KAnHnyecknin pasbop NHcTuTyTa Hesponorum PAMH

WNHCyabTONOA00HOE TeYeHne
MHUTOXOHIPHUAJIBHOU

SHIE(AJTOMUONIATHH
cunapom MELAS)

H.H. Cmupnosa, b.A. Kucmenés, M.B. Kpomenxosa, 3.4. Cycauna

Mpobneme wuHCynbTa B MOAOAOM
BO3pacTe yaensetcs ocoboe BHUMaHWe
HEeBPONIOroB, 4TO 0OYC/IOBNEHO COLM-
aNIbHO-3KOHOMMWYECKOW  3HAYMMOCTbIO
JAHHOW NPOGNEMbI, KIIMHUYECKUM U Na-
TOreHeTnyeckumM noaMmMopdr3Mom ocT-
pbIX HAPYLLIEHWIA MO3roBOro KPOBOO6Gpa-
wennsa (OHMK) B aTOo BO3pacTHOM
rpynne, a Takke Hanuunem psiga 3abo-
NeBaHnn,  “UMUTUPYIOLLNX"  KIIUHUKY
OHMK y nny, monogoro Bo3pacTa. B ka-
4eCTBE WINKOCTPALLM 3TOMO MONOXEHNS
Mbl NPEeACTaBASEM UCTOPUID GonesHu
NauueHTKn, rocnuTanM3vpoBaHHON C
nepBoHavanbHeliM amarHo3om OHMK, y
KOTOPOI UCTUHHYIO Npupoay 3abonesa-
HWS1 yOANI0Cb YCTAHOBUTL TOJIbKO NPU K-
HamMM4yeckoM HabnaeHUn 1 cneunasb-
HOM [LOMONHUTENbHOM 06Cne0BaHNN.

BGonbHas A., 32 net, noctynuna B UH-
ctuTyT Heponorun PAMH 22.08.2003 r.
¢ Xanobamu Ha HeKoTopoe “3aTpydHe-
Hue” peun. 13 anamHe3a 13BECTHO, 4TO
pocna v pa3smBanacb HOPMabHO, 3aHN-
mManacb GU3KybTYPOR, HO BCeraa Obina
MOHMXEHHOro NuTaHusl. C IOHOCTU MHO-
roa 6ecnokonnn NnpucTynoobpasHele ro-
NOBHblE 60N, KOTOPbIE ABaX/bl COMNPO-

'Y HUW nesponorun PAMH, Mockga.
UpuHa HukonaeBHa CmupHoBa —
KaHA. Mef,. Hayk, Bpay 2-ro cocyauc-
TOro oTAeNeHus.

Bopuc AnekceeBu4 KucteHéB -
KaHO4. Mend. Hayk, BeayLliui Hayu.
COTP. OTAENIEHNS OCTPbIX HAPYLLEHWI
MO3roBOro KpoBooOpaLLleHns ¢ nana-
TaMu MHTEHCUBHOW Tepanuu.
MapwuHa BuktopoBHa KpoTeHkoBa —
KaHA. Mef. HayK, pyK. oTaesna Jiy4yeBom
LMNArHOCTUKN.

3uHanpaa AnekcaHpgpoBHa Cycnu-
Ha — uneH-kopp. PAMH, pupektop
MHCTUTYTA.

BOXAAJINCb TOLIHOTOM 1 PBOTON. B BO3-
pacTe 29 net Ha 6-M MecsiLe BGepemeH-
HOCTM NPOM30LLEN BbIKUAbILL, MPUMEPHO
C 9TOro e BPEMEHU YXyALIMNCS CyX U
nosisuncs 6enok B moye. B nanbHelwem
neyunacb no nosoay 6ecnnoaus, no no-
BoZy yero B aBrycte 2003 r. 6onbHas no-
flydana SCTpOoreHcoaepxaliuii ropmo-
HanbHbI npenapat. 17.08.2003 r. nocne
WNHCONAUMM NOSIBUAMCH roNnoBHas 60/b 1
Nerkve 3aTpyaHEeHUs pedn, KoTopble B
TEYEHUE HECKONbKMX YACOB YCUIUIIUCH,
pasBunach PBOTa, HAPYLUMIOCH NMOHUMA-
Hye obpalleHHo peyn. beina rocnuta-
NIN3MPOBaHa B paiioHHy0 BONbHULLY, roe
cocTosiHMe 6bIno pacueHeHo kak OHMK;
Ha GOoHEe MPOBOAMMOrO SIeHeHNst COCTOS-
Hue OONbHOM YNy4lMNOoCh, U 4Yepes
5 nHeit oHa Gbina nepeeefeHa B MHCTU-
TYT Hesposioruv PAMH.

Mpu ocmoTpe OTMEYEHO MOHMXKEH-
Hoe nuTaHue G0NbHOW, Taxukapams 0o
100 ypapos B 1 MuH. B HeBponoruyec-
KOM cTaTtyce: cnabo MoNOXUTENbHbIN
cumnTtoM KepHura ¢ AByx CTOPOH, CXO-
Jsuieecs Kocornasme 3a CyeT JIeBOro
rnasa (BpOXAEHHOE); CO CTOPOHbI Apy-
FUX YepernHbIX HEPBOB, ABUrATENbHON 1
YyBCTBUTENIbHOW Cdepbl NaTtonornm He
BbISIBNIEHO. [pn Helponcuxonornyec-
KOM MCCNeAoBaHUU BbISIBJIEHO HEKOTO-
pPO€e CHWXEHWNE MPOWU3BONIbHOTO BHMMA-
HUSl, YMEPEHHbIE TPYAHOCTW B KOHCT-
PYKTUBHO-MPOCTPAHCTBEHHbIX Npobax,
nerkve 3aTpyaHeHust B npobax Ha 3pu-
TENbHBIA THO3UC M PELMMNPOKHYIO KOOP-
OVHAUMIO, HEKOTOPbLIE aMHEeCTUYeckune
TPYAHOCTM B peyn, Herpyboe Hapylle-
HVE MOHWMaHWS PaspsSAHOrO CTPOEHUS
ynucna u 0OBACHEHMS MEePEHOCHOro
CMbICna nocnosul,. Mpu MarHUTHO-pe-
30HaHcHoOW Tomorpadpum (MPT) ro-

noeHoro mo3sra (26.08.2003 r.) B Te-
MEHHBIX [,0/15X 060MX NOoAyLIapuii BbiSIB-
NeHbl CUMMETPUYHBIE OYaru HenpaBuib-
HOV HOPMbI C HETKMMU KOHTYpamu ciabo
MOHWXEHHOI MHTEHCMBHOCTY CUrHana B
pexume T1 1 cnabo MoBbILLIEHHON — B
pexume T2 ¢ npu3HakamMum 06BLEMHOrO
BO3LENCTBUS Ha cybapaxHouaasbHble
NPOCTPaHCTBA; BbISIBNIEHHbIE N3MEHEHMS
MOryT COOTBETCTBOBATb MLIEMUYECKMM
oyaram B 06oux nonywapusx (puc. 1a).
BHesanHoe pa3BuTve 04aroBoOun He-
BPOJIOrM4ECKOl CUMMNTOMATUKN C Herpy-
ObIMW MEHWHreasbHbIM1 1 0BLLEMO3rO-
BbIMU CYMMTOMaMM, HaNIM4ME 04aroB 13-
MEHeHHOro MP-curHana, TUnu4YHbIX ons
NHMapKTOB Mo3ra B OacceiHe 3aHuX
BETBE CPEeAHMX MO3TOBbLIX apTepuii, —
BCE 3TO NO3BOJIMIIO pacLeHnTsL 3abone-
BaHne kak OHMK mwemmnyeckoro xapak-
Tepa. Monogoli Bo3pacT 60bHOW, MHO-
XECTBEHHOCTb 04aroB WMHMaPKTOB Mpu
OTCYTCTBUM NATONOrMN COCYLOB rONOB-
HOrO MO3ra 3aCTaBuiW, B MEPBYID O4Ye-
penb, paccMmaTprBaTb BO3MOXHOCTb
kapanoambonuu. Ons noatBepXaeHus
37OV rMnoTesbl Obina nposeaeHa AXoKT,
KOTOpasi BbISiBUMA NPOSanc MUTPasbHO-
ro KnanaHa C MMKCOMATO3HOW AereHe-
pauueli CTBOPOK W aHEBPU3MY MeX-
npeacepaHon Neperopoakm — NOTEHUM-
aNnbHble UCTOYHMKU TPOMBO3MOBONUN.
Kpome Toro, 6bii1 0TMEYEHbI MPU3HAKM
reMocTaT14yeCcKo akT1BaLmMn B Buae no-
BbILLEHWS arperauum TpoMooLMTOB (Nnog,
BnvsHuem AD®D no 68%), 4to Ha doHe
npuema 3CTPOreHCoAepXalmnx npena-
paToB ¥ NeperpeBaHnst MOro NPUBECTU
K BHyTpMcepae4YHoMy Tpomb6006pa3oBa-
Huo. V13 gpyrux nabopaTopHbIx nokasa-
Teneir obpautana Ha cebs BHUMaHME
npotenHypusa (o1 0,066 no 0,66 r/n),

www.atmosphere-ph.ru

43



/

44

KanHunyeckuin pasbop NHcTuTyTa Hesponorim PAMH

Puc. 1. MPT ronoBHoro mosra 6onbHoi A., T2-B3BeLLIeHHbIe n300paxeHus. a, 6 —
1-e nccnepoBaHne: CUMMETPUYHbIE OYary NOBbILUEHHOM NHTEHCUBHOCTM CUrHana B
NPOEKLMU TEMEHHBIX [01Ieli 060UX NOJyLLIAaPUIA. B, I — 2-€ NCCe0BaHNE: B MPOEK-
Ll BUCOYHOWN N TEMEHHOW O0JIEN NPAaBOro nojywapusa OTMEYaeTCs pacLuMpeHme
30Hbl U3MeHeHHOro MP-curHana. B neBom nonyLwiapum B NPOEKUUN TEMEHHOM O0-
1IN pa3mepbl NaTONOrMYECKOro o4yara 3aMeTHO YMEHbLUWIIUCH.

pacLeHVBaBLIAsACA KaK XPOHUYECKUN
rnomepynoHedpuT.

BonbHOIM NpoBogunach Tepanus aH-
TmarperaHtamy 1 HoOOTPOMHbLIMK Npena-
patamu, Ha GpOHE KOTOPOW HapyLlLeHus
BbICLLUMX NMCUXMYECKMX DYHKLMI perpec-
cvpoBanu, 1 NaumeHTka Gbina BoinucaHa
C peKoMeHZaumen NoCTOSHHOro Npuema
acnupuHa.

Yepe3s Mecsy, nocne BbIMUCKHU,
07-08.10.2003 r., y 605bHOI MOBLICK-
nace Temneparypa tena no 37,9°C, 4to
COMPOBOXANIOCb TOJIOBHON GONbIO 1”1
cHuxeHnem cnyxa. 13.10.2003 r. pas-
BWJICS FreHepann30BaHHbI anunenTuye-
CKMIN MpUNagok ¢ TOHMYECKMMUN Cya0pPO-
ramu, nocne kotoporo 6ecnokonnu He-
6onbLuas cnabocTh B IEBON pyke, 00LLas
cnabocTb, HEYBEPEHHOCTbL MpU Xxoab0e,
B CBSI3W C 4Yem CMycTs ABa OHS mnocne
npunagka 6onbHasi MOBTOPHO rocnuTa-
NN3MpoBaHa B WVIHCTUTYT HEBPONOTUW.
Mpu oCcMOTpe B HEBPOJIOrMYECKOM

cTatyce OTMEYEHO nosiBneHne pednek-
ca babuHcKkoro cnesa; Ha MPOTSXKEHUN
HecKobkunx AHelr 6onbHylo 6ecrnokous
LUYM B MPaBOM YXe, MHOrAa My3blKabHO-
ro xapakrepa, MCKaXeHWe BOCMpUSaTUS
Tembpa CBOEro ronoca v roaocoB no-
CTOPOHHMX. 0 3aKJIIOYEHNIO OTOHEBPO-
nora y 6onbHOIM MMena MecTo ABYCTO-
POHHA HEMPOCEHCOPHAs TYrOyXOCTb.
Mpu 33l yeTkMX NPU3HAKOB ANUNIENTU-
4ECKO aKTMBHOCTN He 06HAPYXEHO.
Mpn nostopHoii MPT ronoBHoro
moa3ra (16.10.2003 r.) B npaBom nosnyLua-
pvn B 6€10M 1 CEPOM BELLLECTBE BMCOY-
HOW 1 TEMEHHOW foneit BbisiBieHa 60/b-
las 30Ha W3MEHEHUS VHTEHCWBHOCTM
curHana (aHanormyHo NepBoMy UCCNeao-
BaHWIO), HENPABUIBHOWM (OPMbI, C HEYET-
KMMW KOHTYpamu 1 cnabo BblpakeHHbIMM
npr3HakaMn 06bEMHOr0 BO3LENCTBYS Ha
TEeno NpaBoro 6OKOBOro Xenyaouka; B ne-
BOM MOJyLIApUM B MPOEKLMN KOHBEKCU-
TaJIbHON MOBEPXHOCTV TEMEHHOW [0/

ocTaBancs HeGOMbLLONM o4ar aHANOrM4YHO
n3meHeHHoro MP-curHana (puc. 16).

OnHammka MPT-KapTuHbl — 3Ha4u-
TENIbHOE YMEHbLUEHME o4yara B JIeBOM
nonywiapum, yBeanyeHne odara B npa-
BOM MONyLIAPUM C PacnpoCTpaHeHneM
Ha BCIO BUCOYHYIO LOJIIO Y HECOOTBETCT-
BME €ro cucteMe KpoBOCHabXeHus Ka-
KOW-nmMbo apTepun — NocTaBmna nog, co-
MHEHWEe MPaBWILHOCTb NEPBOHAYASIbHO-
ro avardHo3za OHMK. CoyeTaHue noBTop-
HbIX MHCYNbTONOA0OHbIX 3MNU30A40B C
CYLOPOXHbIM CUHAPOMOM, HEMpPOCEH-
COPHOW TYrOyXOCTbiO U CYGTWU/bHBIM Te-
JIOCNOXEHMEM MNO3BOAWAO BbICKa3aTb
npeanosiokeHne 0 BO3MOXHOCTM Hanu-
uns'y 60IbHOV MUTOXOHAPWANBLHON NaTo-
norun, a MMeHHo cuHgpoma MELAS
(MUTOXOHAPUaNbHas aHuedanommuona-
TMS C fakTaT-aumao30M UM MHCYAbTOMO-
0OGHbIMM 3nn3ogamm), 4To noTpebosa-
J10 NPOBeAeHNs psaa OOMNONHUTENbHbIX
NCCNEefoBaHNN.

AHanns KpoBM Ha nakrat/nupy-
BaT: MOJIOYHAs KMCNOTa HATOLLAK
2,1 MMONb/N, NOCNe Harpysku caxapom
3,8 Mmonb/n (Hopma - go 1,7 Mmonb/n);
nuposmuHorpagHas kucnota — 0,11 un
0,29 MMONIb/N COOTBETCTBEHHO (HOpMa
0,05-0,09 mmonb/n).

dnekTpoHenpomuorpapusa Bbl-
SIBUNA NBMEHEHNS, XapaKTEPHbIE Kak AJisl
NEPBMYHON  MbILIEYHON  NaTONOrnn
(yMEHbLUEeHWE AJITENBHOCTU MOTEHLMA-
na gauratesbHbix eamHul Ha 30-35% un
CHUXEHNE X aMNANTYAbI), TaK 1 oJisl re-
HepasM30BaHHON CEHCOPHON HeBpona-
TUN MEPBUYHO LEMUENVHU3UPYIOLLEro
xapakrepa.

Buoncus ckeneTHoi MbiLLbI (MPO-
BegeHa B HW nepmatpum n petckom xm-
pyprumn Poc3gpasa): B 4% MUOHOB onpe-
pensetcs rpybblii peHoMeH “pBaHbix
KPaCHbIX BOJIOKOH” (BbIPaQXEHHOCTb €ro —
4 6anna), a Takke BbICOKOE 3HayeHue
MUTOXOHAPManbHOro nagekca — 1,5 (npm
Hopme go 1,0), 4yTo 4OCTOBEPHO CBUAE-
TENbCTBYET O HANNYMM MUTOXOHOPVASb-
HbIX HAPYLLEHWIA.

MoBbILEHNE COOEPXAHUS MONOY-
HOW KMCNOTbI B KPOBY 1 Hannyme heHo-
MeHa “pBaHbIX KPACHbIX BOIOKOH” B 610~
nTaTe CKENETHOV MbILLLbI NOATBEPANAN
npennonoxexHne o cuHgpome MELAS.
AHK-pmnarHoctuka, nposeneHHas B



Me[unKO-reHeTUHECKOM HAy4YHOM LIEHT-
pe PAMH, BbisiBuna y 6051bHOM MyTaLmMo
A3243G, xapakTepHylo Ans CUHApPOMa
MELAS, koTopas ob6HapyxeHa B KneTkax
KPOBW B reTeponia3MaTnyeckom COCTo-
SHWUW, Y4TO MO3BOIUIIO OKOHYATENBHO YC-
TAQHOBMUTb 3TOT AAMArHO3.

MutoxoHapuanbHas 3Huedano-
Muonartus ¢ NlaKkTaT-aunpo30M U UH-
CynbTONOA0GHbLIMU 3NU30AaMU (CUH-
npom MELAS) Obina BbloeneHa B OT-
OenbHYI0  HO30M0rn4yeckylo  dopmy
S. Pavlakis et al. Tonbko B 1984 r. [18].
3aboneBaHne SBNSETCS TEHETUYECKMU
OEeTEPMUHUPOBAHHBIM U OTHOCUTCS K
rpynne MUTOXOHAPWanbHbIX OONesHel,
CBSI3@HHbIX C TOYKOBBIMU MyTaLMSMU
MuToxoHgpuaneHon AHK. B HacTosiwee
BPEMSI YCTAHOBNEHA noKanM3aumus He-
CKOJIbKMX TOYKOBBIX MyTaLMiA, C KOTOPbI-
MK accouumpoBaH cuHapom MELAS,
Hanbonee yacToi u3 koTopsix (80-90%
cnyyaeB) sBnseTca myTtaums A3243G B
reHe nenumHoson TPHK [9]. Pesynbra-
TOM 3TWX MyTaUWi BASIETCS HApYLUEHNE
SHEPronpoAyKLMM B MUTOXOHAPUANBHOW
nObixatensHon uenwu [4]. icxoaa na3 nato-
reHesa 6onesHu npu cuHgpome MELAS
B MEPBYIO 04epelb CTPaAaloT OpraHbl 1
TKaHW C BbICOKMMMW 3HEPreTUHecKumu
noTpebHOCTAMM, @ UMEHHO MbILLIEYHAs 1
HEepBHasi CUCTEMbI, MPUYEM CTEMEHb Bbl-
PaXEHHOCTN HEBPONOrMYECKMX MPOsiB-
JIEHWA N MMOMATUYECKOro CUHApPOMA
3HAYUTENBLHO BapbMpyeT. XapakTepHo
nporpeccupyioLLLee Te4eHne 1 BoBeye-
HVe Lpyrux opraHoBs v TkaHew [17], cpe-
[1 KOTOPbIX MO YaCTOTe NOPaXKeHUs Bbl-
OenaiTca  noaXenyooyHas xeneasa,
cepaue, OpraH 3peHusl, NeYeHb 1 MOYKU.

KapavHanbHeIMM CUMATOMaMu Mpu
MELAS-crHOpoMe aBRsIIOTCA: Henepe-
HOCUMOCTb (PU3MNYECKUX Harpy30K, WH-
CynbTonof06HbIE 3MM30A4bI, CYLOPOrH,
“pBaHble KpacHble” BOIOKHA B GrionTaTax
MbILLEYHOW TKaHW, NakTaT-aumao3 u ne-
6t0T 3aboneBaHus B Bo3pacTe Ao 40 net
[5, 10, 19]. HacnepyeTcsl CuMHOPOM
MELAS no mMaTepuHCKON AnHUK (MUTO-
XOHOpWanbHoe, UMUTOMNIa3maTnyeckoe
HacnefnoBaHue), xota y 56-75% 6onb-
HbIX CEMENHbII aHaMHE3 OKa3blBAETCS
HE OTSArOLLEHHBIM.

OnarHoctnka cuHgpoma MELAS
npeacTaBnseT TPyAHOCTM, 0OyCnoB-
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JIEHHbIE 3HAYUTENIbHBIM pa3Hoobpa-
3MEM KJIMHNYeCKOW KapTuHbl. O606Lwas
[laHHblE OTEYECTBEHHOW 1 3apybexHoN
nmTepaTypbl C OMUCAHUEM OTAENbHbIX
CnyyaeB unM cepuvin HabnoeHwuid, oc-
HOBHblEe  KJIMHWYECKUE MPOSIBNEHUS
cuHapoma MELAS MOXHO npeacTaBuTh
cnenyowym obpasom [1, 2, 5, 6, 11,
12, 23].

1. WHcyneTonogobHble 3nn3onpl,
Hanbonee 4acTbiMV O4arOBbIMU CUMITO-
Mamu Npv KOTOPbIX ABASIOTCS rEMUAHONM-
CWsl, HAPYLLEHMS Peyr 1 OPYryX BbICLIMX
KOPKOBbIX YHKLMIA, pexe — remunape-
3bl, MO3XE4KOBbIE CUMMTOMBI, CYLLOPOX-
HbI CHAPOM B BUZE reHepannm30BaHHbIX
nnn GOKaNbHbIX ANUNENTUHECKUX NPU-
nagKoB, MUrpeHenonoOHbIe rOI0BHbIE
00/ C TOLUHOTOW M PBOTON (Hepemko
OHU BbIBAOT NEPBLIM NPOSIBNEHNEM B0-
N1e3HM), 3NM304bl KOMbl, OCTPbIE MCUXO-
3bl. OCOOEHHOCTBIO 3TUX OCTPbIX 3MNM30-
[IOB SIBNSIETCS, C OOHOW CTOPOHbI, O0-
BOJIbHO BbICTPbLIA perpecc cuMnTomary-
Ky (OT HECKOJIbKMX YACOB 0 HECKOJbKUNX
Hedenb), C APYro CTOPOHbI — CKJIOH-
HOCTb K PELVAVBUPOBAHMIO.

2. [ipyrve nposiBNeHnsi CO CTOPOHBI
LHC - mnoknoHum, 3agepxka ncuxuye-
CKOro pasBuTMSI B AETCKOM BO3pacTe,
[lEMEHLIMS Ha NO3HMX CTafmax 3abone-
BaHWs, Kanbuydukaumus 6a3anbHbIx raH-
TMVEB, NMOBLILIEHVE coaepxaHus 6enka B
nukeope 6onbLue 0,45%o.

3. Ouarn KopkoBO-NOAKOPKOBOW 110-
kanusaummn npu KT nam MPT ronoBHoro
MO3ra, He COOTBETCTBYIOLLME CUCTEME
KPOBOCHaOXeHUs kakon-nmbo apTepuu.
Hanbonee yacto oyarm pacnonaraioTcs
B 3aTblIOYHON, TEMEHHOW W BUCOYHOM
nonsix [13], pexe — B no6GHO fone, Mo3-
Xeuke unun 6asanbHbIX raHrnsx; Hepea-
KO OHM ObIBAIOT MHOXECTBEHHbIMM [7, 8].
YacTto noBTOpHbIE “MHOAPKTBI MO3ra”
pa3BuBaOTCS C MHTEpBasioM B 1-3 mec B
CYMMETPUYHbIX y4acTkax mo3ra [21], kak
9TO0 HabnoJanoch y NpeacTaBieHHON
NaLUNEHTKN.

4. MbllweyHas naTtonorns: HenepeHo-
CYMOCTb GU3NYECKMX HArpy30K (yXyaLLe-
HWe CaMOYyBCTBWS, MUANTK), MMONaTu-
YeCKU CUMMTOMOKOMMEKC (MbILLEYHas
cnabocTtb, rMnoTpodum), aneKTpPoOMmo-
rpaduryeckme NpUsHakn NopaxeHns Mbl-
LIEYHON TKaHW, “pBaHble KpacHble” BO-

NokHa B OGuonTatax MbILUEYHON TKaHU,
BbISIBNSiEMble Mpu okpacke fomopu Tpu-
XPOMOM.

5. OHOOKPMHHO-0OMEHHbIE HapyLle-
HWS: NlaKTaT-aumMaos (B KPOBY U JIMKBO-
pe), HU3KOPOCNOCTb, Kanbuudukaums
6a3anbHbIX raHrnuneB, BbiSBASeMas npu
komnbtoTepHon Tomorpadunm (KT) ronos-
HOrO MO3ra, caxapHblii auadeT, runona-
patupeonamam.

6. MopaxeHne nepudepunyeckoin
HEPBHOWN CUCTEMbI: HEMPOCEHCOPHAs Ty-
rOyxOCTb, HEMponaTum.

7. KapgnanbHas natonorus: kapamo-
MyonaTumn, NpUBOASILLME K CEpAEHHON
HEeLoCTaTOYHOCTW, CUHAPOM Bonb-
da-lapkmHCcoHa-YanTa, HapyweHus
cepaeyHon NpoBOANUMOCTH.

8. nasHble cumnTOoMbl: aTpodus
3pUTENBHbBIX HEPBOB, NMUIMEHTHbIN PETU-
HWT, MPOrpeccupyloLLas HapyxHas od-
TanbMonnerus.

9. Pa3nnyHble GopMbl NoYeYHO na-
TONOrMK, NPOSIBASIIOLLMECS NPOTENHYPU-
e, XPOHWUYECKON 1NN OCTPON NMOYEYHOW
HeJOCTaTOYHOCTLIO.

10. MopaxeHne neyeHn un Xxenymnou-
HO-KMLLEYHOrO TPakKTa.

Takum 006pa3om, y NPeacTaBNEHHON
60bHOI HapsiAy C BbIPAXEHHOI Leped-
panbHO CMMMTOMATUKON MEIOTCS Mbl-
LeyHble runotpobumn, anekTpodunsmo-
NOrnyeckne NPU3Haky NepBUYHO-MbI-
LLIEYHOW NaToNornM 1N NOPaxXeHns nepu-
depnyecknx HEpPBOB, TYroyxocTb U
NPOTEMHYPWS, YKasbiBalOWye Ha nonau-
CUCTEMHOCTb 3a00NeBaHUs, TUMUYHbIE
0N MUTOXOHApPWanbHoW 6onesHn (B
[aHHOM cnyyae - cuHapoma MELAS).
Mpu panbHelwem HabaogeHun Obio
YETKO MPOCNEXEHO MporpeccupyioLlee
TeyeHue 3aboneBaHus.

BonbHoii Bbina NpoBefieHa NpuHATas
npyi MATOXOHAPUANbHLIX 60NEe3HAX Mac-
CvBHasa MeTabonunyeckas Tepanus, KoTo-
pasi BkJO4Yana npenapaTbl SHTApPHOMN
KMcnoTbl, ko3H3uM Q10, HMKOTUHaMKA,
BUTaMuHbl B,, C, E; B kauecTBe cMMnTO-
MaTM4yeckon Tepanuu Obii Ha3HAYeH
knoHasenam. Ha atom ¢oHe cocTosiHne
0O0MbHOI YAYYLIMIOCh, OTMEYeHa Nono-
XuTtenbHaa guHamuka npu 93l

B TeyeHne 2,5 mec nocne BbINMCKN
naLMeHTka 4yBCTBOBana cebs xopoLuo,
npogomkana pabdotatb. OgHako 2 ¢eB-
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Puc. 2. KT ronoBHOro moara: B BUCOYHOW [0N€e IEBOr0 NOAYLWAPUSA C YaCTUYHbBIM
pacnpoCcTpaHeHMEM Ha TEMEHHYIO OO0 OMNPefensaeTcs o4ar cnabo MOHWKEHHOWN
MIOTHOCTYU (CTpeska). B 06oumx nonyluapusax B 061acTy NEHTUKYISIPHBIX SOEP U 3pU-
TeNbHbIX OYrpoB ONpeaesnsTcs o4ary NOBbILLEHHOW MNI0THOCTY (Kanbumndukathbl).

Puc. 3. MPT ronosHoro mo3ara ot 18.02.2004 r., T2-B3BeLLUEHHOE N306paxeHne:
60NbLLON 0Yar NoBbllWeHHOro MP-curHana B N1€BOM MoJyLLIapUn B KOPKOBbIX OTAE-
Jlax BUCOYHOW, TEMEHHOW, 3aTbINIOYHONM Aonen. Ouar B KOPKOBbIX OTAENaX TEMEHHOM
1 BUCOYHOW A0NEeN NpaBoro noayLapusa no CPaBHEHUIO C NPeAbIAyLMM UCCNeao-
BaHWEM (puC. 2a) YMEHbLUWCS.

pana 2004 r. BHOBb NOSIBUNACH CUJIbHAS
ronosHasi 60k, a 4 heBpans 3Ha4YUTEb-
HO YXyALIMACh Peyb 1 HapyLUUIOCh No-
HUMaHVe 00paLLleHHON peyn, YTo SBU-
710Cb NOBOAOM [/151 NOBTOPHOWA rocnuTa-
nmzaumm B MHCTUTYT Hesponoruv. Mpu
NOCTYMJIEHUU BbISIBASINCH BbIPAXEH-
Hasi ceHcopHas adasus, arpadus, anek-
CU$si, KOHCTPYKTMBHO-NPOCTPAHCTBEHHAS
anpakcus, OTMEYEHO Takxke 3aMeTHOe
CYMMETPUYHOE CHUXEHUE CYXOXUIbHbIX
1 NeprocTabHbIX PedIeKCOoB.

KT ronoeHoro mo3sra BbisiB1na B BU-
COYHOV [0f1e NEBOrO NOayLapus ¢ yac-
TUYHBIM PACMPOCTPAHEHNEM HA TEMEH-
HYIO [OM0 o4ar c¢nabo MOHMXKEHHOMN
NAOTHOCTU, @ TaKXE 0Yary NOBbILLIEHHON
NAOTHOCTU — Kanbuudukatbl — B 060UX
nonyLaprsix B NPOEKUUM NEHTUKYNsP-
HbIX S4EP U 3pUTENbHBIX BYrpoB (puc. 2).
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OaHHble MPT ronoBHoro moa3ra
(18.02.2004 r.): N0 CpaBHEHWMIO C Npeabl-
OylWM MCCNefoBaHWEM Q4ar B JIEBOM
nostyLapum yBenmumncs B o00beme v pac-
NPOCTPAHUACS MNPEMMYLLECTBEHHO Ha
KOPKOBbIE OTAEbl BUCOYHON, TEMEHHOW
1 3aTbI/IOYHON [JoNen; NOSBUAUCH Npu-
3Hakn 00bEMHOro BO3AENCTBUS B BUAE
KOMMpeccun 3afHuNx oTaenoB Ten 6oko-
BbIX XEJTyLJ04KOB; O4ar B KOPKOBbIX OTAE-
Jlax TEMEHHOM 1 BUCOYHOM [0fIEN YMEHb-
Lmncs B pasmepax (puc. 3). Mccnenosa-
HVe KPOBW Ha NaKTaT/nupyBaT BbISBUIO
HapacTaHve nakraT-auuposa: MOJou-
Has kucnoTa Hatowak — 3,6 Mmonb/n
(Hopma o 1,6 Mmmonb/n), nocne Harpys-
kv caxapom — 4,0 Mmonb/n (HopMa — A0
1,8 MMOnb/NT); MMPOBUHOrPagHas KUCo-
Ta- 0,031 0,11 MMONb/N COOTBETCTBEH-
Ho (Hopma 0,05-0,09 mmonb/n). B aHa-

NIN3e MOYM COXPAHSIETCS MPOTEUNHYpUs
0,36%o.

BonbHOM NPOBOAMNOCH NleyeHne no
BblLLIeYKa3aHHOM cxeme, K KOTOpoli Bbin
nob6asneH aumedocdoH (C  Lenblo
YMEHbLUEHUSI BbIPAXEHHOCTU nakTaT-
aumao3a), NPOBOAMINCE TakKe WHTEH-
CVBHble 3aHATUS C floronedom. Mocte-
MEeHHO UCYE3NN roNoBHbIE 60NN, 3HAYN-
TENbHO YNYYWWAOCh MOHMMaHue obpa-
LLIEHHON peyn n CoBCTBEHHAs peyb.
OpHako 20.02.2004 r. y 6051bHOI BHOBb
pasBuACA NPUCTYN CWUSIbHOW FOJIOBHOWA
60 C PBOTOIA, CMPOBOLMPOBAHHBIN He-
CBOEBPEMEHHbLIM MPUEMOM MULLK, a Ye-
pes HeCKObKO AHen nosisuancek GoTo-
NCKN 1 OrPaHNYeHne NPABOro nons 3pe-
HVs. OpTanbMoNoOrom BbiSIBNEHA He-
nosiHasi NPaBOCTOPOHHSS FOMOHVMMHas
remvaHoncus; npyu nostopHon MPT ot
26.02.2004 r. OTMEYEHO yBeNnuM4yeHune
oyara B NEBOM MOJYLIAPUN FONIOBHOMO
MO3ra C BOBJIEYEHNEM MeAMNANIbHbIX OT-
[enoB 3aTblIOYHON A0AM U TUMNOoKaMm-
nanbHOM U3BUSIVHBI.

Ha ¢oHe npoBoamMMon Tepanun co-
CTOSIHME YNYHWWAOCh: mncyesnu ¢oTo-
ncun, HECKONbKO PacLIMPUIOCh NPaBoe
none 3pexHus. BeinucaHa B yooBNeTBO-
pPUTENBHOM COCTOSIHUM MofA, Habnone-
HVe HeBpoJsiora no MecTy XUTeNbCTBa,
[aHbl COOTBETCTBYIOLLME PEKOMEHAa-
LuM No Npuemy NpenapaToB “MUTOXOH-
npvanbHoro” pana (kosHamm Q10, naoe-
OeHOH). B Te4eHne noytn 2 net otMeva-
eTcsl CTolKas pemMuccus CUMNTOMOB
60nesHu.

Tak kak cuHgpom MELAS sBnsetcs
reHeTnyeckum 3abosneBaHWeEM C Mate-
PVHCKMM TUMOM HacnegoBaHus, B OTAE-
neHun Bbina ocMoTpeHa mMaTtb 6OJIbHON.
Mpu ocMoTpe: naumeHTka HeboNbLIOro
pocTa ¥ MOHMXKEHHOIO MUTAHWS; Herpy-
Oblli UIHTEHLMOHHbIA TPEMOP MpY Nasb-
LIeHOCOBOI Npo6e; yMEPEHHOE CHUXE-
HME WHTENNeKTyalbHO-MHECTUYECKNX
GyHKumiA. KT ronoBHOro mosra BbisiBuia
KanbuudrKaTbl B NPOEKLMN MeananbHbIX
OTLENOB NEHTVKYSPHBIX Saep 1 cnaboe
pacLUMPEHNE JIMKBOPHbLIX MPOCTPAHCTB.
Taknm o6pasom, y matepu 60J1bHON, No-
BUOVMOMY, UMEETCS CYOKIMHUYEeCKUin
BApVAHT MWUTOXOHAPMWANbHOW MaTosNo-
rn, NOATBEPXAAIOLWNA MATEPUHCKNI
TUN HacnepoBaHusa cuHapoma MELAS.



[na BbiACHeHMa naTodu3nonorum
WHCYNbTONOAOOHBIX 3M1M30408B MPY CUH-
npome MELAS 6onbluoe 3HauyeHne nme-
0T OaHHble 0AHOMOTOHHON 3MUCCUOH-
HOW  KOMMbIOTEPHOM  TOMOrpabuu
(O®DIKT), koTopass B npenctaBieHHOM
cnyyae npoBoaunacb Agaxabl. Mepeoe
nccnenoBaHve Obl10 NPOBEAEHO Noche
BTOPOr0 WHCYNLTONOAOBGHOr0 3nv30[a,
NPOTEKABLLEr0 C CYAOPOXHbLIM NpuUnaj-
KOM, CHWXEHMEM Clliyxa U CIyxOBbIMU
rannoumHaumsMmn: npyu OMIKT 6bino Bbi-
SIBNEHO HE3HAYUTENIbHOE CHUXEHMUE OT-
HOCUTENbHOM KopkoBoW nepdyaun (OKIM)
B MEPVCUNIbBUAPHOA 30HE U BUCOYHOM
[0ne NpaBoro nosywapwsi, 4To COOTBET-
cTBOBaNO nokanu3aumm MPT-ovara
(puc. 4). OQHOBPEMEHHO B BUCOYHOM 00-
nlacTu NeBoro nosywapus Obinmn 3aduk-
cupoBaHbl 6ofiee BbICOKME 3HaYyeHust
OKI, yem B gpyrmx yyactkax moara. Ha-
NMOMHUM, 4YTO Yepes 2,5 Mec noce 3Toro
y G0NbHON Pa3BWUICS TPETUIA UHCYNLTO-
noaobHbIN anu3on ¢ GopmmupoBaHMeM
o4ara nopaxeHusi IMEHHO B NIEBOW BU-
COYHOW [one, YTO KIIMHUYECKU NPOsIBAS-
NIOCb CeHCopHou adasuei. MoBTOpHOE
ncenegosaHme Mo3roson nepdysuu,
NPOBEAEHHOE Yepes 2 Hepn, Nocne nosie-
JIEHVS1 CUMMNTOMATUKK, BbISBUNO B STON
30HE Y€ 3aMEeTHOE CHUXEHVE Nepdy3unn
(puc. 4). B 10 Xe Bpems B NEBOIN TEMEH-
HOW ¥ BMCOYHO-3aTbIIOYHON 0BNacTsax
chopmmpoBanacb 30Ha OTHOCUTENbHON
runepnepdyaum (nokasatenn OKM nosbi-
cunmeb 8o 100,6%), n UMEHHO B 3TUX OT-
Jenax Mo3ra OTMEYEHO pacLUMpeHune 30-
Hbl OYara npu pPasBUTUK YETBEPTOrO UH-
CynbTONOA06HOro 3MM3oaa ¢ NPaBoCTO-
POHHEV FOMOHMMHOW reMMaHomncuen.

Mony4yeHHble Hamy AaHHblE MOJHO-
CTbiO COBMAZAT C MHOTOYUCAEHHBIMU
HabnoaeHnsaMn 3apybexHbIX aBTOPOB,
COrMacHO KOTOpbIM A0 WX BO BPEMS
MHCYNbTONOA06HOr0 3nm3oaa 06bIYHO
BbLISIBNIANIOCh MOBbILIEHNE Liepebpanb-
HOM nepdy3nmn, COOTBETCTBYIOLLEE 30HE
dopmmpoBaHns LepebpanbHoro ovara
[11, 13], B TO Bpems kak nocne pa3sutus
04aroBOM CUMMATOMATUKN B 3TON XXe 30He
oTMeyanacb runonepdysms. B Tepmu-
HanbHOW cTaguy cuHapoma MELAS onu-
coiBaloT AMdOy3Hyo runonepdysunio
[14]. Ha ocHOBaHWM 3TUX JaHHbIX BbICKA-
3bIBASIOCh NPEAnoNoXEHNE, YTO K pa3Bu-
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Puc. 4. Viccneposanve LepebpanbHoi nepdysum metonoMm ODIKT y 6onbHOMN A.
a-B — nccneposaHne 12.11.2003 r. — 30Ha HM3KON Nepdy3un (CUHUIA 1 3eneHbll
LiBeTa) B BMCOYHOW 061aCT1 NpaBoro noJsylapus (a) n Belcokon nepdyaum (kpac-
HbIV LLBET) B 3aTbUI04HbIX 405X (6) U BUCOYHOM JoNe NeBOro nonywapus (B). r—e —
nccnepgosaHue 18.02.2004 r. — cHuxxeHne nepdy3nn B 1EBOV BUCOYHON fone (e) no
CPpaBHEHUIO C NPeabIAYLLM UCCNEA0BaAHNEM.

TUKO 04aroBOro MopaXxeHus moara npu-
BOAWT HaNM4Me MUTOXOHAPUANbHOM aH-
rmonaTum, CBA3aHHOM C HAKOMIEHNEM B
rMafKOMBILLIEYHbIX, SHOOTENANbHbIX U
Opyrux KNneTkax COCyOOB MMKPOLMPKY-
NIATOPHOro pycna AedeKTHbIX MUTOXOHA-
pui [13]. BaxHenwee JONONHUTENbHOE
3HaYEeHVE MEIOT 1 MeTaboIMyeckme Ha-
pyLIEHUs B HEMpPOHax, 0OYCNOBNEHHbIE
CHWXEHNEeM MeTabonnamMa rnoKo3sl U
MOBbILWEHNEM MPOAYKUUM  MOJSIOYHOM
kucnotel [15]. PacwwmpeHve 30HbI MO-
BPEXAEHNS MOXET 0TpaxaTb PacrnpocT-
paHeHne MeTaboNNYeCcKmX HapyLLEHNIA B
HEepPBHOW TKaHU C CONYTCTBYIOLLMM Ba30-
reHHblM oTekoMm [11]. TncTonatonoruye-
CK1e NCCNefoBaHns Ceporo BeLecTsa B
30Hax “MHGapKTOB” TakXe nokasanu,
YTO NOBPEXOEHUS MPOUCXOASAT CKOpee
Ha KIETOYHOM YPOBHE, HEXENN Ha COCY-
avcTom [22].

CTparterna neyeHuss MUTOXOHAPU-
anbHbiX 3aboneBaHWii 3akioyaeTcs B
noBblleHnn 3PDEKTUBHOCTM MNpoLec-
COB OKMCAUTENBHOrO dochopunnnposa-
HWSI HA CUCTEMHOM YpOBHe [3].

OCHOBHbIE NPUHLLMMbI Ie4eBHON Tak-
TUkn npu cuHapomMe MELAS Bko4atoT:
® METYy C OrpaHUYEHUEM COLEPXaHWs

yrnesopoB o 10 r/kr (Bbicokoe mno-
TpebneHune rnioko3sbl Npu pedekrax
[bIXaTeNlbHON Lienu SBISETCS CBOe0O-
pasHO MPOBOKALMEN, YCUINBAIOLLEN
nedekT aHepreTnyeckoro obmeHa);

Ha3HayeHne npenapaTtoB, CNocobCT-
BYIOLLYX NEPEHOCY 3NEKTPOHOB B Abl-
xaTenbHon uenn (koaH3um Q10, nae-
6eHoH, BuTamuHbl K; 1 Kj, sHTapHas
kucnota, uutoxpom C, ackopbuHoBasi
Kucnora);
BBEAEHNE KODAKTOPOB, Y4ACTBYIOLLMX
B SH3MMHbIX PEAKUMSX SHepreTmyec-
Koro obmeHa (HUKOTMHamug, pubo-
GnaBuH, KAPHUTUH);
¢ MPUMEHEHME MO NOKa3aHWSIM CPELCTB,
YMEHbLUAIOLWMX CTEMEHb NakTaT-aum-
nosa (aumedocdoH, amxnopauerart,
2-x10pnponuoHar);
aHTUOKCMOAHTHas Tepanus (ackopbu-
HOBas KMcnota, ButamuH E);
COMyTCTBYIOLLASA 1 CUMMNTOMATMYECKast
Tepanus (Npu HeobxoAMMOCTY — NPo-
TUBOCYLOPOXHbIE 1 aHTUAMabeTNYeC-
Kne npenaparbl, UCKYCCTBEHHAs1 BEH-
TUNAUNUA NErknx, MNepUTOHeasbHBbIN
ananus, remotpaHcdysmn);
® VICK/IOYEHME MPEenapaToB, CrOCOOHbIX
MHrMOUpoBaTh SHEPreTUYecknii MeTa-
60113M (Npenaparsl BanbNpPOeBO KUC-
NoTbl, 6apbuTypaThl, XxnopaMdeHnKkon).
MpoBeneHve KOMMAEKCHON Tepanum
no atoin cxeme y 70% 6G0NbHbIX NPUBO-
onT K ctabunmnsauum  COCTOSHUA 1
yMeHbLUeHWO nakTaT-aunaosa [3]. Ham
yoanocb fo6UTLCS 3TOr0 Mpy BKIOYE-
HUK B Tepanuio naebeHoHa — CUHTETUYE-
ckoro aHanora kosHavnma Q10, koTopsblii
obnapaet 6onee BbICOKOW aKTUBHOCTbIO
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1 Nerko MPOHMKAET Yepes reMaTosHLe-
danuyecknii 6apbep. VmeloTcs onuca-
HUS AnuTensbHow (16-24 mec) pemunccum
y 605bHbIX cTape 30 neT ¢ CMHAPOMOM
MELAS Ha ¢oHe neveHuns naebeHoHoM B
coyeTaHun ¢ kosHanumom Q10 nnm prbo-
dnasuHom [17, 20]. CnenyeT OTMETUTD,
4TO B HACTOSILLEE BPEMS MOSIBUNCS OTE-
YeCTBEHHbIN aHanor naoebeHoHa — npe-
napaT HOOEH.

Bo3Bpaluasicb K BO3MOXHOCTSIM pPaH-
Hen gnarHocTukmn cuHapoma MELAS, He-
06X0MMO MOMHUTb, YTO MOJIHOE MPOSIB-
neHne cneunmdryeckoro CUMMNTOMO-
KOMMJIeKca MPOMCXoamnT 0BbIMHO CMyCTS
ornpefeneHHoe BpeMsi nocne mMaHudec-
TauMy HayvanbHbIX NPOSIBNEHWI 6ONE3HU
[3]. MoaTomy MonoapIM nvuam, y KOTo-
pbix HabnoaaoTca LepebpanbHble anu-
30[bl, KIIMHUYECKM NMOXOXUE Ha ULLIEMU-
YECKMe MHCYNbThI C aTUMUYHBIM TEYEHN-
€M, a TaKXe CYyAOPOXHbIV CUHLAPOM HesiC-
HOW 3TMONOrUM UM MUTPEeHenoaobHbIe
rosioBHbIE 6ONIN C PBOTOI B COYETAHUM C
npu3Hakamy MOpPaxXeHns Opyrux opra-
HOB 1 TKaQHEN, CneayeT LWMpe NPOBOAUTb

nccnefoBaHve KpoBW Ha COAepXxaHue
MOJIOYHON M MMPOBUHOIPALHON KUCNO-
Thbl, 3N1EeKTPOMUOrPadUIO 1 SNEKTPOHEN-
pomuorpaduio. 3T MeToamKn MOXHO
CYMTaTb CKPVHMHIOBBIMW TECTaMu A4S
BbISIB/IEHUSI MUTOXOHAPUANBbHOM NaTono-
rK, HA OCHOBAHWM KOTOPbIX JOJIKEH pe-
LIaTbCs BOMPOC O GMOMNCKUM CKENeTHOM
MbiLLLbl U JHK-guarHocTuke.
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