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MHUTOXOHIPHAIBLHAA APTEPHONIATHS — NPHYMHA CTIOHTAHHOW JUCCEKIHH
nepeOpabHbIX apTepHid

Am.H., npod. AA. KAAAILHUKOBA, A.B. CAXAPOBA, A.A. AOBPbIHMHA, M.®. MMP-KACUMOB,

P.M. YAMKOBCKA4, P.H. KOHOBAAOB, C.B. NMPOLIKMA, A.A. ILABAAMHA, M.B. KOCTbIPEBA

Mitochondrial arteriopathy as a cause of spontaneous dissection of cerebral arteries

L.A. KALASHNIKOVA, A.V. SAKHAROVA, L.A. DOBRYNINA, M.F. MIR-KASIMOV, R.P. CHAIKOVSKAYA,
R.N. KONOVALOV, S.V. PROTSKY, A.A. SHABALINA, M.V. KOSTYREVA

HayuHbli ueHTp HeBporornn PAMH, Mocksa

K CnOHTaHHOW AMCCEKUMM UepedpaAbHbIX apTepuit npeApacnoAaraer 00YCAOBAGHHAs AMCNAACTUYECKMMHM H3MEHEHUAMH
CAADOCTb COCYAUCTOH CTEHKU. Bnepebie aBTOpamu NPEANOAOXKEHO, YTO AUCNIAA3HA 00YCAOBAEHA MUTOXOHAPUAALHOW LIMTONATHEN.
AAs NnpoBepku 3TOW rMNOTe3bl NpoBeaeHa Guoncus mbiu 3 60AbHBIM (MYXuuHbI B Bo3pacTe 30—38 AeT) co CNOHTaHHO#H
AMCCeKuMel BHYTpPeHHel COHHOW (2) M 3aAHeit M03roBoi (1) apTepuii, NPOABMBLIEACH WMIIEMMYECKMM MHCYABTOM (2) MAu
nepucepuiecKkum Nape3om NOABLA3LIMHOIO Hepsa (1). MopgoAOrHHEecKoe HCCACAOBAHHE CBEXE3aMOPOXKEHHbIX CPE30B MbitiLl
C NOMOWbI0 MOAU(ULIMPOBAHHOTO MeToAa [OMOpPH 0OHAPYXKMAO pBaHble KPaCHbIe BOAOKHA. TMCTOXMMHMYECKOE NCCAeAOBaHME
BbISIBUAO B DOABUWIMHCTBE MbIWEYHbIX BOAOKOH pPe3Koe CHHXXEeHHe OKPalMBaHUA Ha CYKLUMHATAETMAPOTeHa3y U LMTOXPOMOKCH-
Aa3y, a TaKke (POKAAbHOE YCHMAEGHME OKPAcKM Ha nepudepuu MbIEYHbIX BOAOKOH. KOMMAEKC BbISBAEHHbIX M3MeHeHUH
NaTOrHOMOHHUYEH AAS MUTOXOHAPHAAbHOM NaToAOrMKU. MyTauus B reHe A3243G mutoxoHapuaabHon AHK, HanboAee xapakTepHas
AA MELAS, He Obiaa HaliaeHa HM Y OAHOTO GOAbHOrO. YpOBEHb AaKTaTa ChIBOPOTKM ObIA NOBbIWEH TOALKO B 1 cAyyae.
MpeaAnoAaraetcs, 4T0 MUTOXOHAPHAAbHAS NATOAOTMS MMEETCA He TOABKO B MbIIILIAX, HO U B CTEHKE uepedpaAbHbIX apTepui —
MWTOXOHAPHAAbHAS apTepUONaTHR, KOTOPas U CAYXKHT NPUYUHOA CMOHTAHHOW AMCCEKLIMK.

KaroueBble cAOBa: MwemMn4ecKui HMHCYABT B MOAOAOM BO3pacTte, AMCCeKUMS uepe6paAbetx aprepm?, MHUTOXOHAPHAAbHas
unTonartrsa, MUTOXOHAPHAAbHbBIE boae3Hn.

The vascular wall weakness caused by dysplastic alterations predisposes to the spontaneous dissection of cerebral arteries.The
authors hypothesized for the first time that dysplasia might be the result of mitochondrial cytopathy. To test this hypothesis,the
muscle biopsy was conducted in 3 male patients, aged 30—38 years, with the spontaneous dissection of the internal carotid(2)
and posterior cerebral (1) arteries. Clinically dissections manifested by ischemic stroke (2) or the peripheral paresis of the
hypoglossal nerve (1). The morphological study of fresh frozen sections of muscle by modified Gomori trichrome method
revealed ragged-red fibers The histochemical study showed the severe decrease of the stain on succinate dehydrogenase and
cytochrome-c-oxidase as well as the focal intensive staining of peripheral regions of muscle fibers. The complex of found
changes is characteristic for a mitochondrial pathology. No patients had A3243G tRNA gene mutation, the most common
mutation for MELAS. The serum lactate level was elevated only in one patient. We suggest that the mitochondrial disorder
occurs not only in muscle, but also in cerebral artery wall — mitochondrial arteriopathy, which predisposes to spontaneous
cerebral artery dissection.

Key words: ischemic stroke in young age, dissection of cerebral arteries, mitochondrial cytopathy, mitochondrial diseases.

Juccekius 1epeOpaIbHBIX apTEpUid SIBJISIETCA Cca-
MO 4aCTOM NMPUYMHOMU ULLIEMUYECKOIO MHCYJIBTA B MO-
nonoM Bo3pacte. K ee pa3BUTHIO Yallle BCEro mnpenpac-
MoJjiaraeT cjaadboCTh COCYIMCTOM CTEHKU, OOYCJIOBJICH-
Hasi U3MEHEHUEM €€ UHTUMBI ((puOp03, HEPpaBHOMEPHOE
YTOJIIIIEHUE, 04aroBoe OObI3BECTBJIEHME UHTUMBI C MC-
TOHYEHUEM, paACCIOCHWEM, HapylleHWeM M3BUTOCTH
BHYTpPEHHEM 371aCTUYECKOM MEMOpaHBbI) U CpeaHe 000-
JIOYKM (HepaBHOMEpHas TOJIIMHA, odarn ¢udposa,
YMEHBIIIEHUE KOJIMYECTBA MACTUYECKHUX BOJIOKOH, He-
MpaBWIbHAasi OPUEHTUPOBKA MUOLIMTOB), KOTOPHIE MO-
I'yT OBITH 0003HAYEHBI KaK JUCILUIACTUYECKHE U3MEHE-
Hug [1—35]. TlpyynHa JUCIUIACTUYECKUX HM3MEHEHUM

HeusBecTHa. [IpenmnosioxxeHue O HACIEACTBEHHO 00-
YCJIOBJICHHOM TIOPaXX€HUM KOJUIar€HOBBIX BOJOKOH HE
HAIIUIO NOATBEPXKACHMS ITPU TEHETUYECKOM MCCIIEN0Ba-
Huu [6]. KpoMme Toro, mopaxeHue TOJBKO KOJUIareHo-
BBIX BOJIOKOH HE MOXET O0OBSICHUTb U3MEHEHUSA KIIETOK
pasnuyHoro tuna (¢hudpodiacToB, 3HAOTEINA, MUOLIU-
TOB) M MEXKJIETOYHOrO MaTpUKCa, OOHapyXeHHBIE Y
OOJIBHBIX C MUCCEKIMEH IPU IJEKTPOHHON MUKPOCKO-
MUY COCYIOB KOXM.

BriepBble B MUpe aBTOpaMHU ObLUIO BBICKA3aHO MPEJi-
MOJIOXEHHE O TOM, YTO B OCHOBE IMCIUIACTHYECKHUX U3-
MEHEHUM apTepUaIbHON CTEHKH NPH JUCCEKIINH JICKUT
MUTOXOHIOpHANbHAsT muTonaTusi. C LEIbI0 IPOBEPKU
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JAHHOM THNOTE3bl ObiNa mposeneHa GHONCHS MBILILL B
2 cayyasix JAMCCEKLIMH BHYTPEHHEH COHHOM apTepHH
(BCA) u | cayyae IMCCeKLMM 3aQHEH MO3roBoi apre-
pun (3MA). Tlposoamunach cBeToBass MHKPOCKOIHS C
OKPAacKoi reMaToOKCWIMH-303HHOM H MOIH(HILIMPO-
BAHHBIM TPEXLBETHBIM MeTOZOM ['OMOpH, @ TAKXe I'H-
CTOXMMHYECKOE MCC/IeIOBAaHHE HAa CYKUMHATICIHAPO-
renasy (CAI), HAJL-H-rerpasonuit-penykrasy (HAJ-
H-TP) u uuroxpomokcunasy (L1O).

[TpuBoaMM KpaTKue OnucaHmst HabIIOACHNI 1 pe-
3yILTATOB OMOMCHUM MBILLILL.

Habmoneuue 1. boavnou B., 38 ner, Haxoawics B
Hayunom uentpe Hesposornn ¢ 28.01.2009 no
11.02.2009. InarHo3: IMCCEKIMs IKCTpa- U HHTPaKpa-
HuaabHoro otaeaon epoit BCA. Mmemuyeckuit MH-
CYALT B OacceifHe JIEBOM CpeIHEH MO3rOBOM apTepHuH.

Anamues 3abonesanusi: 10.01.09 Bo Bpemsi Haxox-
JICHUS1 HAa TOPHOJBDKHOM KYPOPTE M HOLLIEHUS PIOK3aKa
BECOM 25 KT nosiBuiach Tyrnasi 601b 1o 3amHel noBepx-
HOCTH e M B 3aThuike. Beuepom 11.01.09 ¢ uurepsa-
7ioM B 40 MUH pasBUIKCDH 2 KPATKOBPEMEHHBIX 1TH30/1a
MPEXOASIINX HAPYIIEHHI MO3roBOro KposooOpaiie-
HUSA, TIPOSIBUBIIMXCS JIETKMM TIPaBOCTOPOHHUM IeMU-
Mape3oM, IEPEKOCOM JIMLIA M PeYEBBIMU HAPYILICHUSIMH.
Yepes 3—4 4 BHOBb Pa3sBUIMCh PEUEBBIC HAPYILCHUSI,
JIETKMH Mapes npaBoH pyKH, COXpaHsBILIMECS B TEUCHUE
5 mHeit. Bom B 1ee M 3aThUIKE perpeccHpoBaIn. Bui
FOCITUTATM3UPOBAH.

12.01.09, yepe3 6 4 rmocjie pa3BUTHSI OUYArOBBIX HE-
BPOJIOTMYECKHMX CUMITTOMOB OblLIa ITPOBEIEHA MAarHMUT-
HO-pe3oHaHcHas ToMorpadusi (MPT) ronoBHoro mos-
ra, KOoTopasi BbisSIBUJIa OCTPbIH MH(MAPKT B Oa3aIbHBIX
TaHIJIMSAX U HEOObILIME OYaru MIIEMHUM B OCTPOBKE U
TMOCTLEHTpaIbHOM M3BWIMHE cieBa. MP-anruorpadus
(MPA) obHapyxwia OKKJIIO3MIO SKCTpa- U MHTPaKpa-
HuajabHoro otzesnos neBoii BCA (puc. 1, a). [IpoBoau-
JIOCh JIeYeHHEe aCITMPUHOM M aHTUKoaryassHtamu. [lo-

a

i
I —

Puc. 1. boabHoii B., 38 rer. MPA u MPT wewn.

sropHasi MPA ot 30.01.09 (18-#f a€Hb MHCYJIbTa) By-
SIBWJIA BOCCTAHOBJIEHHE KPOBOTOKaA 110 JIeBoi BCA, xorg
ee 1pocseT ObUT CyXKeH Ha BCEM TMPOTSXKEHUH (puc. |, 6),
Ha MPT wewu B pexume T1 (akcHanbHBIE CPE3bl) 00Ha-
pyxeHa uHtpamypasibHasi rematoma (UMT) B sepoii
BCA, cyxusalomas ee rpocset (puc. 1, B).

5.02.09 nposeneHa GUOTCHUS YETHIPEXTIIABON Mbi1ll-
1bl. [Tpy rHCTOIOrHYECKOM MCCIIEI0BAHUH MBILLIEYHOTQ
ouornrata oOHapyXeHa pa3sHOKAJINOEPHOCTb MbIliey-
HBIX BOJIOKOH, aTpo(usi OTAEIBHBIX MEJIKUX TPYIII BO-
JIOKOH (2—3 BOJIOKHA) M 04aroBO€ OXHUBJIEHHE CTPOMBI
(puc. 2, a). [pn okpacke MOIN(DULIMPOBAHHBIM METO-
nom ['omopu 0OGHapyXeHbl eIMHUYHBIE PBAHBIE Kpac-
Hbie BosiokHa (PKB), creneHb BBIPAXEHHOCTH 3TOTo
dhenomeHa Obi1a MeHee 5% (puc. 2, 6). ['ncroxumuye-
CKO€ MCCJIeI0BAHHE BBISIBUJIO PE3KOE CHUXKEHUE peak-
mmn Ha CITI B yactu (40%) MbIlIeYHBIX BOJIOKOH Kak
MAaJIOro, TaKk ¥ 0OJIBLIOrO KajiubOpa, a TakKe HepaBHO-
MEpPHOE pacripeaeIeHue MUTOXOHAPHH B IPe/ie/iax Mbi-
[LIEYHOTO BOJIOKHA, UX CMEIlIEHHE U CKOTUIEHHE B CY0-
capkojieMMaibHbIX oTaenax — (CAT-no3uTuBHbIi de-
nomen PKB) (puc. 2, B). I1pn peakumu Ha HA/I-H-TP
BBISIBJIEHBI Pa3IM4Msi B MHTEHCUBHOCTH PEAKLMHU B BO-
JIOKHAX pa3HBIX TUIOB, a TAKXE CMEIIEHHE MPONYKTa
peakiiy B cyOcapKoJIeMMaIbHbIEC y4aCTKU MbIILIEYHbIX
BoJI0OKOH (HAJ1-H-TP-no3utusHbiii heHomern PKB).
[Mocnenuuii peHoMeH ObLT 0OHapyxeH B 40% Mblliey-
HBIX BOJIOKOH (puc. 2, 1). Peakuus Ha [LO pe3ko cHu-
’K€Ha B OOJIBIIMHCTBE MBILLIEYHBIX BOJOKOH. JIMlIb B
OTHEJIbHBIX YYaCTKax IMpernapaToB BBISBISUIUCH €1H-
HUYHBIE BOJIOKHA CO CJ1a00MOMOXUTEIbHOM peakiinei
Ha LO. 3akarwuenue: BbisiBIEHB MOPGOIOTUYECKUE U
TUCTOXMMUYECKHME TTPU3HAKM MUTOXOHIPHAIBHOM 00-
JIE3HM.

[Ipy wuccrenoBaHUM KIJIETOK KPOBH M MOYEBOIO
0CaJKa METOIOM IMOJTUMEPA3HOM LIETTHOM PEaKILMU My-
tauny mutoxoHapuaibHo JIHK (MTIHK) A3243G,

a — 12.01.09 (1-# nenb uucynsta) MPA: okkmiosust neBoit BCA (ctpenku); 6 — 30.01.09 (18-t nens uncyasta) MPA: BoCCTaHOB/IEHHe KPOBOTOKA T10 JieBoii BCA
(ctpenku).; B — 30.01.09 (18-i4 aenb urcynsta) MPT wweu: nHTpamypasbHast reMatoMa B JieBoit BCA (tosicTasi cTpesika), Cy:KHBAIOWIAs e POCBeT (TOHKast CTPe/IKa).
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MUTOXOHAPUAABHAS APTEPUOIATHA

Puc. 2. boAbHO#M B., 38 AeT. TuCTOAOrMYECKOE M TMCTOXMMHUYECKOE MCCAeAOBaHWE DuonTaTa YeTbipexrAaBoi mbiliusbl. YB. 200.

a — pa3HOKATHOEpHOCTD M aTpOGUs MBILLIEYHBIX BOJIOKOH. OKpacka reMaTOKCWJIMHOM M 303MHOM; O — MPONOIBHBIN Cpe3, KpacHble PBAHBIE BOJIOKHA (CTpeJIKa).
MonnduimpoBaHHBIH TpeXuBeTHBIM MeTon ['oMopH; B — ructoxumudeckas peakuus Ha CAI'. CHIXeHHe HHTEHCUBHOCTH PEaKLIMH, CMEIIEHHE MUTOXOHIPHH B
cybcapKoJeMMalbHBIE OT/AE/IbI MBIILIEYHBLIX BOJIOKOH (cTpesiku); I — peakuusi Ha HAJI-H-TP. [lepudepryeckoe ckoruieHHe MUTOXOHAPHI (CTPEIKH).

XapaKTepHOM JIJIS MUTOXOHIPHAJIBbHOM 3HIE(ATOMHUO-
MaTUM C JIAKTaT-alluI030M M MHCYJIBTOIOJI00OHBIMU
smu3onamMu (mitochondrial encephalomyopathy with
lactic acidosis and stroke-like episodes — MELAS) He
oOHapyxeHo. Pe3ynbTaThl CIEIyIONMX J1a00paTOPHBIX
Y UHCTPYMEHTAJIBbHBIX UCCJICIOBAHUM OBLIA B IIpeaeax
HOPMBEI: OOIIMA M OMOXMMMYECKMM aHAJIM3bl KPOBH,
KoaryJorpaMma, arperaisi TpoMOOLIMTOB, aHTUTEJA K
KapaIUOJIUITMHY, JIakTaT KpoBH (1,39 mmous/n), DKI,
IXoKapauorpadus.

Habmonenue 2. boavHoit A., 32 ner, HaXoaujcs B
Hayynom nentpe HeBposnoruu ¢ 22.01.09 o 11.02.09.
Muarnos: muccekimsi aeBoii BCA. Ilepudepuueckuii
11ape3 JIEBOro NoIbsi3bIYHOTO HEPBA.

AnamHe3 3a6oneBaHusi: 30.12.08, Haxomsick B CO-
CTOSTHUM QJIKOTOJIBHOTO OTIbSIHEHUSI, OOJILHOM TTOJTYYMIT
yaap B 00JacTh yIyla HUKHEM YeJIOCTH W 1IEU CJIEBA.
3.01.09 nmosiBuiack 60Ib B BEPXHEOOKOBOM OTIEIIE IIIEH
CJIEBa, Ha CJIEAYIOLLUIT A€Hb K HEUM MPUCOETMHUIUCH TY-
1nasi 00JIb B 3aThUIKE, TSKECTh B FOJIOBE, KOTOpasi IIOCTE -
neHHo Hapactana. Beuepom 7.01.08 Bo3HMKIIO 3aTpy-
HeHue npu riotaHuu, 9.01.09 — 601 3a 1eBBIM 11a30M,
HEYETKOCTh PEYH, B ITOT XK€ IC€Hb 3aMETIJI NOXyIaHUe
JIEBO# MOJIOBUHEI SI3bIKA M €r0 OTKJIOHEHUE BJIEBO MPH
BBICOBBIBAHMH. [ OCTIMTAIM3UPOBAH.

XKYPHAA HEBPOAOTN U TICUXUATPKN, 4, 2010; Bein. 2

B HeBpoJiormyeckoMm cratyce — mnepudepudecKui
rapes JIeBOro mnoabsi3biyHoOro Hepsa. MPT rosioBHoro
mosra (14.01.09) He BwIBWIa maTonoruu. MPA
(30.01.09) obHapyxm1a HEpaBHOMEPHOE CYKEHHUE TTPO-
cgeta JieBoii BCA, HauuHalolieecs Ha 3,9 ¢M BhbILlIe OU-
(ypkauuu ob1Ieit COHHOM apTepuu U MPOIOJIKaKOIIee-
Cs1 10 BXOJA B MMPaMUIKY BUCOYHOM KOCTH (pHcC. 3, a).
[Tpu MPT Ha KopoHapHBIX U aKCHATBHBIX Cpe3ax IIEU B
pexuMe T1 BeisiBIeHa remMatoMa B cTeHKe JieBoil BCA,
CyXalollasli ee MpOCBET, HApYKHBIA IHaMETp apTepuu
yBeauueH 1o 0,8 cMm (puc. 3, 6, B). luarHocTUpOoBaHa
nuccexkums nesoit BCA. I1poBoauioch I€4eHUE: TPOM-
0o ACC, remone3, akTOBETMH, KAaBUHTOH, BUTAMUHBI
rpynn B u C, rmatuwiuH. ['osoBHas U weitHas 001b Uc-
ye3Id, TUnoTpodus JeBOM MOJOBUHBI sI3bIKA OCTaBa-
nack. IIpu xkoHTponbHeIXx MPT 1 MPA 24.03.09 otme-
yeH perpecc UMI' u BoCcCTaHOBJIEHHE NMPOXOAMMOCTH
neBoii BCA.

4.02.09. BeImosIHEHA OMOINCKS JIEBOU AEJIbTOBUIHOM
MBbIIILBL. [TpU rMCTOIOrMYeCKOM UCCIEN0OBAHUU BbISIB-
JIeHa JIUIIbL YMepeHHas pa3HOKAIMOEPHOCTh MBIIIEY-
HBIX BOJIOKOH — KapTHHa, 6;113Kasi K HopMe (puc. 4, a).
ITpu okpacke MogudUIIMpOBaHHBIM MeTOIOM ['oMopu
obHapyxeHsl ennHuuHbie PKB (Menee 1%) (puc. 4, 6).
I'McToxMumuyeckoe WMCCaeIOBaHUE BBIABWIO pPE3KOE
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Puc. 3. boabHo# A., 32 AeT. MPA u MPT wewn.

a — MPA: HepaBHOMEPHOE CYXEHHE MPOCBeTa IKCTpaKpaHHaIbHOTo otena Jiepoit BCA; 6 — MPT: rematoMma B creHKe JieBoii BCA (ToscThIE CTPETKH), MPOCBET
apTepuH CyXeH (ToHKas ctpenka); B — MPT: rematoMa B crerke neBoit BCA (Toscras CTpeJiKa), POCBET apTePHH CYKEH 10 0,3 cM (TOHKas CTpeIKa).

Puc. 4. BoAbHOI A., 32 AeT. THCTOAOTMYECKOe M TMCTOXMMHUYECKOE MCCACAOBaHHE DMONTaTa AGABTOBHAHOW Mbilubl. Y8. 200.

a — MBIIIEYHbIE BOJIOKHA CYIIECTBEHHO He M3MeHeHbl. OKpacka reMaTOKCHIHHOM M S03HHOM; 6 — eIHHHYHbIE KpaCHbIE PBaHbIe BOTOKHA (cTpeskn). Moxuduun-
DPOBaHHbINA TpeXIBETHI MeToa FoMopH; B — pe3koe cHinkeHue peakiuy Ha C/IT' B MblIeYHbIX BOMOKHAX. CMelIeHie MHTOXOHIPHI K MepHbepHi MBIIIEYHOro
BOJIOKHA (CTpe/Ky); T — peakuusa Ha NADH-TR. CmeleHHe MUTOXOHAPUM K EpU(EPUM MBILICYHBIX BOJIOKOH (CTPEJIKH).

cHxeHue peakiuu Ha CAI mpuOam3uTeIbHO B MOJIO-
BUHE MBIIEYHBIX BOJIOKOH KaK MaJioro, TaK W OOJIbIIIO-
ro Kanubpa. B yactu BosiokoH (mpumepHo B 20%) MuToO-
XOHJIPUY CMEIEHBI K Tepu(epry MBIIIIEYHOTO BOJIOKHA
(CATl-mosutusHbiii heHomen PKB) (puc. 4, B). Peak-
uusi Ha HAJI-H-TP yetko TMmuMpyeT MbIllIeYHBIE BO-
nokHa, B 20% BOJIOKOH BBISIBJISIETCSI HHTEHCHBHAS CYO0-

capkonemmanbHas peakums (HAJ-H—TP-nosutus-
HbIii henomer PKB) (puc. 4, r). Peakiust Ha LIO pesko
CHIXEHA B OOJIBIIMHCTBE MBIIIIEYHBIX BOJIOKOH. Pasmi-
qyust Mmexny LlO-nonoxurensHbMU U L{O-oTpuLiaTe b-
HBIMUA BOJIOKHAMM TPYIHOOIIPENIETUMBL. 3aK1HH4eHUE:
obHapyXeHbl MOPGOJIOrHYeCKNe U TMCTOXMMUYECKHE
NPU3HAKU MUTOXOHAPUATTBHOM OOJIE3HH.

KYPHAA HEBPOAOIN M TNICUXUATPUIA, 4, 2010; Bein. 2



Puc. 5. boasHoi M., 30 aet. MPA. OkkAl03ua AeBoit 3MA B AuCTaAb-
HOM oTAeAe yyacTka P1 (crpeaka).

[Tpy uccnenoBaHUM KJIETOK KPOBM M MOYEBOIO
ocaJka MeTOIOM TOJUMEPa3HOU LIEITHOM peaKIuy My-
taumu MTIHK A3243G, xapaktepHoi st MELAS, He
obHapyxeHo. Cienyioliye 1adbopaTOPHBIE MOKa3aTeIu
ObUTM B TpelesiaX HOPMBI: OOLIMKA YU OMOXMMUYECKUNA
aHaIM3bl KPOBU, KoaryjorpamMma, arperauus TpoMo0o-
LIMTOB, aHTUTEJIA K KAapIUOJMUITUHY, JIaKTaT KpoBu (1,17
MMoab/71), DKI'. Dxokaparorpadus BeIsSIBUIIA IIPOJIATIC
MHTPAJILHOTO KJ1arlaHa.

Habmonenue 3. boasnou H., 30 net, Haxoouiacs B
Hayuynom nentpe Hespojoruu ¢ 7.01.09 mo 19.02.009.
Jlnarno3: nuccekuust JeBoid 3MA ¢ ee OKKIIIO3Uer B
IMCTaIbHOM otresie yyactka Pl. MuuemMudyeckuil mH-
CyJbT B OacceliHe aeBoi 3MA.

AHaMHe3 3a0osieBaHMs: B Hayane nekabpsa 2008 r.
nepeHec rpocryaHoe 3aboneBanue. 6.01.09 ¢ yrpa no-
SBWJIACh M CTajla HapacTaTh JaBsiiasi 00Jb B 3aThLIOY-
HOWM obnact. OKoJ10 14 4 OCTPO pa3BUIOCH OHEMEHMUE
KOHEYHOCTEM ¥ IIIEKM CIIpaBa, COXpPaHSIBIIEECS B TeUe-
Hue 4 4. Yrpom 7.01.09 ronoBHast 6osb ycunuaachk. B
10 4 30 MMH OCTPO Pa3BUINCH OHEMEHKE U CIA0OCTh B
NpPaBbIX KOHEYHOCTSX, IEPEKOC JIMIia, BO30YXKIEHUE,
HEKPUTUYHOCTD, 1€30PUEHTUPOBKA, CHIDKEHHUE MTaMSITH.
T'onoBHas 6016 TpeKpaTHIach. [OCIIMTAIN3UPOBAH.

MPT ronoBsl: M”H(MAPKT B IepeTHUX OTAEJIaX JIEBOTO
3pUTENBHOrO Oyrpa, 2 HeOOIBIIIMX 0JYara B 0eJIOM Bellle-
cTBe 3aTbU1ouHOM 1o ciaesa. MPA (7.01.09, 1-i neHb
MHCYJIbTa) — OKKJIIO3US J1eBoi 3MA B 1MCTaIbHOM OT-
aene yaactka P1 (puc. 5). [IpoBoaunocs ieyeHue: TpoM-
60 ACC, ¢parmun (10 nHeit), TpeHTa, PEOTIOTUIITIO-
KMH, MEKCHI0J, TTMaTWIMH. COCTOSIHUE YTYYIIWIIOCH,
HO TOJIHOTO BOCCTAHOBJIEHUS] KOTHUTUBHBIX (DYHKLIMIA
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MUTOXOHAPUAABLHAS APTEPHOIATMIA

He poun3ouuto. [Tosropusie MPA uyepe3 3 Hen u 2,5 Mec
HE BBISIBWIN JHHAMHUKU 110 CPABHEHHUIO C MEPBLIM MC-
CJIEIOBAHUEM.

12.02.09 nposeneHa OMOICHUST ABYIJIABOM MBILLILIBI
rieva. I[Tpu okpacke reMOTOKCHIMH-203MHOM BBISIBJIE-
Hbl CHUXKEHME THHKTOPHUAJIbHBIX CBOMCTB OOJIBILIMHCTBA
MBILLEYHbBIX BOJIOKOH, aTpO(hUsi MEJIKUX TPYITIT MbITIIeY-
HBIX BOJIOKOH, YBEJIMYEHHE 00beMa CTPOMBI B SHIIOMM -
3um (puc. 6, a). Okpacka MonnpUIIMPOBAHHBIM METO-
noM l['oMopu BbisSIBWIA pacnpoCTpaHEHHBIE YYaCTKH
MBILLIEYHBIX BOJIOKOH, OKpallIeHHbIX B KPACHBIN 1IBET —
(benomen PKB. Ilpu 3TOM yyacTKM KpacHOW OKpacKu
COOTBETCTBOBAJIM MecTaM CJIabOH OKpacku 303UHOM
(puc. 6, 0). Crenensb BoipaxkeHHOCTU (peHomeHa PKB
Ha pa3HbIX ydyacTkax rnpenapata pocturaia 50%. [lpwu
peakuun Ha C/II" B 60JbIIMHCTBE MBIILIEYHBIX BOJTOKOH
0OHApPYXEeHO pe3Koe CHUXKEHWE MHTEHCUBHOCTH peak-
[IMH, TTOYTH 110 TIOJIHOTO OTCYTCTBUSA. B €AMHUYHBIX BO-
JIOKHaX BCE K€ COXpaHsJIaCh YMEPEHHAs WIM 1aXKe UH-
TeHcuBHas peakuusi. M3-3a pe3koro cHkenust CIT-
peakiiK BOJOKHA HE TUTTMPOBAIMUCH. B TEX MBILLIEYHBIX
BoJIOKHaX, e peakumsi Ha CJIII' coxpaHsuiace, UMeEJ
mecto C/AIN-no3utuBHbii heHomeH PKB co cmenieHu-
€M MUTOXOHJIPHUN K Tepudepund MBILLIEYHOTO BOJOKHA
(puc. 6, B). Peakumsa na HAJ/I-H-TP tTunupyeTt Mbliey-
Hbl€ BOJIOKHA. B psizie BOJIOKOH MMEETCsl MHTEHCUBHAS
peakiius B cyocapkoaeMMaIbHbIX yyacTkax. 1ot HAJI-
H-TP-no3utuBHbii (peHomen PKB BreipaxkeH B 40%
MBILIEYHBIX BOJIOKOH (puc. 6, ). Peakius Ha 11O pe3ko
cHuxeHa. Ciabononoxure/ibHas peakiysi OTMe4aeTCs
JIAIIb B HEOOIBIIIOM KOJIMYECTBE MBIIIIEYHBIX BOJIOKOH,
B YaCTH M3 HUX MPOMAYKT PeakIiliM cMelleH K repude-
puu (puc. 6, n). 3akarouerue: BHISIBIIEHBI IPU3HAKU MU-
TOXOHAPUAILHOM 00JIE3HU.

[Ipy wuccrenoBaHUM KIETOK KPOBH M MOYEBOIO
OCaJlKa METOAOM IOJIMMEPA3HOW LIETTHON peakiuu My-
taunu MTIAHK A3243G, xapaktepHoii it MELAS, He
oOHapyxeHo. OTMEYEHO IOBLIILIEHUE JJAKTaTa KPOBHU 10
4,86 MmmoJb/n1 (HopMa — 10 2,2 MMOJb/1). OOwMit u
OMOXUMMYECKUIA aHATU3bl KPOBH, KOaryJorpaMmma,
arperauusi TpoMOOIIMTOB, aHTUTENA K KapIUOJIUITHHY,
DKI', axokapauorpadusi — B nmpenesiax HOpMHL.

KiuHuyeckue 0COOEHHOCTHM HHCYIbTAa, MOJIOIOM
BO3pacT OOJBHOTO, OTCYTCTBUE TMIIEPKOATYIISIIIMM, aTe-
pOCKJIepO3a apTepuil TOJIOBHOTO MO3ra, MaTOJOTUH
cepla MO3BOJIMIIMA NMMOCTABUTh AUATHO3 TUCCEKLIUU JIe-
Boii 3MA, npuBenllei K €€ OKKIHO3UM B JUCTATBHOM
otaesie yyactka Pl.

Oo0cyxaeHue

[IpyyrHa IUCIUTACTUYECKUX M3MEHEHUU CTEHKH
1epeOpaIbHBIX apTepuii, Ipeapacnojiaraloinx K ee
NUCCEKIIMU U UIIIEMUYECKOMY UHCYJIBTY, Pa3BUBAIOILLIE-
MyCsl, KaK MPaBWIO, Y MOJIOABIX MALIMEHTOB, OCTACTCS
HepacKphiTOi. B mpencraBieHHBIX HAOIIOAEHUSX C IUC-
cekuuen BCA (2 cnyyasa) u 3MA (1 cayyaii) BepBbie



2
|

e

U TN RN

W Mblwub! naeya. Ys. 200.
Puc. 6. boAbHoii ., 30 AeT. TMCTOAOTMYECKOE M TUCTOXMMMHECKOE MCCAGAOBAHHE BHONTATA ABYTrAQBOWM Mbl

310YKH).
] BaHbIE BOJIOKHA (3BE

a — ci1aboe OKpaIMBaHKE OONBIIMHCTBA MBIIIEYHBIX BOJOKOH (3Be31109KH). OKpacKa reMaTOKCHIMHOM H S03HHOM; 6 Kpa:}(l:l; :E)uoqxn). EIRHHE BOTORH3
Oxpacka MOIHMUIMPOBAHHBIM METOZIOM Tomopu; B — peskoe chuxenne CJIT-peakiii B GONBITMHCTBE MBIIICYHBIX BOIOKO it (CopoTKH); 1 PESKOE CHIDKE-
COXpaHsI0T MHTeHCHBHYIO CJIT-peakumio (cTpesiku); r — peakims Ha NADH-TR. CyGcapkoieMManbHOE CTYIIEHUE MATOXOHIPHIA (CTpe

Hue 1O B MBImeYHBIX BONOKHAX (3BE310YKH), CMEIIEHHE MPOIYKTA PEAKIIMH K nepudepuu (CTpenku).

TIpY MOPGHOJIOTMYECKOM U THCTOXUMIYECKOM Hccieno-
BaHUM OHMONTATOB MBIIILL C TOMOLIBIO Moauduipo-
BaHHoro metona l'omopu peakumamu na CIAT u HAI-
H-TP 6pumm obHapyxensl PKB, a takxke CHMXEHHUE pe-
akimu Ha HO, 4to aeasercs TTATOTHOMOHUYHBIM JUTS
MUTOXOHIPUATBHOM MATOJIOTUM [7—10]. PKB mpen-
CTaBJISAIOT COOOM MBbleyHbie BOJIOKHA, coaepxaliue
OomnbiIoit mporneHT MYTaHTHOTO T€HOMa W MHOIOYMC-
JICHHBIE Tpomdepupyionme CTPYKTYPHO M3MEHEHHBIC
MUTOXOHIPUH, PACTIONOXEHHBIC B cybcapkoneMmarn-
HOM obmacTu. OGHapyxenue TIPU3HAKOB MUTOXOHIPU-

8

QJIbHONM LATOMATAW B MBIIIIAX [103BOJSCT Hpeiggfli’r.
raTh €€ HAJIMYME M B CTEHKE LiepeOpalbHbIX allljmona_
Tlo-BumiMoMy, UMEHHO MHT OXOHﬂpHaﬂbHaHMeHemm
THSL CITYKHUT MPUYMHOMN AMCIUTACTHYECKUX H;x K HC-
apTepUabHON CTEHKH, Mpeapacroaraioll il MOXCT
cexuuu. B cBsi3u ¢ 3tMM martosorus apTep omatus.
0003HaYaThest KAK MUTOXOHIPHAILHASA apTepHm 60Jb-
Crenyet nomyepkHyTh, 4TO Y OGCHCHOBaH};ﬁToon-
HBIX OTCYTCTBOBAIM CHCTEMHBbIE TPOABICHNA HHBIM 1
ApUaNbHBIX 3a60JI€BaHMIA, K KOTOPbIM, 110 11 UTHBHDIC
TEPATYPHI, OTHOCSTCSI CHIDKEHHUE CyXa, KOrH

010; Bbir-~
KYPHAA HEBPOAOT M M IICUXMATPUN, 4, 2



HapYWEHUs, MUTPEHO3HbIE TOJIOBHBIE OOMH (XOTA OHH
HMEIOTCA Y YacTH OONBHBIX C AUCCEKIIMEH ), IMHUIETTTH-
yeCKHe NMPUCTYTIbI, HENMEPEHOCUMOCTh (PU3HYECKHUX Ha-
Ipy30K, KapaIvaabHbie U XeTyJOYHO-KMILUEYHbIE pac-
CTPOMCTBA, MUTMEHTHBIN PeTHHUT, auaber [7, 11—14].
OTCyTCTBHE CUCTEMHBIX MPOSBIECHWIH, TO €CTh OJIUI0-
CHUMITTOMHOCTD TOpaXEeHHUsl, HEPEIKO BCTpeYaeTcs Mpu
MHATOXOHIPHANbHBIX 3a00JIEBAaHUSAX M OObBICHSIETCA
ocobeHHOCTAMH pacnpeneneHus myraHTHOM MTIHK ¢
GOJBIIMM MPOLIEHTOM €€ CONEPKaHHUA B ONPEaCICHHbIX
tkaHax [7, 15]. [lpu nuccekunu Haubobllee KOJIHYe-
crBo MyraHTHOM MTIHK, nmo-BuauMoMy, HaXoauTcs B
CTEHKaX KPYIHbIX LiepeOpanbHbIX apTepuii. OMMrocum-
NTOMHOCTb KJIMHUYECKUX IMPOSIBIEHUI y OOJIbLHBIX C
OUCCEKUMEN 3aTPyIHSIET pacno3HaHUE MUTOXOHIIPH-
aNbHOM MpUPOABI 3a00JieBaHMSI U CBUIETEJIBLCTBYET O
OONMBIION AUArHOCTUYECKOM 3HAYMMOCTU MBILLIEYHOM
ouornicun. UMEHHO TMOCHEenHsAs Chirpajia peliarolyio
pONb MPU YTOUHEHMM TPUYMHBI APTEPUOMNATUHM Y W3-
Y4EHHBIX OOJIbHBIX. YMECTHO TaKXe MOTYEPKHYTh, YTO
MOBHILIEHWE B KPOBU YPOBHS JIaKTaTa, OMHOTO U3 OMO-
XAMHYECKHUX MapKEPOB MUTOXOHIPHAJILHBIX OOJIE3HE,
MMEET OTHOCHUTENIbHOE TMAarHOCTUYECKOE 3HAYEHHE, TaK
KaK BCTpPEYaeTCs He BO Becex cayyasx [ 14, 16, 17]. I1oBwI-
IIEHHWE JIaKTaTa OTMeYajioch v 1 u3 3 obOcienoBaHHBIX
OOJMBHBIX, IPUYEM MMEHHO Y HEro M3MEHEHHUSI B MBI-
MeYyHoM Owornrate ObUIM Haubosiee BbIpakeHHBIMU.
HepmaBHO npoBeneHHOE HaMM MCCJIEIOBaHUE JIaKTaTa y
53 OOJIBHBIX C TUCCEKIMEH 1IepeOpabHBIX apTEPUIL BBI-
SIBUJIO TIOBBILIICHKE €10 YPOBH: IIPMMEPHO B !/, Clly4aes,
a 9JIEKTPOHHO-MHKPOCKOMMUYECKOE UCCIIEIOBAHUE KO-
X4 Y 3 maleHTOB 00HAPYXWIO NECTPYKTUBHBIC U3MeE-
HEHWS MUTOXOHIPUI B KJIETKAX apTepUii KOXM (HEOITy-
OnmkoBaHHBIE HaHHBIE). HecMoTps Ha OTCYTCTBHUE Y
00CJEOBAaHHBIX OOJMBHBIX C JHUCCEKIIMEH CHCTEMHBIX
TNPOSIBJIEHWI MUTOXOHIPUAJIbHBIX O0JIE3HEN, Y YACTH U3
HHUX, KaK OTMedaJioch paHee [18], uMeroTcsa mpu3HaKu
CabOCTH COEOUHUTENILHOM TKaHM (IUIOCKOCTOIIME,
CKOJIMO03, IIPOJIAIIC MATPAJIBHOTO KJIaaHa, Turep@iex-
CHsIBCYCTaBaXx M T.x.), BOCHOBE KOTOPOM, MO-BUIUMOMY,
TaKXe JIEXUT MUTOXOHIPHAJIbHAS ITaTOJIOTHS.
MutoxoHapHaIbHBIE HApYIICHUSI SBISIOTCS W3-
BECTHOM NMPUYMHOM MHCYJIHTOIIONOOHBIX SIIA3010B IIPH
MELAS — onmHOM 13 BapHMaHTOB MUTOXOHIPHAIbHBIX
bonesneii [12, 13, 19]. I'eHe3 Mx OKOHYATEIHLHO HE SCEH.
IIpeamonaraioTcs clenylone MeXaHUu3Mbl: METab0I1-
YECKME HApYUICHHWSA B MO3T€ BCJIEICTBHE MUTOXOHIPH-
ATBHOM HEPreTHYeCKOM HEIOCTAaTOYHOCTH, COIIPOBO-
XJIaeMple JlakTaT-auuno3om [16, 20]; umemusa mo3sra,
00ycOBIEHHAS MMTOXOHIPHUAJILHOM aHTUOMATHENR C
HApYIIEHWEM ayTOPETy/ISAlMA Ha YPOBHE apTepuii He-
Oozmbinoro kamubpa [21—23]; 10KaIbHOE MOBBILIEHUE
HEMPOHAJILHOM BO30OYIMMOCTH BCJIENCTBUE MUTOXOH-
JIpuanbHOM HuchYHKIMHA B HEMPOHAX, aCTPOIIUTAX WIN
SHAOTEINM KaITWUIAPOB, KOTOPAs IIOCTENEHHO pacIpo-
CTpaHAeTCsl M0 KOpe rOJIOBHOTO MO3ra, COYETaeTCsl C
Pa3BUTHEM OTEKAa M MOXET NPUBECTU K JJAMUHAPHOMY

XYPHAA HEBPOAOT M M FICUXUATPHM, 4, 2010; Buin. 2

HEKpPO3y B KOpe roJioBHOro Mo3ra [24]. KnuHudeckue
MPOSIBJIEHUS Y MUCC/IEA0OBAHHBIX OOJMBHBIX HE COOTBET-
CTBOB&JIM MHCYJbTONOAOOHBIM 3mU300aM. Y 2 U3 HHX
UMEJIUCh HILIEMUYECKHUE HHCYJIbTHI, OOYCJIOBJIEHHBIE
OUCCEKLIMEN LiepeOdpaIbHBIX apTepHit, Y | — rmopaxeHue
MOOBA3BIYHOIO HEPBA — M3BECTHOE MPOSBJIEHUE ITHC-
cekuuu BCA, cBsizaHHOe ¢ HapylIeHHEM KPOBOTOKA B
MUTAIOLLIMX HEPB apTepHsX, KOTOPbie aHOMAJILHO OTXO-
asat ot BCA, a He OT HapyXHO# COHHOI apTepuu [25—
271

[Tpy MUTOXOHApPUANILHBIX 3a007€BAHUAX XOPOILIO
OTMMUCAHO TMOPAXEHUE MEIKUX apTepUi M KanmWuIspoB
MO3ra, XapaKkTepHu3yIolleecsl yBEAUYEHUEM YHCIIa U Ha-
PYLLEHMEM CTPYKTYPbl MUTOXOHAPHUM B MEPULIMTAX, SH-
NOTEJIUU, IJIAAKOMBIIIEYHBIX KJIeTKax (MMTOXOHIPH-
aJibHag aHrmonatus) [23, 28]. Hanpotus, uHdopmanus
O MOpaX€HHUM KPYMHBIX apTEPUl, B TOM YHUCJIE IKCTpa-
KPaHUAJIBHBIX U KPYITHBIX MHTPAKpaHUAJIbHBIX, KaKOe
MMeEJIOCh Y 00C/IeI0OBaHHBIX OOJIbHBIX, IIPAKTUYECKH OT-
cyrctByet. B 2006 r. S. Tay u coaBr. [29] onucanu pas-
pBIB a0pTHI Y GonbHOM 15 neT ¢ MELAS u Mytauuei
A3243G. I'ucTronornyeckre U3MEHEHHUS B a0pTe OBUIH
MpeICTaBJIEHbI BhIpaXKeHHBIMHU pa3pblBaAMU MUOLIUTOB U
3JJaCTMYECKMX BOJOKOH B CTEHKE aopThl, BKIIIOYasi
Y4aCTKH, Iie BHEIIHE OHA OblJIa UHTAKTHA. [Ipu umMmy-
HOTUCTOXMMHUYECKOM MCCJIEIOBAHMM HAMACHBI M3MeE-
HEHMSsI, TATIMYIHBIE IJIs1 MUTOXOHIPHAILHOM ITAaTOJIOTHH.
BrIsiBIEHHBIE U3MEHEHMSI aBTOPHI CBSI3BIBAJIM C MUTO-
XOHIPUAIBHON IUCHYHKLIMEN ¥ OHXEHHOM MPOIYK-
e 6enkon, kogupyeMbix MTIHK, mockoibKy ¢ mo-
MOIUBIO MOJIMMEPA3HON LEITHOM peaKiMyu ObLIO IOKa-
3aHO BBICOKOE comepxaHue A3243G-MyTaHTHOM 3a-
TPY3KH B apTEpUaIbHOM cTeHKe (85%) Mo cpaBHEHHIO C
TaKOBOM B KJIETKaX KpoBH (41%).

Coo011eHNs 0 pa3BUTUM HUIIEMHUYECKHUX MHCYJIETOB
IIPU  MUTOXOHAPUAJNBHBIX OOJIE3HAX  E€OUHHUYHBEI.
A. Destée u coasrt. [30] ormucanu 60JIEHOTO ¢ KIIMHUYE-
cKuMH IposiBiieHUsAMA MELAS u ungapkToM Mo3ra, y
KOTOPOTO IIpHA aHruorpauu Obu10 0OHAPYXEHO Iopa-
>K€HME BETBEU CPEIHEM U MepeaHe MO3TrOBbIX apTEPHIA
B BUJIE UX HEPaBHOMEPHOIo Kamubpa U okkio3uii. He-
WU3BECTHO, YTO MOCIYXUJIO MIPUYMHOM 3TUX U3MECHECHMIA:
BHYTPHMCOCYIMCTBIM TpoM0O03, K KOTOPOMY IIPEApacIio-
JlaraeT MUTOXOHJIpHalbHasl aHTHOMATUA, WIN JTUCIUIa-
CTUYECKHE U3MEHEHMS CTEHOK C Pa3BUTUEM MHTpPaKpa-
HuanbHbIX auccekumid. T. lizuka u coasrt. [31] onucanu
Mononoro 6onxsHOoro ¢ MELAS 1 mOBTOPHBIMU HILIEMH -
YeCKMMHM MHCYJIBTAMHU, CBI3aHHBIMU C IIPEXOISAIIEH OK-
KIIIO3MeH MHTpa-3KcTpakpaHuaibHoro otnena BCA,
KOTOpas, IT0 HallleMy MHEHHUIO, MOIJIa OBITH 00YCIIOBIIE-
Ha auccekimeir. OcCHOBaHMEM JISI TAKOTO IIPENITOJIO-
XEHUA CIIyKaT TUITMYHBIE TSI 3TOM ITaTOJIOTHHA JaHHBIE
MMOBTOPHOM aHTHOrpaUu: CUMIITOM <«IUIAMEHU CBEYU»
B ycThe OKKmo3upoBaHHOI BCA, CrIOHTaHHOE paspe-
IIEHWE OKKIIO3MHA C TEYEHHMEM BPEMEHH, CHUMIITOM
«CTpPYHBI». BMecTe ¢ TeM, aBTOpPHI UCKJIIOYAIH 3Ty AHa-
THOCTHYECKYIO BO3MOXHOCTb, IIOCKOJIBKY B 1-# 1 21-i



AHU MHCyabTa npu MPT men B akCHaIbHOM IJIOCKOCTH
He Obu1a obHapyxeHa UMI. [MocnenHee, BO3MOXHO,
CBsI3aHO ¢ BhiOpaHHbIMH pexuMamMu MPT u cpokamu ee
MpoBeicHUA, KOTOpbie BAUSIOT Ha BoisBieHHe UMI,
[Ipu 3TOM HEOOXOAMMO MMETh B BUIY, YTO IaBHOCTb
uncyabta 1 UMI npu auccekunu BCA He Beerna co-
BriagaioT, Tak kak MMI yacTo HapacTtaetr mocTeneHHo,
Ha MPOTSDKEHUM HECKOJbKMX HElesb, TOr1a Kak CUM-
NTOMbI MHCY/IbTA MOSABISIOTCS Mo3xe, Koraa UMI Bei-
3bIBAaCT BBIPAXEHHBIN CTEHO3 WM OKKITI0311I0 BCA.

Euie onHoi MpUYMHON UILIEMUYECKUX MHCYJIbTOB
NpU MUTOXOHAPHUAIBHBIX 3a00JE€BaHUSAX CIYXHUT Kap-
IUOTeHHas 3M00IMs1, 00YCIOBJIEHHAsi MUTOXOHIPUAJIb-
HOI KapauoMuonaTuen u aputmueit [32, 33|, koropas
HE UTrpaJjia poJIM B HALLIMX HADTIOACHUSIX.

Taxkum 06pa3oM, MUTOXOHAPHAJIbHBIE 3a00/1€BaHMS
MOTYT NPUBOAMUTL K Pa3BUTHIO HE TOJILKO UHCYJIBTOIO-
NOOHBIX 3MU3010B, HO U MILIEMUYECKUX WHCYJIBTOB,
NPUYEM MEXaHU3Mbl UX Pa3BUTUS MOTYT OBITh pa3jiny-
HeIMU. B Hactosiueit pabote BriepBhIE MMOKa3aHO, YTO
MUTOXOHAPHAJIbHAS apTepUONaTHsi MOXET MpeapacIo-
NaraTh K AMCCEKUMM 3KCTPAKpAHUAIbHBIX U KPYITHBIX
MHTPAKpaHUAJIBHBIX apTePUil TOJIOBHOIO MO3ra C pa3-
BUTUEM COOTBETCTBYIOUINX KJIMHUYECKUX MPOSIBIIEHUI,
B IIEPBYIO OYepeib, MIIEMHUYECKOr0 MHCYJIbTA.

Ponb MMUTOXOHApPHUAIBbHBIX 3a00/1€BaHU B pa3BU-
TUU MIIEMUYECKOTO MHCYJIbTa, MO-BUAMMOMY, HEIO-
OLIEHUBAETCS U JIOJDKHA YYUTHIBATBCS IPU €r0 HESICHOM
reHese y 00JIbHBIX MoJioioro Bo3pacra. Ha 3To ykasml-
BaloT naHHble E. Martinez-Ferndndez u coasr. [17], KO-
TOpBIE€ BBISIBWIM OMOXMMHUYECKHE U MOP(DOJIOrndecKue
(M0 maHHBIM MBIIIEYHOM OMOICHHU) TIPU3HAKUA MUTO-
XOHIPHAIBHBIX 3a00sieBaHUi Y 7 13 18 O0JIbHBIX C UIlie-
MHUYECKHMH MHCYJIbTAMHM WIM NPEeXONSIIMMU Hapylle-
HHUSIMH MO3TOBOI'0 KPOBOOOPAILIEHUST HESICHOTO TEHE3a,
HE UMEIOLIMX KJIMHUYECKUX IPU3HAKOB MUTOXOHAPU-
aJIbHBIX 00J1e3Hel. HecMOTpst Ha pearoyioXeHue o Ia-
TOTEHETHYECKOI CBA3M MHCYJBTOB C MUTOXOHIPHAJIb-
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HO# raToJioruei, aBTopbl HE paCCMaTPHUBAIOT KOHKPET-
Hble MEXaHHU3MBbl €€ pealu3allMiv, B TOM YHCJIE U BO3-
MOXHOCTb pa3BUTHSA OUCCEKLMH, XOTH Y 1 U3 GOIbHBIX
Obu1a BeIsiBJIEHA OKKITI03Us1 BCA.

Kakast MyTauusi JIEXHT B OCHOBE OOHapyXeHHO#
HaMH MUTOXOHIPHAJILHOM NMAaTOJIOTUH Y O0JIbHBIX C JHC-
cekinei LepedpaibHbIX apTepUii, HEU3BECTHO. MyTa-
LMsI B F€eHe MUTOXOHIpPHUAJIbHOM TpaHcrnoptHoi PHK
neiurHa (A3243G), kotopasi obHapyxuBaercs y 80%
oosbHBIX ¢ MELAS [24, 34, 35], He ObLI1a HaiiaieHa HU Y
onHoro u3 3 obcienoBaHHbIX 60ibHBIX. CnenyeT oTMe-
TUTb 00JiblIYI0 rereporeHHOCTh MyTauui MTAHK. K
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