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PE3HOME

BeepneHue. Anunencusa ABNSETCA pacnpoCTPaHEHHbIM NPOAB/IEHNEM MUTOXOHAPUANbHbIX 60/1€3HEN, B TOM YUCIE CBSA-
3aHHbIX C¢ MyTaumsmu B reHe POLG. Tem He meHee anekTpoaHuedanorpaduyeckue (33) ocobenHocTn POLG-
accoUumMmnpoBaHHbIX 3a60neBaHum Y B3POCNbIX NAUNEHTOB N3y4€Hbl HEAOCTATO4HO.

Llenb: n3y4yntb 0COBEHHOCTM 1 XapaKTepucTukn 33M-KapTuHbl y B3POCHbIX nauneHToB ¢ POLG-accouunpoBaHHbiMM
3a60M1eBaHUAMN.

Matepuan u metogbl. 06¢niefoBaHbl 8 60JbHbIX: 7 ¢ cuHapomom SANDO (aHrn. Sensory Ataxic Neuropathy, Dysarthria,
Ophthalmoparesis) n 1 ¢ cungpomom MEMSA (anrn. Myoclonic Epilepsy Myopathy Sensory Ataxia); megnaHa so3pac-
Ta coctasuna 32,5 roga. Bcem naymeHTam BbinonHeHa pyTuHHasa 33 Ha 19-kaHanbHOM 3neKTpoaHuedanorpadge no
06LLENPUHATON METOAMNKE.

Pe3ynbTatbl. ONMnenTU4ecKne NpUCTynbl HabNAannUch y 3 60NbHbIX, Y 2 — Kak NepBOe NposiBNieHNe 3a6oneBaHus.
Y 6 nauneHToB B (DOHOBOIA 3anucu npeobnagana TeTa-ak TMBHOCTb B 3aTbISI0YHbIX OTAEMAX, U3 HAX Y 5 perncTpuposa-
nucb 6unatepanibHO-CUHXPOHHbIE BCMbIWKK FPYNN BOSIH TeTa- U AenbTa-Anana3oHa, 605ee BblpaXKeHHbIe B NOOHO-
LleHTpanbHbIX OTAENAaX; y 4 — npexoasilas HenaTepannu3oBaHHas OefbTa-akTUBHOCTb B 3aTbISIOYHbIX U 3aTbINIOYHO-
TeMeHHbIX oTaenax. OTKpbIBaHMe rna3 NpMBOAMIO K AeNPeccun pUTMOB U NOAABMIEHNIO BCNbILWEK Y BCEX OOMbHbIX.
Mocne puTMUYECKON POTOCTUMYNALUKN Y 2 NALUEHTOB OTMEYEHbI 6unaTepanbHO-CUHXPOHHbIE BCMbILWKK FPynn TeTa-
N LeNbTa-BOJH, nNpeobnagatoLine B IOOHbIX oTaenax. Mpu runepBeHTMNALNN Yy 3 60J1bHbIX HAONOAANINCH YCUIEHNE
[1eNbTa-aKTMBHOCTM B 3aTbINOYHbIX OTAENax, a TakXXe 6unarepanbHO-CUHXPOHHbIE BCMbILWKKA TPYNN AefbTa-BOJH.
AnunenTugopmHas akTUBHOCTb perucTpupoBanach y 2 nauueHTokK.

3aknroueHune. XapakTepHoi I3M-KapTUHONM Y B3pOChbIX nauneHToB ¢ POLG-accouumpoBaHHbIMK 3a601€BAHNAMM He-
3aBUCKIMO OT KNTMHNYECKON KapTWHbI ABNAIOTCS 3ameAsieHne ()OHOBOI aKTUBHOCTU, HANU4Me BCMbILLEK TeTa- 1 AenbTa-
BOJIH B 3aHNX OT[€eNlax r0N0OBHOI0 MO3ra, KOTOpble NOAABNAAOTCSA NPW OTKPbIBAHWUW rNas.

KNHO4EBBIE CJIOBA

MuToxoHzpuanbHble 3a6onesanus, red POLG, cuHgpom SANDO, cungpom MEMSA, anekTpoaHuedanorpadus, anu-
nencus.
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KoHhnuKT nitepecos
ABTOpbI 3a9BNSAT 06 OTCYTCTBUMN KOHM(DINKTA MHTEPECOB B OTHOLLIEHUN JAHHOW Ny6anKauum.

NcTo4YHMK huHaHCUpOBaHUSA
iccnepoBaHue BbINMOMHEHO Npu hMHAHCOBO nNoaaep>xke Poccuitckoro hoHaa dpyHaaMeHTanbHbIX UCCNeA0BaHN B paMKax
Hay4Horo npoekTa Ne 19-015-00171.

Bknap asTopos
ABTOpbI CAENany 3KBMBANIEHTHbI BKNad B NOAFOTOBKY Ny6anKauuun.
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accouunpoBaHHbIMKU 3aboneBaHuaAMU. 3dnusencus U napokcudmasbHbie coctosiHus. 2020; 12 (4): 205-215. https:/doi.
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SUMMARY

Introduction. Epilepsy is a common feature of mitochondrial disorders, including those associated with mutations in the
POLG gene. Nevertheless, brain electrical activity features of POLG-related disorders in adult patients have not been
adequately studied.

Objective. To study the features and characteristics of the electroencephalography (EEG) pattern in adult patients with
POLG-related disorders.

Material and methods. Eight patients were examined: 7 with SANDO (Sensory Ataxic Neuropathy, Dysarthria,
Ophthalmoparesis) syndrome, and 1 with MEMSA (Myoclonic Epilepsy Myopathy Sensory Ataxia) syndrome; median
age was 32.5 years. All patients underwent routine EEG monitoring using a 19-channel electroencephalograph according
to the generally accepted method.

Results. Epileptic seizures were found in 3 patients, for 2 of them — as the first manifestation of the disease. In 6
patients, theta waves predominated in the occipital regions. Of those 6 patients, in 5 bilateral synchronous bursts of
theta and delta wave groups were identified being more prominent in the frontocentral regions; 4 patients had transient
non-lateralized delta activity in the occipital and parieto-occipital brain regions. In all patients, opening eyes led to the
depression of rhythms and burst suppression. After photostimulation, in 2 cases bilateral synchronous bursts of delta
and theta wave groups were recorded predominantly in frontal lobes. In 3 patients during hyperventilation an increase
in delta activity in the occipital lobes and bilateral synchronous bursts of delta wave groups were observed. Epileptiform
activity was recorded in 2 cases.

Conclusion. In adult patients with POLG-related disorders, regardless of the clinical manifestation, typical EEG features
include generalized background slowing, theta and delta bursts in occipital lobes with their suppression by opening
eyes.
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BBEJEHHME / INTRODUCTION

MwuToxoHapuanbHble 60/1€3HN NPeACTaBNAT CO60N
O6LINPHYID TPYNNy HaCNeACTBEHHbIX 3ab0NeBaHun,
B OCHOBE MaToreHe3a KOTOPbIX NeXKaTt HapyLweHne pabo-
Tbl [bIXaTe/IbHON LEenn MUTOXOHAPWA W HeJocTaTou-
HOCTb OKUCNUTENBbHOI0 hocdopunupoBaHns. s aTou
rpynnbl NaTonornin xapakTepeH LUMPOKUIA CNeKTP Kak
HEBPOJIOrMYECKMX (aTakcusa, HeBponmaTtus, Muonatus,
anunencus, aKCTpanupamuaHble HapyLweHus n ap.), Tak
N 3KCTpaHeBpanbHbIX (KapAuMomuonartus, peTuHonatus,
renaro- 1 Hedpponatus, IHAOKPUHONATAN) NPOABNEHUN,
4YTO CBfI3AHO C CUCTEMHbIM NOpPaXeHMeM Haubonee
3HEProsasncuUMbIX TKaHen [1].

OaHMM 13 AAepHbIX TeHOB, KOTOPbIE TECHO CBA3aHbI
C (OYHKUMOHWPOBAHWEM MUTOXOHAPWUIA, ABMSETCA TeH
POLG, Takxe n3BecTHblii kak POLG1, koanpywmin Ka-
TaNNTNYECKYI CYObeanHNLY MUTOXOHAPUANbHON NONN-
Mepasbl ramma. [JaHHbIn (DepMeHT UrpaeTt Ba>kKHY0 Posib
B pennukaumm mutoxoHapuansHoin OHK (mtOHK). MaTo-
FeHHOCTb MyTauui peannudyetca ABYMS NyTAMU: pa3Bu-
TUEM MHOXECTBEHHbIX aeneunin MTOHK n/unu cHuxeHn-
eM 4ucna konuin MTOHK B MOpaXeHHbIX TKaHAX, 4TO
B KOHEYHOM CHeTe NMPUBOAUT K HAPYLUEHUIO TKAaHEBOro
[bIXaHus, a B psaje cny4aes — K laktar-aungosy [2].

Hesponornyeckne npossneHns POLG-accouumnpoBaH-
HbIX 3a60/1eBaHNN KpanHe pasHoobpasHbl N XapakTepuay-
H0TCA COYMETaHNEM HApY>XHOro ogpTaibMonapesa, atakcum,
MuonaTumn, NONMHEBPONAaTAW, ABUraTeNbHbIX PACCTPONICTB,
MUTPEHW, KOFHUTMBHbBIX U MCUXONATONOTNYECKUX Hapy-
weHuin [1, 3]. ONMCaHO HECKONbKO MepeKpbiBAKLLNXCS
heHOTUNOB, 06YCNOBMIEHHbIX MyTaUUAMU B JAHHOM TEHE.
OoHuUM 13 Hambonee TSXKENbIX ABASAETCH CUHAPOM Aflb-
nepca, fe6rTupyoLWmin B paHHemM Bo3pacTte ¢ papMako-
PE3NCTEHTHON 3NUIENCUM, 3afePXKN NCUXOMOTOPHOMO
pas3BUTKA W renatonatuy ¢ AanbHENLLINM Pa3BUTUEM TH-
XKenow nevyeHOYHON HeJOCTATOMHOCTU. TakXe CMEKTp
POLG-accoumMnpoBaHHbIX PacCTPONCTB BKJIIOHAET CUH-
APOMbI C NO3AHUM Je60TOM 1 60/1ee MATKUM TeYEHMEM:
NPOrpeccupyroLias HapyXHas odTanbMONerns, CuH-
apom MEMSA (anrn. Myoclonic Epilepsy Myopathy
Sensory Ataxia — MWOKNOHYC-3MWnencus, muonatus,
CEHCUTKBHAA aTakcud), CUHAPOMbI aTaKCMU-HEBpoOnaTuu,
B 4YacTHOCTW cuHapombl SANDO (anrn. Sensory Ataxic
Neuropathy, Dysarthria, Ophthalmoparesis — ceHcuUTuB-
Has aTakcus, HeeponaTtus, Au3apTpus, oTanbmonapes),
MIRAS (anrn. Mitochondrial Recessive Ataxia Syndrome
— MUTOXOHJpUanbHas peLeccusHas atakcus) u ap. [2, 4].

anunencus n NapokcnamMasibHble COCTOSAHUS

anunencusa ABNAETCA OLHUM U3 XapaKTepHbIX WU KNn-
HUYECKN 3Ha4ymMmbix nposisneHuii POLG-accounnpoBaH-
HbIX PACCTPOWCTB, ONPEeLEensLnNX TAXECTb U NPOrHO3
3aboneeaHus. Hanbonee 4acto HabnwpawTca dokasb-
Hble 1 MMWOKJIOHMYECKNE 3NUNENTUYECKUEe NPUCTYMbI,
B TOM YuUCNe C 3BOJIIOUMEN B GuiatepasnbHble TOHUKO-
KNOHWYECKMe NPUCTYNbl U PA3BUTUEM INUSIENTUHECKOTO
cTaTtyca, npu 3TOM Ha 3JieKTpo3Huedanorpamme (33l)
4acTo perucTpupyeTcsa anNunenTUopmMHas akTUBHOCTb
B 3aTbINIOYHBIX fonax [5, 6].

bonbWwnHCTBO 0Ny6MMKOBaHHbLIX paboT Mo anunen-
cum npn POLG-accouunpoBaHHbIX 3a60fieBaHUAX MNO-
CBALLEHO M3Y4YeHUO TevyeHus U (PeHoOMeHOonorunm npu-
CTYNoB, a Tak)xe J3-narTepHamM y nauneHToB LETCKOro
Bo3pacta [7-9], B TO Bpem$s KaK UCCNeLOBaHNA LaHHON
npo6sieMbl Y B3pOC/IbIX LOBOJIbHO PeaKM.

Lenb: n3y4nTb 0COBEHHOCTW U XapakTepucTuku 33r-
KapTuWHbl Yy B3pOChbiXx nauneHtoB ¢ POLG-accouun-
POBaHHbIMMW 3a60/1eBAHNSAMMN.

MATEPHUAJI 1 METOJbI / MATERIAL
AND METHODS

MbI npoBenu peTpocneKTUBHbIN aHann3 0COOEHHOCTEN
6M03/IEKTPNYECKON aKTUBHOCTM FOSIOBHOrO MO3ra y rpyn-
Mbl B3POC/IbIX NAUWEHTOB C FEHETUYEeCKN MOATBEPXKAEH-
HbiMn POLG-accounnpoBaHHbIMU 3a60516BaHUAMMN.

B nccnepnosanne BKIOYEHbI 8 60MbHBIX (3 MYX4YMH

1 5 xeHwunH) B Bo3pacTte ot 20 fo 39 net (MeLnaHa Bo3-
pacta 32,5 ropa), kKotopble Habnwganucs B Hay4yHom
ueHTpe Heponoruu ¢ 2013 no 2020 r. Y 7 naymeHTOB
6bin gnarHoctuposaH cuHgpom SANDO, y 1 naumeHTKM
— cuHgpom MEMSA. MegnaHa Bo3pacTa aebtota 60me3s-
Hu cocTasuna 29 net (14-32 roga), LNINTENbHOCTM 3a-
6onesanusa — 6 (ot 2 po 7) net. AHK-guarHoctuky y 6
60JIbHBIX BbINONHANN C uUcnonb3oBaHrem MLPA-naHenu
ONS AeTeKUUmM cemu 4acTbix myTauuii (p.W748S, p.G848S,
p.T914P, p.A467T, p.L304R, p.L587R, p.G737R; TpaHc-
kpunt NM_002693.2) B reHe POLG B nabopatopum Ha-
CNeAcTBEHHbIX 6051e3Hel 06MeHa BewecTB Meanko-reHe-
TUYECKOro Hay4yHOro LeHTpa um. akagemmka H.IM. bo4koBa,
y 2 nauyveHToB — METOAOM MacCOBOro MNapanfiefibHoro
CEKBEHNPOBAHNA C MOMOLLBI OPUTMHAJIBHOW TapreTHOM
mynbTureHHo naHenu (300 reHoB) Ha nnatrdopme
[llumina MiSeq (lllumina, Inc, CLLA), paspaboTaHHoi B Ha-
YYHOM LLEHTPE HEBPOJIOTrMM 1 ONucaHHo paHee [10].

Bcem 60nbHbIM NpoBOAUNN NOAPOGHYIO OLEHKY He-
BPOMOrMY4ECKOro cTaTyca, 06LeKnmHu4Yeckme 06cneso-
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BaHWA, MarHWTHO-pe3oHaHcHyw Tomorpaduio (MPT)
rOSI0BHOIO0 MO3ra B CTaHA4APTHbIX pexumax (T1, T2, T2
FLAIR, DWI), cTUMynAuMOHHYIO (N0 MOKa3aHWAM —
UronbyaTtyio) aNeKTpoMumorpadpuio.

Tak>xe Bcem naumeHTam BbinonHany 39 Ha 19-kaHanb-
HOM KOMMbIOTEPHOM 3NieKTpo3Huedanorpage «Hei-
pokaptorpad» (MBH, Mocksa, Poccus) no o6LienpuHs-
ToVi meToauke (dpoHoBas I3, Nnpoba ¢ OTKPbIBAHWEM a3,
puTMnYeckKas oToCTUMYNALKA B nosoce YacToT 6-24 Iy
n runepseHTunauna 3 mud) [11]. Onga ananusa 330 uc-
Nonb30Bann MOHOMOMAPHbLIA U GUNONAPHBIA CNOCO6bLI
peructpauuun. Peructpupyrowime anekTponbl Haknagbl-
BaNM COrMacHO MexjayHapoaHon cucteme «10-20». Ak-
TWUBHbIE 3/1EKTPOabI pacnonaranu B oteegeHusax 01, 02,
P3, P4, C3, C4, F3, F4, T3, T4, T5, T6, Fpl, Fp2, F7, F8.
AHanuaupoBanu cneaytouwme napameTpbl I3l Hann4ne
MEXMNOJSYLUAPHON aCUMMETPUKN, Hanu4ne MapoKCcus-
MaJibHOW aKTUBHOCTW, OCOOGEHHOCTW OCHOBHOW aKTWB-
HOCTW, 3(PPEKT OT rMNepBeHTUNALUN N POTOCTUMYNSA-
uun.

Konun4ecTtBeHHble AaHHbIE OMNUCLIBANIM C MOMOLLbH
MeLNaHbl, 3HAYEHUA MUHUMYMA W MaAKCUMyMa; Ka4e-
CTBEHHbIE [laHHble — B BMAE 4acTOT M NpoLeHToB. Hop-
ManbHOCTb pacnpefeneHns oLeHWBany ¢ NOMOLLbIO Te-
cta Wanupo-Yunka.

NccnepnosaHue 0406pPeHO NOKaNbHbIM 3TUYECKUM KO-
MUTETOM Hay4HOro ueHTpa HeBponoruu. Bee y4acTHUKK
NONY4nIN He06X04UMYI0 MHAOPMALMIO O NPOBEAEHHbIX
o6cnefoBaHnAX U SOGPOBOJSILHO NOANMUCANN UHOPMU-
pOBaHHOE cornacue.

PE3YJIBTATBI / RESULTS

KnnHuyeckas KapTuHa WU JaHHble NapakinHUYeCKNX
MeT0J0B 06CnejoBaHNsA 60/bLUINMHCTBA 60JIbHbIX C CUH-
apomom SANDO 66111 nogpo6HO onucaxbl paHee [12]. B
Tabnuue OTpaXkKeHbl XapakTepUCTUKKM MaLUWEHTOB rpyn-
Mbl, MPOAHANM3NPOBAHHOW HaAMK B JAHHOM WUCCRenoBa-
HuU. B Hel Hambonee 4acTo BCTpevanacb MaXkopHas
myTauus p.W748S (87,5% MyTaHTHbIX annenei, y 6
60JIbHbIX — B TOMO3UTOTHOM COCTOSIHUN).

Bce cnyyau cungpoma SANDO npossnsnuch Kfiaccu-
4YeCKON KIMHUYECKON KApTUHOW: CEHCUTMBHAA U MO3-
)Ke4YKoBas  aTakcusi, CEeHCOpHas MOJMHEeBponaTus,
IN3apTpus, Hapy>XXHbll odTanbmonapes3. Kpome TOro,
Yy BCEX NALWEHTOB BbISIBNEHblI YMEPEHHbIE KOTHUTWBHbIE
HapyweHuns. Y 3 60/bHbIX B KJIMHUYECKON KapTUHe Ha-
6ntoaanace anunencus: y nauneHTa H.P. ¢ cuHapomom
SANDO oTme4eHbl 6uniatepasibHblie KIIOHUYECKUE Npu-
CTynbl C (POKaNbHbIM AE6HTOM 1 COXPAHHbIM CO3HAHW-
eM (cM. knnHnyeckuin npumep Ne 1), y nauneHntku K.M.
¢ cuHagpomom SANDO — chokanbHble NPUCTYMbl C CEH-
CopHbIM pae6toToM, y naumeHTkn GC.H. ¢ cuHapomom
MEMSA — 6unartepasibHble TOHUKO-K/IOHUYECKUE MNpu-
CTYNbl C (pOKaNIbHbIM CEHCOPHbIM Ae60TOM (CM. KNNHU-
Yyeckuint npumep Ne 2).

B uenom no rpynne y 6 60nbHbiXx Ha 33 B ()OHOBOIA
3anucu B 3aTbINIOYHbIX OTAenax npeobnagana teTa-ak-
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TUBHOCTb ¢ amnnutyaoi ao 40-60-100 mMkB, n3 HuUxy 5
nayueHToB perucTpupoBanuch 6unarepasibHO-CUHXPOH-
Hble BCMbIWKW Fpynn TeTa-BOJSIH, TeTa- WU [enbTa-BOJH
¢ amnnutygnon go 60-80-150 mMKB, 6onee BbipaKeHHbIE
B JIOOHO-LEHTPasIbHbIX 0TAEeNax; y 4 60/IbHbIX B 3aTbI104-
HbIX, 3aTbI/IOYHO-TEMEHHbIX OTLENax BpemeHamu npeoo-
najana AaenbTa-akTUBHOCTb € amnnutygon o 50-100
MKB. OTKpbIBaHue rnas npuBoANO K enpeccun puTmoB
1 NOLABNEHNIO BCMbILWEK Y BCEX nauueHTos. Mocne put-
MUYECKOW (POTOCTUMYNAUNUM Yy 2 BOJSIbHBIX PErncTpMpo-
Ba/iMCb 6uUNatepasibHO-CUHXPOHHbIE BCMbIWKK rpynn
TeTa- u fenbra-sonH ¢ amnnutygon ao 100-150 mkB,
npeobnagaroLime B no6HbIX oTAenax. [Mpu runepseHTUNA-
uMm y 3 nauMeHToB OTMEYEHO YCWUJIeHMe [efibTa-aKTUB-
HOCTW B 3aTbINIOYHbIX OTAeNax ¢ amnautyaon go 40-60
MKB, a Takxe O6unarepasbHO-CUHXPOHHbIE BCMbILLIKN
rpynn genbta-sonH ¢ amnnutygoii oo 80-200 mkB, npe-
obnagarwowime B NOGHbLIX, TOOHO-LEHTPANbHbIX OTAeNax.
InunentuopmMHas aKTUBHOCTb (6unatepasibHO-CUH-
XPOHHbIE BCMbILWKW FPynn 4enbTa-BoJH € 4acToTon 3,54
My v amnnutygon no 100 mkB, 60nee BbipaXKeHHbIE B 3a-
TbIJIOYHbIX U NOOHLIX OTAEnax) perucrpuposanacb y 2
nayneHToK (CM. KnuHu4eckmnin npumep Ne 2).

Kiauanueckui npumep Ne 1 (cuagpom SANDO)

Y naumenta H.P., 34 roga, B 29 neT BMnepBbie NOCne
Npo6y>XAeHNs pa3BusICa 3aNnU304 CyLopor No BCemy Tesly
C COXPaHHbIM CO3HAHWEM OJINTENbHOCTHI0 OKOMO 2 MUH.
B nocneaytouwme rogbl 6011bHON 0OTMeYan Tpu NOA06HbIX
anusopna ¢ Yactoton 1 pa3 B rog. Ha dpoHe npuema He-
6onblmnx no3 nesetupaverama (500 mr/cyT) npucTynel
npekpatunucb. B 30 neT nosBMAWCbL LWATKOCTb Mpwu
Xo4b6e 1 aBoeHue; ¢ 31 roga — HEYETKOCTb peyn.

Mo paHHbIM MPT ronoBHoro moara B 6e/10M BELLECTBE
06enx remucep Mo3xe4vka, BapoSIMeBOM MOCTY, Cpej-
HEM MO3re u Tanamycax onpenesiainucb CUMMETPUYHbIE
Y4aCTKMW TUNEPUHTEHCUBHOIO MAarHMTHO-PE30HAHCHOI0
curHana B pexumax T2 n T2 FLAIR. Ha momeHT ocmoTpa
OTMeYeHbl ABYCTOPOHHUI NTO3 BEK, HAPYXHbIN odpTasb-
monapes, AUnnonus, nerkas AuM3apTpusa U AUCEOHWUS,
ocnabneHne rny6okux penekcoB, CHUXEHNE NPONPUo-
LEeNnTMBHOW M BMOPALWOHHON YYBCTBUTESIbHOCTM B CTO-
nax, CTaTWKO-SIOKOMOTOpPHAs M AMHaAMU4YecKas atakcus
(ceHCMTMBHAsA N MO3XXe4KOBas), TPEMOP rOJ0BbI.

Mo pesynbtatam 33l (nesetupauetam 500 mr/cyT),
B (pOoHe anbda-puTm 3amensieH ¢ yactorton 8-9 'y n am-
nnutygoin no 30 mkB, npeo6napmaet B 3aTblNO4YHO-TE-
MEHHbIX OTAenax; TeTa-akTuBHOCTb ¢ amnanuTygon go 30
MKB — B TOGHO-LeHTpanbHbIx otAaenax. [pyn oTkpbiBaHUN
rnas Habnwoganacb genpeccuss putMmoB. [ocne putmun-
yeckon cotoctumynaumm (POC) dukcupoBanochb ycu-
fieHne TeTa- W [OeNbTa-aKTUBHOCTW C aMNAUTYAON Ao
40-60 mkB. lMpu runepBeHTUNAALUN B 3aTbINIOYHbIX OT-
Jenax ycuneHa Teta- 1 LefibTa-akTUBHOCTb C aMIJINTy-
non no 40 mkB, perucTpuposanuch 6unatepanbHO-CUH-
XPOHHbI€ FPYNMbl TeTa- U 4eNbTa-BOJH C aMNANTYA0 A0
40-80 mkB (pume. 1).
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Tab6muna 1. KnHuko-1eMorpagudeckye 1 reHeTHIeCKUE JAHHbIE MartueHToB ¢ POLG-acCOIMupOBaHHBIMY 3200IEBAHUSAMU

Table 1. Clinical, demographic and genetic data of patients with POLG-associated diseases

MaumeHt
(non) /
Patient

(gender)

Bo3pact
(neotor),
nert/
Age (debut),
years

deHoTtun /
Phenotype

FeHoTun /
Genotype

dnunpuctynsbi /
Epileptic seizures

Pe3ynbtatbl MPT
r0NOBHOro Mo3ra /
Brain MRI results

B.B. (M) /
V.V, (M)

20 (14)

SANDO

L931R/W748S

Het/No

Hopma / Norm

C.0. (X) /
S.0. (F)

32 (25)

SANDO

W748S/W748S

Het / No

CMMMETPUYHOE MOBbILIEHNE NHTEHCUB-
HOCTW cUrHana B pexxume T2 B nonyLuapu-
AX MO3XKeYKa /

Symmetrical increase in signal intensity in
T2 mode in the cerebellar hemispheres

26 (24)

SANDO

W748S/W748S

Het/No

CnMMeTpUYHOE NOBbILLIEHNE MHTEHCUB-
HOCTW CUTHana B pexxume T2 B nonywapu-
AX MO3XKE4Ka N HUXHUX onuBax /
Symmetrical increase in signal intensity in
T2 mode in the cerebellar hemispheres and
lower olives

32 (28)

SANDO

W748S/W748S

bunatepanbHble KIOHU-
Yyeckue ¢ hokasibHbIM
[Ae60TOM N COXPaHHbIM
CO3HaHuem /
Bilateral clonic with vocal
debut and preserved
consciousness

CMMMETPUYHOE MOBbILLIEHNE NHTEHCUB-
HOCTW CUTHasna B pexxume T2 B nonyLapu-
AX MO3Xe4Ka, BaponneBoM MOCTY,
CcpefHem Mo3re v Tanamycax /
Symmetric increased signal intensity in T2
mode in the hemispheres of the
cerebellum, pons Varolii, the midbrain and
the thalamus

35 (30)

SANDO

W748S/W748S

Het/No

CMMMeTPNYHOE NOBbILLIEHNE NHTEHCUB-
HOCTW cUrHana B pexxume T2 B nonyLiapu-
AX MO3XKe4Ka /

Symmetrical increase in signal intensity in
T2 mode in the cerebellar hemispheres

B.0. (XK) /
V.0. (F)

39 (32)

SANDO

W748S/W748S

Het/ No

CMMeTpUYHOE NOBbILLIEHNE
WHTEHCWBHOCTM CUrHana B pexume T2
B NONYyLIAPUAX MO3XKE4Ka, HUXKHUX
0fIMBax u Tanamycax/
Symmetrical increase in signal intensity in
T2 mode in the cerebellar hemispheres,
lower olives and thalamuses

21 (20)

SANDO

W748S/W748S

doKasbHble C CeHCop-
HbIM aebtoTom /
Focal with sensory debut

CMMMETPUYHOE NOBbILIEHNE NHTEHCKB-
HOCTW CUTHaNa B pexxume T2 B nonyLapu-
AX MO3)K€4Ka C TMNOUHTEHCUBHbLIM
LEeHTpOM B pexxume T1; cumMmeTpuyHoe
NOBbILIEHNE NHTEHCUBHOCTU CUrHana
B pexxume T2 n He60NbLIAA «OTEYHOCTb»
roJfI0BOK XBOCTATbIX Aflep U Tanamycos /
Symmetric increased signal intensity in T2
mode in the hemispheres of the cerebellum
with a hypointensive center in T1 mode;
a symmetrical increase in signal intensity
in T2 mode and a small "swelling" of the
heads of the caudate nuclei and
thalamuses

37 (30)

MEMSA

A143V/W748S

bunatepanbHble TOHUKO-
KJIOHUYeCKue ¢ hoKasb-
HbIM CEHCOPHbIM [e6t0-
ToM /
Bilateral tonic-clonic with
focal sensory debut

CMMETPUYHOE MOBbILLIEHE NHTEHCUB-
HOCTW CUrHana B pexxume T2 B nonyLuapu-
AX MO3XKe4Ka, CPeAHUX MO3XKEHKOBbIX
HOXKKax 1 Tanamycax, atpodus 4epss
MO3XXe4kKa /

Symmetrical increase in signal intensity in
T2 mode in the cerebellar hemispheres,
middle cerebellar legs and thalamuses,
cerebellar vermis atrophy

Ipumeuarue. MPT — MazHUMMHO-PE30HANCHAR MOMOZDAPUA.

Note. MRI — magnetic resonance imaging
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Pucynoxk 1. 59T manimenTta H.P. (cungpom SANDO) nnpu runepBeHTUIALMN: TETA- U IEIBTA-AKTUBHOCTD B 3aTBUIOYHBIX OT/ENAX,

6I/IIIS.TCp2_IIbHO-CI/IHXpOHHI)IC I'PYIIIBI TETA- U ACbTA-BOTH

Figure 1. EEG of patient N.R. (SANDO syndrome) in hyperventilation: theta, delta activity in the occipital regions, bilaterally

synchronous groups of theta, delta waves

Knununueckus npumep Ne 2 (cuagpom MEMSA)

Y nauueHTkm C.H., 37 net, 3ab6oneBaHune ged0TNPOBa-
no B 30 neT: HO4YbK nocne Npoby>XAeHMsa BO3HUK (ho-
KasibHbIN NPUCTYM, KOTOPbIA CONPOBOXAAJICA HaNpPsKe-
HUEeM 1 NapecTe3nsmu B IEBON PyKe, NePexoasaLmmMn Ha
BCE TEJI0 C MOCneayloLLei noTepen CoO3HaHUS U pasBu-
Tnem OunatepanbHbIX TOHWUKO-KJIOHWYECKWUX CYAO0POT.
AHanorn4yHble NPUCTYNbl  NOBTOPANNCH MNPUMEPHO
2 pasa B Mecsl, 60JIbLUXHCTBO — MOC/E NPO6YXXAEHMS.
[epBoHa4anbHO 60MbHASA MNPUHMMAJA BanbMNpOoeBYHo
kucnoty B gose 1000 mr/cyT (L0 YCTAHOBJIEHUS AMATHO-
32 MUTOXOHAPMWANIbHOro 3a6oneBaHns), 0O4HAKO npena-
paTt ObIfl 3aMeHeH Ha neBeTUpaLleTam B CyTOYHOW [103e
1500 mr B CBA3M C Hanu4mMem NOBTOPHbLIX NPUCTYNOB,
BbIMaZieHNEM BOMOC, YBENINYEHNEM MACChl Tena, Hapac-
TaHWEM WHTEHCUBHOCTU MOCTYpPanbHO-KUHETUYECKOrO
Tpemopa. Ha dpoHe npuema nesetmpaleTama anunenTu-
4yeckue NpUCTynbl NPeKPaTuInCh.

Mo panHbiM MPT ronosHoro mosra onpepeneHsl
30Hbl CUMMETPUYHOIO W3MEHEHHOr0 MarHWTHO-pe3o-
HAHCHOrO CUrHana B MONYLIAPUSX MO3XKe4Ka, CpeaHnx
MO3XEYKOBbIX HOXKax, Tasamyce C 006eux CTOPOH,
aTponyeckne N3MeHeHNs 4epBsa MO3>Ke4ka. B aHannse
KPOBMW BbISABJIEH NaKTaT-aumpos (nakrtar 4,1 mmonb/n
npu Hopme po 1,6 mmons/n). Ha MOMEHT oCcmMOTpa B He-
BPOJIOrMYECKOM CTaTyCe MauuMeHTKU Habnoaanucs ner-
Kuin optanbmonapes, An3apTpus, CTaTUKO-TIOKOMOTOP-

www.epilepsia.su

Has aTakcusa, JIerkuin BANbIA MPOKCUMAaNbHLIA TeTpa-
napes (Ha Wrofib4aTo 3NeKTpoOMMOrpaMme onpeneseH
MepBUYHO-MbILLEYHbIA NATTEPH NOPAXXEHNS), CEHCOpHas
aKCOHasbHaa nonuHesponaTua (MOATBEPXAEeHA CTUMY-
NIAUMOHHON 3neKTpomuorpaduen), OKanbHbIA MUO-
KJIOHYC B JIeBOV pPyKe, LepBUKasibHAs AUCTOHUSA, KOT-
HAUTUBHbIE U addeKTUBHbIE HapyleHns (Tpesora,
Jenpeccus).

Mo pesynstatam 33 (nesetupauetam 1500 mr/cyT),
B (DOHe anbda-puTMm nNpeacTasfieH B BUAE OTAENbHbIX
rpynn BOSH ¢ amnnutygoi o 30 MkB B 3aTbI/I04YHO-TE-
MEHHO-LEHTPaNbHbIX U 3aTbIIOYHO-TEMEHHO-BUCOYHbIX
oTAenax, ¢ nepuogamu npeobnafaHns genbTa-akTUBHO-
cTn ¢ yactoton 3,5-4 'y n amnnutynonn o 70-110 mkB,
MUKLLUWPOBAHHOW OCTPbIMU BOSTHAMM, cnankamu. 3akpbl-
BaHMe rnas npoBoUMPOBASIO MOSABIIEHNE BCMbILLEK Chaii-
KOB U [enbTa-BOMH C TeHAeHUWed K DOPMUPOBAHMIO
CNank-BOMHOBbLIX PaspsfoB (B 3aTbIIOYHO-TEMEHHbIX
1 nobHbIX oThenax). MNpu OTKpbIBaHWM Na3 OTMeYeHa
Jiernpeccus puTMOB 1 NpeKpalLeHme pa3psaaos (puc. 2, a).
Mpu POC doHoBas 33l CyLLIECTBEHHO HE U3MEHsNacCh.
Mexay anusogamu POC peructpuposanuch 6Gunate-
pPanbHO-CUHXPOHHbIE BCMbILWKW FPYNn AebTa-BoJH C Ya-
ctoToi 3,5-4 'y n amnnutygon no 100 mkB, 6onee BbI-
paXkeHHble B 3aTbISIOYHbIX N NOBHbLIX 0TAeNax (puc. 2, b).
Mpu runepseHTUNAUMKM poHoBas 33l CyLWECTBEHHO He
N3MeHsNachb.
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Mo faHHbIM NUTepaTypbl, ANUAENTUYECKUE NPUCTYMbI
HabnopatTca y 35—-60% naunmeHToB ¢ BUOXUMUYECKN
MOATBEPXKAEHHbIMU MUTOXOHAPWASIbHLIMW HapyLUeHNs-
mun [13-15]. HepasHue wuccrnegoBaHus nokasanu, 4To

anuienTu4eckue MpucTynbl Bo3HMKaT y 40% [neTen
n 23% B3POCNbIX CO BCEMW TUMAMMK MEPBUYHLIX MUTO-
XOHJpuanbHbIX 3a6onesaHunii [16, 17].

Anunencusa 4acto HabnoaaeTcsa y nauneHTos ¢ POLG-

accouMmpoBaHHbIMKU paccTpoiicTBamu [18]: B 06Llen
CNOXHOCTK 60siee 128 myTauuin B 3TOM reHe CBsi3aHbl
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Pucynoxk 1. D0I manmentku C.H. (cungpom MEMSA):
a — (POHOBASA AKTUBHOCTD: IEIPECCHA PUTMOB U ITPEKPAIIEHUE CITANK-BOTHOBBIX PA3PAIOB IIPH OTKPBIBAHUH I7143;

b — 6uIaTEPAIbHO-CUHXPOHHbIE BCIIBILKH I'PYIII JAE/IBTA-BOJH, 60J1€€ BBIPAKEHHDIE B 3aTHUIOYHBIX U JJOOHBIX OTCIAX MEKY
3MU304AMHU PUTMUYECKON (DOTOCTUMYIIALUN

Figure 1. EEG of patient S.N. (MEMSA ¢

syndrome):

a — background activity: depression of rhythms and cessation of spike-wave discharges when opening the eyes;
b — bilateral synchronous flashes of delta wave groups more pronounced in the occipital and frontal areas between episodes of

rhythmic photostimulation
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C pasBuUTMEM 3INUNENTUYEeCKUx MnpucTynos [6]. HacTo
anunencua nosBnseTca B feblTe 3abonesaHns, 0CO-
6eHHO y geTeii [19]. dokanbHbIe NPUCTYMbI, 06bIYHO Me-
pexofaline B OunarepasibHble TOHWUKO-KJIOHUYECKUE,
SBNAOTCA Hanbosiee pacnPOCTPAHEHHbIMU TUNAMMW NPU-
CTYNOB KakK Yy B3pPOCIIbIX, TaK U 'y AeTel, npu4em anunen-
TUOPMHbIE M3MeHeHnsa Ha 33l NpenMyLLeCTBEHHO pe-
FTMCTPUPYHOTCA B 3aTbINIOYHbIX 06N1ACTAX, N0 KpanHewn
Mepe Ha HayanbHoM 3Tane 3abonesanusa [5, 20]. Pexe
(hoKanbHble 3NUenTUYeCKUe paspsfbl  BO3HUKAKOT
B BMCOYHOWM M NMOOGHON 06nacTax, a MynbTudoKanbHas
UNKU reHepannm3oBaHHAA JNWJIeNTUYeCKas aKTUBHOCTb
pPerncTpupyeTcs BO BPEMSA Pa3BUTMSA 3MUNENTUYECKOro
npucTyna unm anunenTMYeckoro cratyca [5, 6].

MpoucxoxaeHne anuenTU4eckux NpucTynos K3 3a-
[OHUX OTLENI0B TEMEHHO-BUCOYHBIX UIIN 3aTbITI0OYHbIX 06-
nacteii MOXXeT 06bACHATb BbICOKYK H4acTOTY Pa3BUTUSA
MUTFPEHN CO 3puTenbHoi aypoi npu POLG-accouun-
poBaHHbIX 3a6onesaHusax [21]. BnonHe BepoATHO, 4TO
MUFPEHb U (DOKaNbHbIE ANUNENTUYECKNE NPUCTYNbI Y Ta-
KX NaLMeHTOB NPeLCTaBsAT CO60N ABa pas3HbIX Npo-
ABJIEHNA OLHOr0 W TOr0 >Xe KOPKOBOro pas3fpa)keHus.
B HeKOTOpbIX ClyYyasx MUrpeHb 1 ANUNenTUYecKne npu-
CTyNbl B3aUMOCBS3aHbl: AJINTENIbHbIE MUTPEHO3HbIE NPU-
CTynbl MOryT MPOBOLMPOBATL CyLOPOrM Y O6O0JIbHbIX
c anunencuen [22, 23], a anuientu4eckme NPUCTYNbI
MOTYT BbI3bIBaTb MUTPEHb [23].

Ona POLG-accouunpoBaHHbIX 3a60neBaHUn Xapak-
TepHa 3aTbioYHAsA 3NUMNENCcUs, 4acTo OTMEYaKTCs pe-
3UCTEHTHbIe K Tepanuu OoKasibHble 3NWUSIenTU4eckne
MPUCTYMbl C NO3UTUBHLIMW U HEraTUBHBIMMW 3PUTENbHbI-
MU (DEHOMEHaMW, MPOUCXOAALLUMU €XeAHEBHO B TeYe-
HWE HECKONIbKUX Helefib, MeCALeB Uan aaxe net. nu-
NenTUYeCKUA reHe3 3TUX CUMNTOMOB MOATBEPXKLAeTCH
A9l-nccnegoBaHnemM, npu KOTOPOM perucTpupyetcs
dhokanbHasa anuenTuoOpMHasa akTUBHOCTb B 3aTbINOY-
HbIX 0TBeAeHusAX [5]. Takxxe Ha I3 BbIABNAETCA 06LLEE
3aMesieHMe pUTMOB, a B 3aTbIJIOYHO-BUCOYHbIX U 3aThbI-
NTOYHO-TEMEHHbIX OTBEAEHUAX NpeobafaT MeaSIeHHO-
BOJIHOBAA aKTUBHOCTb JeJfibTa-AuanasoHa (MoXeT 6bITb
6onee BblpaXXeHHa B OLHOM W3 NOAyLapWUin rofI0BHOMO
MO3ra), 0CTPble BOJIHbI, KOTOPblE MNOAABNSTCA NPU OT-
KPbIBAHWU TNa3 [aXXe Y4epe3 HECKOSIbKO JIeT Mocie Ha-
yana anunencun [24]. JanHbii dpeHOMeEH Habnoaaertcs
B UKTANIbHON 1 UHTEPUKTANbHOM 33T 1 MOXET ObITh paH-
Hel xapakTepuctukoin 33l y 60nbHbIX ¢ POLG-accouun-
pPOBaHHbIMU PACcCTPONCTBAMU.

Y Bcex 06CnefOBaHHbIX HAMU NALMEHTOB MO LAHHbIM
Q3 0TMeYEeHbl U3MEHEeHUSs BUOINEKTPUYECKON aKTMUB-
HOCTU. 3ameanieHne anba-puTma u nossneHue 6una-
TepanbHO-CUHXPOHHbIX BCMbILLIEK Te€Ta- U AefbTa-BOJIH,
perpeccupyoLux npyu 0TKpbIBaHUW rnas, Habnohanoch
y BCEX 60JIbHbIX HE3ABUCUMO OT KJIMHUYECKNX MPOsBJIe-
HUi 3a6oneBaHnd. [JaHHble N3MEHEHWUS YKa3blBaOT Ha

MOpa>keHne 3aTbITIOYHO-TEMEHHbIX OTAEN0B FOM0BHOMO
M03ra, npuyem y 2 nauyueHTOB AONOSHUTENIbHO peru-
CTpupoBanachb aHoMasjibHas peakuus Ha OTOCTUMYIA-
UMI0, YTO KOCBEHHO NMOATBEPXXAAET BOBJIEYEHUE 3aTbl-
noYHbIX goneii. Cxoxme ocobeHHoCTUN AT y 60SIbHBIX
¢ POLG-accounMmpoBaHHbIMI PacCTPOMCTBAMM OTMEYa-
NN paHee u gpyrue aBtopsl [5, 6, 24].

MpuynHa NpenMmyLLEeCTBEHHOI0 BOBJIEYEHNUS 3aHUX OT-
[leNoB roI0BHOI0 MO3ra Npu MUTOXOHLPUASIbHBIX 3a60/1e-
BaHuax (POLG-accounmpoBaHHbix, cuHgpome MELAS!
1 Ap.) O KOHLA He N3BECTHA, HO TEOPETUHECKM 3TO MOXET
YKa3blBaTb HA OT/INYNUA B UX MUTOXOHAPWANBHOW OpraHun-
3aunn. B cocTosaHuy 604pCTBOBAHUSA 3aTbII04YHASA KOpa
SABNSAETCA OJHUM U3 Haubonee akTUBHbIX YHaCTKOB ro-
JIOBHOTO MO3ra 13-3a MOCTOAHHOW nepepaboTKn 3pu-
TeNbHON MHOpPMaUWUK, 4TO [enaeT ee MOTeHUManbHO
YA3BUMOW K NOBPEXAEHUI0 N3-3a HAPYLLUEHWI 3HEpPreTun-
yeckoro o6meHa. OfHAKO MPUYKMHA, MO KOTOPOM 3TO HE
OTHOCUTCS KO BCEM MUTOXOHPUasbHbIM 3a601€BAHUAM,
0CTaeTCs HEACHON.

Mo paHHbiM MPT ronoBHOro mo3ray 60/bLUINHCTBA Ha-
WKMX NaLMeHTOB OTMEYEHbl 04aroBble MOPaXKEHUs NoJy-
Lapuii MO3Xe4Ka, Tanamyca n cTeona moara. Hu y ogHo-
ro 60/1bHOr0 He HabNAaNoCh CTPYKTYPHbLIX U3MEHEHUN
60NbLIMX NOSyLWIAPWUA TONOBHOrO MO3ra u, B 4aCTHOCTHM,
3aTbINIOYHO-TEMEHHbIX OTAEN0B. Takum 06pas3om, B Ha-
LWwei pa6ote nMeHHO I3l BbISBMIIA NATOMOMMIO 3aTbINOY-
HbIX A0NEN Ha (PYHKUMOHaNbHOM ypoBHe. CyLlecTBYHO-
e orpaHuyeHuss metoga ctaHpaptHon MPT gnsa Bu-
3yanusauny 30H PaHHEro Nopa>keHns roslIoBHOro mo3ara
y NauneHToB C MUTOXOHAPUANbHbIMU 3260JIeBAHUAMM
BO3MOXXHO NPeoioNeTb, JONONHUTENIbHO NCNONb3Ys Me-
TOAWKN MAarHUTHO-PE30HAHCHON CNEeKTPOCKOMUM UIn No-
3UTPOHHO-3MMCCUOHHON TOMOTpadouu.

13 8 60NbHbIX B HALLEM UCCeA0BAHUN Y 3 OTMEYEHbI
anunenTU4eckKne NpucTynbl. B cBA3M ¢ HEMHOrO4YMCNEH-
HOCTbI Hab/AEHNA HeNb3s 0AHO3HAYHO CYAUTH O Ya-
CTOTE pacnpocTpaHeHns 3nnIencum nNpu yKkazaHHom na-
Toniorum. Y nauymenta H.P. (reHotun p.W748S/p.W748S)
3aprKcupoBaHbl 6unartepasnbHble KIIOHNYECKNE NPUCTY-
Mbl ¢ (POKaNbHbIM AeOHTOM 1 COXPAHHbIM CO3HAHUEM,
y nauymenTtkn K.M. (reHotun p.W748S/p.W748S) — tho-
KaJibHble MPUCTYMbl C CEHCOPHbIM Le6KTOM, Y NaLNeHT-
kn C.H. (reHotun p.A143V/p.W748S) — 6unatepanbHble
TOHWKO-KNOHUYECKNe NPUCTYNbl C (POKANbHbIM CEHCOp-
HbIM Ae6toToM. Y 6onbHOro H.P. Ha 93l pernctpuposa-
N10Cb Bblpa)XeHHOE 3amepnsieHne OHOBOW aKTUBHOCTH
(TeTa- 1 genbTa-BOJIHbI B 3aTbISIOYHbIX OTAENAX) 6e3 Xa-
pakTepHbIX 4719 MUOKJTIOHUIA NOJINMNUK-BONHOBbLIX pa3ps-
[10B. 3TO, BEPOATHO, 0OBLACHAETCA TEM, 4TO NPUCTYNbI
pa3BMBanuMCb TONbKO Npu NPo6Yy>XXAeHUn, a nccnenosa-
HVe NPOBOAMNSIOCH HA DOHE NpuemMa neeeTupaLeTama.

O6pawaeT Ha cebs BHUMAHME OTCYTCTBME Y HALLUX
nauneHToB ()OKasnbHbIX MPUCTYNOB C MO3UTUBHbLIMU

"MELAS - aHrn. Mitochondrial Encephalomyopathy, Lactic Acidosis and Stroke-like episodes (MuToXxoHApuanbHas aHuedanonaTus

C NaKTaT-al1a030M U UHCYNLTONOA06HbIMI 3NN30AaMM).
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N HeraTUBHbIMW 3pUTENIbHbIMWU (DEHOMEHaMU, OMUCaH-
HbIX 3apy6eXXHbIMW aBTOpPamMMK, HECMOTPS Ha Hanuyue
aneKkTporpaduyecknx NpuU3HaKOB BOBNEYEHUS 3aTbl-
NIOYHBIX fonet. Tak)Xe Henb3s He OTMETUTL 60nee A0-
6pPOKAYECTBEHHOE TEYEHME 3NUIENCUMN B HaLLen BbI6OP-
Ke 60/bHbIX M0 CPABHEHUIO C NNTEPATYPHLIMMW JAHHBIMM.
B03MOXHO, 9TO CBA3aHO C TeM, YTO Mbl HE MOJYHUNIN
NoATBEPXAEHNSA MPOUCXOXKAEHNA NPUCTYNOB M3 3aTbl-
NMOYHbIX OTAENOB W, COOTBETCTBEHHO, Pa3BUTMSA dhapma-
KOPE3NCTEHTHOM 3aTbIIOYHOM ANUAENCUN C HacTbiMU
npucTynamm.

13BECTHO, 4TO NOBTOPHbIE 3NUIENTUYECKNE MPUCTYMbI
CNOCO6GCTBYOT YCYrybreHnto MUTOXOHAPUANIbHON [uC-
(byHKL MK, 4TO B CBOIO 04epeb MOXXET NPUBOAUTL K MeTa-
60N1M4eCKOMY KpU3y W NeTanbHOMY ucxoay. dnunencus
ABNSAETCA OAHUM N3 Hanbonee BaXKHbIX hakTOPOB, BNNS-
HOLWMX HA NHBANMMAN3ALMIO 1 CMEPTHOCTb Y AAHHbIX Nauu-
€HTOB. ArpeccuWBHOE Jie4eHue NpUCTynoB Heo6XoauMo
LS CHUXKEHUS CMepTHOCTU Y 60nbHbIX ¢ POLG-accouunmn-
poBaHHOM anunencuen [5, 21]. BMecTe ¢ TeM 04eHb BaXKeH
BbIGOP MPOTUBOANWUIENTUYECKOrO npenapaTa. Tak, npe-
napar BasibMPOeBON KUCIOTbI, NEPBOHAYANIbHO HA3HAYEH-
HbIli nauneHTke ¢ cuHapomom MEMSA, He TONbKO He
YNYHLNA €6 COCTOAHMSA, HO 1 NPUBEN K YCUTTEHUIO TPEMO-
pa. HecmoTps Ha KNMHUYECKOe yiy4lleHune, y 60JIbHON Ha
(boHe neYeHUs COXPAHANNCL BbIPAXXEHHbIE U3MEHEHUS
6103NEKTPUYECKON aKTUBHOCTMN.

Takum 06pa3om, MOXHO cornacutbcs ¢ B.A. Engelsen et
al., 4T0 nedvyeHue anusiencum y 60MbLINHCTBA 60JIbHbIX
¢ myTaumsimu B reHe POLG aBnsieTCA 04€Hb CNOXHOI 3a-
Javyen n anunencus MOXeT m3bupaTeNibHO pearupoBath
TOJIbKO Ha HEKOTOpble NMPOTWBO3NUMIENTUYECKNE Npenapa-
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