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JAEBIOT CUJAPOMA MELAS C ®EBPUJIBHBIMU CYIOPOI'AMHU

(CJIYYAU U3 MIPAKTHKH)
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Kageopa nesponozuu u neupoxupypeuu, 2. buwurex, Koipeviscman

Ocopunbabie  cymopord (DC) uU3BECTHBI CO BPEMEH
antnyHoctH. Eme Immmnokpar mwmcan, uro ®C Hambonee
4acTO BO3ZHUKAKOT y JETEH MEpBBIX 7 JIET KU3HH U TOpasio
pexe - y Oomee crapmmux nereid m y B3pocnsix [1,2,3]. Ho
BIEPBBIE TEPMHUH «(HeOpHIbHBIE CYIOpOTH» TPHUMEHHI B
1904 ronmy B. Hochsinge mis 0003Ha4YeHUs] CyIOPOXKHBIX
MapOKCU3MOB, pAa3BHUBAIOLIUXCS B JETCKOM BO3pacTe Ha
¢one nmxopanku. B Hacrosiiee Bpems INpeANOYTUTEIbHEE
roBoputh 0 ¢ebpmnpHbIX npuctynax (PII), a me PC, Tak
KaKk B KJIWHWYECKOH KapTHHE [TaHHOTO COCTOSIHUS MOTYT
HaOMFOIAThCSl HE TOJMBKO CYIOPOXKHEIE, HO M 0eCCyIopOKHEIE
napokcu3Mbl 2]. Ilo ompemenennio ILAE ot 1993 rona,
@Il - 3TO0 mpUCTynbl, OTMEUAOIUECs y JETeH B BO3pacTe
crapme | mMecsina, cBsi3aHHbIE C (eOPUIIEHBIM 3a00JIeBaHUEM,
He BBBBaHHBIM wuHOekmuer [[HC; 6e3 mpeamecTByrOmmx
CYIOpOT B HEOHAaTAJIbHOM IIE€PHOAE M HECIPOBOIMPOBAHHBIX
MPUCTYIIOB, @ TAKXKE HE COOTBETCTBYIOLINE KPUTEPUSIM JPYTHX
OCTPBIX CHMITOMAaTH4YeCKUX Tmpuctymnos[10]. CornacHo
npoekty knaccudukanuu 2001 rona, OI1 oTHEeceHHBI B TpynIy
COCTOSIHMH, KOTOpbIE HE TPeOyIOT 0053aTelIbHOr0 IHarHo3a
snunenicun [9]. Takum ob6pasom @I ompenemnsrorest Kak
3MM30]] SMMICNTUYECKUX IPUCTYIIOB, BOSHUKAIOUINX Y JIeTel
B BO3pacTe OT 6 Mec. 10 5 JIET NPU MOBBIIIEHUN TEMIIEPATYPhI
B IEpHOA BHPYCHOTO WM OaKTepHaIbHOTO 3a00JeBaHUS,
HE CBSI3aHHOTO C HEHPOUMHGEKIMEH W METa0OTMYCCKUMHU
HapymieHusaMu. Mctunnele OII  crnemyer oTiauuars OT
(heOpHIIBHO TIPOBOLMPYEMBIX TIPHCTYIIOB, KOTOPHIE MOTYT
BXOIWTH B CTPYKTYPY psiza (GOpM SHHIIETICHH, HAIPUMEP TpH
cuanpome Jlpase. B peaxux ciaygasx @I1 MoryT OBITH IEpBEIM
CHMIITOMOM MHUTOXOHIPHATBHBIX 3a005IeBaHni y feTei [2,9].

Cungpom MELAS (MuTtoxoHapuaabHasi 3HIedaT0-MH-
onaTus ¢ JJAKTAT-alMI030M U HHCYJIbTONOI00HBIMH N30~
AamMu) OBIJI BIIEPBBIE BBIZIETICH B OTJCIBHYIO HO30JIOTHYECKYIO
tdopmy S. Pavlakis et al. Tomsko B 1984 1. [11]. 3ab6oneBanue oT-
HOCHUTCS K TPyMNIe METOXOHAPHAIBHBIX OONE3HEH, CBI3aHHBIX
C TOYKOBBIMH MyTarusiMu Mutoxouapuaisaoit IHK, B pe3yins-
TaTe KOTOPBIX MPOUCXOAMT HAapyLICHHE YHEPrONpOAYKIUH B
MUTOXOHAPUAIBHOM JIbIXaTeNbHOM 1enu [S]. I3BecTHO 4TO TO-
YeyHBIE MYTallMK MOTYT BO3HHUKATh BO MHOTHX reHax (MTTLI,
MTTQ, MTTH, MTTK, MTTS1, MTND1, MTNDS5, MTND®,
MTTS?2), nacienoBarscsi IO MaTepuHCKoW juHUU [4,7]. Pac-
npocTpaHéHHOCT cuHIpoMa MELAS cnoxxHO OleHHTh u3-3a
pa3Ho00pa3usi MPOSIBICHUI U CBSI3aHHOW C 3THM TPYIHOCTHIO
muarHoctuku. K 2000 romy Obuto omyOnukoBano Gonee 120
HaOnroneHuit 3a0oneBanus [4]. KapanHaIbHEIMH CHMITTOMAMHU
npu MELAS-cuaIpoMe SIBISIOTCS: HETIEPEHOCHMOCTh (U3H-
YECKHX HAarpy30K, WHCYIBTONOJOOHBIE 3MHN30IbI, CYIOPOIH,
«pBaHbIC KpacHBIE» BOJOKHA B OMOMNTAaTaX MBIIICYHON TKaHHU,
JIaKTaT-aluz03 U Ae0r0T 3aboneBaHust B Bo3pacte n0 40 ser
[6, 8, 12]. Cunnpom MELAS cnenyer nuddepeHunposars ¢
JPYTUMH MHTOXOH/IPHABHBIME 3a00JIEBaHUSIMH: CHHIPOMOM
Kepnuca-Ceiiepa 1 MERRF.

Hmwxe mnpuBoanTcs Hame CcOOCTBEHHOE HAOMIOIEHNE
6ompHOI I1. 2003-r0 TONA POXKIEHUS, MPOKUBAIOIIECH B TOPOIE
bumkek. PeGeHok oOparwmiics k HaM B LeHTp KianHukd MEDU
JITropona bumkex B Bechoii 2013 rona ¢ xxano0aMu Ha TOHUKO-
KJIOHUYECKHE CYJOPOTH B HOTaX M pyKaX ATUTEIBHOCTBIO 10 2
MHHYT, TIPOTEKAIOIINE C TIOTEPE CO3HAHMS U Pa3BUBAIOIINECS
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TOJIBKO Ha ()OHE MOBBILICHUS TeMIepaTypsl Tena Boime 37 C°,
a TaKKe Ha TOSIBJICHUE CJIOKHOCTU B YCBOEHUU ILKOJIBHOTO
Marepuana, CHHKEHHE MaMATH, HOBBIIICHHYIO YTOMIISIEMOCTb
¥ MBILIEYHYIO CIab0CTh, HEMOBKOCTH ITPU X0O1b0€.

Jebror 3a0omeBaHus y AEBOYKH OTMEYAJCS B BO3pACTe
6-TH MecCsIEeB C TeHEePATU30BAHHOTO TOHUKO-KIIOHMYECKOTO
NPUCTYIIA TPOAOJDKUTENBHOCTRIO 0 1 MHHYTHI Ha (oHe
MOBBIIIEHUS TeMIeparypsi Tena 10 38 C°, mocie KoToporo ObLia
rocnuTanu3upoBana B PecmyOnmkaHCKyl0 HWH(EKINOHHYIO
OonpHMIly TOpOAa bulkek, rae nCKIoYmIN HeHPOUH(EKIHIO.
B nocnenyromem @I Bo3HUKaAIN KaXKAbIN pa3 IPU OBBILLIEHUU
Temrneparypsl Tena Boime 37 C°. B Bospacte 1 rox mnpu
obpaiiennn B HanmoHabHBIA HNEHTp NeQUaTphH M JETCKOM
xupyprun KP, Opuio mpoBeneno MPT ronoBHoro mosra,
O30T, e maTonoruy He BBISABICHO, ObUT Ha3HAYEH JEMaKWHA
B no3e 20 mr/kr/cyt. Tem He meHee ®II mpomomxamucy Ha
(oHe mpueMa MPOTUBOCYIOPOXKHOTO Tpemapara. B Bospacte
5-TH JIeT caMOCTOATEIbHO OoOparuiauch B PecmyOnukaHCKyto
nerckyrokiauHudeckyto 6onpHulyy (PIKB) ropoma Mockssl,
rae Obuto moBTopHO mpoBeaeHo MPT romoBHoro mosra u
Buzeo - D01 —monuTopunr (BOM) nHeBHOTO CHA, TIe BHOBD
MaToyIoTUN He BhIABICHO. Bpauamu PJIKB Obum1 BBICTaBIICH
JVarHO3  KPUNTOTCHHAs  OIWICICHS,  PEKOMEHJOBaHO
MOBBICUTh JI03y JienmakuHa a0 25 wr/kr/cyt. I[lepBeie Tpu
KJacca B 00111e00pa30BaTeIbHOM MIKOJIE 3aKOHYHIIA Ha OLIEHKH
«» u «5». C 9-tu ner maMa crajga OTMeuaTb IOCTEIEHHOE
HapacTaHue y peOeHKa OBICTPOH YTOMIIIEMOCTH IIOCIE
(DM3MUECKUX Harpy3oK, IOSBICHHE CIOKHOCTH B YCBOCHHUH
[IKOJIFHOTO MaTrepHaia, BCTall BONIPOC O ITEPeBoAE peOeHKa
B CHENHATM3UPOBAHHOE IIKOJIBHOE YUPEKACHHE A JeTeH
¢ yMcTBeHHOH orcranocteio. DIT nmpomomkanu GecrioKOUTH
pebenka ¥ rocie 7-Mu JieT Ha (hOHe mpremMa JernakuH XpOHO B
Jo3e 25 Mr/Kr/cyT.

W3 anamHe3a XM3HU: peOCHOK OT NEpBOH OEPEeMEHHOCTH
MIpoTeKaBIIeH Ha (JOHE TETKOT0 TOKCHKO3a B IEPBOM TPUMECTDE,
1ob11 s1m30x OPBU 6e3 Temmepatypsl B cpoke 5 mec. Poas B
CPOK, CAMOCTOSITEIbHBIE B TOJIOBHOM IPEAJICKAaHUH, TIO IIIKaJe
Amrap 7/8 6amnos, BITP — 3340 rp., poct — 52 cm. Pannee
pa3BuTHE peOeHKa COOTBETCTBOBAIO BO3PACTHOH HOPME.

Ha momMeHT ocMoTpa B B KJIMHHKE uMcaa Bospacte 10-
TH JIET CO CTOPOHBI YEPETIHO-MO3TOBBIX HEPBOB OTMEUYAETCS
HE3HAYUTEIbHAs [I€BHAIMA SI3bIKa BIIPABO, MHUOIMATHYCCKHUH
CHHIPOM B pyKax M HOrax B BHJI€ THUIOTOHHH, JIETKOH
THITOTPO(QHHU IPOKCUMAJIBHBIX OT/EIIOB PYK M HOT CO CHUKEHHEM
MBIIIEYHOH CcWIBl 10 4 OanaoB, CHIKEHHH CyXOXKHIIBHBIX
pediekcoB, a TakXxke JErKoe romarsiBanne B mosze Pombepra
1 HEJIOBKOCTH IIPU BBIOJHEHUH MAJbIE-HOCOBOH M KOJICHHO-
MATOYHOW TMpoO, CHIDKEHHE KPAaTKOBPEMEHHOM MaMATH H
BHUMAaHUS.

JononnurensHble oocnenoBanus: He 112 /a1, spurpounTsl
3,5 *10°12/m, medeHOYHBIE TECTHI, OOMMII OeloK, caxap,
KpEaTHHUH B TIpeJieNiax HOPMBI.

IIponomxenne @II mocne 5-TM neT € pa3BUTUEM
PE3UCTEHTHOCTH K BaJIBIIPOATaM, MIPUCOCTUHEHUE
MHOIIATUYECKOTO CHHAPOMAa M CHIDKEHHE KOTHUTHBHBIX
(GyHKIMHA ~ TO3BOJWIO  BBICKAa3aTh  NPEATIONIOKEHHE O
BO3MOXXHOCTH HalMuus y OONBHOM MHTOXOHIPUAIBHOM
maronoruy, a uMeHHo cuHapomMa MELAS, uro morpeboBa-



JIO TpPOBENEHHs psifa AONONHUTEIBHBIX HCCIIEAOBaHMH.
[Tpu anexrponeiipomuorpaduu mposenenHoi B HIUIT u JIX
BBISIBIIEH MEPBUYHO-MBIIIEUHBIH TUI MOpPaK€HUs B BHJE
YMEHBIIEHUS JUINTEIbHOCTU MOTEHIMANa JIBUTATENIBHBIX
eauHul] Ha 30-35% 1 CHUKEHUS UX aMIUIUTY/bl C HOPMaJbHOM
CKOPOCTBIO TPOBEACHHS 110 IepUPEepUYECKHM HEpBaM.
IIpu nosropoHom BOM mnaronoruu He BbIsBIeHO. B SVS
naboparopuu mMeHun B.M. CaBuHOBa ropoja Ajmathl ObLia
omnpenieNeHa KOHIEHTpalus JeNakuHa B KPOBHU O MpueMa
npenapara- 86, 98 Hr/mn um 4epe3 2 wyaca Iocie IpHeMa
npenapara -113, 61 ur/mu npu Hopme 50-100 ur/mi. B Ipusar
KJIMHUKE ropofa AJiMarbsl OBUIO OINpPENeseHO CoAep)KaHue
MOJIOYHOM KHCJIOTHI Hartomak - 3,1 MMOb/JI, IpH HOpME 10
1,7MMonb/a. Beul BICTaBleH IpeABapUTEIbHBIA JHarHO3
cungpom MELAS, nenakuH 3aMeHEH Ha KeMIpy, BBEICH
kooH3uM Q10, KapHUTHUH, BUTaMUHBI TpyIsl B, Butamun E,
JIUeTa ¢ OrpaHUYEHHEM IpHeMa YIVIEBOJOB, PEKOMEHAO0BaHO
MIPOBEAECHNE TeHETHUECKOro 00CIe0BaHUsL.

Takum 00pa3oM, B NPENCTABIEHHOM HaMU KIMHUYECKOM
ciyyae 'y pebenka HaOmonanuch mnpocteie  DII, s
pOoQHITAKTHYECKOTO JICYEHHUS KOTOPBIX OBbIJI HA3HAYEH JIeTIaKuH
C JJIUTENIbHBIM IPUEMOM Ha MPOTSKEHUU HECKOJIBKHUX JIET
HECMOTpsI Ha HaJIMuue (hapMakope3ucTeHTHOCTH. [IpuHIMast Bo
BHUMaHHE OTCYTCTBHE YETKUX JI0Ka3aTenbCTB 3P heKTHBHOCTH
NpOoQUIAKTHYECKOTO IMPUMEHEHHS aHTHKOHBYJIBCAHTOB Yy
nereii ¢ ®OI1, Ha3HaYeHUe NenakWHa B JaHHOM Cilydae ObLIO
HeuenecooOpaszHo. Tak o IuTepaTypHbIM JaHHBIM JJIUTEILHOE
NPUMEHEHHEe JeNakuHa U 0apOMTYpaToB CyLIECTBEHHO
yCyryOiseT TedeHre MUTOXOHIPHAIbHBIX 3a00eBaHui, TOPOi
IPUBOJA K MPOrPECCUPOBAHMIO MATOJIOTHMUECKOTro Ipolecca
[4], uTo M MpOU30ILIO B HAlIEM KJIMHUYECKOM CIIydae.
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PE3IOME

®DeOpuibHBIE CYIOPOTH HEPEOKO MOTYT OBITh IEpPBBIM
CHUMIITOMOM MHTOXOH/IPHAJIbHBIX 3a00JIeBaHUH Yy JAETel, 4YTo
3HAYUTEJILHO 3aTPYIHSET CBOEBPEMEHHYIO JIMarHOCTHKY
W Hayajlo MaTOTeHEeTHYEeCKOro JiedueHus OOJIe3HH, a MOpoil
oOycnaBinMBaeT IPUMEHEHHE IIPEenaparoB  yXYILIAOLIHX
TEYEHHUE U MPOTHO3 3a00JIeBaHUS.

KiroueBble c10Ba: cyqopory, Tepanusi.

SUMMARY
Febrile seizures can often be the first symptom of
mitochondrial disease in children, which greatly complicates
the timely diagnosis and early treatment, and sometimes causes
the use of drugs worsen the course and prognosis of the disease.
Keywords: convulsions, therapy.
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CJIYYAH MIIEMUYECKOI'O HHCYJbTA KAK MPOSIBJIEHU S
MUTOXOHIPUAJBHOM SHIE®PAJIONATHHA Y BOJBHOI'O MOJIOJIOIO

BO3PACTA

Kap6o3oBa K.3., JIynenxo H. JI.
Kagheopa nesponocuu ¢ kypcom meouyunckoul eenemuxu,
Keipevizckas Tocyoapcmeennas Meouyurnckas Akademus umenu UK. Axynbaesa,
2. Buwxex, Kvipaviscman

PacnipocTpaHeHHOCTh MHCYABTa B MOJIOZIOM BO3pacTte (110
45 ner) cocrasiser ot 2,5 1o 10% Bcex ciyuaeB HapyIIeHUIH
MO3TOBOTO KPOBOOOpAIICHHUSI ¥ TPOJOKACT YBEITHYHBATHCS
[3, 4]. Y manmeHTOB MOJNOIOTO BO3pacTa HanOOIEee YaCTHIMU
MIPUYNHAMHI Pa3BUTH UIIEMUYECKUX COCYIUCTHIX HapPYIICHUI
SBISIOTCS:  QHOMAQJIMU  [EPEOPOBACKYISIPHOM  CHCTEMBI,
JIUCCEKIIMs, KapAualbHas TMAaTOJIOTUS MHUTPCHb, ICHEKTHI
koaryssinun, ADJIC, [2].

3a 5 mocnmemHUX MECSICB B OTACICHUU HEBPOJOTHH
Nel  HamuonansHOro rocnutaiast npd  MuHUCTEpCTBE
3npaBooxpanennst Kwipreizckoir  Pecryomukun  (HITM3KP)
nonry4aro yieduenne 608 6onbHbIX. [Ipon3Benen ananus 46 (7.5)
UCTOPUI OOJIC3HHM MAIMEHTOB, MEPCHECHINX HIIIEMUYCCKHIA
HHCYINBT, U3 HUX 4 (8.7%) Mononoro Bo3pacra (70 45 net no
BO3). B Tabnwme 1 mpwBeIcHBI MOATHITBI HIIEMHYECKOTO
WHCYITBTA.

IIpencrasisem HCTOPUIO Oomne3Hu TaIIEHTa,
TOCTIMTAIM3UPOBAHHOTO C  [E€PBOHAYAIBHBIM  JTUATHO30M
OCTpo€ HapyImieHHe Mo3roBoro kposooOpamienus (OHMK),
y KOTOPOrO HCTHHHYIO NPHPOLY 3a00JeBaHUS YIaloCh
YCTAQHOBUTH TOJBKO TIPH JAWHAMUYECKOM HAOJIOICHUH |
CHEUHUATLHOM JIOTIOJTHUTEIILHOM 00CIIC/JOBaHNH.

Taoauua 1.

[TonTun wHCYABTA Yucito 60IbHBIX B %
ATepoTpoMOOTHYECKHIA 32 69,5
JlakyHapHbIi 6 13,04
I'emopeonoruueckuit 3 6,5
Kapanosmbonnyeckuit 3 6,5
MuTOXOHAPUATBHBIN 1 2,2
Backynur 1 2,2
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