SIEBAHUSAX LLEHTPaNbHOM HEPBHOW cucTeMbl. [lepBrnYHas aHepreTnyeckass HeJocTaTouy-
HOCTb MEeT MeCTO Y NaLUMEHTOB C MUTOXOHAPWANbHBIMU 3HLEedaNnoMMoNaTUsaMn, Toraa kak BTOPUYHbIE HAPYLLEHWST OKUC-
nuTtenbHoro docdopunnpoBaHns pa3BMBalOTCS B paMKax NnaToreHeTUYeCKNX KackafoB, XxapakTepHbIX Ans LepebpanbHoi
nwemumn, 6onesHn MapkmHcoHa 1 apyrux Gopm HelpoaereHepaTUBHOW NaToNorum, rMnoOKCUYECKNX MOPaXeEHUIA MO3ra
1 T.4. JleueHne ykasaHHbIx 3a6051eBaHNN JOJXKHO BKJIOYaTh BO3AENCTBME HA PA3/IMYHbIE YPOBHM 3HEPreTUYeckoro Metabo-
n3ma kneTkun. B pamkax npMMeHsieMoro TepaneBTU4eckoro kommniekca 60bLLoe 3Ha4eHre B nocneaHee Bpems npuaaeT-
csl npenapaTtam, CTabunnanpyoLnM AbIXaTEeNbHYIO LLenNb MUTOXOHAPUA 1 061aAaoWwLmMM ONOAHUTENIbHBIM @aHTUOKCUAAHT-
HbIM AeincTeremM (koaH3nm Q10 1 ero CTPYKTYPHBIN aHanor naebeHoH).

KnioueBble cnoBa: HENpPOHbl, SHEPreTU4EeCKUi MeTabonuam, MUTOXOHOPWUN, 3aboneBaHus LLeHTPaNbHON HEPBHOWM CUCTe-

Mbl, NOEOEHOH.

HapyLueHus KneTo4Ho SHEPreTMKM NPeLACTaBNAOT COO0i
O[JVH 13 YHBEPCabHbIX NaTODU3N0NOTMUYECKNX MEXAHN3MOB,
UrpaoLLMX KITIOYEBYIO POJIb B PA3BUTUN NOPaXKEHUS LLeHTpasb-
HO HepeHOM cuctembl (LLHC) npu HelpogereHepatuBHbIX,
LepebpOBaCKYNSPHLIX, AEMUENMHU3NPYIOLWMX, AMcMeTabonu-
yeckux n gpyrux 3aboneeaHusx. NpuymMHa 3TOro KPOETCs B
TOM, YTO HEMPOHBI ABNSIOTCSH CaMbIM “9HEPro3aBnCUMbIM” TU-
MoM K/eToK B opraHuamMe, Metabonmyeckue noTpedbHOCTM KO-
TOPbIX B pellatoLleii creneHn 0becneyrBaloTcs 3a CHET OKKMC-
NTENBHOro GochOpPUIMPOBAHMS.
MOXHO BbIOENNTb HECKOMBKO (GakTOpOB, AENAOLLNX HEN-
POHbI OCHOBHON MULLEHbIO MATONOrMYEcKOro npowecca npu
HapyLLEHWAX IHEPreTNYeCKorn OYHKLMN MUTOXOHOPUIA:
® MPEeNMYyLLECTBEHHO a3pobHOe OKMCeHne cybCcTpaToB B
LIHC (mo3r cocTasnsieT nmib 0kono 2% macchl Tena, Ho Mno-
Tpebnsiet ao 20% nocTynaroLwero B opraHMam K1cnopoaa);

® 3HaYMTENBHOE YMCIIO NPOLLECCOB B KNIETKAX Mo3ra, Tpebyto-
LUMX 6ONbLUUX 3aTpaT SHEPruUM (NopaepxaHne MeMOPaHHO-
ro NoTeHumana, HeMpPoOTPaAHCMUCCHUS U BbIAENEHNE CUHANTU-
4eCKMX My3blpPbKOB, aKCOHANbHbIA TPAHCNOPT, AAMHA NyTH
KOTOPOro B HEKOTOPbIX TUMAxX HEMPOHOB MOXET AOCTUraTb
1mutan.);

® BbLICOKOE COZIepXaHue B BELLECTBE MO3ra NOJIMHEHACILLEH-
HbIX XXUPHBIX KUCNOT, CMOCOBCTBYIOLLMX PEaKLMAM NepPeKmC-
HOrO OKUCNIEHNS NIMNMAOB;

® BblCOKas KOHLEHTpauust MOHOB Fe 1 0THOCKTENbHLIN aedu-
LT @aHTUOKCMAAHTHBIX CyOCTPATOB (MYTaTUOH W Ap.) B KNeT-
Kax Mo3ra;

e MOCTMUTOTMYECKAA NPUpPoLa HEMPOHOB (OTCYTCTBME Kie-
TOYHbIX IENEHWI 1 XapaKTEPHOW Ans MUTO30B MEMOPAHHON
OVMHAMVKM CNOCOBCTBYET HAKOMNEHMIO AePEKTOB MUTOXOH-

Cepreit HukonaeBu4 UnnapuoLuKuH — npodeccop, 3am.
[MpeKTopa no Hay4yHou paboTe, HayyHbI LLEeHTP HEBPOJIO-
rum PAMH, Mockga.
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npuanbHoii IHK n dopmmpoBaHuio natonornyeckmnx 6enko-
BbIX BK/IOYEHWN).

Ha puc. 1 cxemaTuyHO npencTaBieHbl OCHOBHbIE Mexa-
HM3MbI NOAAEPXAHNUSA CTPYKTYPHO-OYHKLMOHANBHOW LEenoCT-
HOCTV HEMPOHA B HOPME M X HapYLLIEHUE NPU Pa3BUTUN SHEP-
reTM4eckon HeJoCTaToYHOCTU. Kak BUAHO Ha JAHHOW Cxeme,
BEOYLLYIO POSib B XU3HEOOeCcnevyeHnn HempoHa urpaeT cra-
GUbHBIA MarHueBblin 6ok rnytamatHeix NMDA-peLenTopos,
KOTOpbIi 06eCNeyMBaeTCS 3a CHET NoaaepPXaHs MemMOpaHHO-
ro noteHumana u gearensHoct Na/K-ATdas; 6onbliuoe 3Ha-
yeHne uveet Takke ATd-3aB1CKMMAs EMKOCTb KabLMEBbIX Ae-
no 3HAONNa3MaTn4eckoro petukynyma. Mpu geduumrte aHep-
roo6pa3oBaHns MPOUCXOANT Aenonspu3aums MemobpaHbl Heit-
POHa, PaCKPbLIBAOTCA KaHabl FyTaMaTHbIX PELLENTOPOB, MOHbI
Ca?* B N30bLITOYHOM KOMMYECTBE MOCTYNAOT BHYTPb KNETKN U
aKTVMBUPYIOT Kacnasbl U apyrue GepmeHTbl, MHALUMpYoLLme
peakummn aytonmaa u anontosa.

OHepreTuyeckasi (MUTOXOHOPUANbHAS) HELOCTATOYHOCTb
npu 3a60neBaHNSX HEPBHOM CUCTEMbI MOXET ObITb NoApasae-
JIeHa Ha NEPBUYHYIO 1 BTOPUYHYIO.

MepBuyHag sHepreTuyeckas HeLOCTaTOYHOCTb XapakTep-
Ha 0N MUTOXOHAPWAbHbIX SHUedanommuonatuii — ocoboi
rpynnbl 3ab6onesaHuii, 00yCNOBAEHHBLIX CTPYKTYPHLIMU, BUOXM-
MUYECKUMU N FeHeTUYeCKMMK fedekTamm MUTOXOHOPUA U MU-
ToxoHgapuansHon OHK (MTOHK). OedekTbl OKUCAUTENBHOMO
GochopnnnpoBaHna Npu NOPaxXeHNN MUTOXOHOPUIA NO-pas-
HOMY NPOSBASIOTCS CO CTOPOHbI KOHKPETHBIX OPraHOB U TKaHew
(puc. 2). OgHKM TKaHW (FONOBHOWM MO3T, MMOKApPL) UMEIOT BbICO-
KYIO 3aBYCMMOCTb OT @3P0BHOr0 AbIXaHWs U NopaxatoTcs npu
MUTOXOHZPWANbHLIX GONE3HAX B NEPBYI0 04epenb, Toraa kak
apyrve (koxa, KOCTHO-XPALLEBON annapar, TMMPopeTukynap-
Hasi cuctema) 06nafatoT HASKOW YyBCTBUTENBLHOCTBIO K HELl0-
CTaTKy KUCNOPOAA 1 CNOCOBHbBI MEPEXMNBATHL 3HAYUTENbHBIE HA-
PYLUEHMSI 3HEPronpoaykumn. B peaynbraTte gaxe npv 0OQHOM U
TOM xe MonekynsapHom gedekte MTAHK y pasHbix 60bHbIX 3a-
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Hanbonee n3BeCTHbIMM 1
N3y4yeHHbIMK  eHOTUMaAMMU
MUTOXOHAPUANBHLIX SHUEGanoMmnonaTnii ABASKOTCS CUHAPO-
mbl MELAS, MERRF, NARP, cuHgpom KepHca-Ceiipa, 60-
nesHb JIn v ap. 31 60Ne3HN XapakTeprayTCs NOANCUCTEM-
HOCTbLIO 1 MONMOPraHHOCTbIO, HAIMYMEM OCTPbIX 3NM30L0B B
nebtoTe 3a60neBaHNA U B €ro pa3BepHyToV cTaaun, yrnyo-
SIEHNEM CUMNTOMATVKU C BO3pacToM. K TvnunyHbIM nposisne-
HVSIM MOSIMCUCTEMHOM NATONOMMU MPU MUTOXOHAPUANBHBIX
60one3Hax 0THOCATCA: 3HUedanonaTunsa; mmuonatus; atpodpus
3pUTENbHBLIX HEPBOB; AEreHepauus CetyaTku; HeBponatus;
HEeMpOCEHCOPHas TYroyxoCTb; KapaAvOMMONATUS; CaxXapHblii
anabeT; runoduaapHbii HAaHW3M; MAHUMUTOMEHUS; MPOKCU-
MasibHas TyGynonaTus; ne4yeHoyHas HeLlOCTaTOYHOCTb; CUHL-
poM Manbabcopbumm; keToaumaoTuyeckas koma v ap. Llene-
HanpasJ/IEHHbIN MOWCK yKa3aHHOW MNOJIMCUCTEMHOA U NO-
JIMOPraHHON MaToNornK SBASETCS KIIOYOM K MPABUIILHON 1
CBOEBPEMEHHOIN [AMArHOCTVMKE MUTOXOHAPUANbHLIX 3HUeda-
IOMUONATUIA.

BTropuyHasi MUTOXOHAPWANbHAs HeOOCTaTOYHOCTb C Ae-
GUUNTOM KIIETOYHON 3HEPreTUKM UMEET MECTO NPU OCTPOW 1
XPOHMYECKOW MLLIEMUM TONIOBHOMO MO3ra, psfe Hambonee pac-
NPOCTPaHEHHbIX HeilpoaereHepaTBHbIX 3abonesaHuin (60-
nesHb MapknHcoHa, 6onesHb Anblreiimepa, xopest [EHTUHITO-
Ha, ONMBOMOHTOLEepebennapHas atpodus), MOCTTMNOKCUYEC-
KVX 1 AMCMeTabOoNNYECKNX COCTOSAHUAX U T.4,

Tak, npy OCTPOW LepebdpanbHOi UWEMUN KIHOHEBbIM
NaToreHeTM4eckuM GakTopom SBNSETCS 00pa30BaHKE BbICO-
KOPeaKUMOHHbIX, TOKCUYHbIX POPM CBOOOAHOPAAMKANIbHOMO
KMCNOPOAa, NOBPEXAAIOLWMX KNETOYHbIE Y MUTOXOHAPWASb-
Hble MeMBpaHbl. Pe3ynsTaToM 3Toro, kak NokasbiBaloT AaHHbIe

Hopma

1
1 Hedununt aHeprumn

Puc. 1. OCHOBHblE MeXaHW3Mbl NOOAEPXAHUSA CTPYKTYPHO-GYHKLNOHANBHOW LLENOCTHOCTH
HepoHa B HOpMe (CneBa) 1 UX HapyLleHVe NPy Pa3BUTUN SHEPreTUYECKON HEA0CTaTOYHOCTM
(cnpaBa). 9P — aHpgonnasmatuydeckuin petukynym. NMDA-p — NMDA-peLenTop.

MP-cnekTpockonuu B KIMHMKE 1 9KCNEPUMEHTE, CTaHOBUTCA
pPEe3K0oe CHUXEHME YPOBHSA GOCHOPCOAEPXKALLMX SHEPreTMYe-
CKyx MeTabonMTOB B MO3roBOW TKaHW. Bca manbHeiwas no-
CNefoBaTenbHOCTb NATONOMMYECKNX Peakumii CoO CTOPOHbI BE-
LecTBa Mo3ra npv OCTPOM MHCY/bTE BKIOYAET LENbIn pag
MOJIEKYNSAPHBIX COOBITUIA, Kak MPaBmI0 COYETAIOLLIMXCS APYr C
Opyrom:

® N3MEHEHNS SHEPreTMYecKoro MeTabonmama;

e MeTaboNNYeCcKMin aunao3 BCleacTBME NOBLILLEHUS YTUIK-

3auuMm MI0KO3bl KNeTKamu (actTpoumutTamm, HepoHamu);

e |

| CKeneTHble MbILLLbI |

| Mbiwua cepaua |

| OpraH 3peHus |

| Moykun |

| MeyeHb |

| KOCTHbIA MO3r |

| OHOOKPUHHAs cuctema

Puc. 2. OTHOCuTENbHAs 3HEPro3aBUCMMOCTb OPraHoB U
TKaHel (B nopsiake yobiBaHWS).
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depMeHTHbIN
Kkomnnekc |

depMeHTHbIN
komnnekc Il

4eckylo cTaguio | (komneHcaTopHyto), oa-
nee — craguio Il (HekoMneHcupyemyio),
KOTOpas 3aKOHOMEPHO MepexoauT B cTa-
awvio lll (TepMUHANBHYIO).

B nambonee oblieMm Buaoe pasBuTMe
OKMCIMTENBHOrO CTPEeCcCca ¥ SHepreTuyec-
Koro peduvumta npu ocTpon uepebpanb-
HOW MLWeMUK NPeaCcTaBneHo Ha puc. 4. Xa-
PaKTEPHO, YTO MHOMME U3 STUX Peakuumi
B3aMMOOOYCNOBNEHbI 1 B3aMMO3aBUCUMbI.
Tak, pa3BuTre MeTabonmnyeckoro aunaosa
BCNEACTBME ULIEMMM COMNPOBOXAAETCS
HapyLLeHnem cBs3biBaHus Ca?* B MUTOXOH-
OpUsX U SHAOMIA3MATUYECKOM PETUKYAY-

depMeHTHbIN
komnnekc Il

depMeHTHbIN
komnnekc IV

| cTagma rmunokcum
(koMmneHcaTopHas)

Il cTagnsa rmnokcumn
(HekoMneHcupyemas)

Il ctagmsa runokcmn
(TepMuHansbHas)

depMeHTHbIN koMmnnekc I
1) akTuBauua
2) nHrmbuposaHve

DepMeHTHbI
komnnekc Il:
MHrMbuposaHme

DepMeHTHBbI
Kkomnnekc IV:
MHrMbuposaHme

36

(Npu KOMMeHcaToOpPHOM
akTtmBaumn CAIN)

Puc. 3. OcTtpas uepebpanbHas nemMus u MUTOXOHAPVaNbHas aplxaTenbHas Lemnb

(no J1.4. JlykbsiHoBown). CAIN — cykumHatoerngporeHasa.

KNETOYHbIE peakuny (MUKpOrananbHas akTueaums, actpo-
UMTO3, MaTonormsa 3HOOTENWS, 3axsaT riyraMara u3 cmHan-
TUYECKOM LLLENN, CUHTES LIUTOKUHOB U UHBIX CUrHAJIbHBIX MO-
nexkyn u ap.);
rnyTamar-kanbLmeBas 3KCanTOTOKCUYHOCTb;
BbICBOOOXAEHNE 3HAYMTENBHOIO KOAMYECTBA LMTOKMHOB U
VNHAYKLUMS NIOKASIbHBIX BOCMANIUTENbHBIX PeaKLNiA;
GopmMnpoBaHne ayToOMMMYHHOIO OTBETA;
3anporpammmpoBaHHas rmbenb HeMPOHOB — anonTo3.
CrnepnyeT nOOYEPKHYTb, YTO TUMOKCUMYECKOE COCTOSHWE
BELLECTBA MO3ra Ha GOHEe OCTPOI LepebpanbHOW NLeMUn —
CNOXHbIN MHOrOMasHbI NPOLLECC, B OCHOBE KOTOPOro nexar
nocnenoBartesibHble UBMEHEHNS CBOMCTB MUTOXOHAPWANbHO-
ro GepmMeHTHOro komnnekca (puc. 3). icxonsa ns crenexu -
XEeCTN PasBMBaIOLLIMXCS HAPYLLEHWI 1 UX NOCNef0BaTEIbHON
KYMYASLMN MOXHO BblaenuTb (o J1.[. JlyKbSSHOBOW) runokcu-

CHuxeHne CHuxeHne
CHWXeHne aHepreTn4eckoro
[OOCTaBKU —3»| . ~€— 10CTaBKU
rnoTeHuunasa HeMpPOHOB
Kucnopona rNOKO3bl

Y

AKTMBaLMS NOCTULLEMNYECKOrO Kackana:
Bbl6pOC nakrata, jectabunmsaums n KOH(OPMaLIMOHHbIE
N3MEHEHNA MOHOCENEKTMBHbIX KaHaJl10B

HenonHoe BoccTaHOB-
neHve poctaskm O, Y

Tokcunyeckoe BO3AENCTBME UHTEPMEANATOB
HEeO0O0KNCIEHHOrro Kucnopoaa

HapylueHune oTtToka 3
NPOAYKTOB pacnaaa Y

AKTMBaULMA Kacnas 1 Apyrvx npoteas, AeCTPyKLMs
MUTOXOHAPUANBHBIX 1 KNETOYHbLIX MEMOPaH

Puc. 4. OkncnutenbHbI CTPECC U SHEPreTuieckuii gedu-
LT Npu LiepebpanbHOM NLLEMUN.
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Me, BbICBOOOXAEHMEM B KUCNOWN cpene

NOHOB Fe — Tpurrepa okKUCAUTENbHBIX pe-

aKkuWiA, “paspbiXIEHNEM” KIIETOYHBIX MEM-

OpaH ¥ HapyLeHeM MUKPOLMPKYASLMK,

yCyryonsiiolwym UeMmYeckmne paccTpom-

ctBa. Takum 06pa3om 3aMblkaeTcs CBOeoOPasHbIli “NopPoYHbIi

Kpyr”, pa3opeartb KOTOPbIA MOXHO TOJIbKO C NOMOLLLLIO Npena-

patoB, 06nafatoLLMX KOMMIEKCHBIM, MOAMBANEHTHBIM AENCT-

BMEM (CM. ganee).

YKa3aHHble NOMOXeHWsS BO MHOrOM CnpaBeaiunBbl U Ans
XPOHMYECKOM ULeMUm rosloBHOro Mo3ara. Ha ooHe XpoHu-
YECKOW ULIEMMUN B TUMUYHBIX CRyYasx fAedpuumt sHeproobpa-
30BaHWs CBA3aH C AIMTENbHO CYLLECTBYIOLLMM OrPaHNYEHNEM
NPUTOKA K MO3ry KMCNOPOAA 1 rMioKO3bl. [py 0TaenbHbIX HOop-
Max XPOHMYECKMX LiepebpoBacKynsipHbIX 3aboeBaHnin naTo-
reHe3 SHepreTUYeckor HeJOCTaTOYHOCTM MOXET BbiTb Gonee
CNOXHbIM. Tak, y NaUMEHTOB C XPOHUYECKON MMNepTOHNYECKON
sHuedanonaTMen UMeKT MeCTO Ma3Mopparumn 1 remopparmm
B CTEHKY MENKMX 1 CPeAHNX COCYA0B FONOBHOrO MO3ra, Pas3au-
BaeTcs G1MbpPo3 1 rMannHO3 COCYAUCTON CTEHKM, YTO MPUBO-
LT K nwemmm rnybokmx OTAENO0B BELLECTBA MO3ra ¥ HapyLue-
HUO cuHTe3a ATO. Mpu grabetnyeckolt aHrmosHuedanona-
MM 1 MeTaboNNYeCKOM CMHAPOME XapakTepHasi NaTtonorus
COCY/[10B COYETAETCS C FTEMOPEONOrMYeCcKMN CABUraMmn 1 Ha-
pYLUEHMEM YTUAN3ALMW TNIOKO3bl, PE3YNLTAaTOM Yero Takxe
cTaHoBuTCS AedruUMT 3HEProoBpa3oBaHus.

B mexaHu3mMax pa3BuTus HelipoaereHepaTUBHbIX 3a60-
JieBaHuii BTOPMYHAS MUTOXOHAPWANbHAsA AMCHYHKLNS U 3HEp-
reTmyeckas HE[,OCTaTOYHOCTb TaKXe MrpaloT GONbLUYIO POfb.
06 3TOM, B 4aCTHOCTU, CBUAETENLCTBYIOT Ceayowme GakTbi:
® paHHEE CHUXEHWE MHTEHCUBHOCTY METab0IM3Ma MoKO3bl B

PasnnyHbIX 0TAENax MO3ra Mo AaHHLIM NO3UTPOHHO-3MUCCHU-
OHHOV TOMOrpadumn npu 6onesHsx AnbLreimepa, MapkuH-
CoHa, [EeHTUHITOHA, 0NIMBOMNOHTOLEPEOeNNpHO aTpoduK;
® MOBbILIEHNE YPOBHS NakTaTa B BELLECTBE FONOBHOrO MO3ra
npwv xopee [eHTUHIToHa No AaHHbIM MP-criekTpockonuu;

e oOHapyxeHue nedekTta komnnekca | abixaTenbHOW Lenu B
HelipoHax YepHon cybCcTaHuMK, Mbillue, TpombouuTax u
nMMOoLMTaX y NauMEHTOB ¢ 6051e3HbI0 [MapKUHCOHa;

® BOCMPOU3BEAEHNE OCHOBHbBIX KJIMHUKO-MOPGDONOrn4eCKmX
XapakTePUCTMK MapKMHCOHM3Ma NpPW BO3AENCTBUM “MUTO-
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KnoHanbHoe HakonneHne geneummn
MuToxoHgpuansHon OHK B knetkax s. nigra

Y

CHWxXeHne macchbl
CHUXeHVe aKkcnpeccumn N
<€— MUTOXOHOPUN

MUTOXOHOPWUaJIbHbIX NENTUO0B < .
B HENPOHAaX s. nigra

Y

OnchyHKLMA MUTOXOHOPWI U HApYLLUEHNE OKUCIIUTENBHOIO
dochopunmpoBaHms

Puc. 5. OkucnuTenbHbIl CTPECC 1 3HepreTuyeckmnin nedu-
umT nNpun 6o5ne3Hu MapkrMHCOHa.

XOHAPWaNbHbIX” TOKCUHOB — M®DTI, 6-ruapokcuoodammHa,
pOoTeHOHa, NapakeaTa 1 T.4,.
dopmrpoBaHMe OKUCIINTENIbHOMO CTPecca 1 aHepreTuye-
cKoro geduumTta B HUrpanbHbiX A0GAaMUHIPOLYLMPYIOLMX
HenpoHax Npu 6one3Hn MapkMHCOHa NPeACTaBNEHO Ha puc. 5.
CnepnyeT 0TMETUTb, YTO 3TUOMNATOrEHEeTMYECKas Ponb onpene-
JIEHHbIX NECTULMO0B, NPUMEHSIEMbIX B CENbCKOM XO3SIACTBE U
BO3LEVCTBYIOLUMX HA AbIXATENbHYIO Lienb MUTOXOHAPWIA, NOA-
TBEPXAAETCS SNUAEMMONIONMYECKUMI OaHHBIMU: MOKa3aHo,
4TO pacnpocTpaHeHHOCTb 60Ne3HN MapkMHCOHA B CeNbCKMX
nonynaumax cpean Gepmepos noytn B 1,4 pasa Bolle, YeM B
ropoae, a AIMTEeNbHbIA KOHTAKT C MapakBaTOM M APYrMMuy nec-
TMUMOAMY NOBLILLIAET PUCK 6one3Hn MapknHcoHa B 2-6 pas.
NHTEpEeCHO, YTO NOYTU U3 AeCHATKA M3BECTHLIX NTEHOB CEMEN-
HbIX popm 6one3Hn MapkuHcoHa 6osblie NONOBUHLI KOAUPY-
I0T CUHTE3 BENKOB, YHaCTBYIOLIMX B GOreHe3e MUTOXOHAPWIA
WA B OKUCIIUTENBHO-BOCCTAHOBUTESbHbIX peakuusx. Mpu 60-

nesHsx MNapkmHcoHa, Anburenmepa n Apyrux HempogereHepa-
TUBHbIX MATOMOMMAX OMMUCaHbl Takke AePeKTbl MUTOXOHAPU-
anbHoii HK B HelipoHax siaep-muweHein LIHC.

Bo3MoxHOCTU Tepanuun. B HEBPONOrNYeCcKom KIIMHUKE B
KayeCTBe SHEProKOPPEKTOPOB UCCNELOBaIMCh CaMble pas-
JINYHbIE COELMHEHUS, BO3OENCTBYIOLLME HA Pa3Hble YPOBHMU
9HepreTM4eckoro Metabonmama: KapHUTUH, BUTaMWH E, cuH-
TETUYECKME aHaNoru rmyTaTuoHa W Apyrne aHTUOKCUMOAHTHI,
KpeaTuH, OMxnopaueTar, sHTapHas KucnoTa, KosH3um Q10
1 ap. B 601bLIMHCTBE UCCNEf0BaHWI OblIN NONYYEHbI OTPULLA-
TebHbIE PE3YNbTaThbl, HO ONPEAENEHHbIV HEMPONPOTEKTUBHBI
noTEHLMAN Npy OCTPbIX U XPOHMYeckux 3abonesaHmsx LIHC
nokasaH psiAOM aBTOPOB A5 kKosH3nMa Q10 u ero cTpykTyp-
HbIX aHaNoroB.

KosHaum Q10 (yBUXMHOH) XapakTepu3yeTcsi KOMMeKc-
HbIM [eNACTBMEM: OH ObGneryaeT TPaHCMOPT 3MEKTPOHOB OT
komnnekca | kK komnnekcy Il apixaTenbHol Lenu, cnocobcTBy-
eT mobunmsauum cybctpatos umkna Kpebca, obnagaeT aHTu-
OKCWMAAHTHLIMK CBOWMCTBaMU. B nocnegHue rogpl 3HauMTENb-
HOE BHVYMaHVe NPUBEKAET CUHTETUYECKUIA KOPOTKOLLEMOYEeY-
HbIli aHanor NPUPoaHOro koaHamma Q10 — naebeHoH. [aHHbIh
npenapart, BbiMyCKaeMblii B HaLLeli CTpaHe nog, Ha3saHuem Ho-
6eH, 061agaeT NpPenmyLLLeCTBaMm No CPaBHEHNIO C rMapodo6-
HbIMV @HTUOKCMAAHTaMK (HanprmMep, BuTammnHoOM E), Tak Kak
OH HanpsiMyl0 BOCCTaHaBNMBAET CYNepoKCUAHbIE paavkasbl.
Kak B1uaHO Ha puc. 6, No cpaBHEHWIO C MPMPOAHLIM KO3H3VIMOM
Q10 npebeHOH NMEET CyLLECTBEHHO MEHbLUVE pPa3Mephbl 1, B
4YaCTHOCTK, MeHee Pa3BETBNEHHYI0 OOKOBYIO Lienb, obnagaet
MeHbLUel rnapodobHOCTLIO M 6ONbLUE aHTUOKCUAAHTHO ak-
TUBHOCTbIO. Kpome Toro, 66110 nokasaHo, 4To KopoTkas Mosie-
Kyna npebeHoHa Nerko NpoxoauT Yepe3 MemMOpaHbl, BKoYas
CTPYKTYpbI reMaTosHLedannyeckoro 6apbepa.

OcHoBHble cBoWiCcTBA MaebeHOHa Kak OUONOrMyeckn ak-
TUBHOIO COEAMHEHUS CEAYIOLLME:

e aKTUBALMS AbIXaTeNbHOr0 MyTU MUTOXOHOPWIA;
AHTUOKCWOAHTHOE AENCTBUE;

MHrMbrpoBaHMe NPOLIECCOB anonTo3a;

CTUMYNSALMS BbIPAOOTKN HEMPOTPOPUYECKMX HakTOpPOB;

YOUXMHOH (koaH3um Q10)

MnebeHoH (HobeH)

Puc. 6. CpaBHuUTENbHAA CTPYKTYpPHAsA XapakTepUCTMKa KO-
aH3mma Q10 (ybuxmHoHa) un ero aHanora ngebeHoHa (Ho-
6eHa).
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Nexkuuns

® LieHTPabHbIN NPOTUBOBOCMANNTENBbHBIN 3dEKT;

e Moaynupylowmii 3GdeKT B OTHOLLEHUM paa LeHTpasbHbIX
HEeMpOTPaHCMUTTEPOB — aLETUIXOSIMHA, CEPOTOHUHA, O0-
damuHa.

Y 6onbHbIX atakcuein Ppuapeiixa (Hanbonee pacnpocTpa-
HeHHas PopMa HACNELACTBEHHbIX aTakCcuiA, 0OYCNOBNEHHast
naTonornert MUTOXOHOPWANIBHOTO XENe30CBSA3bIBAIOLWENO
6enka ppartakcuHa) npu npuMeHeHUn naebeHoHa B fo3e 5 u
10 Mr/kr B cyTku Gbina NpoaeMOHCTPMPOBaHA KapanonpoTeK-
TuBHas! 3QPEKTUBHOCTb Npenapara U yMeHbLIeHne GUoXnMu-
4eckMX MapkepoB OKCUAAHTHOro ctpecca. bonee Toro, y na-
LMEHTOB C aTakcuein Ppuapeiixa Obln 3aperncTpMpoBaH fo-
303aBUCKMbI 3DDEKT B OTHOLLIEHWM HE TOJIbKO CepAua, HO 1
HEBPONIOrMYECKO CMMMNTOMATUKL MPKU NpUEME Mpenapara B
no3e 15 1 45 mr/kr B Te4eHne 6 mec.

Mpn MuTOXOHOPUWANbHbLIX 3HULEedbanoMmonaTusx (CMHAPO-
Mbl MELAS, MERRF, 601e3Hb J11 1 ip.) CTaHAapTHbIA Noaxo K
JleYeHMI0 NpeanonaraeT NPUMeHeHNe NPenaparoB U3 PasHbIX
rpynn, o6nagatoLyx CUHEPrM3MOM B OTHOLLEHUN MUTOXOH[-
prianbHbIX GYHKUMIA.

1. Mpenapartbl, ABAFIOLWLMECS NEPEHOCYMKAMUN SEKTPOHOB
1 aKkTMBaTOPaMM AbIXaTeNlbHOW LLen MUTOXOHOPWIA:

- koaH3uM Q10 (no 300 mr/cyT), naebeHoH (0o 30 Mr/kr);

— qHTapHas kmucnoTa (6 r/cyT), MeKCMA0N, UMTOdNaBUH.

2. KodakTopbl peakuuini s3HePreTnyeckoro oomeHa:

- HUKOTUHamug, (o 1 r/cyT);

- pubodnasuH (100 mr/cyT);

— TmamuH (300 mr/cyT);

— L-kapHutuH (8o 100 Mr/kr maccel Tena B CyTku) U ap.

3. AHTVOKCMAAHTbI U @HTUMMMOKCAHTHI:

- npebeHoH (nHoroa — Ao 30 mr/kr);

— Tokodepon (BuTamuH E, Tponokc) (600-1000 mr/cyT).

4. MpenapaTbl, CNOCOOCTBYIOLLME YMEHBLUEHUIO CTEMNEHU
naktaT-aumaosa:

- ammedocdoH, anxnopauetart (go 200 mr/kr macchl Tena
B CYTKM).

Kak MOXHO BMAETb, B YKa3aHHOW BhiLLe CxeMe UaeOEHOH B
paBHOW CTeneHn NPeacTaBnseT ABa Knacca COeavHEHWR (OH
[OEVCTBYeT Kak akTMBaToOp AbIXaTefbHOro Myt WU aHTUOKCK-
JaHT), 4TO XOPOLUO WAMIOCTPUPYET YHUKANIbHOCTb AAHHOr0
npenapara A HeBPOIOTrMYECKON NPaKTUKN.

BonbLioe yncno paboT NOCBALLEHO N3y4eHM0 3DdEKTUB-
HOCTK naebeHoHa Npy AeMeHUMsX U CUHOPOME YMEPEHHbIX
KOrHUTUBHBIX PACCTPONMCTB. Y NauneHToB ¢ 60ne3Hb0 Anbll-
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reimepa (Bcero B nnaLebOKOHTPOMPYEMbIE NCCNEL0BAHNS
NPOAOIKNTENBHOCTBIO OT 6 Mec A0 2 NeT BOLWIO CBble
1500 naumneHToB, monyyaBwux npenapat B ose ot 90 go
360 Mr/cyT) Obin BbISBNEH OTHETAMBLIN [10303aBUCUMBIN MO-
NOXUTENbHBIN 9D@EKT B OTHOLLEHWM BbICLUNX QYHKUMIA U NO-
BCEHEeBHOI akTUBHOCTU. Bonee Toro, no mHeHuto Jelic et al.
(2003), Mayeux et al. (1999) n gpyrux aBTOPOB, ECTb OCHOBA-
HUs1 06CyxaaTh BnusHUE mMaebeHOHa Ha TeyeHue 00onesHu
Anburerimepa (BO3MOXHbI HENPONPOTEKTUBHbLIA 3D DEKT,
HYXXZaoLWMIACS B NOATBEPXAEHMN). Y NALMEHTOB C MOCTTPaB-
MaTU4ECKMMUN KOTHUTVBHBIMI PACCTPOMCTBAMU, aCcTEHMEN, a
TakXe Mpy CUHAPOME YMEPEHHbIX KOTHUTUBHbIX PACCTPOWCTB
pasnnMyHoro reHesa naebeHoH B fo3e 90 Mr/cyT cnocoOCTBO-
Bas YYYLLEHNIO KPATKOCPOYHON 1 OnepaTvBHOM NamsTtu, no-
BbILLEHWIO BHUMAHUS U CKOPOCTYN CEHCOMOTOPHBIX PEAKLNIA.

Mpn uepebpoBackynsapHbIX 3a00NeBaHMsAX NOTEHLMan
noebeHoHa onpenensieTcs He TONbKO GnaronpUATHLIM BO3-
[OEVCTBMEM HA OKUCAUTENbHBIE MPOLECCH B HEMPOHAX, HO 1
(kak nokasaHo B paboTtax Marigliano et al., 1992, n Suno et al.,
1989) ero gesarperaHTHbIMU CBOMCTBAMU, CBA3AHHBIMU C UH-
rnéuposaHunem docdonmnassl. OnmcaHbl XopoLune pesysbra-
Thl MPUMEHEHNSI nAeBEeHOHa Y NAUMEHTOB C MyNLTUUHAAPKT-
HOI [eMeHUMEeNn, XPOHNYECKol LiepeObpoBackyNsipHO Hedo-
CTaTOYHOCTbIO, @ TaKKe B MOCTUHCY/ILTHOM Nepuone (YMeHb-
LUEHNE ABUraTeibHbIX HaPYLWEHWI, CTENEHN UHBANMAM3ALNMN,
KOFHUTUBHbIX PACCTPOWCTB).

Taknum 06pa3om, OCHOBHbIMY OKa3aHHbIMU NOKa3aHUSIMU
K NMPpUMeHeHUto naebeHoHa B HEBPONIOT MK SBASIIOTCS:

e KOTHWUTMBHbIE HApYLLEHNs (COCcyamcTas aemeHuums, 60ne3Hb
AnbureviMepa v ap.);

e peabunmtaums nocne NHCYNbTa;

® MUTOXOHApPWanbHbIE SHUEedanoMmonaTuu;

e artakcus Opupapeiixa;

e OonesHb [MapkMHCOHA 1 Apyrne HelpoaereHepaTMBHbIE 3a-
OoneBaHus;

e MeTaboNMYecKnin CMHAPOM, HEKOTOPblE GOPMbI TOKCUYEC-
Knx nopaxenuii LLHC (ankoronnam), akyctnyeckas Tpasma
M T.A0.

BiJioueHne B cxemy neyveHns LMpoKoro kpyra 3abonea-
HWIA HEPBHOW CUCTEMBI MPENapaToB, KOPPUIMPYIOLLMX SHEpre-
TUKY KNETKM 1 QYHKLMN MUTOXOHAPWIA, ABASIETCS NAaTOreHeTn-
4yeckn 000CHOBaHHbIM 1 NpeacTaBnseT coboi 0aHO U3 HanMbo-
flee NepcnekTUBHbIX HaNpPaBiEHNA COBPEMEHHON Helpodap-
MaKoSIoOrnu.





