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HEBPOAOIMYECKUE NPOABAEHU4
MUTOXOHAPUAABHbIX 3ABOAEBAHUIN'Y AETEU

Pestome. B cmamve paccmampusaemea duaenocmu4eckas aKkmyanibHOCMbs PAHHUX NPOAGACHUL NOPAdICEHUS
HepBHOll cucmembl npU MUMOXOHOPUANbHBIX 3a60neeanusx. TIpueodumces areopumm duasHocmuky u mepanuu.

Karoueevte caosa: Mum0x0H6puaﬂbHaﬂ namoaocus, nopajceHue HepBHOﬁ cucmemol, 1e4erue.

Mutoxonapuanbubie 6one3nu (MbB) y mereit (kak
MEePBUYHOTO, TaK U BTOPUUYHOTO XapaKTepa) SBISIOTCS
OTHOM U3 BaXKHEUIITNX MEXAUCIUTIIMHAPHBIX TTPOOJIEM B
coBpeMeHHoI nnenuatpuun. Kak ussectno, Mb — rpymnmna
MaTOJIOTUYECKUX COCTOSIHUM, 0OYCTOBIEHHBIX KJIETOU-
HOW 5HEPreTUYEeCKOM HEJOCTATOYHOCTBIO N3-3a Hapylle-
HU OMOXMMUYECKUX MPOIIECCOB B MUTOXOHIPHUSIX, THE
MPOUCXOIAT MPOLECCHl OKUCIEHUS XUPHBIX KUCIOT U
¢dochonunumaoB, BHIIOJHIIOIIMX BaXKHYIO POJb B paboTe
TOJIOBHOTO MO3ra, Cepalla, CKEeJeTHON MYCKYJIaTypbl U
neyeHu. CTalo BO3MOXHBIM BbIIEJIEHUE 0CO00i IPYIIITbI
MeTa00aAMYeCKUX (MUTOXOHAPHUAIbHBIX) KapAMOMUOIIa-
TUI Y I€TeM, paCIIPOCTPAHEHUE KOTOPBIX YBEJIUUMBACTCS
C KaXIbIM TOJOM.

B HacTos1iee BpeMst onucaHo 0koJi0o 40 KIMHUYEeCKUX
¢opM MB, 1151 KOTOPBIX U3BECTHBI MOJEKYJISIPHO-TeHE-
TUYECKUI M OMOXUMUYECKUI T1eDEKT B MUTOXOHIPHUSIX,
a TaKxKe OCHOBHOM TUT HacjienoBaHUusl. OCHOBHbBIE MU-
TOXOHJpHUaTbHbIE 3a00JI€BaHUS CBSI3aHBI C TOUSUHBIMU
myTauusmu saaepHoit JHK m HacinegyloTcsa mo marte-
puHckoit tuauu (MERRF, MELAS, NARP, MNGIF),
JIpYTue XKe 00YCIOBICHBI IS UMY WU AYTITUKALIUSIMU
(KpynHBIMU niepecTporikamu MuToxoHapuaibHoi JIHK),
HOCAT CMOPaANYeCcKUii XapakTep U He MmepeaatoTcs mo-
TOMCTBY.

HeoOxonumbIM ycaoBUeM pa3BUTHUS MUTOXOHIAPU-
aJIbHOTO MYyTHU SIBJISIETCSI nucOalaHc OeJIKOB ceMeicTBa
Bol-2, BbicBOOOXAEHUE MUTOXOHIAPUM nUuToxpoma C
(Apaf-1), popmupoBanue amontocomsl (cytC + Apaf +
AT® + npokacnasa 9) u aktTuBauus kacna3 9 u 3. [ToBbI-
LIeHUe 3KcTpeccuu B HelipoHax nutoxpoma C u Apaf-1,
akTUBHOCTH Kacrma3 1, 3 u 0 CBUAETEIbCTBYET O pa3BUTUU
Kacmnasz-3aBUCMMOTO MUTOXOHIPUAJIbHOIO MYTH.

[IepBrie cumnTomMbl MbB HocIT HecnenudUuIecKuit
XapakTep, YTO 3aTPYAHSIET UX PAHHIOIO IMarHOCTUKY. Y Ma-
JIEHbKMX JIeTei 3a001eBaHe HAUMHAETCS C OTCTaBaHMS CTa-
TUKO-MOTOPHBIX (DYHKIIMIA U/WITH TICUXOPEUYEBOT0 Pa3BUTHSI,
MOSIBJIEHUS CJ1a00CTH, YTOMJISIEMOCTU, AUCKOOPIAUHALIMA
nBrxkeHuil. KinnmHuueckasi KapTuHa 3a0oieBaHuUs Y AeTeit
MpUOOpPeTaeT YePThl TaK Ha3bIBAEMOI MUTOXOHIPUATbHOMU
sH1edanomuonatiu. Ha ¢poHe MbliIeuHO ¢/1a00CTU U T -
MOTOHUU, HU3KOI NMePEHOCUMOCTH (HU3UUECKUX HATPY30K
HaOII0JAI0T MPUCTYIIBI CY10POT, MUOKJIOHUYECKHUE MOJePTU-
BaHUsI, MUAJITUU. Y IETEH CTapIlIero BO3pacTa peruCTpUPYIOT
MPUCTYITI MUTPEHU, TOJIOBOKPYKEHM S, UHCYJIBTONOA00HbIE
3MU30/1bI, BO3MOXHBI ITO3 M 0TAIEMOIUIETHS. XapaKTepHbI
MOpaXeHHUs CepPAeYHO-COCYIUCTON CUCTEMBI, BCTPEYAIOTCS
pexe, HO TakKe BeCbMa PaclpOCTPAHEHbI CHUKEHUE 3pe-
HUS$I, CJTyXa, SHIOKPUHHBIE PACCTPOIICTBA.

Ha ocHOBaHUM TUTEpaTypHBIX JAHHBIX U COOCTBEHHBIX
HaOJTI0IeHU A Mbl PAaHXMPOBAJIM 10 YACTOTE BCTPEYAEMOCTHU
(B mpolIeHTax) MOPaKeHUs Pa3TMUYHbIX OPTAaHOB U CUCTEM
npu Mb.

KnnHuyeckue nposiBieHUS MUTOXOHAPUATbHBIX 3a-
0osieBaHUIA:

1. [TopaxxeHue HEpBHOI CUCTEMBI C PA3BUTHUEM PECITU -
PaTOPHOTO U HEUPOAUCTPECC-CUHAPOMOB, HApYILIEHUS
MCUXUYECKOTO U CTATUKO-MOTOPHOTO Pa3BUTHSI C perpec-
COM NPUOOPETEHHBIX HABBIKOB, Pa3BUTUEM MUOKJIOHUYE-
CKUX CYA0POT, aTaKCUU, CTTACTUYHOCTH WU aTOHUU, MITO3a
Y Hapy>XHOI 0(TaabMOIJIErMU, TOJOBHOI 00U, FOJIOBO-
KpYXEHMUSI, F’eMMAHOIICUU, UHCYJIBTOIOA00HBIX STTU30/10B,
nepudepudeckoil Heliponatuu, nape3os — 100 %.

2. TlopaxeHue cepalla B BUAE TUMEPTPODUICCKOM
WJIM AUJIATAllMOHHONW KapAuoOMUOTaTUu, 6JIOKa bl Mpo-
BOAsIIIEH cucTeMbl cepana, aputMuu — 80 %.
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3. MuonaTonogoOHbI CUHAPOM (B TOM YHCJIE He-
MepeHOCUMOCTh (PU3UUYECKON HAarpy3ku) ¢ YCUJEHUEM
MBIIIEYHOU C1a00CTU, MOSIBJIEHUEM PBOTHI U TOJOBHOM
0011, MUAJITUU, MbILLIEYHAs cJ1a00CTh C TUIIOTOHUEH U
arpodueit M — 78 %.

4. CHUXEHME cllyXa CEHCOHEBPAaJIbHOTO MPOUCXOXK-
nenus — 70 %.

5. Hapyiienue 3peHus1 — NMUrMeHTHas JereHepanus
ceTyaTKu, KaTapakTa, TOMyTHEHHUE POTOBULIbI, aTpodust
3pUTENbHBIX HEPBOB — 73 %.

6. IMopaxeHne MeyeHU — HapyleHUsT GYHKLIUU C
MPOTPECCUPYIOIIUM yBeIUYeHUEeM IeyeHu, ¢pudbpo3om
1 pa3BUTHEM IEYEHOUYHON HEZOCTATOYHOCTH — 65 %.

7. DHOAOKPUHHbIE HApylIIEHUsS — 3aAepXKU PocTa,
KOCTHOTO BO3pacTa U MOJOBOTO CO3peBaHMsl, TUIO-
TJIMKEMUWH, caXapHbIil U HecaxapHbIil nuadeT, AedULUT
ropMoOHa pocTa, TUIOTEePeo3, TUIoNapaTupeos, rurmne-
paibIOCTEPOHU3M, TUIOTaaMO-TUnodu3apHas Helo-
CTAaTOYHOCTh — 64 %.

8. ZKenynoyHo-KuUIlIeUHbIE paCCTPONCTBA — MTOBTOP-
Hbl€ PBOTBI, 0OCOOEHHO MocJje GHU3NUYECKON Harpy3KHu,
alleTOHeMUYeCcKUe COCTOSIHUSI, TIepuoanyecKas auapest
C MpuU3HAKaMM HEJOCTATOYHOCTH MOJKEeTYA0UYHON Ke-
ae3bl — 60 %.

9. [MopakeHue MovyeK Mo TUMY cuHapoMa ae ToHu —
Heope — ®ankoHu (phocdatypus, TIIOKO3YpUST, AMUHO-
amunypust) — 45 %.

CxeMa KJIMHUYECKOTO oOcaenoBaHUs OOJbHBIX
neTeil ¢ momo3dpeHueM Ha Mb BkiloyaeT: OlLlEHKY
¢dusnueckoro pa3BuTUs, UCCIeIOBAHUE COCTOSHUS
BHYTPEHHHUX OpPraHoOB (IMOJIHOE KapAUOJOTMYECKOE
o0ce0BaHMe U IP.), SHAOKPUHOJIOTMYeCcKoe obcieno-
BaHMeE, aHAJIMU3 TICUXOPEUYEBBIX U MOTOPHBIX (PYHKIINIA,
u3yyeHue HeBpoJioruuyeckoro craryca, nanisie HCT,
axosHuedanockonuu (DxoDC), 3J1eKTPOHEHPOMHUO-
rpacduu, KOMIbIOTEPHOTO TOMOTpauUecKoro u/uiun
MarHUTHO-PE30HAHCHOTO UCCJeJ0BaHUS TOJOBHOTO
Mo3ra (1o moka3zaHusM), odTaibMoJOTUUYECKOe 00Ce-
NOBaHUE, OLIEHKY CIyXa.

OCHOBHOI OMOXUMMYECKUI MPU3HAK MUTOXOHIPHU-
aJIbHOM TUCHYHKUIMU — JIaKTaT-alua03. [unepaakraum-
JIeMUsT OOBIYHO COUeTAaeTCs C TUTIePIIMpYyBaTallMACMUEI.
bosiee cTaOUIBbHO BBISIBJASIETCS BHICOKOE COAEPKaHUE
MOJIOYHOM M MUPOBUHOTPATHON KUCIIOT B JIUKBOPE.

J171st o0OHapy>KEeHHUSI TTOBBIIIIEHHOTO YPOBHSI MOJIOYHOI
KMCJIOTHI B KPOBM: IVIIOKO30TOJIepaHTHBIN TecT (1,75 r/Kr
Macchl), ¢pu3nueckasi Harpy3ka, BpeMeHHOE rojiojlaHue.
WNmeeT 3HaueHUe onpesiesieHue COOTHOIIEHUSI KOHLIEH-
Tpaly MOJIOYHOI ¥ TMPOBUHOTPAJHOMN KUCJIOT B KPOBU.

[ToBbIllIeHWE B KPOBU KETOHOBBIX TEJI C YBEIUUCHUEM
COOTHOIIEHUST 3-TUAPOMAKCHUMAC/SIHON U alleTOYKCYC-
Ho¥t kuciort (Bbite 3 mpu HopMme 1—3). list 3a0osieBaHuUiA,
CBSI3aHHBIX C HAPYLIEHUEM TPAHCMOPTA U B-OKUCIEHUS
KUPHBIX KUCJIOT, XapaKTepeH HU3KUIl YypOBEHb KETO-
HOBBIX T€JI B KPOBM MPU HaJIWYUM JIaKTaT-allua03a u
TUTIOTJIMKEMUU.

Ho Bce xe sHIIedanmoKapauOMUOIIATUST SIBISIETCS
MposiBIeHueM MHOTUX MbB 1 MUTOXOHApHATbHBIX CHH-
JIPOMOB.

Knaccuyeckumu cuHaApoMaMu, CBSI3aHHBIMM C MU-
TOXOHIpUATbHBIMU 3a00JIeBAaHUSIMU U MaHUGDECTHOM
MaToJIOTUE HEPBHOM CUCTEMBI, ABJISAIOTCH CIEAYIOLINAE
CUHJIPOMBI:

1. MELAS — Mytochondrial Encephalopathy, Lactat-
acidosis, Stroke like-spisodes (MuTOXOHIpUaNbHas
sH1edanonaTus, MUOIATHS, JIaKTaT-allu103, UHCYJIb-
TOTIOAO0OHbBIEC SMU30/IbI).

2. Syndrom T. Kearns — G. Sayre (KepHca —
Ceiipa) oftalmoplegy externe pigmentosa retinitis,
atrioventricularis bloscade cardia.

3. NARP — Neuropathy, Ataxy, Retinitis Pigmentase
(HeBpomaTus, aTaKCUsI, MUTMEHTHBINA PETUHUT).

4. MERRF — Myococlonic Epilepsy with Regged
Red Fibres (MMOKJIOHYC — 3TIMJIETICUS C pa30PBAHHBIMU
KPAaCHBIMU BOJIOKHAMM).

Menee MaHUGbECTHBIMU TIPOSIBJIEHUSIMU TTaTOJIOTUH
HHC gasastorcs cienyomue Mb:

1. Cunnpowm [Mupcona — Mappoy. Benymmmu KnnHu-
YEeCKUMU MPOSIBJICHUSIMU Y JIETE SIBJISIIOTCSI OTCTaBaHUE
B (hm3nuecKoM pa3BUTHUM, dHIIeaToONaTHs, cTeaTopes,
KOJIUT, TPOMOOIIUTOTIEHUS U CYIIIeCTBEHHOE HAapyIIeHHe
(GYHKIIMY TTOIXKETYTOYHON XKeJle3bl U cepala.

2. Cunapom MNGIE (MuoHeBporacTpoMHTECTH-
HaJibHbIE paccTpolicTBa u aHIedanonatus). OCHOBOK
CHHJIpOMA SIBJISIETCST IMMATOJIOTHS KeJIyIKa, TOIKeIy109-
HOW >KeJie3bl, KUIIeYHNKA B COYETAHUU C CUHIPOMOM
sHI1edaIonaTUN.

3. Cunnpom DIDMOAD (diabetis insipidus, diabetes
mellitus, optic atrophy deafness) — sHuedanomuonarus,
MeTaboanuecKass KapaAuOMUOIIaThs, CaXxapHbIi 1 Heca-
XapHBI 11abeT, aTpoGbust 3pUTEITbHBIX HEPBOB, TIIYXOTa.

Boiensitor u ipyrue, pexe BCTpedaeMble B IPAKTUKE
JIETCKOTO HEBPOJIOTa MUTOXOHApUATbHBIC 3a00JIeBaHUS,
MPOSIBJISTIONINECS TAKXKE MPEUMYIIECTBEHHO MaTOJIOTHEe
HepBHOM cucteMbl: LHON — HacnencTBeHHasI HEBpoOIIa-
TOJIOTHSI 3pUTENIbHOTO HepBa Jlebepa; HeKpOTU3UpyIolast
sHuedamommonarus (6one3ns Jles — G 31,8 mo MKB).

71 HEBPOJIOTOB MHTEPEC MPEACTABISAIOT CUHAPOMBI
MELAS u Kepnaca — Ceiipa (Hauboyee SIpKO JeMOH-
CTpUpYIOLINE BOBJIEYEHNE B MATOJOTMYECKUI TpOIece
MOTIEPEYHOITOJIOCATBIX MBIIIII, MO3Ta 1 Ceplia).

OnDHUM U3 XapaKTEePHBIX MPU3HAKOB MOBPEXICHUS
Mosra npu MELAS-cuaapoMe SIBIsIeTCS HAJIMIME CTaphIX
M CBEXUX 04aroB MHGapKTOB. TUTTMUHBI TaKkKe aTpodust
KOpPHI ¢ GOKaTbHBIMU MTOBPEXICHUSIMU B BUIIe HEKPO3a,
r1Mo3a, MUKpOKUCT. OUueHb BaXHBIM HeHpOBU3Yyasu-
3alIMOHHBIM TE€CTOM SIBWJIACH KaJbIIMHALIMS 0a3aTbHBIX
TaHTJIMEB, MPEUMYIIECTBEHHO BOKPYT COCYIMCTHIX
CTUIETEHU.

K xapIuoOHEBpOJOTUIECKUM TMPOSBICHUSIM OT-
HocsaTcs cuaapom Kepuca — Ceiipa, 00ycIIOBICHHBIM
KapHUTUHOBOU HETOCTAaTOUHOCTBIO, TIPOTPECcCUpyoIIas

N¢ 5(51), 2012

www.neurology.mif-ua.com 27



OpHruHaabHbIe nabaroaeHnsa /Original Observations/

NJ)

HapyxHas opTalbMOMNJETrusl, aTPUOBEHTPUKYJISIpHAs
0J0Kaza ¢ pa3BUTUEM XM3HEYIPOXKAEeMbIX HApYILIEHUI
CepAeyHoro puTMa 1Mo TUNYy NpUCTynoB Mopranbu —
Anamca — Crokca, CUHIPOM CJ1abOCTH CUHYCOBOTO
y3Ja, AujaTallMoOHHas Uiu runepTpoduueckas Kapamo-
MUOIATUsI, aTaKcusl, OyJIbOapHbIA CUHIAPOM, CHUXKEHUE
WHTEJIeKTa, MUOKJIIOHUMU, MMOJMHEBPONaTus, OTCTaBa-
HUE B POCTE, CKeJeTHble aHOMAaJUu, HeipoceHCcopHas
TYro-yXOCTb, TTOBBbILLIEHWE YPOBHS JIaKTaTa U MUpyBaTa
B KpOBU, B JMuKBope, DMI — mepBUYHO-MBbIIIEUHbIE
HapymeHus, KT — atpodust KOpbl roJIOBHOTO MO3ra, B
TSDKEJIBIX CITyvasix JelkoaHUedanonaTus, Katbuduka-
Thl 023aJIbHBIX TAHTJIMEB.

I1To3 aBAsieTcs paHHUM U HanboJiee TUMTUYHBIM CUM-
NTOMOM, KaK IpaBUj0, OH CUMMETPUYEH 1 OniaTepaseH.
B nanpHelinmemM MeQJeHHO pa3BHUBAETCS OTPaHUYEHUE
IBWXXEHUI Ti1azHbIX S10JIOK L0 IOJHON HapyXHOU od-
Tanbmoruieruu. CnycTs HECKOJIbKO JIET MPUCOeAUHSIeTCS
KapIMOMUONATUYECKUI CUHIPOM, KOTOPbIi UMEET TeH-
NEHIUI0 K HEYKIIOHHOMY MPOrpecCUpOBaHUIO: TTPUCO-
enHsIeTcs1 aTpodus pyK, a 3aTeM U HOT, T.e. MUOIaTus
pa3BUBaeTCs CBepXy BHU3!

B nanHOI1 paGoTe Mbl aHAJIM3UPYEM HE TOJIBKO JIN-
TepaTypHble, HO U COOCTBEHHbIe naHHble o Mb. Hamu
Ha poTsKeHuu 15 et Habmonanuch 30 aeTeit, U3 HUX:
MELAS — y 14 neteii (B Bo3pacte oT 5 10 14 neT, Majib-
yukoB 10, neBouek 4); cunapom Kepuca — Ceiipa — y
S meteii (4 MmanpunKka U 1 geBoYKa B Bo3pacTe oT 6 1o 10
net); MERRF — y 5 nereit ( B Bo3pacte oT 4 10 12 jer,
4 manpuuka, 1 neBouka), NARP — y 2 nereii (B Bo3pac-
te ot 10 1o 14 ner, 1 manbuuk, 1 geBouka), MNGIE — y
3 manpbuunkoB (3,5 u 7 net). Slnpom MELAS-cunapoma
ObLIM KaK TMpexoasiiiue, TaK U CTOMKWE HapyLIECHUS
MO3TOBOTO KpOoBOOOpalieHusi (MHCYIBThI) KaK B liepe-
OpajbHBIX, TAK M CITMHAJIBHBIX COCYAX, a TAKXKE CUHIPOM
HIIEe(PaTOKaApIMOMUONATUH.

TiiaTenbHBI KIMHUYECKUI aHanu3 y 14 meteii mo-
Kaszai, 4To B ynctoM Bune MELAS-cuHAPOM BO3MOXKHO
OBLTO 3aMOIO3PUTH B 6 citydasix. B To xke BpeMs y ocTajib-
HBIX 8 OOJIbHBIX TpeboBajach JINTeIbHAST TuddepeH-
LIMaJbHasl AUATHOCTUKA. Y 3TUX OOJIbHBIX M3HAYaIbHO
BEAYLIMM CUHIPOMOM OblJIa MbILIIEUHAast CJIabOCTh, 3aTeM
MHUOTIATUYECKUI CUHAPOM, IMPOTEKABIIUI COUYETAHO C
9HIIeaTonaTUYECKUMHU TTPOSIBJICHUSIMU (TOJI0OBHAS 00JIb,
roJOBOKpYXEHHUE, cepauedbuenune, Npexoassuinue nape-
CTe3uu U ap.), a 3aTeM BodHuKaiu [THMK u uHcynbThI.

[TonoOHbBIE KIMHUYECKHUE TTPOSIBJIEHUSI COMPOBO-
KJIAJIMCh OTpeleIeHHBIMU OMOXUMUYECKUMU MUTO-
XOHApPHUAJIbHBIMU MapkepaMu. B yacTtHocTH, Yy 60Jib-
muHcTBa 60abHBIX ¢ MELAS-cuHIpoMoM BhisiBIeHa
onpeaeaeHHast TUTTOTJUKEMUS, YBEIUUEHUE MOJOUYHOMN
(2,21-2,89 mmonb/n nipu Hopme 1,0—1,7 mMosb/n) u
nupoBuHorpaaHoir kucaot (0,12—0,17 MmMoab/n npu
Hopme 0,05—0,09 MMoab/J1), 0COOEHHO XapaKTepHBIM
ObLIO YBEJMUEHME JIaKTaTa MOCjae HArpy3KM TJII0KO30i
no 2,51—4,1 mmouns/n (ipu Hopme 0,9—1,75 mmonb/n)

u nupysata 10 0,15— 0,27 mmons/n (npu Hopme 0,05—
0,1 mmonb/n) (MccnenoBanus nmposoauauck B MI'L J1o-
HELIKOI 00J1acTu).

M Bce xe cuHIpoM 3HIE(ATOMUONATUN SBISICTCS
0a3MCHBIM, K HEMY MPUCOEANHSIOTCS (MJIM BO3HUKAIOT
CaMOCTOSITEJIbHO) APYTUeE, HO YK€ COMaTUYeCcKue Mpo-
siBJieHUsI (pBOTA, TCEBI0AIIETOHEMUYECKME COCTOSIHUS,
TJIOXO¥ anreTuT, HapyllieHue puTMa cep/lia, MoxyjaeHue,
00Jb B XkuBOTe 1 Ap.). Ha dhoHe mMomoOHBIX COCTOSTHUIA
U pa3BUBAIOTCS Yy NEeTel MpPeXoasinue Uiu CToOlKue Ha-
pYIIEHUS MO3TOBOTO KPOBOOOpAIIIEHUS.

JleueHne MUTOXOHApPUATBHEIX 3a00JIeBaHUI 0a3u-
pyeTcsi Ha MaTOreHeTUYeCKOM Teparnuu siapa mogo0HbIX
0o0sIe3HE U CUMIITOMATUYECKOM Tepanuu HEBPOJIOTUYE -
CKMX, KapJAUOJOTUUYECKNX, MBIIIIEYHBIX U Psila COMaTH-
yecKux nposipieHuit Mb.

JleueHue HauUMHAETCS ¢ PEKOMEHIALIMU COOJTIOCHU S
pexuma MUTaHUs, UCKIIoYaoed TIUTelbHbIE MPO-
MEXYTKM MEXIy MpueMaMu MuIiud. JleTu He JOJIKHBI
WUCTBITHIBATh TOJIOAA. B MuUIlleBOM paniMoHe CHUXAIT
norpebaeHue Xupos (10 15—20 % 1o KamopuiiHOCTH) 1
MTOBBIIIAIOT KBOTY YIJIeBOAOB (> 60 % 10 KaJIOpUITHOCTH).
B ocTpom mepuone MCIONB3YIOT YacTOe KOPMJICHUE,
O0MJIbHOE TIUTHE C JTOTIOJTHUTEIbHBIM, B TOM YMCJIE Ta-
paHTepaIbHBbIM, BBEJCHUEM TTIOKO3HI.

JleyeHre MUTOXOHIPHATBLHBIX 3a00JIeBAaHUI U NX HE-
BPOJOTMYECKUX MPOSIBIICHUI 6a3upyeTcs Ha TPUHIIMITAX
MaTOTeHETUUYECKOM U CUMITTOMATUYECKOM Teparuu.

O06s3aTeIbHBIM SIBJISIETCS HAa3HaUeHWe TpernapaTos,
HaIpaBJIEHHBIX Ha KOPPEKIIUIO SHEPTeTUIECKOTO Jie-
dexra: kapHusab 0,5 mi 3 paza B CyTKU (3KBUBAJIEHT
L-xapuutuna) — Kypcamu mo 1—3 Mecsiia, KOOH3UM
(kymucaH, HoOeH 5—10 ka. 2 pa3a B cyTku — 1—3 Mecsimia
C TIOBTOPEHMWEM); TTpeTapaThl, ComepKairue HUKOTUHO-
BYIO KHCIIOTY (OUTO(GJIaMUH, HUKOTUHAMUI), a TaKXKe
KOMILIEKC ¢ OeHpoTnaMruHOM (MUJIbraMMa).

[Tpu BO3HUKIIEH cOUeTaHHOW KapaAUOHEBPOJIOTNYE -
ckoit matonorun — HeoToH 50—100 Mr B/B B coueTaHUU
¢ TnorpuaszoauHom 1,0—2,0 B/m Ne 10.

[Ipu BO3BHUKHOBEHUU MHCYJIbTa — CYJTONEKCU
300—600 eguuun B/B Ne 5—10 ¢ mepexoaom Ha ero me-
pPOpaTbHBIN TIpUEM.

AHTUKOHBYJIbCaHTHI — Kemripa (cupor 0,3 MJI/KT uin
10 mr/xT B TabNeTKAX).

IIpu MERRF-cunnpome — kenmpa (+ KapHUIb +
KOBH3UM).

IIpu MNGIE 6a3ucHBIM mpenapaToM SIBISETCS
KpeoH (MaH3WHOPM), HO-IIITa peTapa + HelpompoTeK-
TOPHI.

Hamm 10-neTHre HaOM0aeHUS 32 TTOJ0OHBIMU CITyda-
SIMM TIOKA3aJId, 9YTO, HECMOTPSI Ha IOCTATOYHO CEPhe3HbIE
MPOSIBJIEHUSI MUTOXOHIPUAIBHOM TTATOJIOTUM (0COOEHHO
TocJie MepeHeCeHHOTo MHCYIIbTa), COCTOSIHUE CTaOMIIM -
3UpyeTcsl, HapyIIeH!WsI MO3KOBOT'O KPOBOOOpAIIeHUs He
noBTopsoTCcsa. ComMaTHyecKue MPOsIBAEHUS] CTAHOBSITCS
MeHee BhIpaXKeHHBIMU.
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OpHruHaabHbie Habmoaenna /Original Observations/

K coxxaneHnuto, HauboJjee TpyIHOKYpaOeIbHbBIM SBJISI-
ercst cunapom MNGIE, nmockonbky TpedyeTcsi cTporoe
CcOOJII0/IeHUE TUETHI.

U Bce xxe oTpuLIaTeIbHBIM MOMEHTOM TaHHOM ITPOOJIeMbI
SIBJISICTCS TOT (DAKT, UTO AMATHO3 CTABUTCS B TOT ITEPUO/I, KOT-
Ja 3a00J1eBaHue TIPUBEJIO K TPYOBIM HEBPOJIOTUYECKIM CUM-
ToMaM, U3-3a Yero JieueHue OKa3bIBaeT MEHbIINI 3(PhEKT.

CoBMeCTHbBIE YCUIUS TIeAMATPOB B PELIEHUU ITOM
npobsieMbl, 0€3 COMHEHUS, SIBJISIIOTCS TTePCIIEKTUBHBIMU
U BOCTpEOOBaHHBIMHU.
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NEUROLOGICAL MANIFESTATIONS OF MITOCHONDRIAL
DISEASES IN CHILDREN

Summary. The article deals with diagnostic value of early mani-
festations of nervous system diseases in mitochondrial pathologies.
Algorithm of diagnosis and treatment is presented.

Key words: mitochondrial pathology, nervous system disease,
treatment.
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