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Beenenne. IIpoGieme uHCynbTa B MOJOJOM BO3pacTe YAEISIETCS 0co0oe
BHUMAaHHE  HEBPOJOrOB, 4YTO  OOYCIOBJIEHO  COLHMAIbHO-3KOHOMHYECKOU
3HAYUMOCTBIO  JTaHHOM  MpoOJeMbl, KIMHHUYECKMM M  NaTOT€HETUYECKUM
MoJIMMOP(PU3MOM OCTPBIX HapylleHui Mo3roBoro kpopooOparmienus (OHMK) B
ATOW BO3PACTHOM IpyIIe, a TAaKKe HATMYUEM psia 3a00JeBaHui, “UMUTUPYIOIUX
ximHnKy OHMK y i mosiogoro Bo3pacra.

Cunnpom MELAS (MuToXoHApuHanbHas 3HIIEaTOMHUONATHUS, TAKTATALIMI03)
OTHOCHUTCSI K TPYIIEe MHUTOXOHJPHUATBHBIX MATOJIOTUH U TPEACTABISIET COOOM
nporpeccupyloiiee HelpojereHepaTuBHOE 3a00JieBaHUE, TMPOSIBISIONICECS B
JIETCKOM W MOJIOJIOM BO3pacTe, yainie B Bo3pacte 5-40 neT, u xapakTepusyrolieecs
TaKUMHU TPOSIBIICHUSIMU, KaK: HHCYJIBTONOJOOHBIC DSMHU30AbI C  OBICTPHIM
BOCCTAHOBJICHHEM, JMNUJICNTUYECKUE TPUIAJIKHA, HEWPOCEHCOpPHAs TYrOyXOCTh,
MO3)KE€UKOBBIE pacCTPONCTBA, Pa3IMYHbIC BH/IbI TUTIEPKUHE30B, MUTPEHEI0100HbIE
rojioBHbIe Oosii. 3aboJieBaHWE MOXET COMPOBOXKIATHCS HEAOCTATOUYHOCTHIO
COMATOTPOITHOTO TOPMOHA, CaXapHbIM JUA0ETOM, KapAUOMHUOMNATHSIMU H
HapyIUIEHUSIMA TPOBOJAUMOCTH CEPALA, HEUPOIICUXUATPUUECKUMHU OTKJIIOHCHUSIMHU.
Bnepseie cunnpom Obut omucan B 1984 roxy IlaBmakucom, necsiTh JET CIYCTS
OomyOJUKOBABIIUM COBMECTHO ¢ Mumno Xupano 0630p 110 cirydaes 3abosieBaHusl.

JTHOJIOTUA W TaToreHe3. Y OoibpmmHCTBA mNanueHToB (80%) cuHapom
MELAS o0Gycnornen ToukoBoit 3ameHoit A3243G B rene TPHK neitniuna (UUR),
7,5% - ToukoBoit 3amenoi T3271C, eme pexe - 3ameHoi A3252G B TOM Ke IreHe
MT/IHK u ToukoBoit mytarueit B rene COX III. Jlanusie mytaruu MT/IHK, B HOp™Me
KOHTPOJIUPYIOIIUX  JIBIXaTEJbHYI0 II€[b  MUTOXOHIPHUH,  COMNPOBOXKAAIOTCS
HapyIIEHUEM MPOILECCOB OKUCTUTENHHOTO (OChHOPUTUPOBAHUS - BaXKHEHIIETO
MCTOYHUKA DHEPTUU JIJIs1 META0OJINYECKUX MTPOIIECCOB B KIIeTKE. TOYKOBBIE MyTaIlH
MTIHK, 3arparuBatomue gynkiuio TPHK, mopaxaroT cuHTE3 MpakTUUECKH BCEX
oenkoB, kogupyeMbix MTJIHK, puBoas k ux codeTaHHON HexocTaToOuHOCTH. [IpH
mytanusgx MTJIHK wame Bcero HaOmromaercss codeTaHHOW (epMEHTHOU
HEJIOCTaTOYHOCTBIO, TIPUYEM 5Ta HEJIOCTATOYHOCTh BapuadenbHa, HO BCErna
YacTHYHAsl, WHOT/A TOYTH TPAHUYUT C HOPMOH. DTO OOBSICHSAETCS TBONHBIM
T€HETUYECKUM KOHTPOJIEM - SIJIEPHBIM U MUTOXOHJIPUATIbHBIM - OKHUCIUTEIBHOIO
dbochopunupoBarus. 3adoIeBaHNE HACIICTYESTCS 110 MAaTCPUHCKOW JIMHHH.

Kaunuka. Cuaagpom MELAS kak npaBuiio 1e0r0TUpyeT B Bo3pacTe OoT 5 10
35 ner. 3a0oneBanne mMaHudecTUpyeT MO0 MHCYJIBTOMOJOOHBIMU COCTOSHUSIMU
(KOpTUKaNbHBIA WM CYOKOPTHUKaNbHbIM HWH(ApKT), MO0 37T0KaYE€CTBEHHOM
MUTPEHBI0. THCYNBTOMOI00HBIE COCTOSHUS Yalle BCEr0 pa3BUBAIOTCS B BO3paCTe
5-15 nmer. Haubonee yacTo ouaru pacrojararorcs B 3aTbUIOYHOM, TEMEHHOW W
BHCOYHOM JOJIAX, PeXe — B JIOOHOM J10J€, MO3KEUKE WM Oa3alibHbIX TaHTJIHUSX;



HEPEIKO OHM OBIBAIOT MHOXECTBEHHBIMHU. YacTO MOBTOPHbBIE «UH(APKTHI MO3Ta»
pa3BUBAIOTCA C MHTEpBAJIOM B |-3 MeC B CHMMETPUYHBIX YYacTKax.
M30upaTenbHOCTh  JIOKQJIM3alMM  OYaroBbIX  HM3MEHEHUH  O0yCIOBIMBAET
0COOEHHOCTH OYaroBbIX HEBPOJIOTMUYECKMX CUMITOMOB: F€MUAHOIICHS, FEMUIIAPE3,
ceHcopHas adasusi, aKaJIbKYJIHs, arpadusi, ONTUKO-TIPOCTPAHCTBEHHBIE HAPYIIIECHUS,
aTakcus, W3MEHEHHs co3HaHus. B OoJbIIMHCTBE CiydaeB HApYIIEHHUS HMEIOT
TEHACHIMIO K OTHOCHTEIbHO OBICTPOMY BOCCTAaHOBJICHHIO NPHU BBIPAKEHHOM
PEKYpPpPEHTHOM XapakTtepe. Takke K OCHOBHBIM HEBPOJIOTMYECKMM CHUMIITOMaM
MOKHO OTHECTH: Pa3jIuYHbIe SMUIENTUYECKUE MPUCTYIHI ((hOKaIbHbIE, BTOPUYHO
reHepaju30BaHHbIe, JHAJICITUYECKUE U JIPYTue), MO3KEUKOBBIE PACCTPOICTBA,
MHUOKJIOHYC-3MUIICTICHS, KOPKOBAsl arHO3Msl, MUTPEHEI000HbIE TOJIOBHbBIE 00U U
NOJIKOPKOBbIE ~ HapylleHWs  (MbIIIEYHAss  JUCTOHMS,  pa3IUYHbIE  BUJBI
TUIEPKUHE30B).

HeiiponaTtonorndeckne W3MEHEHHs TOJOBHOIO MO3ra BKJIIOUYAIOT THOEIH
HEHPOHOB, JIEMUEITMHU3AINIO, TPOTUPEPAHIO acTPOIUTOB. NHCYIHTO-110100HBIE
COCTOSIHUSI HHUKOTJIa HE SBIISIOTCS CJICACTBHEM TpPOMOOSMOOJIMHM, a BO3HHKAIOT
BCJICJICTBHC MHUTOXOHJIPHAIIBHOW aHTHOINATHA U HE COOTBETCTBYIOT JIOKAJTU3AIIUH
MaruCTPABLHBIX COCYNOB Mo3ra. [Ipu ayTorncuu B CTEHKaX MO3TOBBIX apTepHOI U
KalwuIsipoB, B OSHIOTEIMAIBHBIX M TJIAIKOMBIIICUYHBIX KIIETKAaX, BBISBICHA
runepnpoiudepansi MHUTOXOHIPUN, dYTO U OOyCIaBIMBACT aHTHOIATHIO.
Kamprudukatel B 0o0macTd Oa3albHBIX TaHTIIMEB, HEPEAKO BCTPEUYACTCS MPH
MELAS. [Ilepudepuueckas HeBpomnaTus HabOmomaercs peako. MeleyHas
c1aboCTh, HEWPOCEHCOpPHAS TYrOYXOCTh SIBJISIOTCS THITMYHBIMA CHMIITTOMAaMH
3a0oseBaHus. DHIOKPUHOMATHH MOTYT OBITh NPECTABICHBI HEAOCTATOYHOCTHIO
rOpMOHA pOCTa, caxapHbIM auaberoMm. K d9uciIy peaKuX CHMIITOMOB OTHOCSITCS
HapyIIEHUsI CepACYHON MPOBOJAUMOCTH, KapJAUOMHOIATHS, TTOYECTHO-KaHATbIICBAs
TyOynonatus. Knuandeckas kapTuHa 3a00JIeBaHus Y TTOPAKEHHBIX POJCTBEHHUKOB
10 MaTePUHCKON JTUHUU MOXET BapbUPOBAThH OT MPAKTUUYECKU OECCUMITOMHOM 10
MATKO BBIPQXEHHOM, BKIIOYasi TOJIBKO TYrOyXOCTh, OTCTaBaHWE pOCTAa,
MUTPEHETOJ00HbIE TOJIOBHBIE OOJH.

JAunarnocTuka. Y Bcex nauueHToB ¢ cuHiapomom MELAS BeisBIAIOT
MOBbIIIEHUE JlakTaTa U nupyBaTa B KpoBu M LICXK, kak B mokoe, Tak M Mocie
¢usnueckort Harpy3ku. [Ipm mpoBeAEHWM THUCTOJOTUYECKOTO MCCIECIOBAHUS
BBISIBIISIIOTCSL  pBaHbIE KpAacHbIE BOJIOKHA B OMONTAaTaX CKEJIETHBIX MBbIIIII.
[Tapamerper DO3I" O00BIYHO OTAMYAKOTCS OT HOPMBI U XapaKTEPHU3YIOTCS
AMU30/IMYECKUMU MUKAMH ¥ BOJIHAMU WJIM OYarOBbIMU MUKOBBIMU Pa3psiaMHu.

[Ipn mnpoBeneHun HeuWpoBusyanuszanuu B T-2 pexnMe BBISBISIIOTCS
MHOKECTBEHHBIE OYaru YCWJIEHHWs CHUTHAJIA, HE COOTBETCTBYIOIIME COCYJIUCTOMY



OacceliHy, MOTyT OBITb MEJIKUMU WA KPYINHBIMH, OJWUHOYHBIMU WIIU
MHO>KECTBEHHBIMH, OOBIYHO HECUMMETPUYHbIE. TakKe XapaKTEpPHO BOBJICUEHHUE B
MATOJIOTMYECKUI Mpoliecc CyOKOPTUKAIBHOTO OEJIOro BEIIeCTBa rOJIOBHOTO MO3Ta ¢
pa3ButueM ¢GoKalbHOU aTpodur, BOZHUKAIOINICH Ha OoHE perpecca CUMITOMATUKU
U KIMHUYECKOTO YIY4YlIEHHUS, CHM)KAETCS YETKOCTh KOHTYPOB W3BHIIMH,
HaOmroaeTcss  KambUu@UKAUs Oa3alibHBIX TaHTIMEB (Yalie Yy MOXKHIIBIX
MAlMEHTOB), BO3MOXKHAa arpodust Mo3xkeuka. V3MeHeHHss MOryT HOCUTH
CUMMETPUYHBIA WJIM aCCUMETPUYHBIA xapaktep. [ns muddepenumanuum ¢
uHcynbTOM npu MPT-guarnoctuke ucnons3yroT ADC u DWI: nipu uHCynbTax
HaOMoaeTcs orpannueHre quddy3uu ¢ pa3BUTHEM IUTOTOKCUYECKOrO0 OTEKa, a
npu MELAS nuddy3uss orpaHnueHa He3HAYUTEIbHO, JUOO 0€3 HM3MEHEHUH,
pa3BUBAETCSl BA30TE€HHBIN OTEK.

Jleuenne. B Hactosmiee Bpemss He cymectByer  A(QPEeKTHBHON
naToreHeTudyeckor tepanuu cuHapoma MELAS, npoBoauTcss CUMIITOMAaTUYECKOE
nedenue. OmHUM u3 Haubojee TMEPCIEKTUBHBIX METOJOB JICUCHUS CHHAPOMA
MELAS  saBnsiercss  ucnosb3oBanue L-aprunmHa. Bo  Bpemss  octporo
MHCYJIBTOMO00HOTO 3MHU30/la BHYTPUBEHHOE OOJIIOCHOE BBeJeHue L-apruHuHa
(500 mr/kr nus merert wim 10 /M2 TIOmMIanM TeNa JJisg B3POCIBIX) B T€UEHUE 3 U
1ocJIe MOSIBJICHUSI CUMIITOMOB MOKET OBICTPO YMEHBIIUTh TSKECTh COCTOSHUS 32
CYET CHW)KEHUS YpPOBHS JIAKTaTa W YIy4lIeHHs MUKpouupkyisuuu. Ilocne
NEpPBOHAYAITBLHOTO 00JII0Ca MPOAOHKAIOT HENMPEPHIBHYIO MHY3UIO B TeueHue 24 4 B
aHasoruyHou no3e 3—5 nueil. Ilepexon B ganpHEWIIeM Ha MepoOpasibHBIN MpUEM
npenapata B jgo3e 0,15-0,3 r1/kr/cyr yMmeHbIIAeT dYacTOTy U  TKECTh
WHCYJIBTONIOTIOOHBIX 3MM30/10B. OJTHAKO HYKHO YUUTHIBATh, UTO Mepeao3upoBka L-
aprUHUHA MOXET BbI3BAaTh TMIIOTEH3UIO U TSKEIYI0 TUIOHATPUEMUIO (BO3MOXKHO,
BCJIC/ICTBHE HATpHilype3a, OOYCIOBIEHHOTO TMOBBIIICHUEM MPOJYKIIMH OKCHIA
a3oTa), a TakkKe pa3BUTHUE IIEHTPAJIHHOTO MMOHTUHHOTO/YKCTPAIOHTHHHOTO
MUEJTMHONIN3a TPU OBICTPON KOPPEKIMH TUIMOHATpUEeMHH. B mocnenHue ToJbl
MOSIBUJINCH JaHHBIE O TMpuMeHeHun L-nutpynmnuHa y OonbHbIX MELAS. On
SABJISIETCS TPEAIIECTBEHHUKOM L-apruHuHa, HO B OTJIMYHE OT MOCIEIHEro
MOBBINIAET MPOAYKITMIO OKCHIA a30Ta B OOJIBIIEH CTENEHU 3a CUET 3HAYUTEIBHOTO
yBeIMYCHHsI CcuHTe3a apruanHa de novo. Takke WCHOIB3YIOT —MpenapaThl,
CIIOCOOCTBYIOIIIME TEPEHOCY AJIEKTPOHOB B JbIXaTedbHOUW menu (kodH3um Q10,
unebenoH, sutamunbl K1 u K3, sutapnas kucnora, uutoxpom C, ackopOMHOBast
KHCJIOTa), AakTUBUpylonme OeTta-okucienue (L-kapHUTHH), CBSI3bIBAIOLIUE
akTHUBHbIE  (QopMbl  KHUCIOpoAa  (JMIOEBas  KUCIOTAa),  SBIISIIOIIMECS
albTEPHATUBHBIMM HCTOYHUKAMHU SHepruu. Ilpu JedeHuM sSNHIIeNTHYECKUX
MPUCTYNIOB HE PEKOMEHJOBaHbl IpenapaTbl  BaJblIPOEBOM  KHUCIOTHI U



dbenobapoutan. [Ipenapatamu BbIOOpa SIBIAIOTCA OKCKapOas3enuH, TONMUpamar,
JIEBETUPALIETAM.

IIporno3. IlporHo3 mo 3aboseBaHut0 HeOnaronpusatHeld. Tspkenoe
nporpeccupytoiiee teuenne MELAS npuBoauT K BBICOKOM YacTOTE JETaJIbHBIX
ucxo10B. [Ipo10mKUTETBHOCTD KU3HU Y JIF0/IeH ¢ 6€CCUMIITOMHBIM HOCUTEIILCTBOM
U OJMIOCUMITOMATHYECKOW (OpMOM HE OTJIMYAeTCs OT TaKoBOW B oOmen
nonysiuy. [Ipu manudectHO ¢dopMe, MO pa3IMYHBIM JTaHHBIM, CPOK >KH3HU
cocrtaBisieT oT 7 10 40 net ¢ MoMeHTa J1e6toTa O0JIE3HH.



