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MepUHATANbHAS, YepelTHO-MO3rOBasi TpaBMa, pac-
CTpOMCTBAa HMHTEIUICKTYaJIbHON IEATENBHOCTH Y Je-
Tel, JeTCKuil mepeOpalbHBI TMapaind, TPYAHOCTH
0o0y4eHHs AeTeld ¢ CHHAPOMOM Je(hUnTa BHUMAHNS,
CHHIPOMOM MHHHMAJIbHOW MO3TrOBOH JHC(HYHKIHH,
ACTEHWYECKHE COCTOSHUS TIocie HelponHbeKmi,
TSDKENTBIX COMAaTHYECKUX 3a0OJIeBaHWM, CHHIPOM
XPOHMYECKOW YCTaNOCTH, JHIEe]aIonaTHu pasid-
Horo reHe3a. O efiCTBUM HOOTPOIOB Ha HEHpOXH-
MHYECKOM H (PH3HOJIOTUIECKOM YpPOBHE HU3BECTHO
Mano. C XUMHYECKOW TOYKH 3pEHUs, 3Ta rpynma B
BBICIICH CTEIeHH SIBISIETCS TeTEPOTeHHOH, W Jaxe
BEII[ECTBA CO CXOAHOHM (hapMaKOIOTMUECKOH aKTHB-
HOCTBIO SIBJISIFOTCSI TIPOM3BOAHBIMU PA3IHMYHBIX KIac-
COB XHMMHYECKHAX BellecTB. B Hacrosimem o0030pe
XOTeNIOCh OBl OCTAHOBUTH CBOE BHHMaHHE Ha HEHPO-
MeNTAJax.

Iepedponu3uH — NenTUIEPruuecKUil HOO-
TPOIl — €IWMHCTBEHHBIN JIEKAPCTBEHHBIH IMpemapar ¢
JIOKa3aHHON HEWPOTpO(UIECKOll aKTHBHOCTEIO, aHA-
JIOTHYHON IEHCTBHIO €CTECTBEHHBIX (DAaKTOpPOB Heii-
ponansaoro pocra (NGF), Ho mposBistomieiics B
YCIOBUSX TepH(EpIIECKOTO BBEACHHS, B KOHTPOIH-
PYeMBIX pPaHIOMH3MPOBAHHBIX, JBOWHBIX CIEIBIX
nccrenoBaHusx. LlepeOpoinu3uH TMpeacTaBiseT co-
00i1 KOHIIGHTpaT W3 MO3Ta CBUHEH, COIepIKallui
HU3KOMOJIEKYJISIpHbIE OMOJIOTHUECKH aKTUBHBIE Hel-
PONIENTHIBI, MOJEKYJSIPHBI BEC KOTOPHIX HE Tpe-
BermaeT 10 000 nansToH, KOTOpBIE IPOHUKAIOT Yepe3
I'Ob ¥ mocTynarT HENOCPEACTBEHHO K HEPBHBIM
krerkam. [Ipemapar moBbimaeT 3((eKTHBHOCTH
adpOOHOTO JHEPreTHIECKOro MeTabonm3Ma MOo3ra,
yITyqIIaeT BHYTPUKIETOUHBIN cHHTE3 Oelika B pa3BH-
BalOIIEMCsl M CTaperollleM MO3re; MpeNoTBpaIlaeT
oOpa3oBaHHe CBOOOIHBIX pAaIHMKATIOB M CHIDKAET
KOHIIEHTPAIIUIO TIPOIYKTOB MEPEKUCHOTO OKUCIICHUS
JIUIUIOB, TIOBBIIIAET BEDKUBAEMOCTh M TPENOTBpA-
maer THOeNh HEHPOHOB B YCIOBHSX THIIOKCHH U
WIIEMUH, CHIDKAeT IMOBPEXIAroniee HEeHpPOTOKCHYe-
CKOe JeHiCTBHE BO30OYKIAIOUIMX aMHUHOKHCIOT, CTH-
MynmupyeT (HOPMHUpPOBAaHHE CHHAIICOB, CIIPAYTHHT
JIEHAPUTOB W TIPEAOTBPAIaeT AKTUBALHUIO KIIETOK
MUKPOTJIMM M HWHIYKIHMIO acTpornuosa. [Ipemapar
MIPUMEHSIOT TOJIBKO MapeHTEePaIbHO, YTO HECKOIBKO
OrpaHMYMBAET BO3MOKHOCTH €r0 NPHUMEHEHUS IS
JUTATENIbHBIX KYpCOB B HEHpONEeIUaTpUIECKOM IIpak-
TUKE. AHAJOTMYHBIA OTEUYECTBEHHBIM IIperapar
KopTekcuH — KOMIUTEKC MOMANENTHAHBIX (HpaKIHid,
BBIJIETICHHBIX W3 KOPHI TOJOBHOTO MO3Ta KPYITHOTO
poraroro ckota u cBuHeil. CioxHbiii coctaB Kop-
TEKCHHA, COCTOSIIETO M3 OHOJOrMYeCKH aKTHBHBIX
He#porenTuaos, conepxkamux 20 aMUHOKUCIOT U
00J1a1aI0IUX CYMMapHBIM MHOTO(]) YHKIMOHATbHBIM
JIEHCTBHEM, HE TIO3BOJIACT MMPOM3BECTH OOBIUHBIN
(apMaKOKHHETHYECKUI aHaIN3 OTAEIBHBIX KOMIIO-
HeHTOB. KoprekcuH moBbimaeT 3G (EeKTUBHOCTh
SHEPreTHYecKoro MeTadolnM3Ma  KIIETOK — MO3ra,
yIIyqIIaeT BHYTPUKICTOUHBIN CHHTE3 Oellka, CTUMY-
JUPYeT pernapaTHBHBIC TPOLECCH B MO3Te, YCTpaHs-
er mucOaaanc TOPMO3HBIX M BO30YXKAAIOIINX aMHHO-
KUCTOT, obnmagaer ymepeHHBIM GABA-spruuecknm

nericrBueM. Ilpenapar Ha3HayarOT BHYTPUMBIIIECYHO.
[MapenTepanbHOE BBENEHHE TAaKXKE HECKOIBKO CHH-
JKaeT BO3MOKHOCTHU JJIMTENBHOTO MPUMEHEHHUS JIaH-
Horo npenapata. Cemake - OpurnHajibHBINA OTeye-
CTBEHHBIH TIperapaTr - CHHTETHYECKOEe IMEeNTHIHOEe
coemunenne. Oana xamast (0,05 ml) 0,1% Bommoro
pactBopa Cemakca copepkuT 50 MKI' CHHTETHYECKO-
r0 TIONUIIENITHAA METHOHWH-TITYTaMHH-TUCTH/IHH-
¢benunananuH-npomI-raiuH-npoaua  (Met-Glu-
His-Phe-Pro-Gly-Pro), anamor ¢parmenta 4-7 ampe-
HokopTHKOTpormHoro ropmona (AKTI), nurreHHbIH
TOPMOHAIBHOM aKTUBHOCTA. MexaHHW3M ero neicr-
BUSl OCHOBaH HAa aJaNTHBHBIX U3MEHEHUSIX KIIETOU-
HOrO MeTabonmu3Ma JUMOMYECKOH CHCTEMBI. OTH
W3MEHEHHUS] TPHBOAAT K YBEIMYCHHOH NPOXYKIUH
uukino-AMP. Kpome toro, Cemakc BiuseT Ha ypo-
BEHb MOHOAaMHHOB, allETUIIXOJIIHACTEPA3HYIO aKTHB-
HOCTh U momamuHOBBIEe perentopsl [IHC. Haznaua-
0T WHTpaHa3ajbHO. [Ipemapar He peKOMEHIOBaH
npu 3a00JICBaHUSAX HIOKPUHHOM cucTeMbl. OIHAKO,
WHTpaHa3aJbHOEe MPUMEHEHHE MOXKET CIIO0COOCTBO-
BaTh OoJiee HMIMPOKOMY PaclpOCTPAHEHHIO TaHHOTO
MpernapaTa B HeUpOIeIHaTPHH.

Heiiponientuapl Hammm mImpokoe mpuUMeHe-
HHUE B HEHPONEIUAaTPUICCKON MPaKTUKE, KaK Y Qek-
THUBHbIE W O€30MacHbIe CPEACTBA IS YIyUIICHHUS
MICUXHYECKUX U MOTOPHBIX (DYHKIIUH Y JeTeH.
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MHUTOXOHIpHUAIIBHBIC HAPYIICHUSI — 3TO 00-
HIMpHAST TPYIIA MAaTOJIOTMYECKUX COCTOSHHME, 00y-
CIIOBJICHHBIX TCHETHYECKHMH, CTPYKTYPHBIMH, OHO-
XAMHAYECKUMHU JeeKTaMi MHUTOXOHJPHIA, HapyIie-
HHEM TKaHEBOTO AbIXaHUs, cHIDKeHne cuure3a ATO,
U, KaK CJICACTBUE, HEIOCTATOYHOCTHIO 3HEpreTHde-
CKOro 0OMEHa ¥ CBSI3aHHBIX C MATOJIOTHEH MHTOXOH-
JIPHATBHOTO WM SIICPHOrO reHoma. Hapymenus
KJICTOYHOW SHEPreTUKH MPHBO/IT K HOTHCUCTEMHBIM
3a0oseBaHusM. B mepByr0 odepenp CTpajaroT opra-
HBI ¥ TKaHH, HAHOOJIee SHEPro3aBUCHMbIC — HEPBHAS
cuctema (PHIE(hATONATHH, MOIMHEBPOIATHH), MBbI-
nrevHasi cucrema (Muomatum), cepare (KapIrHoMHo-
NaTHH), IOYKH, [CYCeHb, JHIOKPHHHAS CHCTEMA U
apyrue. JIo caMoro HEJAaBHEro BpPEMEHH BCE ITU
3a00JICBaHUS ONPEACISUINCH 110, MHOT OYHCIICHHBIMH
MackaMu Apyrux naronorudeckux ¢opm. K Hacros-
nieMy BpeMeHu BbisiBiIeHO Oonee 200 3a0oneBanmi,
OPHYMHONW KOTOPBIX SIBIISIOTCSI MYTallMd MHTOXOH/I-
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puansHoi JJHK. MuroxonapuanbHas F€HETHKA OT-
J4aeTcss OT MEHIEIEBCKOH B TpeX Ba)KHEHIINX ac-
MeKTaX: MAaTepUHCKOE HACIEIOBaHKEe, TeTepOoInIa3-
Mmusi (OJJHOBPEMEHHO CYIIIECTBOBAHHE B KIIETKE HOP-
ManpHOro (mukuit) U mytaatHoro turnos JJHK), mu-
toTrueckas cerperaunust (06a tuma mTIHK B mpo-
necce JIeNIeHNs] KIETKH MOTYT PaclpenelsTbes CIy-
YaliHBIM 00pa3oM MEXIy JOYEPHHMH KJICTKAMH),
YTO OHpenesieT BhIPaKSHHBIH (HEHOTHITHYESCKUI
noMMMOp(U3M U MYJIBTUCHCTEMHOCTh TOPAYKEHHS.
3a00NIeBaHUSL.

Msr obcnenoBanu 32 pebenka (6 mec-161er)
C TMOJO3PEHHEM Ha HAIMYUE MHTOXOHAPHAITBEHOMN
Oone3nu. [lammeHTaM NPOBOAMIOCH KOMIDIEKCHOE
KIMHUYECKOe,  OHOXMMHUYECKoe  oOcClenoBaHue,
BKJIIOYAs MCCIIEIOBAaHNE YPOBHS JIAKTaTa KPOBH, aM-
MHaKa, KapHHUTHHA; MPOBOAWIOCH HCCIENOBAHUE —
TaHJEMHas MAacCHEeKTPOMETPHS, IS HCKIIOYCHHS
3a00NeBaHUM, CBS3aHHBIX C HapyIIeHHEeM OOMEHa
AMHUHOKHCIIOT, OPTaHWYECKHX KHCIOT, nedekra b-
okucinenus aunuaos, MPT romosaoro mosra, 33I,
OKT', Y3U BryrpeHHnx oprasos, cepaua, SPECT.
I'eHernyeckoe oOcnenoBaHUE BKIIOYAIO B Ce0S HC-
cienopanue MutoxorapuanpHoil JJHK myrem cuk-
BeHCAa. Y 23 neTedl MHTOXOHIpHATbHAS MAaTOJIOTHSL
ObUTa MOATBEPXKICHA. Y OCTAJBHBIX PE3yNbTATHl HE
TIOTYIEHBI.

Hawnbonee 4acTo BCTpeyaronMMHUCs OOMINMH
MpU3HAKaMHU OBLIH: MBIIIEYHAS TUIIOTOHUS, THIIEp-
MOOWIIGHBIN CHHIPOM, CHH)KEHHE MBIIICYHOH CHITHI,
CHIDKEHHE TOJIEPAHTHOCTH K (DU3UUECKUM HAarpy3-
KaM, THIIEPaKTUBHOCTb. Y BCEX OBUIM BEISBIICHBI
HApYIICHHUS PHUTMA Ceplla pPasTuYHOW TIPHUPOIHL.
MHor#e neTH CTpatail MATPEHETIOO0HBIMH TOJIOB-
HBIMH OOJISIMH, TIEPUOANYECKIMH PBOTAMH, Y MHO-
THX BBISBJSUIACH TPaH3UTOPHAsl THITOTJIUKEMUS, Y
OOJIBIIMHCTBA TMAIMEHTOB, NP HOPMAJILHOM WHTEI-
JIEKTyaIbHOM  pa3BUTHH, BBISBISUIACH  3aep)KKa
¢dopmupoBaHU peun. Y 9acTH AeTeil BBIABIAIACH
aTaKCHs, MHOKIJIOHYC, JIETaprHYecKue TPOSBICHHUS,
NITO3,HapyIICHHE 3pEHHs, HHTEIUIEKTYalbHash Hemxoc-
TaTOYHOCTb.

'eHeTHyeckne UCCIIENOBaHNS, TPOBEICHHEIC
y 9TuX JeTed, BBIIBWIM chenytomee: A3243G,
A11084G-uacteie myrammn MELAS ( MELAS -
MHUTOXOHIpUATIbHAS DHIE(PaTOMUTONATHS, JIAKTaT-
alUI03 ¥ WHCYIIBTOMONO0HBIC MAPOKCHU3MBI), MyTa-
B ATPsynthase 6, uuroxpomC okcupasza, 16S
rRNA  (T3197C), tRNA lysine, 2 ND
A5069G/N235D, 1ND,MHOXECTBEHHBIE TOYKOBBIE
mytanmr MDNA. Ommnencus Obuia BeIsBIeHA y 9
MANUeHTOB, B KOMOWHALIMH C TVJISTAIIMOHHON KapH-
momuonariei — y 2 gereil. KomOuHamms aumsita-
MOHHON KapJHOMHOIATHN C Pa3BUTHEM HHCYIbTA —
y Tpoux u3 9 mamueHToB. Y NBOWX JETeH WHCYJIBT
ObUT TEpPBBEIM MPOSIBICHHEM MHUTOXOHAPHATEHON
6one3nn.16S rRNA Myramuuy mpeacTaBiIeHbl THTIOT-
JTUKEMUEH, AMUIENTADOPMHBIMH 20T
W3MEHEHUSIMH, CYIOpPOTaMH, HHCYIBTOMONOOHBIMHU
napokcu3Mam. [1epBEIMH TIPOSIBICHUSMH MYTallul
AT® cunTa3bl 6 OblIa TUIATAIIMOHHAS KapIHMOMHUO-

natus. B manpHe#neM BO3HUKAIM HHCYJIBTONOA00-
HBIE TIAPOKCU3MBI U CyIOpord. B Hamem uccnenosa-
HUM y TPOMX JAeTel, MMEIOIINX YacTble MYyTaluH
MELAS mposiBienrieM 3a0ojieBaHusl ObLI HE WH-
CYNIBT, @ CyIOpOrH, T.e. dIiiencus. B mporusomo-
JIO)KHOCTD 3TOMY, Y 5 TAaIMeHTOB C Pa3BHBLIMMCS
WHCYTBTOM MYTAIlMH, XapaKTepHbIE U CHHIpOMA
MELAS BoisgBiaensl He Obut. B Hamieil KIMHHKE
BCeM OOJIBHBIM IPOBOIMIMCH KypChl JIEYESHUS IIpe-
napatamH, SIBJISIOINIMMHUCS KOpakTopaMu (HEepMEHTOB
METaboIu3Ma MHUTOXOHJPHH, TaKHEe KaK SHTaBUT,
kooH3uM Q10, ambkap, Tokodepos, BUTaMUuHbI Bl 1
B2, C, 4ro mo3Bomwio B OOJBLIMHCTBE CIIydacB
YMEHBUINTh CTENEHb BBIPAKEHHOCTH HEBPOJIOTHYE-
ckoro nepunuta W CTAOMIM3UPOBATH COCTOSIHHC
OOJIEHBIX.

B 3akmroueHun He0OXOIMMO OTMETHTE, YTO
3a00JICBaHus, CBSA3aHHBIC C AUCPYHKIHEH MHTOXOH-
Ipui, MOTYT OBITh TIPEACTABICHBI MHOXXECTBOM
CHMITOMOB, J1a)K€ TPHU BBISIBICHUN ONHOM M TOH Xe
MyTanuu. BaXHOCTh CBOEBPEMEHHON AMATHOCTUKU
MHUTOXOHJPUAIILHBIX OOJIC3HEH, MOKMCKa KIUHUYC-
CKHX W TapaKJIMHUYECKUX KPUTEPHEB ITHUX 3aboJie-
BaHUIl Ha JTame MpeJBapUTEIBHOM, JOrCHETHYEC-
CKOM, HE00XOIUMO i odopa aJeKBaTHOW MeTa-
0OIMYECKOl Tepanuu U TPEAOTBpAIICHHS YXY/IIe-
HHAS COCTOSIHMSI WJIM HWHBAJIMINA3AIMH OOJBHBIX C
3THUMH PEAKHMH 3a00JICBAaHUSIMH.
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