HAWUHUYECHKHUE HABNWAEHUA

SAvun MLA.', Yepnukosa 1.B.?, Apacaanosa JI.B.!, Illeskyn I1.A.'

'TAY Pocmosckoti o6nacmu «Qbaacmuoli KOHCyAbmamuero-ouazHocmuyeckuil yenmp», Pocmos-na-Zlony, Poccusi; *kaghedpa
Heeponoeuu u Helpoxupypeuu ¢ Kypcamu manyanrvhou mepanuu u pegparexcomepanuu OIK u ITTIC PI'BOY BO «Pocmosckuii
eocydapcmeenHulil meduyunckui yrusepcumem» Munszopasa Poccuu, Pocmoe-ua-Zlony, Poccus
1344010, Pocmog-na-Zlony, Ilywkunckas ya., 127; 2344022, Pocmos-na-Zlony, Haxuuesanckuii nep., 29

MutoxoHapuanbHag 3Huectanonarug
C MHCYNbTONOAODOHBIMH 3NU30AaMKU W NaKTaT-aUUA030M
(cungpom MELAS): KpuTepuu AHArHOCTHKM,
0C00EHHOCTH 3NUNENTHYECKUX NPUCTYNOB W NOAXOADI
K IeYEeHHI0 Ha NpPUMEpe KNMHUYEeCKOoro cnyyad

IIpusodumcs onucanue nayueHma c MUMOXOHOPUAALHOU SHYeparonamueli ¢ UHCY1bmonodoOHbIMU INU300AMU U NAKMAM-AUUI030M (CUH-
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The paper describes a patient with mitochondrial encephalopathy, lactic acidosis, and stroke-like episodes syndrome (MELAS). The features
of the course and therapy of epilepsy in MELAS are discussed. The disease is known for its late diagnosis when years elapse from the onset of
the clinical manifestations to diagnosis. The paper presents clinical criteria for the diagnosis of MELAS and the specific features of brain neu-
roimaging changes that allow identification of the disease at an early stage.
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MutoxoHapuaibHbie 60je3HU (MB) — Gosbias rerepo-
TeHHas IpyIa 3a00JeBaHMii, BO3HUKAIOLINX B pe3yJbTraTe re-
HEeTWYECKUX MYTALMil simepHoit nim MmutoxoHnpuanbHoi JHK
(MTAHK) ¥ mposBisiioliMxcs HapylleHUEM OKUCIUTETbHOTO
dochoprmpoBaHUs B MUTOXOHIPUSIX U BEIPAOOTKHN SHEPTUU B
KJeTkax. Beayuiymuy HeBpoJaoruueckumMu cuapomamu npu Mb
SIBJISIIOTCS SMWICTITUYECKUA, MO3KEUKOBBI, MUOTTAaTUUYECKUI 1
MOJIMHEeBpUTHYECKUIA [1].

Drnuiencus pazpuBaercs npuMepHo y 40—60% naimeH-
ToB ¢ MbB. Haubosnee yacTo onuchbiBaloTCSI MUOKJIOHUYECKHE
MPUCTYITbI, OTMEYAIOIINECS M30JIMPOBAHHO UJIA B COUETAHUSIX
¢ (oKaIbHBIMU (MOTOPHBIMU), TOHUYECKUMHU, KIIOHUIECKU-
MM ¥ TOHMKO-KJIOHHYeCKMMU [2]. YacTh MpOTUBOSIUIIEIITU -
YECKHUX IPENnaparoB, TPAAULMOHHO UCIIOIb3YEMBIX IIPU ITUX
BHMJIAX IPUCTYIOB, Mpu MB MOXeT 3HaUYMTEIbHO YTSKEISITh
coctosgHue mnamueHTa [3, 4]. Pa3zHooOpa3ue KIMHUYECKUX
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CUMIITOMOB, TSIKECTh TeUeHUST, 0COOEHHOCTH TePaITiy BbI3bI-
BAIOT TPYAHOCTY TIPU YCTAHOBJIEHUY JAMArHO3a U BeIEHWU Ta-
KUX OOJIbHBIX.

OcHo6HbIMU KAUHUYECKUMU Kpumepusmu duaenoza MELAS
saBisiiorest [5—7]:

* MaTepUHCKMIA TUIT HACIeIOBaHUS;

e Hayvaso o 40 Jer;

* HOpMAJILHOE TICUXOMOTOPHOE Pa3BUTHE IO 3a00JIeBaHUS;

* HeTIepeHOCUMOCTh (hU3NIECKUX HATPY30K;

® MUTPEHEINoa00HasI FoJIOBHAsI 00JIb C TOLIHOTOM U PBOTOIA;

® UHCYJIbTONMOI00HbIE SMU30/bI;

* sHIleasonaTus ¢ SMWICHTUISCKUMU TMPUCTYIIaMU

U/WU eMEeHIINeH;

* JlaKTaT-aluI03;

* pBaHbIe KPACHBIE BOJIOKHA B OMOTITaTaX CKEMETHBIX MBIIIILL;

* MIporpeccupyloiee TeyeHue.

[MpuBoaum ucTtopuio GOJE3HM MaLMEHTa ¢ CUHAPOMOM
MELAS.

Hayuenm A., 1990 2. poxcoenus, obpamuics 6 obracm-
Holl snunenmonoeuyeckuii yenmp (0I1]) na 6aze Obaacmmuoeo
KOHCYyAbmamueHo-duazHocmuveckozo yeumpa (Pocmoe-na-
Jlony) 6 anpene 2011 e. ¢ wcarobamu na yxyoduieHue cayxa Ha
06a yxa, NOGbIUEHHYIO MblUEYHYIO YIMOMAAEMOCMb, 3AMOPMO-
JceHHOCMb, nepuoduyeckyr (2—3 paza 6 Hedearo) UHMEHCUB-
HYI0 NYAbCUPYIOUWYIO 20108HYI0 001b, 601€€e BbIPAJICEHHYIO C1e8a,
CONPoBONCOAIOWYIOC MOWHOMOI, OAUMeENbHOCbI0 00 CYMOK.
Taxace becnokouau HeboAbWAS WAMKOCMb NpU X00bbe, Npo-
cmole 3pumenvHbie 2alnOUUHAUUY (Y8emHble Wapsl, NamHa),
deuyum maccot meaa. C 30 mapma 2011 e. cmano yxyowamo-
cs1 3penue, a 4 anpeas 3peHue noAHOCMbIO HAPYUIUAOCH. 3AKAI0-
YeHue OKyAUCma: KOpKogbvlii amagpos.

U3 anammueza uzsecmro, umo pebGeHOK poOuACs OmM Nepeoli
bepemenrHocmu @ cpok, podsl npomekaau 6e3 ocobenrocmeii. Ilepu-
00 HOBOPOJICOEHHOCMU U PAHHee NCUXOMOMOpPHOe pasgumue — Oe3
omkaoneHuii om Hopmol. CemeliHblil aHamue3 He OmAOuweH, POOuU-
meau He cOCMOAM 8 KPOGHOM podcmaee.

Cuumaem ce6s 6oavHvim ¢ 2004 2. (¢ 13 aem), Koeda Ha ¢o-
He cmpecca HAPYUWUACS annemum, NOSGUAUCH OMeKU Hoe, obuas
cnabocms, cayxogule earnroyurayuu. Jlewuacs c duaeno3om «obcec-
CUBHO-KOMNYAbCUBHOE PACCMPOLicME0». B meuenue 6 mec noayuan
mpugmasun, aumus KapooHam, AMUMPURMUAUH.

IIpu maenummuo-pezonarcroi momoepaguu (MPT), evinon-
Hennoll 6 2004 e., visenen eOUHUUHBII 04ae CNpasa 6 NpoeKyul
3a0He20 6edpa eHympeHHell Kancywl.

Co cao06 omuya, ¢ 2005 no 2009 e. y nhodpocmka omme4anucs
NoGbIUEHHAs YIMOMAAEMOCMb, OMeKU Hoe, dedhuyum maccol meaa.
2 mapma 2009 e. Ha ore nogviuieHus memnepamypsl meaa 00
39 °C 603HuKAU KamapanbHble CUMRMOMbL (Kauieab), HOCO80e KPo-
someuenue. Jleuuncs amoysamopuo. 10 mapma 2009 e. pesxo yxyo-
wuacs cayx (0cobeHHo nA0X0 pasauyan peus), NOSBUAUCH CAYX0Bble
eannoyunayuu, obussHoe catonoomadenenue. locnumanuzuposan 6
omopunoaapuHneonozuteckoe omaoenenue Llenmpanvroil copodckoii
6oavHuyst (LIT'6) Ne 1 Pocmosa-na-/lony.

Bo epema npebviganus 6 cmayuonape 6ecnoKOUAU CUAbHAS
201106HAs O0Nb MUSPEHO3HO020 Xapakmepa, Npocmbvie 3pumenbHble
2aNNOUUHAUUY 8 BUDE UGEMHbIX Wapo8, nsmeH. 15 mapma paszeun-
¢ eeHepanu308anHblil mounuko-KaoHuveckuil npucmyn (I'TKII).
Boinoanena MPT eonoenoeo mozea (puc. 1). boavhoii nepeseden 6
Heaponoeuyeckoe omoeneHue.

IIposedena nwombarvhas nyHKuus: yepebpoCnuUHAaAbHAA
acuokocms (LCXK) b6ecysemnas, npospaunas, 6erox — 0,099 e/a,
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KAUHUYECKUE HABNWAEHUA

Puc. 1. MPT 20106H020 mo32a 6 pexcumax T2 BU u FLAIR
(mapm 2009 e.). Onpedenstomes cummemputuibie o4azu NOGbi-
wenHoil unmencuenocmu MP-cuenana é Kopmuko-cyokopmu-

KAAbHbIX 0MO0enax 8UCO4HbIX 00aell 000UX NOAYULAPULL

yumos — 7 kaemox 6 1 mra (aumpouumor — 100%), enokoza —
2,0 mmonsv/n, xa0pudvt — 118 mmons/a. Ilpu uccaedosanuu I[CK
MemoOoM ROAUMEPA3HOU YEeNHOU PeaKyul 6biséaeH Upyc npo-
cmoeo eepneca (BIIT) 1—2-20 muna. Jlanusie ummynogpepmernm-
Hoeo anaauza I[CXK na BIII' 1—2-20 muna, yumomeeanogupyc,
supyc Inwmeiina—bapp ompuyamenvnvie. Ycmanoseien ouae-
HO3: 8UPYCHYLI IHYearum eepnemuyeckoll smuonoeuu. Ha gone
mepanuu (yugpau, Koneyaexc, nazarogepanr u op.) cocmosarue
00AbH020 YAVMUUAOCH (KYNUPOBAAUCH NPUCMYNbL, YMEHbULUAACH
201106HAs 001b, BOCCMAHOBUACA CAYX, YAYHUUAOCH 00Ujee camo-
yyecmetue).

Ilocae binucku npodoasican npunumams Kongyaexc 150 me u
naentogepan no 1 mabaremke 6 detb, 00HAKO COXPAHANUCH HOUHbLE
(6 3—4 v ympa) I'TKII ¢ wacmomoii do 1 paza ¢ 3 mec, pokanvHbie
HeMOmOopHble NPUCMynbl (3pUmendHble 2aNIUUHAUUN, HADYUeHUE
co3HaHus) 0o 4—5 paz 6 deHb.

B nosbpe 2009 e. camouyscmeue yxyouunocs: y4acmuaucs
npucmynwl 3acmoieanus, I'TKII, pazsuiucy npagocmoponuss ee-
MUAHONCUS, NPABOCIMOPOHHSAS NUPAMUOHAS HeOOCMAMO4HOCMb U
eemueunecmesusi. b eocnumanusuposan ¢ L[II'b No 1 ¢ duaeno-
30M: OCmMpoe HapyuleHue M03206020 Kpogoodpaujenus 6 bacceiine
n1e6oil 3adueil mo3eoeoi apmepuu om 28 nosops 2009 e. ¢ npaso-
CMOPOHHell 2eMUaHOncueil U nUpamuoHoll HedoCmamo4HOCMbH.
Mumoxonodpuanvras snyegaromuonamus ?

Ha ¢gpone mepanuu cocmosinue 6016H020 3HAUUMENbHO YAYHU-
wunoce. [locae svinucku 6bL10 peKkoMeHO08aHO NpoGedeHue aHanu-
30 HA YPOBEHb NAKMama u nUpyeama 6 Kposu, a maxice 31eKmpo-
Heiipomuoepaguu (DHMT). Jloza koneysekca noeviuera 00
300 me/cym, HazHaveH KyOecaH.

Ilocaedyrowue eocnumanuzayuu 6 mapme u okmsope 2010 e.
ObLaU 00YCA061€Hbl yHAUeHUeM INUANMUYECKUX NPUCMYN08, KAK
oKanbHbIX QUCKOCHUMUBHBIX, MAK U 8MOPUHHO-2eHEPANU308AH-
HbIX MOHUKO-KAOHUYECKUX, a MAKICe UHMEHCUBHOU eNceOHeBHOlL
20/106HOU 00ABIO, GbIPANCEHHOU 8 DOAbUUET CIMeNneHU 8 YMPeHHUe
yacsl. [1o OaHHbIM 8bINUCKU, 3AQUKCUPOBAHBL NPUCTYNbL YCUAe-
HUsL 20108HOI 60U, KOMOpble CONPOBONCAAAUCH MOULHOMOU, NO-
3bl86AMU HA PEOMY, Pe3Koll 00uwell c1abocmvio U NOGbIUEHUEM AP~
mepuanbHo2o 0agaeHus, unepemueil KoICHbIX nokposos. Ilpodon-
HcumenvHocms npucmynos — 00 5 4, nocae ue2o 0G0AbHOU OAU-
menvHoe pems Obli 3aMOPMONCEH, COHAUB.

Ilpu eocnumanuzayuu 6 oxkmsope 2010 e. npogedena epaued-
Has KOHpepeHyus u ycmanosaern OUaeHO3: XpPOHUUeCKUil eepnemu-
yeckuil peyuousuUpyrOuUll SHUepalum, Komopwli HeodXo0umo
dughgpepenyuposams ¢ cunopomom MELAS (puc. 2).



HAWHUYECHKUE HABNHWAEHUA

Puc. 2. MPT 2on06n020 mo3ea 6 pexcumax T2 BU u FLAIR (cen-
msaope 2010 e.). Buonwt ouae nogviuenroti unmencuenocmu MP-
CUcHaNa 8 KOPMUKO-CYOKOPMUKAAbHBIX 0MOeAax Ae6oli meMeH-

HOUL U 3amblLA04HOIL D0Aell, peepecc 04aea 8 NPasoil GUCOUHOU done

)
4}

Puc. 6. MPT 2on06n020 mo3zea ¢ pexcumax T2 BU u FLAIR (ok-
msaops 2012 2.). Buzyaauzupyromes maccughblii pyouo8o-ampo-
uueckuii npoyecc 8 00eux 3amvLAOUHbIX 005X, KOPMUKO-CYO-

KOPMUKAAbHbIE 04al 2AU03A 8 BUCOUHBIX 005X

Cocmosinue 6016H020 YXYOUIanoch, NOSGUAUCH NPUCMYHbL HO
Muny npagoCmMopoOHHUX 2eMUKOHEYAbCUU, HAOAHOAAUC INU300bL
HapyuieHus 3peHus orumenvrocmoro om 1 do 5 u, npocmole 3pu-
menbHble 2AANYUHAUUU, KYRUPOBABUWIUECS GHYMPUMbIULEHHbIM
seedenuem cedykcena (puc. 3). C gpespana 2010 e. noayuan kongy-
saekce 1500 me/cym, 3/4 mabaemku naenogpepana.

IIpu ocmompe nayuenm NOHUNCEHHO20 nuManus (macca me-
aa 39 ke npu pocme 168 cm; puc. 4). Hesponoeuueckuii cmamyc:
3peHue HA YPOBHE CEeMOOULyUeHUs;, 08YCMOPOHHS UNOAKY3Us.

67

Puc. 3. MPT 20106H020 mo3ea 6 pexcumax FLAIR u T2 BU
(pespans 2011 e.). Habarwdaemces ouae noswluieHHOU UHMEHCUB-
HOCMU CUSHANA 8 KOPMUKO-CYOKOPMUKAAbHbIX 0MOeaax 1e6oli
3amblAouHOL 004U

g%mdm-\_—.ﬁm.,-wqm -\_,-.-...\.—m Mn—u..—E ~ ._,_,--\_m-.mw\_..-\-.u—- \-nr‘-'ﬁ\—i“’
B T e et e P e e A ot 2
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Puc. 5. D91 (anpeav 2011 2.). Ommeuaromes 8vipajiceHHble
Oughysnvie usmeHenus GUOINCKMPUUECKOT AKMUBHOCMU 20106~
HO20 MO32a, 3aMe0AeHIe OCHOBHOU AKMUBHOCMU (YOHOBOL 3anuUc

N0 CPABHEHUIO ¢ B03PACMHOLL HOPMOIL

Tnybokue peghaexcol cHudxiCeHbl, noaoNcumenshulii cumnmom ba-
OUHCK020 ¢ 08YX CMOPOH.

Yposenv nakmama 6 kposu — 5,78 mmoav/n (0,50—2,00),
pH — 7,337 (7,350—7,450).

Ilpu DHMT 6vis6nerHbr usmenenus, xapaKkmeprvle KaK 0as
NePeUMHO-MblUEeYHO20 MUNA, MAK U 045 AKCOHAAbHOU NAmMOoA0-
euu. Ilpu snekmposnyeganoepagpuu (231) ommeuensv: 3amedne-
HUe OCHOBHOU AKMUBHOCIU YOHOBOL 3aNUCU NO CPDABHEHUIO C 803~
PACMHOU HOPMOU, BblpaNcerHble Oug@ysHuvie Hapyuienus Ouo-
INEKMPUUECKOoil AKMUBHOCIU 20106H020 M032d. TunuvHoil snu-
Nenmu@opMHOLl AKMUBHOCMU He 3ape2ucmpuposano (puc. 5).

Ilposedena JIHK-O0uaenocmuka: onpedenena mymauyus
A3243G, xapakmepras oas cunopoma MELAS.

Hasnaueno nevenue: noben 90 me, kapnuyemun 3 Kancyal u
neeemupayemam 1500 me 6 denv, pekomendosana meodneHHAs OM-
MeHa naeargepanra u Koneysekca. B npouecce aeuenus yayuuiu-
AUCH 3peHlUe U CAYX, YMEHbUUAACH YIMOMASEMOCb, KYNUPOBAAUCH
SnuNenmuyecKue npucmynsl U MuepeHeno0oOHas 20108Has 00,
YAYHUUAOCH 0BUlee camouyecmaie.

CocmosiHue nayuenma ocmasanocs CMadlAbHbIM MOAbKO 6 me-
yenue eoda. C anpens 2012 e. 6nosv cmano yxyouiamucs 3penue. [lpu
MPT 2on06H020 mo3zea (okmabpy 2012 e.) nabaodasuce MaccueHbiil
DpYOuoso-ampoghuueckuil npoyecc 8 0beux 3amvlioMHbIX 005X, KOpP-
MUKO-CYOKOPMUKANbHBIE 04A2U 2AU03A 8 BUCOUHBIX 005X (puc. 6).
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Puc. 7. D3I (7 dexabps 2012 e.). Muokaonuueckuii cmamyc:
2eHepPANU308aHHAS NONUNUKBOAHOBAS AKMUBHOCHTb

«B_\’Tbl.ﬂo‘lHOe TOPJIBIIIKO»

80%
mutant ‘-TeyeHue

mutant A

MarepHHCKHe KIeTKH - & 20%
moryT umetb 20% -
MYTAHTHBIX
MHTOXOHIPHIA

0os1e3H1
mutant  “Her

IlepBuynbie

N0JI0BbIE KJIETKH N
SAjinekneTkn

Puc. 8. Yposeuv ecemeponnasmuu onpedensem msycecmo MPb.
s manugecmayuu 3a60n1eeanus HeodXo0umo, umoobsl Koauve-
cmeo mymaumuoii mmIHK npesvicuno onpedenennulii yposers —

2MO s64eHUe NOAYHUN0 HA38AHUe NOP0208020 dhpexma [8]

B nauane dexabps 2012 2. nosieusuce carabocmo 6 Mblllax
weu, HapyuleHue KooOpoOUHAuUU 08UICEHULl, MUOKAOHUYECKUe NPU-
cmynvl, nepecman NPUHUMAMb MUY, CHU3UACS YPOBEHb CO3HAHUSL.

7 Oexabps ocmomper Ha 0OMYy: O KOHmMaKkma Hedocmynen,
0MMe4anuc NOCMOSHHYLI MUOKAOHYC 8 MbIULAX WeU, DVK, HCUBO-
ma, carabocms Moy, uieu (He depycum 20408y). bpueadoii ckopoil
nomouyu docmaenen ¢ L[I'B No 1, duaeno3: MuokaoHuveckuil snu-
nenmuyeckuti cmamyc. Ilpu D3I 3apeeucmpuposarn MuokaoHu4e-
cKull cmamyc (2eHepaiu308aHHas NOAUNUKBOAHOBAS. AKMUBHOCHb,
puc. 7). B Houv na 9 dexabps 2012 e. nacmynuna cmepme.

Oocyxnenne. B pamkax TaHHOI cTaTb HEBO3MOXHO 00-
CYIUTh Bce ocobeHHOCTH M B, mosTOMy 0cTaHOBUMCS Ha CaMbIX
BaXXHBIX. BO-TIepBBIX, MUTOXOHIpHUAJIbHASI TEHETHKA UMEET TPU
CYIIECTBEHHBIX OTIMYUS OT MEHJEJIeBCKOW: 1) MaTepuHCKOe
HacJieJIOBaHNEe — BCIO IIUTOIUIA3MY C HAXOASIIIUMUCS B HEll Op-
raHeylaMu peOCHOK ITOJy9aeT BMeECTe C SIMIIEKIIETKOM, T. e.
TOJIBKO OT MaTepH; 2) reTeporuia3Mmsl — COCTOSTHUE, TIPU KOTO-
POM B LIMTOIUIA3ME KJIETKHU COCYLLECTBYIOT MUTOXOHIPUHU C [BY-
Msl pazHbIMM BapuaHTamyu MTAHK (HopMmaibHOI U MyTaHT-
HOI1), B OTJIMUME OT ToMoruia3Muu, npu Koropoit MTJAHK Bcex
MUTOXOHAPHUI KJIETKU TIpEICTaBlicHa OMHUM TUIIOM (MyTaHT-
HBIM WIM HOPMaJbHBIM); 3) MUTOTHYECKasl cerperamusi — He-
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paBHOMEpHOE, CiyJyaifHOoe pa3ielieHue OpraHesT Messieiics
KJIETKU TIpu MuTo3e. B mporiecce popMupoBaHusT TEPBUIHBIX
TTOJIOBBIX KJIETOK CEPHSI TIOCIIeIOBATEIbHBIX IEIEHUI MTPUBOAUT
K TOMY, YTO B 00pa30BaBILIMXCS KJIETKAaX COOTHOILLIEHUE MUTO-
XOHJpUI ¢ MyTaHTHON UM HopMasibHOU MTIIHK Oyner cymiect-
BEHHO OTJIMYATHCS OT UX COOTHOLIEHUS] B UCXOAHON (MaTepuH-
CKOI1) KJIeTKe, T. €. OyaeT HabIIonaThCsl UHOW YPOBEHD TeTepo-
ma3Mun. JlampHeHIIni IpoLiecc co3peBaHusl TIEPBUIHBIX T10-
JIOBBIX KJIETOK JIO CTEMEHU SMIEKIETKN XapaKTepu3yeTcsl TONb-
KO YBEJIMYEHUEM KOJMUYECTBA OpraHessl (MUTOXOHAPUIL), HO
YPOBEHb IreTepoIia3MUu He MeHsieTcs (puc. §).

Bo-BTopnix, xotst okosio 15 mT/IHK-myTranuii accouunu-
posano ¢ cuaapomom MELAS, npumepro 80—90% — 510 MyTa-
st 3243A>G, 1osToMy TepBOHAYATBHBIN CKPUHUHT JOJIKEH
OBITh HAITPaBJIEH UMEHHO Ha 3Ty MyTaluio [9].

B-tpeTtbux, uHcynsronogooHbie anu3onbl npu MELAS
[10] umeroT crenyroire ocoOeHHOCTH: 1) MOJIOAON BO3pact
(0Ob1uHO 110 40 J1eT); 2) yacToe HAJIMUKMe TPOBOLIMPYIOLLIETo (a-
KTOpa (BO3HUKAIOT TTociie (heOpUTbHOM TeMITepaTyphbl, ST~
TUYECKOTO TIPUCTYMA, MUTPEHENOAO0HON TOJOBHOI 00in);
3) uznobaeHHas JOKaIU3alus — 3aTbUIOYHAs1 00/1acTh; 4) ova-
', KaK MPaBUJIO, HAXOSITCSl BHE 30HBI KPYITHBIX LIepeOpaibHbIX
apTepuid, yallle pacroJsarasch B KOpe Wiu ITyOMHHBIX CTPYKTY-
pax 6eJioro BeuiecTBa roJIOBHOro Mo3ra.

B-uerBepthix, nipu cuHapome MELAS Haubosee vacto
PETUCTPUPYIOTCSI MUOKJIOHUYECKHUE TIPUCTYTIBI, OMHAKO TaKXke
oTMeyvaroTcs: pokanbHble CEHCOPHbIE, MOTOPHBIE M BTOPUYHO-
reHepaIn30BaHHbIE TOHUKO-KJIOHUYECKUE TIPUCTYIIHI [S].

V Hauiero nauMeHTa ¢ MOMEHTa MaHudecTaluy CUMIITO-
MOB JIO YCTAaHOBJIEHMSI TMarHo3a npouuio 7 jietT. Yto mo3possier
3arMoI03pUTh MUTOXOHIpUAIbHOE 3a00IeBaHue Ha Oojiee paH-
HeM arare? [Ipexie Bcero aTo coyeTaHue ONpeaeieHHOro (e-
HOTUMA (BbIPAXEHHBIN NedUIIUT Macchl Tena, TuioXasi mepeHo-
CUMOCTb (DU3MYECKUX HArpy3oK) M KIMHUYECKOW KapTUHBI
(MHCYNBTONMOAOOHbBIE 3MU30/IbI B MOJIOAOM BO3pacTe Ha (hoHe
TaKUX MPOBOLMPYIOIIUX (HAKTOPOB, Kak cTpecc, dhedpuiibHas
TeMIiepatypa 4 JIp., MUTPEHETI0J00HasT TOJIOBHAsI 0OJb, ITHU-
JIETITUYECKUE TIPUCTYTIBI, TIPOTpeccupytoliee TeueHue). Jomon-
HUTEIbHYI0 MH(popMalirioo naioT MPT rojgoBHoro mosra (u3-
JOGJIEHHAs! JIOKAIU3alMs O4YaroB B BUCOYHOI U 3aThbUIOYHOM
00JacTsIX) M JabopaTOpHbIE MCCleA0oBaHUS (MOBBILIEHUE YPOB-
H# JlakTaTta B KpoBu u LICXK).

B HacTosiee Bpemst He cyiiecTByeT 3¢b(eKTUBHON MaTo-
reHeTu4eckoi tepanuu cuaapoma MELAS, mpoBoautcst cum-
nromaruyeckoe jedyeHue. OTHUM U3 Haubosee MepCrIeKTUBHBIX
MeTonoB jieueHust cuHapoMa MELAS siBisieTcst MCIoJIb30BaHUe
L-aprununa. Bo BpeMsi ocTporo MHCYJIbTOMOIOOHOTO 3MKU30/1a
BHYTpUBEHHOE OoJitocHoe BBeneHue L-apruHuna (500 mr/kr
st geteid uau 10 T/M? IToaay Tejia U B3pOCIIbIX) B TeUCHUE
3 9 mocie MOSIBNEHUsST CUMITOMOB MOXET OBICTPO YMEHBIITUTH
TSKECTb COCTOSTHUS 3a CUET CHIDKEHUSI YPOBHSI JIaKTaTa U YIIyd-
meHuss Mukpouupkyasiuuu. Ilocne nmepBoHayaabHOTO OOIOCA
MPOJOJIKAIOT HEMPEPBIBHYIO MHDY3UIO B TeUeHUe 24 U B aHAJI0-
ruyHoit no3e 3—5 aHeit. [lepexon B pajnbHelleM Ha riepopaib-
HBIIA TIpueM npemnapara B 1o3e 0,15—0,3 r/Kr/cyT yMeHbIIIaeT Ya-
CTOTY M TSKECTh MHCYIBTONIOA00HBIX 31130108 [11, 12]. OnHa-
KO HYXXHO YYUTBIBATh, YTO MEPEI03MPOBKa L-apruHmHa MOXeT
BbI3BAaTh TMITOTEH3UIO U TSIKENTYI0 TUTTIOHATPUEMUIO (BOZMOXHO,
BCJIEICTBUE HATpUilype3a, 00yCIOBIEHHOIO MOBBILLIEHUEM TTPO-
NYKIIMU OKCUJA a30Ta), a TakKe pa3BUTUE LIEHTPAJIbHOIO MOH-
TUHHOTO/3KCTPATIOHTUHHOTO MUETMHOJIN3A TPU OBICTPOI KOp-



HAWHUYECHKUE HABNHWAEHUA

pekuuu runoHarpuemuu [13]. B mocnenHue rogapl mosiBUIUCH
JIAaHHBIC O MpUMeHeHUN L-umTpyummHa y 6onbHBIX MELAS. OH
SIBJISIETCS TIPEAIIeCTBEHHUKOM L-apruHuHa, HO B OTJIWYME OT
TOCJIEAHEeTO MOBBILIAET MPOAYKIMIO OKCHAA a30Ta B OosblIeit
CTEMNEeHU 3a CUET 3HAYUTEJIbHOTO YBEJIMYEHUsI CUHTE3a apTUHU-
Ha de novo [14, 15].

Taxcke UCTIONB3YIOT Mpenaparhbl, CIOCOOCTBYIONINE Mepe-
HOCY 3JIEKTPOHOB B JbIXaTesbHOH 1eru (kosH3uM Q10, umebde-
HoH, ButamuHbl Ki 1 Ks, saTapHas kucnora, mutoxpom C, ac-

(L-xapHuUTHH), CBS3bIBalOIIMe aKTUBHBbIE (DOPMbI KHUCIOpOaa
(JTiTIoeBast KUCJIOTA), SBIISIONMINECS abTePHATUBHBIMU HUCTOY-
HMKaMu sHepruu [16—18].

B Hacrosiniee BpeMsi He UCTIONB3YIOT MIpenapaTbl, yMEHb-
LIalolIKMe YPOBEHb JIakTaTa (auxsopaterat, iuMmedocdoH), Tak
KaK OHU MOTYT YCWJIMBATh MojuHeBpornaruio [19]. T1pu neyeHuu
SMWJIETITUYECKNX TPUCTYTIOB HE PEKOMEHIOBAaHBI Tperaparhbl
BaJILIIPOECBOI KMCJIOTHI U (heHOOapoOuTan |3, 4, 20—22]. IIpena-
patamMu BbIOOpa SIBISIIOTCS OKCKapOa3elnuH, Tomupamart, JieBe-

KOpOMHOBasI KMCJIOTa),

aKTUBMpYIOIIME OeTa-OKHUCICHUE
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