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3P (PeKTMBHOCTb U NePeHOCUMOCTb NepaMmnaHena
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um. CsT. Jlykn)

K.JIO. Myxun, O.A. Ilsitaesa, M.1O. boobuioBa

000 «Hucmumym demckoii nespoaoeuu u snurencuu um. Cem. Jlyku»; Poccus, 108841 Mockea, Tpouuk, ya. Haeopuas, 5;
000 «Hucmumym demckoii u 83pocaoil Hesposoeuu u snuaencuu um. Cem. Jlyku»; Poccus, 119571 Mockea, ya. Akao. Anoxuna, 9

KoHTaKThI:

KoHctaHnTuH KOpbeBuy Myxun center@epileptologist.ru

BeepeHune. HecmoTps Ha 3HauuTeNbHble ycnexu, BOCTUTHYTLIE B ANUIENTONOINY, BKKOYAA NMOABAEHWNE Pa3NNYHbIX HOBbIX
MeToA0B 3D(EKTUBHOIO TeYeHNs Pe3nCTEHTHbIX HOPM INUNENCUN Y JeTel, NO-NPeXHeMy 0CTaeTCA AOCTaTOYHO BbICOKOM
[0/1A NaLMeHTOB, KOTOPbIE He ABNAIOTCA KaHAUAATAMU ANS XUPYPTrUYECKOro IeYEHNA U Y KOTOPbIX HEBO3MOXHO NpUMeHe-
HWe anbTepHaTUBHbLIX METOA0B (CTUMYNALMA BAYKAAIOWEro HepBa U KeTOreHHas AueTa). Pe3ncTeHTHble 3nunencum co-
cTaBnsioT npumepHo 30 % cpenu Bcex GOpM 3NUNEncun, 0COHeHHO Y NALUEHTOB C oKanbHbIMU NpUCTYNamu. B aTux
cny4asnx ocoboe 3HayeHWe UMEET MOUCK HOBbIX aHTU3NMAENTUYeckux npenapatos (A3M).

Mepamnanen (daitkomna®, 000 «3iicait») oTHOCMTCA K HoBbIM AIM. Mpenapar MMeeT NPUHLMNNUANBHO MHOW MEXaHW3M
aHTU3ANUNENTUYECKOTO AENCTBUSA, OTANYAIOLWMICA OT TakoBOoro y Apyrux A3MN. MepamnaHen — MOLHbINA BbICOKOCENEKTUBHbIi
HEKOHKYPEHTHBbI MHTUOUTOP MOHOTPONHbLIX AMPA-peLenTopoB NoCTCUHANTUYECKUX MEMOPAH HEPOHOB HA YPOBHE HEOo-
KopTeKca u B runnokamne. IPPeKTUBHOCTb U NEPEHOCUMOCTb NepaMnaHena npu pe3snuCTeHTHbLIX K MeAKaMeHTO3HOMN Te-
panuu hoKanbHbIX NpUCTynax Gbina foKasaHa B KNMHUYeckux uccnepgosanusx 11T dasbl. PaHgoMusnposaHHsle nnalebo-
KOHTpONMpyeMmble UCCnefoBaHna AOMNONHUTENLHONM Tepanuu nepamnaHenom NpoAeMOHCTPUPOBAM, YTO MpUeM npenapara
B f103€ OT 4 40 12 Mr/cyT AOCTOBEPHO CHUKAET 4acToTy (OKaNbHbIX NPUCTYMOB Y NaLMEHTOB C hapMaKope3nCTeHTHOM
anunencueit npu 6naronpuATHbIX NOKasaTensix 6e30MacHoCTU U nepeHocumMocTu. OTKpbITbIE 06CcepBaLMOHHbIE UCCNEf0Ba-
HWS, @ TaKXKe UCCNef0BaHUA AIUTENbHON Tepanum Toxe NPOAEMOHCTPUPOBANY GnaronpusTHble Nokasatenu 3 eKTUBHOCTH
1 6e30nNacHOCTY NpK [ANTENbHON Tepanuu (Ko 3 NeT) U [ANTENbHOE COXpaHeHWe TepaneBTUYeckoro 3ddekTa. BaxHbiM
NpenMylLECTBOM ABAAETCA NpUeM npenapata 1 pas B CyTKW, BeUEpPOM, NEPef CHOM, YTO OYeHb YAOOHO ANA NaLMeHTOB.
Mepamnawen (Paiikomna®) 6bin 0ogo6peH ans nevenns anunencum B CLUA u ctpaax Esponsl B 2012 r. B 2013 r. npenapat
Obln NULEH3KMpoBaH B Poccuu Ans LOMONHWTENbHOI Tepanuu y naluMeHToB B BO3pacTe 12 neT W cTapue ¢ GoKanbHbIMU
1 BTOPUYHO-reHepann3oBaHHbiMu npuctynamu. C 29.06.2015 BBeA€HO HOBOE NMOKa3aHWe AA nepamnaHena: npuMeHeHue
B NONUTEPANUM reHepann30BaHHbIX TOHUKO-KNOHMYECKMX MPUCTYNOB Y NaLMeHTOB B BO3pacTe 12 neT u cTaplue ¢ nguonaru-
YeCKOW reHepann3oBaHHON anunencue.

€ 07.12.2020 B Poccun nepamnanen 6bin ofo6peH Ans NpuMeHeHUs y feTeit B Bo3pacTe 0T 4 neT (c maccoi Tena >30 Kr)
B nonuTepanun HOKanbHbIX U BTOPUYHO-TEHEPANM30BAHHbLIX NPUCTYNOB 1 B MOAUTEPANUN FeHepann30BaHHbIX TOHUKO-
KNOHMYECKUX NPUCTYNOB Y NaLMEHTOB B BO3pacTe 7 NeT 1 CTaplle C MANONATUYECKO reHepanu3oBaHHOI anunencueit.
Ony6n1KoBaHHble Ha TEKYLLMIA MOMEHT iaHHbIE MO MPUMEHEHMIO NepaMnaHena B pOCCUIICKOM NONyNsALMN AeTelt OrpaHUYeHsb.
Lienbio Haweit paboTbl Gbin aHanu3 3dEKTUBHOCTU 1 NEPEHOCUMOCTHU nepamnaHena y aetei (4—11 net) u nogpocTKoB
(12-18 net) c anunencueil, KOTopble HaXOAUAUCh NOA HabNOAeHWEM B VHCTUTYTe AETCKO HEBPONOTMW U 3NUAencum
um. CBT. Jlyku.

Martepuansl u meToabl. Mof Hawum HabnoAeHneM Haxoaunoch 136 nauneHToB (4—18 net; 75 — MyxcKoro nona u 61 —
XEHCKOro nona), NpUHUMaBLINX NepaMnaHen, y KoTopbix Gbln NoayYeHbl KaTaMHeCTUYeCKUe AaHHbIe 33 MEPUOJ eYeHus
6 Mec 1 Gonee B Hawem MHcTuTyTe. MayueHThl ObINM pa3feneHbl Ha 2 rpynnbl: Aetn (4—11 net; n = 105) U nofpocTKy
(12-18 net; n=31).

JTMonornA 3NUNENcUK BKNtoYana cnepyoline popmbl: CTPYKTYpHaA hoKanbHas anunencus — 60 naLneHToB; reHeTuyecKas
anunencus — 61 nauueHT (BkAYan cMHApoMbl [ipaBe u AHrenbmaHa, 6onesHb Jladopbl, MyTauuu B reHax PCDH19, PHACTRI,
CDKL5, ARX, PING, SCN2A, KIAA2022, xpoMOCOMHble MUKpoAeneuun n ap.); hokanbHas 3NUNencus HeycTaHoBEHHOI
aTnonorun — 12; nanonatuyeckas snunencus — 3 nayneHta. Bo Bcex cnyyasax nepamnaHen NpUMEHsANCA B KayecTBe [0-
nonHuTenbHoro A3, 4acto B KOMGUHALMY C BanbnpoaToM. TUTpaLus npenapara OCyLecTBAANACh COMNACHO PeKOMeHAa-
LMAM B MHCTPYKLMK NO NpuMeHeHuto (YBeNnYeHue Ao3bl N0 2 Mr Kaxable 1-2 Hepy) A0 TepaneBTUYECKOW A03bl, KOTopas
cocTanisna 4—12 mr/cyT ofHOKPATHO Ha HOYb.
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Pesynbrartbl. Y feteit (4-11 net; n=105) pemuccus npuctynos 6uina gocturHyta B 29 (27,6 %) cnyyasx, 3pdekTBHOCTb
>50 % -y 55 (52,4 %) naumMeHToB, CHUXKEHKE YacToTbl NpucTynoB <50 % unu otcytctne addekta —y 17 (16,2 %), ar-
rpasalus npucTynos —y 4 (3,8 %) nauyueHToB. Takum 06pas3om, B LLeJIOM BbIPAXKEHHbIN TepaneBTUYeckuii 3hdekT (pemuc-
CWS UMY YMeHbLUEHME YAcTOTbl MPUCTYNOB He MeHee YeM Ha 50 %) 6bin focTUrHyT y 84 (80 %) naumeHTos u3 105. Mo
CyObEeKTUBHOM OlieHKe popauTeneil B 23 cnyyasx Ha GOHe yMEeHbLWEHUA YacTOTbl MPUCTYNOB Y feTell Obinn 0TMeYeHsl
yNyyleHe pa3BUTUs, NpUOOPETEHE HOBBIX HABLIKOB (U3 67 AeTeil C KOTHUTUBHBIMU HapyleHusmMu — Y 34 %). Y 8 neTeil,
paHee CTpaAaBLNX HapyleHWEeM HOYHOTO CHa (TPYBHOCTM 3acbiNaHus, 6eCnoKOMHbIA COH, YacTble MPOOYXAEHUS), MO
CyObEKTUBHOI OLLeHKe popuTeneit Gbl10 0TMEYEHO YNyYLleHe CHa.

Y nogpocTkos (n = 31) pemuccus npuctynos Obina fOCTUrHYTA B 9 (29 %) cnyyasx, 3hheKkTuBHOCT >50 % -y 15 (48,4 %)
NaLMeHTOB, CHUXEHME Y4acToTbl NPUCTYNoB < 50 % unu otcyTcTBue addekta —y 6 (19,4 %), arrpaBaLus NpucTynos —
y 1 (3,2 %) nauuenTa. Takum 06pa3om, B LiesOM TepaneBTUYeCKnit 3 deKT (PEMUCCUSA MW YMEHbLIEHWE YACTOTbI NPUCTY-
noB He MeHee YeM Ha 50 %) Obln [OCTUTHYT Y 24 (77 %) nauneHTos u3 31.

3t deKTMBHOCTL NepamnaHena B o6Lieii rpynne y aeTeit U nofpocTKoB (4—18 net; n = 136) (pemMuccus uam ymeHblueHme
4acToTbl NPUCTYNOB He MeHee YeM Ha 50 %) oTmeyeHa y 108 (79,4 %) naumeHToB U3 136. 06WMil NoKa3aTeNb peMUccum
NpUCTYNOB B rpynne feTteit n nofpocTkoB cocTaBun 38 n3 136 (27,9 %).

BBefieHve nepamnaHena B nonuTepanumu NpMBENO K MCHE3HOBEHUIO 3NUNENTU(MOPMHOI aKTUBHOCTU Ha 3NeKTpo3HLeda-
JlorpaMMme UK K 3HaYUTeNbHON peflyKUumUn nHaekca anunentudopMHoi akTuBHOCTU Y 38 13 112 npoLweALwmnx KOHTPONbHOe
3n1eKTpo3Huedanorpaduyeckoe uccnefoBaHne naumeHTos (6onee yem B 1/3 ciyyaes).

MobouHble 3thdekTbl 3apernctpuposansl y 41 (30,1 %) naumeHTa u3 136.

Mpenapar 6bln OTMEHEH B CBA3M € Npobiemamu nepeHocumocTny 15 (11 %) u3 136 nalMeHToB [ETCKOro U NOAPOCTKOBOMO
BO3PacTa, NpeuMyLLeCTBEHHO B CBA3M C NCUXUATPUYECKUMU NOBOYHBIMYU 3dekTamu (5,9 % OT 06LIero Yncna naLmeHTos).
Mokazatens yaepxaHus Ha Tepanuu nepamnaHenom >12 mec B o6Lei rpynmne feTeit 1 NoapocTkoB coctaBun 107 u3 136 (78,7 %).
3aknioyeHue. lepamnaHen BbICOKOI((EKTUBEH NPU FeHETUYECKON U CTPYKTYPHON (oKanbHOW anunencuu y getei
W MOAPOCTKOB. lpenapar oTANYaeTca YAOOHLIM PEXMMOM NPUEMA U MEAJSIEHHON TUTPALIMEN, XOPOLIO NepPeHOCUTCA npy
AnvTenbHOW Tepanuu. PesynbTaTbl Halero HabNoAEHUA NOKa3any, YTo nepamnaHen Takxe 3 dekTuseH y Aeteit fo 12 ner,
B TOM YMCJIe B HU3KOW [l03e 2—4 MT/CyT, XOPOLLO NePEHOCUTCA B 3TOI BO3PACTHOI rpynne u yaobHo fo3upyetcs. Mokasa-
Tenun 3 PeKTUBHOCTH M NEPEHOCMMOCTY CYLLECTBEHHO He pa3Nnyanuch y AeTeit u nofpoCTKOB. Hawu pe3ynbraTsl nokasa-
7N, 4TO Nepamnaxen BbICOKOI(PEKTUBEH Y NALNEHTOB C HEKOTOPbIMY POPMAMU FEHETUYECKON 3nunencuu.

MepamnaHen fONKEH NPUMEHATLCA HE TONBKO MPU PE3UCTEHTHBIX IMUNENCUAX, HO U B KAYeCTBE NEPBOTO JONONHUTENbHO-
ro npenapara B KOMOWHMPOBAHHOI TEpannu aNKUNencum, 4To ¢ 6ONbLIOK BEPOATHOCTLIO MPUBEAET K elle 60/ee BbICOKMM
nokasarensam 3pHeKTUBHOCTM 1 NyYlleid NepeHoCHMOCTH.

KnioueBble cnosa: anunencus, HOBbI aHTUINUAENTUYECKUI Npenapar, nepamnaHen, 3PdeKTUBHOCTL U NEPEHOCUMOCTb,
y A€Teil 1 NOAPOCTKOB

Ina untuposanua: Myxut K.10., Mbinaesa 0.A., bobbinosa M.1H0. IhdeKTMBHOCTL U NEPEHOCUMOCTL NepamMnaHena B fe-
YeHWUM 3nunencun y aeteit U NoApoCcTKoB (onbiT MHCTUTYTa AeTCKON HeBponorun u anunencuu um. Cet. Jlykun). Pycckuit
XypHan fietckoii Hesponorun 2021;16(4):8-30. DOI: 10.17650/2073-8803-2021-16-4-8-30.

Effectiveness and tolerability of perampanel in children and adolescents (own experience
of Svt. Luka’s Institute of Child Neurology and Epilepsy)

K. Yu. Mukhin, O.A. Pylaeva, M. Yu. Bobylova

Svt. Luka’s Institute of Child Neurology and Epilepsy; 5 Nagornaya St., Troitsk, Moscow 108841, Russia;
Svt. Luka’s Institute of Child and Adult Neurology and Epilepsy; 9 Akad. Anokhina St., Moscow 119571, Russia

Contacts:

Konstantin Yuryevich Mukhin center@epileptologist.ru

Background. Despite the significant advances in epileptology, including various new effective treatments for drug-re-
sistant epilepsy in children, there is still a relatively large proportion of patients ineligible for surgery and alternative
treatments (such as vagus nerve stimulation and ketogenic diet). Drug-resistant epilepsy accounts for approximately
30 % of all forms of epilepsy and is particularly common among patients with focal seizures. The search for new anti-
epileptic drugs (AEDs) is critical for these patients.

Perampanel (Fycompa®, Eisai) is a novel AED that employs a fundamentally different mechanism of action compared to
existing AEDs. Perampanel is a powerful highly selective non-competitive postsynaptic AMPA receptor antagonist act-
ing at the level of neocortex and in the hippocampus. Phase III clinical trials demonstrated its high efficacy and good
tolerability in patients with drug-resistant focal seizures. Randomized placebo-controlled trials assessing the efficacy
of perampanel as add-on therapy showed that perampanel at a dose of 4-12 mg/day significantly reduced the fre-
quency of focal seizures in patients with drug-resistant epilepsy along with a good safety and tolerability profile.
Open-label observational studies and studies analyzing long-term therapy also demonstrated high efficacy and safety
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of long-term treatment with perampanel (up to 3 years), as well as good retention rate. The drug has a once-daily dos-
ing schedule, which is very comfortable for patients.

In 2012, perampanel (Fycompa®) was approved for epilepsy patients in the USA and Europe. In 2013, it was approved in
Russia as an add-on therapy for patients aged 12 years and older with focal and secondary generalized seizures. On
29.06.2015, it was also approved for polytherapy of generalized tonic-clonic seizures in patients aged 12 years and
older with idiopathic generalized epilepsy.

On 07.12.2020, perampanel was approved for children aged 4 years and older (body weight >30 kg) as a part of poly-
therapy for focal and secondary generalized seizures and for children aged 7 years and older with idiopathic general-
ized epilepsy as a part of polytherapy for generalized tonic-clonic seizures.

Currently, there is limited evidence of perampanel efficacy in children in Russia.

The study aimed to evaluate the efficacy and tolerability of perampanel in children (aged 4-11 years) and adolescents
(aged 12-18 years) with epilepsy treated and followed-up at Svt. Luka’s Institute of Child Neurology and Epilepsy.
Materials and methods. This study included 136 patients (aged 4-18 years; 75 males and 61 females) who received
perampanel and were followed-up for at least 6 months at our institution. Patients were divided into two groups: chil-
dren (aged 4-11 years; n = 105) and adolescents (aged 12-18 years; n = 31).

The following types of epilepsy were diagnosed in study participants: structural focal epilepsy (n = 60), genetic epi-
lepsy (n = 61; including Dravet syndrome, Angelman syndrome, Lafora disease, mutations in the PCDH19, PHACTR1,
CDKL5, ARX, PING, SCN2A, KIAA2022 genes, chromosome microdeletions, etc.), focal epilepsy of unknown etiology
(n =12), idiopathic epilepsy (n = 3). In all cases, perampanel was used as an additional AED, often in combination with
valproic acid. Dose adjustment was performed according to the package insert (by increments of 2 mg either weekly or
every 2 weeks) up to a therapeutic dose of 4-12 mg/day at bedtime.

Results. In children (aged 4-11 years; n = 105), seizure remission was achieved in 29 cases (27.6 %). Fifty-five chil-
dren (52.4 %) had >50 % efficacy, whereas 17 children (16.2 %) had <50 % reduction in seizure frequency or no effect.
Four patients (3.4 %) reported aggravation of seizures. A significant therapeutic effect (remission or at least
50 % reduction in seizure frequency) was registered in 84 out of 105 patients (80 %). Parents of 23 children also report-
ed better development and improved skill acquisition along with a reduced frequency of seizures (in 34 % of 67 children
with cognitive disorders). Parents of 8 children who had sleeping difficulties (trouble falling asleep, restless sleep, fre-
quent awakenings) reported an improvement of sleep.

Among adolescents (n = 31), we observed the following parameters of treatment efficacy: 9 of them (29 %) achieved
seizure remission; 15 patients (48.4%) had 50 % efficacy; 6 patients (19.4 %) had <50 % reduction in seizure fre-
quency or no effect; one patient (3.2 %) had seizure aggravation. Thus, good therapeutic effect (remission or at least
50 % reduction in seizure frequency) was achieved in 24 out of 31 patients (77 %).

Therapy with perampanel was effective (remission or at least 50 % reduction in seizure frequency) in 108 out of 136 pa-
tients aged 4-18 years (79.4 %). The overall seizure remission rate reached 27.9 % (38 out of 136 patients).

The inclusion of perampanel into polytherapy resulted in suppression of epileptiform activity on the electroencephalo-
gram (EEG) or in a significantly reduced index of epileptiform activity in 38 out of 112 patients who underwent follow-
up EEG examination (i.e. in more than one-third of cases).

Adverse events were registered in 41 patients out of 136 (30.1 %).

Perampanel was discontinued in 15 out of 136 patients (11 %) due to tolerability issues primarily because of psychiat-
ric adverse events (5.9 % from the total number of patients).

The 12-month retention rate in children and adolescents was 78.7 % (107 out of 136 patients).

Conclusion. Perampanel was highly effective in children and adolescents with genetic and structural focal epilepsy.
The drug has a convenient once-daily dosing schedule with slow titration and is well tolerated by patients during long-
term therapy. Our results demonstrate that perampanel is also effective in children below 12 years of age, even
at a dose of 2-4 mg/day; it is well tolerated and is comfortable for use. Its efficacy and tolerability did not differ sig-
nificantly between children and adolescents. Our findings suggest that perampanel is highly effective in patients
with some forms of genetic epilepsy.

Perampanel should be used not only for drug-resistant epilepsy, but also as the first additional drug in combination
therapy for epilepsy, since it is likely to improve treatment efficacy and ensure better tolerability.

Key words: epilepsy, new antiepileptic drug, perampanel, effectiveness and tolerability, in children and adolescents

For citation: Mukhin K.Yu., Pylaeva 0.A., Bobylova M.Yu. Effectiveness and tolerability of perampanel in children and
adolescents (own experience of Svt. Luka’s Institute of Child Neurology and Epilepsy). Russkiy zhurnal detskoy nevrolo-
gii = Russian Journal of Child Neurology 2021;16(4):8-30. (In Russ.). DOI: 10.17650/2073-8803-2021-16-4-8-30.

SIUJIETICUU Y JETEM, TTO-TIPEXXHEMY OCTAETCST JOCTATOYHO

HecMoTps Ha 3HauUMTENbHBIC YCIIEXW, JOCTUTHYTBIC  BBICOKOM IOJIS ITAIIMEHTOB, KOTOPHIC HE SIBJISTFOTCS] KAHI -

B SIJICTITOJIOTYN, BKIIIOYAS ITOSIBJICHUE PA3IMYHBIX HOBBIX — JaTaMM JUISI XUPYPIrUIECKOTO JICYCHUSI U Y KOTOPBIX He-
MeToHn0B 3¢ (MEKTUBHOIO JICUYCHUS PE3UCTCHTHBIX (OPM  BO3MOXHO IMPUMEHEHUE aJbTePHATUBHBIX METOIOB
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(cTUMyISIIIS OTY>KIArOIIeTro HepBa M KeTOreHHasI TUeTa).
Pe3ucTeHTHBIE SMMIEIICUM COCTABIISIIOT puMepHo 30 %
cpenu Bcex (hOopM SIMIICTICUM, OCOOCHHO Y MallMeHTOB
¢ boxanbpabiMu ipuctyiamu (P. Kwan, M.J. Brodie, 2000,
2006). B aTux ciayyasx ocoboe 3HayeHHE MMEET ITOUCK
HOBBIX aHTUAIMIIETITUYECKUX ITpernapaToB (ADI) [21, 22].
Eiie onyH noaxoa — paluyoHaibHble KOMOMHALIUY CYIIIE-
ctBytomux ADII ¢ cynmpaaniguTUBHBIM U CMHEPTUYHBIM
a(pdpexkramu. [dnureabHoe HaOJIOJEHUE ITOKA3bIBAET,
yT10 'y 20—30 % nauueHToB ¢ hapMaKOpe3UCTEHTHO 3111~
JIETICME B JAJbHEWIIEM yIAeTCs OOCTUYb PEMUCCUU
pu cMeHe pexxuma Teparmu [5, 10, 21, 22].

Mepamnanen (Paitkomna®, 000 «Diicait») — HOBBII
ADBII, nMmeronuii MPUHLMITAATBHO MHOI MeXaHW3M aHTHD-
MUJIENTUYECKOTO ACUCTBUS, OTJIMYAIOIIANCI OT TAKOBOTO
npyrux ADIT. DTo MOITHBII BEICOKOCEIEKTUBHbBIN HEKOHKY-
PEHTHBI MHTUOUTOP MOHOTPOIMHBIX AMPA-penieriropoB
(0-aMUHO-3-THIPOKCH-5-MeTHIT-4-M30KCa30J1-TTPOITMOHOBOM
KHCJIOTHI) IIyTaMara ITOCTCHHANTIYEeCKIX MeMOpaH HEPOHOB
Ha YpOBHE HEOKOpTeKca U B rummokamiie. [lepammanen —
MepBbIil ¥ eMMHCTBEHHDINM Ha JaHHBII MoMeHT ADII co crie-
LM(UUECKUM JeCTBMEM Ha OOMEH ITyTamara (OCHOBHOTO
BO30Y2KIalolLero HeiipomearaTropa B LIeHTPaIbHOM HEPBHOM
cucreme (LIHC)) u ortocpenoBaHHOE TITyTaMaToOM BO30YKIIe-
Hue B LIHC. [Tono6HbIi MHrIOnpyrommii 3¢ deKT Ha perien-
TOPBI IJTyTaMaTa IPUBOAUT K YMEHBIIEHUIO HEUPOHAIbHOM
Bo3oyaumoctu [11, 15].

IlepammnaHe1 TTOJIHOCTBIO aOCOPOUpPYETCs MPU T1epPO-
panbHOM npueme. [IpenapaT cBsI3bIBaeTCs C OeJIKaMu
iasMbl Ha 95 % u merabonusupyercst B ieueHu (98 %
Ipenapara) ImyTeM IIepBUYHOTO OKHMCIICHUS C TIOCIeaYI0-
el TToKypoHu3ameii. OCHOBHBIC METaOOIUTHI — TJTI0-
KO3WIMPOBAHHBIN TIepaMIIaHeNl U Pa3IMUYHbIC TIIIOKYPO-
HUA-KOHBIoraThl. Ilpeanonaraercs, 4To MeTabOJIU3M
rmepaMIlaHesJa OCYIIECTBISICTCS TPEUMYIIECTBEHHO
npu nomoin n3osH3uma CYP3A4, Takke MOXeET ydacT-
BoBaTh CYP3A52. B tepaneBTUUECKOIl KOHLIEHTpALIUU
TepaMIlaHeNI He OKa3bIBaeT MHTMOMPYIONIETO WM UHIY-
LIPYIOIIETO BIUSIHUS Ha OCHOBHBbIE M302H3UMBI CYP
i UGT, ogHako oKa3bIBaeT cJIadblii MHTMOMPYIOIIWI
addext Ha CYP2CS8, UGT1A9 u cnadplii MHIYLIUPYIOIIMIA
apdexr Ha CYP2B6 1 CYP3A4/5. ITpumepHo 2 % riepam-
ITaHesa BEIBOASITCSI B HEM3MEHHOM BUIE ¢ MOYoii. [Tnko-
Basl KOHIIEHTpAIYs B I1a3Me gocturaercs yepes 0,25—2 9
rocJie mpruemMa npenapara [11, 25, 26].

B dapmakokmHeTMUECKMX MCCICIOBAHUSX BBISIBICH
PsII1 JIEKAPCTBEHHBIX B3AUMOIECTBUN MepaMITaHeNa C Ipy-
rumu ADI1 1 ipenapatamu Apyrux rpymni [24, 25]. Mom-
Hble MHAYKTOPHI CYP3A4 criocoOHBI YCKOPSTH METabo-
JIM3M TIepaMIiaHesa: (PeHUTOMH U OKCKapOa3eIH MOTYT
YBEJIUYMBATh KIMPEHC IIpernapara MpuMepHo B 2 pasa,
YTO MPUBOAUT K CHIKCHUIO CPEIHETO IOoKa3aTessl TII0-
waau rmox kpusoii (AUC) Ha 50 %; kapbaMa3eIiH — Mpu-
MEpHO B 3 pasa, 4TO MPUBOIUT K CHUKECHUIO CPETHMX
nokasateneit C_, 1 AUC Ha 26 1 67 % COOTBETCTBEHHO,
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CPEeIHUI TIEPUOI TTOTYBBIBEICHIS YMEHbIIIaeTCs 10 25 U,
BO3MOKHO CHIDKEHHE IJTa3MEHHOM KOHIIEHTPALINH ITepaM-
rmaHesa Ha 2/3 (B MCCiIeIOBaHMSIX Ha 3[I0POBBIX TOOPOBOJIb-
11ax); TonupaMar — npumepHo Ha 20 %, 4TO NPUBOAUT
K cHIKeHn1o cpeaero rmokasaresiss AUC Ha 20 %. Iepam-
IMaHeJI MOXET YMEHBIATh TUIA3MEHHYIO KOHIICHTPALIMIO
KapOama3zeruHa, Ki1oba3zama, JaMOTPUIKMHA U BaJIbIIpOe-
BOIl KUCJIOTBI He Gosiee yeMm Ha 10 %, mumaszojiama —
Ha 13 %. KiiupeHc okckapbasernuHa MOXeT YMEHbIIAThCS
Ha 26 %, npy 3TOM CpelHsIsl TUla3MeHHas! KOHIIEHTPAIUSsT
yBeJn4YMBanach Ha 35 % 1pu COBMECTHOM IIPUMEHEHUU
¢ nepamItaHesoM. KimmHandyecku 3HaYMMBIX (papMaKoaHa-
MMYECKUX B3aMMOIEUCTBUI niepammaHesa ¢ apyrumu ADIT
He ormMcaHo [24, 25].

B cBs13u ¢ TeM, 4TO MHAYKTOPHI (hDepMEHTOB TICUCHU
(cbeHMTOMH, OKCKapOa3eH, KapoaMa3emH 1 B MEHBIIICH
CTEeIIeHU TOIMpaMar) MOTYT BIUATh Ha (DapMaKOKMHETUKY
TepaMITaHeIa U U3MEHSITh (CHIDKATh) €r0 KOHIICHTPALIUIO
B KPOBH, ISl TIOBBIIIIEHUS 3(D(OEKTUBHOCTH JICUeHUS Tie-
paMITaHEeIOM MOKET IOTPeOOBATHCSI KOPPEKITUS TO3bI B 3a-
BUCUMOCTH OT comyTcTByommx ADI1. DTo o4eHb BaXKHO
YVUUTBHIBATh B CBSA3U C TEM, UTO B HACTOSIIICE BPeMsI TIepaM-
MMaHeJI 3apeTUCTPUPOBAH KaK IIpernapar JUIsl JOIIOTHUTEIb-
Hoii Tepanuu. CorjlacHO MHCTPYKIUMH T10 TIPUMEHEHUIO
npenapara PaiikoMra, BaJbIIpOeBas KUCJIOTa HE BIUSIET
Ha YPOBEHb KOHIICHTPAIIUK TIepaMIIaHeIa, a IIepaMIlaHes
CHIKACT YPOBEHb KOHILICHTPAIINN BaJIbIIPOSBON KMUCIOTHI
MeHee yeM Ha 10 % [2, 3].

PesynbraThl HemaBHO TTPOBEACHHOTO aHaIN3a 3P deK-
TUBHOCTU M TIEPEHOCUMOCTHU TIepaMIlaHea B KauecTBe
MEepBOIi JOTIOJTHUTEIBHOM Tepalmuu y MallMeHTOB C (o-
KQIBbHOM 3MWIETICUEN U UINOTIATUYECKOW TeHEPAIIM30BaH-
HoIi arusericueit, momy4atorux apyrue ASI (E. Santamarina
u coaBr., 2020), ¢ yuactriem 149 manmeHTOB cTapiie 12 yer,
KOTOPBIC HAXOIMJIUCH IOl HAOTIOMEHUEM B TeueHHe 12 Mec
IocJie Havajla IIpMMEHEHMsS IIepaMIlaHelsa, MoKa3ad,
4yT0 3(D(HEKTUBHOCTH ITepaMITIaHesia Obljla HYDKe ITPY KOMOU-
Hau ¢ ADIT — nnmykTropamu ¢pepmeHToB neyeHn. Harpo-
TUB, 00Jiee BBICOKME TOoKa3aTesn 3(P(PEeKTUBHOCTUA OBLIN
TTOJTy4YeHBI, KOT/IA TE XK€ 03Bl TlepaMIIaHesia IIPUMEHSITUCH
B KOMOMHAIIMK C MHTUOMTOpaMH (DepMEHTOB. ABTOPHI UC-
CJIeIOBaHMS CACIAN 3aKIIOUEHNE O TOM, YTO KOPPEKIIMS
JTO3BI TIepaMIIaHesa B 3aBUCMMOCTU OT €r0 IIPUMEHEHMUS
B KOMOMHAIIMY C UTHAYKTOPAMU WJIM MTHTHOUTOpaMHu (pep-
MEHTOB IIEYCHU MOXKET MOBBICUTD 3(PHEKTUBHOCTH JIeUe-
HUs. YaepKaHue Ha Tepaliiy B TedeHre 12 Mec COCTaBUIIO
85,2 % mauueHTOB. BaxkHO OTMETUTD, YTO IepaMIlaHell
JIEMOHCTPUPOBAJI COIMOCTABUMYIO TIEPEHOCHUMOCTD He3a-
BUCHUMO OT THUITa CONMyTCTBYIOMMX ADIT [28].

DbHEKTUBHOCTL U TMEPEHOCUMOCTh IlepaMIlaHesa
MIPY PE3UCTEHTHBIX K MEAUKAMEHTO3HOM Teparnuu (hoKaib-
HBIX TIPUCTYIIAaX OblIa J0Ka3aHa B KIMHUYECKUX UCCIIEeN0-
Banusx 111 daser [12, 15, 1720, 27]. Pangomu3npoBaHHbBIE
IIIaIe00KOHTPOIMPYEMbIC MCCIIEI0OBAHMYS TOTIOTHUTEIHHOMN
Tepanuy IepaMIIaHeJIOM MHPOASMOHCTPUPOBAIM, UYTO
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IIpHeM TIpernapaTa B 03¢ OT 4 10 12Mr/cyT TOCTOBEPHO
CHITXAeT 4acTOTy (DOKaIBHBIX IIPUCTYIIOB Y MAIIMEHTOB
¢ (hapMaKkoOpe3UCTEHTHOM AMUJIETICHE TIpU 0JIaroTpUsIT-
HBIX TTOKa3aTeJIsIX 0€30I1acCHOCTH U IepeHocuMocTu. OT-
KpBIThIe 00CepBallMOHHBIE POCCUMCKUE U 3apyOesKHbIe
HCCIIeIOBAaHYSI, a TAKKE MCCIICIOBaHUS IINTSIHBHOM Tepa-
MY TOXE TTPOIEMOHCTPUPOBAIN OIarONPUSITHBIC TTOKa-
3aTesi 3PEKTUBHOCTU U O€30ITACHOCTH MPU JJINTEJTBHOMN
Tepamuu (1o 3 JeT) U JUIMTeIbHOE COXpaHEeHUEe TeparieB-
tnyeckoro 3¢ dekra [1, 4, 68, 23].

IIpemapar BeIycKaeTcst U 1ocTyleH B Poccnu B hop-
Me TabJIeToK, comepKaiux 2, 4, 6 1 8 Mr JeACTBYIOIIETO
BellecTBa. BaxXHBIM MPEUMYIIIECTBOM SIBISICTCS IIpHUEM
mpenapara 1 pa3 B CyTKH, BeuepoM, repea cHoM. [lepron
MOJIyBBIBEJIeHUs cocTaBsieT B cpenHeM 105 9 [3], aTo 110-
3BOJISICT TIPMHUMATH mpenapaT 1 pa3 B 1eHb (YTO OUYCHBb
YIOOHO IS MAlIMEHTOB U IMOBBIIIAET KOMIUIACHTHOCTD
Teparnun).

[IpueM mepamiaHena ciaeayeT HaYWMHATh C O3Bl
2wmr/cyT. Jlo3a MOXeT OBITh yBeaudeHa 10 4—12Mr/cyT
B 3aBHCUMOCTH OT KJIMHUYECKOTO OTBETA U IIEPEHOCUMO-
ctu. Tutpanus mepaMIiaHesna MDOJKHA OCYIIECTBIISITHCS
C IIaroOM He vaiie 2 MT B HeJIeJII0 y TTallMeHTOB, OMHOBpPE-
MEHHO MPUHUMAOIINX MHIYKTOPH! (PepMEHTOB TIEYCHH,
U C IIIarOM He Yalle 2 MT B 2 Heql y TTaIllMeHTOB, HEe IIPUHU-
Matomux ADTT — nHIyKTOpHI (PEPMEHTOB MEYEHM.

Mepammnanen (Paiikomna®) 6b11 0106peH LIS JTeye-
Hug srmnerncun B CIIA u ctpanax EBponb B 2012 1 [15,
17, 30]. B 2013 . mpemapar ObuT THLIeH3UpPOBaH B Poccun
IIJIST TOTIOJTHUTEJIFHOM Teparuy y IMalieHTOB B BO3pacTe
12 net u crapiuie ¢ GOKaJTbHBIMU U BTOPUYHO-TEHEPAIH -
3oBaHHbIMM npuctynamu. C 29.06.2015 BBeaeHO HOBOE
IMoKa3aHue IS TIepaMIiaHesia; IIpUMeHEeHUe B TTOIUTepa-
MY TeHePaIM30BaHHBIX TOHUKO-KJIOHUMYECKUX IIPUCTYITOB
y IMaIlMeHTOB B Bo3pacTe 12 JIeT u cTapiie ¢ MIuonaTude-
CKOI1 TeHepaIu30BaHHOM dIuIeTnicueii [2].

C 7.12.2020 B Poccuum mepammaHes ObLT 0J00peH
IIJIST IPUMEHEHMST Y IeTeii B Bo3pacTe OT 4 JieT (C Maccoit
tena >30Kr) B moguTepanuu (GOKaJIbHBIX U BTOPUIHO-
TeHEePaIM30BaHHBIX IIPUCTYIIOB 1 B ITOJIMTEPAIINK reHepa-
JIN30BaHHBIX TOHMKO-KJIOHWYECKUX TIPUCTYIIOB Y TaIlH-
€HTOB B BO3pacTe 7 JET M CTaplle ¢ MAMOIaTUIeCKOi
reHepajnM30BaHHON snuencueit [3].

MeKIyHAPOIHBII ONBIT IPAMEHEHHS NepaMIaHeIa y Jie-
Teii oT 4 Jer 1 moaApocTKOB. [TokazaHMs K TPUMEHEHUIO
repaMIlaHeNa y IeTeil M MOAPOCTKOB ObUIM pacIIMpPeHbI
Ha OCHOBAaHUM PE3yJbTaTOB PAaHIOMU3UPOBAHHBIX KIIH-
HUYECKUX UCCIIeJOBaHMI, ITOKa3aBIINX 3(PHEKTUBHOCTD
1 OJIarONpUSITHBIC TapaMeTPhl IIEPEHOCUMOCTH TIepaMIIa-
HeJla B 9TOM BO3PAaCTHOM IPYIIIIE.

J.E. Pina-Garza u coasr. (2020) omy0aukoBaiu pe-
3yJIBTaThl post hoc aHaM3a 6 paHIOMU3UPOBAHHBIX JIBOM-
HbIX ciaenbix uccienoBanuii 11 u 111 ¢asbl, oLieHUBaOIIUX
3((HEKTUBHOCTD 1 0€30IMaCHOCTh JOTIOTHUTEILHOM Tepa-
MUY TIepaMITaHeIoM (B 103¢ 2—12Mr/CyT) y TOIPOCTKOB
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B Bo3pacTe oT 12 1o 17 et ¢ pe3ucTeHTHBIMU (DOKATLHBIMU
NpPUCTYNaMU C BTOPUYHOM reHepaau3alueil uinu 6e3 Hee
1100 MEePBUYHO-TEHEPATN30BAHHBIMY TOHUKO-KJIOHM-
YyeCcKMMMU TpucTynamu. B ucciaegoBaHue ObLIM BKIIIOUE-
HBI TaHHBIE, TTOJYYEeHHBIC Y ITOAPOCTKOB, y4acCTBOBAaB-
11X B KIIMHUYecKux ucciaenoBanusx 304 (NCT00699972),
305 (NCT00699582), 306 (NCT00700310), 335 (NCT01618695),
235 (NCTO01161524), 332 (NCT01393743). ITapameTpbl OLICH-
K1 3(pheKTUBHOCTH (B 3aBUCMMOCTH OT TUTIA IIPUCTYIIOB)
BKJIIOYAJIM MEOUAaHy IPOLIEHTHOIO M3MEHEHUST YacTOThI
MIPUCTYIIOB Yepe3 28 THeil OT MCXOMHOTO YPOBHS (OT Ha-
yaja IpremMa Iperapara) U TOJIIO MallieHTOB, JOCTUTIITNX
pemuccun. [lapamerpsl olLleHKM 0€30ITaCHOCTU JIeUeHUSI
(my1 BceX TUITOB IIPUCTYIIOB B IIEJIOM) BKJIIOYATM MOHU-
TOPUHT CBSI3aHHBIX C JIeYeHUEM ITOOOYHBIX 3(P(PEKTOB.

B ananu3 6e3omacHOCTU Tepanuy ObUIM BKJIIOYEHBI
372 mamnueHTa moIpOCTKOBOTO Bo3pacTa (114 manmeHToB
TOJIy4Jajiu miarebo, 258 — nepammanen). [1oxHbIi aHaM3
JMAHHBIX BKJIIOYas 346 mameHToB ¢ (OKaIbHBIMU ITPUCTY-
mamu (1Totane6o — 103 mamuenTa, mepammnaHesn — 243),
13 KOTOPBIX Y 125 BO3HUKAIM BTOPUIHO-TEHEPaTN30BaH -
HbI€ IIPUCTYIIBI 10 Hayaja Teparuu UCCIeAyeMbIM IIperia-
paToM (Ha UCXOTHOM ypoBHe) (I1aie6o — 37 malreHToB,
nepammanes — 88), n'y 22 perucTpupoOBaInCh IIEPBUYHO-
reHepaJu30BaHHble TOHUKO-KJIOHMYECKHUE IMPUCTYIIbI
(rmate6o — 9 maumeHToB, epammnanea — 13). Ilo cpas-
HEHUIO C IUIalebo Ipu IpueMe epaMmiiaHesna B 103ax 8
1 12Mr/cyT OBUIO MOJIydeHO 0oJiee BHICOKOE 3HAYCHUE
MeIWaHbl PeayKIIMU YaCTOThI IIPUCTYIIOB Yepe3 28 mHeit
nedeHust 11 (pokaabHBIX TprcTyIioBs (18,0 % mportus 35,9
u 53,8 %; p <0,01) 1 It BTOpUYHO-TeHEPATU30BAHHBIX
npuctynos (24,4 % nporus 72,8 % (p <0,01) u 57,8 %
(p <0,01)), a TakKe 3apeTUCTpUpPOBaHA OOJIBIIAS IOJISI
MaIleHTOB, TOCTUTIINX peMuccuu ((hoKaabHbIC TIPUCTY-
nbl: 7,8 % npotus 13,2 1 11,8 % (cTaTUCTUYECKU HE3HA-
YHMO); BTOPUYHO-TeHEePaIn30BaHHbIE MIPUCTYIIBL: 8,1 %
npotuB 40,7 % (p <0,001) u 41,7 % (p <0,01)). B otHO-
LIEHUU IIePBUYHO-TEHEPAIN30BaHHBIX TOHUKO-KJIOHNYE-
CKUX MPUCTYIIOB [0 CPaBHEHUIO C ILIale0o rmepamiiaHe
B JI03¢ 8§ MT'/CYT TaK:Ke aCCOLIMUPOBAJICS ¢ 00JIe€ BHICOKIM
rokKasarejieM MeAMaHbl PeIyKIIMU YaCTOThI IIPUCTYIIOB Ye-
pe3 28 nueit (29,8 % — miaue6o, 88,0 % — nepamiiaHen)
U OOJIblIEeN M0oJe MalMeHTOB, HJOCTUTIIUX PEMUCCUU
(11,1 % npotuB 23,1 % coorBeTcTBeHHO). CBSA3aHHbIE C Jie-
yeHneM MoOoYHbIe 3(PPEKThI ObLIN 3aperuCTPUPOBAHBI
y 76 (66,7 %) mauueHTOB, IOJydYaBIIMX ILIalebo,
uy 192 (74,4 %) nauueHTOB, MOJIYYaBIIKUX IIepaMIlaHes
(HamOos1ee yacTble TOOOYHBIE 3(P(hEKTHI: TOJIOBOKPYKEHUE,
COHJIMBOCTb, TOJIOBHAsI 001b ¥ Ha30apuHIuT). Cepbe3HbIC
CBSI3aHHBIE C JIeueHEeM IMOOOYHBIe 3(D(MEKTHI 3aperucTpu-
poBaHbl y 5 (4,4 %) nmauMeHTOB, MOJIyYaBIIKX ILIale0o,
ny 11 (4,3 %) nauueHTOB, IOJIyYaBILKX IIEpaAMITaHE.

Pesyinbrarhl aHaIM3a IIOKa3aJId, YTO JOIOJIHUTEIbHAS
Tepanus nepamnaHesioM 3GEeKTUBHA U B 1IEJIOM XOPOIIO
MIEPEHOCUTCS y MAIlMeHTOB MOAPOCTKOBOIO BO3pacTa
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¢ (boKaJTbHBIMM, BTOPUIHO-TEHEPATM30BAHHBIMU TP~
CTyIaM{ WA MePpBUYHO-TEHEPATN30BaHHBIMU TOHU-
KO-KJIOHMYECKUMU TIPUCTYIIAMH W TIPEICTaBIIsICT CO00it
MePCIIEKTUBHBIN METOI JICUSHUS Y TIOAPOCTKOB C HEKOH-
TPOJIMPYEMBIMU TIpUCTynaMu [26].

B 2020 1. 66111 O1TyOJIMKOBAaHBI Pe3yJIBTAThl MCCIIEI0-
BaHus 311 (NCT02849626) — ri106a1bHOr0 OTKPHITOTO
MHOTOILIEHTPOBOTO HECPAaBHUTEIBbHOIO MCCIEIOBAHMS,
OLICHUBAIOIIETO 0€30I1aCHOCTD, IIEPEHOCUMOCTD, (hapMa-
KOKMHETUKY U COOTHOIIeHHE (apMaKOKMHETUIE-
CcKMX/papMaKOAMHAMMYCCKNUX ITapaMeTPOB IPU OTHO-
KpPaTHOM B CYTKU IPUMEHEHHUU OPaJbHOM CYCIIEH3UU
repaMIlaHeNa B TOMOJHUTEIFHOM Tepaliii y MallieHTOB
nmeTckoro Bo3pacta (o1 4 10 <12 sier) ¢ (hoKaIbHBIMU IIPHU-
CTyImaMu ¢ TpaHchopMalmeil B OmiarepaibHble TOHUKO-
KJIOHWYECKNE TIPUCTYITBI WK 0e3 Hee WM TeHepaanu30-
BaHHBIMU TOHMKO-KJIOHWYECKMMU mpuctymamu [13].
OcHoBHOe uccnenoBanue 311 BKiIovano 4-HeaeIbHBIN
MepHoI 1O Havyayla Teparuy rnepamItaHe oM (CKpUHUHT/
WCXOIHBIN YPOBEHB) C ITOCICAYIONINM 23-HeACIbHBIM I1e-
puomoM Teparuu (11-HenenbHast TUTpalys; 12-HeaenbHast
¢daza rmommepKUBaOIIei Tepanum) U 4-HeaeIbHBIN ITepy-
0/ KaTaMHECTUYECKOro HabuoneHus. KoHeuHble TOUKU
(ocHOBHBIEC MapaMeTPhI OLICHKHM) BKIIIOYAIN OILICHKY 0e3-
OITACHOCTH /TIEPEHOCUMOCTH (TIepBUYHASI KOHEYHAS TOU-
Ka), CpeIHUI TPOIICHT M3MEHEHMST YaCTOTHI IIPUCTYIIOB
3a 28 mHel (Mepro TepaIiy) 10 CPaBHEHUIO C UCXOTHBIM
YPOBHEM U JIOJIIO PECIIOHACPOB CO CHIDKEHUEM YacCTOTHI
IPUCTYIIOB He MeHee yeM Ha 50 %, a TaksKe J0JII0 Malu-
€HTOB, TOCTUTIINX PEMUCCUH (TICPHOJ IO P>KUBAIOIIICH
tepanun). [TarmmeHTs! ObUTH CTpaTU(PUIIMPOBAHBI IO BO3-
pacty (ot 4 mo <7; ot 7 mo <12 7eT) U B 3aBUCUMOCTH
oT conyTcTByoniero npuMmeHenus ADIl — nHIyKTOpOB
¢depmenToB. B nccienoBanne 66010 BKIIoueHo 180 marm-
€HTOB (¢ (hoKaTbHBIMU IpUCTyIIaMu — 149; ¢ (pokanbHBI-
MU TIPUCTYIIaMU ¢ TpaHchopmalmell B OuiaTepalbHbIe
TOHMKO-KJIOHMYECKIE TIPUCTYIIBI — 54; ¢ TeHepaIn30BaH-
HBIMUA TOHUKO-KJIOHUIYECKUMM TTpUCTyImaMu — 31). OcHOB-
HOe uccienoBaHue 3aBepiuwian 146 (81 %) nmauueHTOB.
Haubosee yacToii MpuuMHOI BEIOBIBAHUS U3 UCCIIEA0BA-
HUs1 ObLIM 06ouHbIe 3dexThl (1 = 14 (8 %)). Cpennsis
CyTOYHasl J103a repamiaHesa cocraBmwia 7,0 (£2,6) mr/cyr,
CpeIHsIsI TIPOAOJIKATEIPHOCTD IIpYeMa TiepaMIIaHe a —
22,9 (£2,0) Hex. O0IIas yacToTa BCTPEYAEMOCTH CBSI3aHHBIX
¢ JleueHreM 100OYHbIX 3¢ dekToB (89 %) ObLIa CXOMHOM
y TTALIMEHTOB C (POKAJTLHBIMU TIPUCTYIIaMU (0e3 (POKaTbHBIX
MIPUCTYIIOB ¢ TpaHChOopMaIIneil B OmiaTepaabHbIe TOHUKO-
KJIOHWYECKHE TIPUCTYIIBI WJIK C HUMU) U TeHepaIn30BaH-
HBIMU TOHUKO-KJIOHUYECKUMM IIPUCTYITAMU.

Hawubonee yacTbie CBsI3aHHbIE C JIeUeHMEM MOOOYHbBIE
5(heKThI BKITIOYAIN COHIMBOCTE (26 %) 1 Ha30(hapUHIUT

*[Tpemapar Maitkomma®
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(19 %). Ha cdoHe yniedeHUsT OTCYTCTBOBAIM KIMHUYECKU
3HAYMMbIe U3MEHEHUS] KOTHUTUBHBIX (DYHKIIMIA, Tabopa-
TOPHBIX ITOKa3aTeyel, mokKazaTeael 3JIEKTPOKapauo-
rpaMMBbI ¥ KU3HEHHO BaXXKHBIX QyHKuMii. CpeaHuii IIpo-
LIEHT PeaYKIINKY YaCTOTHI IIPHCTYIIOB Yepe3 28 mHelt OoT Ha-
yajia JiedeHust coctaBui: 40 % (dokanbHble IPUCTYIIbI),
59 % (dokalibHbIe IPUCTYIILL ¢ TpaHchOpMaLeil B Ora-
TepasibHbIe TOHUKO-KIIOHUYECKME IIPUCTYITHI) 1 69 % (re-
HepaJIM30BaHHbIE TOHUKO-KJIOHUYECKHE IPUCTYIIbI). Jo-
J1s1 pecrioHepoB ¢ 50 % CHUKEeHUEM YaCTOThI IIPUCTYIIOB
U J0JIs1 MallMeHTOB, JOCTUTLIUX PEMUCCUM, COCTABUJIL:
(oxanbHbie npuctyibl — 47 u 12 %; dokanbHble IPUCTY-
bl ¢ TpaHcdopMaLMeil B OuiarepajbHble TOHUKO-KIIO-
HUYECKME MPUCTYIbl — 65 u 19 %; reHepain3oBaHHbIC
TOHMKO-KJIOHWUYECKUE TIPUCTYITBI — 64 1 55 % coorBeTcT-
BEHHO. YiIy4llleH1e TepalleBTUYeCKOro OTBeTa,/yMeHbIIIe-
HUE YaCTOThI MPUCTYIIOB 10 CPABHEHUIO C UCXOIHBIM
YPOBHEM HE 3aBUCEIU OT BO3pacTa U COIYTCTBYIOIIETO
npuMeHeHuss ADIT — unaykTopoB pepMeHTOB. Pe3ynbra-
TBI OCHOBHOTO ucciaenoBaHus 311 mokasaiu, 4To J0I0-
HUTEJIbHAS Tepallvs IIepaMIIaHeIOM B CYCIICH3UU AJIsI Tie-
pOpaJbHOr0 IMpUMeHeHus1 Oe3omacHa, XOpOIIO
nepeHocuTcs v 3 ¢eKTUBHA y 1eTeit ot 4 1o <12 net ¢ do-
KaJbHBIMU mpucTtynaMu (0e3 ¢GhOoKaabHbIX IMPUCTYIIOB
¢ TpaHcpopMalKeil B OuiaTepaibHble TOHUKO-KJIOHHUYE-
CKUe MPUCTYIIbI WA ¢ HUMU) WU FeHepaan30BaHHBIMU
TOHUKO-KJIOHMYECKUMU TIpUcTyIiamu [13].

BuroskBuBaneHTHOCTD TAOJETUPOBAHHOM (POPMBI U CY-
CIIEH3UM IlepaMIlaHesia IMOATBEPXKAEHA B XO[e KIMHUYE-
ckoro ucciaenoBanust 048 daszel I (N. Getzoff, 2016) [14].

Tak Kak MmoxkasaHusi K IPUMEHEHUIO IepaMIlaHeia
y HAlMEeHTOB OT 4 jieT ObLIM paclIMPeHbl HEIaBHO, ITOKA
OIy0JIMKOBAHO MaJIO UCCIEA0BAHUI, TTOCBSILIEHHBIX 3(-
(EeKTUBHOCTH MepaMITaHena y JeTeil B YCIOBUSIX peaTbHOM
KIIMHUYECKOI MPAKTUKHU.

A. Biro u coaBt. B 2015 . TpoBeJIM HECITOHCUPYEMOE
00cepBallMOHHOE PETPOCIIEKTUBHOE UCC/IeIOBAHKE C yua-
crueM 8 1eHTpoB EBpomnbl. Uccienyemast momymsiimns
BKJTIOUasa 58 manueHToB (cpemHuii Bo3pact — 10,5 roma;
nuarnas3oH: 2—17 net*) ¢ pa3saIuYHBIMUA Pe3UCTEHTHBIMU
K MEIMKAMEHTO3HOI Tepanuu (GopMaMu 3IMUIEIICUU,
KJaccU(UIMPOBAaHHBIMU KaK (DOKaJIbHBIC SMUJICTICUI
(n = 36), HekaccuduLpyeMasi reHepaJlr30BaHHAasI DI~
nericus (n = 12), cuanpom JlenHokca—Iacro (n =5), cuH-
npom Becra (n = 3) u cunapom Jpae (n = 2). lomns pe-
CHOHAEPOB (IMaLMEHTOB C YMEHbIIEHUEM YaCTOThI
MpHUCTYIIOB Gojiee ueM Ha 50 %) yepe3 mepBbie 3 Mec Jie-
yeHus coctaBuia 31 % (18 u3 58 mauueHTOB) B 001t
rpymre. [ToaHbIIA KOHTPOIb HAl TPUCTYHaMU ObLT JOCTHUT-
HYT y 5 (9 %) mauueHTOB. ArrpaBalus SIMUIeITUIeCKUX
MPUCTYIIOB oT™MeueHa B 5 (9 %) ciyuasix. Haubosee yacto

omoOpeH K mpuMeHeHnto B Poccun y neteit ¢ 4 sieT ipu OKaIbHOM STMWIIETICUA U ¢ 7 JIET TIPU TeHepasin30-

BaHHBIX TOHUKO-KJIOHNYCCKUX MPUCTYIIax MMpu UAMOTAaTUYECKON FeHepaJH/BOBaHHOI‘;I SIMUJICTICUH.
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BCTpevaloimecs modouHbie 3(PdeKThI BKIIIOYAIN CHUXKE -
HUE YPOBHSI aKTUBHOCTHU WJIM YCTAJIOCTh (1 = 16) 1 moBe-
JieHJecKue HapyiieHus (n = 14). Pe3ynbraT nuccieqoBaHus
MPOAEMOHCTPUPOBAT 3(P(HEKTUBHOCTD ITepaMIIaHesIa y IeTeit
U TIOAPOCTKOB ¢ (DapMaKOPEe3UCTEHTHOM SMUJIETICUEH TP
JIOCTATOYHO XOPOIIIeit MePeHOCUMOCTH JIeUeHU:T [9].
Llenbio HemaBHO MpoBeaeHHOro B Kopee MHOTOLIEHT-
poBoro wucciuenoBanus «Real-Life Effectiveness
n Tolerability of Perampanel in Pediatric Patients Aged
4 Years or Older with Epilepsy» (S.K. Hwang u coasr., 2020)
ObLI0 ompeaeneHue 3PPOEKTUBHOCTH U TIEPEHOCUMOCTH
IJTATEJIFHOTO JICUCHUS TIepaMIIaHeJIOM B MOJIUTEPAITUN
y IeTeii ¢ anUJIeTICuell B Bo3pacTe ¢ 4 JIET M cTapllle B yCI0-
BUSIX p€aIbHOM KIIMHUYECKOU MPAKTUKM, a TAKXKE BbISIB-
JIeHue (haKTOPOB, BIUSIONINX HA TePAIIeBTUICCKIIT OTBET.
IIpoBeaeHO MHOIOLIEHTPOBOE PETPOCIIEKTUBHOE o0cep-
BaIlOHHOE MCCJIeI0BaHNE C YYACTUEM BITUICTITOIOTNIe-
CKUX IICHTPOB IS AeTei pu 4 HAIIMOHAIBHBIX YHUBEPCH-
tetax Kopeu. B uccnenoBanue 6b110 BItoueHo 220 nereit,
ITOAPOCTKOB ¥ MOJIONIBIX B3pOCIBIX (117 — MysKCKOTO 1oJa,
103 — xxeHckoro 10Jj1a) B Bo3pacte oT 4 1o 20 neT. Boige-
JIEHBI 2 TPYIIbI MalueHToB: 4—16 ner (n = 119) u 17—
20 net (n =91). Y GonblMHCTBa MalneHToB (84 %) nuar-
HOCTHPOBAaHBI PE3UCTCHTHBIC (OPMBI BIUJICIICHU.
[TpomomKnTeIbHOCTD Tepauy TiepaMIlaHeIOM COCTaBUIa
B cpeaHeM 11,5 £ 6,9 mec. CraproBas 1032 IepamiaHesia
cocraBwia 2,0 £ 0,2 Mr/cyT; TepaneBTUIecKas 1o3a — 5,5 =
2,8 Mr/cyT. J1oJIs TallueHTOB C BRICOKUM 3(D(hEKTOM Jieue-
Hus coctaBuia 43,6 % (6e3 CYLIECTBEHHbBIX pa3inyuii
B 2 rpyniax), pemuccus gocturayray 17,7 %. Io pe3yiib-
TaTaM UCCIeAOBAaHMS aBTOPHI BBIICIUIN (DaKTOPHI, OIIpe-
NEJISIONIME XOPOILINM TepalleBTUYECKUIA OTBET Ha IIepaM-
MMaHesN y neTeit: 1) HopMadbHBIN MHTEIIEKT; 2) HeOOIbIIIOe
yucio cormyteTByommx ADII; 3) Hu3Kast 9acToTa IPUCTY-
OB 10 HavaJja je4eHus nepamiiaHesioM. [TobouHbie a¢-
(exTh! BoisiBIeHBL ¥ 88 (40 %) mauueHTOB, BOZHUKIIM
Ha (oHe MpUMEHEeHHUs Mo3bl 5,3 * 3,2Mr/cyT; moutu
BO BCEX CIIyJasiX ObLIN JISTKUMU 1 ITPOIIUIN TIPY CHIDKEHUH
TTO3BI MJIM OTMEHE nepamIiaHena. Cpeau Jaie BCTpevaro-
IIIXCS TOOOYHBIX 3(D(HEKTOB OTMEUYCHBI COHJIMBOCTD (Ha-
nboJiee 4acTo), TOJIOBOKPYKEHHUE, aTaKCUsl, arpeccusl,
arrpaBalysi IIpUCTYIOB, 06CCOHHMIIA, TOJIOBHAsI 00JIb, 1e-
Mpeccysi, CHIKeHHE aIIeTUTa, TOIHOoTa 1 pBoTa. [lepam-
raHes ObLT OTMEeHeH Y 29,5 % malueHToB, 1 1oKa3arteb
OTMEHBI B CBSI3M C TTOOOYHBIMU 3 (eKTaMu ObLT BHIIIE
B cTapiieii Bo3pacTHoi rpymiie. COHIMBOCTD Yallle BCTpe-
yajach y AeTeli, YeM Y IOAPOCTKOB 1 B3POCIIBIX, M B IICJIOM
Obl1a HamboJiee YacThIM MOOOUYHBIM 3 dekTom. lanee
10 YaCTOTE BCTPEYAEMOCTH CJICI0BAIM TOJIOBOKPYKECHHUE,
aTakcHsI, arpeccus, THEB, 3JI0CTh, Pa3dpaXkKUTEIbHOCTD,
arrpaBalysi IIpUCTYIOB, 06CCOHHMIIA, TOJIOBHAs 00JIb, 18-
Ipeccysi, CHIDKCHUE alllleTUTa, YXyAIICHe KOTHUTUBHBIX
(pYHKIIMIA, TOIITHOTA ¥ pPBOTA. 3aperucTpupoBaH 1 ciydaii
CYUMLMIAJbHON MOIBITKU Yy MalUeHTKU 16 jeT (paHee
y JaHHOU 0O0JIbHOI He ObLIO CyMIMAAIbHBIX MOMNBITOK,
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OIHAKO paHee OHa ObUTa KOHCYJIFTUPOBAaHA IICUXUATPOM,
cTpazajia TPeBOXHBIM PAacCTPOMCTBOM U HapylICHUEM
UMIIYJIbCUBHOTO KOHTpoJist). [lokazaTenb ymepXKaHUs
Ha Tepanuu 4depe3 3, 6 u 12 mec cocrasmr 85,0; 71,8
u 50,5 % COOTBETCTBEHHO. ABTOPBI CIEjali BbIBOIBI,
YTO JIOMOJTHUTEIbHAS Teparus repaMrnaHeIom 3 GeKTUB-
Ha M XOPOIIIO IIEPEHOCUTCS Y MAIlMeHTOB C MUJICIICHEH
B BO3pacTe OT 4 JieT U cTapiie. PaHHee Ha3HaUeHME TIepaM-
ITaHeIa MOXET YIYIIINTh TeYSHHE SITIICIICUU U Ka9eCTBO
JKW3HU TaueHTos [16].

C y4eToM TOT0, UTO OITyOJIMKOBAHHBIC TAHHBIE IT0 TIPH-
MEHEHMIO IIepaMIlaHelIa B POCCUMCKOM NONYJISIIUA OETeH
OrpaHUYEHBI, IIPEICTABIISIEM HaIll OITBIT IIPUMEHEHUS T1e-
pamIaHesa y AeTed U MOAPOCTKOB B YCIIOBUSX PealbHOU
KJIMHUYECKOM MPaKTUKU B ITHCTUTYTE OeTCKOI HEBPOJIO-
ruu u smwtenicun (MAHD) um. CBr. JIyku.

Ieasio Hamreit paGoThI OBLT PETPOCTICKTUBHBIN aHA-
13 3(PpPEeKTUBHOCTU M MEPEHOCUMOCTHU TIepaMITaHesa
y nereii (4—11 net) u mompocTKoB (12—18 1eT) ¢ ammten-
cHeli, KOTOpble HaXoaWiInch o Haomonennem B MJTHD
nM. CBT. JIykn.

Martepuanbl u meToabl

IMox HalMM HAOIOIEHMEM HAXOIMIOCH 136 rarmeHToB
(4—18 neT; 75 — MyKckoro noja u 61 — XXeHCKOro I10Ja),
MMOJYyYaBIIMX TIepaMIIaHeN, Y KOTOPHIX OBUIM ITOJTYIeHBI
KaTaMHECTUYECKUE JaHHbIE 3a IIEPUOI JIeueHus 6 Mec 1 60-
snee B HameM MHctutyte. [lauueHTsl ObUIM pa3nesieHbl
Ha 2 rpyrmsL getu (4—11 ner; n = 105) — rpynma I; mox-
poctku (12—18 nmet; n =31) — rpymma II.

Kputepun BKIIOYeHHs] B aHAJIN3 JTAHHBIX: BepUDUIIN-
POBaHHBIN AMATHO3 SMMJICIICUM; BO3PACT OT 4 JIeT 1 Macca
Tena >30Kr; peryasipHOe IocellieHre Bpaya ¢ ITPOBeIcHUEM
obcnemoBaHuit; peryasspHbIii mpreM ADI1. MBI BKiroyanmu
B aHAJIM3 TTALIMEHTOB ¢ (POKATBHBIMU (POopMaMU STTAJIETICUNA
J1I0001 3TUOJIOTUM ¢ (DOKATBHBIMU M BTOPUYHO-TEHEpa-
JIN30BaHHBIMU (OMJIATePABHBIMUA CYTOPOXHBIMU) TIPH-
crynamu (¢ 4 jiet ¢ Maccoii Tesa >30Kr), a TakKe MaieH-
TOB C UIMONATUYECKON IeHEPAIIM30BAHHOM SMUJIETICUEH
B Bo3pacTe 7 JIET U cTapIlle C IIepBUYHO-TeHEpaIn30BaH-
HBIMU TIPUCTYIIAMH, KOTOPBIE TIOJTYJajIi ITIepamMIIaHeT v pe-
TYJISIPHO HAXOAWJIUCH IO/ HAIITMM HaOJTIOICHUEM.

Kpurepun ncKmodeHns: HeIOCTaTOK TAHHBIX JIJIST yCTa-
HOBJICHUSI IUArHO3a SIMWICTICUU; HEPETYISIPHOE MOoCeIIe-
HHE HEBPOJIOTa C OTCYTCTBUEM JOCTOBEPHBIX JAHHBIX
0 KaTaMHe3e; HeperyspHblii ipreM ADIT; Bospact <4 net
i Macca tena <30kr (st pokaabHBIX (hOpM BTIUIIETI-
cum); Bo3pacT <7 JeT WIS HallMeHTOB C MIMOIIaTUISCKOM
TeHepaJIu30BaHHOM SNWIEIICUEN ¢ TEPBUYHO-TEHEPAI-
30BaHHBIMU TOHUKO-KJIOHUYECKIMU IIPUCTYITAMHU.

Bcem nmanmeHTaM ObLIO MPOBEAEHO OOC/eIOBaHUE,
KOTOPOE BKJIIOYAJIO MOAPOOHBII cOOp aHAMHECTUYECKUX
JMaHHBIX, OIIEHKY HEBPOJOTMYECKOTO CTaTyca, KpaTKoe
HEHPONCUXOJIOTMICCKOE TECTUPOBaHUE (OIICHKA TTaMSITH,
BHUMAaHMSI, YPOBHSI Pa3BUTHSI KOTHUTUBHBIX (DYHKIIUIA),
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MPOJOJIKEHHBIN BUJIE03JIEKTpOIHIIe(anorpadudec-
kuii MmonutopuHr (BOM) (Heiipockorn 5.4 («bruona»);
DBOIA-21/26 DHuedanan-131-03, moaudukamus 11
(«Menmukom», Poccust)). BOM Bkiouan mcciegoBaHue
B COCTOSSHUM aKTMBHOTO M ITACCUBHOI'O OOIPCTBOBAHUS
C IPUMEHEHMEM TECTOB Ha OIpeNe/ieHIe YPOBHS CO3HA-
HUSI, QYHKIIMOHATBHBIX TTPO0: TUIICPBEHTIISIINN, PUTMH-
YeCcKOo# (hOTOCTUMYIISILINK B nuamna3oHe 9actoT 3—40 Ii,
MMPOOBI OTKPBIBAHUSI-3aKPBIBAaHUS TJ1a3, ¢ BKIIOUCHUEM
HOYHOTO M /WJIM JTHEBHOIO CHA.

MeTtonnl HeiipoBU3yaIM3alliK BKITIOYAIN TIPOBEICHIIC
MarHUTHO-pe30HaHCHO# ToMorpaduu (MPT) (He meHee
1,5 T) Bo Bcex cimyuasix 1 BeicoKopasperarorieit MPT (3 T
I10 SMMJICTITOJIOIMUECKOM ITPOrpaMMe) — 110 TTOKa3aHUSIM.

Taxke 1Mo MOKa3aHUSM IIPOBOIINCH TCHETUUECKIE
HCCeIOBaHMsI, BKITIOYas ITaHeIb reHOB «HacencTBeHHbIS
SIUJICTICUM», TIOJTHOE CEKBEHMPOBAHUE 3K30Ma, ITOJTHOE
CEKBEHMPOBAHME T€HOMA, XPOMOCOMHBIA MUKPOMATPUYHBIA
aHauM3. [eHeTuYecKre aHaIu3bl IPOBOAWIMCH B JTabopaTo-
pusix «IeHomen» u «IeHetuko». [1pu BeIsIBIeHUMN Hapylle-
HUI MaIMeHTHI OBLIN KOHCYIBETUPOBAHBI TCHETUKOM.

Jnst mckimo4YeHUs MOOOYHBIX 3((EKTOB Tepanuu
Ha (poHe JIeueHUs TTPOBOIIN KIMHUYECKNA aHaI3 KPo-
BHU (C OoIpeaesieHueM YPOBHS TPOMOOIIMTOB) 1 OMOXUMU-
YeCKUIT aHaIM3 KPOBU (Uepe3 3 Mec mocyie Havyasia JIeUeHMST
U Jajee B CPeIHEM Kaxble 6 Mec), YIbTPa3ByKOBOE UC-
cJIeIOBaHME OPTaHOB OPIOITHOM MTOJIOCTH, KOHCY/IBTALINIO
rmearaTpa; Mo IOKa3aHWsSIM Ha3Hadallach KOHCYJIbTAIlUs
ncuxuatpa. [1pu npuMeHeHur riepaMIiaHesia B KOMOMH -
POBAHHOI1 Tepaniy B COYETAaHUM C BaJIbIIPOATAMU WJIH TIpe-
rmapaTaMu KapOamaseIlrHa IIPOBOIMIIOCH OIIpeAcIcHIE
KOHIICHTPAlIMU BaJIbIIPOEBOM KMCIOTHI MM Kapbamase-
IMMHA METOIOM ra30-XXNIKOCTHOI XpoMaTorpachuu.

DddekTUBHOCTL MepaMIIaHea OLIEHMBAIH 110 BIUS -
HUIO Ha 9YaCTOTY IPUCTYIIOB: J0JIS ITALIMEHTOB C YMEHbIIIe-
HMeM 4acTOThI TpucTymoB Ha 100 % (pemuccust), Ha 75 %,
Ha 50 %, Ha 25 %. OCHOBHBIMU IlapaMeTpaMy OLEHKU
3(hGEKTUBHOCTY OBLUIH JOJISI TALIMEHTOB, JOCTUTIIINX Pe-
MUCCUM (KIIMHAYECKAsI PEMUCCUSI — OTCYTCTBHUE TIPUCTY-
MOB; KJIWMHUKO-3JIeKTpOsHILIedamorpaguieckass peMuc-
Cusl — OTCYTCTBME IIPUCTYIOB B TeUEHHUE IIepHOIa
HaOJI0AEHUS B COUETAaHUH C OJIOKMPOBAHUEM DITUJIEIITH -
¢opMHOII aKTUBHOCTH Ha 3JIeKTpO3HIedharorpaMme
(23TI)), 1 monst malMeHTOB-PECIIOHIEPOB, OTBETUBIINX
Ha Tepamnuio — CHIXKEHME 4acTOThl MpUCTymoB Ha 50 %
u 6oinee. [TokazaTeab BEICOKOI 3(P(PEKTUBHOCTU JICUSHUS
CYMMHUPOBAJI JOJIIO MAIIMEHTOB CO CHIKEHHEM YacTOTHI
npuctymoB Ha 50 % u GoJjiee 1 J0JII0 ALUEHTOB, TOCTUT-
IIUX peMUCCUU. PemyKiins 4acTOThl IPUCTYIIOB MEHEe
yeMm Ha 50 % paccMarpuBajiach Kak HU3Kast 3(pheKTuB-
HOCTb JiedyeHUs. TakKe OlLleHWBAJach JOJISI IMAllMEHTOB
C arrpaBall€i IIPUCTYIIOB.

IToxazaTensiMu IIepeHOCUMOCTHU Tepartuu ObLIN 10JIsT
MMAIlMEeHTOB, Y KOTOPBHIX BOSHUKIIU CBSI3aHHBIC C JICUCHUEM
IepaMIIaHeIOM ITO00YHBIE 3(DMEKTHI, 1 T0JIS MalleHTOB
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C Cepbe3HBIMU MMOOOYHBIMU 3P (PeKTaMU, CTaBIIUMU
MIPUYNHOI OTMEHHI TIpemiapaTa. OlleHMBaINCh YacToTa
BCTPEUYAECMOCTH U 3HAYMMOCTDH OTHEJIBHBIX MTOOOYHBIX
3 dexToB.

IMTokazarensamMu, OolLleHMBAIOIMIUMU KaK 3P (PEKTUB-
HOCTb, TaK U TIEPEHOCUMOCTb TepaITii, ObLIN TOJIS Tall-
€HTOB, MPOIOKAIOIINX TePAIIMIO B HACTOSIIEe BpeMs,
U TI0Ka3aTesib yACpXKaHUs Ha Tepanuy IepaMIaHeIoM
yepes 6 1 12 mec.

XapakrepucTuka rpymmbi 1 (metn ot 4 et 10 11 et 11 mec).
Ipyrma mamnmeHTOB AeTCKOro Bo3pacTta BkJtodana 105 ne-
Teii ot 4 net go 11 et 11 Mec, MpMHUMABIIMX ITepaMIiaHe,
n3 HuX 60 MamMeHTOB MYXKCKOTro Imoja, 45 — XXeHCKOro
rmosa. Bo3pacTt Ha Havyano Teparmu rnepaMraHeIoM CoCTa-
BuJa OoT 4 1o 11 net; cpenHuit Bo3pact — 5,7 rona. IMaum-
€HTBHI HaXOIWJINCh IO/ HAOTI0IeHUEM TTOC/Ie Havasa Ipy-
eMa IepamiiaHesa He MeHee 6 Mec.

Pacnpenenenue no ¢popMe ¥ 3THOJOTHU IMUIETICHH.
VY manmeHToB aeTcKoro Bo3pacTa (rpyrma ) Obutm guar-
HOCTHPOBAHBHI CJICAYIOIINE (POPMBI SITMICTICUM (CM. TIpU-
JIOXKEHUE): CTPYKTYpHas (hoKaJlbHasI 3IMIericus — 42 ma-
LIMEHTA; TEHETUYECKAsT Y TTPEATIONIOKUTEIbHO TEHETIECKAsT
snuyerncus — 48 MalMeHTOB (M3 HUX IIPEAIIOIOKUATEIEHO
TeHEeTUYECKUE SIICIICUU, C HEYCTAaHOBJICHHOM 3THOJIO0-
rueii — 11, reHeTUYecKue SMWISTICUY C BepUPUIIMPOBaH-
HOI1 3THOI0THEH — 37 IMallMeHTOB); MAMOIaTHYecKas o-
KaJbHasl AIUWJICIICUS C IICEBIOreHEepaIn30BaHHBIMU
MPYCTYIIaMU — 3 TIALIMEHTA; SMUJICTICUST HEYCTaHOBICHHOM
STHOJIOTUH — 12 ManKMeHTOB (IIPU MPOBEICHNN BHICOKO-
paspemaroiieit MPT u pacimpeHHBIX TeHEeTUYECKUX UC-
CJICIOBaHMIT STUOJIOTHUS HEe ObUTa yCTAaHOBIICHA).

Bce manmeHTHI moy4yany IepaMiaHesT B ITOJINTeparuy
(n = 105). B bonpIIMHCTBE cllyyaeB — B KOMOMHAIIUM
u3 3 ABII (n =67; 63,8 %), 38 (36,2 %) naimeHTOB 1O~
JIydasiv TiepamIiaHes B KomouHauu u3 2 ADIT.

ComnyrcTByomas Tepanmisi. B kauecTBe COMyTCTBYIOIINX
MperraparoB (C y9eTOM BO3MOXHOCTH Pa3INIHBIX KOMOM-
Haumit ADIT y ogHOro 60JbHOT0) HabosIee YacTo IMpuMe-
HSUICS BasIbIIpoaT (89 maimeHToB), 1ajee 1Mo YacTOTe IpH-
MEHEeHUSI: JieBeTupaneTaM (54 malyeHToB, B COYECTAaHUM
¢ BaJIbIIpoaToM — 23); Tormmpamar (47 alMeHTOB, B COYe-
TaHWU C BaJbIIpoaToM — 25), okckapbasenuH (34 nauu-
eHTa), KapbamasenuH (21 mauueHT), 3oHucaMun (17 ma-
IIMEHTOB), 3TOCYKCcUMMUI (15, B OOJBITMHCTBE ClIydaeB
B COYETaHUU C BajbpoaTtoMm — B 11 ciyuasix). Pexe nipu-
MEHSIMCh BUrabaTpuH (4 nauueHTa), Kjiodazam (3 mauu-
eHTa), (peHOOapOUTA U ApyTrre OapOUTypaTHI (3 TMaleH-
Ta), cyJbThaM (4 TalueHTa; U3 HUX y 2 — B COYETaHUU
¢ BajpIipoaToM), chemoamar — 1. I1gTeaecsaT Tpu mammeH-
Ta 3a BpeMs IIpreMa repamItaHeta mojaydaan pa3IndHbIe
komouHauuu ADIT u3 2 u 3 npenaparoB B cOYETaHUU
C TIepaMIIaHEeJIOM.

Hau6onee acppekTMBHBIMU KOMOMHALIMSIMU (TIPY TIPU-
MEHEHUM KOTOPHIX ObLJIa TOCTUTHYTa PEMMCCHS WIIN 3Ha-
YUTEIHPHOE YMEHBIIICHNE YaCTOThI M TSDKECTH ITPUCTYIIOB)
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OBLIM cOUeTaHUe TepaMITaHesIa ¢ BaJIbIIPOATOM, COUCTaHNE
repamIIaHesIa ¢ OKcKapOas3emTHOM (0OCOOSHHO ITPH Pa3HbIX
BUIAaX (POKATBHBIX IIPUCTYIIOB, BKIIIOYAS TOHUICCKUE TIPH-
CTYIIBI), C BaJbIIPOATOM B COYCTAHUM C 3TOCYKCUMUIOM
(0cOOEHHO MPU aTUITUYHBIX abcaHCaX M MUOKJIOHMYECKIX
MIPUCTYTIAX, TAKXKE B COYCTAHUY C OMIaTepaIbHBIMU CYI0-
POXXHBIMM TIPUCTYIIAMU) WJIA CYJIETHAMOM, C BaJIbIIPOATOM
B COUYETAaHUM C BUTA0ATPUHOM (TP SIMIIECTITUIECKIX CI1a3-
Max), C BaJIbIIpOaTOM B COYETAaHUU C KJI00a3aMOM, a TaKKe
coyeTaHMe IepaMIlaHelia ¢ OKCKapba3enmnHOM /KapbaMa-
3enrHOM (TIpY (DOKATBHBIX IIPUCTYIIAX), C BaJIbIIPOATOM
B COUETAHUH C JICBETUPALICTAMOM (3IUICTITUICCKIE CITa3-
MBI, TOHUYECKIE aKCUAJIbHbIC, TUTICPKMHETUICCKIUE TIPH-
ctynbl). Y 1 mauueHTa obi1a a(p(PeKTUBHOM KOMOMHALIYS:
repaMItaHest + Burabarput + reserupareram (IIOCIeacT-
BUs TepuHataiabHoro nopaxenus LHHC, crpykrypHas
¢okanpHas SMWICTICHUS, TIPUCTYITBI: CEpUITHBIE TOHUYEC-
CKHE, aCUMMETPUYHBIC STAICIITUYCCKIE CTIa3MBbl).

INepammaHen MpUMEHSIICS B 103€ OT 2 10 8 MT' B 3aBU-
CHMOCTH OT BO3pacTa M COIyTCTBYIOIIEH TepaIu: B 103¢
8Mr — y 29 nauueHToB, 6 Mr — y 25 mamueHToB. QK010
ITOJIOBUHBI ITAIIMEHTOB ITOJIyJaIM IIpernapat B HU3KOM 10-
3e: 4 Mr — 46 manueHToB, 2 MI — 5 MalleHTOB.

Cpeny MalyreHToB, MOTyJYaBIINX IIepaMIIaHesT B HU3KOM
no3e (2—4wmr), B 3 cityJasix 1o3a He ObLia yBeJIMYEHA B CBSI3U
C IVIOXOM ITePEHOCHMOCTEIO: B 1 ClTydae — pa3BUTHUE TICHX03a;
B 1 ciryyae — BeIpaxkeHHbIC HAPYIIICHUS TIOBEACHMS (1aCThIe
HUCTEPUKU, NeOUITUT BHUMAHUS) U peud; B | caydae — ToII-
HOTa, pBOTa, ycujeHue atakcuu. B 1 ciyyae no3a He yBenu-
4yMBaJlach M3-3a BO3HMKHOBEHUSI arrpaBauuu. B 1 ciayyae
TIPU TTOBBIILIEHNUN T036I (C 2 10 4 MT) OBIIIO OTMEYEHO yJallie-
HHE MPUCTYIIOB M yTpaTa KPaTKOBPEMEHHOTO ITepBOHA-
yajabHOTO Xopoiiero a¢gdekra. B 3 ciyyasax mo3a 6bl1a He-
BBICOKOI B CBSI3M C BO3PACTOM IMAITUECHTOB. Y OCTaJIbHBIX
43 manyeHTOB HU3Kasl 103a Obl1a 3 (EeKTUBHOM 1 HE TIOBbI-
IIAJIACh B CBSI3M C IMIPEKPAIICHUEM ITPUCTYTIOB.

Bo Bcex cirydastx MbI IPOBOIIIM MEIUICHHYIO TUTpPa-
o (yBeJIMYECHUE JO3BI TT0 2 MT KaXXable 2 Hefd) 10 Tepa-
MMEeBTUIECKOM TO3bI, KOTOpask cocTaBisiia 4—12wMr/cyT
OITHOKPATHO HA HOYb.

Xapakrepuctuka rpynmsi 11 (moapoctkn ot 12 10 18 ser).
Ipynma mannreHTOB MOAPOCTKOBOTO BO3pacTa BKIIIOYAIa
31 maumenTa (ot 12 mo 18 ner), u3 HUx 15 ManMeHTOB
MY3KCKOTO 10J1a, 16 — xeHckoro mosa. Bo3pact (Ha Haua-
JIO Tepanuy TepaMITaHeIoM) cocTaBuI oT 12 mo 18 ner;
cpenHuit Bo3pact — 14,5 roma. INamueHTH HAXOIUINCH
1o, HaOJIIOIEHNEM TTIOC/Ie Havajia ImprueMa IepaMIiaHesa
>6 mec. B HacTosiiee BpeMst IIeproj KATAMHECTUYECKOTO
HaO0JII0IEeHUS COCTABJISIET OT 1 10 6 JIeT.

Pacnpenenenue no ¢gopMe ¥ 3THOJOTHU SMUIENICHH.
VY maumeHTOB IMOAPOCTKOBOro Bo3pacTta (rpymia I1) 0b1-
JIM TUATHOCTUPOBAHBI CJIEAYIONINEe (DOPMBI SIMUICIICUN
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(CM. TIpIIIOXKEHME): CTPYKTYpHast (hoKaIbHAST SITIICTICHS —
18 manmreHTOB; TeHeTUYeCKasd U MIPEAIIOIOXUTEIbHO Te-
HeTUuecKast Smuierncust — 13 manueHToB (M3 HUX TeHe-
TU4YecKre (POPMBI BIUJIETICUU C BepUDUUIMPOBAHHOMI
STUOJIOTHEH — 9 MAIIMEHTOB; TIPEAITOIOKUTEIIFHO TeHETH -
YecKue SMUJISTICUN (C TIpeArioaraeéMoii, Ho He JoKa3aH-
HOI 3THUOJIOTMEI) — 2 MalMeHTa; MPEeAoI0XUTEIbHO
TeHEeTUYECKUE SMUJICTICUY (C HEYCTAHOBJICHHOM 3THUOJIO0-
rueit) — 2 maiueHTa).

Bce manmeHTHl MMOAPOCTKOBOIO BO3pacTa IOaydan
rnepamMmmanes B noiautepanuu (n# = 31); B OOJBIIMHCTBE
ciyyaeB — B KomOuHanmu u3 3 ADIT (n = 17); 13 manueH-
TOB TOJIy4YaJii TlepaMiiaHesl B KoMouHanuu u3 2 ADII.
Opna naumeHTKa (C., ¢ amarHo3oM 6ose3Hu Jladopsr)
rmoryvasa KomouHarmio u3 5 ADIT (Bambrpoar 2000 Mr/cyT,
stocykeumun 1000 mr/cyt, neBetupanietam 2000 Mr/cCyT,
3oHucamun 100 Mr/cyT, mepamIiaHesn 8§ Mr/cyT).

B xauecTBe comyTCTBYIOILIMX MpernapaToB Haubosee
4acTo MpUMEHSIIUCH ciemyrorue ADII (¢ yueTom pas3mmd-
HBIX KOMOMHAILIUY Tepanuun): Bajablipoar (22 naiueHra);
okckapbazenuH (11 mauumenTton); Tonupamar (11 maruen-
TOB); JIeBeTHpaleTaM (8 malreHToB); pyduHamun (5 ma-
1IMeHTOB*); 3oHMcamMun (4 TMmanmeHTa); KapbamMa3enuH
(3 maneHTa), TaMOTPUIKUH (3 TTalMeHTa); STOCYKCUMMUI
(2 maunenra). Pexe npumensuiich cyiastuam (1 manmeHr),
BurabarpuH (1 maumeHT). [eBSITh MaIlMEHTOB 3a BpeMs
IprieMa TepaMITaHel1a MOIyJaan pa3TuIHbIe KOMOMHALINHI
ADII 13 2 u 3 mpernaparoB B COUETAHUM C TTIEPaMITAHETIOM.

Haunbonee 3ddekTUBHEIME KOMOMHALIMSIMU (IIpHU
MMPUMEHEHUM KOTOPHIX ObUIA TOCTUTHYTA PEMUCCUST WU
3HAYUTEIbHOE YMEHBIIICHNE YACTOTHI M TSDKECTH TIPUCTY-
IT0B) OBUIM COYeTaHME ITepaMIIaHelIa C BATBIIPOATOM (TaKKe
1 B KOMOMHAIMM U3 3 TIpernapaToB: B COUeTAHUM C KapOa-
Ma3eIMMHOM, TOITMPaMaToM, JIEBETUPALIETAMOM), COUYeTa-
HHe TIepaMIlaHeNa ¢ OKCKapOa3emnHOM (OCOOCHHO MpH
pa3HBIX BUIAX (DOKATBHBIX IIPUCTYIIOB, BKIIIOYAst TOHMYEC-
CKMeE IIPUCTYIIBI, B TOM YHCIIe Y 1 MAlIMEHTKH ¢ XPOMOCO-
MOITaTheit) 1 KapoamMa3emMHOM (B COYCTaHUHM C BaIbIIPO-
atoM — B koMOuHaumu u3 3 ADII), ¢ nreBeTupamneTaMmom
(B 1 cmyyae B KOMOMHAIIMY C BaJIBIIPOATOM U B 1 — B KOM-
OMHAITNM C OKCKapOa3eIMMHOM), C BaJIbIIPOATOM B COYCTAaHUH
C ATOCYKCUMUIOM (TIpY COYCTAHUY aTUITMIHBIX a0CAHCOB,
MMOKJIOHUYECKUX TIPUCTYIIOB U OMIaTepaTbHBIX CYTOPOXK-
HBIX IIPUCTYIIOB), C BaJILIIPOATOM B COYETAaHUY C BUTa0aTpH-
HOM (TP SIWIETITUIECKUX CIIa3Max), C BAJILIIPOATOM B CO-
YeTaHUM C JIeBeTHpaleTaMoM (TIpM SOMJICHTUYSCKUX
cIta3Max, TOHMYECKUX aKCUAIbHBIX, TUIICPKUHETUICCKIX
MpHUCTyIax). Y 1 mauueHTa ¢ IpearnoIoKUTeIbHO TeHETH -
YEeCKOM IUIIeTicueii ¢ heHoKomnuel cuaapoMa JleHHoKkca—
Tacto Obina ahpekTUBHOI cieayiomnas KOMOMHALIS: TIe-
pamaHen + cyibriaMm + 1aMoTpuKuH. OnHa alueHTKa
(C., c mmarao3oM 6ose3Hu Jachops) momyJana KOMOMHALIMIO

*PyduHamua 6611 Ha3HAYEH [UTS Tepaniy SMWIENTUYECKUX MTPUCTYIIOB, aCCOLIMUPOBAHHBIX C cMHApoMoM JleHHokca—TacTo.
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m3 5 ADIT (Bassripoar 2000 Mr/cyT, atocykcmmun 1000 mr/cyr,
neetupaneraM 2000 mr/cyT, 3oHucamua 100 Mr/cyr, me-
paMmIiaHes § MI/cyT), Tepanus 3HaUMTEIbHO YIydilajia
COCTOSTHYME TaHHOU OOJIbHOM.

INepamnanen mpumeHsiacs B no3e ot 4 1o 12 mr. bosb-
LIMHCTBO MMALMEHTOB I0JIy4aIy IIepaMIlaHes B 103e 8 MT
(n =12); B o3¢ 6 Mr — 6 nauueHToB, 10 Mr — 4 naiueHTa,
12 Mr — 3 maruenTa, 4 mr — 6 nauuenTa. M3 6 nmauneHTos,
IMOJIyJ9aBIIMX TIepaMIlaHesl B HU3KOM mo3e (4Mr), mo3a
He ObljIa yBeJMYEeHA: B CBSI3U C IUIOXOM IIePEHOCUMOCTbIO
B 1 ciayyae — BbIpaxXeHHasl COHJIMBOCTb M arpeccus;
B | cay9ae — M3-3a BOSHMKHOBEHUS arrpaBalinu (ydJarie-
HUs IIPUCTYIIOB); B CBSI3U C HACTYIUIEHUEM PEMUCCUM
(TIpekpalleHrueM IIPUCTYIOB) — Y 4 TTAlIMEHTOB.

Turpauus npenaparta OCyLIECTBIUIACH COIJIACHO pe-
KOMEHIALMSIM B MHCTPYKIMU 110 IPUMEHEHUIO (yBearye-
HHE T03BI 110 2 MT Kaxnple 1—2 Hem) 10 TeparneBTUISCKO
IIO3BI, KOTOpasi cocTaBisijia 4—12Mr/cyT ogHOKpPaTHO
Ha HOYb.

Pesynbrathbl

D¢ dexrnBHocTs Tepamiu. [pymna I: y neteit (4—11 ner;
n = 105) pemuccust NpUCTYIIOB OblIa JOCTUIHYTa B 29
(27,6 %) cnyyasx, addextuBHOCTL >50 % —y 55 (52,4 %)
MALMEHTOB, CHIKEHME YaCTOTHI ITPUCTYITOB <50 % wmin oT-
cyrcTBue apdexra —y 17 (16,2 %) naureHTOB, arrpaBa-
s pucTynos — y 4 (3,8 %) (tabm. 1, 2).

Tabmma 1. Yuenvuwenue vacmoms: npucmynos npu npueme
nepamnarena y demelii ¢ snuaencueti (om 4 n1em do 11 1em 11 mec,
n=105)

Table 1. Reduced frequency of seizures in response to perampanel

in children with epilepsy (aged 4 years to 11 years 11 months, n = 105)

Reduced frequency of seizures

Number of patients,
n (%)

100 % (pemMuccust IPUCTYTIOB)

100% (seizure remission) 29 (27,6)
>75 % 20 (19,0)
250 % 35(33,3)
225 % 12 (11,5)
be3 adhdexra (<25 %)

No effect (<25 %) 5(4,8)
ArrpaBanust

Aggravation 4(3,8)

ITo cyOBeKTUBHOI OlLIeHKEe poauTeseii B 23 ciydasix
Ha (pOHE YMEHBIIIEHUST YaCTOThI IPUCTYIIOB Y JIeTeil ObLIO
OTMEUEHO YJIyullleHHe Pa3BUTUSI, IPUOOPETEHNE HOBBIX
HaBBIKOB (13 67 eTeil ¢ KOTHUTUBHBIMU HAPYLUCHUSIMU —
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y 34 %). Y 8 gereii, paHee CTpalaBLIMX HAPYILIEHMEM HOY-
HOTO CHa (TPyIHOCTHU 3achIlIaHUsI, OECIIOKOMHBIN COH,
YacThIe MPOOYKIACHUSI), TI0 CYOBEKTUBHOM OLIEHKE POIM-
TeJieil ObLIO OTMEUYEHO YJIyUllleHUE CHA.

Tabmma 2. Dghghexmuernocmos nepamnanena y demeii ¢ snuniencu-
eit (om 4 aem 0o 11aem 11 mec, n = 105)

Table 2. Efficacy of perampanel in children with epilepsy (aged 4 years
to 11 years 11 months, n = 105)

Efficacy

Number of patients, n (%)

Pemuccust IIPUCTYIIOB

Seizure remission 29 (27.6)
Db dextuBHOCTD >50 %

Efficacy >50 % 35 (52,4)
be3s cymiectBeHHOTO

addekra <50 % 17 (16,2)
No significant effect <50 %

ArrpaBanust 4(3,8)

Aggravation
|

Takum o6pa3om, B 1LIeJIOM BbIpaKeHHBIN TepareBTH-
yecKuit 3¢ GeKT (peMUCCUST WM YMEHBIIICHNE JaCTOTHI
MPUCTYIIOB He MeHee 4yeM Ha 50 %) ObLI JOCTUTHYT
y 84 (80 %) maumentos u3 105.

PeMuccus npucTynoB Ipy BBeAeHUU IIepaMIIaHesia
obl1a gocturayra B 29 (27,6 %) cnydasx, B 7 ciaydasx
MpeKpalleHue IIPUCTYIIOB ObLJIO BpeMeHHBIM (0T 1 Mec
nmo 1,5 roma). Crengyer yYuTBIBaTh, YTO BO BCEX CIydasix
repamMIlaHe MPUMEHSIICS Y MAaLMEHTOB, Pe3UCTEHTHBIX
K TepaIliu, 1 B IIPOLIIIOM y STUX IALMEHTOB paHee He Obl-
JIO CTOJIb IJTUTEJIbHBIX MEXIIPUCTYITHBIX IIPOMEXYTKOB.

JIMTeIbHOCTh MEXITPUCTYITHOIO MHTepBaia 1 Mec —
1 ciryyaii: manueHT I1. JInarHo3: reHeThuecKast SIAJISTICHS,
o0ycioBiIeHHas MyTalueil B rene PING, ¢ MUOKIIOHMYE-
CKMMM abcaHcaMy, HOYHBIMM TOHMYECKMMU U OuaTe-
palIbHBIMU CYIOPOXKHBIMU IIPUCTyaMu. Jlanee mpuCTyIb
BO300HOBMJIUChH, HO MX 4YaCTOTa YMEHbIIMIACh OoJiee
yeM Ha 50 % 110 cpaBHEHUIO ¢ McXoaHOoM. B 11 jieT ipu BBe-
JeHUM MepaMIlaHesla B COYETAHUU C DTOCYKCUMUIOM
M BaJIbIIPOATOM Y MAallMEHTa C paHee eXeIHEBHbIMU Ya-
CTBIMU IIPUCTYIIAMHU ObLT JOCTUTHYT OYEHb XOPOLLIMii 3¢-
(ekT (IpUCTYIIOB He OBUIO OOJIbIIIE MeCsIIIa), HO IIPH MO0~
BBILICHUM O3Bl IIepaMIlaHesia 10 6 MI' MU CHUKEHUU J03bI
3TOCYKCUMUIA (B CBSI3U C HEBO3MOXKHOCTBIO IIPUOOPECTH
Mperapar) MpUCTYIbl BO30OHOBWINCE. B HacTosIee Bpe-
MsI [TALIMEHT IIPOI0JIKAET IIPUMHUMATD IiepaMiiaHes 0oJiee
2 jieT, coxpaHsieTcst 3(PPEKTUBHOCTD JIEUEHUST CO CHUXKE-
HMEM 4aCTOThI IIPUCTYIIOB >50 %.

JTMTeTbHOCTD MEXITPUCTYITHOTO MHTEepBajia 4 Mec —
1 cnyyaii: manuent Y. JuarHos: nociaeacTBUs TepuHa-
TaJbHOU dHIUedaNonaTuu, CTPyKTypHass (okajabHas

3
s O PUTWUHAINDBHEBIE

CTATbWMN
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SIWJIETICHYST; TIPUCTYTIBL: OMIaTepaaIbHble TOHUYECKIE, OTH-
HOYHBIC U CEpUITHBIC, aCCOIMUPOBAHHBIC CO CHOM, PE3HC-
TeHTHbIe K Tepanuu. [lepamianen ObU1 BBEIeH B BO3pacTe
8 et B 103e 8 MT B coueTaHnu ¢ BUradbatpuHoMm. Hactynu-
JIa peMHCCHS B TeUeHHE 4 Mec, najiee IIPUCTYIThl BO30OHO-
BWINCH, HO MX YAaCTOTa YMEHBIIMJIACh 00s1ee yeM Ha 75 %
10 CPaBHEHMIO C UCXOAHOI; B HACTOSIIIEe BPeMsI peOSHOK
MIPOIOJDKaeT MPUHUMATh ITepaMnanen >3 eT. Oco6eHHO-
CTBIO TAHHOTO CITy4ast SIBJISICTCS] BRIPasKEHHOE YIyJIIIeHUE
pa3BUTHS, TOBBIIIICHNE aKTUBHOCTH MAallMeHTa 1 HOpMa-
JIM3aIsl CHA TP BBEICHUH TepaMIlaHea, 9YTO IIPUBETIO
K 3HaYUTEJbHOMY ITOBBIIICHUIO Ka4eCTBA KU3HU CEMbH.
Co cioB ponuteneil, Ha ¢oHe IpUeMa IepaMmIiaHesa
1 YMEHBIIICHUS YaCTOTHI IIPUCTYIIOB Y peOCHKA YTy I~
CsI aTlIIeTUT, OH CTaJI IIPUOABISATh B MAacCe, OTMEUEHO YIIyd-
IIeHWE IBUTATEJbHOTO M PEYEBOTO Pa3BUTHUS, McUe3ia
paHee OYeHb BhIpaKeHHas! THEBHASI COHJIMBOCTh, HOpMa-
JIN30BAJICS PEXKUM CHa.

PemMuccust IuMTe IbHOCTBIO >6 MEC TOCTUTHYTA B 22 CITy-
yasgx. M3 Hux y 15 manmeHToB peMUCCUsT COXpaHsIeTCs
>1 roma. B Tom uucie croiikasi u JJIUTEIbHASI PEMUCCHUST
MIPUCTYIIOB CO 3HAYMTEIPHBIM YIyUIIICHUEM TT0Ka3aTeIeit
DBTI 6buta nocturHyta y manuenTta K., 8 jeT, ¢ xuarHo3om:
CTPYKTYpHas (hoKaJIbHasl 3aTbUIOYHASI STTMIETICUST. DTUO-
JIOTHUS: MaJIb(hOPMAIIUS KOPTUKAIBHOTO PA3BUTHUS C OJIH -
rogenaporiauanbHoi runepruiazuein (MOGHE) (tun
aHOMaJIUM, paHee HanboJiee YacTO OIMMChIBAeMOit Kak (po-
KajgbHasl KopTukanbHasa aucruiasus (PK/I)) B 3amHeBU-
COYHO-3aThLUIOUHOM 001acTu ciena. [Ipuctynbl: ceHcop-
HBIE 3pUTENIbHBIC, BEPCUBHBIC, (DOKAIBHBIC aTOHNYECKIE
(ukTanpHBle cuHKOIB). [locie BBeaeHMS IIepaMIlaHe a
B 103€ 6 MI' B COYETAHUU C BaJIbIIPOATOM I10JIHOCThBIO IIpe-
KpaTUJIMCh MHOTOKPATHBIC B IEHb, €XKeTHEBHBIC TIPUCTY-
nbl. B manbHelinemM oTMedeHo yiydlieHre KapTuHbl DT,
Ha naHHBIIT MOMEHT IJIUTEJIBHOCTh PEMUCCUU >2 JIET TIPU
XOpOIIel TTePeHOCUMOCTH Tepanuu. B HacTosIee Bpemst
MMaIleHT MPOO0JIKAeT IPUHUMATD TIepaMIIaHe].

Db HEKTUBHOCTD TEpai B BUIE YMEHBIIIEHHS YaCTOThI
MpUCTYTIOB Gosiee YeM Ha 50 % Oblia otMedeHa y 55 (52,4 %)
JIeTe, TIPY 3TOM HaOJIIONAIOCh CYIIIECTBEHHOE YMEHBIIICHIE
KaK 4aCTOThI, TaK U TSKECTU MPUCTYIIOB. B 17 u3 atux ciy-
YyaeB TeparneBTUIecKii 3(D(heKT ObITI BpeMEHHbBIM, U B IaJTh-
HEeMIIIeM 4acToTa IPUCTYIIOB BEPHYJIACH K ITPEKHEMY ITOKa-
3aTeo.

TakuMm 00pa3oM, B 1LIeJIOM TepareBTUYecKuii apdekT
(pemmccHst WM yMEHBIIEHNE YaCTOTHI IIPUCTYIIOB HE Me-
Hee yeM Ha 50 %) 6bu1 mocTUTHYT Y 84 (80 %) manmeHTOB
u3 105.

VaydieHne pa3BuTys (B COYETAHUN C YMEHBIIIEHUEM
YaCTOTHI IPUCTYIIOB) OTMEUEHO B 23 ciyJasiX. YaydiieHue
1 HOpMaJIn3alus cHa — y 8 MallMeHTOB, YAyJIIeHUE aIl-
neTuTa, Habop Macchl Tejla — y S MalueHTOB.

Y 17 (16,2 %) nauueHToB 3HaYMMOro 3ddexra 10-
CTUTHYTO He 0b110 (0e3 adhexTa mim yMeHbIIICHUE YacTO-
TBI IPUCTYIIOB MeHee yeM Ha 50 %).
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B memom, HECMOTpS Ha OTCYTCTBHUE BRIPAKEHHOTO (-
dexra, 8§ U3 3TUX MALIMEHTOB MPOAOLKAIOT TPUHUMATD
TepaMITaHelT B HACTOSIIEe BpeMsI ¥ IIPMHUMAIOT IIperrapaT
>1 roga, Tak Kak pOIUTEIN OTMEYAI0T HEKOTOPOE YMEHbB-
IIEHNE TSLKECTU TIPUCTYIIOB U YIIy4YIIeHHE 00IIeT0 COCTO-
sTHUE peOeHKa Ha (poHe IIpremMa repamIiaHesna.

B 1 ciiyuae HeBO3MOXHO ObUIO OOBEKTUBHO OLIEHUTH
3¢ deKT Tepanu B CBI3U C peIKMMU PUCTYIIaMU 1 HEOOITb-
ILLIOH JUTTETBHOCTHIO IprieMa (TiperapaT ObLT OBICTPO OTMe-
HEH B CBSI3U C BOSHMKHOBEHMEM MTOOOYHBIX 3(PHEeKTOB).

VY namuentkn A.K. (mmartHo3: mauonatudeckas ¢o-
KaJIbHAsI SMAJIETICHS C TICEBAOTEHEPATM30BAHHBIMU TTPU -
CTYITaMU; TIPUCTYTIBI B BUAC aTUITMIHBIX a0CAHCOB) B BO3-
pacte 11 et ipu BBeACHUM TIepaMIIaHesIa B 103¢ 4 MT'/CyT
U CHIDKCHUHU 036l JIeBeTHpallieTaMa depe3 HeIeIo Tepa-
ITMH TIepaMIIaHeIOM OTMEUEHO pa3BUTHeE rcuxo3a. [1pu 3a-
MEHe TIepaMIIaHesia Ha KJ100a3aM ICUXUIeCKre HapyIie-
HUS PErpecCrpOBalIH.

VxymmeHnue (arrpaBaliyisl) IPUCTYIIOB IIPU BBEICHUU
rnepamMmaHesa 0b10 otMedeHo Yy 4 (3,8 %) nmaLKMeHTOB,
B TOM 4YHcJie B 1 cilyuyae mpu CTPYKTYPHOI STIUJICIICUH,
B 2 — IIPU MPEIITOIOXUTEILHO TeHETUYECKOM STUJICTICUI
(TIpUCTYIBI STUJICTITUYECKUX CTIa3MOB), 1 Yy 1 MmarneHTa
¢ cuaapoMoM Jlpase (TmammeHT M.) OBUTO OTMEYEHO yJa-
meHue npuctynoB. M3 Hux B 1 caydae (maumeHT A M.,
4 Toga, ¢ IPEeAONIOXUTETLHO TeHETUIECKOM SIUIIETICUE
HEYCTaHOBJICHHOI 3TUOJIOTUHU, IIPUCTYIIBI IO TUILY 3ITH-
JIENTUYECKUX CITa3MOB) TIepaMIIaHell BBOAWJICS B 103€ 4 MT
Ha (poHE CHIDKEHUSI TOPMOHOB, B YCIIOBMSIX CTallMOHApa
B TeUEHME HECKOJIBKUX Heleab — 0e3 3¢ ¢eKTa; OTMEUeH-
HOE YXYIIIEHNE, BEPOSITHO, OBLJIO CBSI3aHO CO CHIDKEHUEM
ropMoHoB. TakuM 00pa3oMm, 3TOT ciiydaii Helab3sl paccMa-
TPUBaTh KaK IPOSIBIICHNE UCTUHHOM arrpaBallim.

D GeKTUBHOCTD TepaIluu Mo JaHHBIM DI o1leHN-
Basiach He BO Bcex cirydasx. B 35 cnygasax D31 He npoBo-
JIIMJIOCH JUIS OLIeHKM 3¢ deKTa 3a mepuo IpreMa mpera-
paTta B CBSI3M C HEOOJBIION IMTEIBHOCTHIO TIpHeMa
WY TI0 APYTUM MIPUYMHAM. 3HAYMMOe yiaydiieHre Ha D30T
(Mcue3HOBEHME SMWICIITU(HOPMHOI aKTUBHOCTH Ha DI
WJIV 3HAYUTENIbHAST PeIyKIIMS MHIEKCa SIMUIeTTA()OPMHON
AKTUBHOCTH) OBLJIO OTMEUYEHO B 32 ciyJasx.

ITpuem nepammaHesna He oKa3ajl 3HAYMMOTo 3 deKTa
Ha B3I B 39 ciayyaes. B 2 ciyyassx D31 He mpoBOAMIOCH
B MEPUOI PEMUCCUU UIMTSIBHOCTBIO 4 MEC M B TIEPUOI
CYLLIECTBEHHOTO YJIYYILIEHUS JJIUTEIbHOCTBIO HECKOJIBKO
Mecs1eB. B manpHeiiiem, Korma 9yacToTa ImpuCcTyIIoB Bep-
HyJach K McXonHoi, — DOI 6e3 yiydieHus.

3HaunMoro yxyaiieHuss Ha D3I 3aperncTpupoBaHO
He ObUIO HM B OTHOM U3 CITy4acB.

Ipymna II (moapoctku ot 12 1o 18 xer). [Toxazare-
JIM YMEHBIIIEHUS YaCTOTHI IPUCTYIIOB IIPU IIpUEeMe TIe-
pamIiaHesa 1 3(pOeKTUBHOCTH TiepamItaHesia B rpymie 11
MpUBEIEHHI B Ta0JI. 3, 4.

Y moapocTkoB (n = 31) peMuccust IIPUCTYIIOB ObLIA 10-
cturayta B 9 (29 %) ciyyasix, apdbekruBHocTb >50 % —
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y 15 (48,4 %) naLMeHTOB, CHUXKEHHUE YaCTOThI IIPUCTYIIOB
<50 % wmm orcyrerBue addekra —y 6 (19,4 %), arrpasa-
uust npuctynoB —y 1 (3,2 %) naiueHra.

Tabmuua 3. Yuenvuienue yacmomo: npucmynos npu npueme
nepamnatena y noopocmkos c snuaencueii (12— 18 sem, n = 31)

Table 3. Reduced frequency of seizures in response to perampanel
in adolescents with epilepsy (aged 12— 18 years, n = 31)

Reduced frequency of seizures

Number of patients, n (%)

100 % (pemuccust IPUCTYIIOB)

100% (seizure remission) 9(29,0)
>75 % 5(16,1)
>50 % 10 (32,3)
>25% 4 (12,9)
be3 apdexra (<25 %)

No effect (<25 %) 2(6,5)
ArrpaBanust

Aggravation 1(3,2)

Ta6muua 4. Dppexmusnocmes nepamnanena y noopocmkos
¢ snunencueil (12— 18 rem, n = 31)

Table 4. Efficacy of perampanel in adolescents with epilepsy
(aged 12— 18 years, n =31)

Efficacy

Number of patients, n (%)

Pemuccust mpuctymnon

Seizure remission 9(29,0)
Db dextuBHOCTL >50 %

Efficacy >50 % 15 (48,4)
Bes cymectBenHOro addexra <50 % 6 (19.4)

No significant effect <50 %

ArrpaBanust
Aggravation

1(3,2)

Takum 0Opa3oM, B LIEJIOM TepareBTUIeCKUil 3 eKT
(peMuccust WIK YMEHbIIEHKUE YaCTOThI IIPUCTYIIOB HE Me-
Hee yeM Ha 50 %) O6bu1 nocTUTHYT Yy 24 (77 %) MalMeHTOB
n3 31.

Pemuccus npuctynoB Ha GoHe IpreMa IiepaMIiaHesia
ObL1a 3apeructpupoBaHa B 9 (29 %) ciyyasix y HallueHTOB
C paHee Pe3UCTEeHTHBIMU K MEIMKAMEHTO3HOI Teparuu
npuctynaMu (3 — CTpyKTypHast U 6 — reHeTndecKas
U PEAITOIIOXUTEIbHO TeHETUYECKIE DITUIICTICHS ). YMEHb-
LLIEHKE YaCTOThI MPUCTYIIOB Ha 50 % u Gosiee JOCTUTHYTO
y 15 (48,4 %) nauuenToB. B 5 ciydasx npekpaiieHue Ipu-
CTymoB ObLIO BpeMeHHBIM (0T 1—3 Mec mo 1,5 roma).
B 2 ciyuasix y maliMeHTOB ¢ MPUCTYIIaMU HECKOIbKUX TH-
0B OblIa JOCTUTHYTA PEMUCCHSI CYIOPOXKHBIX IIPUCTYIIOB
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(HanOoJIee TSDKENBIX U TPAaBMATUYHBIX JUIST TTAIIUCHTA)
MpU COXpPaHEHWU TIPUCTYIOB Apyroro tuma (B 1 ciaydae
COXPaHSJINCh OAWHOYHBIE MMUOKJIOHUYECKHE abCaHCHI
1 B | — NI TUYECKUIT MUOKJIOHYC BeK). CliemyeT yuau-
TBIBaTh, YTO BO BCEX ATUX CIyYasX IepaMIlaHel TIpUMe-
HSJICS Y TAIIMEHTOB, Pe3MCTEHTHBIX K TepaIiiu, U B 00JIb-
IIHCTBE CJIy4aeB y 3TUX IMAIIMEHTOB paHee He ObLIO CTOJIb
JUTATETbHBIX MEKTIPUCTYITHBIX TIPOMEKYTKOB.

B 1 cayyae mMTeabHOCTb MEXMIPUCTYITHOTO UHTEP-
BaJia coctaBmia 1 Mec — y mauueHTKH O. JIMarHo3s: cTpyk-
TypHas (poKaybHas STTAIETICUS. DTUOJIOTUS SIWIETICUN —
CTPYKTypHas: ¢poKaJbHasg KOPTUKAJIbHAS TUCIIIAa3Us 2-TO
TUIAa TEMEHHOU 1ou (IHA 00pO3abl B 00JIACTU IIPABOTO
MpeKyHeyca); MPUCTYIIBL: aypa (TOJIOBOKPY:KEHHUE, OIIy-
IIeHNE HEYCTOMYMBOCTH) — OMJIaTepaIbHBII CyT0POXKHBIIN
npuctyn. PaHee y JaHHOM MallMeHTKU HUKOIIA HE ObLIO
CTOJIb JUTUTEJIbHBIX MEXITPUCTYITHBIX UHTepBaIoB. OqHa-
KO OITHOBPEMEHHO C ITpeKpaIieHneM IPUCTYIIOB C(pOpMM-
POBAJIMCh paHee OTCYTCTBYIOLINE TICUXUIECKIE HapyIlIe-
Hu (arpeccusi, HeaaeKBaTHOE TTOBEICHNUE), paClICHEHHBIC
B paMKaxX CHHApPOMAa HaCUJIbCTBEHHON HOpMaIU3au
Jlanpousbra, ¥ nepamnaHes ObUT OTMEHEH.

B 1 cayyae mMTeabHOCTb MEXMIPUCTYITHOTO UHTEP-
BaJla cocTaBMJIa 2 Mec — y manmeHTa P. ¢ paHee exkemHeB-
HBIMU IIPUCTYIIaMu. J{marHo3: CTpyKTYpHasl ¥ IIPEIII0I0-
KUTEJIBHO TeHETUYEeCKas SIUJICIICUS C MPUCTYIaMu
10 TUITY STMJISIITUYECKUX CITa3MOB, CEpUIHBIMU U OIU-
HOYHBIMHU, TOHUIECKUMH, MUOKJIOHMYECKUMU. DTUOIO-
T'Usl: IBYCTOPOHHSSI MOJIMMUKpoOTrupus. B manbHeimem
MIPUCTYIIBI BO30OHOBUJINCH, HO UX 9YaCTOTa YMEHBIIIMIACH
I10 CPaBHEHUIO C UCXOAHOI Oosiee ueM Ha 50 %.

B 1 ciryuae (mmamueHT I, nmarso3: MpeanoaoXXuTeb-
HO TeHEeTHUYeCcKasl SIMIICTICUS ¢ OMIaTepaIbHBIMU CYI0-
POXXHBIMM TIPUCTYIIAMU M CTaTYCOM MUOKJIOHUYECKMX
abcaHCOB, IIpeAITojaraeTcsl pojb MyTalluM B TE¢HE
GABRB3) 6bL11a TOCTUTHYTA PEMUCCHSI CYTOPOXKHBIX TTPH-
CTYMOB IJIUTEIbHOCTBIO > 1 Toma 1 OTCYTCTBOBAJIM CTATy-
chbl abcaHCOB Ha (poHe mpreMa KOMOMHAIIMK BajblipoaTa
n nepamnanena. CoxpaHSJUCh OAMHOYHBIE aOCaHCHI
(exxemHeBHO). PeninanB cymopoKHOTO IMPUCTYIa BOZHUK
yepes ToJ MOCIe CaMOCTOSITEIbHOIM OTMEHBI TTAallMEHTOM
repamiaHesa (He IpUHUMAJI IperapaT B TedeHue 6 JHei).
ITocne Bo300OHOBIEHMS TIpUeMa IepamMmaHesia CyI0pox-
HBIC TIPUCTYIBI OTCYTCTBYIOT IO HACTOSIILIETO BPEMEHHU,
1 K MOMEHTY HaIlMCaHMS CTaTbU IMAIMEeHT IMPUHUMACT
rnepamimaHes >6 JieT.

V¥ 1 maumentku (I, nmarHo3: cuaapom JlpaBe, BbI3BaH-
HbII MyTanueii B reHe SCN 1A) Tipy BBEIEHWH ITepaMITaHe-
J1a ObUTa TOCTUTHYTA PEMUCCHS OMIaTepaIbHBIX CYTOPOK-
HBIX IIPUCTYIIOB >6 MeC, B TOM YUCJIE B [IEPUOI JIMXOPAIKKI
(CoXpaHsUICS SN TUIECKIIT MUOKIIOHYC BEK).

VY naumentku T., 15 net, ¢ MUKpOOEACLIMOHHBIM CUH-
npoMoM 16p11.2. n reHeTrYECKOI (POKATBHOM SITUIIETICHUEIA
(TipucTynbl (DOKaTbHBIE BEPCUBHBIE, C OCTAHOBKOIT aKTHB-
HOCTH, OUJIaTepaIbHbIC CyI0POKHBIC, MUOKIIOHUYECKHE,
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KOPOTKME TOHMYECKME) Ha (hOHEe IpreMa repamIraHesa
ObLI JOCTUTHYT OY€Hb XOpOoLInii 3¢ deKT, B TeueHne 6 Mec
COXpaHsUIaCh PEMUCCHS TIPUCTYIIOB, Tajiee OTMEUCHBI pell-
KHe MIPUCTYIIbI (YMEHBIIIEHUE YaCTOThI IIPUCTYIIOB >75 %).
Jlo BBemeHUS TIepaMITaHes a IIPUCTYIIBL Y TaHHOM MallieH-
TKHA BO3HMKAJIM HECKOJIBPKO pa3 B ICHb.

VYMeHbIIIeHNEe 9aCTOThI MPUCTYIIOB HE MEHEe 4eM
Ha 50 % 06bL10 oT™MeueHO y 15 (48,4 %) nmanumenTos. Ha-
OJIIOIAIOCH CYIIECTBEHHOE YMEHBIIICHNE KaK YaCTOTHI, TaK
U TSKECTU MpUcTynoB. B 1 U3 aTux ciiyyaeB TepaneBTuye-
ckuii 3¢ et ObUT BpeMEHHBIM, M B TaJIbHEUIIIEM JacToTa
MIPUCTYIIOB BEPHYJIACh K IIPEIBIAYIIEMY ITOKa3aTeio.

Takum oOpa3oM, B LIEJIOM TepareBTUIeCKuii 3 deKT
(pemMuccHsI WM YMEHBIIIEHNE YaCTOTHI IIPHCTYIIOB HE Me-
Hee yeM Ha 50 %) Obu1 nocTUTHYT Yy 24 (77 %) NalmeHTOB
n3 31.

CyiecTBeHHOro 3deKkra He ObUTO TOCTUTHYTO B 6 CITy-
yasix, IIPA 9TOM 4acTOTa IPHUCTYITOB YMEHbIIMIACh Ha 25 %
y 4 MallMeHTOB, U B 2 CIyJasiX yMEHBIICHMS YaCTOTHI TIPH-
CTYIIOB HE OTMEYaJIOCh.

006 yxymieHnu (arrpaBallii) MPY BBEACHUHU IIepaM-
mnaHesia cooOl1aaoch B 1 ciiyyae, OJHAKO Mbl CUUTAEM,
YTO 3TOT CIy4yall HEJIb3sl PaclieHUBATh KaK IPOSIBICHUE
ncTuHHOM arrpaBauuu. ITaunent C. (cTpykrypHas ¢o-
KkanpHas srmtericust; @KL B coueTaHny ¢ MyTaruei B re-
He DEPDCS5, yHacieqoBaHHOI OT OTIIA) TTOIyJall ITIepaM-
ImaHeJ B TedeHHe 1 Mec B go3e 4 MI/cyT B COYCTaHUM
C BaJbIpoaToM M KapOamasenuHoM. B nmanbHeiliem
IIPY OTMEHE TepaMIlaHesIa COCTOSIHIE HE YIyJIIMIOCh.
Takum 00pa3oM, MMeJIa MECTO JIOXKHAs arrpaBaius (yxy/I-
IIIEHUE B €CTECTBEHHOM TeUeHMU 3a00jieBaHus). B manb-
HEHIIeM MBI paccMaTpHUBaeM BO3MOXKHOCTH IIPOOHOTO
ITOBTOPHOTO BBEICHUS TIepaMITaHea.

DdGeKTUBHOCTD Tepanuu Mo JaHHbIM DI olleHN-
Bastach He BO Bcex cirydasx. B 10 ciygasx D31 He nmpoBo-
JIIMJIOCH IS OLIeHKM 3¢ deKTa 3a epuo/ IprueMa mnpera-
paTta B CBSI3M C HEOOJBIION IIMTEIBHOCTHIO IIpHeMa
WY TI0 APYTUM MPUYMHAM. 3HAYMMOe yaydiieHre Ha 391
(Mcue3HOBEHME SMIECIITU(OPMHOI aKTUBHOCTU Ha DI
WJIM 3HAYMTEIbHASI PEAYKLIMSI MHAEKCA SIIEHITA(MOPMHOM
AKTUMBHOCTHU) ObLIO OTMEYEHO B 16 ciry4asix.

VYV nanuentku L. (quarHo3: reHeTUYECKasi TeHepaiu-
30BaHHAsI MWICTICUS C IPUCTYIIAMU B BUAC SITMICTITHIC-
CKOT0 MUOKJIOHYCA BeK 1 OMyIaTepaabHBIMU CYIOPOXKHBI-
MU TIpUCTYNAMM; ITUOJOTUS. MUKpoAeieuus 2q23.3,
Bkurouasi reH CACN B4) riepammanest ObIT Ha3HAUSH BpauoM
1O MECTY XXMTEJILCTBA C IEJIbIO TOCTUKEHUS ITOJIOXKUTETb-
Horo 3¢ dekra Ha DI, Tak Kak mauveHTKa HaX0auJIach
B JUIMTEJIBHOI peMuccuy Ha (hOHE IpreMa BajIbIIpoaTa.
ITocne 1 Mec mpuema mpenapara Ha DDI ObUIO 3aperu-
CTPMPOBAHO BEIPaXXEHHOE YIIydIlIeHUEe, OMHAKO TIperrapar
OBLT OTMEHEH B CBSI3M C BBIPAXXKECHHBIMU MCUXUICCKUMH,
HEBPOJOTUICCKUMHU 1 TIOBEICHUYSCKIMU ITOOOYHBIMU 3h-
dekTaMu: yCuamaach QU3apTpUsI, arpeccus, OTMeJanach
BBIpaxkeHHasI COHJIMBOCT.
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bes acddexra mo manabiM DDI — 5 cygaeB. Yxymaie-
HUe 1o JaHHBIM D3OI He ObUIO 3aperucTPUPOBAHO HU B O]~
HOM M3 CJIyJaes.

B uenom npenapat ObLJ1 OTME@HEH B CBSI3U C IIpo0Jie-
MaMM HEeIOCTAaTOYHOM 3(P(HEKTUBHOCTH y 6 MALIMEHTOB;
OTMEHa 13-3a UHUIMAJIbHOI Hed(hGEeKTUBHOCTH — y 3 T1a-
IIMEHTOB (B TOM UMcCIIe y | ImarmenTa ¢ cuHapomoM Jlpase
nyl —c ®KJ); yrpata BpeMEHHOIO ITOJOXUTEIHHOTO
a¢pdexTa oTMedYeHa y 3 MallMeHTOB.

IlepenocumocTs Tepamuu. Ipymma I: y neteit (4—11 ner;
n = 105) mepeHOCUMOCTh paclieHMBajach Kak Xopoiiasi,
mo0oyHbIe 3(P(HEeKTH OTCYTCTBOBAIM y 73 mmaiueHToB. [1o-
GouHble 3(pdekThl 3apeructpupoBanbl y 32 (30,5 %) na-
IICHTOB.

Haubomnee yacteie mo6ouHBIe 3DDEKTH (Y MHOTUX
MMaIleHTOB COYETAIOCh HECKOIBKO M3 YKa3aHHBIX HApY-
LIEHMI1): COHJIMBOCTDb — 26 CiIydaeB, MbILLIEYHASI TUIIOTO-
HUS — 23, HapyllIeHWe alllieTUTa, OTKa3 OT €16l — 16, o01as
BSLIOCTb, C1ab0OCTh — 8, aTakcust — 6, IICUXOMOTOPHOE
BO30YXK/IeHUE — 5, MPOsIBJICHUSI TIcuxo3a — 1, arpeccust — 5,
TPEBOXHOCTb — 1, yXy/llleHUe TTIOBEACHUS — 5, uepeaoBa-
HIE 3aTOPMOXKEHHOCTH Y TUTICPAKTUBHOCTU — 1, HapyIlIleH1e
cHa — 4, UCTepUKU — 1, MPOSBIIEHUS racTpod30(dareaib-
HOTO pedJioKca, OTpbIKKa — 1, TOITHOTA — 2, IIpeKpalie-
HHUEe CIIOHTAaHHOI peun — 1 (malueHTKa ¢ MyTallieil B re-
He PCDH19; paHee neBoYKa roBOpuMa; IOCjae OTMEHBI
Ipernapara pedb yaydIInmiach).

Xotenoch Obl 0OpaTUTh BHUMaHKUE HA TaKOU MOO0Y-
HBII 3 (HEKT KaK CHIDKEHUE MBIIIEYHOTO TOHYCA (MBIIIIEY-
Hasl TUTIOTOHMST), KOTOPBII MBI OTMETHIIN Y 23 meTeit (BbI-
paxxeHHasT TUIIOTOHHUS — 5 ciIyyaeB, TPaH3UTOPHBIE
HapyiieHus: — 1 ciaydait). DTo penkasi cCUTyarusl, Koroa
MOOOYHBIN 3(PPEKT MOXKET OBITh KeJlaTeJIbHbIM. CHUXKe-
HHE MBIIIIEYHOTO TOHYCA OBLIO XeJaTeTbHBIM 3((HEeKTOM
B 3 caydasix, TaK KaK OTMEUaJoCh CHIDKCHUE CITaCTHIe-
CKOT0 TUMEPTOHYCA Y AeTel ¢ MEeTCKMM liepeOpaJTbHbIM
IMapamiIoOM.

CHIDXKeHUE aIllleTUTa TaKXKe MOXKET OBITh JKeJaTeTb-
HBIM TOOOYHBIM 3 (HEKTOM ITpU M30BITOYHOM Macce Tea,
OTHAKO TPEICTABIISICT BAXKHYIO IIPOOIEMY Y IeTel ¢ HU3-
KoIt Maccoii Tenia. OMHAKO CHMKEHME MACCHI TeJIa He ObI-
JIO IPUYMHOM OTMEHBI CPeIM HAOJII0JaeMbIX HAMU TIAIIM -
€HTOB.

[TposiBaeHUs TacTpoa3odareasbHOro pedJioKkca, OT-
PBDKKA U TOIITHOTA OTMEUYEeHHI y 1 mammeHnTa. OgHaKo 3TU
CHMITITOMBI TTOSIBWJIMCH ITPY BBEACHUM TIepaMITaHesa y Ima-
IIMEHTAa, paHee TMIPUHUMABIIETO STOCYKCUMMUI, W TIPOIII-
JIU IPU OTMEHE 3TOCyKcuMuaa. Takum o6pa3oM, JTaHHbIE
MIPOSIBIICHUSI MOTYT OBITH CBSI3aHBI C 3TOCYKCHMUIOM,
a He ¢ TepaMIIaHeJIOM, HECMOTPSI Ha TO YTO TTOSIBIINCH
JIIITH Ha (pOHE TIPUMEHEHNSI KOMOMHUPOBAHHOM Tepartim.

XOTs yaiie Bcero BcTpevyanach COHIMBOCTD, 3TOT I10-
OOUHBII 3((HEKT HEYACTO CTAHOBWIICS IPUIMHON OTMEHBI.
B cBs131 ¢ TeM, 4TO NpenMyILeCTBOM MepaMIIaHesa SIBJs-
€TCs OMHOKPATHBIN IIPHUEM B CYTKU, MBI PEKOMEHIOBAIN
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KaK MOXHO 0oJiee TIO3MHUIA IIpreM IIperiapara Iepe CHOM;
9TO pelrayo IMPodJIeMy B TeX CIyJasix, KOrma COHIMBOCTD
oTMeYaIach yKe Iocje mprueMa Iperapara.

HMHTepecHO, 4TO B HEKOTOPBIX CAy4YasX COHIMBOCTD
TaK>Ke MOKHO CYMTATD XKeJIaTeJIbHBIM IT0OOYHBIM 3 heK-
ToM. B 8 cayyasgx ponuTtenu cooOIIMIM 0 HopMaJu3alnun
CcHa Ha (DOHe TIpreMa IepaMIlaHesNa y IeTeil, paHee cTpa-
JTAaBIIMX HapyIIeHNEeM HOYHOTO CHa.

B uenom npemnapat ObLJI OTMEHEH B CBSI3U C IIpo0Jie-
Mamu niepeHocumoctu y 10 (9,5 %) nauuenrtos. B 5 ciy-
Yasix MPUUYMHON OTMEHBI CTAHOBUJIMCH ICUXUYECCKHUE,
rnoBefeHYecKre HapyiueHus (4,7 % OT o0lLero yucia jae-
Tel), eIe B 5 — BeIpaXkeHHasI BSJIOCTh, COHJIMBOCTb, aTaK-
cusi. B Tom uncie B 1 ciyuae (<1 % ot obGuiero uucia
MMAIleHTOB) 3apeTUCTPUPOBAH SIMM30 IICKX03a: y Malll-
eHtku A. K. (mmarsos: nnpomnarndeckas pokaibHas 31~
JISTICHS C TICEBIOTCHEPAIM30BaHHBIMU MIPUCTYIIAMU; TIPH-
CTyIbl B BUJE aTUMMUYHBIX aOcaHCOB) B Bo3pacrte 11 jer
IIpY BBEACHUM TIepaMITaHesNIa B 03¢ 4 MT'/CYT U CHIDKCHUH
ITO3BI JICBETHUpalleTaMa yepe3 Helelto Tepaliy IepaMIia-
HeJIOM OTMEUEHO pa3BUTHE TICKX03a (KPUK, HeaJTeKBaTHOE
MMOBEIeHNE, OTCYTCTBME KOHTAKTa C MAllMeHTKOM, arpec-
cust). I1pu 3aMeHe mepamIiaHesna Ha Ki1o0a3aM ICUXrIe-
CKMe HapyIIeHUS OBICTPO pPEerpeccrupoBaIn.

OTMeHa IepaMiiaHesia 3a repro HabmoneHys (0T 6 Mec
1o 6 net) nposeneHa B 41 (39 %) ciayyae. OT™MeHa U3-
3a HEBBICOKOM 3(D(EeKTUBHOCTH — y 27 TTallMeHTOB, U3 HUX
OTME€Ha B pe3yJIkTaTe MHUIIMAJIbHOM HU3KOI 3(PPeKTUB-
HocTu — y 11 mauueHToB, OTMEHa B pe3yJibTaTe yTpaThl
BPEMEHHOTO MOJIOKUTEIbHOTO 3 dekra — y 16.

OTMeHa 13-3a IUIOXO# MepeHOCUMOCTH IIpOBeIeHa
y 10 mauneHTOB.

VY 4 manyeHTOoB Teparnus IiepaMIiaHeIoM ObLIa OCTAHOB-
JIEHa M3-3a OTCYTCTBUSI BOBMOXHOCTH ITOJTyYUTh IIperapar.

W3 maueHTOB, B JaJIbHEMIIEM ITPEKPATHUBIIMX ITPHUEM
repaMIlaHena, y 8 IIMTeIbHOCTD IIpreMa IIperapara co-
craBuia <6 Mec; oT 6 Mec 10 1 roga npemnapar IoJrydauan
8 marueHTOB, B 1IeJI0M OoJiee 1 roga — 25 maleHTOoB.

[IpomocxarT MpuHUMATh TIepaMITaHe B HACTOSIIIIEe
Bpemsi 64 (60,9 %) naueHTa.

W3 Hux 7 nauneHTOB MPMHUMAIOT IIpenapar ot 6 mec
no 1 roga. bojee 1 roga B HacTosiee BpeMs IiepaMIlaHell
MpPOAOJIXKAIOT IOJIydaTh 57 MaLMeHTOB.

Takum ob6pa3oM, TToKazaTesb yaep>KaHus Ha Tepanuu
y OETel B HAILlEM aHAJIM3€ IIPU UIMTEIbHOM TEpAIIMU CO-
craBui 64 (60,9 %) nmauueHTa, MokKas3aTellb yIePXKaHUS
Ha Tepanuu >1 roga — 82 (78 %), nokasateib yaepKaHuUsI
Ha Teparuu >6 mec — 89 (84,7 %).

Ipymmna II (moapoctku ot 12 1o 18 mec; n = 31). I1epe-
HOCHUMOCTD TepaIlliM paclieHMBaJach KaK XOpOoIasi, mo-
60uHbBIe 3 DEKTH OTCYTCTBOBAJIM y OOJBIIMHCTBA (22
u3 31) marreHToB.

[MoGounble 3¢ dekThl 3aperucTpupoBanbl y 9 (29 %)
nanydeHToB. B OOJbIIMHCTBE cllyyaeB BCTPEYaIUCh IICU-
XHUYECKUE, TTOBEICHUECKIE 1 HEBPOJIOTUUECKHE (TOJIOBO-
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KpyXeHUe, COHJIMBOCTD, IU3aPTPHUsl) HApYIICHUS. Y TaH-
HBIX TTAIIMEHTOB COUYETaIOCh HECKOJIBKO M3 yKa3aHHBIX
HapyILIEeHUIA: COHJIMBOCTD — 6, arakcus — 4, arpeccust — 3,
HapyIIeHNUE afIeTUTa, OTKa3 OT eIkl — 2, MBIIIIEYHAs TH-
MOTOHUS — 2, THeB — 1, nucdopus — 1, cuibHas pa3apa-
KUTEIBHOCTh — |, HeageKBaTHOe MoBeAcHUEe — 1, au3-
apTpust — 1, roJoBoKpyxeHue — 1.

B 1 ciyuae (mammentka O., nuarnos: @K1, crpykryp-
Has doKajnpHas SMuUjerncus) Ha (QoHEe MOCTUTHYTOM
IIpY BBEIEHUHU TIepaMIIaHea PEMUCCUM JJINTEIbHOCTHIO
1 Mec (paHee y JaHHO# MallMEHTKA HUKOTAa He ObIIO CTOIb
JITATETbHBIX MEXKIIPUCTYITHBIX NHTEPBAJIOB) CHPOPMUPO-
BaJIUCh (paHee OTCYTCTBOBABIINE ) TICMXUIECKIE HapyIIIe-
Hu (arpeccusi, HeaaeKBaTHOE TTOBEICHNUE ), paClICHEHHBIC
B paMKaxX CHHApPOMAa HACWMJIBCTBEHHON HOpMaIU3alluu
(JIanmonbTa), M mepamMITaHes ObUT OTMEHEH.

B 1 cmygae (maumentka 1., nmarHos: reHeTMIecKast
reHepaIn30BaHHAS SIUJICTICHUS C TIPUCTYIIaMU B BUIE SITH-
JIEITUIECKOTO MUOKJIOHYCa BEeK 1 OwmIaTepaabHBIMU CY-
MOPOKHBIMU TIPUCTYIIAMU; STUOJIOTUS: MUKPOICICIIUS
2q23.3, skmouas reH CACNB4) nepammniaHes ObLUT Ha3HAYeH
BpayoOM IT0 MECTY XKHUTEJIbCTBA C LIEIbI0 JOCTUKCHMS T10-
JIOXXKUTENBbHOTO 3¢ dekra Ha DI, Ha DoHe IUTETbHOM
pemuccuu. Ilocse mpuema rpernapara IJIMTEIbHOCTBIO 1 Mec
Ha D3I OO 3aperuCTpUPOBAHO YIYUYILIeHHUE, OTHAKO
Iperapar ObUT OTMEHEH B CBSI3U C BBIPAXKCHHBIMU IICUXH-
YECKUMU, HEBPOJIOTUIECKUMU U TIOBEICHICCKIMU IT000Y -
HBIMH 3(deKTaMu: YCUIWINCh AU3apTPUs, arpeccus,
COHJIUBOCTb.

B 1 cinydae (mauuenr I, 16 jieT, 1MarHo3: CTpyKTypHast
doxambHast SIUIETICUS, STUOJIOTUS — TUIITOKAMITATbHbII
cKiIepo3) Ha (hoHe TIpreMa IiepaMITaHes a B 103¢ 8 MT B CO-
YeTaHUU C BAJIBIIPOATOM B TeUeHUE | roma poauTe N OT-
METWJIN BBIpaXXCHHOE CHIDKCHME allleThTa, N3MEHEHNe
MMOBEJCHUS: OUCHDb YaCThie SIMU30JbI arpecCuu, THEBa,
0eCMOKOMCTBO, pa3apaKUTeAbHOCTD. [1aliueHT mpuHUMa
npenapat > 1 roga. OTMeuascs TepareBTudecKmit apdexT
C YMEHBIIIEHUEM 9aCTOTHI (POKAIBHBIX IIPUCTYIIOB C OCTa-
HOBKOI1 aKTUBHOCTU 60Jiee ueM Ha 50 %. OgHaKo B CBSI3U
C TUTOXOM TIEPEHOCUMOCTBIO TIepaMITaHeT ObUT OTMEHEH.

B niesiom B 5 citydasix riepammaHes ObLT OTMEHEH B CBSI3U
¢ MoOOYHBIMU 3(peKTaMu, U3 HUX B 2 cITydastx IIPUIMHOMN
OTMEHBI CTaja BhIpaXKeHHAasl COHJIMBOCTb, U B 3 CiIydasix,
Ha (poHe coueTaHusT TOOOYHBIX 2 PEKTOB, OCHOBHOM TTPH-
YIHOM OTMEHBI ObITa arpeccusi, OBEICHIYECKIE HAPYIIICHISI.
B 3 ciyyasx mipu 1mioxoii miepeHOCMMOCTH TTepaMITaHe]T ObLT
oTMeHeH depe3 1—3 Mec siedenuis, B 1 ciryyae — yepes 6 Mec,
1 B | ciydae mamyeHT MpUHUMAJ Ipenapat > 1 roma.

OrMeHa repamItaHesia 3a repuo/, HaomoaeHus (ot 6 Mec
10 6 niet) nposeaeHa B 10 (32,2 %) ciayuasix u3 31. [1pudnHbI
OTMEHBI OBITA CIIEAYIOIIMMU: HemocTaTouHass 3hPeKTUB-
HOCTb — 5 TIAIIMEHTOB (TIpX 3TOM OTMEeHA M3-3a MHUIINATHLHOI
Hea(hHEKTUBHOCTH — Y 3 MALIMEHTOB (B TOM YKCJIe 1 TaleHT
¢ cunapomoM Mpase u 1 — ¢ ®K]I); yrpata BpeMEHHOTO
TMTOJIOXKUTETBHOTO 3h(heKkTa — 2 MallMeHTOB).
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OTMeHa 13-3a IJ10X01 nepeHocuMocT —y 5 (16,1 %)
MMaIleHTOB.

B Tex ciyyasix, Koraa rperapaTt ObUl OTMEHEH, JJIU-
TeJIbHOCTD IIpUEMa Mpernapara cocTaBuia < 6 Mec TOJIbKO
y 4 nanmeHToB. OcTallbHbBIE MTAlMEHTHI TTOJTyYaii IepaM-
nanen >12 mec.

[IpomoycxarT MpuHUMATh TIepaMITaHes B HACTOSIIIIEe
Bpems 21 (67,7 %) naruent us 31.

JIMTeIbHOCTh Tepaluy IepaMiaHeaom: <6 Mec —
4 mamuenTa; ot 6 10 12 Mmec — 2 manuenTa; >1 romga —
25 nmaumeHToB; >2 neT — 12 manueHToB; >3 net — 10 ma-
LIMEHTOB; >4 jieT — 2 mauueHTa; >6 jeT — 1 malueHT.

B 1ie1oM Ha HacTOSIIIMIT MOMEHT JUIMTEILHOCTD Tepa-
MU IIepaMIlaHe oM cocTaBuia: <6 Mec — 4 MmalueHTa;
ot 6 10 12 Mec — 2 manpeHTa; oT 1 10 2 j1eT — 13 manneHToB;
OT 2 JIeT 10 3 JIeT — 5 MauMeHToB; OT 3 10 4 JIeT — 5 manu-
€HTOB; >4 JleT — 2 MalKeHTa, U3 HUX | malueHT MpUuHU-
MaerT repamiaHes >6 Jiet.

Takum o6Gpa3oM, B IIeJIOM MOKa3aTejlb YACPKaHUSI
Ha JUINTeJIbHOM Teparuu (>1 roaa) B HallleM MCCIeI0BaHNHI
cocrasu 25 (80,6 %) naumenToB u3 31; >6 mec — 27 (87 %)
n3 31.

Pe3ysnbrarnl B 00'beTMHEHHOI IPyTIIe MAIMEHTOB — JICTH
u noapoctku (n = 136) — npuBeaeHbI B Ta0JI. 5.

Tabmma 5. Dghgexmuernocmo nepamnanena y demeii u noopocm-
K086 ¢ anunencueii (om 4 arem do 18 rem, n = 136)

Table 5. Efficacy of perampanel in children and adolescents
with epilepsy (aged 4 to 18 years, n = 136)

Number
of patients, n (%)

Efficacy

Pemuccust mpuctymnon

Seizure remission 38(27,9)
Db dexTuBHOCTL >50 %

Efficacy >50 % 70 (51,5 %)
Bes cymectBenHOro addexra <50 %

No significant effect <50 % 23 (16,9)
ArrpaBanus 5(3.7)

Aggravation

B 1ieomM BeIpakeHHBIN TeparneBTUYeCKUi 3P heKxT
(peMuccust WIK YMEHbIIEHKUE YaCTOThI IIPUCTYIIOB HE Me-
Hee yeM Ha 50 %) nepamiiaHesnia B 001Leii IpyIIe y AeTeit
U oAPOoCcTKOB (4—18 net; n = 136) ObUL fOocTUTHYT y 108
(79,4 %) maumentoB u3 136. O6IIMII TOKa3aTeTh pEMKC-
CHUM IIPUCTYIIOB B IPYIIIE AeTeil U IMOAPOCTKOB COCTABUII
38 (27,9 %) u3 136.

CrenyeT yYuTBIBATh, YTO BBICOKME MOKa3aTeanu (-
(beKTHBHOCTHU OBLUIN IIOJYYE€HbI, HECMOTPSI HA BKJIIOUEHME
B aHaJI13 OOJIbIIMHCTBA MAlMEHTOB, PE3UCTEHTHBIX K pa-
Hee TTpoBoanMOI Tepanu ADIT.
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BBeneHue nepamMiaHesia B IOJUTEpallMU IIPUBEIIO
K MCUE€3HOBEHUIO SIMIEITU(OPMHOI aKTUBHOCTH Ha DO
WY 3HAYUTEIbHOM PeIyKLIMKY MHAEKCa SMUIenTUdOpM-
Holt akTuBHOCTH Y 38 (27,9 %) nanmeHToB u3 136. C yue-
TOM TOTO, YTO B 24 cllydyasix KaTaMHeCTUYecKas OlleHKa
93T B nepuon nmpueMa rnepamiiaHesia He TPOBOAUIACE,
ynydiieHue Ha DI ObUIO 3aperMCTpUpPOBaHO y 38 U3
112 Bowuenimx B MccienoBaHue nauueHToB (y 33,9 %, T. e.
6oustee uem B 1/3 cimydaeB).

[Mo6ouHble 3 dexkTh Habmonamuch y 32 (30,5 %)
u3 105 manueHTOoB AeTCKOro Bo3pacta u'y 9 (29 %) us
31 maumeHTa IMoAPOCTKOBOrO Bo3pacTa. B 1e1om mo6ou-
Hble 3¢ dexThl 3apeructpupoBatbl y 41 (30,1 %) u3 136 na-
LIMEHTOB.

ITpemapaT 6bUT OTMEHEH B CBSI3U C IMpOOJIeMaMU Tie-
penocumoctu y 10 (9,5 %) u3 105 nereit uy 5 (16,1 %)
n3 31 moapocTka. B neaom nmpenapat ObIJT OTMEHEH U3-3a
m1oxoii mepeHocumoctu y 15 (11 %) u3 136 naureHTOB
JIETCKOIO 1 MOAPOCTKOBOIO BO3pacTa.

XoTtg Hanbosee YacThIMU ITOOOYHBIMU 3P deKTaMu
ObUIM COHJMBOCTb, MBILICYHASI [MIIOTOHUS, aTaKCHs,
OCHOBHYIO IIPO0JIeMy MPEACTAB/ISIIN IICUXUYECKUE U 10~
BeieHUecKue HapylueHus:. OHU CTajld IPUYMHONA OTMEHBI
repamIiaHena B 8 ciaydasx (5 geteit u 3 mompocTKa), 3TO
cocTaBUJIO Beero 5,9 % B obiweli rpymie. TakuM o6pa3oM,
4yacToTa OTMEHBI IlepaMilaHesa B HaOJomaeMoil HaMKu
rpyIIIe NalUeHTOB U3-3a ICUXUYECKUX U TOBEACHYECKUX
HapylIeHUIT oKa3anach HU3Koi. Cpeau 3TUX ciaydaeB Mbl
3aperucTpUupoBaiIy 1 ciydaii Icuxo3a Ipu ImprueMe J03bl
nepamiiadesia 4 Mr/cyt y aeBouku 11 et (<1 % B oO1weit
IpyIine).

[Moka3arenb yaepxaHuUsl Ha Tepaluy IepaMIlaHe-
oM >12 mec cocraBu 25 (80,6 %) marmeHnToB u3 31
B IpyIine noapocTkos, 82 (78 %) u3 105 B rpyIine AeTeid.
B o06111eii rpytiie aeteit v oapoCcTKOB ITOKa3aTesb yaepsKa-
HUsT Ha Teparmu > 12 mec coctasu 107 (78,7 %) us 136.

BaxkHO OTMETUTD, UTO BCE OCHOBHBIE IT0KA3aTe M (-
(beKTUBHOCTHU U IIEPEHOCUMOCTH CYLIECTBEHHO HE pasjiu-
YaJIUCh B IPYIIIIE AeTeil ¥ MTOAPOCTKOB: PEMUCCHUSI IIPUCTY-
0B ObUTa oCTUrHyTa y 27,6 1 29 % nereii U MOAPOCTKOB
COOTBETCTBEHHO; JOJISI TIAIIMEHTOB C YMEHBIIICHUEM Ya-
ctoThl IpucTynoB Ha 50 % u 6onee — 52,4 u 48,4 % nereii
U IOAPOCTKOB COOTBETCTBEHHO; BHICOKAS T€pAIleBTHUYE-
ckast 3(pHeKTUBHOCTD (PEMMCCHS WM YMEHBIIICHUE Ya-
CTOTBI TIPUCTYIIOB He MeHee uyeM Ha 50 %) — 80 % nereit
u 77 % nonpoctkoB. [Tokaszareb yaepKaHus Ha Teparuu
nepamianesioM >12 mec cocrasui 78 % B IpyIine aeTei
u 80,6 % B rpyie noapocTkoB. YacToTa moGOUHbBIX 3¢ -
(dekroB cocraBuia 30,5 % B rpynne aereid u 29 % y na-
LIMEHTOB MOJAPOCTKOBOTO BO3pacTa, a 4acTOTa OTMEHBI
repamIiaHelia B CBSI3U € IPoOeMaMU IePEHOCUMOCTU —
9,5 % nereii u 16,1 % nonpoctkoB. Takum 06pa3oM, Bbl-
SIBJICHO IIPEUMYILLIECTBO B IPYIIIE AeTeil 110 TaKUM I10Ka-
3aTessIM, KakK o01as 3(p(QeKTUBHOCTh M YaCTOTa OTMEHBI
Teparnuu B CBSI3U ¢ TTOOOYHBIMU 3P PeKTaMMU.
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DTO NMOTYEPKUBAET BBICOKYIO 3((HEKTUBHOCTh U XO-
POIIIYIO IIEPEHOCUMOCTbD ITIepaMITaHesNa Y IeTei B YCIIOBUSIX
peabHOM KJIMHUYECKOM MTPAKTUKMU.

06cyxxaeHune

[MonyyeHHBIe TaHHBIC PACIIUPSIOT MPEACTABICHUS
Bpaveil 0 BOBMOXKHOCTHU YCTICIITHOTO IIPUMEHEHUS TTIepaM-
naHeaa B pOCCUMCKON MOMYJISILIMU IETEM.

[TomyuyeHHBIC HAMU Pe3yIbTATHl COTJIACYIOTCS C TaH-
HBIMU paHee TTPOBEICHHBIX UCCICIOBAHMUIA.

IlepBblii KITMHUYECKUI ONBIT IPUMEHEHMSI IepaMIia-
HeJla y IeTEU U IMOAPOCTKOB C PE3UCTEHTHON SIIWJICTICUEIA
B KJIMHUYECKOM MmpakTUKe ObLI IpeacTaBieH A. Biro u co-
aBT. B 2015 . B uccliemoBaHUM ¢ ydacTeM 58 MmaluneHToB
(cpennuii Bo3pact — 10,5 roaa; nuamnazon: 2—17 ner) ¢ pas-
JINYHBIMU PE3UCTEHTHBIMU K MEIMKAMEHTO3HO! Teparnuu
dopmamu AMMIIETICUH, BKITI0Yas (DOKATbHBIE STTUICTICUH,
cunapomsl JlenHokca—Iacro, Becta u Hpase. Hoist pe-
CIIOHIEPOB (MAIlMEHTOB C YMEHBIIICHUEM YacCTOTHI TIPU-
crynoB Ha 50 % u GoJjiee) yepe3 MepBbie 3 MeC JIeYeHUs
cocraBuia 31 % (18 u3 58 martmenToB). [oxydeHHbIe Ha-
MM ToKa3aresiv OblIM Bbille. B Halem aHanu3e nosst pe-
CIIOHIEPOB (PEMUCCHUS VI YMEHbBIIICHNE YaCTOTHI TIPU-
cTynoB He MeHee ueM Ha 50 %) cocraBuia 80 % y neteit
(84 u3 105 mauuentoB) u 79,4 % (108 u3z 136) y nereit
1 moapocTKoB. CrieayeT yIUThIBaTh, YTO MbI aHATIM3UPO-
BaJIM TIOKAa3aTeJIu, TIOJTydeHHBIE IIPU IJTUTSIBHOM TepaIrin
(ot 6 Mec 110 6 s1eT). [1onHbIII KOHTPOJIb Hall IPUCTYIIAMU
B uccinenoBanuu A. Biro u coasrt. (2015) ObLT JOCTUTHYT
y 5 (9 %) nauueHTOB. Y HALIKMX HALKMEHTOB PEMUCCUSI
IPUCTYIIOB ObL1a focTUrHyTa B 29 (27,6 %) ciyvasxy ne-
teii u 38 (27,9 %) cnyuasix u3 136 y gereii ¥ moapOCTKOB.
ATTpaBalys SIMWICTITUYECKUX IIPUCTYIIOB B UCCICIOBAHUN
A. Biro u coaBr. (2015) ormeuena B 5 (9 %) ciyyasix. B Ha-
IIIeM HCCIIeA0BAaHNY ITOKa3aTe b arTpaBaliy ObLT 3HAUM-
TeJIbHO MeHee BbicokuM: 4 (3,8 %) — neteit, 5 (3,7 %) —
neTeil 1 moapocTKoB. OCHOBHOM TPOodUIIbL TOOOYHBIX
3 deKTOB B HallleM HAOJIOJEHUM COBITANall C pe3yJibTa-
TamMu ucciaenoBaHus A. Biro m coaBT.: HamboJiee yacTo
BCTpevaloimecs modouHbie 3(PdeKThI BKIIIOYAIN CHUXKE -
HHE YPOBHS aKTUBHOCTH, COHJIMBOCTb, YCTaJIOCTh, a TAKXKE
MoBeIeHYeCKUe HapyleHus [9].

IIpoBeneHHoe B Kopee MHOTO1LIEHTPOBOE MCCIea0Ba-
HUe 3G GEKTUBHOCTU U MEPEHOCUMOCTHU IJIUTEIHLHOTO
JICYSHUS TIepaMITaHEeJIOM B TIOJIMTEPAIIMU Y IETEH C DITH-
JIeTICUE B BO3pacTe ¢ 4 JIET U cTapilie B YCIOBUSIX PeaTbHOM
KnuHn4Yeckoii mpaktuku «Real-Life Effectiveness u Tole-
rability of Perampanel in Pediatric Patients Aged 4 Years
or Older with Epilepsy» (S.K. Hwang u coast., 2020) Bki1tO-
yajio 220 nereit 1 moAPOCTKOB B Bo3pacte oT 4 1o 20 JieT.
BoizenieHbl 2 TpyIibl MaleHToB: 4—16 et (n =119) u 17—
20 net (n =91). Y GonblMHCTBA MaleHToB (84 %) nuar-
HOCTHPOBAHBI Pe3UCTeHTHBIE (hopMbI ammtencuu. [1po-
MOJDKUTEIABHOCTh TepaIMM IepaMIaHeJIOM COCTaBMJIa
B cpeaHeM 11,5 £ 6,9 mec, 10181 MALMEHTOB C BHICOKUM
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adexrom neueHust — 43,6 % (6e3 CylIeCTBEHHBIX pa3in-
4yuii B 2 rpymniax), peMuccust nocturuyray 17,7 %. Y Ha-
IIKUX MMAlUMEHTOB HOJISI PECIOHIEPOB (peMUCCUs WK
yMEHbILIEHKME YACTOThI IIPUCTYIIOB He MeHee yeM Ha 50 %)
cocraBuia 80 % y nereii (84 u3 105 nanuenToB) u 79,4 %
(108 13 136) y nereii ¥ MOAPOCTKOB; PEMUCCHSI IIPUCTYIIOB
ObL1a gocturnyra B 29 (27,6 %) ciaydasix y neteit u B 38
(27,9 %) cnyyasix u3 136 y nereit 1 moapocTKoB. Mbl Tak-
K€ He IMOJIyYMJIU CYLIECTBEHHBIX Pa3IMUMii MEXIY IPYIl-
IaMu JeTeil U IMOAPOCTKOB: PEMMCCHSI IIPUCTYIIOB ObLia
pocturnyta y 27,6 u 29 % neteit u moapoCTKOB COOTBET-
CTBEHHO; JIOJISI TAIIMEHTOB C YMEHBIIIEHNEM YaCTOTHI ITPU-
crymnoB Ha 50 % u 6osee — 52,4 % nereit u 48,4 % nox-
POCTKOB; BBICOKasl TepaneBTudeckas 3(POEKTUBHOCTD
(peMuccust WIK YMEHbIIEHHUE YACTOThI IIPUCTYIIOB HE Me-
Hee yeM Ha 50 %) ormeuena y 80 % mereit u 77 % non-
POCTKOB.

B ucciaenoBanum S.K. Hwang u coaBsr. (2020) mo60o4-
Hble 3(pdeKThI BbIsIBIEHBL Y 88 (40 %) maLueHToB, B 00JIb-
IIMHCTBE CJIy4aeB OHU ObLIM JIETKUMM U IPOLLIU IIPU
CHUXKEHMU J03bl WM OTMEHE mepamiiaHena. B Hairem
a”Hanu3e 1modouyHsle 3pdekThl Habmomanuch y 30,5 %
neteii u 29 % noapoctkoB. B 1iesoM no6ounbie 3¢ deKThI
3apeructpupoBanbl y 41 (30,1 %) u3 136 nauueHToB. B mc-
caenoBanuu S.K. Hwang u coaBrt. (2020) cpenu Hamnboee
YaCTBIX ITOOOYHBIX 2 (PEKTOB OTMEUEHBI COHJIMBOCTD (Ha-
nboJjiee 4acTo), rOJIOBOKPYKEHUE, aTaKCusl, arpeccus,
arrpaBalysl IIPUCTYIOB, OECCOHHMIIA, TOJIOBHAsI OOJIb,
JIeIIPeCCHsl, CHIDKEHHUE aIlleTuTa, TOLIHOTa 1 pBoTa. [1po-
(rIb MTOOOYHBIX MCCICIOBAHNI B HAIIIEM aHAJIM3¢ COBITa-
JaeT ¢ ATUMU NaHHbIMU. [lepaMmaHen ObLT OTMEHEH
y 29,5 % nanueHTOB, 1 MOKa3aTe/lb OTMEHbI B CBSI3U C IO-
6ouHbIMU 3(deKTaMu ObUI BBILIE B TPYIIIE B3POCIbIX
namuMeHToB. B Halem aHaiu3e npenapaT ObLI OTMEHEH
B CBsI3U ¢ pobieMamu repeHocumoctu y 10 (9,5 %) neteit
u3 105y 5 (16,1 %) nonpoctkoB 13 31. MHbIMU CcI0BaMU,
IOKa3aTeb OTMEHbI ObLI TAKXKe HUXE B IPYIIIe AETe.
Kak B HalieM MCCJIeIOBaHMU, TaK U B UCCJICIOBAaHUU
S.K. Hwang 1 coaBr. (2020) COHIMBOCTB yallle BCTpevaaach
y JeTeil U B 1LieJioM Oblj1a HanboJiee YaCThIM ITOOOUYHBIM
appexTomM. OgHAKO MMPUINHOM OTMEHBI Yallle CTAHOBU-
JIUCh IICUXUYECKUE U ITOBEICHYECKIE HAPYLLIEHUSI, BCTPE-
Yalollurecs ¢ HeBBICOKOM yacTtoToit (5,9 % oT obilero
4ycla NalMeHTOB — B HallleM aHaiu3e). B ucciaenoBanumu
S.K. Hwang u coasr. (2020) 6611 3aperucTpupoBaH 1 ciy-
yail CyMUMAaJIbHOM IOMBITKY Y TALMEHTKHU 16 JieT (paHee
y JaHHOI 00JIbHOM He ObUIO CYMUMIAATbHBIX IOIBITOK,
OJIHAKO paHee OHa ObLIa KOHCYJBTUPOBAaHA IICUXUATPOM,
cTpajajia TPEBOXHBIM PACCTPOMCTBOM M HapylleHUEeM
HMMIIYJIbCMBHOI'O KOHTPOJISI; TAKUM 00pa30M, MallMeHTKa
rorajajia B TpyIIly pUCKa U MMeJia B aHaMHe3€ IICUXU-
yecKMe HapylleHus). B HamreM HaOIomeHUM ObLI 3a-
perucTpupoBaH 1 ciaydyail ricuxosa y aeBouku 11 ner,
410 coctaBuiio <1 % B oO1wueii rpymie. [TokasaTesns yaep-
JKaHUS Ha Tepamuu depe3 6 u 12 Mec Tepamuu
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B uccienmoBanum S.K. Hwang u coaBt. (2020) cocTaBui
71,8 u 50,5 % coorBeTcTBeHHO. B Haillem HabJI0neHUN
TaHHBIN ITOKa3arTesb yepe3 12 mec coctaBmi 78 % — y ae-
teit, 80,6 % — y moapocTKoB, 78,7 % — B 0OOLLEi rpyIie
JIeTeil ¥ IoapOCTKOB [16].

B pamkax Haulero HaOJIIogeHUS MepaMIlaHe]l TIpu-
MEHSJICS Y PE3UCTEHTHBIX K Tepanuu ADI] malyeHToB,
OOJIBIIIMHCTBO M3 KOTOPBIX paHee IIPUHUMATIN MHOXKECTBO
conyrctBylomux ADIT Kak B MOHOTeparnunu, Kak 1 B KOM-
ouHauuu. [1o naHHBIM MCClIeNOBaHUM, MPUMEHEHUE Te-
paMIiaHesia B Ka4eCTBe IepBOro JOIMOJHUTEIbHOro ADIT
MIPUBOAUT K CYIICCTBEHHOMY YJIYYIICHHUIO TTOKa3aTeeit
3((HEKTUBHOCTU U O€30MACHOCTU. DTO OBLIO IMTPOAEMOH -
ctpupoBaHo B pabotre E. Santamarina u coaBt. (2020).
ABTOpHBI OlleHUBaIN 3(PHEKTUBHOCTb U TIEPEHOCUMOCTh
nepamMIlaHesa B KaUeCTBE NEPBOU TOIIOJIHUTEIbHOMN Tepa-
MUY Y TALIMEHTOB ¢ (POKAJTbHOM SMUIETICUeil U Mauomna-
TUYECKOU reHepaTn30BaHHOM SMMJIETICUEN, TTOTyJdalOIINX
npyrue ADII. TIpoBegeHO MHOTOLIEHTPOBOE PETPOCITEK-
TUBHOE KaTaMHECTUYECKOE UCCIIeI0BAaHUE C JUTUTSIHHO-
CThI0 HaOmoneHus 1 rom. ABTOPHI MPeICTaBUIM aHAIN3
JMaHHBIX MALIMEHTOB (>12 JIeT), y KOTOPBIX ITepaMIlaHe
ObLT Ha3HAUCH B KAaYECTBE IIEPBOIO MOIOJTHUTEIHHOTO
mmperiapara. B mccienoBaHMM y4acTBOBaJIM ITAllMEHTHI,
Y KOTOPBIX IMPOAOJIKATMCH IIPUCTYIIBI TP MOHOTEPAITUT
ADII 1 otMeueHa HeapGeKTUBHOCTD <3 ADII B MOHOTE-
parnuu 10 BBeAeHUs repaMmnanena. [IpumeHsutach Monesb
MHOTOBapUAHTHOM JIOTUCTUYECKOM pErpeccruu ¢ KOppeK-
LIMeil Ha 9aCTOTY W THUII SIIICTITUYECKUX ITPYUCTYIIOB, TN~
TEJIbHOCTb 3a00JIeBaHMsI U TUOJIOTUIO armiencuu. M3 149
BKJIIOUCHHBIX B MCCIICAOBAaHNE ITAIIMEHTOB (CPeIHUIT BO3-
pact — 41 ron; 54,4 % nauueHTOB — MYXCKOTO 1mosa) 118
(79,2 %) nponosoKaay MPUHUMATD IIepaMIlaHe B KauecT-
Be TIepBOTo AonoaHuTeIbHOro ADIT uepes 12 Mec Tepanmu.
CpenHsis 103a epaMiiaHesia coctaBuia 6,2 mr/cyt. YUepes
12 mec y 45,6 % nauueHTOB OblIa JOCTUTHYTA PEMUCCUST
U ToJIs pecrioHiepos cocTasiia 84,6 %. Ipu cpaBHEHUM
MalMeHTOB ¢ (DOKATILHOM SIUJIETICUEN U NINOTATUIeCKOM
reHepaar30BaHHOM ATWIETICUEll ObUIY TTOJIyYeHbl 3HAYM-
MBbI€ pa3IMYMs IT0 YaCTOTE PEMUCCHH, HO HE I10 J0JIe pe-
crnoHIepoB. DD HeKTUBHOCTD MepaMmiaHesa Oblia HIKe
npu KomomHaumu ¢ ADIT — uHnykTopamu (pepMeHTOB™;
HaIIpOTUB, OoJiee BEICOKME MoKa3aTeau 3PPeKTUBHOCTA
ObUIY MTOJIYYEHBI, KOTIA T€ € J03bI IepaMIaHesia puMe-
HSUTUCh B KOMOMHAIIMM ¢ MHTUOUTOpaMu (DEPMEHTOB.
Hawnb6oiee yactble mooouHbIe 3 GEKTHI BKIIIOYAIN TOJIO-
Bokpyxkenue (15,4 %), paznpaxutenbHoctb (14,1 %) u coH-
JmBocTh (14,1 %); py 3TOM pa3Ivyus IO EPEHOCUMOCTHI
He HaOJIomaach pyu KomornHaunm pasHbix ADIT. Uccre-
JIoBaHME TT0Ka3aj10 3(PHEKTUBHOCTD ¥ XOPOIIYIO TIepeHO-
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CHMOCTb TIepaMITaHesIa IIPU ero IPUMEHEHUN B KaYeCTBe
MIePBOI1 JOTIOTHUTEILHOM TepaInu y IMallieHTOB ¢ Head-
(eKTUBHOCTBIO MOHOTepanuu. KoppeKIns 1035l ITepaM-
IMaHesIa B 3aBUCUMOCTH OT €0 IPUMEHEHUST B KOMOMHALINH
C UHAYKTOpaMM WJIM UHTUOUTOpaMU (DepMEHTOB ITIEUYCHU
MOXET MOBBICUTH 3(PPEKTUBHOCTH JieueHUs [28].

HecMmotps Ha BKJIIOUeHUE B Hallle HaOJloAeH1e TIpe-
UMYIIECTBEHHO PE3MCTEHTHHIX K JICUCHUIO MAllMEHTOB
(TrepaMIaHes He TIPUMEHSUICS B Ka4eCTBE ITepBOii JOMOJI-
HUTEIHHOM Teparuy HU B OTHOM M3 CITy4JaeB), TIOJyIeHHbBIC
HaMU TaHHBIE COTJIACYIOTCS C pe3yJbTaTaMU 3TOTO MCCie-
JTIOBAHMSI, TAKXKE OLIEHUBAIOIIETO 3P (PEKTUBHOCTD TUTEITh-
HOIt Tepanuu nepamnaHenoMm. B uccnenoBanuu E. San-
tamarina 1 coanT. (2020) rToKasaTesb yaep:KaH1s Ha Teparin
repamIianesiom >12 mec cocrasun 79,2 % (118 w3 149) [28].
B Haiiem HaOJt0IeHMM TTOKA3aTe b YAep:KaHUsl Ha Teparniu
repammanesiom >12 mec coctaBui 78 % (82 u3 105) y getei,
80,6 % (25 u3 31) B rpynme nompoctkoB u 78,7 % (107
u3 136) B o01Lel rpymme (IeTh U IOAPOCTKH).

B nccnemoBannu E. Santamarina u coast. (2020) uepe3
12 mec y 45,6 % nauueHTOB OblIa JOCTUTHYTA PEMUCCHUS
[29]. ¥V Hammx ImManMeHTOB peMUCCHUsS TIPUCTYIIOB OblLIa
pocturnyta y 27,6 u 29 % neteit u moapoCTKOB COOTBET-
CTBEHHO; 3T0 cocTaBujio 27,9 % B o0lieii rpymme (1eTu
U moapoctkm). B nccnemoBanum E. Santamarina 1 coaBT.
(2020) yepes 12 mec moutst pecrioHAepoB cocTaBua 84,6 %
[28]. Honst pecrioHaepoB (peMUCCHUS MU YMEHBIIeHUE
YaCTOTHI IPUCTYITOB He MeHee yeM Ha 50 %) cpean Halmx
nanueHToB coctaBuia 80 % neteit u 77 % moapoCTKOB.

Takum oOGpa3om, HalllK JaHHbIE HE OTJIMYAIUCH I10 T10-
Ka3aTeJIsIM «I0JIsI PECIIOHIEPOB» U «I10Ka3aTeb yaepKa-
HUS Ha Tepanuu >12 Mec», OIHAKO I0JIsl MallueHTOB, 10-
CTUTIINX PEMUCCHHU, OblIa BBIINIC MPU NMPUMEHECHUU
nepaMIlaHesa B Ka4eCTBE NEPBOU TOIIOJIHUTEIbHOMN Tepa-
muu [28] Mo cpaBHEHMIO ¢ Hallleil TPYMIIOi MaleHTOB,
13 KOTOPBIX ITepaMIIaHe]I BO BCeX CIydasx ObUT MOTKITIOUCH
Ha 6oJiee Mo3HEeM ATare JICYEHUSI.

C 00JIBIII0M BEPOSITHOCTHIO MOXKHO IIPEAToJaraTh, YTo
PE3yJBTaTHI JICUCHUSI ITepaMIIaHeIOM MOTJIA ObI OBITH eIIIe
JIy4ile y HaOJIoJaeMbIX HAMM TIAIIMEHTOB IIPY BBEICHUU
Iperapara B CXxeMy JieUeHUs Ha 0oJjiee paHHMX STallax.

OkcnepramMu Poccuniickoii TpoTUBONUIEITUYECKOM
qru (K. FO. MyxuH u coaBr., 2021) chopmymupoBaH mpo-
(uIb MalMeHTa ¢ MPeanoYTUTEIbHBIM Ha3HAYCHUEM I1e-
paMIiaHesia B Ka4eCTBE TIEPBOTO MOIOIHUTEIBHOTO Mpe-
ImapaTta B KOMOMHUPOBAHHOM Teparu:

1. MapnonaTuyeckasi reHepal30BaHHAas SITUJISTICUSI C Ha-

JINYMEM CYIOPOXHBIX TTPUCTYIIOB.

2. INaumeHTsl ¢ (OKAJbHOM 3MUIETICUE ¢ HAaTUUYUeM

OuIaTepabHBIX TOHMKO-KJIOHUUYECKUX IPUCTYIIOB.

*CorIacHO MHCTPYKLINH 110 IIPUMEHEH IO npernapara PaiikoMIia Ipy IpMMEHEHUH ITepaMIIaHesia COBMeCTHO ¢ ADIT—MHIyKTOpaMu
MeYEeHOYHBIX (hePMEHTOB MCITOJIB3YIOTCsI 60Jiee BRICOKHME T03bI MepaMITaHesia It TOCTHXKeHUs addekTa, 1 103y TiepamIiaHesia peko-

MEHIOBAaHO YBCJIMYMBATD.
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3. [TamMeHTHI C TeHETUYSCKUMU SITICIITUICCKIUMHU 3H-
1edayonaTUsIMU MPY HATUINHI Y HUX TeHEPaT30BaH-
HBIX CYTOPOXKHBIX IIPUCTYIIOB WX (POKATBHBIX C 9BO-
JIOLMEN B OuWjIaTepaabHbIe TOHUKO-KJIOHUYECKHUE
wiu 6e3 Hee.

4. TTanyeHTH ¢ MUOKJIOHUYECKUMHU (DOpMaMU STTHAJIETI-
CHHM B COYETAHMU C TeHEpaIM30BaHHBIMU TOHUKO-
KJIOHUYECKUMU TIPUCTYIIaMH.

5. [TauMeHThl, UMEIOILIME TOKa3aHWs K Ha3HAuYE€HUIO
TepaMIlaHeNIa M CTpaJarolie KOTHUTUBHBIMU Hapy-
IICHUSIMU.

6. [TauueHThl, MMEIOLIME IMOKA3aHUS K Ha3HAYEHUIO
TepaMIlaHelNa v CTPalaliue HapyleHUsIMHU CHa.

7. IlaliMeHThl, MMeEloIIMe IOKa3aHUsl K Ha3HAYEHMIO
repaMIlaHeNa U CTpagalolie KapauoBacKyJIIpHBIMUA
HapyLIeHUSIMHU (CepaeuHasi aputMusi, yiymmHeHne QT -
WHTEpBaja Ha 3JIeKTpoKapauorpamme) [4].

JaHHBI TpodUIbL OCHOBAH, B TOM YMCIIE, Ha TIpen-
MyIIIeCTBaX IepaMITaHesia, TAKUX KaK OTCYTCTBUE BIVSTHUS
Ha CepICYHYIO IIPOBOAMMOCTD M KOTHUTUBHBIC (DYHKIINH.

B xauecTBe mpuMepa YCIIEITHOTO IIPUMEHEHHUS TIe-
paMmItaHeNa y AeTeil mpeacTaBiseM UCTOPUIO OOJIe3HU
Ha0JIF01aeMOT0 HaMM MallMeHTa ¢ (DOKaTIbHOM CTPYKTYp-
HOI 3IIMJIEICUEN, Y KOTOPOTO BBEACHUE B TEPAIIUIO OO-
ITOJTHUTEJIbHBIM IIperapaToM IepaMItaHesna (B COYeTaHUI
C BaJIBIIPOATOM) B BO3pacTe 8 JIeT MPUBEJIO K CTOMKOI
pPEMUCCHUY TTPUCTYIIOB, MPOAOJIKAIOLIECS >2 JIET, Yiayd-
LIeHHIOo IToKa3aTeseit DI, mpu xopolieit mepeHOCUMOCTH
Teparnuu.

KnuHuueckum cnyyaii

Iayuenm K., 10 nrem, naxodumcs nod HabaodeHuem
6 UITHD um. Cem. Jlyxu c Hos6ps 2016 e. (¢ 5 nrem) ¢ duae-
HO30M: CIMPYKMYPHAsL (POKANbHAS 3AMbLAOMHAS INUNENCUS
(G40.2) caesa.

Dmuonoeus: Marvghopmayus KOpMUKAIbHO20 pA36UmMus
¢ oauzoderopoenuanvroii eunepnaasuei (MOGHE) 6 3adue-
BUCOHHO-3amblI04HOLL 001acmu caeea. [Ipucmynsi: cencoprble
3pumesnbHble, 6EPCUBHbLE, (POKANbHbIE AMOHUYeCKUe (UKMANb-
Hble CUHKONbL).

Ilepunamanvuoiii anamue3 He omsaeoueH. Pebenok
om I-ii, HopmaavHo npomekasuieil bepemeHHoCmU; POObl
6 Cpok, usuonoeuteckue; oyenka no uikase Aneap — 9 6an-
A08; macca meaa npu podxcdenuu — 3800 e.

Hacaedcmeennocms no snunencuu He oms20ueHa; y om-
ya — cHoxodxcoeHue @ demcmee.

Pannee pazeumue no 6o3pacmy. B nacmosuee epems
paseumue coomeemcmeyem go3pacmy. Yuumces 6 obueoopa-
308amenbHOll wKoe.

Anamnes 3abo0aeeanus. Jlebrom npucmynos 6 eozpacme
1 200: 6 bodpcmeosanuu, cmompen 8 OKHO — «caedsuiee 08u-
JHceHue» enas, YUaHos 2y, ceramoléanue — ONUMeNbHOCbIO
okono 10 mun. Ilpucmynsi 3mo2o muna NOBMOPsAUCH € Ua-
cmomoii 1 pas 6 200, 3apecucmpuposaro 3 npucmyna 3a 3 eo-
0a, 3-ii npucmyn omau4ancs CO4emaHueM ¢ PBOMoll U 20108HOLL

4

001610, nocAeOYIOWUM 00MAKAHUEM, DOABULOL OAUMENbHO-
cmoio (14), nocae npucmyna — coH.

Ilposedennvie DI u BOM no mecmy jcumenscmea
He 8blAGUAU HADYUEHU.

B 4 200a noseuauce npucmynst dpyeoeo muna: 6 600p-
cmeosanul (6 pasHoe apems 6 meuerue OHs U ecau Oyounu —
Houbo) 206opum: « Huueeo ne eucy». Bzenso éneped u enpa-
60, HUCMA2M 6 00HY CMOPOHY, 6 CO3HAHUU, OMEe4an Ha
eonpocsl. B danvheiiutem 3penue 6o apems npucmyna coxpa-
HSA0Cb, HO NOSABUAUCH 3DUMENbHbIe 2ANNOUUHAYUL — YBem -
Hble Kpyeu 6 nesom nose 3peHus. HHoeda nogopom 2010661
u ena3z énpago. Bo epems npucmynos moe xooums u 20860pums
(omeeuan c 3adepiuckoil, meonexHo). numensHocms — om 5
do 30 c.

IIpu 66edenuu oxckapbazenuna — aeepagayus: nosuU-
AUCH cepulinble npucmynst ¢ unmepganrom <1 mum, do 15—25
npucmynos 6 cymku. Oxckapbazenun ommeneH uepe3 3 Hed,
66edeH 6anbnpoam (RpUCMynsl NPeKPamuAucy U Omcymcm-
6osaiu 6 meuvenue 6 mec (Ha ¢oHe npumeHeHus 003bl
600me/cym)). Ilocae 6sederus 6mopvim npenapamom Aamo-
MPUOINCUHA 8 COMEeMAaHUU C 0eNaKUHOM 8 C853U C COXPAHSI0-
wumucs HapyueHuamu Ha DI uepes 2 mec 60300H08UNUCD
KOpOmKUe npucmynsl, ¢ NOBbIULEHUEM YACHOMbl U UHIMEH-
cusnocmu. Tonupamam 6 couemanuu ¢ 8a1bNPOAMOM — ae-
peccusi, be3 aghgpekma Ha npucmynel.

Banvnpoam (noegvluenue 003bt) 6 couemanuu ¢ negemu-
payemamom — 6e3 s¢ghghexma.

IIpu ommere nesemupayemama npucmynsi cCmaiu pesice,
a npu cHuxicenuu 003vl denakuHa 00 npedvidyujeil 003bl
(600me/cym) npucmynst npekpamuauce ¢ okmsaops 2016 e.
Pemuccus coxpansnace 2,5 eoda Ha ¢hone npuema 6arvhpo-
ama 700me/cym. B éo3pacme 8 nem, b6e3 uzmenenus mepa-
nuu, 6110 OMMeUeHO CHUJICeHUe KOHUEHMPAUUU 8aabnpoama
(56 mKe/ma; panee pemuccusi COXPAHANACH HA POHe KOHUeH-
mpayuu >80 mke/mn). Hecmomps na mo umo nposedeHHblil
BIM 6 smom nepuoo He nokazan yxyouteHus, 0bi10 peKoMeH-
dosaro yeeauuums 003y eanrvnpoama. Oduaxo euje 0o yse-
AudeHus 003bl npucmynsl 60300Ho8uuUcy. [Ipu noswiuenuu
0o3b1 anvnpoama do 1000 me/cym npucmynst omcymcmeosanu
6 meueHue 2 OHell, danee 60300HOBUNUCH, U UX HACMOMA Y8enll-
yunacy do 10—20 6 cymiu, onumenvrocms — om 1 0o 4 muH.

Xapakmepucmuka npucmynos: HeuemKoCcms 3penusl,
6 HeKOMOPbIX CAYHAsX omaaneHHble npeomemsl NPUOAUICA -
omes U 3amem 8He3anHO 0MOAsIOMCs, NAUUeHM He MOJICem
6epHO OUEHUMb paccmosiHue, Ha KOMOPOM PACHOAOICEHb
npedmemsl. Bo epems npucmyna omeedenue ena3 u unoeda
U 20/106bl BNPABO, MOP2AHUE 2AA3AMU, OULyUleHUe HeyCmOoli-
YUBOCMU 8 C853U C HeHeMKOCMbIO 3PEeHUsl.

B nespoaoeuneckom cmamyce: uepentole Hepavl — Ne2Kasl
nedocmamournocms VII, XII cnpasa. Motueunboiii monyc gu-
3uonoeuyen, napesog Hem. HesnauumenvHoe npeobnadanue
CYX0JUCUNbHBIX pedaeKco8 cnpaga, MOMOPHAs HEA0BKOCHb
npaeoii kucmu. Aduadoxokunes. Ilauyuenm neswa. Ipu opu-
eHMUPOBOHHOM MeCMUPOBAHUL PA38UMUE COOMEEMCmayem
603pacmy.
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Pezyavmamut o6caedosanuii. MPT (lepmanus, «Illon
Kaunur»): marvgpopmayus KopmukantbHo20 pazeumusi ¢ 04u-
2o0eHdpoenuansroll eunepnaasuei creea (MOGHE) (mun
amomanuu, pavee Haubonee yacmo onucvieaemoil kax PKI)
8 3a40HesUCOHHO-3amblA04HOL obracmu (puc. 1).

Anaauz dannvix BOM. [Ipu panee nposedennvix BOM
6 000pcMeBoBaHUU — NepUOOUUeCKoe PeUOHANbHOe Hepum-
Muyeckoe 3amedaeHue, 8pemMeHamu npUHUMarouee xapakmep
NPO00ANCEHHO20, NO NeBbIM 3A0HEBUCOUHO-3AMbLIOUHBIM O~
sedeHusm. Bo cne 6 cmpykmype 3ame0naeHus pecucmpupy-
romes wacmole paspsaobl Cnaiikog, NOAUCRAUK08, A MAaKIce
LAFA (sapuaum FEDOIS — uacmole snurenmugopmHoie
paspsdsl 6 cmpykmype nepuoouteckoeo 3ameonerus). OcHos-
Has 30HA AOKAAU3AYUYU FNUACNMUPOPMHOU AKMUBHOCIU —
T5—P3 (puc. 2).

B3M Ha ghone cpviea pemuccuu, 8 6ospacme 8 nem: npo-
00419iCeHHOe Hepe2yaAsapHOoe, 8PeMEeHAMU PUMMUUHOe, 3aMe0-
JIeHUe N0 1e8bIM JOOHBIM OMEEOeHUSIM, ¢ PACNPOCHPAHEHUEM
Ha Aegble BUCOUHBIE OMBEOCHUS C BKAIOUEHUEM OCIPBIX B0H
60 che. B meuenue uccaedoganus orumenvrnocmoio 24 u
6 b00pcmeosanuu U 80 cHe 3apeeucmpupogaro 49 npucmynog
6 000pcmeoganul U 60 CHe, NPEUMYULECIMEEHHO 80 CHEe —
C Ha4anom ¢ 1e8bix 3amuli04HbIX omeederuil (makcumym Ol),
¢ BHE3ANHbIM OMKDPLIGAHUEM U OMEeOeHUeM 2143 6NPAgGo.

Puc. 1. llayuenm K. Jluaenos: cmpykmypHas (hoKanbHas 3amulA04HAs SNU-
snencus (G40.2) cresa. Dmuonoeusi: Marbopmayuss KOPMUKANbHOZ0 PA36U-
mus ¢ oaueodenopoenuanvhoil eunepnaasueii (MOGHE) 6 3adnegucouro-
3amolaounoli  obnacmu caeéa. Maenumno-pe3onancuas momoepagus,
KOPOHApPHbLIl cpe3: 001bulas 30HA ¢ HAPYUEHHOI CyabKayuell U Omcymcmeu-
eM YemKoll epaHuybl MeAcoy OeabiM U CepbiM 6eUyeceom 6 3a0He8UCOUHO-
3amblA04HOL 00aacmu creea

Fig. 1. Patient K. Diagnosis: left-sided structural focal occipital epilepsy (G40.2).
Etiology: malformation of cortical development with oligodendroglial hyperplasia and
epilepsy (MOGHE) in the lefi posterior temporal occipital area. Magnetic resonan-
ce image, coronal view: a large area with abnormal sulcation and no clear boundary
between white and gray matter in the left posterior temporal occipital region

Puc. 2. llayuenm K. Jluaenos: cmpykxmypnas goxanvras 3ameirounas snunencus (G40.2) caesa. Dmuonoeus: marsghopmayus KOpMUKaIbHo20 pazeumus
¢ oaueodendpoenuanvioil eunepnaasueil (MOGHE) 6 3adnegucouno-3amuiaounoi ooaacmu caesa. Inexmposnyedharoepagus, con: nepuoduueckoe Hepum-
MmuuHoe 3amednenue 6 omeedenusx T5—P3. Yacmoie snurenmugpopmisie pazpsaosl (NOAUCRATIKU, KOMAACKCbl ROAUCNALK—B0AHA) 8 CMPYKMYpe Hepe2yasip-

H020 30M€0/16Hllﬂ, C MAKCUMYMOM 6 omeedenuu TS

Fig. 2. Patient K. Diagnosis: left-sided structural focal occipital epilepsy (G40.2). Etiology: malformation of cortical development with oligodendroglial hyper-
plasia and epilepsy (MOGHE) in the left posterior temporal occipital area. Electroencephalography during sleep: periodic irregular slowing in the T5—P3 leads.
Frequent epileptiform discharges (polyspikes, polyspike-and-wave complexes) in the structure of irregular slowing with a maximum registered in the TS5 lead



pssis' IIETCKOM
HEBPOAOI' MM

Panee 6 dunamuke kKoucyasvmuposan npogh. Xoavmxay-
senom (lepmanus). Ilayuenm s6asemes kanduoamom Ha npe-
Xupypeuueckoe obcaedosanue, 00HAKO NPU OMCYMCcmeuu
npucmynog u nepedpoca snuienmupopmMHoi aKmueHoOCmu
Ha DII pexomendosarvl HabawoOeHUe, MeOUKAMEHMO3HAs
mepanus. Pexomendosano noddepiicueams KOHYEHMPAYULO
6anvnpoesoil kucaomsl Ha ypogre 70—80 mke/ma.

[losmopHo KoHcyabmuposar (kKoHcuauym ¢ npogh. Xoavm-
xaysenom, lepmanus) 6 éo3pacme 8 1em @ 33U CO CPbIGOM
pemuccuu.

B céa3u ¢ npodoaxcenuem uacmuix npUCMyno8 nocie
yeeauuerus 003vl ganrvnpoama do 1000 me/cym 6vino pexo-
MeHO0BAHO 88edeHUe BMOPbIM NPENAPAMOM NEPAMNAHENd.

Tumpayus nposodusace no 2 me 6 2 Hed, cmapmosas
003a — 2 me Ha HOYb, mepaneemuteckas 003a — 6 Me Ha Houb.

Ilpu e6edenuu nepamnanena é dose 6 mMe Ha HOYb NPU-
Ccmynwvl NPEKPamualcs.

B nHacmoswee epems pemuccus coxpaumsiemcs >2 nem.
Beisenena nonoxcumensras dunamuka no danHsim 3391
Baxcro ommemumo, umo panee, HecCMOMpPsL HA OMCYMCMEUE
NPUCMynos8 Ha QoHe MoOHOmepanuu OenaKuHoM, no OaHHbIM
DII He ommeuanocs yayHuieHus.

BOM na ¢one npuema nepamnanena: evipajiceHHas no-
N0NUCUMENbHASL OUHAMUKA NO CPABHEHUI) ¢ NPedblOyUUM UC-
cnedosaruem (6 8 nem, do esedenus nepamnatena). nunen-
muyeckue npucmynst omcymcemeyiom, DII-nammeprut
NPUCIYRO8 He peUucmpupyomcs.

Ilepuoduuneckoe 3ameoneHue 6 1e60ii UCOUHOU 0OAGCMU
¢ GKAIOUEHUeM eOUHUUHBIX CNALIK08 6 600PCMBOBAHUU U NUK -
B0AHOBOU AKMUBHOCIU 80 CHE NO 1€8biM N0OHO-8UCOUHBIM
omeedenusM.

HHdekc snunrenmugopmHoil akmueHocmu HU3Kuil (3Ha-
YUMEAbHO CHUZUACS N0 CDAGHEHUI) C NPedblOYUUM UCCAL00-
8aHuem).

B Hacmosuyee epems noayuaem eanvnpoam 500 me ympom
u 500 me eeuepom (1000 me/cym), nepamnanen 6 me Ha HOUb.

Tpucmynut 6 Hacmosiuee epems omcymemeyiom. Jleuenue
neperHocum Xopouio, NoOouHble hpermol OMCymcmeyom.

3aknoueHue

ITpoBeneHHbI HAMU aHAIU3 JAHHBIX NALIMEHTOB JIE€T-
CKOrO U ITOAPOCTKOBOTO BO3pacTa, MoayJyarouyx nepamria-
HeJI, MIOAYEPKUBAET BEICOKYIO 3(P(HEKTUBHOCTH 1 XOPOIIIYIO
MEePEHOCUMOCTb MepaMMaHesia He TOJIbKO Y MOJPOCTKOB,
HO 1 Y JIET€N B YCJIOBUSIX peaIbHOU KIIMHUYECKOM IIPAKTH-
K1, B TOM 4YMCJie B HU3KOM m03¢e 2—4 mr/cyT. [Tokazatenu
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3((HEKTUBHOCTU U TIEPEHOCUMOCTH TIepaMIlaHesIa ObLIN
CXOIHBIMU y A€TE U MOAPOCTKOB: PEMUCCHSI IIPUCTYIIOB
ObL1a qocTurHyta y 27,6 u 29 % neteii 1 HOAPOCTKOB CO-
OTBETCTBEHHO; I0JIsI IIALIMEHTOB C YMEHBIIEHNEM 4aCTOThI
rpuctymos Ha 50 % u 6onee — 52,4 % nereit u 48,4 % non-
POCTKOB; BBICOKasl TepareBThdeckas 3(PPeKTUBHOCTH
(pemMuccust WM yMEHbIIIEHYE YaCTOThI IIPUCTYIIOB HE MEHee
yem Ha 50 %) — 80 % meteit u 77 % mogpoctkoB. YacToTa
mo6ouHbIx 3¢ dekroB cocraBmia 30,5 % y nereit u 29 %
y IALIMEHTOB ITOIPOCTKOBOTO BO3pacTa, a YaCTOTa OTMEHBI
repamiaHesia B CBSI3U C MpobIeMaMU IIEPEHOCUMOCTH —
9,5 % y nereii u 16,1 % y mogpoCTKOB.

B Halllem aHanu3e [0JISI PeCIOHAEPOB (MalUeHTOB
C BBICOKMM TepareBTUUYeCKUM 3(PpPeKToM — peMuccuein
WIM yMEHbIIEHUEM 4YacTOThl MPUCTYIIOB HE MeHee
yeM Ha 50 %) B oOlieil rpymie y AeTeil U MOAPOCTKOB
cocraBuia 79,4 % (108 u3 136), a peMuccusi IPUCTYIIOB
ObL1a gocturHyra B 38 (27,9 %) cinyvasix u3 136. BaxHo
OTMETUTb, YTO Mbl AHAJIM3UPOBAIN [IOKA3ATE/IH, IIOTyYESH-
Hbl€ IIPU JJIMTEIbHOMI Tepanuu (10 6 JeT).

CrenyeT y4YuTbIBaTh, YTO BBICOKME IMOKa3aTeau 3(-
(beKTUBHOCTU ObUIM IOJIY4YE€HBI, HECMOTPSI Ha y4acTue
B MCCJICIOBAaHUU MALMEHTOB, PE3UCTEHTHBIX K paHee IIpo-
BoauMoii Teparuu ADIT.

BBenenue nmepaMiiaHesia B IMOJUTEpAIllMU IIPUBEIIO
K MCYE€3HOBEHUIO SMUICHTUMOPMHON aKTUBHOCTHU
Mo JaHHBIM DT MM K 3HAYUTEJTBHOM PEAYKIIMYA MHICK-
ca amwIenTU(OpMHOI aKTUBHOCTH Oosiee ueM B 1/3 ciry-
4aeB.

Haiuu pe3yibraThl IOKa3ajiu, 4To IepaMIlaHesl BbICO-
K03(pDEKTUBEH Y IMAIIMEHTOB CO CTPYKTYPHO SIUJICTICH-
el 1 HEKOTOPBIMU (DOpMaMU TeHETUYECKOM DITUJICTICUU.

[Mokazaresb yaepKaHusl Ha Tepaluy nepaMiaHe oM
>12 mec ObUI BBICOKUM U cocTaBu1 80,6 % B rpyiiie momi-
pOCTKOB, 78 % B rpyIllie AeTeil, a B 00LLIel IpyIine AeTei
1 oapoctkoB — 78,7 % (107 u3 136).

Bricokuii okasartelib yaep:KaHus Ha Teparuy MO-
XKeT OBITh 00YCIOBJIEH BHICOKOM 3(h(HEKTUBHOCTHIO U XO-
polleii MEPEeHOCUMOCTbIO IIPU JIUTEIbHOM IIPUMEHE-
HUU, a TAKKE YIOOHBIM PexKMMOM IpreMa (0QHOKPATHO
Ha HOYb).

C y4yeToM y4yacTus B JTaHHOM HaOJIOACHUU TOJBKO
MALKUEHTOB C PE3UCTEHTHBIMU (hOpMaMU SITMICTICUI MOX-
HO IIpeAIiojararth elie 0ojiee BHICOKYIO 3((MEeKTUBHOCTD
repamIiaHesia B CJIlydae ero IpuMeHEHUsI B KaueCTBE Ipe-
naparta nepBoii JONOJHUTEIbHON TepaInu.
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Ilpuaoxncenue
Supplement

Pacnpenenenue nayueHToB B rpynnax no 3TMoJIoruu snunencuun

Ipynna I. ¥ nanueHTOB AeTCKOro Bo3pacta ObLIn Av-
AarHOCTUPOBaHBI ciieayolre GopMbl SMUIETICUU:
1) cTpyKTypHas (poKanbHasI SNUICTICUS — 42 MAIlMEeHTOB:

* (okanpHast KoptukaiabHas mucrmiazus (OKJI) —
3 manueHTa;

* MabhopMaIns KOPTUKAJTBHOTO Pa3BUTHUSI C OJIUTO-
neHaporiauanbHoii runepruiasueit (MOGHE); do-
KaJIbHBIC TIPUCTYIIBI: CEHCOPHBIE 3pUTEIbHBIC, BEP-
CUBHBIC, (DOKaJIbHBIE aTOHUUYECKHE (MKTaJIbHBIC
CUHKOIIBI) — | TaIyeHT;

* TIOCJICACTBUSI TEPIETUIECCKOrO dHIIedanmuTa — 7 ma-
LUEeHTOB; B 1 U3 3TUX ciydaeB ObLla OOHapyXeHa
myTaius B reHe CEB (acconmmpoBaHHAsI ¢ UMMYH-
HBIMU HapyIICHUSIMH U TIPEAPACIIONOXEHHOCTHIO
K MH(MEKINSIM C TTOpaKeHUEM HEPBHOM CUCTEMBI),
TaKUM 00pa3oM, JaHHBIN clydail UMes IPearioao-
KUTEJIbHO TeHETUYECKYIO IIPUPOY;

* TIOCJICACTBMS MEepUHATAIbHON 3HIedanronmaTum —
29 manneHTOoB;

* TIOBTOPHBIC OCTPBIC HAPYIIIEHUS MO3TOBOTI'O KPOBO-
0o0palIeHUsT HEU3BECTHOM MPUPOIBI — 2 MAllMEeHTA;

2) TeHeTHYeCKasl M TIPEAIIONIOXUTEIbHO TeHeTUIeCcKast

SmIercus — 48 marneHTos:

* IIPEAIOJOXUTEIbHO TEeHETUYCCKHNE OSIMICIICUN
(c HeyCTaHOBJIEHHOI 3THOJIOTHEl) — 11 TTAlIMEeHTOB;

* TeHeTHYecKue (hOPMBI MMICTICUM ¢ BepUDUILIIPO-
BaHHOM 3THONIOTHEeN — 37 TAllMEHTOB;

— cuHapoM JIpaBe, reHeTUYECKMIT BeprUDUIIMPOBaH-
HbIl (MyTaums B reHe SCN IA) — 4 manveHTa;

— TeHeTHYeCcKas 3IWICTICHsI, BBI3BaHHASI MyTalluei
Brene PCDH19, — 2;

— XpPOMOCOMHasI aHOMAaJIASI — YaCTUIHAST TPUCOMMST
XpOMOCOMBI 15 (MynbTU(OKaIbHAS STAJICTICUS
C IPUCTYIIAMU 10 TUITY TOHUIECKMX (DIIEKCOPHBIX
cnasmoB) — 1;

— TeHeTUYeCKasI SIUJICTICHSI, OOYCIIOBJICHHAS MyTa-
nuei B reHe PING (MUOKIIOHMYECKHE aOCaHCHI,
HOYHBIC TOHUYECKME 1 OMIaTepaibHBIe CyT0POXK-
HbI€ IPUCTYIIBI), — 1,

— TeHeTHYeCcKas 3ITWICTICHsI, BBI3BaHHASI MyTalluei
B reHe KIAA2022 (benotun cuHapoma JIeHHOK-
ca—lacro), — 1;

— BO3MOXHASsI poJtb MyTaimii BreHax MEF2Cu SYN1—1;

— TeHeTHYecKasl SIIICTICHUS, CBSI3aHHas C MyTalll-
eil B reHe SCN2A (cepuiiHble SIMIETITUYECKIE
CITa3Mbl, aTUIIMIHBIE a0CAHCHI C AaTOHUYECKUM
KOMIIOHEHTOM, TIPUCTYITBI €XXeTHEBHBIC, PE3UC-
TEHTHBIE K Tepanun), — 1;

— TeHeTUYeCcKas SIUJICTICHS, CBSI3aHHAs C MyTalluei
BreHe PHACTRI de novo ((poxasibHbIE IPUCTYIIBI:

BEepCUBHBIC, ACUMMETPUIHBIC TOHMYECKUE, TUTIO-
MOTOpPHBIE, PE3UCTEHTHOE TeUeHUe), — 1;

— TeHeTHYeCcKas SIMIETICHS ¢ (PeOPMITbHBIMU TIPUCTY-
TIaMH TUTIOC, BBI3BaHHAsI MyTaleii B reHe SCN9A, — 2;

— TeHeTHYecKasl SIIenicust pu cuaapomMe Kiaii-
HpenbTepa 47, XXY — 1;

— TeHeTHYecKasl SIWICTICHUS, CBSI3aHHAs C MyTalll-
et CDKLS, — 2;

— TeHeTHYecKasl SIWICTICHUS, CBSI3aHHAs C MyTalll-
eit KCNMAI, — 1;

— TeHeTUYeCcKas SIMIWICTICHSI, CBSI3aHHAs C Ty0epo3-
HBIM cKJiepo3oM ¢ mytanueit 7SC1, — 2;

— TeHeTHYecKasl SIUJICTICHUS, CBSI3aHHAs C MyTalll-
et CACNAIH, — 1;

— TeHeTHYecKasl SIWICTICHUs, CBsI3aHHasI C MUKPO-
neneuneit 19q13, — 1;

— TeHeTHYecKasl SIUJICTICHUS, CBSI3aHHAs C MyTalll-
et TSEN, — 2;

— TeHeTHYecKasl SIUICTICHS, CBSI3aHHAs C MyTalll-
et ATRX, — 1,

— TeHeTHYecKasl SIUICTICHS, CBSI3aHHAs C MyTalll-
et ARX, — 2;

— TeHeTHYecKasl SIUICTICHS, CBSI3aHHAs C MyTalll-
et GNAO, — 5;

— TeHeTHYecKasl SIUICTICHS, CBSI3aHHAs C MyTalll-
et KCNTI, — 1;

— TeHeTHYecKasl SIUICTICHS, CBSI3aHHAs C MyTalll-
et MECP, — 4;

3) uouorarnyeckast (poKaabHasl SIUICTICHS C TICEBIOTe-
HepaJU30BaHHBIMU MPUCTYIIAMU — 3 TTallMCHTA;

4) srIericusl HEYCTaHOBJIEHHOM 3TUOI0TUY — 12 manm-
eHTOB (IpU MpOBeIeHUN BblcOKopa3pelatouiein MPT
1 PacIIMPEHHBIX TCHETUICCKUX MCCIeI0BAaHUI 3THO-
JIOTUSI He OblJ1a YCTAaHOBJICHA).

Ipymna II. ¥ naunreHTOB NOAPOCTKOBOTO BO3pacTa Obl-
JIM AMarHOCTHPOBAHBI CJIeAYIONIe (POPMBI STIUATICTICUM:

1) crpykTypHas (poKaabHas AMUICTICHsI — 18 maleHTOoB:

* OKJI — 4 nmanuenTa. M3 Hux B 1 cinyyae — OK]]
B COYECTAHMU C TMIITOKAMIIATbHBIM CKJIEPO30M, B 1 —
O®OK]JI B couetannu ¢ myraumeit B rene DEPDCS
(YHaclemoBaHHOI OT OTIIA);

* TUNIIOKaMITaJIbHBIN CKJIepo3 — 3;

* IBYCTOPOHHSIS IIOJUMUKPOTUPHS — 1;

* TIOCJICACTBUS TICPUHATATHBHOTO TUTTOKCUYECKI -UIIIe-
mudeckoro nopaxenust IHC — 6;

* TIOCJIeCTBUE HeliponH(peKIIUu — 2;

* TIOCJIEACTBHME OCTPOTO HAPYIIEHMS MO3TOBOIO KPO-
BooOpamieHus — 1;

* TyOepO3HBII CKIepo3 (codyeTaHHAs CTPYKTypHast
¥ TeHeTU4YecKast 3TUooTus) — 1;
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2) TeHeTHYeCKasl M TIPEAIIOJIOXUTEIbHO TeHeTUIeCcKast TIPUCTYIIBL: (hOKATbHBIC BEPCUBHBIEC, C OCTAHOBKOI

smierncus — 13 manueHTos:

* reHeTu4eckye GOPMBbI SIWIENICUU ¢ BEpUPULIIPO-
BAHHOM DTHOJIOTUEN — 9 TTallEHTOB:

AKTUBHOCTH, OMJIaTepaIbHbBIE CYTOPOXKHBIC, MU~

OKJIOHMYECKIME, KOPOTKME TOHNYecKne) — | ma-
LIMEHTKA;

— cuHapoM JIpaBe, reHeTUYECKMIT BeprUDUIIMPOBaH- * TMIPEATIOJOXUTEIbHO TeHETUYECKHE SIICIICUN

HbIl (MyTaums B reHe SCN IA) — 4 maneHTa;

— cuHapoM Jladpopsr — 1;

— TeHeTUYeCKasI SIUJICTICHSI, OOYCIIOBJICHHAS MyTa-

uueit MECP2, — 1;

— XPOMOCOMOTIATUM — 3 MallMeHTAa: a) MUKPOILIe-
st 2q23.3, Bkmovast reH CACN B4 (reHeTr4yecKas
TeHepaan30BaHHAsl BIWICIICUS C IIPUCTyIaMU
B BUC SIMIICITUIECKOTO MUOKJIOHYCA BEK U Te-
HepaTM30BaHHBIMM CYTOPOKHBIMU IIPUCTYIIAMH), —
1 mauyeHTKa; 6) CMHIPOM KOoJblieBoii 20-it xpomo-

(reHetuyeckasg dokanbHasg JoOHasg

SOujercusl) — | MalueHTKa; B) MUKPOICICITUS

16p11.2 (reHetuyeckast oKaabHas SIUIEIICHSI,
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1. Bo6butoBa M.1O., Myxun K.1O. Bo3mox-

HOCTU MIPUMEHEHUsI MiepamIiaHesa B jiede-
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IneKkTposHuedanorpauyecKkas n10KanamsaLumsa 30H
NaToJorM4eCKom aKTUBHOCTU B AUHAMUKE

npu 400pPOKaueCTBEHHbIX BO3PaCT3aBUCUMBIX
NOKaNIN3aLUOHHO-00YCNOBIEHHDbIX hopMax
anunencum

0.B. Benses!: 2, A.B. Craxosckas?, H.A. Pe3pan?
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KoOHTaKTHhI:

Oner BanepbeBuy benses epileptic-center@mail.ru

leHeTyeckas okanbHas BO3pacT3aBuCKUMas anunencus coctasnset 25 % cpepy Bcex Gopm y feteit ¢ ahebpunbHbIMU
NPUCTYNamMmn 1 ABNAETCA reHeTUYECKU-AeTePMUHUPOBAHHON I0KaNN3aLNOHHO-00yCNOBEHHO! hopMoii. OCHOBHBIM naT-
TEPHOM MEXMPUCTYMHO NaToNOTMYECKOW aKTUBHOCTU ABAAIOTCA [OOPOKaYeCTBEHHbIE 3NMAeNTU(HOPMHbIE Pa3paabl feT-
CKOro BO3pacTa B Li€HTPabHO-BUCOYHbIX OTBEAEHUAX NPU PONAHANYECKON GopMe U C NoKanu3auueil B 3aHEBUCOYHO-
TEMEHHO0-3aThbIIOYHbIX OTBEAEHMAX NpW 3aTbiovyHOW ¢opme. C uenblo OueHKM 3neKTpolHuedanorpaduyeckon
JI0KanM3aLny 30H NaToNornYecKoi akTUBHOCTM B [UHAMUKE NPU [OOPOKAYECTBEHHbIX BO3PACT3aBUCUMBIX IOKANN3aALM-
OHHO-06YCNOBNEHHBIX (hOPMax 3NUAENcUM Hamm 6110 NPOBELEHO HAabBNOAEHE B TeYeHWe rofa 3a 72 NaleHTamu B BO3-
pacre ot 6 mec o 10 net. HabntogeHue nokasano, YTo HE3aBUCMMO OT NONa M BO3PACTa NaLMEHTa, NoayYaemoil Tepanuu
351eKTpo3Huedanorpaduyeckn peructpupyetcs pasHoobpasune NoKanu3aLum 30H NaToA0rMYecKoi akTUBHOCTY KaK B fie-
GloTe 3a60/1€BaHMs, Tak U Yepes rod HabIOAEHNSA, a TAKKE MUrPaLUA LAHHO aKTUBHOCTY.

KnioueBble cnoBa: anunencus, hokanbHasi BO3pacT3aBuUCKMas ANUiencus, SNeKTpoaHLedanorpamma, fo6poKayecTseHHble
anunentuhopmHbie paspsabl AETCTBA

Ina uutupoBaHus: benses 0.B., Ctaxosckas A.B., Pe3saH H.A. InekTpoaHuedanorpaduyeckas 1okanmnsaLms 304 naro-
JIOTUYECKOi aKTUBHOCTM B AMHAMUKE NpU J06POKAYeCTBEHHbIX BO3PACT3aBUCHUMBbIX JIOKANU3aLUOHHO-06YCNOBAEHHBIX Op-
Max 3nunencuu. Pycckuii xxypHan fetckoit Hesponoruu 2021;16(4):31-41. DOI: 10.17650/2073-8803-2021-16-4-31-41.

Electroencephalographic localization of pathological activity areas in dynamics in patients
with benign age-dependent focal epilepsy

0.V, Belyaev’ 2, A.V. Stakhovskaya?, N.A. Rezvan?

Volgograd State Medical University, Ministry of Health of Russia; 1 Ploshad Pavshykh Boytsov, Volgograd 400131, Russia;
2Medical Center of Neurology, Diagnosis, and Treatment of Epilepsy “EpiCenter”; 14 Dontskaya St., Volgograd 400131, Russia
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Genetic focal age-dependent epilepsy accounts for 25% of epilepsy in children with non-febrile seizures and is a ge-
netically determined focal pathology. The main pattern of interictal pathological activity include benign epilepti-
form discharges of childhood from the centrotemporal leads in patients with rolandic epilepsy and discharges from
the posterior parietooccipital leads in patients with occipital epilepsy. We followed-up 72 patients with benign age-
dependent focal epilepsy aged 6 months to 10 years for a year to assess the electroencephalographic location of patho-
logical activity areas in dynamics. Electroencephalography demonstrated a variety of locations of pathological ac-
tivity both at disease onset and after one year of follow-up, as well as migration of this activity, regardless of age,
gender, and therapy.
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BeepeHue

[eneTrueckas hokaabHas SIMUICTICHS TETCKOTO BO3-
pacTta npeacTabiisieT co00il 10OpOKauYeCTBEHHYIO BO3pacT-
3aBUCUMYIO TeHETUIECKU-IeTePMUHUPOBAHHYIO JIOKAJIH-
3aIIMOHHO-00YCIOBICHHYIO (DOPMY SIMIJICTICUN C YaCTOTOM
BcTpeuaeMocTu 25 % y neteit ¢ abeOpUIbHBIMY CY10PO-
ramu (benign childhood seizure susceptibility syndrome,
BCSSS) [15—-17].

Hnsa BCSSS xapakTepHBI 0011I1e KITMHUIECKHUE TIPU-
3HAKU 1 3JIeKTpo3HIIeaTorpadudeckue (D) xapakTe-
PUCTHUKMU:

1) Bo3pacT3aBUCMMOE HavaJo;

2) HOPMaJIbHBI HEBPOJOTMYECKUIT CTaTyCc peOeHKa,
HOpMajbHOE TICUXOMOTOPHOE pa3BHUTUE peOeHKa
110 7e0r0Ta U Mmocjie MCYe3HOBEHUSI ITPUCTYIOB [1];

3) npeobiagaHue IPUCTYIIOB BO BpeMsI CHA (TIperMYIIIe-
CTBEHHO IIPU 3aChbIlIaHUU U TIPOOYXKIEHUN);

4) HapacTaHMe MHIEKCa IaTOJIOTMYSCKON aKTUBHOCTH
B COCTOSTHUM MEIJICHHOTO CHa;

5) OTCyTCTBHE MATOJOTUIECKMX M3MEHEHMI 110 TaHHBIM
HelpoBU3yaIn3aly (MarHUTHO-PEe30HAHCHOM TOMO-
rpaun).
®okanbHasI 3MIIETICHS TeTCKOro BO3pacTa ¢ ILIeHT-

paJbHO-TEMITIOPAIbHBIMHU cllaiikamMu (poJaHaudecKast
snwienicusi, PO) u 3aTbutouHas anuiiencust (CUHHIPOM
IManaitoronynoca, CIT) — HanboJee YacTo BCTpeyaeMble
dopMBI cpenn TeHeTUYeCKNX (POKAIBHBIX SIUICIICUI
C BO3pPacT3aBUCHMMbBIM HAYaJIOM.

DokabHAS SMITEINICHS TETCKOr0 BO3pPacTa ¢ HeHTPAIb-
HO-TeMITOPAJIbHBIMHE craiikamu, wm PO. D10 ogHa u3 Ha-
nboJiee YacThIX (POpPM SMUICIICUM JETCKOTO BO3pacTa.
PacnpoctpanenHocts — 21 ciyyait Ha 100000 yenoBek
3I0POBOTO JIETCKOro HaceneHus. B 75—85 % ciay4aes Bo3-
pact Havaja Kojebnercs ot 1 1o 14 yret; yaiie Bcero 3a0o0-
JieBaHue HaunHaeTcst B 6—10 sier. 1o oy npeoGnanaroT
MaJIbuuKH [7]. XapakTepeH NperuMylleCTBEHHO ayTOCOM-
HO-IOMHWHAHTHBIA TUM HacJeHOBaHUS, UMEETCS CBSI3b
¢ xpomocomamu 11p13 u 15q14, a Takke 0OHapYKMBAIOT-
cs mytauuu B reHax BDNF, ELP4, GRIN2A (J. Sirven,
P. Shafer, 2014), omHako GOJBIIMHCTBO MAIIEHTOB HE Jie-
MOHCTPUPYIOT OMTHOTUITHBIX MYTaIINIA.

Kimunuyeckas kapruna. [1pucTynibl enMHUYHBIE, Pell-
K€, KOPOTKHE, Yallle BO CHE (ITPeUMYILECTBEHHO IIPH 3a-
CBHITTAHUM 1 IPOOY>KIECHNN ) ; TIPYUCTYITBI B COCTOSTHUN OOIp-
CTBOBAHMSI BCTpEUaloTCs y MaluMeHToB ¢ PO He Oolee
yeM B 10—15 % cayuaes |[7]. HauGojee TUIIMYHOE HAYAII0
IIPUCTYIIOB C COMAaTOCEHCOPHOII ayphl: OHEMEHME, TTOKa-
JIBIBaHUE B 00JIACTH TJIOTKH, SI3bIKA, IECHBI C OMHOM CTO-
poHbl. Tunbl npuctymnoB: remudaunanbusie (37 %),

(apunropaibHbie (53 %), 6paxuodanuanbibie (20 %),
TreMHUKJIOHMU, BTOpUYHO-reHepaim3oBaHHble (20 %). [Tpu-
CTYIBI COIPOBOXIAIOTCS TUIIEPCATUBALIUE, aHAPTPUEH,
«OYIBKAIOIINMI» , «XPIOKAIOIIMMI» 3ByKamu [3].

Hesposormyeckuii craryc y nereii ¢ P9 B Hopme, of-
HaKO HepeaKO MOTYT BCTPeYaThCsl KOTHUTUBHEIC, pEUCBBIC
1 MOBeJeHUYeCKe HapylieHus [3, 13].

DnekrposHnedarorpamma. OCHOBHBIM ITATTEPHOM MEXK-
MIPUCTYITHOM MATOJIOIMYECKON aKTUBHOCTH SIBJISIIOTCS LICH-
TPaTbHO-POTAHANYECKIE CIIANKH, WJIH TOOPOKaYeCTBEHHBIC
SIMMIENITU(DOPMHBIEC Pa3psIIbl AeTCKOro Bo3pacrta (IDPII),
MIPEUMYIIIECTBEHHO B IICHTPAJIbHO-BUCOYHBIX OTBEICHMUSIX,
MpU 00S3aTEJIBHO COXPAaHHOI OCHOBHOM aKTUBHOCTH. DTHU
KOMIIJIEKCHI TIPEJICTaBISAIOT OO0 MelieHHbIe OMda3Hbie
BBICOKOAMILIUTYIHBIC TTMKU, OCTPBHIE BOJHBI, KOMILIEKCHI
oCTpast — MeJUIeHHAasI BOJIHA, cxoxue ¢ KoMruiekcamu QRST
Ha 3JICKTpOKaparorpaMMe, UMEIOIINEe TEHACHIINIO K TPYII-
rmpoBaHuio |7, 16]. JlaHHbIE KOMIUIEKCHI MOTYT HAOJIIONATh-
¢S KaK YHWIATepaJbHO (OOBIMHO KOHTpAIaTePaIbHO TeMM-
(armanbHBIM IPUCTYIIAM), TaK 1 OmnatepaibHo [7]. Takke
OTMEYAeTCSl MUTPAIUS SIUICITU(GOPMHON aKTUBHOCTHU
C perucTpalyeii ee To Crpana, TO cJieBa (TaK Ha3bIBaCMBIi
shift), 4To He CBUIETENBCTBYET O IIPOrPECCUPOBAHNM 0OJIE3-
HM; BO3MOXXHO MCYE3HOBEHUE U TIOSIBJICHIE SITIECIIT(OPM-
HOI1 aKTUBHOCTH BHOBb ITpH TTocienytomunx DD -uccieno-
BaHmsIx [ 3] (puc. 1, 2). Hepenko Bo BpeMst pyTMHHOI 3aITiCH
D3OI snunentudopmMHast aKTUBHOCTh HE pEerMCTPUpPYeTCs
[3], a xapakTepHbIe LIEHTPaIbHO-POJAHINYECKIE CITaiiKI
BBISIBJISIIOTCS TOJIBKO BO cHe [12]. [ToaTomy rIpoBeeHNe B~
n1e0-DD -MOHUTOPUHTA BO BpeMsI CHA SIBJISIETCS 00s13aTe b~
HBIM METOJIOM O0C/ICIOBAHMSL.

[Mpumepro y 20 % nauueHToB ¢ PO Ha DI BhIsBIISA-
I0TCSI TMK-BOJIHOBBIE KOMILUICKCHI, UCXOISIINE U3 IPYTUX
OTIIEJIOB KOPHI.

Haub6onee mmoaHoe nccaenoBaHue MPUCTYITHON (MK-
TaJbHOI) MMaTOJOrMYECKUI aKTUBHOCTU Yy OOJIBHBIX PO
npeactasiaeHo G. Capovilla u coaBt. (2011) [8]. ABTOPHI
BBIICTIIIN 4 pa3IMIHbBIX UKTATBHBIX DI -marrepHa:

1) HauboJIee YacTo BCTPEeUaroTCsl HU3KOAMILIUTYIHbIE ObIC-
TpPBIE CITAliKK, HapacTAOILIe TT0 AMIUTUTY/IC M YMEHBIIIa-
IOIIMECS] TT0 YaCTOTE TT0 Mepe TIPOIOLKEHNS pa3psina;

2) ObICTpast aKTUBHOCTb, IIEPEMEXKAIOIIASICS C OCTPHIMU
BOJTHAMU, HapacTarolasl 1o 9acTOTe M aMILIUTY/IE;

3) MoHOMOpP(pHAs TeTa-aKTUBHOCTb, HapacTaloas
10 aMIUIUTYIE M YMEHBIIAIOMIAsICS 10 YacTOTe;

4) perMOHAJIbHOE MaNeHUE aMIUIATYIbI OMO3JIEKTpUIC-
CKOI aKTUBHOCTH C MOCEAYIOLIAM TOSIBJIEHUEM O~
HOTO M3 3 BBIIIETICPEUNCIICHHBIX BAPUAHTOB UKTaJIh-
HOW aKTUBHOCTH.
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Puc. 1. Budeoanexmposruyepanocpaghuueckuit MoHumopune nayuenmru 9 aem ¢ duaznozom poaanouueckoi snuaencuu. Bo I cmaduu mednerHoeo cra é 100H0-
UEHMPANLHO-BUCOUHOL 00AACMU NPABOLL 2eMUCHEPbL pe2ucmpPUpPyIomcs C2PYRRUPOSAHHbIE CNALIK-60AHOBbIE KOMNACKCbI

Fig. 1. Video electroencephalographic monitoring of a 9-year-old female patient diagnosed with rolandic epilepsy. Grouped spike-and-wave complexes are registered

in the frontal central temporal area of the right hemisphere during the second stage of slow-wave sleep

Puc. 2. Ta xce nauyuenmra 6 6ozpacme 10 nem, Ha ghore npuema anmusnuienmuyeckux npenapamos. Juaenos: poaanduyeckas snunencus. Ha anexmposn-
uechanozpamme 6 PoHOB0I 3anUcU 8 MEMEHHOL 00AACMU 18601 2eMUCHepbl peUCMPUPYIOMCs peOKue U30AUPOBAHHbIE KOMAACKCbl OCMPasi—MeONeHHAs 60NHA

Fig. 2. Same patient at the age of 10 years receiving antiepileptic drugs. Diagnosis: rolandic epilepsy. Rare isolated sharp-and-slow wave complexes originating
from the left hemisphere are registered in the background recording on the electroencephalogram

Y GonbIIMHCTBA MAMEHTOB UKTaJIbHBIE DD -T1aTTep-
HbI BapbMpPOBaJIM OT MPUCTyNa K npuctyiy. He 6b110 0T-
MEYEHO YETKOI KOPPEISILINY PA3TNIHBIX TUTIOB IIPUCTYIIOB
y 6onpHBIX PO ¢ ompeneneHHBIMU UKTaIbHBIMU D3I -
narrepHamu [7].

JloOpokayecTBeHHAS TI€TCKAS 3aThLIOYHAS SMHJIEIICHS,
uwm CII. DTo Bo3pacT3aBUCUMBIN CUHAPOM (DOKaTbHOI
UIMOTIATUYECKOM SIUJICTICUH, TPOSIBIISIOIINIiCcS (hOKab-
HBIMH, TJIaBHBIM 00pa30M aBTOHOMHBIMH (BEreTaTuB-
HBIMHU) TIPUCTYIIAaMU, aBTOHOMHBIM (BETeTaTUBHBIM)
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SIWIEHITUYECKUM CTATYCOM, UTO SIBJISICTCS YACTOM IPUYK -
HO¥ pa3BUTHUS He(peOPUIIBHOIO OECCyIOpOKHOTO cTaTyca
y neteii [18].

ITo ganneM C.P. Panayiotopoulos, cuHAPOM BCTpeya-
ercd ¢ yactoToit 2—3 ciaydasa Ha 1000 B oO1Ieil 1eTcKoit
TTOTIYJISILIUY U COCTaBJIsieT 6 % Bcex ciydyaeB aheOpUITbHBIX
MPUCTYIOB y aeteii ot 1 roma no 15 et (um 13 % ade-
OpMWIbHBIX IIPUCTYIIOB Y AETEl B BO3pacTe OT 3 10 6 JieT)
[18]. CuHapoM OIMHAKOBO YaCTO BCTPEYAETCS Y MATbUUKOB
U I€BOYEK, XOTSI HEKOTOPbIE MCCIIEA0BATEIM CYMTAIOT,
YTO OH yarie HabmonpaeTcd y aeBouek — 2:1. C.P. Panayioto-
poulos 1 COaBT. MPEATIOIAraroT, YTO YaCTOTa BCTPEYaeMOCTH
CUHIPOMA MOXKET OKAa3aThCsI BBILLIE, €CJIM YYUTHIBATD CIy4an
C aTUMWYHBIMU MPOsIBJIeHUsIMH [18].

Druonarorene3. BepositHee Bcero, CIT — reHeTnuecku
JIeTepPMUHUPOBAHHAS SIIWIIEIICHSI, XOTsI B HACTOSILLEE BPe-
Msl He HalIeHbl OIpee/ieHHbIe TeHbI U JIOKYChI 3a00J1e-
BaHus. HacjiencTBEHHOCTD 110 MIUJIEIICUM, 110 JaHHBIM
pa3HbIX UCCIEI0BAHMI1, MOXET OBbITh OTsroiueHa B 7—10 %
ciayvaeB [2, 5]. ¥V 16 % neteit otMedeHbl (heOpUIbHBIE
CyIOpOTHY B CEMEMHOM aHaMHe3e [2].

OcHoBHbIe MexaHU3MBI 1 ITatodusnoiaorus CIT Hens-
BecTHbI. KimmHuyeckue pe3y/ibTaThl yKa3blBalOT Ha HATMYKUE
MOBBILLIEHHOM A1 Y3HOI BO30YIMMOCTH KOPbI FTOJIOBHOIO
MO3Ta, CBSI3aHHOM C IPOIIeCCOM ee co3peBaHus [5, 9].
C.P. Panayiotopoulos 1 coaBT. IIpeAIoNaramT, YTO B OIpe-
JIEJIEHHOM BO3PaCTe «CyIOPOKHBIN MOPOr» BEreTaTUBHOMU
HEPBHOI CUCTEMbI HIKE, YeM Y KOPbI FOJIOBHOTO MO3ra,
[IO3TOMY IPUCTYII CTAPTYET UMEHHO C BEreTaATUBHBIX CHUM-
IITOMOB (MHOIIA UMK OTPAHUYMBAETCSI), U TOJIBKO IIOTOM
MOSIBJISIIOTCST KOPTUKAJIbHbIE CUMITTOMBI [18].

Kimnuyeckas kaptuHa. Bospact nebiota — npeumy-
LIECTBEHHO 3—6 JIeT, HO MOXET BapbupOBaTh OT 1 10 14 jieT.

A. Covanis 1 cOaBT. OITMCHIBAIOT CJIEAYIOLIYIO YaCTOTY
KIMHUYECKUX BAPUAHTOB TEUCHMUSI SITIICIITUYECKUX TP -
crynoB y mauueHToB ¢ CIT [11]:

— TOJIBKO BEreTaTUBHbIE CUMIITOMBI WJIA BereTAaTUBHBII
cratyc B 10 % Bcex ciiydyaes;

— COYeTaHUE BEreTaTUBHBIX CUMIITOMOB M HApPYLICHUS
cosHanus B 90 % ciy4aes;

— JIeBuanys a3 B 60—80 % ciydaes;

— TeMUKJIOHUU B 26 % cilydaes;

— BTOPUYHO-TEHEPAIN30BaHHbIE TPUCTYIIHI B 20 % city-
4aes.

[IpucTynbl BO3HUKAIOT Yallle BO BpeMsl HOYHOTO CHa
(2/3 cnygaes).

K xapakreprbiM cummromam 1ipu CIT otHocaTes [2, 11]:

— BeretatuBHble HapyueHus (90 %), cpeau KOTOPBIX

JIMAMPYIOIIEe MECTO 3aHMMAIOT PBOTA M IO3bIBBI

K pBOTE. BO3MOXHBI 11 IpyTHe BereTaTUBHBIE CUMIITO-

MbI: U3MEHEHME LIBeTa KOXHBIX MOKPOBOB (0Jem-

HOCTb — 28 %, nmoKpacHeHue win uuaHos — 12 %),

muapuas (7 %) nim muo3 (2 %), HapylLIeHHsI CO CTO-

POHBI AbIXaTeIbHONI (HeperyaspHoe AbIXaHUe, am-

HO3) U CEPACUYHO-COCYIUCTON CUCTEM (TaxXUKapaus),

4

Kamenb (3 %), Henepxxanue Mouu (19 %) u/vnm Kana

(3 %), u3smMeHeHue IBUTATEIbHBIX (DYHKIIMI KULIEY-

HUKa, TAKKe BO3MOXKHBI HAPYIIICHUS TSPMOPETYISIINHI

(BcTpeyalorcst peiko — B 2 % cilydaeB) — IOBbILLICHKE

TeMIIepaTypsl KaK B Haudajie IPUCTyNa, TaK U ITOCe

Hero. Penxko HabogaeTcs mojiHasi OCTaHOBKA cepilia,

oHa Obl1a onrcaHa y 4 6oiabHBIX 13 1000, mocie mpu-

CTYIIa Y BCEX MaIlMEHTOB IOJIHOCThIO BOCCTAHOBIWIACH

cepreyHast NesiTeIbHOCTh. BereTaTUBHBIN SMTMIICITH-

yeckuit cratyc (OOBIYHO HE COIIPOBOKIAIOIIMIACS

CyIOpOoraMi) pa3BUBACTCS B PSAKMX CITydasix, ITPOIOJI-

KUTEJIbHOCTh TMPUCTYIIA B 3TOM CJIydae COCTaBIISICT

6onee 30 MuH;

— IeBMALIMS TJIa3 — TAaKOM Xe€ pacIpOCTpaHECHHBIN
CHMIITOM, KaK pBOTa, OH BCTpEYaeTcsl MPUMEPHO
y 60—80 % nauueHTOB. [IeBuaLus rja3 MOXeT ObITh
KPaTKOBPEMEHHOM WX AJIUTEIBHOM, OHA 4YaCTO CO-
MIPOBOXIAETCSI MeBUAIell TOJOBBI U HapyIICHUEM
CO3HAHMUS,

— HapyIlIeHNe CO3HAHMS: B HaJaJle IIPUCTYyTa CO3HAHUE
OOBIYHO COXpPaHEHO, MPHU HaJbHEHIIeM pa3BUTUU
npucTyna oHo HapyuaeTcs B 80—90 % ciydaes. [Tos-
Hasl TIOTepsl CO3HAHUS XapaKTepHa UISl CyTOPOKHBIX
MIPUCTYIIOB, KOTOPBIE pPa3BUBAIOTCS BO BpeMs CHa
U TIEpeXOmsT B SMUWICNITUYCCKHi cTatyc. Bo Bpems
JMHEBHBIX IIPUCTYIIOB CO3HAHME HAPYIIIaeTCsl OOBIYHO
TTOCJIe Pa3BUTHSI BETeTATUBHBIX CUMIITOMOB U M3ME-
HEHMSI TIOBEICHMNS,

— 30 % Bcex mpUCTYIIOB 3aKAHYMBAIOTCSI TEMUKIIOHUYE-
CKHUMHU, peXe — OnIaTepabHBIMA TOHUKO-KIOHUYE-
CKUMU CYIOpOTraMu;

— B6—10 % ciaydaeB BCTpe4yaroTCs IIPOSIBIICHUSI IIPUCTY-
TIOB, XapaKTePHBIX st PO.

HespoJiornyeckuii cTaTyc OObIYHO B MpPeaeaax HOPMbI.

Jlannbie HeiipoBudyamm3anun nereit ¢ CII oObraHO
B IIpeesiax HOPMBI.

DnexTposnnedatorpamma. HecMoTpst Ha TO, 9TO B 60JTB-
IITHCTBE CIy9aeB PETUCTPUPYIOTCS 3aThIJIOUHbBIC CIIANKH,
Y 3HAYMTEIbHOTO YKCJIa MAlIMEHTOB OTMEYAIOTCS CITaiK1
B IPYIUX 00JacTsIX (BO3MOXKHO B 2 1 60jiee), Habmoaa-
IoIIIMecs B pa3Hble TIEPUOIbI BPEMEHH WJIM OTHOBPEMEH-
Ho [11]. MexmpucrynHas (MHTepUKTaJbHasl) pyTUHHAS
D0I'B 10 % ciiyyaeB — B IpejeiaxX BO3PACTHOM HOPMBI.
Y 90 % nanueHTOB B 3aTbLIOYHbBIX OTBEACHMSIX PErM-
CTPUPYIOTCSI OCTPBIC BOJTHBI, BEICOKOAMIUTUTYIHBIC KOM-
IUIEKCHI OCTpast — MeJUICHHAs BOJIHA, MOP(hOJOTrnIecKu
coorBeTcTBylomue JADPI. Pexe snunentudopmuas
AKTUBHOCTb PETUCTPUPYETCS B IEHTPaJbHO-3aTHEBU-
COYHO-TEMEHHOI obsactu. Ilatonornyeckass akTUB-
HOCTb MOXET MEHSITh JIOKAIN3AIINIO (BO3MOXKHA MUTPALIMS
B IIpeaesiaX OMHOTO IOIYIIapys WM MUTPALIMS B IPYyTOe
mosyiiapue) (puc. 3, 4).

ITo manuweiM C.P. Panayiotopoulos u coaBT., yacToTa
1 JTIOKQJIM3AIlMsl CIIaiiKOB HE OIPEeAC/ISIIOT KIMHNICCKIE
MPOSIBJICHUS (YACTOTY M TSDKECTh IIPUCTYIIOB) M IIPOTHO3
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Puc. 3. Ilayuenm 4 nem c duaenosom cundpoma Ilanaiiomonynoca. Ha anexkmpoonyepanoepamme 6o 11 cmaduu meonennoeo cha 6 3amuinounoll obnacmu
npaeoti eemucghepsl pecucmpupyrOmcs cepynnupogantvle 3amola04Hble CHAUKU, KOMUACKCHL 0CMPasi—MeONeHHAsl GOAHA

Fig. 3. A 4-year-old male patient diagnosed with Panayiotopoulos syndrome. Grouped occipital spikes and sharp-and-slow wave complexes originating from
the occipital region of the right hemisphere are registered during the second stage of slow-wave sleep

Puc. 4. Tom oce nayuenm 6 éo3pacme 5 nem, uepes 1 200 nabaiodenus, 6e3 anmusnusenmuyeckux npenapamos. Juaenos: cunopom Ianaitomonynoca. Ha
anekmposnyeganoepamme 6o Il cmaduu mednennoeo cHa 8 3a0HEBUCOUHO-3AMBIAOMHOI 00AACMU NPABOIL 2eMUChepbl pecUcmPUPYIOMcs CepyRNUPOBAHHbIE
cnaiiku, Komnaekcsl ocmpas—medaennas 6oana. Hezasucumo 6 3amuinounoll obaacmu 1e6oil eemucgepsl pecucmpupyomes: U30AUpoBaHHble KOMNACKCbI
ocmpas—meoneHHas 80AHA

Fig. 4. Same patient at the age of 5 years, after one year of follow-up, without antiepileptic drugs. Diagnosis: Panayiotopoulos syndrome. Grouped spikes and
sharp-and-slow wave complexes originating from the posterior temporooccipital region of the right hemisphere are registered during the second stage of slow-
wave sleep. Isolated sharp-and-slow wave complexes are independently registered in the occipital area of the left hemisphere

TeyeHust curapoma [18]. B 19 % Bcex ciiyyaeB Ha MeX-  KallbHbIE CIIAMK-BOIHOBbIE KOMIUIEKCHI, MIEHTUYHbIE II0 MOP-
npuctynHoit D3I MoxxHO 3auKCcHpoOBaTh CBoeoOpasHyo  domoruu (coned-like — KOHycoOOpa3HbIe KOMIUIEKCHI) [18].
SIWIENTUYECKYIO aKTUBHOCTh — IOBTOpPHbIE MyasTHdo-  [Ipu pyruHHOi DDI 3Ta maTosjornyeckas aKTUBHOCTb,
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MO-BUAMMOMY, BO3HUKAET OMHOBPEMEHHO B pa3HbIX MECTaX
(YHM- WK OMJIaTepajibHO), HO OOBIYHO OHA BTOPUYHO aK-
TUBUPYETCS I€HEPATOPOM MEPBUYHOM IATOJIOTMYECKOM
AKTUBHOCTH, UCXOMSILEH 13 3aIHUX OTAEJIOB TOJOBHOTO
Mo3Ta. MOoXeT co3IaThCsI BIIeYaTICHUE O TeHePaIM30BaH-
HOM pa3psijie Wi BTOPUUHOM OuiaTepaaibHOM CUHXPOHU-
3auu. B 4 % ciaydaeB BCTpe4aloTCsi KOPOTKUE TeHepasiu-
30BaHHbIE Pa3PSIbI.

Hxkrampaas DI omicaHa B eIMHAYHBIX cTydasix [18],
OpeICcTaBjIieHa YHUIATEPAIbHON PUTMUYHON MEIJICHHO-
BOJIHOBOI aKTMBHOCTBIO T€Ta-/€/IbTa-11ana3oHa, HEPEeaKO
B COUYETAHUM C OBICTPOBOJHOBOI aKTUBHOCTHIO M HU3KO-
AMILIUTYIHBIMU TTMKAMMU.

Iexs HacTOSIIIETO HCCAETOBAHMS — ICTATBHBIN aHATIN3
DOT-nposBiIeHNT y TTAIIMEHTOB ¢ TeHETUYECKUMHU (PO-
KaJIbHBIMU SMUJIETICHUSIMU IETCKOTO BO3pacTa.

Marepuanbi u meToabl

Hamu 66110 MpoBeeHO PETPOCIEKTUBHOE UCCIIEI0BA-
HUE TPYIIIBI TAeHTOB, HAOIIOAABIIMXCS B MEAULIMHCKOM
nentpe «dnullenTp» . Boarorpanga ¢ BriepBbie yCTaHOB-
JIEGHHBIM JMarHO30M IFeHeTUYECKOM (POKATBLHOM SMMIeTICUI
netckoro Bo3pacra B niepuon ¢ 2017 mo 2018 1., ¢ mocneny-
IOLIEH OLIEHKOM KaXIOTO CIy4as 4epe3 roa AMHAMUYECKO-
ro HabmogeHus. Bcero 6bu10 0oTOOpaHO 72 mamueHTa
(13 Hux PO — 56 (77,8 %) cnyqaes, CIT — 16 (22,2 %)).

CpenHuit BO3pacT MalMeHTOB I KaXK a0 13 2 hopM
SIWIENICUU B HallleM MCCIeAoBaHUM — 6 jieT (0T 6 Mec
1o 10 er).

B xone uccnenoBaHus MBI IIPOBEIN aHAINU3 JaHHON
TPYIMITBI 10 CJIEAYIONIMM KPUTEPHUSIM: BO3pacT Ae00Ta, oI,
BBIOOD Teparuu, pacrpeaeaeHe MaToJorn4eckoil akThB-
HOCTH B 3aBUCUMOCTH OT (POPMBI 32a00JIeBaHUS.

Pesynbrathbl

Pacnpezeienne nanueHToB 1o Bo3pacty aedrTa. Bospact
neb6rora mpu PO Bapeuposai ot 2 1o 10 1eT, cpenqHuii Bo3-
pacr nebrora coctaBu 6 jet. Jleoror 10 5 ner — 11 maumeH-
ToB (19,6 %), ot 5 mo 10 ner — 45 (80,4 %).

[ eO10T 1p1 3aThUIOYHOM SMWISIICUM 3apEerUCTPUPOBAH
B Bo3pacre ot 6 mec 10 10 JieT, B cpeiHeEM BO3pacT aebroTa
cocTasu 6 JieT. J1o 5 J1eT 3aThbUTOYHAas SIMIETICHUST Je0I0TH -
posanay 5 (31,2 %) nauueHToB, B Bo3pacte ot 5 g0 10 et —
y 11 (68,8 %) (tabn. 1, 2).

I'ennepnbie acnekthl. [Ipu Bcex opMax aMUICIICUNA
OoTMedaeTcs MmpeobiagaHnue MYKCKOTo rnosa: rmpu PO —
Ha 21,4 %, npu 3aTbLIOYHON 3numiencuu — Ha 12,4 %
(ta6m. 3, 4).

Pacnpenenenne nanpenToB B 3aBUCHMOCTH OT BBIOOpA
AHTUANHJIENTHIECKOro nmpenapara. I1pu obenx popmax re-
HETUYECKUX (POKAIBbHBIX SIMIEIICUI HanboJIee YacTo Ipu-
MeHsuics BanbipoaT (58,9 % ciyuaeB nipu PO u 56,3 %
ciyuaeB rpu CIT). AHTURIIETITUYECKYIO TEParuio He TI0-
nyvanu 21,4 % nauvenTos npu PO u 31,3 % nauueHToB
npu CII (ta6ax. 5, 6).
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Taomuma 1. Pacnpedenenue nayuenmos ¢ posanou4eckoli
anuaencueli no o3pacmy oeéroma

Table 1. Distribution of patients with rolandic epilepsy by their age
at onset

Age at onset, years Number of patients, n (%)

11 (19,6)

45 (80,4)
1

Tabmuua 2. Pacnpedenetue nayuenmos ¢ 3amula04HOI INUNENCU-
eil no go3pacmy debioma

Table 2. Distribution of patients with occipital epilepsy by their age
at onset

Number of patients, n (%)

Age at onset, years

5(31,2)
11 (68,8)

Tabmuua 3. Pacnpedenenue nayuenmos ¢ poaanoueckoii
snunencueil no noay

Table 3. Distribution of patients with rolandic epilepsy by gender

Gender Number of patients, n (%)
KeHckuit
Female 22(39,3)
Myxckoit
Male 34 (60,7)

Tabmma 4. Pacnpedenerue nayueHmos ¢ 3amuLA04HOU dNUNENCU-
eii no nony

Table 4. Distribution of patients with occipital epilepsy by gender

Gender Number of patients, n (%)
Kenckuit
Female 7(43,8)
Myxckoit
Male 9 (56,2)

JlokamM3anus HHTePUKTAJIBHOM MATOJIOTHIECKOI AKTHB-
HoctH. [Ipu pacripeaeneHuy 30HBI ITATOJIOTUYECKOM aK-
TUBHOCTH TIO TTOJIYIIAPYSIM U 00JIACTSIM TOJIOBHOTO MO3Ta
(puc. 5) MBI HE BBISIBUJIM JOCTOBEPHBIX PA3INYMIA B TIPEO-
0J1aTaHNy IPaBO- WX JIEBOCTOPOHHETO ovara (1aos. 7—10,
puc. 6, 7).
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Tabmuna 5. Pacnpeodenenue nayuenmos ¢ posanou4ecKoli
snunencuell 8 3asUCUMOCMU OM 8bl00PA AHMUINUACHMUYECKO020
npenapama

Table 5. Distribution of patients with rolandic epilepsy depending
on their therapy

Drug Number of patients, n (%)
Banbnpoar
Valproic acid 33(38,9)
JleBeTupalieram
Levetiracetam 1(L.8)
3oHKUCcaMuI
Zonisamide 1(1,8)
Banenpoar + neBetupaiieram 5(8,9)
Valproic acid + levetiracetam ’
Banbnpoar + 3oHucamMun 2(3,6)
Valproic acid + zonisamide ?
Bbe3 neuenust 12 21,4)

No treatment
|

Tabmuma 6. Pacnpedenenue nayueHmog ¢ 3amulA04HOU dnutencuell
8 3a8UCUMOCIU OM 8bI00PA AHMUINUACHMUYECK020 NPEenapama

Table 6. Distribution of patients with occipital epilepsy depending 1 No6Has obnactb / Frontal area
on their therapy 2 Jlo6Ho-LieHTpanbHas o6nacTb /
Frontal central area
: 3 BucouHas obnactb / Temporal area
Drug Number of patients, n (%)
4 LleHTpanbHO-BNCOYHan 06nacTb /
Central temporal area
Banbrpoar 9.(56,3) P
Valproic acid 5 3aHenpoeKLoHHaa 06nacTb /
Banbnpoat + jieBeTupalieram 1(6.3) Posterior area
Valproic acid + levetiracetam ’ 6 LleHTpanbHO-BepPTEeKCHbI pervoH /
Banbnpoar + cyasruam 16,3) Central vertex area
Valproic acid + sultiam ’

Puc. 5. Bozmoosicnoe pacnpedesenue snurenmugopmMHOU aKmMueHOCmu

bes nievenms 5(31,3) Ha anekmposnuedaroepamme

No treatment
[ Fig. 5. Possible distribution of epileptiform activity on the electroencephalogram

Tabmuua 7. Pacnpedenenue snuienmugopmHol GKMUGHOCMU NPU POAAHOUHECKOU SNUACNCUU NPU NEPBUMHOM 00paueHUU NAYUeHma, n

Table 7. Distribution of epileptiform activity in patients with rolandic epilepsy at disease onset, n

Location of epileptiform activity Right hemisphere Left hemisphere
Jlo6Has obnacTb 1 3 4
Frontal area
JloGHO-1IeHTpaibHast 00J1aCTh 7 9 16
Frontal central area
BucouHnas o6nactb 2 1 3
Temporal area
LleHTpabHO-BUCOYHAS 00JIACTH 23 23 46
Central temporal area
3aHenpoeKIMOHHAas 00J1acTh 2 D) 4
Posterior area
LleHTpalbHO-BEPTEKCHBIN PETUOH _ _ 8
Central vertex area
Hopma _ = 2
Norma
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Taomaua 8. Pacnpedenenue snunenmu@opmHoli aKmueHOCMU NP poAaHOUHecKoll snusencuu yepes 1 200 dunamu1eckoeo Haba00eHus, n

Table 8. Distribution of epileptiform activity in patients with rolandic epilepsy after one year of follow-up, n

Location of epileptiform activity Right hemisphere Left hemisphere Total
JloGHas obaacthb 1 0 1
Frontal area
JloGHO-1IeHTpabHAast 001aCTh 3 6 9
Frontal central area
BucouHas obsactb 1 2 3
Temporal area
LleHnTpanbHO-BUCOYHAsI 00J1aCTh 20 15 35
Central temporal area
3aHeNTPOEeKIIMOHHAs 00JIaCTh 3 5 3
Posterior area
LleHTpanbHO-BEPTEKCHbIM PErMOH _ _ 3
Central vertex area
Hopwma
Norm - = 14

Tabmua 9. Pacnpedenerue snurenmugopMHOU AKMUSHOCMU NPU 3AMbLAOYHOU SNUAEHCUU NPU NEPEUMHOM 00PAU4eHUU NaAYUeHmd, N

Table 9. Distribution of epileptiform activity in patients with occipital epilepsy at disease onset, n

Location of epileptiform activity Right hemisphere Left hemisphere Total

JloOGHas obaacTh 2 1 3
Frontal area
LlenTpanbHO-BUCOYHAs 00J1aCTh 2 3 5
Central temporal area
3aIHEeNTPOEeKIIMOHHAs 00JIaCTh
P : 7 6 13

osterior area
BepTekcHblil peroH 3
= _ _

krtex area
[enepanuzoBaHHas _ _ 3
Generalized
Hopma _ = 1
Norm

Taomua 10. Pacnpedenenue snunenmughopmuoi akmugHOCmU NPU 3aMbLAOYHOU Snuiencuu yepe3 1 200 ounamu4eckoeo Habawodenus, n

Table 10. Distribution of epileptiform activity in patients with occipital epilepsy after one year of follow-up, n

Location of epileptiform activity Right hemisphere Left hemisphere Total
JloGHas obaacTh
1 3 4

Frontal area
LienTpanbHo-BrCOYHAs 00J1aCTh _ 1 1
Central temporal area
3amHenpoeKIIMOHHAas 06J1acTh

” 4 3 7
Posterior area
BepTekcHblit pernoH 3
- _ _

krtex area

IenepanuzoBanHas _ _ 1
Generalized
Hopma _ _ 1
Norm
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Puc. 6. Pacnpedenenue snurenmughopmHoli akmusHoCmu npu posaHOUHecKoll snuiencuu: a — debrom 3aboneeanus; 6 — uepes 1 200 HabaOeHus

Fig. 6. Distribution of epileptiform activity in patients with rolandic epilepsy: a — disease onset; 6 — after 1 year of follow-up

Puc. 7. Pacnpedenenue snurenmughopmuoi axmuenocmu npu cunopome [lanatiomonynoca: a — dedrom 3aboneganus; 6 — uepes 1 200 nabarodenus

Fig. 7. Distribution of epileptiform activity in patients with Panayiotopoulos syndrome: a — disease onset; 6 — after 1 year of follow-up

Cpeau BKIIOYEHHBIX B MCCIEOOBaHME MALMEHTOB
¢ PD y 24 yenoBek B neboTe 3a00JIeBaHUST PETUCTPUPO-
BaJIoch 2 1 6osiee (POKYCOB MATOIOTUUECKOI aKTUBHOCTH,
y 30 marmmeHTOB — 1 (hOKyC, Y 2 — HOpMAJIbHBIN pe3ybTaT
CICIN

Cpenu BEIOpaHHBIX ITAIIMEHTOB Y 9 Yepe3 IO IMHAMM--
YeCKOTO HaOII0JeHNS perucTpupoBaioch 2 1 6ojee Go-
KYCOB 3MWIENTU(HOPMHOM aKTUBHOCTH, COOTBETCTBEHHO
y 33 maumeHTOB — 1 poKyc, y 14 — HOpMa.

¥V 9 manyeHToB ¢ 10OpPOKAaYeCTBEHHOM 3aThUIOUHOM ST~
nericueii (CIT) B nebroTe 3a00eBaHUS PETUCTPUPOBATIOCH
2 u 0osee (HOKYCOB ITaTOJOTMYECKOM aKTUBHOCTH, y 6 —
1 dokyc, y 3 manmeHToB OblIa 3aperucTpUpoBaHa TeHepaIu30-
BaHHasI CIIAfIK-BOJTHOBAsI aKTUBHOCTb, Y 1 TalieHTa — HopMa.

Yepe3 1 rom HaOMIONEHNS Y 3THX MALIMEHTOB ObUTN 3a(PUK-
CHUPOBaHBI CIIEAYIONINE PE3YJILTAThI: 2 1 0ostee (DOKYCOB peru-
CTPUPOBAIIUCH y 4 TIalIeHTOB, 1 hokyc —y 9, Hopma HabTIO-
Jlaach y 3 MalyeHTOoB.
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06cyxxaeHune

I1pu ananuze pe3yabraToB 00CIEA0BAHUI BKIIOUEH-
HBIX B MCCJIEIOBaHNE MAIIMEHTOB HAMU OBLUIM TTOTYYCHBI
CJIEyIOIINE TaHHbBIC:

Jle6roT 3a0oneBanus ipu PO 1 mo6pokayecTBEHHOM
3aThUIOYHON SMUJICIICUU B CPEIHEM COCTaBUI 6 JIET.

[Tpu Bcex popmax smmIerIcuu OTMEYaeTCsI He3HAUM -
TeJIbHOE TIpeodIaTaHre TAlMeHTOB MYKCKOTO 110J1a, CTa-
TUCTUIECKHU HempocToBepHoe (p >0,1).

IIpu PD B nebilote 3a00eBaHMs Yallle HaOJI0IaeTCS
JIOKAJIM3aIIKs TTaTOJIOTUIECKON aKTUBHOCTH B IICHTPAJIb-
HO-BUCOYHOM (62,5 %), a TakxkKe JT00HO-LIEHTPaIbHOM!
obmactu (21,4 %), pexke — B 3aIHEIIPOSKILIMOHHOI 00J1aCTH
(3,6 %). Yepes 1 ron HaGmoneHMs (HE3aBUCHMO OT IIpreMa
AHTURTIMJICTITUYECKHUX TIpernapaToB) OTMeYaiach He3Ha-
YUTEIbHAS MUTPAIINS 30H MaTOJIOIMIECKON aKTUBHOCTHU
C COXpaHEeHUEM IIPEBATMPYIOIIETO IIEHTPaTbHO-BUCOYHO-
ro ¢okyca, a Takxke HopMmannsanus D91 B 25 % ciayyaes.

4

B ciryuae noOpokauecTBeHHOM 3aThIJIOUHOM SMUJIETICUI
B 1e0r0Te nmpeobiagaeT NaToJIornyecKasi akTMUBHOCTb B 3a]1-
HeNpoeKIMOHHOI obinactu (56,3 %), pexe — B JJOOHOI
obsactu (25 %), a TakKe TeHepaIu30BaHHAsE aKTUBHOCTh
(18,8 %). B nmHamuKe oTMedaeTcst 3SHaUuMTe IbHAsI MUTPALAST
(hOKyCOB MaTOJIOrMIeCKOit AKTUBHOCTHU C JTOMUHUPOBAHM-
€M B 3aTHETIPOCKIIMOHHOM 00J1aCT! 1 BEPTEKCHOM PETHIOHE,
a taxoke HopMaymsanya D01 B 12,5 % cityyaes.

BbiBoabl
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HO 3aMETUTh MUTPAIIAIO JaHHON aKTUBHOCTH.

JloOpokauecTBeHHAs! 3aTbUIOYHAST SITUAJICTICHSI, TTO-BUIU-
MOMY, HE MOKET Ha3bIBaThCSI 3aTbUIOYHOM B CBSI3U C pa3HO-
o0pa3reM JIOKaIM3aliK 30H TaTOJIOTUUECKON aKTMBHOCTHU
Kak B 1e010Te 3a00/1eBaHUS, TaK U Yepe3 ToJ1 HAOJII0IeHUSI.
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lMpencTaBneHbl pe3ynbTaThl AUATHOCTUKY U IUEHUA CAABNEHUSA MO3ra Ha (hOHe NaToaorMm cucTemsl remocrasay 6 u3 37 na-
LMEHTOB C reMOpparmyecKUMm NHCYNbTaMm, HaxoAMBLLUMXCA Ha neyeHnn B OTAY3 «Topopckas ViBaHo-MaTtpeHuHcKas fetckas
KnuHuyeckas 6onbHuua» B 2017-2018 rr. JlabopaTopHasi AMArHOCTUKA BbIfBUAA Y 3 NaLMUEHTOB AedULNT KOMNOHEHTOB
VIII daktopa cBepTbiBaemoctu (remocunus tuna A), y 1 naymnenta — gecduunt XIII daktopa cBepTbiBaeMocTy, 2 fetet
SBUANCH HOCUTENISIMU FeHETUYECKMX NoAMMOpGhK3MOB TpoMbodUnum. BospacT feTeit BapbupoBan oT 15 AHei XKU3HK [0 2 NeT,
BCE MaLMEHTbI MyXcKoro nona. Komnnekc AMarHoCcTMyeCKux MeponpuATUil BKIIOYaN HEBPONOrMYECKMIA 0OCMOTP, N1abopaTopHYIo
ANArHOCTUKY CUCTeMbl reMocTa3a, MHTPOCKOMUYECKNe MeTOAbl UCCNeA0BaHUA: HEMPOCOHOrpaduio, MyNbTUCTUPAbHYIO
KOMMbIOTEPHYIO M MAarHUTHO-PE30HAHCHYI0 ToMorpaduio. C Lenbio KOppeKLmu Koarynonatum u 0CTaHOBKU KPOBOTEYEHMUA
NpOBOAMIACH KOHCEPBATUBHAA TEPaNns C UCMOb30BAHNEM KapaHTUHU3NPOBAHHON CBEXEe33aMOPOXEeHHOMN Nia3Mbl B 403€
15-25 ma/kr. B 2 cnyyasx npoBOAMAOCh XUPYPruyeckoe neyeHune: B Of4HOM Clyyae — 1eKOMNpeccMBHas KpaHMOTOMMUS,
B PYrOM — APEHNPOBAHWE 1 IHAOCKOMMYECKOe yAaneHne rematombl. OnepatuBHble BMELIATENbCTBA BbIMONHANNCH Ha POHE
nepen1BaHNA CBEXe3aMOPOXeHHON NNa3Mmbl M IPUTPOLMUTAPHOIN Macchl. B nocneonepaloHHOM nepuoae OTMEYEeHb! per-
pecc HeBPONOTNYECKOI CUMNTOMATUKK, BOCCTAHOB/EHWE CO3HAHUA. JIeTanbHbIX MCXOL0B He 3aperucTpupoBaHo. 06cyxaa-
I0TCA 0COBEHHOCTH [UArHOCTUKM, TAKTUKM KOHCEPBATUBHOTO U XUPYPruYecKoro eveHuns AeTei co CAaBAEHMEM MO3ra NpU
Koarynonarusx.

Kniouesbie cnoBa: KoarynonaTtus, HapylweHue CBepTbiBAEMOCTU KPOBW, CAABJIEHNE MO3ra, CBEXE3aMOPOXXeHHaa nia3sma

Insa yntuposanus: JlaryHasuyene M.J1., lapuonos C.H., Anekcangpos t0.A. u ap. 0cobeHHOCTU AUATHOCTUKY U IeYeHUs
CAaBNEeHUs MO3ra NpuW NaToaoruM CUCTEMBI FeMOCTa3a y AeTell paHHero Bo3pacta. Pycckuii xypHan [eTcKoii HeBponorum
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We describe the diagnosis of and treatment for brain compression on background of hemostasis disorders in 6 out of 37 pa-
tients with hemorrhagic strokes treated in the Ivano-Matreninskaya Children’s Clinical Hospital in 2017-2018. Laboratory
examination revealed factor VIII deficiency (hemophilia A) in 3 patients, factor XIII deficiency in one patient; 2 children
were carriers of thrombophilia genetic polymorphisms. The age of study participants varied between 15 days and 2 years;
all of them were males. They have undergone neurological examination, laboratory testing (hemostasis), neurosonography,
multislice computed tomography, and magnetic resonance imaging. Conservative therapy with quarantined fresh frozen
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plasma (15-25 mL/kg) was used to correct coagulopathy and stop bleeding. Two patients had surgeries: decompressive
craniectomy and drainage and endoscopic removal of hematoma. Children that were operated on received transfusion of
fresh frozen plasma and red blood cells. Both of them had regression of neurological symptoms and restoration of con-
sciousness in the postoperative period. None of the patients died. In this article, we discuss diagnostics and strategy
of conservative and surgical treatment for children with brain compression and coagulopathies.

Key words: coagulopathy, blood clotting disorder, brain compression, fresh frozen plasma
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BBepeHue

I1poGieMbl IMarHOCTUKU 1 JISYEHUSI TeMOpPparuyeckux
HapylIeHU MO3TOBOI0 KPOBOOOpAlLeHUS Y IeTelt paHHe-
ro Bo3pacTa MpuoOpeTaroT Bce OOJIbIIYI0 aKTyaJlbHOCTb
B CBSI3M CO 3HAYMTEIbHOM YaCTOTOM U paCIPOCTPAHEHHO-
CTBIO 3a00JIeBaHMST, KOTOPAst COCTABJISIET 2—3 ciTydasi B Iep-
BbI€ 5 JIET 3KU3HU U 8—13 ciyyaeB y eTeil KOIbHOTO BO3-
pacta Ha 100000 Hacenenus B rox [4, 8, 15]. OcHoOBHOIT
MMPUYMHON BHYTPUUYEPETTHBIX KPOBOUBIUSHUAMN B JETCKOM
BO3pacTe SIBJISIETCS TTaTOJIOTHUS TeMOCTa3a ¢ HapylIIeHUEeM
dopmupoBaHMsT (GUOPUHOBOTO CTYCTKA, YTO ITPUBOIMT K JIe-
tanbHOCTU B 38—40 % ciydaes [2, 5, 7, 10, 14]. OnHako
oKoJi0 1/3 Bcex ciaydaeB MHCYJIBTA pa3BUBAIOTCS Yy JIeTeit
TIePBOTO rofa XKU3HH, a B 3TOM BO3PacTe BCJACICTBUE HE3pe-
JIOCTHU CBEPTHIBAIOIIEH CHCTEMBI OIPEACUTD TPUIMHHBIN
daxTop He Bcerna Bo3aMoxkHO [15]. Kpome Toro, Koaryio-
TaTUST MOXKET OBITh KaK IMIPUUMHOM, TaK W CJICICTBIEM BHYT-
pudepernHoro Kposousaustaus [1, 12]. B nennatpuaeckoit
MpaKTUKe Cpeau 3a00JIeBaHUI CCTEMBI TeMOCTa3a BhIAC-
JITIOT HACJIEACTBEHHBIE M NPUOOPETeHHBIE (hOPMHI,
IIpY 9TOM HaCJIeICTBEHHBIC (hDOPMBI HAOTIOTAFOTCS TIPH Je-
¢umure VIII u IX pakTopoB CBEpTHIBAHUS U COCTABIISIOT
6osee 95 % Bcex (hOpM KoaryJionatuii, Toraa Kak HeocTa-
touHocts V, VII, X, XI, I, II, XII, XIII (hakTopoB BcTpeua-
eTCsI peJKO U He rpeBbiaet 1,5—2 % ciyyaes [3, 6].

KnuHuyeckass kapTuHa MOpakeHUsI LEHTPaTbHOMI
HEPBHOI CHCTEMBI ITPY KOATyJIONaTHsIX oauMopdHa. Tax,
Y IOHOIIIEHHBIX HOBOPOXKICHHBIX OMHUMU U3 TIEPBBIX CIM-
IITOMOB HAapyIIeHUSI CBEPTHIBAEMOCTH KPOBH SIBIISIIOTCSI
o0ImmMpHBIe KeaaToreMaToOMBbI, Yallle IBYCTOPOHHUE, Y Ae-
Tei MJIAJIIIIeTo BO3pacTa — BHYTPUIECPEITHbIE KPOBOM3IH -
saHus, a MeHee 4eM B 10 % ciyyaeB MOTYT BCTpEYaThCst
U MHTpacIIMHAIbHBIC TeMaToMbl [9]. HeTpaBMaTnueckue
CITMHAJIBHBIC TEMATOMBI Yallle BCETO JIOKAU3YIOTCS B IIIeii-
HO-TPYIHOM OT/eJIe Ha TOPCATbHOM MOBEPXHOCTU CITMH-
Horo mo3ra [11, 13, 14].

Ileabio uccienoBaHusi SIBUJIOCh U3yYeHUE OCOOEH-
HOCTEU IMAaTHOCTUKU U JICYCHUS AE€TEM paHHETO BO3pacTa
CO CHABJICHMEM MO3Ta IIPU MaTOJOTUU CUCTEMBI TeMO-
crasa.

Martepuanbl u metogbl
Ha 6a3ze oraesieHust HEUPOXUPYPIUU U OTIAC/ICHUSI I1aTO-
Jiorum HoBopoxkneHHbIX OTAY3 «Joponckast IBaHo-Matpe-

HMHCKasI AeTCKasl KIIMHI4YecKast 0ombHuIa» 3a 2017—2018 rr
1o HAOJIIOIEHNEM HaXOIUIOCh 37 TTallMeHTOB C TMarHo-
30M HapyIIeHUSI MO3TOBOTO KPOBOOOPAIIIEHUS ITO TEMOP-
parnyeckKoMy Tuiy. ¥ 6 U3 HUX MMEJIO MECTO CIaBJICHME
TOJIOBHOTO WJIM CITMHHOTO MO3Ta, M KPOBOU3IUSHUE Pa3-
BWJIOCH Ha (DOHE TTATOJIOTUH CUCTEMEBI TeMOcTa3a: y 3 Ima-
LIMEHTOB BbISABIIeH nedunt KommoHeHToB VIII dpakTopa
CBepThIBaeMOCTH (remModuaus tuna A), y 1 manueHTa —
nedunut XIII (pakTopa cBepThIBAEMOCTH, 2 AETEH IBUIUCH
HOCHUTEJISIMU TeHETUYECKNX MOJIMMOP(PU3IMOB TPOMOO-
¢ummn. B ocHOBY MccienoBaHus ObLI MOJIOKEH aHaIu3
0COOCHHOCTEH AMAarHOCTUKM U JISYCHUSI CAABICHUS MO3Ta
y 6 nereii ¢ Koaryaornarueid. B 5 ciaydasx remaronornye-
CKUe HapyIlIeHMs ObUTA YCTAaHOBJICHBI BIIEPBBIC, | TTAIMeHT
paHee HaOIIOANICS y TeMAaTOJIoTa ¢ HACSICTBEHHBIM e~
¢umurom XIII pakropa cBepThiBaeMocTh. Bo3pact nereit
BapbUpoBaj OT 15 cyToK ku3HM 10 2 JeT. Bce manmeHTh
ObLIIM MY2KCKOTO nosia. Bpems mocryrieHus: B cTaliioHap
OT HavaJia 3a00JIeBaHNS BApbPOBAJIO OT HECKOJIBKIX 9aCOB
110 3 cyT; 1 pedbeHOK IepeBeieH U3 IepUHATAIBHOTO LIEHTPA,
5 geTeii MOCTYIWIN U3 IoMa.

Komrmieke nmarHocTiyecKux MepopHusITHA BKITFOT AT
cOOp aHAMHECTUYECKUX TAHHBIX, KJIMHUKO-HEBPOJIOTH-
YeCKUI OCMOTp, UCCIIeIOBaHNE TJa0OPaTOPHBIX ITOKA3aTe-
JIeil (oOIIMii aHaIM3 KPOBH, KOATyJIOJIOTUISCKUM CKpH-
HUHT C ONpeaeIcHNEM aKTUBUPOBAHHOTO YaCTUYHOTO
TPOMOOIUIACTUHOBOTO BpeMeHHU, MPOTPOMOUHOBOIO
1 TPOMOMHOBOTO BpeMEHH, KOHIICHTpalny (uOpruHOreHa
(rmo Kurayccy), moacyeT KonmaecTBa TPOMOOIIUTOB), HEli-
pocoHorpacduio (y mereii 1 roga xusuu) (LOGIQ E9),
MYJbTUCIHPATbHYI0 KOMITBIOTEPHYIO TOMOTpaduio
(Optima ST 660) 1 MAaTHUTHO-PE30HAHCHYIO TOMOIPaduIO
(Magnetom Essenza 1,5 T) To10BHOTO 1 CITMHHOTO MO3Ta,
KOHCYJIbTaIuIo TeMarosora. CTaTUCTUICCKUIT aHAIU3 JIa-
0OpaTOPHBIX JAHHBIX BHITIOJTHEH C MCITOJIb30BaHUEM TTPO-
rpammbl Microsoft Exel 2013 u onpenenenuem koappu-
meHTa [lupcoHa u r-xpurepust CThIONEHTA.

Pesynbtartbi

B knuHuueckoii KapTuHe 3a00JieBaHUS UMEIN MECTO
HapyIICHUSI CO3HAHUSI, MBIIIICTHOTO TOHYCA, IBUTATC/Ib-
HBbIE W BEreTaTUBHBIC PACCTPOICTBA, CYIOPOXKHBIC TTPU-
CTYIIBI, a TAKXKE KPOBOMIIMSHUS Pa3TMIHON JTOKATN3ALINHI

(puc. 1).
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6 MeToabl HelipoBU3yaau3alluy MO3BOJUIN BBISIBUTD
é g cybomypaiibHOE KpoBomanusHue (1 ciydaii), BHYTPUKEITy-
2% 4 JIOYKOBOE KPOBOUZJIMSIHME B IPOEKIINIO 3aJHETO pora
E 3 2 paBoro 60KoBoro xkemymouka (1 ciayygait), Kedamorema-
§ S TOMBI TEMEHHBIX 00J1acTeli C MepexoJ0M Ha MTKUEe TKaHU
T= 0 1reu (2 cirydast), mapeHXMMaTO3HOEe KPOBOM3IUSIHUE B ITpa-
B HapyuweHne cosHaHua / Impaired consciousness BOe moxnymapue (2 cayyas), cyonypanbHo-cybapaxHou-
B [JeuratenbHbie Hapywenus / Motor disorders JAJIbHOC KPOBOUIIUAHMUE B TCMEHHO-3aTbUVIOYHYIO 00J1aCcThb
B CynopoxHsii npuctyn / Convulsive seizure (1 cmygaif), cmaBiaeHME CIIMHHOTO MO3Ta CyOmypaabHOMN
B KpoBOWSMAHIA B [ipyrite OpraHbl U CUCTEMb / remaromoit CVII—LI (1 cirygait). OO11iee 91CIIo MaToJ0TUiA
Hemorrhages in other organs and systems MPEBBINIALT 6, TAK KaK B HEKOTOPBIX CIIydasiX COUETaIoCh

B BereTaTuBHble HapyLweHus / Vegetative disorders HECKOJIbKO BUJIOB HApYLIEHUA.
®  MeHuHreanbHble 3Haku / Meningeal signs PGSYJ'IBTB.TI)I MCCIeI0BaHMsI OOIIEro aHajin3a KpOBHU,
KOaryJioJIOrn4ecKuii CKpUHUHT IpeICTaBIeHbI B Ta0IULIE.
Puc. 1. Kaunuueckue nposgnenus y 6KaioueHHbIX 8 uccaedosanue nayueH- AHaJIU3 MOJIYYEHHBIX JAHHBIX M UX CTATUCTUYECKAS
moeé panHe20 eo3pacma ¢ cemoppacu4ecKum UHCYy1bmom 06p360TKa TI03BOJIWIN KOHCTaTI/IpOBaTb, 4TO HpH uepe_

Fig. 1. Clinical manifestations in children with hemorrhagic stroke included OpAJbHBIX U CIMHAJBHBIX KPOBOMBIMUSHUAX HA (HOHE
in the study

ITloxazamenu Kpoeu y nayuenmoe npu nocmynieHuu e cmauuonap

Blood parameters of patients upon their admission to hospital

Values in patients (1-6)

AxrtusHOCTh IipoTenHa C (60—140 %) 104 _ 62 _ _
Protein C activity (60—140 %) 62
AKTHUBHOCTb T1a3MuHOTeHa (80—120 %) 93 _ 74 _ _ _

Plasminogen activity (80—120 %)

®ubpuHoreH (2—4 1/7)
Fibrinogen (2—4 g/L) 3,41 4,51 4,031 2,8 6,01 -

AKTUBUPOBAHHOE MapLMAIbHOE TPOMOO-
macTuHoBoe BpeMs (28—40 c) 38,0 24,2 26,7 29,7 85,01 33,5
Activated partial thromboplastin time (28—40 s)

Tpomb6uHOBOE Bpemst (14—21 ¢)
Thrombin time (14—21 s) Al 11,6 13,04 L5 N 15,1

I-numep (<0,50)
D-dimer (<0.50) 1,417 - 2,31 - - _

TTporpomorHOBOE BpeMms (13—18)
Prothrombin time (13—18) 15,6 10,7} 16,5 157 12.4) L,

Arperauusi TpoM6o1uTOB (14—18) . B 3
Platelet aggregation (14—18) 12) 16 14

DdubpuHoOIN3
Fibrinolysis

- >40 - 25 - -

PactBoprMble (hpuOpUH-MOHOMEpPHbBIE
KoMIuIeKcHI (3,3—4,5) - 24 - 3,5 6,251 3,5

Soluble fibrin-monomeric complexes (3.3—4.5)

DPUTPOLIUTHI
RBCs 4.1 1,22 3,33) 3,97 2,3) 4,7
Temorno6uH
Hemoglobin 117} 45| 98] 110 731 117
TpomOoLIUTHI
Platelets 119] 331 346 151} 357 342
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BPOKICHHBIX KOATryJIOMMaTUii UMEET MECTO BBICOKAsI KO-
PeISIIIMOHHAS 3aBUCUMOCTD MEXKIY KOJTUYSCTBOM TPOM-
0OIIMTOB 1 BPeMEHEM CBEPThIBAHUS KPOBH, T. €. BpEMEHEM
dopMupoBaHus GUOPUHOBOTO CTYCTKA, a TAKXKE YPOBHEM
¢ubpuHOreHa 1 TPOMOMHOBBIM BpeMeHeM — KO3 duiim-
eHt [1upcona cocraBmi 0,9454 1 0,7495 COOTBETCTBEHHO,
P 3TOM JaHHAs KOPPEISIIIMOHHAS CBS3b SIBJISIETCS CTa-
TUCTHYeCKU 3HaumMol, p <0,01. KoppensimonHast 3aBu-
CHMOCTb MEXIy YPOBHEM (prOpHHOTreHa 1 aKTHBUPOBAHHBIM
YaCTUYHBIM TPOMOOIUIACTUHOBBIM BPEMEHEM TaKXKe BBICO-
Ka — koaddument [Tupcona pasen 0,7688, ripu 3TOM JaH-
Hasi KOPPEeJSILIMOHHAS CBSI3b SIBJISICTCS] CTATUCTUIECKU He-
onpeneneHHoi, kpurepuii CTblogenra #,,, coctaBui 3,2.
IIpu 3TOM KOppesIIMOHHAas 3aBUCUMOCTh MeXIy (hrodpu-
HOT€HOM M KOJIMYECTBOM SPUTPOLIUTOB CPETHSST — KOA(D-
unment IMupcona cocrasui 0,6892, oqHAKO KOPPEISLIT-
OHHAsI CBSI3b SIBJISICTCS CTATUCTUUECKM He3HAYMMOI, p >0,05.
Hcxonst u3 BeIlIeCKa3aHHOTO, MOXKHO 3aKJIIOUYUTh, UTO TIPU
ITOCTYIUICHUHM Y TIAIIEHTOB MMEJI0 MECTO HapyIlIeHHE TIpe-
HMMYIIIECTBEHHO TUIA3MEHHOTO 3BeHa reMocTasa, (yHKIIMS
TPOMOOLIMTOB TAKXKE CTpaaasia, Ho, BEpOSITHO, ObLia 00YCJIOB-
JIeHa CHMXKEHMEM OOIIEro ymcia KiIeTok (KoadduimeHT
IMupcona — 0,4415, yTo TOBOPUT 00 OTCYTCTBUM KOPPEJIs-
LIMOHHOM CBSI3W MEXXITy CHIDKEHUEM YPOBHST TPOMOOLIMTOB
U CHIDKEHHEM OOIIIETO YMCia KIIETOK).

BceMm mateHTaM rpoBommIach KOHCEpBAaTUBHAS TSPATTHsT
C UCTIOIh30BaHMEM KapaHTMHU3UPOBAHHOM CBEXKe3aMOpO-
keHHoit 1asMbl (C3I1) B mo3e 15—25 mur/Kr Macchl Tena
Ha paHHUX 3TaIlax JICYCHUsI C IIeJIbI0 KOPPEKIINY KOaryyiora-
THUU ¥ OCTAHOBKM KpOBOTeUeHUS. B 2 ciIydasix HOBOPOKICH-
HBIM B CBSI3U C YBEJIMICHUEM 00beMa TeMaTOMbI, HapacTaHHU-
€M CUMIITOMOB BHYTPHUYEPEITHOI TUIIEPTEH3UH, PA3BUTHUEM
JIACIOKAIIMOHHOTO CUHIPOMA (TIOSIBIICHYE M YJaIlleHUe Cy-
JIOPOXKHBIX MPUCTYIIOB, afHAMMUS, YTHETEHNE CO3HAHUS)
BBIITOJIHEHO OIlepaTUBHOE JiedeHue: B 1 ciiyyae ObLia

4

MPOBeIeHA IEKOMITPECCHMBHAsI TpEMaHAIIUST yeperia ¢ yaaje-
HMEM I'eMaTOMBI, 1 B | cllydae — 3HIOCKOITMIECKOE yaaIeHIe
reMatoMbl. OnepaTUBHOE BMEIIATEIHCTBO BHITIOIHSIOCH
Ha ¢oHe nepenuBannii C3I1 1 spuTpOMacchl, KpoMe Toro,
BBeaeHue C3I1 ocylecTBIsUIOCH U TIOcIe onepauuy. B mo-
CJIe0NepalliOHHOM TIEPHOIE OTMEYAIUCH PErpece HEBPOJIO-
TMYECKON CUMITTOMATUKM, BOCCTAHOBICHNE CO3HAHMS, Ky-
MMMPOBAaHME CHUHAPOMA OUCIOKAIIMM Mo3ra. JleTalbHbIX
HCXOIOB HE 3apeTHCTPUPOBAHO.

IIpencrapisieTcsi MHTEPECHBIM KJIIMHUYECKOE Ha0I10-
JIIeHWEe CHABJICHUS TOJIOBHOTO MO3Ta IIPU IaTOJOTUN
cUCTeMbI reMocTa3a y pedeHka 1 Mec KU3HU.

KnuHuyeckui cnyyai

[layuenm 6 6o3pacme 1 mec. Cocmosinue npu nocmynieHuu
ObL10 KpaiiHe msxcenvim (oyenka no wkane komol Irazeo —
4 b6anna), umo 66110 00YCA061€HO CUHOPOMOM BHYMPUHEPENHOLL
eunepmensuu. Pebenok no dcuznenHviM nOKa3anusm eocnu-
Manu3uposar 6 omoeneHue peaHuMayuy U UHMeHCUHOL me-
panuu. Ilo pezysbmamam npogedeHHbIX 1AOOPAMOPHBIX
uccne0o8anuil 8blsI8ACHA NOCMEMOPPAUMECKas aHeMUsl cpeo-
Hell cmenenu maxcecmu (eemoenobun — 92 e/n, apumpoyu-
mol — 2,0 % 10'2), npu smom noxazamenu koazynoepammol
coomeemcmeosanu Hopme. Ilocae cmaburusayuu cocmosmus
nayueHmy blNOAHEHA MYAbMUCNUPAAbHAS KOMAbIOMEPHAS
momozpaghusi 20108H020 M032a, BbIABUBUIAS BHYMPUMO3208YI0
2emMamomy npagozo NOAYuapus 20108H020 Mo32a, cyo0ypanb-
HYI0 2eMamoeudpomy npagoii 100HO-MeMeHHO-3aMbLAOMHOI
obaacmu ¢ ducrokayueil cpeOuHHbIX cmpykmyp (puc. 2). B ces-
3U C MANCECMBIO COCMOSIHUSL, NO IKCMPEHHbIM HOKA3AHUAM,
BbINOAHEHO HAPYICHOE OPEHUPOBAHUE 2eMamo2UOPOMbL, OOHO-
MOMEHMHO 36aKYUpo8aHo 00 20 M eemoppazu4eckoil Icuoko-
cmu. Cocmosinue pebenKa nocie onepamuHo20 GMeulaments-
CmMea 0cmaeanocv MsNCenbiM, He@poaocUecKas KapmuHa
ceudemenbcmeogansa 0 GblpANCeHHOU OUCPYHKYUU

Puc. 2. Myasmucnupanvhas komnstomepHas momoepaghus 201081020 M032a NPU NOCMYRACHUU: . — AKCUAAbHBLI cPe3; 6 — Caeummanbias peKoHCMPYKuus;

6 — KOPOHAPHASI PeKOHCMPYKUUsl

Fig. 2. Multislice computed tomography scan of the brain upon admission: a — axial view,; 6 — sagittal reconstruction; ¢ — coronal reconstruction
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KayoanvbHbix omoenog cmeoaa mosea. B mewenue 2 cym no cu-
cmeme HapyHCHO20 OPeHUPOBAHUSL OONOAHUMENLHO 38AKYUDO-
8ano 50 ma kpossnucmoil acuokocmu. Ha 3-u cymxu nposeden
2-1i 5man onepamuHo20 Ae4eHus — 3HO0CKonu4ecKoe yoane-
HUe GHYMPUMO320801L 2eMAMOMbL ¢ 0OHOMOMEHMHOIL 6aKYa-
yueil 25 Ma eemMoau3uposanHoll Kposu. B meuenue 2 Oneil pe-
OeHOK Haxo0uAcsl 8 ynpassemoil MeOUKameHmo3sHoul cedauuu,
6 OanvHeluleM nepegeder Ha camoCmosmenvHoe ObiXaHue
¢ KUCA0POOHOU noddepickoll uepe3 GUHA3AAbHbIE KAHIOAU.
Ha 10-e cymku nocae onepamusHoeo aeuenusi nayuerm Ooin
nepegeden 6 omoeneHue Namoao2UU U HeOOHOUIeHHbIX Jemell.
B dunamuke cocmosiHue pebenka ¢ yayuuueHuem no Heepoao-
2UHECKOMY cmamycy, peOeHOK 8 ICHOM CO3HAHUU, AKMUGHYLLL,
numaemcs uepes cocKy, npubagisem 6 macce, CyO0OPOINCHbIX
NPUCMYN08 He OMMeUAN0CD.

Cnycms 2 Hed nocie nOBMOPHO20 ONEPAMUBHO0 BMEUA-
Menbemea 6blNOAHeHA KOHMPOAbHAS MYAbMUCRUDAAbHAS

4

KOMNbIOMEPHAs MOMOPaust 20108H020 M032a. BvisigaeHbl
KapmuHa gopmupyroweti nopIHUegatu1ecKoll Kucmaol, 30Hbl
SHUEPANOMANAUUU, PACUUPEHUS HADYIHCHBIX U 6HYMPEHHUX
AUKBOPHBIX npocmparcme (puc. 3).

Onpedenenue eeHemu4eckux noAUMOPPUIMO8, accoyu-
UPOBAHHBIX ¢ PUCKOM pa3gumusi mpomooguauu, memooom
NOAUMEPA3HOU YeNHOU PeaKyul 3apecucmpuposano Mymauuu
6 nokyce FI13 (103G>T, Val34Leu), umo eo6opum o nogoi-
UWEeHHOM PUCKe KPOBOMeUeHUll.

Koumponvnas uetipoconoepaus (puc. 4) cnycms 1 mec
10C/e ONEPAUBHO20 eHeHUst OCMOHCIPUPOBAAA YOPMUPOBAHUE
BHYMPUMO32060l KUCMbl 8 NPABOL MEMEHHO-8UCOUHO-
3ambLa04uHol 06aacmu. MaeHumHo-pe3oHAHCHAst MOMOSPapust
20108H020 M0O32a 8ePUDUUUPOBANA HAAUHUE YHUACKO8 IHYje-
paromarayuu 8 060uUx NOAYUAPUSX M032d, HAAUYUE HOPIH-
yegharuueckoi Kucmol, POPMUPOSaAHUe ACUMMEMPUHHOU
eudpouegaruu S >D (puc. 5).

Puc. 3. My/lbmucnupa/zbﬂaﬂ KOMnblomepHas momoepaqﬁuﬂ 20/106H020 M032a 4epe3 2 Hed nocae OonepamueHslx emewiamenbcmes: a — aKCUanbHblil cpes;

0 — cacummanvHas peKoOHCMPYKUUs; 8 — KOPOHAPHAA PEKOHCMPYKYUs

Fig. 3. Multislice computed tomography scan of the brain 2 weeks postoperatively: a — axial view; 6 — sagittal reconstruction; ¢ — coronal reconstruction

Puc. 4. Heiipoconoepaguueckuii konmpoas cnycms 1 mec nocae onepamue-
HOeo neueHus (KOPOHAapHblil cpe3)

Fig. 4. Neurosonographic control 1 month postoperatively (coronal view)

Puc. 5. Maenummo-pesonarcras momoepaghus 201061020 mosea, T1-636euieH-
Hoe u300paxicerHue

Fig. 5. T'1-weighted magnetic resonance image of the brain
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06cyxxaeHune

HecoMueHHO, caBieHNE TOJIOBHOTO 1 CITMHHOTO MO3-
ra, pa3BuBaroIeecs Ha (hOHe TTaTOJIOTMU TeMOocTa3a, NMe-
€T CBOM OTJIMYMS, B IIEPBYIO OYepeab 3TO OCOOCHHOCTHU
KJIMHUYECKUX MPOSIBJICHUIA: OTCPOYEHHOCTh CUMIITOMOB
IMOpakeHMST MO3ra, HECOOTBETCTBUE 00beMa KPOBOM3IIH-
STHUSI TSDKECTU KITMHUYECKUX TTPM3HAKOB, a B CITydae TpaB-
MAaTUYECKOTO TeHe3a MOBPEXAEHNUS — HECOPAa3MEPHOCTD
TpaBMBI pa3MepaM 1 paciipoCTPaHEHHOCTU T€MaTOMBL.

MenukaMeHTO3HasI Tepams BHyTPUICPEITHBIX KPOBO-
WBJIMSTHUI TIPY KOATyJIONATUSIX HOCUT YPIeHTHBINA XapakTep
1 HaIlpaBJIeHa Ha BOCCTAaHOBJICHUE TeMOCTa3a, KOPPEKITUIO
aHeMuu, ToaaepkaHue nepdy3un mosra. K coxaneHuro,
y gereit 1 roga XXu3Hu Ja00paTOpHbIE TECThl AUATHOCTUKU
HapylIlIeHn# reMocTasa (aKTUBUPOBAHHOE YaCTUIHOE TPOM-
0OIUIAaCTUHOBOE BpeMsl, IIPOTPOMOMHOBOE BpeMsl, KOJIM-
YECTBO TPOMOOIIUTOB, MapKephl aKTUBALIMU CHCTEMBI Te-
MocTa3a (pudpuH-MOHOMEpPHI, D-aumMepsl)) He Bcerda
IMO3BOJISIOT aJeKBaTHO IIpoBecTH AuddepeHIINAINIO
U OTIpeICIUTh (DOPMY KOAryJIonaTh, OCOOEHHO Ha BHICOTE
KPOBOTEUEHMSI, UTO B IIEPBYIO OUYepeIb CBSI3aHO C HE3peso-
CTBIO CBEPTHIBAIOIIIEH CUCTEMBI. B CBSI3M ¢ 3TUM BBeAcHUE
kapantuHunpoBanHoit C3I1 B mo3e 15—25 mMi1/KT Macchl
TeJIa MalreHTa Ha paHHMX 3TaIax JISUSHMS 1T KOPPEKIITUT
KOaryJonaThM U OCTAaHOBKU KPOBOTCUCHUS IIPU Iiepe-
OpaIbHBIX U CIIMHAJIBHBIX KPOBOMU3IUSIHUSIX OIIPaBIaHO
KaK C KJIMHUYECKOI, TaK U ¢ JIAOOPAaTOPHOU TOUKU 3pEHMUSI.
Taxeke MpUMeHSIOTCS MHDY3UU TPOMOOLIMTAPHOI U 3PU-
TPOLIMTApHOIi B3BecH, pacTBopa Punrepa, 5 % pacrtBopa
MeKCTPO3bl, aMUHOKHCIOT, TPAHEKCAMOBOM KMCJIOTHI,
MPOTUBOCYIOPOXKHbIE MperapaThl. [1apaienbHo ¢ jieued-
HBIMY MEPONPUSITUSIMHU HEOOXOANMO ITPOBOIUTD BepUU-
KallWIO BHYTPUIEPEITHOM MATOJIOTHH TS PELICHMS BOIIPO-
ca 0 HEOOXOAMMOCTHU XUPYPTUUECKOrO0 BMEIIAaTeIbCTBA.
JleyeHue caaBaeHUsI MO3Ta y MAllMEHTOB C MATOJIOTUEH
CBEPTHIBAIOIIEH CUCTEMbI KPOBU TPEOYET KOMILJIEKCHOTO

1. Aonynun I.U., Aunpeesa E.H., Boeso-

et al. Acute period of traumatic brain
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aHaju3a JJabopaTOPHbIX JAHHBIX, KIMHUYECKUX CUMIITO-
MOB, TEMITOB MaHU(ecTalluu 3a00IeBaHNSI U CKOPOCTHU
HapacTaHMsl IPU3HAKOB KoMIlpeccuu Moara. Jlo HacTosi-
1LIETO BPEMEHM HE OIpeie/IeHbl YETKME TTOKA3aHMSI K OIle-
pPaTMBHOMY M KOHCEPBATHBHOMY JICYEHUIO TPABMATUYECKUX
Y HETPAaBMATUYECKMUX KPOBOMBIUSHUMN y OETE C MATOJIO-
TMel CUCTEMbI TEMOCTA3a, U B KaXIOM KOHKPETHOM CJTyyae
MHOTO€ 3aBUCUT OT KOMaH/IbI CIIELUAIMCTOB, YYaCTBYIOLINX
B JICUEHUM, UX OMbITA U YMEHUIA.

BbiBoabl

1. Ilpy IMarHOCTUMKE M ONPENENCHUN TAKTUKU JICYEHUS
reMOpparnyecKux HapyueHuin MO3roBoro KpoBooopa-
LLIEHUS1 Y IeTel paHHEro BO3pacTa HEOOXOAUMO YUUThI-
BaTb KIMHUYECKHE OCOOEHHOCTU, @ UMEHHO HECOOTBET-
CTBUE TSDKECTU KIMHMUYECKUX TMPOSIBICHUIN 00beMy
TeMaTOMBI, OTCPOYEHHOCTb MaHM((DeCTaLIN KPOBOM3IIH -
SIHUSI, CKIIOHHOCTb K TIOBTOPHBIM KPOBOTEUEHUSIM.

2. Ilpu ompeneleHNM TMOKa3aHUN K XUPYPTHUUECKOMY
JICUEHUIO CIABJIEHUS FOJOBHOTO MO3ra y NMalMeHTOB
¢ KoaryJjionaTvuen ciieayeT yaeauTb BHUMaHNUE Bblpa-
XEHHOCTM HapyLICHU KOaryJasSlLMOHHBLIX CBOIMCTB
KPOBM 1 00€CTI€YUTh X CBOEBPEMEHHYIO U aJIeKBaT-
HYI0 KOPPEKIIHIO.

3. Xupypruueckoe JeueHNe BHYTPUICPETTHBIX KPOBOM3-
JIMSTHUM Y IeTe ¢ IMaTOJOTHE CUCTEMbI TeMOoCTasa
JIOJKHO COMPOBOXKAATHCS BBEIEHUEM KapaHTUHU3U -
poBaHHoi1 C3I1, KoHLIEHTpaTOB (haKTOPOB CBEPTHIBA-
HUsI KPOBM KakK Ha 3Tarax ornepaTuBHOTO BMEIIATe b-
CTBa, TaK U B IIPEI- 1 MOCAE0NepallMOHHOM MEPUO/IE.

4. Bricokast 3aBUCHUMOCTh MEXKIY IIJIa3MEHHBIM 3BEHOM
KOaryJisiliMy ¥ TpoMOOLIMTAMM, OKa3bIBAIOIIUMU BV~
sSIHH€ Ha TIepexo/ MPOTPOMOMHA B TPOMOMH, BEPOSITHO,
00yCJI0BJIEHA CBEPILIMBIIAMCS KPOBOTEYEHUEM U HE-
00X0AMMOCTbIO aKTUBALIMU TIJIA3MEHHOTO 3B€HA KOa-
TYJISILUN.

4. Tetpyxun A.C., boosimosa M.10., Mu-

nuH C.M. u 1p. BHYTprKey104KOBbIe
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Bo3M0OXXHOCTH Tepanuu npu 3a601eBaHUAX CNEKTPa
ONTUKOHEBPOMMUENUTA

E.C. HoBukosa

T'BY3 MO «Mockosckuii obnacmuoii Hayuno-uccaedogamenvckuil Kaunuueckuti uncmumym um. M.D. Bradumupckoeo»;
Poccus, 129110 Mockea, ya. lllenkuna, 61/2

KoHTaKThl:

ExarepuHa CepreeBHa HosukoBa novikova.ekserg@yandex.ru

3aboneBaHus crnekTpa oNTUKOHEBPOMUENUTA — PEAKNE XPOHUYECKUE ayTOMMMYHHbIE BOCMANUTESIbHbIE AeMUeNUHU3UPY-
fowye 3a60NeBaHMs LIEHTPaNbHOM HEPBHOI CUCTEMBI. YUUTBIBAS, YTO HApACTaHUe HEBPONOrMYeCKoro Aeduumta npu 3abo-
NIeBaHUAX CMEKTPa ONTUKOHEBPOMUENUTA 00YC0BNEHO NPENUMYLLECTBEHHO NOBTOPSIOWMMUCS 0BOCTPEHUAMH, 3a[aum
(hapmakoTepanuu BKKOYAIOT KyNUPOBaHMe PELMAMBOB U npegynpexpeHue ux passutus. MHbopmauus o nokasaHusx
K Ha3HaYeHuIo Tepanuu 1 NoTeHLManbHbIX N06OYHbIX 3hdeKTax NpenapaTtoB HEOOXOAMMA s YETKOW OLEHKU NOTeHLU-
asbHbIX MPEUMYLLECTB U PUCKOB ANt NALMEHTOB C 3a601€BaHUAMM CMIEKTPA ONTUKOHEBPOMUENUTA B KAXKAOM UHAUBULY-
anbHOM Cryyae.

KnioueBble cnoBa: 3a6oseBaHns cnekTpa ONTUKOHEBPOMUENUTA, AHTUTENA K MUNUHONUTOAEHAPOLMTAPHOMY MKONPO-
TEMHY, aHTUTENA K aKBANOPUHY 4, UHTEPNEKUH 6, aHTU-B-kneTouyHas Tepanus

Insa uutupoBaHua: Hosukosa E.C. Bo3moxHOCTM Tepanuu npu 3ab0neBaHuUAX CNeKTpa ONTUKOHEBPOMUenuTa. Pycckuii
XypHan fetckoii Hesponorun 2021;16(4):49-58. DOI: 10.17650/2073-8803-2021-16-4-49-58.

Possibilities of therapy for neuromyelitis optica spectrum disorders

E.S. Novikova

M_F. Viadimirsky Moscow Regional Research Clinical Institute; 61/2 Shchepkina St., Moscow 129110, Russia

Contacts:

Ekaterina Sergeevna Novikova novikova.ekserg@yandex.ru

Neuromyelitis optica spectrum disorders are rare chronic autoimmune inflammatory demyelinating diseases of the cen-
tral nervous system. Considering that the increase in neurological deficit in neuromyelitis optica spectrum disorders is
mainly due to repeated exacerbations, the goals of pharmacotherapy are represented by the relief of relapses
and the prevention of their development. Information about indications for therapy and side effects is necessary
to identify the benefits and risks for patients with neuromyelitis optica spectrum disorders in each individual case.

Key words: neuromyelitis optica spectrum disorders, antibodies to myelinoligodendrocyte glycoprotein, antibodies
to aquaporin 4, interleukin 6, anti-B-cell therapy

For citation: Novikova E.S. Possibilities of therapy for neuromyelitis optica spectrum disorders. Russkiy zhurnal detskoy nev-
rologii = Russian Journal of Child Neurology 2021;16(4):49-58. (In Russ.). DOI: 10.17650/2073-8803-2021-16-4-49-58.

3abojeBaHMsl CIEKTpa ONTUKOHEBPOMMEIUTA
(3COHM) — penkue XpoHUYECKIE ayTOMMMYHHBIE BOC-
MajJuTebHbIE JeMUEeIMHU3UPYIOLIME 3a001eBaHMsI LIEHT-
panbHO#t HepBHOIT cucteMbl (LIHC). Tsokects TeueHUs
00ycJI0BlIeHa, KaK MPAaBUIIO, IIOBTOPSIIOLIMMUCS ayTOUM-
MYHHBIMU aTaKaMy Ha 06€J10K BOJHOTO KaHaJla aKBaropu-
Ha 4 (AQP4), MmakcMaJIbHO SKCITPECCUPYEMBII B TIEPBYIO
oyepeab B 00JIACTU 3PUTEIbHBIX HEPBOB M CIITMHHOTO

mo3ra. [1Jist 60JbIIMHCTBA MALMEHTOB XapaKTepPHO peLu-
IUBHUpYIOIee, a He MoHO(a3Hoe TeueHue. O0oCTpeHUs
YacTO MPUBOJIAIT K CJIETIOTE U BRIPAXKCHHBIM Iape3aM, TsI-
JKeJioe 000CTPEeHNE MOXKET 3aKOHYUTHCS JIeTanbHOo. Cpenu
neMmuenHu3upyonmx 3adonesannii HHC 3COHM mMeHee
pacIIpoCTpaHeHBI, YeM pacCesTHHBIN CKIIEPO3, U OTJIMYa-
I0TCSI BRICOKOCTICITU(DUICCKIM CEPOJIOTMIECKIM OroMap-
kepoM — umMmyHorinooynmnmHoM G Kk AQP4 (AQP4-1gG),
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BoisiBIIsieMbIM Y 70—80 % nauuenToB. ITockobKy Hapa-
CTaHNE MHBATUIU3AIIUYN O0YCIOBICHO MMEHHO TSIKECTBIO
ITOBTOPSIIOIINXCSI 000CTPEHNUI, OCHOBHASI 11JTh TePaITiy —
n30eXKaTh CePhE3HBIX MHBATMAN3UPYIOIINX ayTOMMMYHHBIX
arak y mauueHToB ¢ 3COHM [34].

B 6onbmmHcTBe ciyyaeB 3COHM accoummpoBaHbl
¢ obpaszoBanueM aHTuten K AQP4, omHako He MeHee
yeM y 10—20 % nauuentoB ¢ 3COHM He BBISBISIOTCS
ayToaHTHUTeJa 3Toro Tuia. McciemoBaHUsT MmoKas3ajw,
YTO Y JAaHHOM ITOATPYIIIIBI OOJIBHBIX, a TAKXKE Y ITAIIUEHTOB
C M30JIMPOBAHHBIM IOTIEPEUHBIM MUESIIMTOM WJIU OTITHYC-
CKMM HEBPUTOM BBISBISLIUCH [gG-aHTUTENa K MUETTMHO-
BOMY OJINTOICHApOLIMTapHOMY ImKomnporenHy (MOG-
IgG). B wactu cayyaeB He yoaeTcst BBISIBUTh KaKOM-T100
OrmoMapKep — TaKye MalleHThI OTHOCSITCS K CEpOOTpHUIIa-
TeJIbHBIM [31].

IlaTorene3. B ocHoBe 3a001eBaHUSI JIEXKUT XPOHUYE-
CKMIi ayTOMMMYHHBIH Tiporiecc. Cunrtaercs, uto y AQP4-
MOJIOXUTENbHBIX nmanueHToB AQP4-IgG mpoHukaet
B LIHC nyTeM sHI0TEIMaIbHOTO TPAHCIIMTO3a MU B 00-
JIACTH TOBBIIIICHHON ITPOHMUIIAEMOCTH TreMaTO3HIIe(hamm-
yeckoro Oaprepa (I'SB) u cBs3pIBaeTca ¢ OelKOM
TpaHCMeMOpaHHBIX BOMHBIX KaHanoB AQP4 (Haubomee
pacnpoctpaHeHHbIMU n30popMamu AQP4 B LIHC aBng-
1o1cst M1 1 M23, 1 UX OTHOCUTETEHOE KOJIMYECTBO MOXKET
BHOCHUTD BKJIQJ B Pa3iduMs 110 XapaKTepy MOpaxkeHUs
U TSDKECTH 3a00JIeBaHMUsI ), paCIIOIOXKEHHBIM Ha MeMOpaHe
HOKEK aCTPOIIMTOB, YYACTBYIOIINX BMECTE C KAIMLISIpAMH
B (popmupoBannu 'DbB, a Takke Ha 3TIEHIMMHBIX KJIEeTKaX
LIHC. D70 mpMBOIUT K ITOBPEXKICHUIO aCTPOIIUTOB, TIpe-
WMYIIECTBEHHBIM MEXaHM3MOM KOTOPOTO CITY:KUT KOM-
IUIEMEHT-OIIOCPETOBaHHAS IIMTOTOKCUIHOCTE: AQP4-1gG
oTHocuTcA K rtogkiaaccy IgG1, KoTophiit aKTUBUPYET CU-
CTeMy KOMIUIEMEHTA. AKTUBALIMS KOMIUIEMEHTA IIPUBOIUT
K 00pa3oBaHUI0 MeMOpaHOATaKyIOIIEro KOMILIeKca, OIo-
CpeAyIOIIEro MMTOTOKCUYECKOe AeCTBHE HA aCTPOIIUTHI
IyTeM 00pa30BaHUs ITOP Ha KIETOYHOM MeMOpaHe (KOM-
IUIEMEHT3aBUCUMAasl IIUTOTOKCUYHOCTD). Takke hopMu-
PYIOTCSI MTPOAYKTHI aKTUBAIlUM KOMILJIEMEHTa, TaKue
kak C3a u C5a, KOoTopble YCUJIUBAIOT HEMPOBOCITAJICHNE
3a CYET CBOMX XeMOTaKCMIeCKUX 3(P(PeKTOB ¢ MHDMIBTpa-
LMeil HeUTpoUIIOB, 503MHOMWIOB U MaKpodaroB B TKa-
Hu IITHC, a Takoke 3a c4eT aHTUTEI03aBUCUMOI KJIETOYHOM
mutoTokcmyHocTh. [1pu HopManbHOM cocTosiHuu B LIHC
OTCYTCTBYET MHULIMATOp KacKaga KoMmruiemeHTa Clq. Cre-
JIOBaTeJIbHO, IIepBOHavYabHOE ITpoHnKHOBeHe AQP4-1gG
B LIHC u cBs13pIBaHme ¢ actpounTapHbiM AQP4 He akTu-
BUPYIOT KOMIUIEMEHT. He3aBrucumMbie OT KOMILIEMEHTA
MeXaHU3MBbI BaxXHbI 115 matopusuonorun 3COHM, oco-
OEHHO JIJISI paHHET O pa3BUTUS MTOBpexkaeHUIA. Baaumoperi-
crBue AQP4-IgG c acTpoumTaMu MPUBOAUT K YCUIICHUIO
PETYJISILIMU U CEKPELIMH IPOBOCTIATUTEIbHBIX ITMTOKUHOB,
XEMOKWHOB U IPYTUX MEAUATOPOB BOCTIAJIEHUS] U OKUCIIU -
TEJIBHOTO CTpecca. DTU BOCIIAIUTEIbHBIC MEANATOPHI MOTYT
MIPUBOINTD K aKTUBALIMU U TIpoJicepaliiyi MUKPOTIJINH,
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aKTUBaLlMM MakpodaroB U MHPUILTpaUIUU HeHATpohu-
JIOB/203MHO(DUIIOB, HA0TI0MaeMOM B ITOPAXKEHHBIX TKAHSIX
IIHC. BeipaxkeHHast akTUBALIMsI MUKPOTJIMK HaOIIOgAeT-
cs1 B 00JIaCTH area postrema, APYTUX O0IACTSIX CTBOJIA MO3-
ra u oJarax mopaxkeHusl CIIMHHOIO MO3ra y IalleHTOB
¢ 3COHM. AxtuBupoBaHHas MUKPOLJIMS U Makpodaru
sKcnpeccupylot petentopsl Fe st cBsa3biBanus IgG. Cs-
3pIBaHue penenTopoB Fc ¢ yacteio Fc AQP4-IgG, cBs3an-
HOI C acTpOLIMTaMM, 3aITyCKaeT BHICBOOOXKIECHUE IIUTO-
TOKCUYECKUX COENUHEHUNW U AOMNOJHUTEJIbHBIU
actpouuTapHblii (paromuTo3. CasassiBanue AQP4-IgG
C acTpolMTaMM YBEJIIMUYMBAET NMpoHHIaeMocTh ['DB,
YTO MPUBOIUT K ACTPAHY/ISIIUM €CTECTBEHHBIX KJIETOK-
KWIJIEPOB W JOTIOJTHUTEIBHOMY IIUTOTOKCUIECKOMY BO3-
neiicTBuio Ha actpouuThl. [lociemyromiee pa3pylieHue
I'Sb u cekpennst MpOBOCTIATUTEIBHBIX IIMTOKMHOB [47]
1 XeMOKWHOB ITPUBOISIT K IIPUBJICYCHUIO TPAHYJIOLINTOB,
MakpodaroB 1 303MHO(GUIOB, KOTOPhIE B JaJbHEMIIIEM
paspymaior 'Db 1 BropruHO 1oBpeKaaloT OJIUTOIEHIPO-
LIUTHI (KOTOpBIe He aKcrpeccupytoT AQP4), BrI3bIBas ne-
MUEIMHU3ALINIO, TIOTEPIO HEMPOHOB U T. 1. [23, 31]. OgHum
13 IUTOKMHOB, BBIIEISICMBIX TTOBPEKIEHHBIMU KJIETKAMM,
siBsieTcst uHTepieiikut 6 (MJ1-6) — nepBUYHBII PETyJIsITOP
OCTPOTr0 ¥ XpOHMUYECKOTO BOCITAJICHMSI, CITOCOOCTBYIOIIMIA
BO3HUKHOBEHMIO 1 ITOAACPXKAHUIO PA3IMIHBIX ayTOUMMYH-
HBIX ¥ BOCIIAJIMTE/IbHBIX 3a001eBaHuit. YJ1-6 MOXeT BIUsITh
Ha akTUBHOCTH 3a6oseBanust mpu 3COHM, criocobcTByst
BbDKMBAHMIO TUIA3MO0JIACTOB U TAKUM 00pa3oM CTUMYIUPYSI
cexpennio AQP4-IgG, a TakKe cHMXas LIETOCTHOCTb
1 dyHKIMoHabHOCTL 'O 1 yBenmuuuBasg auddepeHim-
POBKY M aKTUBALIMIO TTPOBOCTIAIUTEIBHBIX T-TUM(OIIMTOB.
ITonyuyens! naHHbIe, uTO YpoBeHb MJI-6 10CTOBEPHO MOBBI-
IIIeH B IepeOPOCITMHAIBLHOM XXUIKOCTA M CBIBOPOTKE ITa-
menToB ¢ 3COHM [27,36,48]. Kommuectso MJI-6 Koppe-
mupyeT ¢ ypoBHeM AQP4-IgG u ypoBHEM TJIMAJIbHOTO
pudprLIsIpHOTO OC/TKa — MHANKATOPA ITOBPEKICHUS aCTPO-
1mToB [49]. B onHOM 13 nccienoBanmii KoHueHTparys UJI-6
B LIepeOPOCIIMHAIBHOM X KMIKOCTH, paBHas 7,8 1Ir/Mi1, Oblia
MpeUTosKeHa B KAYeCTBE ONTUMATbHOTO TIOPOTOBOTO 3HaUe-
Hust st iuarHoctuk 3COHM [50]. [TokazaHo, 9T0 MHTH-
ouposanue MJI-6 yaydiaeT KOHTPOJIb HaJl 3a00JIEBAHUEM.
CuenoBateibHO, peuentop UJI-6 (MJI-6R) npencrasisieT
€c000i1 MHOrooO€eIIAIIYI0 TeparleBTUYECKY0 MUIIEHb
st mpeporBpaieHust peunaupos 3COHM.

XOTSI 9TUOJIOTUS ¥ MEXaHU3MBbI, 3aITyCKaIOIINe IIPOo-
nykuuio ayroanTuten K AQP4 mpu 3COHM, okoHuaTe b-
HO HESICHBI, B-KJIeTKU oIpeneIeHHO UTPaioT BaXKHYIO POJIb
B nmaTopu3nonoruu. IIpon3BoacTBO MaTOreHHBIX BBICOKO-
apduaHbIX AQP4-1gG Tpedyet Hanmuusa B-kineTok mams-
TH, ayTOPEaKTUBHBIX IO OTHOLIeHUIO K AQP4, miig nocie-
nytouiei nuddepeHIMALMKA B TIa3MO0IaCcThl U 3peJible
IUIa3MaTUYeCKNe KIETKH (KJIETKU, CEKPETUPYIOIIEe aH-
TUTENA), KOTOphie OymyT mpoayinpoBatb AQP4-IgG. bei-
JIO TI0KA3aHO, YTO B Mepr(pepruIecKoil KpOBH MAIIMEHTOB
¢ 3COHM, cepononoxutenbHbix mo AQP4-IgG,
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YBEJIMYMBAETCS KOJIMUYECTBO I1a3M00J1acTOB. I10CKOIBbKY
putykcrMad (off-label) addekruser y marmenToB ¢ 3COHM
0e3 3HAYUTEIBHOIO IMaJCHUSI CHIBOPOTOUHBIX TUTPOB
AQP4-IgG, B-keTku, BeposITHO, BHOCAT BKJIaJ B IMaTO-
dusnonorno 3COHM mocpeacTBoM APyrux MEXaHM3MOB.
JlaHHBIe MEXaHU3MBbI BKITIOYAIOT CEKPELIMIO ITPOBOCTIAIH -
TEJbHBIX IIMTOKWHOB U TIPE3CHTAIINIO aHTUTEeHA TSI aKTH -
Baunu T-KIJIETOK IyTeM IIpencTaBiIeHUs ayTOaHTUTeHa
Yyepe3 INIaBHBIN KOMILIEKC THCTOCOBMECTUMOCTH KJlacca
II ¢ mocnenyrommm pa3sutueM T-kiaeTok B AQP4-ayro-
peaktnBHble CD4+-T-(houmKyasipHbIe BCIIOMOTraTeIbHbIe
Ketku [31].

3abojieBaHNUE CTIEKTPa ONITUKOHEBPOMMEINTA C AaHTH -
tetlaMu K MOG KIMHUYECKM XapaKTepU3yeTcsl MpPeruMy-
IIECTBEHHBIM ITOPakKeHEM 3PUTEIHFHOTO HEpBa M CITMHHO-
ro Mo3ra Bo Bpemst oboctpeHuii. Ha ero mo:ro nipuxonurcst
10 40 % nauuentoB ¢ 3COHM, KoTopbIe SIBJISIIOTCS CEPO-
OTpULIATEIbHBIMU B OTHOLIEHUH aHTUTe]l K AQP4. OnHako
B otiiune ot AQP4, KOoTophlii ABIsIeTCS aCTPOLUTAPHBIM
oekoM, MOG skcnpeccupyeTcs Ha BHEIITHEN TTOBEPXHOCTH
muenuHa B LTHC. TakuM 00pa3om, UMMYyHOOITOCPEIOBaH -
Hble ataky TIpoTuB MOG, TT0-BUANMOMY, HOCSIT B TIEPBYIO
odepenb IeMUETUHU3UPYIOIINI XapaKTep 10 CPaBHEHUIO
¢ AQP4-cepononoxutensHbiM 3COHM |7, 40].

Kpurepun muarnoctuku. CeporonoxuteabHocTh IgG
K AQP4 B xoHTEeKCTE BocTiaauTebHoro nopaxeHnus: LIHC
BO BpeMs1 000CTpeHUsI, 0COOEHHO B 00JIaCTH 3PUTEJILHOIO
HepBa WM CIIMHHOTO MO3Tra, — 3TO BCe, UTO TpedyeTcs
s moaTBepxkaeHus auarHo3a 3COHM Ha ocHoOBe HO-
BEMIINX KIMHUYECKNX KpUTepreB. CepooTpUIIaTeIbBHOCTD
st IgG kK AQP4 TpeGyeT COOTBETCTBUST Pa3IMYHBIM 10~
MOJIHUTEIbHBIM KpUTEpUSIM [54].

Junarnocrmaeckne kpurepuu 3COHM. Unentuduka-
st AQP4-IgG B 2004 1. 3HaunTeIHbHO OONerymiaa qudde-
pennuanuio 3COHM ot paccessHHOro ckjiepo3sa [33].
B 2006 1. BeisiBienne AQP4-1gG Obl10 BKIIOYEHO B ITepe-
cMoTpeHHBle Kputepuu auarHoctuku 3COHM [54].
IIpeanouTuTenbHBIM METOAOM JIAOOPATOPHOI UASHTU (U -
Kaluu gBJisieTcs onpenesieHne aHtutea K AQP4 metonom
KJICTOYHOI MPEe3eHTALIMY aHTUTeHa, 00JIa1al0IIM HauOOIb-
IIeif YYBCTBUTEIBHOCTBIO U CIIEIU(UUHOCTHIO IO CpaB-
HEHUIO ¢ UMMYHO(MEPMEHTHBIM aHaIu30M [24, 41].

JInarnocruaeckue kpurepun SCOHM ¢ AQP4-1gG:

1) mo kpaiiHei Mepe 1 KITMHNYECKOE IIPOSIBJICHNE,
2) monoxurteabHblil TecT Ha AQP4-IgG ¢ ncnonp3oBa-

HHMEM HaWIY9JIIero JOCTYITHOIO MeToaa OOHAPYKEeHUST;

3) UCKIIIOYEHNE aTbTePHATUBHOTO AUArHo3a.

JInarnoctuaeckne kpurepun 1151t SCOHM 6e3 AQP4-

IgG um 3COHM c Hen3BecTHbIM cTaTycoM AQP4-IgG:
1) mo kpaliHeil Mepe 2 OCHOBHBIX KIIMHUYECKUX MTPOSIB-

JICHUsI, BO3HUKIIIME B pe3yJbraTe OTHOIO WJIM He-

CKOJIBKMX O0OCTPEHUI U OTBEYAIOIINE BCEM CIICIYIO-

LLIMM TpeOOBAHUSIM:

a) mo KpaiiHeit Mepe 1-M OCHOBHBIM KJIMHUYECKUM

MPOSIBJICHUEM JOJDKEH OBITh ONITUYECKUIT HEBPUT,
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OCTPBII pacCIpPOCTPAHEHHbIN ITOIIEPEYHBIN MUAECTIUAT
WJIM CUHAPOM area postrema;

b) muccemuHalus B IIpocTpaHCTBe (2 vim bonee pas-
JIMYHBIX KITMHUYECKUX TIPOSBICHUIA);

C) BBITIOJIHCHUE JTOITOJIHUTEIBHBIX TPEOOBAaHMIA K Mar-
HUTHO-pe30HaHCHO# Tomorpamme (MPT), ecnu
5TO IPUMEHUMO;

2) orpunarenbHbie TecThl Ha AQP4-IgG ¢ ncnonb3oBa-
HHEM HaWIY4Iero J0CTYITHOTO METoIa OOHAPYKEeHUS
WX B CIyJae, KOrma TeCTUPOBAHME HEIOCTYITHO;

3) UCKITIOUYEeHNE aTbTePHATUBHOTO JUArHO3a.

OcHOBHbIe KJIMHIYECKHUE MPOSBJICHHUS:

1) onTU4eCcKuii HEBPUT;

2) OCTpHBIii MUCIINT;

3) cuHApOM area postrema: 31301 HeOObSICHUMOM UKO-
THI WUIX TOIITHOTHI ¥ PBOTEHI;

4) OoCTpBHIli CTBOJIOBOI CUHIPOM;

5) cuMmToMaTUIecKasi HApKOJICTICHS WUIM OCTPBIN TU2H-
nedanphbiii cuHapoM ¢ 3COHM-TunmyHbIMKu ova-
ramu nopaxeHust Ha MPT,

6) uepebpanbhbiii cuHapomM ¢ 3COHM-TUNUYHBIMU
30HAMU MOpaXKeHUs roJloBHOro mo3ra Ha MPT.
Jonoanurenshbie TpedoBanusa K MPT pias 3COHM

0e3 AQP4-I1gG u 3COHM c nemssectbiM AQP4-1gG cra-
TyCOM:

1) ontuueckuit HeBpuUT: Tpedyercss MPT romoBHOTO
MO3Tra, IEMOHCTPUPYIOIIAs HOPMaJIbHBIC PE3YJIBTaThI
JINOO0 TOJILKO Hecneunduueckue n3MeHeHUs 6e1oro
BemiecTna, ua MPT 3putenbHoro Hepsa ¢ T2-rumnep-
WHTEHCUBHBIM 0YarOBBIM ITOPaXKeHUEM WM HAKOILIe-
HHUEM KOHTPACTHOIO mpenapara B pexxume T1-B3Be-
IIeHHBIX M300paxkeHWi, pacIpoOCTPAHSIOMINMCS
Ha 0oJjiee 9yeM 1/2 NIMHBI 3pUTEILHOTO HEPBa WA BO-
BJICKAIOIIINUM XHa3MYy;

2) OCTpPBIN MUEIINT: TPEOYETCS aCCOIIMUPOBAHHOE MHTPA-
MenyJuisspHoe nopaxeHue Ha M PT, pacripocTtpansito-
1eecs Ha 3 Miu 00Jiee CMEXHBIX CETMEHTOB (pacIipo-
CTpPaHEHHBI ITOIIePEeYHbII MUCIINT), WK 3 Uiu Ooee
CMEXXHBIX CETMEHTOB (DOKAJIbHOI aTpo(Uy CTUHHOTO
MO3Ta y ITallMeHTOB C OCTPHIM MUEJINTOM B aHAMHE3¢E;

3) cuHIpOM area postrema: TpeOyeTcsl aCCOIMUPOBAHHOE
MopaxkeHne MOPCaIbHOTO OTIEea ITPOI0JITOBAaTOrO
Mo3ra/area postrema;

4) OCTpBIIi CTBOJIOBOM CHUHAPOM: TpeOyeTCs Haaudue
TIepUAIICHINMATBHOTO TTOPaXKeHUsI B 00J1aCTH CTBOJIA
MO3Ta.

Jledenne 3COHM. YuuthiBasi, 4TO IIPOrpeccCUpoOBaHme
nHBamuau3anuu pu 3COHM B 3HaUNTENBLHOM CTETIEHN
CBSI3aHO C ITOCICACTBUSMU IOBTOPSTIOIINXCST OOOCTPEHMIA,
e apMaKoTepanuu COCTOSAT B 3(P(PEeKTUBHOM KYITH-
pOBaHUN 00OCTPEHUI (BKJTIOUASI CAMBIi ITEPBBII STTM301)
U TIPEAOTBPAIICHUH OyIYIINX PELIMINBOB.

MudbopManmsa o moka3zaHUAX K HA3HAYCHUIO Tepa-
MUY ¥ TTOTeHIIMAIBHBIX TOOOYHBIX 3P PeKTax JIeKapCTB
HeoOXoauMa IS YeTKOM OIeHKM MOTEHIIMAJIbHBIX

S1
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MpeuMylIecTB U pyuckoB mist manueHToB ¢ 3COHM B ka-
JKIOM MHIMBUAYaTbHOM citydae. OcoObIe COCTOSTHUS, TAKIE
Kak 6epeMeHHOCTb M KOMOPOMIHOCTD IPYTHUX ayTOMUMMYHHBIX
3a00J1eBaHMIi, TpeOYIOT TOMOJHUTEILHON 3a00ThI U TIIA-
TeJIbHOTO yxona. bynyiiye HarpaBieHNsI Tepaliu, BEPOSITHO,
OyIyT BKITIOYATH MACHTU(PUKAIINIO KIMHUIECKH TTOJIC3HBIX
OMOMapKepOB IS IIPOTHO3UPOBAHUS PELIUANBA I MOHUTO-
pHIHTa TepareBTUYECKOTO OTBETa, a TAaKxXKe pa3paboTKy 3¢-
(eKTHBHBIX JIEKAPCTB ¢ MUHUMAJIBHBIMUA TIOOOYHBIMU 3(P-
¢dexTamMu, 0COOEHHO OMITOPTYHUCTUYECKNX MHMEKIINIA,
OCJIO>XKHEHHBIX IJIUTEIbHON UMMYHOCYIIPECCUEH.

Tepamus o6octpennii. bricTpoe 1 apdhexTrBHOE TeUe-
HHEe 000CTpEeHHUII MMEET pellaioliee 3HaueHUe IS YCKO-
PEHMS BBI3IOPOBICHNSI, YMEHBIIEHHUST HEBPOJIOTMIECKOTO
nedunrTa 1 yaydineHus GyHKIIMOHAIBHOTO pe3yJibTaTa.
B Tabn. 1 mpeacraBiaeHBI OCHOBHBIC JOCTYITHBIC METOIBI
nedeHust oooctpenunii 3COHM [42, 48].

Tepanust obocTpeHUs 3a001eBaHNST OCYIIECTBIISIETCS
BBICOKMMM J103aMU TmioKoKopTukoctepounos (I'KC): me-
TrmpeaHn3o0joH 1000 MTr/cyT BHYTPUBEHHO KalleJIbHO
OT 5 10 7 CyT C MOCeAYIOLIMM IIEPEeBOAOM Ha Ilepopajib-
HBII IpueM TIPpeTHU30I0HA B 103€ | MI /KT /CYT.

HenaBHaue nccaenoBaHms mokas3aiu, YT0 BHYTPUBEHHOE
BBEICHME METWITIPEIHU30JIOHA MOXET YIYUIIUTH OCTPOTY
3pEHUSI ¥ COXPAHUTH TOJIIUHY CI0SI HEPBHBIX BOJIOKOH
CeTYaTKU MPU ONTUYECKOM HeBpuTe, cBsizaHHOM ¢ 3COHM,
a orcpouka jedyeHust 'KC cBg3aHa ¢ HeOJIaronpusITHBIMU
ncxogamu (B OTHOIIICHUU HapyIleHus 3peHus) [37].

B ciryuae HeahheKTHBHOCTH BHYTPUBEHHOTO BBEJIE-
HUS TJIIOKOKOPTUKOCTEPOUIOB (IIPY OTCYTCTBUM KIIMHIYE-
CKOTO YJIy4IIeHUs TIocye 3 THE MyIbc-Teparn) Heo0Xo-
MO TIPOBEICHNE CEaHCOB IIa3Madepe3a (MaKCMMaIbHO
1o 7 ceaHCOB 4epe3 IeHb), PEKOMEHIYeMbII 00beM 3aMe-
1IaeMOi TIIa3MbI KpoBU cocTaBisieT 30—35 MiI/KT Macchl TeJia
MalpeHTa BO BpeMsI Kaxkioro ceaHca [4]. Bo3aMoxkHbIe modou-
Hble 3¢ deKThl TUIa3Madepe3a BKIII0YAr0T MH(EKIINU, acCo-
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LIMMPOBAHHBIE C YCTAHOBKOM KaTeTepa, TUITOTEH3UIO, Koary-
JIOTIATUY U 3JICKTPOJIUTHBIC HApyIICHUSI.

MMmmyHOCOpOLIMS — MeTO M3 00JIACTH TeparieBThIe-
ckoro adepesa, aJbTepHATUBHBIN 11a3Madepesy B TeX
cIy4asix, Koraa miasMadepes IMpoTUBOITOKAa3aH TN HeIo-
cryneH. Bo BpeMs uMMyHOCOpOLIMK (ppakiiys ria3Mbl OT-
JIEJISICTCST ¥ 3aTeM ITPOXOAUT KOJIOHKY SKCTPaKOPIIOpaIh-
HOTO KOHTYpa, B KOTOPOM B KaueCTBE UMMYHOCOPOCHTOB
HCTIONB3YIOTCS TpUNTO(MaH WIK IMTPOTENH A. DTOT MpolLiecc
obecrieunBaeT OBICTpOE yHaJeHUe MMMYHOTJIOOYJINHOB
1 KOMITOHEHTOB KOMILIEMEHTA, B TO BPeMsI KaK aJIbOyMUH
1 (paKTOPBI CBEPTHIBAHUSI COXpaHsIoTCs [13].

Tepanust BHYTPUBEHHBIMU HMMYHOTJIOOYIMHAMU
WHOTIAa pacCMaTpUBACTCS KaK BApHAHT JICUCHUS IIPU 000-
crpenusx 3COHM, ocobeHHO y MalueHTOB ¢ IIPOTUBO-
nokaszanusmu K tepanuu ' KC n mpumeHeHuio adepesa.
BosMoxkHBIE MEXaHN3MBI IMMYHOMOIYTUPYIOIIETO AeiCT-
BUSI BHYTPUBEHHBIX UMMYHOTJIOOYIMHOB BKJTIOYAIOT 0J10-
Kaay KJIETOYHBIX PEIEIITOPOB, HEUTPATN3aIIUIO IINTOKM-
HOB, KOMIUIEMEHTOB 1 ayTOAHTUTEJ, & TAKXKE MOIYJISILINIO
MMMYHHBIX 3((PEKTOPHBIX KIETOK [47].

IIpenorBpamenne od6ocTpennii. B TeueHne mmrebHO-
IO BPEMEHH C IIeJIbIO TIPEIOTBPAIeHUS] PELIUINBOB 000-
CTPEHUI UCITOIH30BAIACh UMMYHOCYIIPECCUBHAS TePaITHsI
off-label, mockonbKy paHee ObuIa MokKa3zaHa 3(PPeKTUB-
HOCTb HEKOTOPBIX M3 MPEITapaToB IIPH APYTUX ayTOUMMYH-
HBIX 3a00JIeBaHUSX, OTIOCPEIOBAHHBIX HATMIMEM aHTUTE]L.
[TpuMepaMu TakKux ImpenapaToB MOTYT CY>KUTh PUTYKCH -
Mab, MUKO(eHoJ1aTa MO(ETUII, a3aTUOTIPUH U TIPETHU30-
JoH. KoHceHCcycHbIe peKOMeHAalUu 10 JICUEHUIO ObLIN
OCHOBaHBI Ha HECKOJILKIMX HAOJTI0MATeIbHBIX KIIMHUIESCKUX
HCCIICIOBAHMSIX, B KOTOPBIX OTCYTCTBOBAI MACKUPYIOIIVE
WJIA KOHTPOJIbHBIE TPYIIIBI; TEM HEe MEHEe BCe 9TH MCCIIe-
JTIOBaHUSI TTOKA3aJIM, 9TO TTOABJICHE MMMYHHUTETA B 1IEJIOM
MpeaoTBpaIlacT PEIUANBEI IO CPABHEHUIO C OTCYTCTBUEM
MMMYHOIICTIPECCAHTOB.

Ta6auua 1. Ocrosrobie docmynivie Memoodst AeueHus: 000cmperuil 3a001e6anUll CNeKmpa ONMUKOHe8POMUCAUMA

Table 1. The main available methods of treatment of exacerbations of neuromyelitis optica spectrum disorder

Drug/method

MCTI/IJ'II'[p €IHU30JIOH
Methylprednisolone

Dose, course

1000 Mr BHYTpMBEHHO KarneabHo Ne 5—7
1000 mg intravenous drip No. 5—7

PexomMeHmyeMblit 00beM 3amMeliaeMoit Tia3Mbl KpoBu 30—35 MJI/KT Macchl Tejia

[Mnazmagepes
Plasmapheresis

TaIeHTa BO BpeMsI KaxkIoro ceaHca (MaKCMMAaJIbHO 10 7 MPOTIeIyp)
The recommended volume of blood plasma to be replaced is 30—35 ml/kg of the patient’s

body weight during each session (up to a maximum of 7 procedures)

BHyTprBeHHOE BBeIeHUE MMMYHOTIJI00y IMHA
Intravenous immunoglobulin

MmMmyHOCOpOLIMS
Immunosorption

0,4 T/Kr/cyT B TeueHUe S5 NHEi
0.4 g/kg/day for 5 days

CM. B TEKCTe CTaTbu
See in the text of the article
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OtkpriTHe anTuTen K AQP4 mHummpoBato uccieno-
BaHWE MEXaHNU3MOB, IIOCPEACTBOM KOTOPBIX ITIPOMUCXOIUT
MMOBPEXICHNE aCTPOIIUTOB, YTO B UTOTE ITPUBEJIO K UICH-
TU(UKAINY BAXKHEUIIINX TMMYHOJIOTUIECKIX MUILICHE,
cpenu KOTOPhIX CHCTeMa TePMUHAJIBHOTO KOMILJIEMEHTa,
peuentop MJI-6 u B-xnerku. B ta6n. 2 npeacraBieHbl
OCHOBHBIE TIpeITapaThl, JOCTYITHBIC IS TIPEIOTBPAIICHIUS
oboctpenuniit 3SCOHM.

I'mokokopTukocTeponapl. Kak rpaBuio, nepopajbHbIi
npuem 'KC coderaeTcst ¢ MCMOIb30BaHUEM OJJHOTO U3 M-
MYHOCYNIPECCUBHBIX mpemnaparoB. Llenp mpumeHeHUs
T'KC — crabunusanyst COCTOSIHUA TTallMeHTa C JaJIbHENIIER
MOCTEIIEHHO OTMEHOM TOPMOHAJILHOM TePAaITMU U IIPEI0-
TBpallleHHe TOSIBICHUS TOOOYHBIX 3(D(hEeKTOB (TUMIEePTO-
HUSI, caxapHbIil 1MabeT, ocTeoriopos, cuHapoM KyiiuHra,
MOBBILIEHHBIN PUCK MH(MEKIIMOHHBIX 3a00JIeBAaHUI1; peIKIe
mo6oYHbIe 3P MEKTH — 3Dopus 1 TIcuxo3) [4].

Azaruonpus (off-label) — mpernapar 13 TpymIbl aHTUME-
TabOJIMTOB, aHAJIOT IMypMHA, KOTOPBII OJIOKUPYET CUHTE3
JIHK B ocobeHHO ObICTpo npomudepupyommx B- u T-mim-
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dourTax 1 TaKMM 00pa3oM OCYILECTBISIET UMMYHOCYIIpeC-
CHIO; IPUMEHSUICS paHee B KaueCTBE OHOTO 13 TIPeIiapaToB
1-11 uaunm ms nedennss 3COHM. AzaTnornprH HaYMHAIOT
MIPUHUMATB B 703€ 25—50MT/CyT ¥ TTOCTETICHHO ITOBBIIIIAIOT
no3y 10 2,5—3,0mr/kr/cyT. st noctiskeHnst a¢dekra MoXeT
noTpedoBaThest 4—6 Mec, U B 9TOT MEPUO.L OOBIYHO TPeOyeT-
cs MOTOJIHUTENIbHBIN nepopanbHbiii 'KC (kak mpaBuio,
MPETHU30JIOH B 03¢ | Mr/Kr/meHb). M3 HexXenmaTeIbHbIX
SIBJIEHUI — TTAaHLIMTOIIEHWSI, JIEKAPCTBEHHBIN reratut. OnuH
13 HanboJiee OMacHBIX TOOOUYHBIX 3(P(PEKTOB — pa3BUTHE
JuMdomsl [21].

Mukodenonara MmodeTm (off-label) — ob6paTMBbIit MH-
rMoUTOp MHO3MHMOHOMDOChaATAETUAPOTEHA3bI, KOTOpast
Y4aCTBYeT B CUHTE3¢ I'YaHO3MHOBBIX HYKJICOTHUIOB, O0paTH-
Mo uHruoupyet npoynudepanvio T- n B-mumdormros. [pe-
IapaT Ha3Ha4yaeTcs TSl IiepopaibHoro mpremMa (1—3 r/cyr)
1, KaK MpaBUJIO, TIPUMEHSIETCS B CITydae TUIOXOM IIepeHOCH -
MOCTH a3zaTuonpuHa. M3 HexXellaTeIbHBIX SIBICHUI HaW-
0oJiee 4acTo OTMEYaloTCcsl roJ0BHAsI 00JIb, 3aIOpPhI, BbI-
MMaJicHue BOJIOC, Tuapesi, 00JIb B XKMBOTE U JICHKOIICHUS,

Tabmma 2. OcHosHbie npenapamot, docmynHole 0411 npedomepaujerus 000cmpeHuil 3a001e8aHUll CHeKmMpa ONMUKOHE8POMUCAUMA

Table 2. The main drugs available for the prevention of exacerbations of neuromyelitis optica spectrum disorder

Group

HMmMmyHoenpeccaHThl
Immunosuppressants

AHTH-B-KIIeTouHas Tepanus
Anti-B cell therapy

[pemnaparsl, Grokupyome peruentopsl MJI-6
IL-6 receptor blockers

[Ipenapatbl, 6J0KUPYIOIIME IEHCTBUE CUCTEMbI
KOMITLJIEMEHTA
Complement inhibitors

BHyTprBeHHBIE UMMYHOTJIOOYTMHBI
Intravenous immunoglobulins

[mrokopTUKOCTEPOUIBI
AzatnonpuH (off-label)
MuxkodeHonata ModeTr (off-label)
Merotpekcar (off-label)
IluknocnopuH A (off-label)
Takponumyc (off-label)
MuTtokcanTpoHn (off-label)
Huknodochamun (off-label)
Glucorticosteroids
Azathioprine (off-label)
Mycophenolate mofetil (off-label)
Methotrexate (off-label)
Cyclosporin A (off-label)
Tacrolimus (off-label)
Mitoxantrone (off-label)
Cyclophosphamide (off-label)

Putykcumab (off-label)
HNHuebunuzymad
Rituximab (off-label)
Inebelizumab

Carpanuzymad
Tormmmzymab (off-label)
Satralizumab
Tocilizumab (off-label)

OKynu3ymad
Eculizumab
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TakXke 3a(UKCUPOBAHO TePaTOTeHHOE NEUCTBUE TIperiapa-
Ta [43,47].

Iuknodocdavmn. [ukiodochammn (off-label) — Hecre-
MUIeCKIit IMMYHOCYTIPECCUBHBII TIperiapaTr aJIKIIIpy-
JOILIETO TUTIA IEMCTBUS, BIUSIONINIA Ha (DYHKLIMM Kak T-, Tak
U B-kierok. JlaHHbIe TUTepaTypbl OTHOCUTEIBHO PEKOMEH-
JTyeMOI1 JO3BI IIpernapara pa3HATCs OT 7 10 25 MT/KT KaXKIbIiA
Mecs1 B TedyeHne 6 mec. LlemecoobGpasHo paccMarpuBaTh
JaHHBIM BUI Tepanuy ipu accorau 3COHM c cucrem-
HOI1 KpacHo BoiyaHkoi, cuHapomoM Illerpena. M3 Hexe-
JIaTeJIbHBIX SIBJIEHU — reMOpparndeCKuii HUCTUT, TOIIHOTA,
nuapes, nefikoneHus [43].

Iukrocnopun A u Takpoaumyc. [nkinocmopun A (off-
label) BBI3bIBaeT MHTMOMPOBAaHME TPAHCIOKAIIMK (DAKTOPOB
TPAHCKPUIILIUM, YTO MPUBOAUT K CHIDKCHUIO aKTUBAIUU
tpaHckpuriy UJI-2, TNFa, UJI-3, NJI-4, CD40, GM-CSF
u [FNy 1, B KOHEYHOM cueTe, K CHIKEHUIO TTposrdepaiin
T-xnerok. Tpemop, TMIIEPTOHUSA Y HE(PPOTOKCUIHOCTD SIB-
JISIIOTCST 3HAYMMBIMM TTOOOYHBIMU 3D heKTaMU IIUKIOCITIO-
puHa A. Takpommyc, TIperapar ¢ aHaTOTUYHBIMA MEXaH3-
MaMM JICHCTBUS, MPUBOAUT K MHIMOMPOBAHUIO Tepenadn
curHazia T-mumdbormramu u Tpanckpunimu WMJI-2 [43].

Metotpekcar (off-label) mposBiIsieT CBOI0O UMMYHOCY-
IMPEeCCUBHYIO aKTUBHOCTD 3a CUET MHTHUOMPOBAHUS TUTH-
npodoaTpeayKTas3bl, YTO IPUBOIUT K ITOBBIIIICHHOM 9yB-
CTBUTEJILHOCTU T-KJIETOK K aIlomnTo3y, Ojarogapsi yeMy
JIOCTUTACTCSI IIPOTUBOBOCIAIUTEIFHOE 1 UMMYHOMOTYJTH -
pytoiee aeiicteue. [IpumeHsieTcss B KOMOMHALIMY C TIpeJi-
HU30J0HOM: CPEIHsSSI 1032 METOTpeKcaTa COCTaBIISICT
ot 17,5 no 50 Mr/Hen BHYTpUBEHHO, TIPETHMU30JI0H Ha3HA-
yaeTcs U3 pacueta 1 Mr/kr/cyt. LimroneHusi, BKiIroyas maH-
LIMTOIICHUIO, U T0303aBUCUMAasl TeIaTOTOKCUIHOCTb, IIPH-
BOJSIIAS K XXKMUPOBOI 00JIe3HU TleueHr, (puodpo3y u maxe
LIIPPO3Y, SIBIISTIOTCS BaXXKHBIMU OCJIOKHEHUSIMU TEpaIliu
JIaHHBIM TTperniapatoM [47].

MurokcanTtpoH (off-label) — cMHTeTUYECKMIA TIPOTHUBO-
OIyXOJIeBbIM Mpenapart, KoTopblii nuHTepKaaupyet ¢ JJHK,
BBI3bIBasI OMHO- M ABYXIIETIOUCYHBIC Pa3PBIBBI, IIOAABISICT
penapauuio JIHK nocpeacTBoM MHIMOMpPOBaHMST TOIOU -
3oMepa3sl 11, Takum o6pazom cHuxkast T- 1 B-kiieTouHblit
UMMYHUTET. MUTOKCAHTPOH B f03e 12Mr/M?2 miomanu
ITOBEPXHOCTH TeJIa BBOIST BHYTPMBEHHO KaIleJbHO MeJI-
JIEHHO €XXeMEeCSIUYHO B Te4eHue 3—6 Mec ¢ MOCIeAyIOIMMHI
uHdy3usIMu 6—12Mr/m? Kaxasle 3 Mec. MakcumanbHast
KyMYJISITUBHAs 103a MUTOKCAHTpoHa cocTaBisieT 100—
120 Mr/M? 1I011AIM TIOBEPXHOCTH Tesla. MUTOKCAHTPOH —
JIOCTATOYHO TOKCUYHBIN ITpenapar, IIpy eTo IIPUMEHEHUN
CYILIECTBYET PUCK PA3BUTHS arpaHyJIOLMTO3a, KapIUOMU-
OITaTUHU, OMIIOPTYHUCTUICCKUX MH(MEKIINUI. Y KEeHIITUH
BO3MOXHO pa3BUTHE aMeHOper. TakkKe CyIIecTBYeT PUCK
Pa3BUTHS OCTPOTO JIeiiK03a, IIO3TOMY IIpUMEHEHUE TaH-
HOTO npenapara TpedyeT 0COOEHHO TILATEIbHOIO KOHTPOJISI
3a HEXeNIaTeIbHBIMU SIBICHUSIMH. YUUTHIBas OTPaHU-
YEeHHOCTb IMMPUMEHEHMS JAHHOTO METO/Ia, 1IeJIeCO00pa3HO
paccMaTpuBaTh €ro Ha3HaYeHUE B KauyeCTBE Tepaluu
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2-1i TMHUU, KOTJa JAPYTrue METOJbI JICUEHUST 0KA3aJIUCh
HemocTaTOuHO 3P PeKTUBHLIMHU [43].

DKyam3ymMad — peKOMOMHAHTHOE TYMaHIU3UPOBAaHHOE
MOHOKJIOHAJIbHOE aHTUTEI0 K C5-KOMIIOHEHTY KOMILIE-
MeHTa. JIaHHBII peTapat MepBhIM ObLT O(DUIIMATIBHO 3a-
peructpupona Jis repanu 3COHM ¢ HanuymeM aHTH-
ten K AQP4. Cuctema KoMITJIeMeHTa UTpaeT BasKHYIO POJIb
B umMyHormaroreHeze 3COHM, 4To ObLIO TOATBEPXKICHO
PSIIOM HCCIIeOBaHUI. DKyIM3yMad MHTHOMPYeT KOHIIe-
Boii 6e1ok kKomIuieMeHTa (C5), mpemoTBpaiiasi ero pac-
meruieHre Ha cyobequHuibl C5a u CS5b, oka3bIBamolne
IIPOBOCITAJINTEILHOE IEMCTBUE Y OTBETCTBEHHBIE 3a (hop-
MHUpOBaHKE MeMOpaHOATaKyIOIIEro KoMIuiekca [26, 46,
51]. B xoge KIMHUYECKUX UCIIBITAHUI Mpenapara ObLIO
MOKa3aHO yMeHbllIeHUe pucka oboctpeHuii. Hauboiee
YaCTBIMU HeXeJIaTeJIbHBIMU SBICHUSMU ObUTH MH(MEKIINT
BEPXHUX JbIXaTeJbHBIX ITyTeil, TOJI0BHAs 00JIb 1 Ha30(ha-
puHTHUT. PekoMeHnoBaHo npuHuMaTh 900 MT mpemnapaTa
KaXXIyIo HeJeslo B TeueHue nepBhiX 4 Hel, gainee 1200 mr
Kaxnable 14 mHel mocpeacTBOM BHYTPUBEHHOM MHDY3UMN
(Bpems1 MH(Y3UHU B CPETHEM COCTABIISIET OT 25 10 45 MUH).
[TpumeHeHue sKyInM3yMada acCoOLMUPOBAHO C MOBbIILIEH-
HBIM PUCKOM Pa3BUTHSI MEHUHTOKOKKOBOM MH(EKIINH,
ITO3TOMY Mepe Ha4aJIoOM TepaIliy Bce MallMeHTHI JOJIKHBI
MPOTH BakunHaumio [23, 34].

AHTH-B-KIeToyHasa Tepamus. PacTyiiee KOIM4IeCTBO
nHOOPMAIIUK 0 PoIr B-KJ1eTOK B amannTHBHOM UMMYHHOM
oTBeTe AenaeT B-kiieTKu BaxkHOI TeparieBTUYeCKON MU~
1LIEHbIO TIPY ayTOMMMYHHBIX 3a00J1eBaHUsIX. AHTU-B-KJie-
TOYHAsI Teparus 3aHUMaeT Bce 0ojiee 3HAUUTETbHOE MECTO
B MATOICHETUUYECKOM JICUCHUM NEMHEIUHU3UPYIOIINX
3aboneBanuit LIHC, aBnsisich BaXKHBIM COCTaBIISTIOLIMM
KOMITOHEHTOM IIpeIiapaToB, M3MEHSIOIINX TCUCHUE pac-
CesTHHOro cKiiepo3a. HanboJliee akTHBHO BHEIPSIFOTCS aH-
tutena Kk CD20-npuddepeHIMPOBOYHOMY pPELENTOPY
Ha nmoBepxHocTu B-xierok [19, 23].

Purykcumad (off-label) — xumepHOE MOHOKIIOHAIBHOE
aHTuTeso, HaleneHHoe Ha CD20, mepBoHavaJIbHO pa3pa-
boTaHHOe 11 JeyeHus: B-kiertounoit tmm@oMsl. [Tpume-
HeHHUE pUTyKcumada ObICTPO MPUBOAUT K 3aMETHOMY
nucromenuto myna CD20+-B-kieTok n3-3a onocpenoBaH-
HOI KOMIUIEMEHTOM M KJIETKAMH LIMTOTOKCUYHOCTH [16].
CD20 nipencraBisieT co00M aKTUBUPOBAHHbIN TJTMKO3WIIN -
POBaHHBINM TpaHCMeMOpPaHHBII (OCHOIPOTENH, IKCITPEC-
CHSI KOTOPOTO HAUMHAETCSI HECKOJIBKO ITO3Ke M TePSICTCS
HECKOJIBKO paHbIlle BO BpeMsl pa3BUTUSA U AuddepeHIm-
poBku B-kieTok, uem skcnpeccust CD19. CD20 yuactByeT
B aKTUBaLMH, TUDGEPSHIIMPOBKE M TPAHCIIOPTE KAJIbIINS
B-xierok, a nepuriut CD20 y yeoBeKa IpUBOAUT K CHU-
KEHUIO CITOCOOHOCTU BbI3bIBaTh OTBET B-KJ1€TOK Ha He3a-
BUCHMBIE OT T-KJIETOK aHTUTCHEL.

Putykcumab (off-label) pekoMmeHIOBaH B KauecTBe
noagepxuBalomeid Tepanuu 1-it muanm npu 3COHM
B pekoMeHmanusx EBporeiickoii (pemepaiiny HEBPOJIOTH-
yeckux obmectB 2010 1. [43] u pekomenmanusax 2014 t.
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nccaeponaresibckoit rpynmsl o 3COHM NEMOS [47].
ITpn 3COHM HeT cTaHmZapTU3UPOBAHHOTO IPOTOKOJIA
JISYCHUST pUTYKCUMA0OM, U B KIIMHUIECKOM ITPAKTUKE €TO
IMPYMEHEHME OIIPENEISICTCS OITBITOM OTIEIBHOTO HEBPOJIO-
ra v neHtpa. CyiiecTByeT obliee MHEHME, YTO (ha3a UHIYK-
LIMY JOJDKHA COCTOSTh M3 MHPY3UM 2 T B BUe 2 10310 1 T
C MHTEpBAIOM 2 Hesl WK 375Mr/M?2 exeHe/IeIbHO B TeYeHHe
4 nen. [Togxompl K TTOIIEPXKMBAIOIIEH TepaIiy IIPOTUBOPE-
YUBBI — B Pa3HBIX LIEHTPAX IIPUMEHSTIOTCS pa3HbIEC IIPOTOKO-
eI [39, 57].

W3BecTHO, 4TO cTapT aHTU-B-Kji1eTOUHOII Tepanuu
COIIPSIKEH C pUCKOM 000CTpeHMsI 3a00JIeBaHUSsI, TIO3TOMY
1eJiecooOpa3Ho MPOBOAUTHL MHQPY3UIO pUTYKCHMMaba
Ha ¢oHe nepopanbHoro npuemMa 'KC. Haubonee yacto
BCTpeyvarolecs nodoyHble 3P@eKThl: MH(PY3MOHHBIE pe-
AKIIMM PAa3HOU CTEMEHU BBIPAXXEHHOCTU, JIEUKOIIEHUS,
WHOEKIINY MOUYEBBIICIUTEIBHOM CUCTEMbI I BEPXHUX JIbI-
XaTeJIbHbIX TTyTei [15].

NueOumzymad (mperapar He 3aperucTprupoBaH B PO
s tepanu 3COHM) — rymaHM3MpoBaHHOE MOHOKJIO-
HainpHOe aHTuTeNo K perenropy CD19+-B-mumdornros,
npenapat Obu1 3apeructpupoBaH misg teparmnu 3COHM
¢ AQP4-1gG. CD19 nipencrasiisieT coboii TpaHCMeMOpaHHBII
[JIMKONPOTerH | ThIa, KOTOPBIi MPUHAIEXUT K CyIepce-
MEHCTBY IMMYHOIIIOOYTMHOB. OH 3KCIIPeCCUpPyeTCsl HAa paH-
HuUX npo-B-kieTkax, mo3aHux 1po-B-kieTkax, B-kierkax
MMaMsITH, TI1a3M00IacTaX M HEKOTOPHIX IIa3MaTUICCKUX
KJIETKAX, TTOCIICTHIE 13 KOTOPBIX SIBISIIOTCSI OCHOBHBIM KJIe-
TOYHBIM MCTOYHMKOM 3aIIUTHBIX, BEICOKOCTICIM(DUMIHBIX
AHTUTEN, a TAaKXKe ayTOAHTUTCHCIEIIM(UISCKIX aHTUTE]L.
CD19 BimsieT Ha akTBaLUO U 1 GepeHINPOBKY B-mM-
(OIIUTOB MOCPEACTBOM MOMYJISIIMU TIepeaadll CUTHAJIOB
peuentopoB Ha B-nmumdonurax. CD19 BaxkeH mis ycra-
HOBJICHUSI ONTUMHU3MPOBAHHBIX NMMYHHBIX OTBETOB ITyTEM
MOIYJISIIIMYA aHTUTCHHE3aBUCHMOTO pa3BUTUs B-KireTok
1 MHAYLMPOBAHHON MMMYHOIJIOOYJIMHOM aKTHUBAIlUU
B-mumdoruros. deduiur CD19 y skciepuMeHTaIbHBIX
JKMBOTHBIX 1 JIFOICH IPUBOAUT K HAPYIICHUIO TYMOPAJIhb-
HBIX peakluii 1 001Let TTOBBILLIEHHON BOCOIPUMMYNBOCTU
K nHpekuuu [22]. [IpuMmeHeHne nHeOMIM3yMada OKa3bl-
BaeT MMMYHOCYIIPECCUBHOE ACUCTBUE ITyTEeM BIUSHUS
Ha B-KJieTku, a Takxke MHIMOMpYyIollee 1eiCTBUMe Ha CUH-
Te3 u cekpernio AQP4-1gG cekpeTupyolnMy aHTUTeIa
kieTkamMmu. MHeOuauzymad BBOAUTCS BHYTPUBEHHO
KaneabHo 1 Kypc B 1-if u 15-i1 geHp cymmapHo 600 mr,
IIPpY 3TOM BO BpeMsI 1 Kypca C IIebIo TIpeIoTBpaIIeHUs
pa3BUTHSI OOOCTPEHMS TOTIOJTHUTEIbHO Ha3HACTCSI TOPMO-
HanbHas Tepanus. [lockonabKy uctoueHue B-kieTok
MOXKET ObITh CBSI3aHO C 00OCTPEHMEM B Hauyajle JeYeHUsI,
11esiecoo0pa3HO Ha3HAYCHUE MEPOPATBLHOTO MPEIHM30-
noHa 20wmr/cyT wim 3kBuBaneHTHoro I'KC B mepuon
¢ 1-ro o 14-ii meHb C MOCTETICHHBIM CHIDKCHUEM O3Bl
110 21-r0 THS, YTOOBI CBECTU K MUHUMYMY PUCK PELIMIVBA
cpasy nocie 1-ro Kypca jeyeHust uHeOuauzymaodom. Ion-
JepKUBarolas 1o3a nperapara cocrasisietr 300mr Cpenn
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HeKeJlaTeIbHBIX SIBJICHUI Han0oJjiee 4acTO OTMEJaIUCh MH-
¢y3uoHHbIe peakuyu [17].

Tepanus, Hanedennas Ha penentop WJI-6 (6mokama
curHaibHoii cuctemsl MJI-6). Tommm3ymad (off-label).
K coxanenuio, npumepHo y 20 % nauuenros ¢ 3COHM
pa3BUBACTCS PELUINB, HECMOTPS Ha IMMOJHOE NCTOILIECHNE
B-xierox [28, 29]. B Takux cirydastx BO3MOXHO paccMO-
TPETh BOIIPOC O IIPMMEHEHUH TIPEeTapaToB, HAIIPaBICHHBIX
Ha OsiokupoBaHue perenropos MJI-6, Koropsle mokasanm
CBOIO 3(P(DEKTUBHOCTH Y MAIIMEHTOB C arPECCUBHBIM TeUe-
HueM 3COHM u MHOXECTBEHHOI JIEKAPCTBEHHON pe3u-
CTEHTHOCTBIO |5, 9]. CpemHsist TepareBTHIecKasi 103a COCTaB-
JsseT 6—8 MI/KI' MaccChl Tejla €XeMECSUYHO BHYTPUBEHHO
KanejbHO. M3 MoOOYHBIX SIBJIEHUI ObLIM OTMEUEHBI T10-
BBIIIICHUE YPOBHS XOJECTeprHa, MHQPEKIIUU, TPOoMOO3
[JTyOOKMX BeH M HEHTPOTICHUS.

Carpam3ymad rmpeacTaBiIsieT cCo00i r'yMaHU3UPOBaH-
HO€ MOHOKJIOHAJIbHOE aHTUTEJIO, BBOAUMOE IIOIKOXKHO,
KOTOpPOE CBSI3BIBaET KAK MEMOPAHOCBSI3aHHBIC, TaK U Pac-
TBOpuUMBIe petenTopbl MJI-6, GIOKUpys IyTH nepenayn
curHanoB MJI-6, yaacTBytomux B Bocnanenuu. [Ipemapat
6611 co3aaH cneuuanabHo st tedeHnss 3COHM u paspa-
0OTaH C MCITOJb30BAHUEM TEXHOJOTUU PELMPKYIISIINN
AHTUTEJI, KOTopas IPOoieBaeT IePUOI HaXOXKICHUS IIpe-
mapara B 1asMme [25, 45]. NJI-6 asiseTcst MHOrOMYyHKIIA-
OHAJIBHBIM IIUTOKWMHOM, KOTOPBIA IPOIYIIUPYETCS pa3-
JIMYHBIMKA TUMAMHU KJIETOK M YYaCTBYET B Pa3IMIHBIX
BOCHAIMTENBHBIX Tpoeccax. MJI-6 criocodcTByer nud-
¢epeHLpoBKe HauBHBIX T-KiteToK B T-Xemepbl, KOTOphIe
B ripucyrctBun MJI-6 B asibHENIIIEM CTUMYJIAPYIOT TU(D-
¢depeHumanuio B-kieTok B miazmMo01acThl, KOTOpPEIE,
B CBOIO O4YepeIb, MPOAYLUPYIOT aHTuTena K AQP4. NJI-6
TakxKe MOBBIIIAeT mpoHuiiaeMocth I'Db, obneryas mpo-
HUKHOBeHMEe aHTUTeN K AQP4 1 mpoHUKHOBEHME BOCA-
yurtenbHbIX Ki1eTok B ITHC.

CoracHO TaHHBIM, TTOJIy4€HHBIM B XOJI¢ PAaHIOMMU3H-
POBAaHHOTO ABOMHOTIO CJICIIOTO IIalle00KOHTPOIMPYEMOTO
uccinenoBanus 11 ¢as3er it nzydyeHus 3¢ GeKTUBHOCTU
caTpajindymaba, 100aBJIEHHOIO K JICUEHUI0 UMMYHOe-
npeccantaMu y marueHToB ¢ 3COHM (SAkuraSky), ca-
Tpaju3ymad MPUBOAUII K 00jiee HU3KOMY PUCKY PeLIMAnBa,
yeM Iutane6o. B mpoTokoiie mpuHsaau yyactue 83 mamu-
€HTa B Bo3pacTe OT 12 10 84 j1eT, COOTBETCTBOBABIIINE KPU-
tepusm aguarHoza 3COHM, kak AQP4-IgG-cepomnoio-
JKUTEJIbHBIC, TaK U CEPOOTPHUIIATECIbHBIC, PAHIOMU3ALIMST
MPOBOIWJIACH B cooTHoLIeHnHU 1:1. MccaenoBanue 1ocTu-
IJI0 CBOEM OCHOBHOM KOHEUHOM TOUKU € 62 % CHUXEHU-
€M pHCKa pa3BUTHUS pelUANBa, IIPUYEM B TIOATPYIIIIE Ce-
POTIOJIOKUTEIIBHBIX MTAIIMEHTOB BEPOSITHOCTH 000CTPEHUS
cHikaach Ha 78 % [45]. DddekTuBHOCTD 1 6e30I1aCHOCTh
carpanu3ymaba B MoHOoTepanuu obuta oieHeHa B 111 ¢paze
PaHIOMU3MPOBAHHOI'O IBOMHOTO CJICTIOrO IIalle00KOHT-
poanpyemMoro uccienoBanus (SAkuraStar): 95 mauueHToB
B Bo3pacTe oT 18 10 74 niet, ¢ 1100bIM CEPOIOTMYECKIM CTaTy-
coM AQP4-IgG, ObuM paHIOMU3NPOBAHBI B COOTHOIIIEHUM
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2:1 s mpueMa oo carpanmnsymada (120 Mr moaKoxXHO),
Jmbo riane6o. MccnenoBanue SAkuraStar TOCTUIIO CBO-
el OCHOBHOM KOHEYHOM TOUKHM € 55 % CHUKEHUEM pUCKa
penyanBa, IpudeM B IToArpymie mamueHToB ¢ AQP4-IgG-
cepornonoxuteabHbIM 3COHM 3¢ (eKTMBHOCTD JOCTUTIA
74 % [25, 45]. BaxHoii 0COOEHHOCTBIO MCCIIETOBAHUS
SakuraSky siBAsIZIOCH yUacTHie MaleHTOB B Bo3pacTte oT 12
no 17 net; 7 mauMeHTOB MOAPOCTKOBOrO BO3pacTa ObLIU
BKJTFOUEHBI B IBOMHOM CJICTION TEepUO/ MCCIea0oBaHMs (ca-
Tpanu3ymad (n = 4); rareoo (n = 3)), 1 Bce 7 MallMeHTOB
ITPOIOJIKAJIN TTOJTYIaTh caTpaIu3ymMad B TIEPHOI OTKPHITOM
dazbl. DPGHEKTUBHOCTD Y B3POCIIBIX 1 TTOAPOCTKOB 0KA3aJIach
cortoctaBuMoit. IIpoduiab Ge3omacHoCTH TIpenapara y Ia-
LIMEHTOB ITOAPOCTKOBOTO BO3pacTa COOTBETCTBOBAT IIPODH-
JT10, HaOJTI0IaeMOMY B OOIIIE TTonysisiimu |25, 45, 56].

CuHAPOMBI 00T 1 YCTAJIOCTH BCTPEYAIOTCS Y OOJTBIITNH-
crBa naueHToB ¢ 3COHM u onrcaHbl y maleHToB ¢ aH-
tutesamu K MOG [56]. ITockoIbKy BO MHOTHX CITydasix 3TH
CHIMITTOMBI HEIOCTATOYHO KOHTPOJIUPYIOTCS M, CICI0BATEITb-
HO, 3HAYUTEJIFHO BJIMSTIOT Ha KAYeCTBO MOBCETHEBHOM K13~
HM TIAIIEHTOB, CYIIIECTBYET ITPEACTaBICHME O TOM, YTO Tap-
retHas Teparnus 0jgokaropamu perentopoB MJI-6 moxer
HMMETb ITOJIOXKUTETHbHOE BIMSIHIE Ha BOCTIPUSITE OOJIH, TTO-
MMMO CHWKEHUST YaCTOTHI PELIMANBOB [6, 7].

4

IIpenapat BBoauTcs noakoxHo. HavanbHast go3a —
3 mabvekuuu 1o 120 mr 1 pa3 B 2 Hexd, 3aTeM no 120 mMr
Kaxnble 4 Hen. YacToTa HexXellaTeJIbHBIX SIBJICHUN B C-
ciegoBaHuu SAkuraSky Obuta cormocTtaBuMa B TPYIIIe
HUCCeayeMOoro MperaparTa U TpylIie 1ialebo; HauboJiee
4acTo BCTpeyaluch MHOEKLMU MOYEBbIBOASALLMX MyTel
1 BEpXHMX IbIXaTeJIbHBIX IMyTE, a TaKxKe Ha30(papuHTUT
[25, 51].

Nmmynormo0ymnbl. Bo3aMozkHO TpuMeHeHre MHOY3Ui
YeJIOBEYeCKOro MMMYHOIIO0y/IMHa B o3¢ 0,4 I/KT/CyT B Te-
yeHne 5 gHew, 3ateM 0,4—1,0 r/Kr/cyT Kaxmeie 2—3 Mec.
JlaHHBII BapyaHT Teparuu MpeaynpexaeHuss 000CTpeHU
11eJIeCO00pa3eH ISl IPUMEHEHUS Y TTAlIMEHTOB C PeLIUIN-
BUPYIOIIMMU MHGEKINSIMA Ha (hOHE Teparii UMMYHOJIE-
npeccantamu [4].

Taxum o6pa3zom, B HacTosliee Bpems B Poccuu 3a-
peructpupoBaHo 2 mnpernapara mis jedyeHus 3COHM,
CEepONOJIOXUTENbHOro mo antuteaam K AQP4: carpa-
Jm3yMab 1 akyau3ymab. [1pu atom tepanus antu-MOG-
CEpOITOJIOXUTETbHBIX MAIIMEHTOB M MAIIMEHTOB C CEPO-
OTPUILIATEILHBIM CTaTyCOM OKOHYATEIbHO HE perIaMeH-
THUpoBaHa. JleueHNe MAIMEHTOB, CEPOOTPHUIIATEIbHBIX
o antutenam K AQP4, gacTto octaetcs B pamkax off-label
[43, 47, 52].
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IneKkTpo3Huedanorpaua u uccnesoBaHus
(DVHKLUMUOHANBbHON aKTUBHOCTU FOJIOBHOI0 MO3ra
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InekTpoaHuedanorpadus (33r) paeT nccnefoBaTeNto BO3MOXHOCTb aHaIM3MPOBaTh U GUKCMpOBaTh GbICTpONpoOTEKaloWUe
thunonornyeckne NpoLecchl B KOPKOBbIX CTPYKTYpPax roJI0BHOTO MO3ra, YTO B HACTOALLWIA MOMEHT NMPaKTUYECKN HEOCTYNHO
Ans GONbIWIMHCTBA METOA0B (DYHKLMOHANbHBIX UCCef0BaHMit Mo3ra. OAHAKO B TeXHONOrUM KnuHuyeckoit I3 Habnoaaetcs
onpeAeneHHas ctarHauus, Tpebyiolas n3MeHeHNit METO[OIOTUYECKUX U TEXHUYECKUX MOAXO[0B K peanu3atymm 33T,

Llensto Haweit paboTsl sBASETCA NPEACTABNEHME COBPEMEHHbIX BO3MOXHOCTEN I3 1 ee MecTa B COBPEMEHHOW MefULUH-
CKOW AMArHOCTUKeE.

B HacToswee Bpems nofasnsiollee 6ONbWIUHCTBO annapaTHbix koMmnaekcos 33T BKNtoyaloT 8—32 0TAENbHbIX KaHANOB 3a-
MUCK U UCMONB3YIOT PACNOJIOXKEHNE aKTUBHbIX 3NEKTPOAOB Ha CKanbne no cucteme «10-20». B pesynbrate nponcxoput
yTpata 6onblworo obbema MHGOpMaLMM, U MCCNeA0BaHUA OrPaHUYMBAIOTCA UCKIOYUTENBHO PerucTpalmueil oTaenbHbIX
6103N1eKTPUYECKUX (HEHOMEHOB, YTO He MO3BONAET UCMONb30BaTh AaHHble I3[ COBMECTHO C HEipOBU3yann3aLnOHHbLIMM
006cnefoBaHMAMU C LOCTATOYHOM ANf NOCNEAHUX pa3peLatoleil CnoCobHOCTbIO.

PelweHnem aaHHO Npobnembl ABASETCS MCMNOAb30BaHWe cucTeM IIT BbICOKOI NIOTHOCTY 3anNuUCH, BKIKOYAIOWMUX Bonblioe
KONMYECTBO NepBUYHbIX 3NeKTPo3HLedanorpaduyecknx ceHcopos (128 n bonee), KOTOPbIE NO3BOAAIT MUHUMU3UPOBATDL
MH(DOPMALMOHHbIE MOTepU NepBUYHOro 3Tana. OfHaKo Takue cucTeMbl TPeOYIOT KapANUHANbHO MHOTO MOAX0AA K TEXHUKE
aHanu3a 3anuceit 3. MpucytcTBue 60AbLWErO B CPABHEHWUM C KNACCUYECKMMU CUCTEMAMU 00beMa UH(OPMALIMK BbIHYX-
AAET NPUMEHATb Pa3fnNyHbIe METOAbI MaTeMaTUYeCKOro aHann3a nony4aemMoro CUrHana, a Takxe WKUpe UCnoab30BaTh Me-
TOAMKM 06beANHEHNSA ¢ UHDOPMALME MHBIX AMAarHOCTUYECKUX METOL0B, MPEX/e BCEro MarHUTHO-Pe30HAHCHOM ToMorpa-
¢un N byHKLMOHANBHON MArHUTHO-PE30HAHCHON TOMOrpaduu, HO B pe3ynbTaTe 3TO OTKPbIBAET ANA Y4YeHbIX HOBble
nepcneKTUBbI MCCef0BaHUA GUOINEKTPUYECKON aKTUBHOCTY FOJIOBHOTO MO3ra YeNnoBekKa.

KnioueBble cnoBa: 3nektpoaHuedanorpadus, TEXHONOTUSA, BLICOKAS MAOTHOCTb 3aNUCK, BU3yanu3aLus, COBMelLeHNe
n306paxeHus

Ina uyntuposanua: lynaes C.A. dnektposHuedanorpadus n uccnenoBaHna QYHKLUOHANBHOM aKTUBHOCTM TONIOBHOTO
Mo3ra. Pycckuil xxypHan getckoit HeBponorum 2021;16(4):59-68. DOI: 10.17650/2073-8803-2021-16-4-59-68.

Electroencephalography and analysis of functional brain activity

S.A. Gulyaev

Department of Radiation Diagnostics and Clinical Physiology, Laboratory of Clinical Neurophysiology, Federal Center of Brain and
Neurotechnologies, Federal Biomedical Agency; 1/10 Ostrovityanova St., Moscow 117997, Russia

Contacts:
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Electroencephalography (EEG) enables the recording and analysis of fast physiological processes in the cerebral cortex, which
is currently virtually impossible for the majority of methods of functional brain examination. However, there is a certain stag-
nation in the EEG technology that requires some improvement in both methodological and technical approaches to EEG.
Objective: to analyze the capacities of EEG and its role in current medical diagnostics.

The majority of EEG machines have 8 to 32 recording channels and use the 10-20 electrode placement system. This
results in loosing a substantial amount of information due to limited registration of some bioelectric activity and pre-
vents using EEG data together with high-resolution neuroimaging.

This issue can be addressed by EEG machines with high-density recording and multiple primary electroencephalogra-
phic sensors (at least 128), which ensures minimal loss of information at the first stage. However, such systems require
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an absolutely different approach to the analysis of EEG recordings. Larger amount of information (compared to conven-
tional EEG) necessitates the implementation of various mathematical methods to analyze the recorded signals, as well
as more extensive use of techniques for combining this data with findings of other diagnostic methods, primarily mag-
netic resonance imaging and functional magnetic resonance imaging. This will open new horizons for the investigation

of bioelectric activity of the human brain.

Key words: electroencephalography, technology, high-density recording, visualization, image combination
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BBepeHue

BnexTposHedantorpadpus (331 Obl1a paspaboraHa
B 1924—1928 1T. HeMenKnM y4eHbIM X. beprepoM, KOTOpbIit
Ha OCHOBe padoT B. DitHTX0BeHA MPeTOKIIT METO, (PUKCALIH
OMOITOTCHIIMAJIOB TOJIOBHOTO MO3Ta C IIOMOIIIBIO BEICOKOUYB-
CTBUTEIBHOIO TajlbBAHOMETpa M camornwcia. IlomydeHHbIe
JIaHHbIE MPEICTaBJIsUIM COO0M pa3anyHble KojiedaTeIbHbIe
(peHOMEHBI, KOTOPBIe Ha3BaIi puTMaMu. [lepBasi BoImeeHHast
X. BeprepoM akTMBHOCTb ITOJTy4YMIIa Ha3BaHe albga-puT™a.
OHa nmesia XxapaKTeprUCTUKY MOIYIMPOBAHHBIX 10 aMILIATY-
JIe CMHYCOITOIOOHBIX Koje0aHuii, TTpeodIagarollnX B 3aThI-
JIOYHBIX OTBEICHUSX 1 PEAYLIMPYIOIINXCS B MOMEHT OTKPbI-
BaHM 1a3. B mpoTHBOMOIoKHOCTD altb(a-puTMy OeTa-puT™M
MNPEICTABISIT ACUHXPOHHBIN 1IIyMOITOAOOHbBIM PUTM, TTPEO-
0J1a1ar0IIMIA B JOOHBIX OTBEACHUSIX M HE pearrpyroLLMii Ha OT-
KpbIBaHME WM 3aKpbiBaHKe 11a3 [10].

OTKpBITHE PUTMUYECKON aKTUBHOCTHU TOJIOBHOTO MO3-
ra Ha TIEPBBIX ITOpax OBLIO BOCIIPUHSITO UCCIICIOBATEISIMU
KaK MpsIMOE OTPaKeHUE MBICIUTEIBHOU MeSITeIbHOCTH
YeJ0BeKa, OMHAKO BCE IMOMBITKH €€ «IeIIM(PPOBKI» T10-
teprienu Heynauy. K cepennne 1930-x rogoB cTao sSICHO,
YTO peruCcTpUpyeMasi OM03JIeKTprUIecKast aKTHBHOCTh MO3-
ra IpeacTaBisieT coboil ckopee pe3ysibTaT CyMMapHOM
AKTUBHOCTU MHOXECTBA HEBPAIbHBIX CTPYKTYP CO CIIOXK-
HBIM MEXaHU3MOM B3aMOJICUCTBUS, pean3yIOIIM (PyHK-
LMOHAJIbHYIO AKTUBHOCTb LIECHTPAJIbHOM HEPBHOI CUCTE-
MBI, YTO HE TIO3BOJISIET IIPOBECTU IIPSIMOI aHAIM3
MBICIIUTEJIbHON nmesiTenbHOCTU. B 40-X romax mpoinioro
BeKa, IocJIe IepepadoTKM OCHOBHBIX MTOJIOKEHMI MeToa
DT rpynroit KaHaaCKUX HEMPo(dU3MOJIOroB Moa PYKO-
BoacTBoM VY. [NeHdunna, taHHas MeToaMKa IMPOYHO BOIIIa
B apCceHaJI HeMpOHayK KaK METOJ MCCAeTOBaHMST (DYHKIII-
OHAJIbHOM aKTUBHOCTU KOPKOBBIX CTPYKTYP TOJIOBHOTO
Mo3ra [6]. OgHako U3JIUIIHE cTporast (hhopMaainu3aius uc-
CJIeIOBaHMS, OOJIBIIIOE BIUSHUE IPYTUX HEMPpOopr31Mo10-
TMYECKUX METOJIOB, TPYAHOCTH ITOATOTOBKHU CITELIMAJIMCTA,
HECOBEPIIICHCTBO 3JICKTPOHHOM TeXHUKU U TIpoune phak-
TOPBI TIPUBEJIM K CTaTHAIIMM METO/Ia, B pe3yJibTaTe 00IIast
METOIOJIOTHSI IIPOBEACHMS MCCIIeIOBAHNI TaK 1 OCTaIach
Ha ypoBHe 50—60-X rof0B IPOIUIOro BeKa, a B HAaydHOM
1 KJIMHUYECKOM COOOIIECTBAX CTAIM IOIYJISIPHBI UICH
00 ycTapeBaHUM METOIMKI KaK TAKOBOI 1 HEOOXOAUMOCTU
ee 3aMEHBI Ha MHBIE TUAaTrHOCTUIECKIE TEXHOJIOTUM, OCHO-

BaHHBIC Ha OPYIMX (PU3NUIECKUX TMPUHINTIAX ((DYHKIINO-
HaJlbHasi MAaTHUTHO-PE30HAHCHAsT TOMorpadus, Mo3uT-
POHHO-3MUCCUOHHAsI ToMorpadus, omHOGOTOHHAas
SMUCCUOHHAs KOMITbIOTepHas ToMorpadus) [8].

[NombITKM YCOBEPIIEHCTBOBATh METOAMKY MCCIIEI0BA-
HHS C TIOMOIIIBIO BHEAPSHUS B AHAIMTUICCKUI OJIOK pa3-
JIMYHBIX MaTeMaTUUYECKHUX METOJ0B U MOJeJIe, aKTUBHO
npemtaraeMbix B 1990-x 1 2000-X IT., He IPUHECIN XKela-
eMOro ycIrexa, U B HacTosIlee BpeMs OOJbIIMHCTBO
U3 MPEJIOKEHHbIX «YJYUYIIEHU» paccMaTpyUBaIOTCS TOJIb-
KO KaK «KOMMEepYECKHUe» TOTIOJHEHUS K UCXOTHOMY IIPO-
rpaMMHOMY oOecIiedeHU0, obJieryaroliue npoLecc ae-
mubpPOBKM HATUBHOM 3allMCH, HO HE HUMEIOIINe
pelaoniero 3HadyeHud [1, 2].

Tem He meHee meTon DD mpomoKaeT MPUMEHSITHCS
KaK B HAyYHBIX, TaK 1 B KITIMHUIECKUX UCCICTOBAaHMSIX [4]
U HA CETONHSIIHUIA IEHb SBJISIETCA €AMHCTBEHHOW TEXHO-
JIOTHEN, MO3BOJIAIONIEH PErMCTPUPOBATh UBMEHEHUST OMO-
BJICKTPUIECKOI aKTUBHOCTH TOJIOBHOTO MO3Ta HAIIPSIMYIO,
0e3 MCITOIb30BaHMS PA3IMYHBIX (DU3NICCKUX U XUMHUIC-
CKMX TTOCPETHMKOB, YTO JAET MCCIEI0BATEII0 BOZMOX-
HOCTb aHAJIM3MPOBATh M (PUKCUPOBATH OBICTPOIIPOTEKAIO-
11I1e MPOLIECChl, HEAOCTYIHbIE 411 UHBIX METOA0B [7].

Llenbio Hallleid pabOTHI SIBJISIETCS TIPEACTaBICHUE COB-
pPEMEHHBIX Bo3MoxKHOcTei DI 1 ee MecTa B COBpeMEHHOM
MEIUITMHCKOM TMarHOCTUKE.

MNonbiTKK NpeoponeHus orpaHuyeHunin 33T

B ntepBom necarunerun XXI B. B HayaHOM ITyIie DD -
METOIMK ITPOM3O0IIE] TEXHOJOTMIECKU CKAa4OK B BUIE
TTOSIBJICHUST TOCTYITHBIX MHOTOKaHAJIbHBIX aHaJIN3aTOPOB,
MOJYYMBIINX Ha3BaHUEe DD BHICOKOI IIJIOTHOCTH 3aITMCH.
DTa TeXHUKa MO3BOJIsUIa pa3MECTUTh Ha TTIOBEPXHOCTH TO-
JIOBBl 3HAYUTEJIBHO OOJIBIE IIEPBUUYHBIX CEHCOPOB,
YyeM IPU CTaBIIEH KIaCCUIECKON CUCTEME PACIIONIOXEHUST
a51eKTpoaoB — «10—20», pa3paboTaHHOI M BHEIPEHHOM
B KJIMHMYECKIE MCCEIOBaHMST KaHaICKIM Helipodusno-
sorom I [Ixxacniepom. YBe/IMueHHOE KOJIMYECTBO CEHCOPOB
ITO3BOJIMJIO MUHUMHU3UPOBATH ITOTEPIO IIEPBUIHOI MHGDOP-
MalliM, XapaKTepHyIo Wit cxeMbl «10—20», 1 mmokasaThb
pacrpenecHre MOIIHOCTEe OMOMOTEHIINAIOB CKajlblia
HaMHOTO 0oJjiee aeKBaTHO, YeM IIPH MCITOIb30BAaHUH CHC-
TeM C MaJIBIM KOJIMYECTBOM KaHAJIOB.
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OnHako pa3paboTKa MPOrpaMMHOTIO OOeCIIeUeHMUS
TaKUX CHCTEM MPOIOJKACT MCIOJIb30BATh IIPUHIIUIIHI,
3aJI0keHHEBIe e1ie B 1990-X romax, 4To B OTCYTCTBHE TE€C-
HOTO B3aMMOICHCTBUS MEXIY pa3paboTINMKaMU, KIIMHU-
LIMCTAaMM ¥ HEHpoOMoIoraMy He TTO3BOJISIET IIPEITIOXKUTD
eIUHBIX TUATHOCTUYCCKUX TIPUHILIMIIOB B3aMEH IIPEIIo-
XXeHHBIX enle B 40-x rogax IpoIIoro Bexka [5], 4To B 3Ha-
YUTEJIGHOM CTEIICHU 3aTPYIHSIET aKTUBHOE MCIIOJIb30BaHIE
MHOTOKaHAJIbHBIX CUCTEM KaK B KIIMHUYECKOM, TaK 1 B Ha-
YYHOM IMArHOCTUYECKOM Iporiecce. TobKo B IOCIeTHIe
roasl MexayHaponHas ¢enepauus HEUPOoDU3NOIOruu
(IFCN) mn3mana peKoMeHIalluy paclIupeHus Kiaccude-
ckoit cxembl «10—20» rmyreM 100aBIeHNUs 6 TOITOJHUTEb-
HBIX 3JIEKTPOIOB, PACTIONOXEHHBIX HIKE TUHUU nasion —
inion, MO3BOJISTIONIMX TTOJIy4aTh MH(MOPMALIUIO ¢ KOPKOBBIX
CTPYKTYp Oa3aIbHBIX OTIEJOB IMOJYHIApUN TOJOBHOTO
mo3ra [9]. Ho B Poccuu maHHble peKOMeHIalMM ToKa
He paccMaTpUBAIOTCS B Ka4eCTBe 00s13aTeIbHBIX [3].

OCHOBHbIE pa3nnM4ynA MeXAY TEXHONOrUAMU

J33r-gnarHocTukm

Kaxk 6b110 yKa3aHo BblllIe, B HACTOSIIIEe BpeMsI I101aB-
JIsiIonee OONBIIMHCTBO alllapaTHBIX KOMIUIEKCOB DT -
MMarHOCTUKY, B TOM YHCJIE 9KCIIEPTHOTO KJIacca, ITOCTPO-
eHBl Ha 0a30BBIX IPUHIUIAX, CHOPMYIUPOBAHHBIX
emre B 40-x rojgax IMpoIIOro BeKa, T.€. BKIIOYaloT 8§—32
OTJIEJIbHBIX KAHAJIOB 3aITCH M UCIIONB3YIOT PACTIONOKCHIE
AKTUBHBIX DJIEKTPOJOB Ha cKaJibIie 1o cucteMme «10—20».
B pesysbsraTe moBepXHOCTh CKaJTbIIa IIOKPBIBACTCS «CETHIO»
TEPBUYHBIX CECHCOPOB C PACCTOSTHUEM MEXKIY COCSTHUMM
5—7 cm. Bmecte ¢ TeM, Kaxablid 3J1IeKTPOI-CeHCOP (PUKCU-
pyeT OMO3IEKTPUIECKYI0 aKTUBHOCTD C TOBEPXHOCTU HE 00-
nee 1,0—1,5cM2, 9TO IPUBOANT K HEOOXOANMOCTY MHTEP-
TTOJISILIAY TIOTyYeHHOI MHMOPMAITIH JTUO0 MCITOIb30BAHMS

4

OCHOB BEKTOPHOT'O MCUMCJICHMS ISl JIOKAJIM3AlIUM MHTE-
pecylollero ucciaeaonaresis npouecca. Takum o6pazom,
Ha BBIXOJIE MOJIyJaeTCsI JOBOJBHO YCIOBHAS MH(MOPMAaII-
OHHasl KapTUHA, JIy4Ille BCETO IMO3BOJISIONIAS PETUCTPUPO-
BaTh SIBHO ITAPOKCU3MAJIBHYIO OMO3IEKTPUICCKYIO aKTHB-
HOCTb M JIOKAJIM30BaTh e (POKYCHI (puc. 1).

CamMa mpolierypa MccienoBaHus XKeCcTKO (hopMam-
30BaHa M UCIIOJIb3YeT OTPAaHUUYCHHBII HAOOp (DYHKITNO-
HaJIBHBIX IIPO0 B BUIE PeaKIlIMU aKTUBAIIUU, (POTOCTUMY-
JISIIIUKA Y TUTICPBEHTWISILIMK. Takoil BEIOOpP oIpenesiceH
JIJIST TIPOBEICHUSI CKPMHUHTOBOTO MCCIIEIOBAHNSI TTAPOK-
CU3MaJbHBIX (DOPM OMOBJIEKTPUICCKON aKTUBHOCTH,
HaIpUMeED IIPH TUATHOCTUKE «KIMHUYECKU CKPBITHIX»
SIMJICHTUYSCKUX TTPUCTYIIOB, TaK KaK ITO3BOJISCT BBIS-
BUTHb OOBEKTHUBHYIO PEaKIINIO KOPKOBBIX CTPYKTYP TOJIOB-
HOTO MO3Ta IIpu (popMaIn30BaHHBIX HAIpy3Kax, UMUTH -
PYIOIIMX ITOBCEAHEBHYIO aKTUBHOCTh YeJIOBeKa (IIepexo
U3 TEMHOTO ITOMEIIEHHUS B CBETJIOE, IIPOCMOTP TelIeIe-
penad, BEIITOJTHEHUE (PU3NIECKOI HAarpy3Ku). DTo ymoo-
HO JUTSI IEPBUYHON IMAarHOCTUKHU SIUJICTICUN, OCOOEHHO
Ha 3Tarne aMOyJIaTOPHO-IMOJIUKIMHUYECKON MTOMOIIH,
OJIHAKO B APYrux o0JacTsIX HelpoHayK TaKOW IMOIXO.,
MajioaddeKTuBeH u MajouHdopMaTuBeH. OcobeHHO
KOTI/Ia TOSIBJISIETCS HEOOXOAMMOCTh MCCIIeIOBAaHUS aK-
TUBHOCTU MO3TOBBIX CTPYKTYP, IIOBPEXIEHHBIX B PE3Y/Ib-
TaTe WHCYJbTAa, WIM U3MEHEHUI MOBEICHUSI KOPKOBBIX
CTPYKTYpP TOJIOBHOT'O MO3Ta B paMKaxX MCCJICIOBAHUS MO3T0-
BOM (DYHKILIMU, TTOCKOJIbKY UCTIOJIb30BAaHNUE BU3YaIbHO-(e-
HOMEHOJIOTMYECKOTO aHAIM3a VIV CUCTeMbI KapTUPOBaHMSI,
OCHOBaHHOI Ha MHTEPITOJISILINK JTAHHBIX, TIOTyYeHHBIX C Ma-
JIOTO KOJIMYECTBa MEPBUYHBIX CEHCOPOB, UMEET KpaliHe
HU3KYI0 MHGOOPMATUBHOCTD (PHC. 2), TTO3BOJISS MCCIIe-
JI0BaTeJIIo JaBaTh TOJIBKO CaMble 0000ILEHHbIE CYKACHUS
0 HabJIroJaeMoM IIpoliecce.

Puc. 1. Yeaosrnoe npedcmasnenue unghopmayuu, nosyuaemoil npu ucnoab308aHUU CUCMEMbL PACNOAONCEHUs 2AeKmPo0oe « 10—20»: modeas u ee npedcmas-

JNeHue uccaedosamento

Fig. 1. Conditional representation of information obtained using the “10—20" electrode placement system: model and its presentation to the researcher
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Puc. 2. Ilonvimica uccaedosanust hyHKUUU peyu ¢ UCHOABI0BAHUEM CUCIEMbI PACHOA0NCEHUS INeKmMPo008 « 10— 20> (a) u MHO2OKaHANbHOU 2AeKmMPOdHYeharoepa-
@uueckoi cucmemvt GSN- 128 (6). Hcnoavzosanue MHO2OKAHANBLHOL CUCIEMbL NO380ASEM BbIOeAUMb, ROMUMO OCHOBHOU, OONOAHUMENbHYIO DEHEBYIO 30HY

Fig. 2. Attempt to assess the speech function using the “10—20" electrode placement system (a) and the GSN- 128 multichannel electroencephalographic system (6).
The multichannel system enables the analysis of the additional speech area, not only the main one

Cuctembl 33T BbICOKOM MNJIOTHOCTU 3aNUCK

B nono6HbIX mpubopax KOJIUUYECTBO KAaHAIOB 3aIlMCHU
B HACTOSIIIIEE BpeMsI COCTaBisIeT oT 64 10 256. YuurteiBas
BO3MOXHYIO IUIOIIAMb MOJydeHUSI UH(POPMAIIUN OTHUM
ceHcopoM B | cM2, HAMMEHBIIYIO OTEPIO JAHHBIX MOXET
JaTh cucTemMa, uMmelomas 512 kaHanoB u 6osee. K coxa-
JICHUIO, Ha JTAHHBIM MOMEHT pa3pabO0TKa TaKMX CHUCTEM
MMEET OTpaHUYCHUS M3-3a (QU3NICCKUX PAa3MEPOB AJTCK-
TPOJIOB, UTO HE TTO3BOJISIET CO3/1aTh MTOIOOHBII MHTEpdEiC.
TeMm He MeHee ucTIONb30BaHMeE naxe 128-KaHaabHBIX CU-
CTEeM ITO3BOJISIET UCCIICIOBATEIIO CYIIIECTBEHHO PACIIIMPUTD
JMMarHOCTUYECKHEe BO3MOXKHOCTH MeTona D3I (puc. 3).

[Iporenypa rpoBeneHUs UccaenoBaHusI HeopMal-
30BaHa 1 HalpaBJIeHA Ha PErUCTPAIIUI0 U3MEHEHUI 010~
BJIEKTPUIECKOI aKTUBHOCTU B YCIOBUSIX MPEIbSIBICHUS
Pa3IMYHBIX HATPY30K, HAIIPABJICHHBIX Ha aKTUBAIIUIO TOM
IV MHOM (DYHKIIVU.

B otimmume ot «kimaccudeckux» cucreM, DI BBICOKOI
IUTOTHOCTH 3aITMCH MCITOIb3YeT MOHOTIOJISIPHBIC OTBEIC-
HMSI, YTO BBIHYKIAET MCCIICI0BATEIS C OOJIBIIICH TIIATeIh-
HOCTBIO TIPOBOAMTH MPOLIEIYPHI ITOAABICHMS apTedaKTHOI
AKTUBHOCTH, a OOJIBIIIOE KOJIMYECTBO MEPBUYHBIX TaHHBIX
TpeOyeT MPUMEHEHHUSI MPOLEIYP BBIAEIECHUS CHUTHAA
I10 3aJJaHHBIM XapaKTepPUCTUKAM.

HawubGonee nepcneKTUBHBIMU pa3pabOTKaMU JAHHOTO
HaIpaBJICHMS MOXHO CUYMTATh MPOLIEIYPY HE3aBUCUMOTO
aHam3a coctapitomux curHana (Independed Component
Analysis, ICA). Ee ucnoib3oBaHue IO3BOJISIET pa3ae/IUTh
UCXOAHBIN DBI-curHam, NpeAacTaBISIONINII CyMMAaIINIO
0OOJBIIOT0 KOJMYECTBA PUTMOB, Ha COCTABIISIOLINE.
[Ipu 3TOM HCTTONB3YeTCS TIPEICTaBICHNE, YTO KaXKIbINA (PHK-
CUpPYEMBIIA BOJTHOBOM IIPOLIECC HE3AaBUCHUM OT OCTAJIbHBIX
U TIPEACTABIISIET CO00I aKTMBHOCTh OTIEIBHOTO KOPKO-

Boro aHajauzaTtopa.Takum o0pa3om, y ucciaeaoBaTess Io-
SIBJIIETCSI BOBMOXKHOCTD JIOKAJIM3AIIMU 1 BBIIEJICHUS aK-
TUBHOCTH OTIEIbHBIX KOPKOBBIX CTPYKTYP, IIPEICTABIISI-
IOIIVUX TEPMUHAIbHBIE MPEICTABUTENLCTBA PA3INYHBIX
aHAJIM3aTOPOB, a TAKXKE BU3yaIM3allM1 UX B3aUMOACHCTBUS
C IPYIUMHM yJacTKaMM KOPBI, BO3HUKAIOIINMU TIPU pea-
JIM3AIUHY OTACIBHO B3ITOM (hyHKIINN. OTHAKO IPUMEHEHME
0OJIBIIIOTO KOJIMYECTBA KAHAJIOB B aHAIM3aTOPaX BBICOKOI
IUIOTHOCTH 3amucH (puc. 4) MPUBOINUT K HEBO3MOXHOCTH
MMPOBEACHUSI KJIACCUYECKOTO BU3yaIbHO-(DEHOMEHOIOTH -
YeCKOIo aHAIM3a HAaTUBHOM 3aITMCH, BRIHYKIAs UCCIICIOBA-
TeJ1s1 IMOO UCIIOIb30BaTh IIpeo0pa3oBaHue B 00Jiee MPOCThIe
MOHTaxKHBIE cXeMBI («10—10» mmm «10—20»), mpakTUIecKn
CBOIIST Ha HET BCE TTPENMYIIECTBa MHOTOKAHATBHOTO ITPHO0-
pa, 1100 MPUMEHSITh TEXHOJIOIMU MaTeMaTU4eCcKoil oOpa-
OOTKU C TOJy4eHHEM ABYMEPHOIO U300paXkKeHUs C YCII0B-
HBIM pacIpeiecIeHUeM MOIIHOCTU 3aJaHHOM YaCTOTHI
Ha CKaJibIle (puc. 5).

IMocnenHsist TexHosiorus 0oJiee yaoOHa 1Jisl UCCIIe10-
BaTeisl, IIOCKOJIbKY ITO3BOJISICT MOJYIUTh WH(MOPMAIINIO
00 aKTUBHOCTH KOPKOBBIX CTPYKTYpP TOJIOBHOTO MO3Ta,
KOTOPBIE MOKHO COIIOCTaBUTH C aHATOMUYECKUMHU 00pa-
30BaHUSIMU WJTM COBMEIIIATh C M300pakeHNEM, ITOTyICHHBIM
IIPY TIOMOIIM KaKOTO-HUOYIh PaaNOJIOrMUYeCKOTO METOIa
(KoMITBIOTEpHAsT TOMOTpadusi, MAaTHUTHO-PE30HAHCHAsI
Tomorpacdust u ap.). [Ipudyem, yIuThIBasi OTHOCUTEIIBHYIO
«CTaOMJIbHOCTB» HEMPOpPaanoJI0ru4ecKo KapTuHbI, THOPK-
nu3alusl u300paxkeHuil He TpeOyeT HEeIoCPeACTBEHHOTO
COBMEIIIEHMST UCCIICAOBAHUIM TT0 BpeMEHH, a MOXET IIPO-
BOIUTBCS U OTIACIBHO. B 3TOM ciTyyae mpoBOAMTCS COBME-
IIeHNWE JTOKAIU3allnil 3JIEKTPOIOB ¢ aHATOMUICCKUMU
00beKTaMM, TAKMMU KaK 00JIaCTh IIePEeHOCULIbI, KO3eJIKa
1 BEpXHETO Kpasi O0JIBIIIOT0 3aTHUIOYHOTO OTBEPCTHSI.
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Konunuectso ceHcopos
Opurunan / Original B MaTpuue / Number of
sensors in the matrix

Pe3ynbtupyiolee nsobpaxeHue /
Resulting image

21

128

256

Puc. 3. Hzmenenue 8u3thle012 undmpmauuu 6 3asucumocmu om Koauvecmea Ucnonb3yemslx nepeuuHvlx CeHCopos

Fig. 3. Changes in visual information depending on the number of primary sensors used

Puc. 4. Busyanvroe npedcmasnenue HaMugHoI 31eKmpoIHUeharocpammol, NOAYHEHHOU HA CUCMEME BbICOKOL NAOMHOCIU 3ANUCU

Fig. 4. Visual representation of a native electroencephalogram obtained using a high-density recording system
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WUccnepoBaHue MO3roBoi aKTUBHOCTH

340pOBOro yenoBekKa

DBI-xapTorpamma, nojiydeHHas B pe3yiabrare ooce-
JTOBaHUSI 3I0POBOTO MAIleHTa B COCTOSIHUU paccadeH-
HOTO OOAPCTBOBAHMS C 3aKPBITHIMU TJIa3aMU, XapaKTepH-
30Bajach aab(a-puTMOM, BHIPAXKEHHBIM B 3aTBIJIOYHBIX
OTBEICHUSIX, MIO-PUTMOM B LIEHTPaJIbHO-TEMEHHBIX OTBE-
TEHUSIX, CIMHUIHBIMY T€Ta-BOJIHAMU B TOOHO-BUCOYHBIX
OTBEACHUSIX 1 0€Ta-aKTMBHOCTHIO B TOOHBIX OTBEICHUSIX.
YeTkoe mpeacTaBIeHre OCHOBHBIX YACTOTHBIX KOMIIOHEHT
¢dopMHUpOBaNIO XapaKTePUCTUKY 30HAJBbHBIX Pa3Iuduit
PUTMOB (CM. puc. 5).

OnHaKo NPOBeIeHHBIC UCCIICIOBAHNS TTOKA3aJIH, YTO TI0-
HSITHE HOPMBI OBLTO IOBOJILHO YCIIOBHBIM. Tak, HaIIpsDKeHEe
PYK BCJICICTBME BOJHEHUS WM MHBIX IPUIMH BBI3BIBAIO
JIECUHXPOHM3ALINIO B 30HAX KOPKOBOTO IIPEACTaBUTEILCTBA
JIBUTATeJIbHOTO aHajM3aTopa, BennurHa 6a30BOil 4aCTOThI
anba-puTMa, XapaKTePU3YIOIIEro COCTOSTHUE TTOKOST 3pH-
TEJIPHOTO aHAJIM3aTopa, M3MEHSIaCh MIPYU aKTUBHOM IIpEI-
CTaBJIEHUU NALIMEHTOM IeHCTBYs U IIp. (puc. 6).

WUccnepoBaHune gBuratenbHoi pyHKLUM

JIBMzkeHMe — oaHa U3 0a30BbIX (PYHKIIMI BCEX XKMBOT-
HBIX, B 3HAUYNUTEIHLHON CTEIIEHN OTJIMYAIOIINX MX OT pacTe-
Huii. HapyireHne nBurateisHOM (DYHKIIAY TIPU TTOBPEXKIE-
HHUU KOPKOBBIX CTPYKTYP TOJIOBHOTO MO3Ta WJIU 110 MHBIM
NpUYMHaAM IpeacTaBiisieT coO0oii HauboJjiee 3HAYMMBbIiA
dakTop, YXyIIIAIOIINi Ka4eCTBO KMU3HHU IMareHTa. Kop-
KOBBIE TIPEACTaBUTEIbLCTBA IBUTATSIIHHOIO aHAIM3aTopa
PacCITOJIOKEHBI B LICHTPAJIBHBIX 00JIACTSIX KOPHI U 3aHUMa-
10T 00J1aCTh TTOCTUEHTPATbHO N3BUIMHBI (1yBCTBUTEIb-
Hasi, addepeHTHAsI YacTh aHAIM3aTopa) U 00JIacThb Mpe-
LIEHTPAJIbHOM M3BUJIMUHBI (OBUTaTeNbHAasA, dddepeHTHas
yacThb) (1ot bponmana 1—6).

nasa 3akpbiTbl / Eyes closed
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17151 KOPKOBBIX IIPEICTAaBUTEILCTB IBUTATEIbHOTO aHA-
JIM3aTopa XapaKTepHa COOCTBEHHAs] pUTMHUYECKAs aKTHUB-
HOCTb, TaK Ha3bIBaeMBII MIO-PUTM, BIIEPBBIC OIMMCAHHBII
TacTo B 1952 . Mio-puT™M MMeeT XapaKTepHYIO ISl HETO
peakIInIo aKTUBAIIUM — PEAYLMPOBAaHKUE B OTBET HA ABU-
JKeHIe KOHEYHOCTE, 4TO AeslaeT 3Ty 30Hy BeChMa UHTE-
PECHOU TSI METOJOB UCCIIEIOBAHUIM TTIOTEHIIUAIOB, CBSI-
3aHHBIX C COOBITHEM.

[Ipu mMccnenmoBaHMM KOPKOBBIX IIPEICTaBUTEIBCTB
JBUTATEIbHOM (DYHKIIMU TTAIIMEHTY TIPEeJIaraioch COBEpP-
1IaTh PUTMUYHBIC ABIDKCHUS KUCTSIMM obenx pyk. ITo-
CKOJIbKY KOPKOBasI 30Ha MPEICTaBUTEILCTBA KUCTH Ha-
MHOTO OOJIbIIE, YEM 30HBI APYIMX YacTei PyK U HOI, ee
MopakeHne MPU Pa3BUTHUHU ITaTOJOTMYECKOTO IIpoliecca
npeacTasisieT Oobliie Heya00CTB 111 MalkeHTa, a aKTU-
BaLMs JTy4llle BUAHA IpU TTpoBeaeHnn DT

M3MmeHeHus1 01M031eKTpUIYECKO aKTUBHOCTHU XapakK-
TEePU30BAIICH ITOIaBJICHUEM CEHCOMOTOPHOTO MIO-PUTMa
IIpY ABIDKCHUM KOHEYHOCTeH. B pesynbraTe 30Ha mpe-
CTaBJIEHUSI KOPKOBOTO MPEICTAaBUTEIbCTBA IBUTATEIbHO-
ro aHaJIM3aTopa BhIIEIACh Ha KapTorpamme (puc. 7).

WUccnepoBaHue peuu

Peuyb — ocHOBHas cucteMa KOMMYHUKaAIIUN MECXKIY
JIIOIbMU, 06CCH€‘{I/IBaIOH.[a${ COLIMAJIBHOC TTOJIOKEHUE Ye-
snoBeka. I[lopaxeHue peyeBOro aHaauzaTopa NPUBOAUT
K COLIMAJIbHOM JIe3aanTalyy MaluueHTa, YTo TpeOyeT BeCh-
Ma CJIOKHBIX peaﬁl/IJII/ITaHI/IOHHLIX METOOUK.

BoineneHue 30H KOPKOBOTO MpeACTaBUTEIbCTBA peue-
BOTI'0 aHajM3aTopa MPOBOAUIIOCH IIPU MPEABABICHUM T1a-
LIMEHTY HArpy3kKu B BHUJE IPOCIIYIIMBAHUA U IEpecKasa
KOPOTKOTO paccKasa JIuTeIbHOCThIo 3 MuH. KopKoBbie
MpeACcTaBUTEILCTBA PEYEBOTO aHaIM3aTopa B OOJbIIMH-
CTBE€ CJIy4acB PACIIOI0XKEHbBI B JOMMHAHTHOM I1O0JIyILIapyu.

na3sa oTKpbITbI / Eyes opened

Puc. 5. Inexkmposnuyepanoepagpuueckas kapmoepamma mosea 300p06020 M0A00020 HEN08EKA 8 COCMOSIHUU PACCAAbAeHH020 O00PCMBOBAHUS ¢ OMKDbIMbIMU
enazamu. [lpedcmasnensi eunepcuHxpoHHble 30Hbl 8 UEHMPANbHO-MEMEHHOU 00aacmu (30Ha MIO-pumma,

Fig. 5. Electroencephalographic map of the brain of a healthy young man during relaxed wakefulness with his eyes opened. Hypersynchronous areas in the centro-

parietal region (mu-rhythm area)
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Puc. 6. Uzmenenue uacmomot 6a306020 3/telcmp031-tued)a/mepaqbuwecxoeo pumma e agucumocmu om npo;w/uzeMoﬁ Ue/N06eKoOM aKkmueHocmu (npet)cma(menue

8U3YaNbHORO 00PA3a NPU OMKPLIMbIX 21A3AX)

Fig. 6. Changes in the frequency of the basic electroencephalographic rhythm depending on the person's activity (producing a visual image with open eyes)

Puc. 7. Jlecunxponusayus Kopkogvix omoenog 0gueamenbHo2o anaiu3amopa npu aKmueHoM 08UdNCeHUlU PyK (6 CpagHeHUU ¢ 8bl0eneHUeM mex Jce YeHMpPOos

npu nomowu memooa GYHKYUOHANbHOI MACHUMHO-PE30HAHCHOU MoMoepagui,)

Fig. 7. Desynchronization of the cortical areas of the motor analyzer during active hand movement (compared to the allocation of the same centers using func-

tional magnetic resonance imaging)

DddepeHTHAST 001aCTh aHATM3aTOPa (LICHTP IMPOTYKTUB-
Hoi1 peun, 30Ha bpoka, 44-e moie bpoamaHa) pacmoio-
JKeHa B 3aJHel YacTu HIVKHEH JJOOHOI M3BWIMHBI JOMU-
HaHTHOTO TOJIyIapus, a apdepeHTHasT (LIEHTP BOCTIPUSITHS
peun, 30Ha BepHuke, mone 22 mo bpoaMany) 3aHuMaeT
3a/IHIOIO TPETh BEPXHEN BUCOYHOU N3BUJIMHbBI M YaCTh HIX-
Heil TeMEHHOM TOJIBbKM (M3BUIMHBI [erus).

Brizenenue cnenmduyecKoil aKTUBHOCTU TTPOBOIM -
JIOCH C TIOMOIIIbIO aHAIM3a HE3aBUCHMBIX KOMITOHEHT B -
ama3zoHe Mio-puTtMa (9—17 Ii1), 9TO TTO3BOIMIIO BU3yaI-
3UpOBaTh 00JIACTh CUHXPOHM3AIIMM aKTHUBHON pedu
B MNEpHUOI ITPOCIYIIMBAHMS TAaIlMEHTOM KOPOTKOTO

pacckasa 1 001aCTh BOCIIPUSITASI peYU BO BPEMs €TI0 Ie-
peckasa (puc. 8).

YuureiBast OTCYTCTBUE MH(MOPMALINK O CIIEIN(PUIHO-
cTu 0a30BOT0 pUTMa PEUYEBBIX 30H, ObLIO CAEIAHO Ipe/-
ITOJIOXKEHNE O BO3MOXXHOCTH BBIACICHUS UX aKTUBHOCTH
HE B aKTUBHOM COCTOSIHMH, TI0 IECUHXPOHU3AIUY CIICIIH-
¢rueckoro puTMa, a HA00OPOT, IO MOSABICHUIO CTIeHUdN-
YEeCKOM pUTMHUYECKON aKTUBHOCTHU IIPU IIEPEXOIE aHAIN -
3aTOpa B COCTOSTHUE TTOKOST, YTO IIPUBOAIIIO K PETHCTPALIIN
IICHTPa BOCIIPOM3BEACHUS PeUYU IIPU MIPOCIYIINBAHUI
pacckasa M BBISIBICHHUIO LIEHTpa CiIyXa — IIPU aKTUBHOM
ero Iepeckase.
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Puc. 8. Cunxponuzayus yenmpa peuu (3ona bpoka) npu axkmueayuu 30nvt 6ocnpusmus peuu (Bepnuke) u uenmpa eocnpusmus peuu (3ona Bepnuke) —

npu akmususauuu peuesoii 30Hul (bpoka)

Fig. 8. Synchronization of the speech center (Broca’s area) upon activation of the speech-receptive region (Wernicke’s) and speech-receptive center (Wernicke’s

area) — upon activation of the speech center (Broca’s area)

WUccnepoBaHue cyeta

Bo3MOXHOCTB OCYyI1IECTBICHUSI MATEMATUUECKUX ACH -
CTBMIA, HAPSIy C PEYbIO, SIBJISIETCS OTHOM 13 BBICIIIMX KOP-
KOBBIX (DYHKIIWI, MCTIOIb3YeMBIX UYEJTOBEKOM B ITOBCE-
HEBHOI IesITeIbHOCTU. B hrtoreHeTaecKoM OTHOIIIEHNH
cYeT — 3To HamboJjIee MojIoaas (PYHKIIMS BBICIICH HEPBHOIM
NIeSITeJIbHOCTU, KOTOpasi akTHUBHO PAa3BUBAETCS Y COBpE-
MEHHOTO YeJioBeKa. BaxkHOCTh maHHOI (OYyHKIIMU B COB-
PEMEHHOM YeJI0BEYECKOM OOI1I€CTBE TAKOBA, YTO €€ Hapy-
IIEHUE TPUBOAUT K CHUXEHHIO KadyecTBa >KM3HM,
a MHOT/IA 1 K TToTepe MpodeCCHOHATBLHOTO 1 COIIUATbHO-
ro cTaryca naiueHTa.

LleHTp cueTa pacnoyioKeH y BEpXHEero Kpasi yrioBon
W3BWJIMHBI TEMEHHOM NOJM, YTO CBUAETEILCTBYET O €0
OTHOCHUTEJIbHON (PMJIOTEHETUYECKOI MOJIOIOCTH.

Hns nccnenoBaHus (GyHKIIMU CUETa UCIIOIb30BAINCH
TECThI, IPEACTABJISIOLINE TPUMEPbl MATEMATUYECKUX IEM-
ctBuii. [TaliMeHT BBINOIHS 3aJaH1E, TTPOU3BO/IS ITPOCThIE
BBIUMCJIEHUSI B yMe, C OJHOBPEMEHHOI perucTpaneil 6uo-
3JIEKTPUYECKOM aKTMBHOCTH FOJIOBHOTO MO3Ta.

B pesysbrare npu BblaeIEHUM OCHOBHOTO pUTMa 3aIiCch
PErUCTpUpOBaIach 00JIACTh AaKTUBHOCTH B IIPaBOii TEMEHHOM
obmactu (puc. 9), OpUEHTUPOBOYHO COOTBETCTBYIOIIAS pac-
MOJIOXKEHUIO LIeHTpa cueta. Ho B oinume oT Apyrux LeHT-
POB, TOBBIIICHNE (DYHKIIMOHAIBHOM aKTUBHOCTH IIEHTpa
cYeTa MPUBOIWIIO K (POPMUPOBAHIIO CUHXPOHHOI aKTUBHO-
CTH BMECTO OXKMJIAEMOM TIECUHXPOHU3ALIUY.

DTOT (DeHOMEH HYXKIAeTCs B JaTbHENIIIEM UCCIeI0Ba-
Huu. [1o HallleMy MHEHMIO, 3TO XapaKTepu3yeT €r0 UMEHHO
KaK (PMIOTeHeTUUECKU «MOJIONOM» IIEHTP Jaxke B CpaBHCHUN

Puc. 9. Bvidenenue yenmpa cuema, pecucmpayus 004acmu 2UNEPCUHXPOHHON AKMUBHOCMU 8 MEMEHHOU 00Ae NPAB020 NOAYULAPUS

Fig. 9. Allocation of the computational area, registration of hypersynchronous activity in the parietal lobe of the right hemisphere
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C LICHTPOM PE€YU, KOTOPBIA IPX CBOEU aKTUBALIAM UCIIOJIb-
3yeT 00JIbIIOE KOJIMYECTBO CUHXPOHHO pabOTaIOIIMX KJle-
TOK, B OTJIMYUE OT 0OJIEE «CTAPbIX» LIEHTPOB, PA3NESIONINX
(DYHKIIMOHATBHYIO aKTUBHOCTb, YTO IPUBOIUT K UX JI€CUH-
XPOHU3ALIMA B MOMEHT aKTHUBALIUU.

06cyxxaeHune

[To HameMy MHEHMIO, UCTIONIb30BaHUEe MeToma DT
B COBPEMEHHBIX YCIOBUSIX HEOOXOIMMO MEPECMOTPETH
B CTOPOHY aKTUBHOTO MPUMEHEHHUS MHOTOKaHaJIbHBIX
aHAJIM3aTOPOB BHICOKOI IUIOTHOCTU 3alMCH HE TOJBKO
B HayYHBIX, HO ¥ B KJIMHUYECKUX MCCIIEA0OBAHUSIX, TTIOCKOJIb-
Ky 3TO ITO3BOJIUT KaK PACIIMPUTDH CIIEKTP MCCICTYeMbIX
MaTOJOTUiA, TaK U 000raTUTh MEAUILIMHCKOE COOOILIECTBO
HOBBIMHU 3HAHUSIMU 00 M3MEHEHMSIX (DYHKIIMOHATBHOM aK-
TUBHOCTU HEIPOHHBIX CTPYKTYP TP Pa3IMUHBIX HEBPOJIO-
TMYeCKuX 3a001eBaHusIX.

Cama Meroauka DT -uccaenoBaHus JOJKHA TIpe-
CTaBJISITh COOOI HEe XKECTKO periaMeHTUPOBAHHBIN Ipo-
TOKOJI, HAITpaBJICHHBIN NCKIFOYUTEIFHO Ha IIPOBOKAIINIO
IMapOKCHU3MAIIbHBIX (POPM OMO3JIEKTPUIESCKOM aKTUBHOCTH,
a IMHAMUYECKOe MCCIIeJOBaHKE ¢ BEIDOPOM ITPo0, HarpaB-
JICHHBIX Ha BBIICJICHUE OTACIbHBIX M aKTUBHBIX 30H KOPBI
TOJIOBHOTO MO3ra C OLIEHKOW UX B3aUMOJIEICTBUS B XOJE
peanm3aiuy TOM WU MHOHM (yHKIINH.

B uneanpHBIX yCI0BUSIX COBpeMeHHBIN DO -aHamm-
3aTOp IS TIPOBENCHUS KIIMHUTYSCKUX UCCIICIOBAHUIMA 10~
JKE€H COOTBETCTBOBATH CJACAYIOIINM TPEOOBAHUSM:

1. Dnexrposnuedanorpad BEICOKOM TMIOTHOCTH 3aITUCH
(He meHee 128—256 KaHaIOB).

2. BeicTpoycTtaHaBMBaeMas cucteMa (pUKCALIMK JIeK-
TPOIIOB, XXeJIaTeJbHO pa3paboTaHHAs Ha MPUHIIMITAX
«Ccyxoro» MHTepdeiica, MO3BOJISIONIEIO MPOBOINUTD
YIpOIIIeHHOe 00e33apaKBaHuE.

3. biiok 00paboTKM TOJKEH BKJIIOYATh: a) OJIOK IePBUY-
HOM (puisTpaniny; 0) CUCTeMY yaaJleHUs apTeaKToB,
BKJTIOUAOIIYIO CJICIYIOIINE IIPOLEAYPHI: yoalcHHUe
MMepUOINYECKNX KOMIIOHEHT; aHAJIM3 HEe3aBUCHUMBIX
KOMITOHEHT.

4. biok TipencTaBiIeHUsI TODKEH TTO3BOJISITh MCCIIEAOBA-
TETI0 B PealbHOM BpPEeMEHM IIOJIydaTh CJICTYIOIIYIO
nH(OPMALIMIO: a) CIIeKTpaJIbHbIC XapaKTepHCTUKU
KaHaJIOB B CCTEMEe KOOPIMHAT MOIITHOCTb — YacTOTa;
0) IByMEpHYIO KapTy MOIIHOCTEIl OMOIOTEHIIMATIOB
C TIPOM3BOJILHBIM BBHIOOPOM MHTEPECYIOIIEH JacTOTHI
HCCIIeI0BaTeIeM; B) BOBMOXHOCTB ITOTyIeHUS MH(OP-
Maly 00 aMILTUTY/IE /MOIITHOCTH JTF000# TOUKM KapThl
10 HaXKaTHIO KHOITKY MaHUITYJISITOpA.

5. Biok perucTpanuu 10JKEeH IMO3BOJISITh UCCIea0BaTe-
JI10: a) (pUKCHUPOBATh IBYMEPHBIE KapThI 10 3a1aBac-
MBIM HMCCIIeAOBaTeIeM Ouamna3oHaM; 0) CO3IaBaTh
aHUMMPOBAHHBIE U300paKeHUsI, (PUKCUPYIOIINE IU-
HaMUYeCKHMe M3MEHEHMST OMO3JICKTPUICCKOM aKTHB-
HOCTH B 3aIaHHbII UCCIIEIOBATEIEM BPEMEHHOM IIPO-

MEXKYTOK.

4

6. bJ10K BHEILIHE CBSI31 ¢ BO3MOXKHOCTBIO B3aUMO/IECUCTBUS
CHCTEMBI C CHCTeMaMU KOMITBIOTEPHOM M MarHUTHO-
PEe30HAHCHOI TOMOTrpady B peaIbHOM BPEMEHH.
Takoit moaxon ¢ MCIONBb30BAHMEM CYOMAaKCUMAaJIbHOTO
1 MaKCHUMaJIbHOIo KojmdectBa DDI-kaHamoB (256—512),
C IPUMEHEHUEM METOIVK JIOKATM3AIllMA CEHCOPOB B ITPO-
CTPAaHCTBE MOXET OBITh JOMOJTHEH TaKKe BO3MOXKHOCTBIO
ruopuam3anyy DO -KapTorpaMM ¢ MATHUTHO-PE30HAHCHbI-
MU U300pakeHUSIMU TOJIOBHOTO MO3ra TalreHTa, KOTOPhIe
MOTYT OBITH TIOJTYIEHBI TTOCSIOBATEIbHO 1 TIPEACTABIISTH
€000 OCHOBY MHAMBHUIYaIbHOTO (DYHKITMOHAIBHOTO KapTH-
POBaHMST KaxKIIOTO KOHKPETHOTO M3y4aeMOTO CIIyJast, 4To IT0-
3BOJIUT ITOBBICUTH YPOBEHD ITEPCOHATM3ALIN JaHHBIX.

Oco0bli1 MHTEpEC MPEACTaBIIeT BO3MOXKHOCTE DD
PETUCTPUPOBATH OBICTPOITPOTEKAIOIINE TIPOLIECCHI, XapaK-
TePU3YIOIINE N3MEHEHNE OMO3JICKTPUIECKOM aKTUBHOCTH,
YTO MOKa MPAKTUYECKN HEMTOCTYITHO [JIST APYTUX JUATHO-
CTUYECKUX METOIVK JIMOO IO MCIIOJIb30BAaHUIO (hU3MIe-
CKUX IIPUHIIMIIOB PETUCTPAILIMU TIpoliecca, JU00 3a cYeT
BBICOKOI1 0a30BOII CTOMMOCTU UccaeaoBaHus. JlaHHoe
npenmyiiecTBo DAT TOKHO aKTUBHO BHEIPSITHCSI B KOHT-
pPOJIb JIeYeOHBIX M PeadMIMTAIIMOHHBIX MEPOIIPUSTUI,
IIPOBOAMMBIX B OpraHU3aIMSIX KIMHIYECKOTO 3BeHA.

HccnenoBanne aKTUBHOCTUA HEBPAIbHBIX CTPYKTYP
JIOJDKHO HE TOJIBKO ONMPATHCS Ha JIOKATM3AIUIO TIPeaCcTa-
BUTEJIHCTBA HEBPAIbHOM (DYHKIINY B KOPE, HO 1 YIUTHIBAThH
ux dumoreHes, pasmessiss UX Ha OTHOCUTEJIBHO CTaphie
(xompba, TAKTUJIbHAS YyBCTBUTEIBHOCTD, 3peHNE, 00OHS-
HHUE, CJIyX U IIp.), HOBBIC (peub) WM HOBelIIMe (Cyer),
YTO TTO3BOJIMT CO31aBaTh Oosee 3(PPeKTUBHBIE MHCTPY-
MEHTHI UX U3yYCHMUSI.

3aknoueHue

DyHKIIMOHAIBHOE MUCCIeA0BaHNE AKTUBHOCTU KOPKO-
BBIX CTPYKTYpP T'OJJOBHOTO MO3Ta 4ejioBeKa IMOATBEPKIaeT
IyaTUCTUIECKYIO CTPYKTYPY OpraHM3aIuy BBICIICH HEPB-
HOM JIesATeTbHOCTH, OTMEUEHHYIO elie B 70-X romax rmosa-
npouwuioro Beka X. JIxxekcoHom u pazsutyto W.I1. [1aBio-
BeIM U A.P. Jlypueit B XX B., ofHAaKO UX M3y4yeHUE
HEMBICTIUMO 0e3 TMarHOCTUYECKIX TEXHOJIOTHIA, ITO3BOJISI-
IOIIUX PETUCTPUPOBATH M3MEHEHUS OMOBJIEKTPUICCKOM
AKTUBHOCTH, CPABHUMBIE IT0 CKOPOCTH C TEKYIITUMHU U3ME-
HEHUSIMU aKTUBHOCTU HEPBHOI TKaHM, BO3HUKAIOIINMU
B MOMEHT pean3alii KOPKOBOU (DYHKIIAMN.

CoBpeMeHHOe UCIToIb30BaHre DI B HayYHbBIX 1 KJIU-
HUYEeCKMX paboTax HaIIPSMYIO CBSI3aHO C pa3BUTHEM HEli-
POHAyK 1 HACYIITHOI HEOOXOANMMOCTbIO TOHUMaHUs (DyHK-
IIMOHAJILHOI OpraHM3alMK KOPKOBBIX CTPYKTYP TOJIOBHOTO
MO3Ta UTS CO3MaHMS 3aMEIIAIOIINX CUCTEM, TIO3BOJISTIOIINX
IyOIMpOBaTh yTpaueHHBIE B pe3yIbraTe TPaBM WM 3a00-
neBaHuii GyHKuMU. OCOOGEHHO OCTPO AAHHBINM BOIIPOC
CTOWT y TTALIMEHTOB, TIEPEHECIIINX OCTPOE HApYIIICHIE MO3-
TOBOTO KPOBOOOpAIIIEHUS 1 HE NMEIOIINX BO3MOXHOCTHU
BEPHYTHCS K MOJTHOLEHHON COLMAIbHOM aKTUBHOCTU U3-
3a yTpaThl pa3IMIHbIX (PYHKIIHIA.
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CuHapom Kabyku (CK) — peakoe HacneacTBeHHoe 3aboneBaHue, xapakTepusyioweecs cneyucduyeckumm mopdonoruye-
CKUMUW U3MEHEHUAMM NNLA, OTCTaBaHWEM B POCTE, Pa3fINyHbIMU NOPOKAMW PAa3BUTUA U MHTENNEKTYaNbHON He0CTaTOYHO-
CTbl0 Pa3NIMYHOI CTENEHM TAKECTU.

Llenb paboTbl — nccnepoBaHne ocobeHHocTeit cuHapoma Becta npu CK no gaHHbIM 0630pa uTepaTypbl 1 onucaHue cobeT-
BEHHOrO HabntoAeHUs (KIMHNYECKOM KapTUHbI N 3 HEKTUBHOCTY JIeYeHus).

MposeneH 0630p nutepatypsl no 6azam OMIM, Web of Science, e-library, nocBsiweHHbI 0COGEHHOCTAM KAUHUKK, [UATHO-
CTWUKMW 1 NOAXOAO0B K Tepanuu cuapoma Becta npu CK. MpoaHann3nposaHbl CTaTbu C ONUCaHMEM ClyYaeB INUNENCUm Npu
CK. NMpueneHo cobcTBeHHoe HabnwopeHne CK y mauueHTa MyX)CKOro mona ¢ 3nuiencuei, Ha KNMHUYECKOM NpumMepe
npoaHanu13nMpoBaHbl 0CoBeHHOCTU TeYeHus cuHapoma Becta npu CK.

CoyetaHue CK u cuHgpoma Becta ycyry6nsiet HeBponornyeckuii aeduumut u npUBOAUT K GOPMUPOBAHUIO BbIPAXKEHHO
3afiepXKKM NCUXOPeYeBOro U MOTOPHOTO pa3suTua. OcobeHHoCTAMK Tepanuu cuHapoma Becta npu CK aBnsioTca Hu3kas
3 HeKTUBHOCTb aHTUINUNENTUYECKNX NPenapaToB 1 0T4eTIMBAA IPMEKTUBHOCTb KETOFEHHOW UETDI, @ TaKXKe aTUNnYHas
peakuus Ha ropMoHOTEpPanuio B BUAE OTYETNUBON NONOXKWUTENbHON LUHAMUKU — 3HAUMTENbHOTO YPEeXeHWA NpUCTYNoB,
Of\HOBPEMEHHO C HapacTaHWeM YPOBHA NeYeHOUHbIX hepMeHTOB.

KntoueBble cnosa: cuHapom Kabyku, anunencus, cuHapom Becta, ropMOoHbI, aHTUINUAENTUYECKUE NpenapaTbl, KEeTOreHHas
aveta

Ana uutuposaHua: Xutomupckas M.J., CHerosa E.B., OguHuoBa I.B. CuHapom Becta npu cuHapome Kabyku (0630p
AUTepaTypbl U OMUCaHWe KNMHWYecKoro cayyas). Pycckuit xypHan petckoit Hesponoruu 2021;16(4):69-76.
DOI: 10.17650/2073-8803-2021-16-4-69-76.

West syndrome in patients with Kabuki syndrome (literature review and case report)

M. L. Zhitomirskaya® 2, E.V. Snegova’, G.V. Odintsova’

IConsulting and Diagnostic Center for Children; 36/2 Oleko Dundicha St., Saint Petersburg 192289, Russia;

2].1. Mechnikov North-Western State Medical University, Ministry of Health of Russia; 36/2 Dundicha St., Saint Petersburg 191104, Russia;
3A.L. Polenov Russian Research Institute of Neurosurgery, a branch of V.A. Almazov National Medical Research Center; 12
Mayakovskogo St., Saint Petersburg 191014, Russia

Contacts:

Marina Leonidovna Zhitomirskaya jitomirskie_mv@mail.ru

Kabuki syndrome (KS) is a rare genetic disorder that has facial phenotypic descriptors, retarded growth, various malfor-
mations and different degrees of intellectual disability.

Objective: to study the characteristic features of KS comorbid with West syndrome according to literature review
and data collection together with KS described clinically, and treatment success rates by the clinical case study research.
There was conducting literature review on the topic in the databases OMIM, PubMed, Scopus, and e-library. The articles
describing cases of epilepsy in patients with KS were analyzed. We conducted our own observation of KS in the male
patient with epilepsy and West syndrome in a patient with KS was analyzed by the clinical case study research.
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Kabuki syndrome comorbid with West syndrome increases neurological deficits and leads to the formation of a marked
delay in mental and speech development and psychomotor development retardation. Peculiarities of the treatment
of KS comorbid with West syndrome are the lack of efficacy of antiepileptic drugs, and the very visible effectiveness
of the ketogenic diet, together with an atypical response to hormone replacement therapy in the form of distinct posi-
tive dynamics — a clinically meaningful reduction in seizure frequency along with elevated liver enzymes.

Key words: Kabuki syndrome, epilepsy, West syndrome, hormones, antiepileptic drugs, the ketogenic diet

For citation: Zhitomirskaya M.L., Snegova E.V., Odintsova G.V. West syndrome in patients with Kabuki syndrome (literature
review and case report). Russkiy zhurnal detskoy nevrologii = Russian Journal of Child Neurology 2021;16(4):69-76.
(In Russ.). DOI: 10.17650/2073-8803-2021-16-4-69-76.

Cunnpom Kabyku (CK) (Kabuki syndrome, KS) — pen-
KO€ HaCJICACTBEHHOE 3a00JIeBaHME, XapaKTepHU3yIoIIeecs
crierdpuyecKuMu MOpdOoI0rnIecKMMI U3MEHEHWSIMU JTV -
11, OTCTaBaHUEM B POCTE, Pa3TMUYHBIMU TIOPOKAMU Pa3BUTHSI
W MHTEJUIEKTYAJIbHOW HEAOCTATOYHOCTBIO PAa3IMYHOM CTe-
neHu TsekecTy [2]. TlepBoHavyanbHOE Ha3BaHUE — «CUHIPOM
rpuma Kabyku» (Kabuki make-up syndrome), Takoke U3BecT-
HO Ha3BaHME CMHApPOMA I10 (DaMIIIMSIM aBTOPOB, BIICPBBIC
ero onucaBmux B 1981 1. He3aBUCHMO IPYT OT Apyra, —
Niikawa—Kuroki (HuukaBa—Kypoxu) [1]. [TamueHTsI
C 5TUM CHUHAPOMOM (DeHOTUITMIECKN HAITTOMUHAIOT aKTEPOB
teatpa Kabykn. CK mpusHaeTcs oqHUM U3 peaJailimx,
BcTpevaercs B AmoHun ¢ yactoToii 1 ciydait Ha 32 000 HoBO-
POXIEHHBIX, B 3alafHbIX CTpaHaX — ¢ yactortoi 1:86 000.
ITo nannbm 2018 1., B Mupe u3BecTHO mpumMepHo o 1000 ma-
IIMEHTOB C JaHHBIM CUHIPOMOM.

B nocnegHue roabl MOSIBUIOCH MHOIO ITyOJIMKALIAA
B pa3HBIX cTpaHax, mocBgmeHHbIX atrnoioruun CK [7].
IIpeanonaraioT X-cuerieHHOe WJIM ayTOCOMHO-IOMU-
HaHTHOe 3aboneBaHue. Boipensior 2 Tuna CK. CK 1-ro
THUIIA — ayTOCOMHO-TOMWHAHTHOE 3a00JIeBaHIE, KOTOPOE
BBI3BIBAIOT TETEPO3UTOTHBIC TTATOreHHBIC MyTAaIlUM TeHa
KMT2D (npyroe ero HazBaHue — MLLZ2), KOTUPYIOIIETO
Jm3uHcnenuduueckyo Metmiarpancdepasy 2D (lysine-
specific methyltransferase 2D) (OMIM: 300867). MyTaLuu
BreHe KMT2D, pactmionoxxeHHOM Ha XxpoMocoMme 12q13.12,
obHapyxupaioTcs y 70 % naunenTon ¢ CK.

Cunapom Kabyku 2-ro tumna — X-crerieHHoe 3a00-
JIEBaHME, BBI3BIBAEMOE Te€TEPO3UTOTHBIMU MTATOTeHHBIMU
MyTauussMu reHa KDM6A, Konupyoomiero rucToH-IeMe-
THIa3y, B3auMoecTBytolnyto ¢ KMT2D. Mytaliun B TeHe
KDMO6A, pacrionoxeHHOM Ha X-xpomocome (Xpll.3)
(OMIM: 300867), cocrasmsior okono 5 % ciayuaes CK.
B npyrux ciydasix coobmaeTcst 0 Hanmmauu y 601bpHbIX ¢ CK
CTPYKTYPHBIX TIEPECTPOCK XPOMOCOM, TAaKMX KaK KOJIbLICBast
X-xpoMocoMa, TPaHCIOKAIUU, AYTUTMKALUY, UHBEPCUUN
8-11 xpomocombi [20]. B reHeTMYeCKMX UCCIIE0BAHMSIX BCTPE-
yaroTcs gaHHble o codetannu CK ¢ mpyrumuy HacJieICTBeH-
HBIMHU 3a00J1eBaHUSIMI: cHIpoMoM Dpetizepa, TMITOKAI-
eMUYECKUM TEePUOANYCCKUAM IapaandoM, CHUHIPOMOM
®aHKOHM, caxapHbIM AradeToM 1-ro Tuma [7, 9, 15]. Beumy
HeronHoi n3ydeHHocTH TpuurH CK ero maronormdyeckue
MEXaHM3MBbI TAKXKE OCTAIOTCST HEIOCTATOUHO SICHBIMMU.

Hawnbosee u3zydeHbl pojib 1 BIMSIHAE MyTallUii B TeHaX
KMT2D n KDM6A. Ob6a reHa BBICTYIIAIOT SIIUTEHETUYEC-
CKVIMM PETYJISITOpaMy MOAN(DUKAIIMHY THCTOHOB (SIIePHBIX
0eJIKOB) U UTPAIOT BAXKHYIO POJIb B IIPOLIECCE IKCIIPECCUU
reHoB. edeKThl KogupyeMbIX MU (DEPMEHTOB U3MEHSTIOT
METWIMPOBaHME JIM3WHA B TucToHe H3, yTto mpuBogut
K Pa3BUTHUIO T€TePOreHHBIX BPOXKICHHBIX aHOMAIH (de-
PEITHO-JIUIIEBBIX, CKEJIETHBIX, BUCIIEPAIbHBIX), HEBPOJIO-
TUYECKUX M SHIOKPMHHBIX HapyiieHuii. Kpome atoro,
KMT2D v KDM6A npuHuMaroT yyactue B 1uddepeHI-
poBke HaTuBHBIX CD4+ T-1MMbOLNTOB B UMMYHOKOMITE-
TEHTHBIC KJIETKH. DTUM OOBSICHSIETCS TOT (haKT, UTO Y MHO-
rux narmeHToB ¢ CK oTMeuaroTcs IMMYHHBIC HapyILIeHUS],
TIPOSIBIISTIONIMECS KaK CHYDKEHMEM ITPOTUBOMH(MEKIIMOHHON
3aIUTHI, TAK 1 ayTOMMMYHHBIMH paccTpoiictBamu. M3-
3a UMMYHOIEe(bUIINTA TMAIIMEHTHI CKIIOHHBI K YaCTHIM MH-
(heKIIMOHHBIM 3a00JIeBaHISIM (OCOOEHHO YacTO BCTPEYaIOT-
¢ MHGEKIINY BepXHUX IbIXaTeIbHBIX ITyTel, ITHEBMOHUM).
Bo3MoxKHO pa3zBuTHE MAMOIATUYECKON TPOMOOLIUTOIICHU -
YeCKOI MypIrypbl, ayTOUMMYHHOM T€MOJIMTUYECKOI aHe-
mun (9 %), nomuuuremuu (4 %), runoraMmaryiooyim-
HeMUHU A, HeOHaTalbHOI runepouaupyorHemun (20 %)
1 myKosucimmosa (2 %) [16].

[MomuepkuBaeTcst BaXKHOCTh ONMMcaHUs (DeHOTHUIA
V Pa3IWYHBIX MMAIlMCHTOB UISI OMpPEIeICHNS TMarHOCTH -
YeCKOI 3HAUMMOCTH KITMHUIECKMX ITPOSBICHUI 1 TTOBbI-
meHus 3POEKTUBHOCTU TUAaTHOCTUKU cuHApoMa [3].
Juarno3 CK ycraHaBimBaeTcss Ha OCHOBaHUY KJIMHUYE-
CKHX KPUTEPHEB.

[TpennoxeHo S KapaAMHAIbLHBIX TIPU3HAKOB 3200J1€Ba-
Husl [5]:

1) dpeHoTrnMYecku cBoeobpasHoe uo (100 %): miH-
HBIC TJIa3HBIE IIEIH, TYCThIE PECHUIIBI, BHIBOPOT HIK -
HEro BeKa (9KTPOIMOH), IMMPOKas MEPEeHOCHUIIaA,
MIPUTLTIOCHYTBIN KOHIMK HOCA, OOJIBIIINE OTTOITBIPEH-
HBIE YIIW, OPOBU B BHUIE apOK C PEAKUM POCTOM
B X OOKOBOIi 4acTU, HU3KUI pocT BoJioc. bunare-
panbHbIi tarodptanbsm pu CK o0ycioBIeH BEIBOPO-
TOM JIaTepaJIbHOM YaCTH HIDKHETO BEKa;

2) ckeneTHble aHoMamuu (92 %): maTonoTUsl Yepera
1 MUKpoIiedanms, ToThIecKoe HEOO (BBICOKOE), pac-
11IeJIMHA TBepJOro HEOA B COYETAaHUU C 3asTUbeil ry0oi,
3yOHBIC aHOMAIUHU (ITMPOKKUE 3yOHBIC TIPOMEKYTKH,
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HEI0CTaTOYHOE YMCJIO 3y00B, HePaBUJIbHBIN ITPUKYC),

3amepKKa pocTa, KOPOTKHUE IMaJbIbl pyK (OCOOCHHO

yKopoueHue V maiblia), KpecTIIOBO-KOITYMKOBAsI T1a-
3yxa (AMUTEIMATbHO-KOITYMKOBHII XOII), IIOBBIIIICHHAS

IMOIBIKHOCTH CYCTaBOB, CKOJIMO3;

3) u3MeHeHUs IepMATOININ(UKN: (peTaTbHBIC TTOMYyIIIeY -
KM Ha KOHYMKax nanbLes (93 %);

4) MHTEJUICKTYaJIbHBIN Te(PULINT Pa3IMIHON CTEIICHH TsI-
xectnt (92 %). 1Q B cpemnem coctanisier 60—80 6ayutoB.
Bosee yem B 80 % ciyyaeB HEBPOJIOTMYECKIE CUMIITO-
MBI IIPEAICTABIISTIOT INIABHYIO KIIMHUYECKYIO IIPOOJIEMY;

5) mocTHaTaibHas 3aaepxka pocta (83 %).

Co cTOpOHBI LIEHTPaJIbHOI HEpBHOM cucTeMbl 11t CK
XapaKTePHBI 3aIep>KKa YMCTBEHHOT'O Pa3BUTHS, TIPUCTYIIHL,
OTCTaBaHUE B (PU3UIECKOM pa3BUTUU, THIIOTOHMS. Kpome
TOTrO, MOTYT HaOIIOAAThCS Mapalnd OTBOMISIIIEIO HEepBa,
HHUCTarM, Kocorjiasue, onyimeHue Beka [12, 19]. C poxne-
HHS BO3MOXHO CHIDXKEHHE COCATeIbHOTO U TJI0TaTeIbHO-
ro pedaekcos [8]. letn ¢ CK yacTo UMeIOT ayTUCTUYECKIE
yepThl. XapaKTepHbl HapylleHWe NOBeASHUSI, 0eIHOCTb
SMOLIMI, TEHACHIIUS K >KeBaHUIO HECheTOOHBIX IIPEIMETOB
[6]. ITo Mepe B3poOCieHUsI IETH OTCTAIOT B IICUXOJIOTHYE-
CKOM 1 (pM3UYECKOM pa3BUTHH, HAOTIOMAIOTCS HAPYIIICHUE
KOOPIMHAIIUY ABVKEHUH, 3aIepXKKa PEUeBOrO Pa3BUTHS,
BCTpPEYACTCSI TPEMOP KUCTEI M CTOI. DIIICIICUIO MOXKHO
OTHECTHM K XapakTepHbIM TopaxeHusMm npu CK, ona
BcTpevaetcs ¢ yactoroit ot 10 10 40 %.

OmnHako penkas Bctpedaemocth CK u onmcareabHOe
HaKOIUICHNE JaHHBIX 00 MUJICTICUM B KIIMHUIECKOM Kap-
THHE 3a00JIeBaHNUs IeIal0T aKTyaJIbHBIM KaK aHAJTUTHIC-
CKMi1 0030p IUTEPATYPHI, TAK U OTIIMCAHUE PEIKUX CIyda-
eB TSKENBIX (pOpPM IMUICTICHMU, 0COOCHHO CHHIpOMa
Becra (CB), ripu a3ToM 3a001eBaHNA

Ilens padoTel — ucciaenoBanue ocobeHHocTeit CB
npu CK 1o gaHHBIM 0030pa INTepaTyphl M OIIMCAHUE K-
HUYECKOI KapTUHBI, 3(PDEKTUBHOCTH JIeYCHUS HA TIPU-
Mepe KIMHNYECKOTO CIyJast.

IIpoBenen 0630p muTepaTyphl 1o 6azam OMIM, Web
of Science, e-library. B kauecTBe KITIOYEBBIX CIIOB HCITONIB30-
BaJich caenyroinue: Kabyku, snunencusi, cuHapoM Becra.
[Ipoananm3upoBaHbBI CTaThU C OIMMMCAHUEM CIIyJaeB SIIH-
nenicuu rmpu CK.

B 2018 . onybaMKoBaH MeXXIyHAPOAHBII KOHCEHCYC
o guarHoctnyeckuM kpurepusm CK [5], B koTopom aB-
TOPBI MOAUYEPKUBAIOT BaXKHOCTh ITOCTAHOBKM mrarHo3a CK
KaK C MOJICKY/ISIPHO-TeHETUYECKIM TTOATBEPXKICHIEM, TaK
1 06e3 HeTo. DIUJICTICUIO MOXKHO OTHECTHU K XapaKTEPHOMY
st CK mopaxenuto [1]. Dnuaentrudeckue MPUCTYITbI
IEeOITUPYIOT B IIMPOKOM BO3PACTHOM IHMAara3oHe —
OT MJIaleHYeCTBa OO0 MJIAIIIETO IIKOJBHOTO BO3pacTa,
yaiie BcTpevaroTcs y aeBouek. [Ipeobiagaior hokanibHbIe
dopmbl srmnencuu. Cemuonorus nmpuctynos npu CK
HemocTaToyHo u3ydyeHa. B 2017 . 6b11 0my6IMKOBaH Tep-
BBII1 0030p IT0 XapaKTepUCTUKE SIMIICTICUN Y ITAIIUeHTOB
¢ CK ¢ myraumsavu KMT2D. ViccnenoBaHue BBISIBUIO

4

0oJiee BHICOKYIO pacIIpOCTPaHEHHOCTh SIMWICTICUM U Ya-
CcTOTY (POKAJIBHBIX IIPUCTYIIOB, YeM COOOIIAIOCh paHee
[13]. B uenom snumercust mpyu JaHHOM CUHIPOME XOPOIIO
KOHTPOJIMPYETCSI MEMUKAMEHTO3HO. OTHAKO BCTPEYArOTCS
cayJan pedpakTepHO SIMIICTICUN, HAIIpUMep P cove-
TaHUM (HPOKAJBHON SMWIETICUU C OuIaTepaJbHON Mepu-
CUJIbBUAPHOU noJuMuKporupueit. Ilo jaHHBIM aBTOPOB,
BBISIBJICHBI Pa3IMIHbIC CTPYKTYPHBIC, BPOXKIEHHBIC aHO-
MaJliM, UTPABIIIKE pOJIb B TeHe3e (hapMaKOpe3nCTCHTHOMI
smunenicuy npu CK, B ToM unciie mnarepajibHas Wi YHU-
JIaTepaiabHasl TIePUCIIbBHAPHAS TTOJIMMUKPOTUPHS, apax-
HOMIAJIbHBIC KMCTHI, aTpODMUECKIIE NM3MEHEHUS TOJIOBHOTO
MO3ra, CTBOJIa, MO3:KeuKa, T1hdy3HBINM TMIIepUHTEHCUBHBII
T2-curHan oT 4yeyeBM1IEOOPA3HOTO, KPACHOTO M 3yOUaToro
siiep ¢ 2 CTOPOH Y MalyeHTa ¢ TpeMopoM [6, 17]. Ilpu anek-
TposHLIehaTorpauIecKoM HUCCIeIOBaHUM Y TTallieHTOB
¢ CK, mo maHHBIM aBTOPOB, BBISIBJISTIOTCS XapaKTepHBIE pe-
TMOHAJIbHBIC 3MICNTUMOPMHBIC HAPYIIICHWSI B BUAE BU-
COYHO-3aThIJIOYHBIX CITAMKOB, KaK eAMHUYIHBIX, TaK 1 ITPO-
TOJDKeHHBIX [6]. A. Ogawa 1 coaBT., 00cien0BaB 9 nalMeHToB
¢ samwtenicueit ipu CK, BBISIBUIN 10 TaHHBIM 3JIEKTPO3H-
edanorpaduu (33I') pernoHaTBHYIO SMICOTH(HOPMHYIO
AKTUBHOCTD «CIaliku» — B 7 ciy4yasx, nuddy3Hbie KOM-
IJIEKCHI CTIaliK—BOJIHA B | CiIydae ¥ TUIICApUTMMIO TaKKe
y 1 manmenTa. Dmtencust npu CK B OONBIIMHCTBE CITy4aeB
XOPOIIIO KOHTPOJIMPYETCS aHTUAMICTITUISCKIMM TIperia-
paramu [20]. OT™MedyeHa 3POEKTUBHOCTh 30HUCAMUIA
B JIeYeHUM 3TOro cuHapoma. Crerndpuueckoi Tepanuu
HeE CYIIECTBYeT. B sTHBapcKOM HOMepe BemyIlIero aMepu-
KaHcKoro XypHana PNAS Oblita onyOJIMKOBaHa CTaThbs
o sieueHnn yMcTBeHHOI oTcTanocTu rpu CK. CyTb Tepa-
MUY 3aKJII09aeTCs B IPUMEHEHUN HU3KOYTJICBOTHOM Ke-
TOHOBOI IHETHI, KOTOPasl pacCMaTPUBAETCsI KaK IePCIeK-
TUBHOE HampaBieHue [23].

CyIIeCcTBYIOT €IMHUIHBIC ITYOJUKALIMY O TSKESJIOM Te-
yeHun snuiencun mpu CK, yaiie o0ycI0BIEHHOM BPOXK-
JMIEHHBIMM aHOMAJIMSIMU TOJIOBHOTO MO3Ta U CIielrduye-
CKUMU SIMIETITUICCKUMUI CUHIPOMAaMH.

Ormmucanust CB ripu CK B tutepatype eqHuIHbL. Criydaii
TOHMYecKnx cra3MoB B pamkax CB mpu CK Obut onmcan
A. Mitsudome u coaBt. B 1997 . y manbuuka 6 mec [18].
A. Ogawa u coasr. (2003) mpu M3y4eHUN SMTCTITUICCKIX
mpuctynoB Ipu CK y 9 marmeHToB onmcaim B 4 CryJasix Te-
HepaJl30BaHHbIE TIPUCTYIIHI, Y 2 TIALMEHTOB — CJIOXHbIE (po-
KaJIbHBIC C TIEPEXOI0OM BO BTOPUIHO-TEHEPATN30BaHHBIC CY-
JIOPOKHBIE, elle y 1 — aToOHMYecKyre MpUCTyIIbL. Y 1 00JIbHOrO
muardHoctuposaHd CB, uro cocrasmio 11,1 % [20]. H. Ito u co-
aBT. (2007) npeacrasum HadmoneHne CB y 6-mecsauHoii ne-
Bouky ¢ CK B coueTaHnu ¢ 3aepKKoii IICUXTIECKOTo Pa3BH-
TUS ¥ TOHUIECKUMU MH(MAHTWIBHBIMU CIIa3MaMM, KOTOPBIS
ObpUIM KymupoBaHbI K 9 Mec. [Ipu obcrenoBaHny B BO3pacte
2 JIeT 3aepKKa TICUXMYECKOTO Pa3BUTHSI coxpaHsiach [11].
CB moxet Habmonatbest mpu CK 1-ro 1 2-ro tuma [22].

YYuThIBast HEIOCTATOYHOCTD MH(POPMALIUK O KIIMHUKE
n sapdexruBHocTH nedeHnst CB npu CK, mipencrasiseT
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MHTEPEC ONKMCaHue COOCTBEHHOTO KIMHUYECKOTO Ha0I10-
TIEHUS 1T WUTIOCTPALIMKM KJIMHUIECKON TMHAMUKY U 3(]-
¢exkTuBHOCTU aHTURMMIenTUYecKoi Tepanuu CB npu CK.
®OeHOTUITMYECKIE 0COOCHHOCTU JAHHOTO ITAllMeHTa paHee
OBLIV OTIMCAHBI B IUTEepaType Kojuieramu [4], amHaMuye-
CKO€ HaOII0ACHNE Y SITWICIITOJIOTA U JICUeHUEe MallkueHTa
IIPOBOISITCS] aBTOPAMM.

Knunuueckum cnyyait

[ayuenm 2017 2. p., nabarooaemcs 6 I'Y3 «Koncynsmamug-
HO-OuaeHocmuyeckuil yenmp 0as demei» ¢ gozpacma 1,5 mec.
[lepsonauanvto pooumenu 0Opamuaucy ¢ ¥carobamu Ha enepeoie
B03HUKUIUE Y PeOeHKA CYOOPOIICHbIE NPUCIYNDbL, 3A0ePICKY
NCUXOMOMOPHO20 PA36UMNUSL.

Puc. 1. Dernomun nauuenma c cunopomom Kabyku (coocmeennoe nabooenue)

Fig. 1. A patient with Kabuki syndrome (own case)

Anamnes 3aboaesanus. C 1,5 mec 6 cocmosinuu cHa u, pedice,
b600pcmeosanus ¢ yacmomoil 2—3 pasa é 0eHb y MaNb4UKa om-
Meuanucs Inu300bl KpamrospemerHoeo (okono 3—4 ¢) Hanps-
JICEHUS U KAOHUYECKUE (heKCopHble CCUBaHUs PYK U HO2, CONPO-
sodCcOaguUecs adeepcueil 20106bL U 2143 8 CIMOPOHY U BBEPX.
Ilapokcuzmbl urcuposanuce Kaxicovlii OeHb, CepUsIMI.
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Anamrues xcuznu. Peberox poouncs y moaodeix pooumeneil,
om 2-ii namonoeuvecku npomexasuieil 6epemenrocmu. bpak
Hepoocmeennblil. Ilepeas bepemerHOCMb 3aKOHUUAGCH BbIKUObL-
wem 6 6 Hed. Bmopas 6epemennocms npomexana Ha goHe gemo-
naaueHmapHoli HedocmamouHocmu, ommeuasuielics ¢ 30 Heo,
2ecmo3a 1eekoil Cmeneti, Mano8o0Ust, CaxapHo20 2eCMayOHHO-
20 duabema. Poobl 1-e, cpoursle, npoeoourace crmumyassuusl.
Macca meaa npu poxcdenuu — 3130 e, onuna meaa — 50 cm,
ouenka no wikane Aneap — 7/7 6annos. Boinucan na 4-e cymku
HCU3HU.

C nepeoix mecsyes Hcu3nu y pebeHka onpedensnacs 8boi-
DPadiceHHas 3a0epicKa nCUXoMomopHO20 pa3gumusl: 632450
He uKcuposan, He peazuposan Ha OKPYICAOUUX, omme4a-
AACh BbIPAICEHHAS IMOYUOHANbHASI OEOHOCMb, ANamusl, Ha ue-
DPYUKU He peasupogain.

Comamuueckuit cmamyc. Qenomunuuecku y pebeHKa
ommeuanucy xapakmepHole onsi CK uepmor auya (OnunHole
2na3Hble weau, SKMOonUs HUJXICHe20 8eKa, apKosuonble 6posu
€ paspexncenHoCmyio 60K08bIX 0MOen08, WUPOKAs NePeHOCU-
Ya ¢ NPUNAIOCHYMbIM KOHYUKOM HOCA, BbICOKOE 20MU1ecKoe
Hébo (puc. 1)), eunepmobunrvHocy cycmaeos, gemanvHole
nodyuteuxu nanvyes, OpaxudaKkmuaus.

Y pebenka 6viau 6oisienenst conymemayoujue 3a0601e6a-
HUSL: eeMOAUmuU4ecKas Kymoc-ompuyamensras anemusi, ouc-
Qyukyun eenamobusuapHo2o mpakma (eenamomeeanus,
noevluleHue yposHell arbgagemonpomeuna, ueasouHoil goc-
gamaswvt), duceammaenodysuHemus, NUeA0IKMA3U.

Hespoaoeuueckuii cmamyc. Onpedensiniuce 8bipajiceHHast
3adepicKa MOMOPHO20 pPA3BUMUSL, CXOOAUUICS CMPaousm,
N€80CMOPOHHSASL CRACMUYeCKas KpUeoues, cnacmuyeckull
mempanapes ¢ aKyeHmoM 8 1e8blX KOHEUHOCHSX, NOBbLUEHUE
CYX0oUCUNbHBIX pehnekcos 8 KoHeuHocmsx (S >D), noaoxcu-
menbHblil cumnmom babunckoeo.

Pezyavmamot 06caedosanus. 1o oannvim pymunroii 231
u 8udeo-9I9I-monumopunea onpedensiacy KapmuHa amu-
nuyHoil (Moduguuyuposanrnoil) euncapummuu. UKmanvHvix
cobbimuii u DI I-nammeprog npucmynoe He 3aghuKcupo8ano

(puc. 2).

Puc. 2. Ilayuenm c cunopomom Kabyku 1-e0 muna. Daexmposnyegharoepagus 6 éo3pacme 1,5 mec. [lammepn MoouguyuposanHoli 2uncapummuu ¢ pecu-

OHA/NbHbIM AKUCHMOM 6 1601l 8UCOYHOU obaacmu

Fig. 2. A patient with Kabuki syndrome type 1. Electroencephalogram at 1.5 months of age. There was a pattern of modified hypsarrhythmia with a regional

accent in the left temporal area
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Yuumoieas 6o3pacm debroma 3a601e6aHUSL, CEMUONOUI)
npucmynos, danusie D3I, 6via ycmarnosnen duasHo3 amu-
nuunoeo CB. C yuemom gpeHomunuueckux ocobeHHocmell
DPeKomMeH008aHo eenemuyeckoe oocaedosarnue. Tlayuenm obin
20CNUMANU3UPOBAH.

Maenummno-pezonancnas momoepagus (MPT) eonroeroeo
Mo03ea 8bl8UAA NamMosocuYecKue usmenerus (puc. 3).

Junamura 3aboaesanus. B cmayuonape nposedetnst 00-
noaHumensvHoe oobcaedosarnue u nodbop mepanuu. B xode
2eHemu4ecK02o 00c1e008anus ObLAU UCKAUEHbl MUMOXOHO-
puanbHvie 3a001e6aHUsL, NPOBEOCHO eeHeMU1ecKoe UCcaedo-
8aHUe N0 NAHEAU «DNUAENCUS» ¢ OMPULAMENLHBIM PE3Y/lb-
mamom. Ilayuenm ob6caedosan na npedmem HaAAUUUSA
obonesneil Hakonaenus: lowe, @abpu, Humanna—Iluxa A/B
muna, Ilomne, Kpabbe, mykonoaucaxapudoza I-eo muna;
6ce nepeuucieHHble 3a001e6aHuUs OblLAU UCKAIOUeHbl. KoHcyab-
MuposaH 8edyuUMy SNUIenmonoeamu, noomeepicoeH duae-
Ho3 amunuunoeo CB, pexomendosan eueadbampun (cabpun)”,
npu Hea(pexmueHocmu — 20pMOHANLHAS BbICOKOOO3HAS
mepanus. B cmayuonape nposoduacs kpamxospemeHHblil
KYpC 20pDMOHOMEPANUYU ¢ OMH4emAUBOL NOAOICUMENbHOU OU-
HAMUKOU U Pe3KUM CHUMICEHUEM KOAUYeCmea Npucmynos.
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O0Hako 6 cés3u ¢ Hapacmanuem yposHeli hepmeHmog neuexu
(anranunamunompancgepasa, acnapmamamuHompancgepa-
3a) 20pMOHOMEPANUI0 NPULUAOCS OMMEHUMb, U NPUCHYNbL
80300H08UAUCH ¢ npedcHell yacmomol. [Ipoeeden nodoop
aHmusdnuUAenmuyecKoll mepanuu: cabpua (eueabamput)
600me/cym, resemupayemam 150me/cym, earvnpoam (KoH-
synexc) 80me/cym. IlepsonauanrvHo Ha ore npuema cabpu-
A4 0MMe4anocb omuemaugoe yMeHbuleHue npucmynos, 00-
HaKo 6 danvHellem cepuliHble edceOHe8Hble NPUCMYNbl
80300HO8UNUCH ¢ npedicHell yacmomoii 1—2 pasa 6 dens. Co-
XPAHANACY BbIPAINCEHHAS 3A0ePICKA MOMOPHOR0 U NCUXOpe-
Yego20 pazeumusi: pebeHoK He peasupoean Ha pooumesnell,
Ha UepyuKy, ommeuancs 001e3HeH bl KPUK, 04eHb Heeamue-
HO peacuposan Ha pazopaicument.

B 6o3pacme 7—8 mec npoxodun konmpoasHoe 06caedo-
sanue 8 cmayuornape. Konmpoavnaa MPT 20106H020 mo3ea
8bI56UNA HAPACMAHUE AMPOPUUECKUX UMEHEeHUI 8 N00HO-
BUCOUHBIX OMOEAAX 000UX NOAYWAPULL, pacluuperue cyoapax-
HOUOANbHBIX NPOCMPAHCME KOHBEKCUMAAbHO NO 3aMeCmU-
menvHOMY muny (puc. 4).

Koncyaomayus oxyaucma: wacmuunas ampoghus 3pu-
MeAbHbIX HEPBOB.

Puc. 3. Maenumno-pesonancnas momoepagus nayuenma c cundpomom Kaoyxu 1-eo muna 6 éozpacme 1,5 mec. Ampoguueckue uzmenenus 6 100H0-8UCOU-
HbIX 0MOenax noAyuwapuii Mo3ea u 3amedieHue MUeAUHU3ayuL 00Aacmu cmeoaa, 3a0He2o 6eopa 6HympeHHell Kancyasl, eUnonAA3Us MO30AUCHI020 Mead

Fig. 3. Magnetic resonance imaging of patient with Kabuki syndrome type 1 at the age of 1.5 months. Atrophic changes in the frontal and temporal lobes
of the brain and terminal zones of myelination of brainstem and posterior limb of internal capsule, hypoplasia of the corpus callosum

Puc. 4. Maznumno-pezonarcnas momoepaghus nayuenma ¢ cunopomom Kabyku I-eo muna ¢ dunamuke, é ospacme 8 mec. Ampopuueckue usmeHeHus
6 N00HO-BUCOUHBIX OMOCAAX NOAYUWLAPUL MO32A U 3aMe0NeHUe MUCAUHUZAUUYU 00AaCmU CME0Ad, 3a0He20 0edpa GHYMpPeHHel Kancyasl, 2UNONAA3Us MO30AU-
cmoeo meaa. B dunamuke — Hapacmanue ampoguueckux usmMeHeHuil 8 A00HO-8UCOUHBIX OMOCAAX NO 3AMEeCMUMENbHOMY MUY

Fig. 4. Magnetic resonance imaging of patient with Kabuki syndrome type 1 in dynamics, at the age of § months. Atrophic changes in the frontal and temporal
lobes of the brain and terminal zones of myelination of brainstem and posterior limb of internal capsule, hypoplasia of the corpus callosum. In dynamics, there
is an increase in frontal and temporal lobe atrophy in the form of replacement hydrocephaly

*[1penapaT He 3aperucTpupoBaH B PD.
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Junamuxa DIOI-kapmunol Xapakmepuszoganace npeo-
onradanuem GoxanrvHoil 3nusenmu@dopmMHol aKMUEHOCMU

(puc. 5).

Puc. 5. Dnexmposnyepanrocpagpus nayuenma c cundpomom Kaodyxu 1-eo
muna 6 eozpacme 10 mec. Jupgysnoe 3amedrenue gornogoeo pumma, ne-
puodutecKoe pecuoHaNbHoe 3amedrerue U SNUIenmuQOPMHas akMUeHOCHb
6 116011 UCOUHOU 001acmU

Fig. 5. Electroencephalogram of patient with Kabuki syndrome type 1 at the
age of 10 months. There is background slowing, occasional slow waves and
epileptiform activity in the left temporal lobe

Yuumuieas ebiparxceHHY0 3a0epicKy NCUXOMOMOPHOZ0
Da36umus, pe3ucmeHmHOCmy K GHMUSNUAENMUHECKOU mepa-
nuu, eeHemu4eckue Uccae008anus OviLaU nPoodosceHsl. B pe-
3pAbmame CeK6eHUPOBaAHUs. IK30Ma ObLAA 8bISIGACHA MYMAUUS]
eena KMT2D ua 12-it xpomocome. Boisigaennas mymauusi onu-
cana 6 aumepamype u xapaxkmepra o CK. [lpu eenemuueckom
obcaedosanuu podumeneil aHaN0UHA Mymauyus Obi1a 0OHa-
pydiceHa y omya pebenKa, KOmopwlii KAUHUYECKU 300p08.
B danveiiuem v110 nposedeHo cexéenuposarue eeHoma. Jpy-
2UX 2eHEMUYeCKUX U3MEHeHULl 00HAPYXCceHo He Obiio. Peberok
OblLA NPOKOHCYABIMUPOBAH 2EHEMUKOM, BbICHABAEH OCHOBHOUL
duaernos: «CK 1-e0 muna (MoaeKyAsipHo NOAONCUMENbHBLI, MY-
mauus 6 eene KMTZ2D). Cumnmomamuueckas Myaomughokans-
Hast SnUAeNCUsl, Pe3UCMeHMHAs K Mepanuu».

B 11 mec ycusnu nossuauch nepevle SMOYUOHANbHYIE pe-
akyuu: eyaenue, yaviOka, KOMNAeKC oxcusieHus. Buecme
¢ meM COXPAHAAACH BIPANCCHHAS 3A0ePICKA MOMOPHO2O
u ncuxopeyesoeo pazeumusi. C 14 mec 6 cés3u c Hedocmamou-
HOU 3¢hheKMUBHOCIbIO AHMUINUAENINUHECKUX NPEenapamos
Oblra 66edena KemoeeHHas duema, Ha ghoHe KOMopoli omme-
Yanuc, omyemausoe ymeHouleHue npucmynoe 0o 1 6 3 ous,
YAYHUeHUe NCUXOIMOUYUOHAALHO20 CIAmyca, HeKomopas
noA0NCUMenvHas OUHAMUKA 6 MOMOpHOM cmamyce. B Ha-
cmosiwee spems, 6 gozpacme 2,5 200a, 6 He8pON0UHECKOM
cmamyce coxpansaromes xapakmeptuiii 011 CK ¢penomun,
BbIPAIICEHHASL 3A0ePICKA NCUXOPEHe8020 U MOMOPHO20 pPa3-
BUMUSL, CXOOAWUTICA CMPAOU3M, CRACMUYECKUTI mempanapes
¢ npeobnadanuem 6 Ae@blX KOHEYHOCMAX, PempaKuus
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axuA108a CYXONCUNUS, NONOICUMENbHBLI cuHOpom Baburcko-
20. B nacmosuee epems nayuenm noayuaem okckapoasenum
(mpunenman 240me/cym — 21,8me/ke), kaonazenam (pu-
sompun 0,5me/cym — 0,45me/ke), kemoeennyro duemy. Ilo-
000Has KOMOUHAUUS NO360AUNA YMEHbUUMb KOAUYeCM B0
npucmynog do 3 napokcuzmos 6 mecsy. Beedenue kemoeentoii
duembl 0a0 803MONCHOCIb OMMEHUMb 8U2AOAMPUH be3 om-
PUyamenvHoli OUHAMUKU, CHOCOOCMBOBAND YPeICCHUIO NPU-
CMynoe8, a makice HeKOMoOpPoOMy YAVHULCHUI) NCUXOMOMOP-
Hoeo paszeumus. Pebenok Hauan ysnaeéams podumenell,
NOSABUNOCH 2YNeHUe, AKMUBUZUPOBANACH 08UAMENbHAS AK -
muerocmv. OOHAKO e20 cocmosiHUe 0CMaemcs MAdCenbim.
B pesynvmame komniaekcHoeo obcaedoganus 0uazHo3 pedeH-
xa caedyrouuii: «Cundpom Kabyku 1-e0 muna (mymauvus
6 eene KMT2D). Ienemuueckas goxanvuas gpapmarxopesu-
CMeHmHas s3nunencus, mparncgopmayus cuHopoma Becma.
Cnacmuueckuii mempanapes msxicenoii cmenetu. Boipasicen-
Has 3a0epiucKa MOMOPHO20 U NCUXOPEHeB020 PA3BUMUSL>.

Takum obpaszom, Hallle HaOJIIOAEHUE JEMOHCTPUPYET
PENKyIo ISl JAHHOTO TeHETUYECKOIro CMHIPOMa KOMOM-
Haumo ¢ CB. OmnucaHo Bcero HECKOJIBKO aHAJIOTMYHBIX
caydyaeB. O030p aUTEpaTyphl MOKa3aJl MaIyio MpeacTaB-
neHHocTh gaHHbIX Mo CB mpu CK, 4yro momuepkmBaeT
3HAYMMOCTD IPUBEACHHOIO KIIMHUYECKOTO HAOTIOACHNS.

KpaiiHe penko BcTpeyaroimiicss B IOMYISILIAY TeHEeTU -
YECKHWI CUHIPOM ObLI BBISIBJIEH C TIOMOILBIO YIJTYOJIEHHOTO
TeHETHMYECKOTO MCCIICIOBAHMSI, @ MUMEHHO TIOJIHOTO CEKBE-
HUpoBaHUs 3K30Ma. MHTEpecHOI1 0COOEHHOCThIO JAHHOTO
HAOTIONEHMS SIBJISICTCSI TO, YTO OTell TalleHTa (heHOTUTIH -
YECKHU Y KJIMHUYECKU 3M0POB MPY HATUINU XapaKTePHOMI
g CK rerepo3urotHoit myraunu reHa KMT2D na 12-ii
xpomocome. B Hamrem nHadmonenun coueranue CK ¢ CB
MIPUBEJIO K (DOPMUPOBAHMIO BBIPAKEHHOM 32 PXKKHU TICH-
XOpEUeBOTO0 M MOTOPHOTO Pa3BUTHS, HE XapaKTepHOM
B cTonb Tskesolt crerienn st CK. Heo6xommMo oTMETUTD,
uyto MPT He BbIsiBUIIa TPyOOIi IMCTeHE3UM FOJIOBHOT'O MO3-
ra, 9acTO OMMCHhIBAEMOMU IIPY TaHHOM CUHApoMe. JImHaMm-
Ka O3 B 3TOM KIMHUYECKOM HAOIIONEHUN HETUITMYHA
1711 oncaHHoro TunuuHoro it CK B3I -marrepHa ¢ xa-
paKTepHBIM IpeobJiagaHeM CIIaiikoB B TOOHO-1IEHTpalb-
Hoit obmactu [14]. OgHaKo BONPOC JIOKATU3ALMN TUITAY -
Horo D3I -narrepHa w1t CK ocTaeTcs CHOpHBIM, OITCaHbI
TEMITIOPO-OKIIMITUTAIbHBIC CTTAMKN KAK XapaKTEPHBIN TUTT
snuenTudopMHoIi aktuBHocTH [10, 21].

OcobenHocTy ropMoHanbHoI Tepanuu CB npu CK:
aTUMUYHAS peakKilys Ha TOPMOHOTEPAITHIO B BUIE OTYCT-
JIMBOM MOJOXUTEIbHON TMHAMUKI — 3HAYUTEJIBHOTO Ype-
JKEeHUSI TIPUCTYIIOB, OMHOBPEMEHHO C BHIPAXKEHHBIM paH-
HUM HapacTaHHMEM YPOBHS IEYCHOYHBIX (PepMEHTOB,
00YCIIOBJICHHBIM, T10 HallleMy MHEHMIO, COCTOSTHUEM UM-
MyHHOIi cuctembl mpu CK.

TakuMm o6pa3om, coueTaHrue CUHIPOMOB ONpPeaeINIO
TSDKEJIOe COCTOSIHUE TAlIMEHTa, BRIPAXKEHHYIO 3aIePKKY
TICUXOMOTOPHOTO Pa3BUTHsI, 00ycioBiIeHHyIo Kak CB, Tak
u CK.
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Ocobennoctsamu Tepanuu CB ipu CK gaBisiorcst HU3Kas
3¢ HEeKTUBHOCTh AaHTURIMUICITUYECKUX IIPEIIapaToOB U OT-
yeTnuBas 3(pPeKTUBHOCTb KETOT€HHOM TUETHI.

Coueranue CK u CB ycyryoiisier HeBpOJIOTUYECKUIA
ne(UIINT U TIPUBOAUT K (DOPMUPOBAHUIO BBIPAKEHHOMN
3aJepKKM IICUXOPEYEBOrO U MOTOPHOIO DPa3BUTHUSI.
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Cuuapom CADASIL u peMmuenuHusayms:
dual pathology? (OnucaHue KnUHUYECKOTO Cay4asn)

N.O. IlITanr, A.C. Koros

I'BY3 MO «Mockogckuii 06aacmHoll HayuHo-uccaedo8amensckuil Kaunuyeckuti uncmumym um. M.@. Bradumupckoeo»;
Poccus, 129110 Mockea, ya. lllenkuna, 61/2

KoHTaKTHhI:

Anexceit Cepreesny Kotos alex-013@yandex.ru

CvHapom CADASIL (uepebpanbHas ayTOCOMHO-AOMWHAHTHAA apTepuonatus ¢ CyOKOPTUKanbHbIMW UHGAPKTaMn 1 Neiiko3HLeda-
fionatveit) — pefKoe HacneACTBEHHOE 3aboneBaHue, NOpPAXatoLLee roNOBHOI MO3T, CBA3aHHOE ¢ MyTauueii reHa NOTCH3 Ha 19-i
XpoMmocome. [JonosHuTeNbHbIE TPYAHOCTU BO3HMKAIOT Npu KomopbupgHoctv cuiapoma CADASIL ¢ apyrumu 601€3HAMMU rON0BHOTO
MO3ra, NopaXaroLmi 6enoe BeLecTBo, HaNpPUMep PaccesHHbIM CKIEPO30M UM CXOXUMU C HUM 3aboneBaHuaMU. B npeacTaBneH-
HOM KJIMHUYECKOM CJTy4ae, NOMUMO reHeTUYeCKU JokasaHHoro cuHapoma CADASIL, y naumeHTKW MM MECTO CUMATOMbI (HENOBKOCTb
B NPaBOi pyKe, peTpolyNbbapHbIii HEBPUT), 3aCTaBAOLME 3aN0A03PUTL AEMUENMHU3MPYIOLLEe 3aboneBaHWe. MarHUTHO-pe3oHaHC-
Hasi Tomorpadus BbisiBMNA 04aru B GE10M BeLLECTBE roN0BHOrO Mo3ra 6e3 HaKoneH!s KOHTPACTHOrO BellecTsa U 6e3 MH(paTeH-
TOpMasbHbLIX U CTBOOBbIX 04aroB. TN CMHTE3A ONIMTOKNOHANbHBIX AHTUTEN OKA3aNCs XapaKTepPHbLIM /1A PACCEAHHOTO CKNepo3a.
Takoke OblN HE3HAYUTENBHO NOBLILEH YPOBEHb AHTUTEN K MUEIMHOBOMY MUKONPOTenHyY onuroferapoumTos (MON). [ins yTouHeHus
AMarHo3a 1 HasHayeHus NPaBUALHOTO leYeHNs NaLUMeHTKe NOKAa3aHO [ONOHUTENbHOE 06CNe0BaHNe.

KnioueBblie cnoBa: CADASIL, paccesHHbl CKNepo3, MarHUTHO-pe3oHaHcHas Tomorpadus, aHtu-MOr

Ins yutupoBanus: WraHr N.0., Kotos A.C. Cungpom CADASIL v pemunenunnusauus: dual pathology? (onucanue knuHuyec-
Koro cnyyas). Pycckuit JxypHan fetckoii Hesponoruu 2021;16(4):77-80. DOI: 10.17650/2073-8803-2021-16-4-77-80.

CADASIL syndrome and demyelination: dual pathology? (a case report)

1.0. Shtang, A.S. Kotov
M.F. Viadimirsky Moscow Regional Research Clinical Institute; 61/2 Shchepkina St., Moscow 129110, Russia

Contacts:

BBepeHue

Aleksey Sergeevich Kotov alex-013@yandex.ru

CADASIL syndrome (cerebral autosomal dominant arteriopathy with subcortical infarcts and leukoencephalopathy)
is a rare hereditary disease affecting the brain associated with a mutation of the NOTCH3 gene on the 19th chromo-
some. Additional difficulties arise with the comorbidity of CADASIL syndrome with other brain diseases that affect
the white matter, for example, multiple sclerosis or similar diseases. In the presented clinical case, in addition to the
genetically proven CADASIL syndrome, the patient had symptoms (awkwardness in her right hand, retrobulbar neuritis),
which made us suspect a demyelinating disease. Magnetic resonance imaging revealed foci in the white matter
of the brain without the accumulation of contrast and without infratentorial and stem foci. The type of synthesis of oligo-
clonal antibodies has been found to be typical of multiple sclerosis. The level of antibodies to MOG was also slightly in-
creased. To clarify the diagnosis and prescribe the correct treatment, the patient is shown an additional examination.

Key words: CADASIL, multiple sclerosis, magnetic resonance imaging, anti-M0G

For citation: Shtang I.0., Kotov A.S. CADASIL syndrome and demyelination: dual pathology? (a case report). Russkiy zhurnal
detskoy nevrologii = Russian Journal of Child Neurology 2021;16(4):77-80. (In Russ.). DOI: 10.17650/2073-8803-2021-16-4-
77-80.

Cunnpom CADASIL (cerebral autosomal dominant  apTepHoIaTus ¢ CyOKOPTUKATbHBIMU MH(MAPKTaAMU 1 JIEMKO-
arteriopathy with subcortical infarcts and leukoence- SHIIe(dasIonaTreif) — peaKoe HaCIeNCTBEHHOE 3200 IeBaHIE,
phalopathy — 1iepedpanbHasi ayToCOMHO-IOMUHAHTHAsI  CBsI3aHHOe ¢ MyTtanueit reHa NOTCH3 Ha 19-ii xpoMocome.
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TUNMMIHBIMY KIMHAYECKUMU ITPU3HAKaAMU CTHAPOMA CITy-
2KaT MATPEHO3HBIE TOJIOBHBIC 00711, aDheKTUBHBIC HAPY-
LIEHMsI, TPAH3UTOPHBIE UIIEMUYECKIE aTaK! 1 TIOBTOPHBIC
SMU30/bl UHCYJIBTA C UCXOAOM B JIEMEHLIMIO. MarHUTHO-
pe3oHaHcHas Tomorpadust (MPT) rooBHOro Mo3ra BISIB-
JISIET XapaKTepHOoe IopakeHue 0eJ10ro BelecTBa 00JIbIINX
nonywapuii. Yacrora cuHapoma coctabisieT 2 % ciiydaeB
JIaKyHapHBIX MH(PAPKTOB C JIEHKOapeo30M Y MallMeHTOB
Moutoxe 65 et u 11 % aHaJIOrM4HbIX CIy4YaeB y MaLlMEHTOB
moutoxe 50 net. [Ton Ha yacToTy BCTpeuaeMOCTH He BIIM-
sIeT — C OIMHAKOBOM 4aCcTOTOI OO0JIEIOT KaK MY>KYMHBI, TaK
1 XeHITMHBL. CHHAPOM IepeaaeTcs 10 ayTOCOMHO-IOMM-
HaHTHOMY TUITy [2]. JOIOIHUTEIbHBIE TPYIHOCTH BO3HU -
KaroT npu KomopouaHoctu cuaapoma CADASIL ¢ opy-
ruMu 00J1e3HSIMU TOJIOBHOTO MO3Ia, MOpaXKkaroluMu 0e1oe
BEIIIECTBO, HAIIPUMEP PaCCeSTHHBIM CKJIEPO30M MJIH CXO-
KUMH ¢ HUM 3a00s1eBaHusaMU [3]. MBI ipeicTaBiisieM OIT-
caHMe MoA0OHOI0 KIMHUYECKOTO Cyvas.

KnuHuueckum cnyyait

[Tlayuenmra 1975 2. p. (44 200a na momenm nepeuurozo
ocmompa). Coenacro OGHHbLIM AHAMHE3A, ¢ IOHOCMU cmpaoa-
Aa CUALHBIMU 20108HbIMU 00ASMU, NO ONUCAHUIO NOXOICUMU
Ha MuepeHb, 00HAKO 8 C853U ¢ PeOKOol NepUoOUHHOCMbIO 20~
A08HBIX 00€ll K 8pauam 3a nomouplo He obpawjanracs. Cae-
dyem ommemumy, 4mo, no cA06aM NAUUEHMKU, Y ee mamepu
U ee CblHa MAaKoice Ha NPOMAICEHUU MHOUX Aem OMMEeHaNUCh
U nPOO0AINCAIOMCSL 20106HbIE OOAU.

B 6o3pacme 19—20 nem nayuenmka ommemuna 51u300
crabocmu 6 npasoil pyke (He mMo2aa HU4e20 HANUCAMs), CO-
cmosiHue 0auaoch npumepHo 1 mec (CMymHO NOMHUM OGHHbLI
nepuood), cUMnMOMAMUKa KyRupoganach camoCmosimenbHo
u bonvute He nosmopsnacs. B oxkmsope 2018 . (8 8o3pacme
43 nem) ommemuna neaeHy 6 0boux anazax, 6oau npu 0euice-
HUU NPABbIM 21A30M, CHUIICEHIEe OCIPOMbl 3DEHUsl HA NPABbLL
21a3, oupyujerue 3pumensHo2o duckomgopma, 6ce 3mo conpo-
8021c0AN0CH 20106HOLL 001610, YXYOULeHUeM 00Ule20 COCMOSHUS,
wamkocmuio noxooku. bewa eocnumanusupoeana 6 cmayu-
OHAD NO MeCmy JCUMeNbCMea ¢ OUASHO30M «pempo0y1b0apHblil
Hespum cnpasa». Ha goone npoeodumoeo aeuenus (pempobyno-
bapHvle UHBEKYUU C 0eKCAMemasoHoM, 8UMAMUHOMePaniis)
OMMeuana noAONCUMENbHYI0 OUHAMUKY 8 GUOe YAVHULeHUs]
00We20 cOCMOsIHUS, CHUJICEHUsL 3DUMEAbHO20 OUCKOMGpopma.
B Hesponoeuveckom cmamyce omme4aiucs CUMMempu4Hoe
0dICUBNCHUE CYXOICUNBHBIX PedhieKco8, HeD0AbULAsL WAMKOCHTb
npu xoowoe, anusokopus. bviio pexomendosano vinonnenue
MPT 201061020 MO32a ¢ KOHMPACMUPOBAHUEM.

Ilo danubim MPT 20n06H020 Mo32a om Hos6ps 2018 e.:
KapmuHa o4azoe bonee xapakmepra 045 cunopoma CADASIL,
MeHee mMUnuYHa 045 demuearunuzupyroueeo npoyecca. Ilpu-
3HAK06 HaPYUleHUsl YeA0CMHOCIU 2eMamOodHYyeharu1ecKoeo
bapvepa Hem.

[locae noayuenus dannoix MPT 6 sneape 2019 e. 6bin
nposeden MeOUKO-2eHemU4ecKuil aHaiu3 ¢ Yeavlo NoOUcKa
mymauuil 6 eene NOTCH 3, accoyuuposanrom c pazsumuem

4

cundpoma CADASIL. Memodom npsmoeo asmomamuteckoeo
CeK8eHUpo8anus OblaU NPOAHANUZUPOBAHbI 3—O6-11 DK30HbL
eena NOTCH3. B 4-m 3k30ne evisienena mymauus R133C
(npueodauas Kk padukanbHoll 3aMeHe apeuHUHa Ha YUcmeuH)
6 eemepo3ueomnom cocmoanuu. Ilocae ananuza nayuenmra
NPOKOHCYAbMUPOBAHA BDAHOM-2eHEMUKOM. J[uaeHo3: cunopom
CADASIL. /lannoe 3a60neéanue s6isemcs Hacae0CMeeHHbIM,
HEYKAOHHO NPOSPECCUPYIOUUM, He NOOACHCAUUM U3NeHeHUIO.
Puck dns nomomemea cocmaeénsem 50 %. Pexomendosarvi
cumnmomamuyeckas mepanus u OuHamu4eckoe Habnooenue
épaua-zeHemuKa.

B aszycme 2019 2. y nayuenmku gnepewle  J¥cuzHu 803HUK
CYOOPOACHBILL NPUCIYR, KOMOPbLLL Obll 3aPUKCUPOBAH Kamepoil
8U0eoHaONI00eHUsl, — OUAAMEPANbHBLI MOHUKO-KAOHUYeCK ULl
npucmyn c ghokanbHviM Hauarom. Bpawom no mecmy sicumens-
cmaea bbi1 HazHaueH Kapobamasenur 6 0o3e 200 me 2 pasa é OeHb.
[llayuenmka 6vina nanpasnrena na MPT eon06H020 mo32a
¢ KOHMPACMUPOBAHUEM (CM. PUCYHOK).

Ha noayuennusix uz006pasiceHusx 201081020 M032a 8 Kope
U CyOKOpMUKANbHBIX 0MOenax noAyumapuii 60aviioeo mosed,
npeumyulecmeeHHo 6 NepuseHmMpUKYAIPHOM 0ea0M eeulecm-
6e, GU3YANUUPYIOMCS MHOICECMBEHHble PA3HOKaAUubepHble
ouaeu eunepuHmeHcugHoeo cueranra Ha T2-e36euieHnbix u3o-
opaxcenusx, FLAIR uzounmencuernoeo cuernana Ha T1-636e-
weHnblx usobpaxcenusx. boavwuncmeo ouacos caugHnoeo
Xxapakmepa, pacnonodicersl 80Kpye dicenydouxos mosea. Om-
OenbHble 04ay napageHMpUKyAsAPHOU 10KAAU3AYUU NepHeH-
OUKYAAPHYL cacummansvholl naockocmu. Ommeuaemes namo-
A0eu4ecKas 30Ha 8 NapasunNOKAMNAAbHOU U3BUAUHE 1e60ll
8UCOYHOIL Doau. B mozoaucmom mene u cmeonogvix cmpyk-
mypax mo3ea o4asu namono2uecKoll NAOMHOCMU He onpe-
densiomces. Ilocae énympueenno2o KOHMpPAcCMUPOBAHUs 04ae
NOGbLUEHUS CUSHANA OM BEULECBA 20108H020 MO32d He Onpe-
deasiemces. Ilo cpasnenuto ¢ npedbldyuumu uccaedo8anusmu,
gopma u pasmepsl ouazoe — 6e3 dunamuku. 3aKaruerue:
MP-kapmuna MH02004a208020 NOPAdICEHUS GeleCmMBa 20-
JN08HO20 M0O32d C CYNPAMeHMOPUAnbHOLL 10KaUu3ayuell 04azoe
0e3 gosaeueHUs 8 NPOUECC MO30AUCMO20 mead, 6e3 NPU3HAKO08
Hapyuienus eemamosnyearuueckoeo d6apovepa.

Ilocae nposedenus MPT das ymounenus duaeHosa y na-
YyueHmxu Obl1 onpedeseH MuUn CUHmMe3a 0AULOKAOHANbHBIX
anmumen 6 aabopamopuu INVITRO — 2-ii mun cunme3sa
(xapakmepnblil 0151 paccesHHoeo ckaeposa). Kaunuueckuil
aHanu3 AUKE0pa He blsAUA NAMOA0UMECKUX OMKAOHEHULL.

Ha ocrosanuu noayuernbix 0aHHbIX CHEYUAAUCTOM UeH-
mpa paccesHHo20 ckAepo3a Obin ycmaHnoeeH ouazros: «Pac-
CeSIHHbLIL CKAEPO3, peMUmmupyroujee meuexue, cmaousi pemuc-
cuu», pekomeHndosan eramupamepa ayemam. Ilomumo
onpedeneHuss Muna CUHmMe3a OAU2OKAOHAAbHbIX AHMUMeN
nayuenmka c0asa aHaau3bl Ha aHmumenda K aKeanoputry 4
maxkxuce 6 INVITRO (mump 6 npedeaax HOpmbL) U HA AHMU-
mena K MUeAUHOBOMY 2AUKONPOMEUHY 0AU200eHOpoYUmos
(MOI) ¢ Hayunom uenmpe nesponocuu memodom ELISA mu-
na Sandwich ¢ ucnoavzosanuem Hadopoe peacenmos Cloud-
Clone Corp (CILIA) — 16 ne/ma npu nopme 0— 15 ne/ma.
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Maenummno-pe3zonancuas momoepaghus nayuenmru (ageycm 2019 e.)
Magnetic resonance imaging of the patient (August 2019)

06cyxxaeHune

C yueToM ceMeiiHOro aHaMHe3a, KITMHUISCKUX U pa-
JIMOJIOTUYECKMX JaHHbBIX, a TakxKe pe3ynabraToB JHK-au-
arHocTuku nuarHo3 cuHapoma CADASIL y manueHTKM
COMHEHUI HE BbI3bIBACT.

O30kl HEJIOBKOCTH B pyKe, HAOTIOMABIIINECS B TeUe-
Hue 1 Mec B Bo3pacte 19—20 jeT, 1 0COOEHHO CHIDKCHUS
3peHus 1 00JI1 PU JBVKEHUY [JIa3HBIM s10JI0KOM B BO3pacTe
43 jreT 60JIee TUIMUYHBI TS IEMUCTMHU3NPYIOIIETO 3a001e-
BaHMS. [1aToMOrMYeCKMiA TUIT CMHTE3a OJTMTOKIOHABHBIX
AHTHUTEJ CBUICTEIBCTBYET B IIOJIB3Y PACCESTHHOTO CKIIEPO3a.
B 10 e BpeMst MPT He BbIsiBUIa TUTIMYHBIX J1JISI PACCESTH-
HOT'O CKJIepOo3a M3MEHEHMIT: TH(PPAaTeHTOPHAIBHBIX U CTBO-
JIOBBIX 0YaroB, IIOPaKEHUSI MO30JIMCTOTO TeJIa M 3PUTEIbHBIX
HepBOB. JIOITOIHUTEIEHYIO ITyTaHUITY BHOCUT HE3HAUUTEITb-
HO TTOBBILIEHHBI YpoBeHb aHTUTe 1 K MOI, Tak Kak npy CUH-
npomMe aHTU-MOI” TUITMYHBI TTopakKeHKe 3pUTETLHBIX HEPBOB
1 0OJIb TIPY ABVDKEHUH TJIA3HBIX SI0JIOK, HEPEIKO BBISIBIISIOT-
Cs oYary JeMHUCIMHU3AIUA B OSJIOM BEIIECTBE OOIBIINX
NOJYLIAPUA, B KIIMHUYECKON KapTUHE MOIYT BCTPEYAThCS
snuienTudecKre npuctyIsl [1]. B To e Bpemst coueTaHue
paccestHHOTO cKJiepo3a 1 cuHapoma aHTu-MOI ripecras-
JISIETCST MAJIOBEPOSITHBIM, TaK KaK IIPH MOCAeTHEM 2-i1 TUTT
CHHTEe3a aHTUTEJI BCTPEYaeTCs, B OTIMYME OT PACCESTHHOTO
CKJIepo3a, 0YeHb PeIKO [4], a ypOBEeHb MOBBILICHUST aHTUTE
K MOI' B JaHHOM KJIMHUYECKOM CJTydae JIUIIb Ha | euHUILY
MPEBBIIACT BEPXHIOIO TPAHUILY HOPMBI, UTO MOXKHO TPAKTO-
BaThb KaK «CEPYIO 30HYy» aHaJIn3a.

YTOo MOXHO NPEANPUHITHL B JTaHHOU CUTyalluU
IIJIST yTOYHEeHUS TUarHo3a 1 IIOMOIIM TamueHTke? Pyko-
BOJCTBYSICh 0a30BBIM MPUHIIMIIOM MEIUIIMHEI “primum
non nocere”, Mo HallleMy MHEHUIO, Ha JAHHBIII MOMEHT

CJIemyeT OrpaHMYUTh METMKAMEHTO3HYIO TeparIiio IIpUMeHe-
HHMEM alleTWICATAILIMIIOBOM KUCIOTHI 100 Mr/cyT (Teparmst
cunapoma CADASIL) 1 kapoamasermina 200 mr 2 pa3a B IeHb
(XOTsI 3Ta 103a SIBHO HITKE TEX, YTO PEKOMEHIOBAHBI IS Jie-
YeHUST SITAJICTICUN Y B3POCTIBIX, HO Y TAIIMEHTKH TIPUCTYIIBI
HE ITOBTOPSTIOTCS, I OCHOBAHUI IS YBEJIMICHUS TO3BI aHTH-
SIMWICTITUICCKUX IPETIapaToB HET).

[7s1 yToYHeHUST BOIIpOca O HAIWYUM Y MAllMEHTKHU
JIeMUETMHU3MPYIOLLIEro 3a001eBaHusI 1LIeJ1ecO00pa3HO ue-
pe3 6 Mec mmoBTopHO TpoBecTd MPT rosoBHOro Mosra
C KOHTpacTupoBaHueM, a Takxke MPT 1eiiHoro u rpya-
HOTO OTHEJIO0B CIIMHHOTO MO3Ta ¢ KOHTPAaCTUPOBAaHUEM,
YTO MOXET ITO3BOJINTH BBISIBUTH O9ary AeMUCIMHUA3ALNN
Ha CIIMHAJILHOM YPOBHE, a TAaKKe TTOBTOPUTH MCCIIEIOBa-
HHE Ha TUII CUHTEe3a OJIUTOKJIOHATBHBIX aHTUTEII B TOI XKe
nabopatopun (INVITRO). B otHomennn anturen Kk MOI'
1es1ecoo0pa3Ho orpeAeieH1ue YPOBHSI 3TUX aHTUTEN OoJiee
TOYHBIM METOJOM KJICTOYHOMU ITPE3eHTAIINM (TaHHYIO M-
TOIVKY Ceifyac OCBaMBAIOT B JJA0OPATOPUH TeMOKOPPEKITUI
u remocTa3a HaydHoro nieHTpa HEBPOJIOTUH).

3aknioueHue

JlaBuHOOOpa3HOE yBeIMYeHre 00beMa MEAULIMHCKUX
3HAHMUI B ITOCJIEAHEE BPEMSI AEIACT KIIACCUIECKIM ITIOCTY-
JIaT «OIH MO3T — O HA 00JIe3Hb» He BCeTna IPUMEHNUMBIM.
Hepenko MBI BUIMM, YTO y IMallMeHTa MMEIOTCS IBa
(1 maxe 6oJee) 3a0o0JieBaHMSI, OKa3bIBAIOIINE CBOE T1a-
TOJIOTMYECKOE BIMSHIE KaK «HE3aBUCUMO» IPYT OT ApyTa,
TaK U «uHTephepupysd» (KoHuemus “dual pathology”).
JlononHuTeIbHbIE TPYAHOCTY BO3HUKAIOT IPU MOTEHLIU -
AJTBHOM CXOXECTU KIIMHUIESCKUX 1/ WIN PaTUOIOTMISCKIX
MIPOSIBICHUI Pa3IMYHBIX ITaTOJOTUUECKUX IIPOIICCCOB.
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Karoiee Bmecte ¢ cuHapomoM CADASIL nemuenmuusm-
pymoliiee 3a00j1€BaHKE, YTO, B CBOIO OYEPEIh, ONPEIEIUT
CTpaTernio MeIMKaMEHTO3HOU TeEPaIiH.

B nipencraBieHHOM citydae TOJIBKO AMHAMUYECKOe Ha0JII0-
JIeHNE U TTOJHOLIEHHOE JOIIOJHUTEIHLHOE 00CIeI0BaHIE
MOKAXYT, UMEETCS JIX Y MALMEHTKH IapalJieJbHO ITPOTe-
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CuMmnTOMaTUYeCKni 6eccynopoKHbIN
3NUAENTUYECKUIN CTATYC Y NALMEHTKU C OCTPbIM
nuMpo6aacTHbIM NenKo30M (KNNHMYECKUN cnyyan)

A.JIO. 3axaposa!, M.IO. Bo6bL10Ba2

IQIBY « Hayuonasvuviil nayuno-npaxmuyeckuii uenmp 0emckoil eeMamonouil, OHK0A0UU U uMMYHoA02uY uM. Jmumpus Pozaueeas;
Poccus, 117997 Mockea, I'CII-7, yr. Camopsr Mawena, 1;
2000 «Hnemumym demckoii Hegponoeuu u snunencuu um. Cem. Jyku»; Poccus, 143397 Mockesa, ya. Haeopnas, 5

KonTakThi: Mapus lOpbesHa bobeinosa mariya_bobylova@mail.ru

CumnTomatnyeckmnit anunentuyecknii cratyc (3C) pa3BuBaeTcs y naLuueHToB peaHMMaLMOHHOTO OTAENEHNA Ha (POHe OCHOB-
Horo 3aboneBaHus (TpaBMa, MHCYNLT, MHTOKCMKALMW U Ap.) 6e3 anunencun B aHamHese. IC AuMarHoCTMpyeTcs B Xode
npoBefieHNs BUAEOINEKTPOIHLedanorpanyeckoro MOHUTOPUHra. InekTpoaHuedanorpaduyeckue natrepHbl aNUAENTU-
yeckoro ctatyca HecneluduyHel. 06s3atenbHbiM npusHakom 3C senseTcs anunenTudopMHas akTUBHOCTb. Mo mepe npo-
noHrauum 3C anunenTudopmHas aKTMBHOCTb Ha 3NEKTpPO3HLedanorpamme BUAOU3MEHAETCA NO YacToTe, mopdonoruu
M NOKanu3auumu, 1 BO3HWKAKT PUTMUYECKUe HeanunenTudOpMHble naTTepHbl. Ha xapakTep anekTpoaHuedanorpammbl
BNIMAIOT OCTPas LepebpanbHas He[0CTaTOYHOCTb, CPbIB MEXaHW3MOB reHepaLni GM03NEKTPUYECKOH aKTUBHOCTU U UHTEH-
CMBHas Tepanus. B kayecTse uantocTpauum cumnTomarnieckoro 3C npUBOAMM UCTOPUIO GONE3HU NALMEHTKM C Pa3BUTUEM
6eccynopoxHoro 3C Ha thoHe ocTporo NMMA0o6NACTHOIO NEI K033, €ro OCNOKHEHUH U cneunduyeckoro neyenus. KnuHu-
YeCKWI cnyvaln LeMOHCTPUPYET NPOUCXOXAEHNE 1 TeyeHne cumntTomatuyeckoro 3C no AaHHbIM anekTpoaHuedanorpaduu.
CBoeBpeMeHHas [MarHoCTUKa u kynuposaHue IC CHUKAIOT PUCK Pa3BUTUA INUNENCUM U HeBpoaornyeckoro aeduunta
Y OHKOJIOTMYeCKNX NaLueHTOB NocCe BbIXOAa U3 YPreHTHOro COCTOAHMA.

KnioueBble cnoBa: 6eccyaopoxHblii 3NMNENTUYECKUIA CTATYC, CUMNTOMATUYECKNIi 3NMUNENTUYECKUIA CTATYC, 3NEKTPO3HLiE-
tanorpacus, Bugeo3nekTposHLedanorpaduyecknii MOHUTOPUHT

Ana uutupoBanmua: 3axaposa A.10., Bobbinosa M.K0. CumnTomaTuyeckmnit 6eCcynopoHbIA 3NUNenTUYeCKUit cTaTyc
Y NaUMEHTKM C OCTPbIM NTUMGOBNACTHBIM Neitko30M (KTMHUYECKMIA ciyyait). Pycckui xypHan BeTCKOW HeBponorum
2021;16(4):81-8. DOI: 10.17650/2073-8803-2021-16-4-81-88.

Symptomatic non-convulsive status epilepticus in a patient with acute lymphoblastic
leukemia (case report)

A.Yu. Zakharova®, M. Yu. Bobylova?

! Dmitry Rogachev National Medical Research Center of Pediatric Hematology, Oncology and Immunology; 1 Samora Mashela St.,
Moscow 117997, Russia;
28vt. Luka’s Institute of Child Neurology and Epilepsy; 5 Nagornaya St., Moscow 143397, Russia

Contacts: Mariya Yuryevna Bobylova mariya_bobylova@mail.ru

Symptomatic non-convulsive status epilepticus develops in intensive care unit patients without a history of epilepsy. It is diag-
nosed using video electroencephalographic monitoring. Electroencephalographic patterns of status epilepticus are not specific.
Epileptiform activity must be recorded. When status epilepticus is prolonged, epileptiform activity changes in frequency, mor-
phology, and localization. Rhythmic non-epileptiform patterns are also recorded on the electroencephalogram. The character
of the electroencephalogram is influenced by acute cerebral insufficiency, disruption of the mechanisms of generation
of bioelectric activity, and intensive therapy. As an illustration of symptomatic status epilepticus we present the case
of a 15-year-old patient with acute lymphoblastic leukemia. This clinical case demonstrates the origin and course of symp-
tomatic status epilepticus according to electroencephalography data. Timely diagnosis and relief of status epilepticus reduce
the risk of epilepsy and neurological deficits in cancer patients after recovery from an urgent state.
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Bornpltoe 3HaueHME 1151 orpenesicHus (DyHKIIMOHATLHOM
AKTMBHOCTHU TOJIOBHOTO MO3Ta y TAIIMEHTOB, HAXOMSIIINXCS
B KPUTHUYECKOM COCTOSTHUM, MMEET BUACO3ICKTPO3HIIe(Da-
Jiorpacpudeckuii MOHUTOPUHL OcOOBIl MHTEpEC MpeICTaB-
JIIT MUarHOCTHKA SrmtenTideckoro craryca (3C). B ommune
OT BITWJICTICUH, ISl KOTOPOU pa3paboTaHbl KaK KITMHITIECKIES
nNeMHUINK, TaK ¥ YeTKUE KPUTEPUH U3MEHEHHUI Ha 3JIeK-
TposHuedanorpamme (D3I, DC MeHee n3yJeH BBUTY CBOCH
OTHOCHUTEJILHOM PEIKOCTU U CIe(PUIHOCTU TS Helipope-
aHnManmu. [IpuMmedaTepHO, YTO ITyOIMKALIK, TTOCBSIIICH-
Hble DC, OTHOCSITCS MPEUMYILIECTBEHHO K CITyJastM Pa3BUTHS
OC B TeueHHUE SMIWICTICUU. 3HAYUTEIEHO MEHEe M3BECTHHI
cuMITTOMaTndeckue BapuaHTbl DC, KOTOpble BO3HUKAIOT
y MalMEeHTOB, He CTPalaBIIMX SMIICTICUEH 0 pa3BUTHS
OCHOBHOTO 3a0ojieBaHMs, nmpuBenmero Kk 3C (TpaBMa,
MHCYJIBT, UHTOKCUKALUU U 1Ip.). TakKe HesCeH MPOTrHo3
B OTHOIIIEHUH Pa3BUTHSI SITMIICTICUU TTOCIIe Bbixona n3 DC
MMaIeHTOB 0e3 MUJICIITUIECKOro aHaMHe3a.

BriaBuramich pa3nnuHbie onpeaeseHns DC, OCHOBaH-
HBIC Ha er0 MPOIOLKUTEILHOCTH (DC — 3MUIeITUICCKII
MIPUCTYI IIUTETHbHOCTEIO >30 MuH). OOIHAKO HE TOJBKO
NponoLKuTebHOCTh oTnuyaeT DC. B Havae 2000-x rogoB
B.A. Kapnos npemioxu orpenesith DC Kak KaueCTBEHHO
OTJIMYHOE OT SMUJICTITUICCKOTO IIPUCTYIIAa COCTOSTHUE, Xa-
pakTepHu3yoIIeecs CICAYIOIIMMUA OCOOCHHOCTSIMU: a) TIIy-
0OoKast mernpeccusi CMCTEMBI TIPOTUBOAIMMICTITUIECKOI 3a-
IIATHI C COXPAaHEHUEM BO3MOXKHOCTHU TOJIBKO aKTHUBHOIO
IMOMaBICHMST KaxXIOro SMWJICTITUICCKOTO IMPUIAaKa,
HO He MPEIyTIPEXICHMS CIICAYIOINIero; 0) ToTaabHas HeCo-
CTOSATEIIEHOCTD CUCTEMBI IIPOTUBOAMIICIITUUECKO 3aIITUTHI
C TIpeKpalIeHreM KaxKIOoTo IPHUITAaKa TOJbKO MaCCUBHBIM
CIT0COOOM, @ UMEHHO B CBSI3U C MCTOIIIEHHUEM SHEPIeTHYeC-
KHUX pecypcoB [3].

B 2015 . MexxnyHapoaHast MpOTUBOSIMIIETITUYECKAs
smra (ILAE) ycranHoBmIa HOBOe ompeeeHre 1 KJIacCH-
¢ukaumio DC. CormacHo nepunnunu ILAE, DC — pe-
3yJbTaT JUO0 HEIOCTATOYHOCTH MEXaHU3MOB, OTBETCT-
BEHHBIX 32 MPeKpallleHe IPUCTYIIOB, TN00 MHULIMAIIMI
MEXaHU3MOB, KOTOPBIC BEAYT K aHOMAJIbHO IIPOJIOHTUPO-
BaHHBIM IIPUCTYIIaM. DTO COCTOSITHIE MOXKET UMETh I0JI-
TOCPOYHEBIE TTOCJICACTBHUS, BKIIOYAIOIIME TOBPEXKICHIE
U CMEPTb HEMPOHOB, AJITEPALIMIO HEPBHOU CETU, 3aBUCS -
IIKe OT TUTIA U JUTMTSIbHOCTU TIpUCcTynoB [10].

Knaccudpukanus DC BKIIIOYaeT CEMUOJIOTUIO, 3THO-
noruto, DI -xkpurepun, Bo3pact. Hanbonee nzydeHa u mmo-
HsATHA cemuojiorus DC, KoTopast COOTBETCTBYET TUITY SITH-
nenTndeckux npuctynoB. KacateabHo kputepueB DD
npu DC B.A. KapioB yka3biBaeT, 4To HU oguH n3 DOI -

narrepHoB mo6oro Tnia DC HecnieundudeH [3]. Dnumnern-
TIU(HOPMHBIEC Pa3PSIIBI SIBIISIIOTCS 00s3aTeIbHBIM ITPU3HA-
koM DC, HO TI0 Mepe €T TPOJIOHTALN SITWISTTU(hOPMHAST
aKTUBHOCTB Ha DD BUIOM3MEHSIETCS M BOSHUKAIOT PUT-
MUYECKHME HEeIMUIETTTU(POPMHBIE TTATTePHBI (YTO, BEPO-
SITHO, OTpaxaeTr yriayOJjeHue NEeNpecCur U HUCTOLIEHUE
MEXaHU3MOB ITPOTUBOSIIICIITUIECCKOM 3aIINTHI).

HawnbGonee cioxKHbBI AJIs1 [MarHOCTUKY Y IMALIMEHTOB pe-
AHUMALIMOHHOTO MPOodIISt OECCYTOPOKHBIC SITUICTITUYC-
CKMe TIPUCTYIIBI U 0€CCYyI0POXKHbIN MUICITUISCKUIA CTa-
Tyc (BBC). DTH COCTOSIHUS MOTYT IMPUBOAUTH K PA3BUTHIO
KOMBI 1 IPYTMIX HapyIIeHUii co3HaHusa y 18—45 % naumeH-
TOB, HaXOISIIIUXCS B OTAEJCHUU PeaHMMAllU U MHTCH-
CUBHOI Tepanuu [4].

YV oHKOremMaroyiorn4eckix OOJIbHBIX Ha (POHE OCITOXKHE-
HMi1 OCHOBHOT'O 3200J1eBaHIST (TOKCUIECKHMX, METa0OIIUe-
CKUX, MIIIEMIYECKHX M T. II.) MOXET pa3BuBaThcsa bOC, koto-
PBIi XapaKTepu3yeTcsl 3JIeKTPorpapuIecKUM IaTTePHOM
0e3 pa3BUTHSI KITMHUYECKUX CYIOPOT 1 0e3 MWIETICUY B aHAM-
Hese. Kimmnnaecku BOC riposiBisieTcst HapyIIeHUsSIMYA CO3Ha-
HMSI Pa3IMIHON CTETICHW BBIPAXKEHHOCTH, KaK ITPaBUJIO, KO-
MoOit mim coropoMm. Mopdosorus 3nuienTudoOpMHOM
AKTMBHOCTH y TAKVX ITAIIMCHTOB BBIIJISIUT HEe BCeraa TUITI-
Ho. Ha xapakrep DI BmusioT ocTpast LiepedpaibHast Helo-
CTaTOYHOCTD, CPHIB MEXaHU3MOB TeHEePAILK OMO3IEKTPIIeC-
KOM AaKTMBHOCTM M WHTECHCHMBHASI Tepamusi, KOTopas
BKJTIOYACT B TOM YKCJIe MEIMATOPHEIC IIPerapaThl, U3MEHSIIO-
1Ipe OMO3JIEKTPUYECKYIO0 aKTUBHOCTH TOJIOBHOTO Mo3ra [1].

Boeigensior 2 rpynmbl 91eKTporpaduIecKux maTrep-
HOB, 00J1aJal0LIKUX PA3JIMYHONM IMAarHOCTUYECKOI BaluI-
HOCTBIO: BBICOKOCITEII(DMYHBIC TTATTEPHBI U IMATTePHHI,
HacTopaxkuBawoiue B otHomeHun bOC [5, 9]. K Brico-
kocrenuduuasiM DD -mmarrepHamM DC OTHOCST YacThie
(ungekc >10 %) wiau HenpepbiBHbIE (MHAEKC >90 %)
CITaliKM, KOMIUIEKCHI OCTpast — MeIUICHHAs BOJIHA, Pa3psii-
HbIe KOMIUIEKCHI C IIEpUOIaMU IOCTPA3PSITHOM TETIPECCHH,
a TaKkKe TIepUOIMYECKIE JIaTepaIn30BaHHbIC, OMIaTepaib-
Hble He3aBMCUMBbIE U I'eHepaJlu30BaHHbIEC pa3psabl [7].
VY nmauueHTOB ¢ HapylLIeHUSIMU CO3HAHUS 0e3 AMUJIeTICUU
B aHAMHE3€ YacThle WJIM HeTIPEPBhIBHBIC HEAMMICTITU(OPM-
Hble KOMITOHEHTHI Ha DI, a TakKe YCTOMUMBHI MAaTTepH
PUTMHUYECKOI BHICOKOAMIUIMTYIHON aKTUBHOCTU MOTYT
OBITH MHTepHpeTUpoBaHbl Kak bOC. I[IpuHIMNIManbHBIM
CBOMCTBOM 3MUJIENITH(OPMHOI aKTUBHOCTH SIBJISIETCSI 9BO-
JIFOLIMS 110 YacToTe, MOP(OJIOrnn WK JioKanu3auuu [1].
B kauecTBe wuIoCTpalluy MPUBOAUM UCTOPUIO OOIE3HMU,
KOTOpas XapaKTepHU3yeT IMIPOMCXOXKICHNE U TeICHUE CUM-
nromatndeckoro JC Ha (poHe OCHOBHOTrO 3a00JieBaHUS
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(octprrii umdoomacTHeI Jetiko3 (OJIJT), ero ociaoxHe-
HUS U Teparmsi).

Knunuueckum cnyyait

ITlayuenmka 15 nem naxoounaco 6 OI'bY « Hayuonans-
HblIl HAYYHO-NPAKMUYecKUl yenmp 0emcKoil 2emMamonoeu,
OHKO02UU U UMMYHOA02uU UM. Imumpus Poeauesa» c duae-
Hozom: «OJLJI, B-11-ummynosapuanm c kosxcnpeccueit CD33
u NG2. I[HC I. Ilepesbiit ceepxpanHuii KOCMHOMO320801 peuii-
ous om 09.12.2019. Hnughysus CAR-T CD19 aumgpoyumos
om 24.12.2019. Bmopoii kKocmHOM032080l peyuoug
om 04.03.2020, pegppakmeproe meuernue. IIpoepeccuposanue
om 14.05.2020. Ocaosncnenus ocHogroeo 3a6oneganus: Mue-
JA0MOKcUecKas annasus kposemeopenus. Toxcuueckas sHuye-
Garonamus. Jl8ycmoponHss NHEGMOHUS. DHMepoKoaum.
Cenmuueckuii wiox om 25.05.2020. Iloauopeannas Hedocma-
MoYHOCMb (CepOeYHO-cOCyOUCmas HeOOCMAMOUHOCMb, NO4eY -
Hasi HeO0CMAamoYHOCMb, NeYeHOUHAsI HeOOCMAmMOYHOCHb)».

Anamnes ocnosnoezo 3aboaesanus. 07.08.2019 na ocro-
BAHUU KAUHUKO-1a00PaAMOPHbIX OQHHbIX OUACHOCMUPOBAH
OJUI, B-1I-ummynosapuanm.

C 17.08.2019 nauama noauxumuomepanusi, N0 OKOH4a-
HUU KOMOpPOIl YycCMaHoeAeHa -5 KauHuKo-eemamonoeu4eckas
pemuccusi.

11.11.2019 no dannsim muenoepammol KOHCMAMUPOBAH
1-i1 kocmuomo3206011 peyudus. Yuumoleas HebAG2ONPUSMHDBLIL
NpPOCHO3 8 OMHOUWEHUL JCU3HU U 8b1300P06AEHUSL, ObLIO NPU-
Hamo peuweHue o npogederue CAR-T-kaemounoii mepanuu.
[locae nposedenus Kypca noauxumuomepanuy ¢ 6e0eHuem
memompexcama 0o Hayara CAR-T-kaemounoii mepanuu
Y nayuenmKy KOHCMamupo8aH Nepabslil ceepxXpantull U30au-
POBAHHBLIL KOCMHOMO032080U peyudus no pe3yibmamam

4

Muenoepammol. Beedenue memompexcama ocA0MCHUAOCH NPO-
ABACHUAMU MEMOMPEKCamosoll Inyedaronamuu.

24.12.19 gvinoanena ungysus CD19 CAR-T-aumouyu-
M08, OCAOICHUBUWIAACS CUHOPOMOM 8bl0pOCA UUMOKUHOB
u mokcuueckoii sHyegharonamueil. Ha cepuu maenumuo-pe3o-
HAHCHbIX MOMOSDAMM BU3YANUUPOBANUCH OUPEDY3HbIE HEOOHO -
POOHbLE YHACMKU HeNnpasuAbHOU (opMbL, pacnonodicerHble 8 be-
A0M gewjecmee cyOKOPMUKAAbHO U NePUBCHMPUKYASIPHO,
0e3 NpU3HaKo8 HaKonAeHus KOHMpacmHoeo eujecmad. Boisie-
JeHHble U3MEHEeHUs. PACUeHe bl KaK AelKonamusi MOKCU4eCcKo2o
eenesa. Ha D3I (puc. 1) pecucmpuposanoce ougghysroe npo-
donceHHoe mema-3amednerue (4—6 Iu) gorosoil pummuku
¢ coxpaHeruem KopomKUux 00UHOUHbIX QPaeMeHMO8 OCHOBHO20
pumma ¢ nouudxcernoil uacmomoui 7—8 Iy. Ha unuyuanshol
DAI domunupyrowas yacmoma anrbgha-pumma cocmasasing
8§—9 Iy (puc. 2).

IIpu konmponvHom o6credosanuu Ha 28-ii dens CAR-T-
KAemo4Holl mepanuu y pebeHKa KOHCMamupo8ana pemuccus
OCHOBHO20 3a001€8aHUS.

04.03.2020 npu nposederuu KOHMPOAbHBIX UCCAO08AHULI
Y nayueHmKu OUaeHOCMUPO8aH 2-ii KOCMHOMO03208011 peyuous
oL

C 6.03.2020 no 21.03.2020 npogedero 2 kypca noauxu-
Muomepanuu, ¢ NOCAe0yIOUUM PA36UMUEM 0CA0JNCHeHUIL (Hell-
mponeHu1eckuil SHmepokoaum, nueaonegpum). I[lpu konmp-
O/NbHOM UCCAe008AHUU KOCMHO020 M032a 8bls18A€H OANbHEeUUULL
POCH ONYX01e8biX KACMOK.

C 20.04.2020 uzmenena cxema noauxumuomepanuu, 00-
Hako Ha 22-e cymKu nevenue 0bi10 NPUOCMAHOBAEHO 8 C853U
¢ pazeumuem mykosuma Il cmenenu, unghexyuonHoeo npo-
yecca (NHe8MOHUSL, SHMEPOKOAUM,), 2eMOPPAUHECKO20 CUH -
dpoma.

Puc. 1. Hcxoouas snekmposuueghparoepamma 600pcmeosarisi 00cmamo4Ho opearnuso8ana. OCHOBHOU KOPKOBbLIL pumm 00CMamo4Ho20 UHOeKca, 803pacmHoil

yacmomet, domurupyouas vacmoma — 9 Iy

Fig. 1. The initial wake EEG is normal. The basal cortical rhythm has a sufficient index and according to age frequency. The dominant frequency of 9 Hz

prevails
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Puc. 2. Ha anexkmposnyepanoepamme 600pcmeosanus pecucmpupyemcs npoooaxceHHoe oug@ysroe mema-3amedienue orosoil akmusHocmu. Kopkosuwlii

DPUmM gppazmeHmapHbwlil ¢ 3nu300amu 3ameonenus 0o 6—7 Iy

Fig. 2. The wake electroencephalogram. Continued diffuse theta slowdown of background activity is recorded. The cortical rhythm is fragmented. There are

episodes of slowing down to 6—7 Hz

11.05.2020 ommeuena evipaiicerHas eenamocnieHome-
eanus (newenv +10cm, cenesenxka +5cm). Temoepamma
om 14.05.2020: aetixoyumot 7,93 moic/mrn, nacmot 70 %
(6bl61€HO npoepeccuposanue 0CHOBHO20 3a0604e8aHU).
1o sicuznennbim NOKA3aHUAM KOHCUAUYMOM PEKOMEHO08AHO
66edenue yumMapaduna u smonosuda noo KOHMpoaem coma-
mu4ecK020 cmamyca, ypoeHs AeliKoyumos.

Ilpu ocmompe 15.05.2020 desouxa 6 coznauuu, KoH-
makmua, a0eKeamuo GblNoAHAEm NPoCcbObl U omeeuaem
Ha onpocwl. Acmenusuposana. Hecmomps na obesbonrueanue
HAPKOMUYEeCKUMU AHAAbeeMUKAMU, dcaryemces Ha 60au
6 Jicugome, 06aacmu masa u KOHeuHoCmell, pomogoii noao-
cmu. Kooicrble nokpogwl uucmeoie om UH@EKUUOHHOU CbINU.
lemoppaeuueckuii cundpom npedcmasner SIKXUMO3AMU HA KO-
HEeYHOCMSAX HA PA3HbIX CMAOUSX 0P2AHU3AUUL, NeMeXUANbHOL
CbINbIO HA MYyAosuule, AUle, KOHeYHOCMAX, KPOGOMOUUBO-
cmolo uz mecm nyukyuil. Ha cauzucmeix o6oroukax norocmu
PMa MHOJCeCMBeHHble CAUBHbIE IPO3ULL, NOKPbIMbLE CA0EM
Qubpuna. ApmepuanvrHoe dasaeHue, camypauus 8 HopMe.
Kamapanvhvix sieaenuil, kauwsi Hem. B aeekux dvixanue scecm-
Koe, nposodumcs pagHomepro. Kueom yeeauuen @ obseme
3a cuem 2enamocnieHoMe2aiul, HanpsaxiceH, HedoCmyneH
2nybokoil nasvnayuu. Ilepucmanrsmuka He svicayuiugaemcs.
Cmyana 3a cymku He 6vi10. Ha komnsromeproil momoepamme
2PYOHOU KaemKu U OpowHOI noaocmu 6 OUHamuKe — Hapa-
cmatue 08yCmMoponHe20 2UOpomopakca, noseaeHue ocna-
AUMEAbHBIX KOMAPECCUOHHO-0OMEUHbIX UBMEHeHULl HUICHell
004U 1€6020 U NPaBo2o Ne2K020, Hapacmanue NPU3HAK08
acyuma, nosieaenue 2unepoeHCcU8H020 cO0ePICUMO20 8 NPOC-
eeme MOHKOU KUuKu (Kposomeyerue ?).

16.05.2020 6 cea3u ¢ HapacmaHuem He8pos02UYEeCKOll
CUMNMOMAMUKY (CHUMICEHUE YPOBHS CO3HAHUS) PeOeHOK ne-
peeedeH 6 omoeneHue peaHUMAYUY U UHMEHCUBHOLL mepanui.
IIpu ocmompe nayuenmixa aexcum ¢ 3aKpolmMviMU 21a30MU.
Ha obpawennyro peuv omkpbieaem enasa, HenpoOOAICUMenb-
HO Gukcupyem 632150. Ha éonpocwt He omeeuaem, KomaHow!
He gbinoaHsem. JleueamenvHas aKmueHOCHb MUHUMAAbHA.
Ouenka no wikane komot 1nazeo — 9 6annos (conop). Ilo dannsim
21a60pamopHbIX uccaedosaruil: eunoxkaauemus (3,3 mmons/n),
eunokanvyuemus (0,99 mmons/n), nosvluieHue yposHs aakmama
(4,3 mmonv/n). MacHumuo-pe30HaHCHAS MOMOPaAMMA 20106~
H020 M032a 6 CPAGHEHUU ¢ NPedblOYUWUMU UCCAC008AHUSIMU
0e3 ompuyamenvHoll OUHAMUKU, COXPAHACMCA NPENCHSISL Cme-
neHb GblpadceHHOCmU OUGpy3HbIX 30H AelKonamuu 6 100HbIX,
TNEMEHHBIX U BUCOUHBIX 00AACMSX NEPUBCHMPUKYAAPHO U CYO-
KOPMUKAAbHO, 0€3 NPUBHAK08 HAKONACHUS KOHMPACMHO20 npe-
napama. Taxicecmv cocmosHus 6 omoenseHuu peaHumayuu
U UHMEHCUBHOU mepanuu 00yca08AeHa NOAUOPSAHHOU Hedo-
CMAmMOYHOCMbI: HEEPOAOCUMECKOU CUMNIMOMAMUKOU, Obl-
XamenvHoli HedoCmamo4HOCMbio (MmeveHue 1e60CHMOPOHHE
HUICHe00.1e8011 NHeBMOHUU HA (hOHe 08YCMOPOHHe20 2U0POMO-
paKca), eeMamonoutecKoll HedoCmamo4HOCmyio (YeHemeHue
6CEX POCMKO8 KPOBEMEOPEeHUs Ha (hOHe mepanuy OCHOBHO20
3a001€6aHUs), HADYWICHUSMU 8 CUCeMe 2eMocmasa (npeu-
MYUECMBEHHO 34 CHem KAeMO1H020 2eMOCNA3d, 2eMoppasii-
Yeckuil CUHOPOM), 2ACMPOUHMECMUHANLHOU HEAOCMAMOYHO-
cmbl0  (meueHue 3SHMeEPOKOAUMA U NAHKpeamuma),
2eHepaNU308aHHBIM UHMEKYUOHHBIM NPOUECCOM (CenmuUH4ecKum
UWOKOM) Ha (POHE NPOPeCCUPOBAHUsL OCHOBHOO0 3A001€8aHUS
U €20 0CA0NUCHEHUI].
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Yepes 3 0ns nocne nepesoda 6 omdeneHue peaHumayuu
U UHMEHCUBHOL Mepanuy 8 Cs3U ¢ He8poa02UMEeCKOl CUMN-
momamukoi 6via 6vinoaHeH eudeo-II[-monumopune.
Ha D3OI pecucmpuposanacs eeHeparu308anHas HepeeyasapHas
Oenbma-aKkmugHOCHb C 0CHPOBOAHOBbIMU BKAHOHEHUSMU C (hop-
MUPOBAHUEM «3a3)YOPEHHbIX> 0eAbMA-80AH U OOUHOUHBIX KOM-
neKcoe ocmpas—meoneHHAsl 80AHA, CNALIK—60HA, C npeodna-
daHuem no nepedrHum oonacmsam (puc. 3). lanHolil nammepH
pacueren Kak 6eccydopochutil anekmpuueckuit IC. Ilocae
86edeHUs npenapama 6eH300Ua3enUH08020 P0a OMMeveHa ne-
pecmpotixa nammepHa D3I ¢ noaHoil pedykuueil KOMNAEKCO8
0CMpas—meONeHHas GOAHA U «3A3YOPEHHbIX» 0eAbMa-60/H.
DII npedcmasaena uepedosanuem 3N0X 2eHePANU308AHHOL0

deavma-3ameonenus ¢ yacmomoii oxono 2 Iy u mema-3ameo-
seHus (puc. 4) ¢ domunupyroweti uacmomoii okono 4—5 Iy,
¢ HanodxceHuem bema-axkmuerocmu. MHOekc pummu4eckoi
Oema-aKmueHoCMU HU3KULL, aMIAUmMyoa 6ema-60H He NPegbi-
waem 10mK B, pecucmpupyromcst npeumyujecmeeHHo no nepeo-
Hum obnacmsam. K mepanuu dobasnren 0opmukym 6 eude npo-
OnenHoil ungysuu 6 dose 0,1 me/ke/u u nponogon 2 me/ke/4
Ha 24 u, nesemupayemam 500 me 2 paza 6 denv. [losmoprutil
8udeo-II-moHumopuHe 6vinoaHeH Ha caredyroujue cymrku
yepes 1 u nocae noanoi ommenvt cedayuu. Ilo cpagnenuio
¢ npedblOyUUM UCCA008AHUCM ZHAYUMEAHAS NOAOICUMENb-
Has OUHamuKa 8 sude pedyKyuu Oughghy3Hoeo npoooalNceHHO20
BbICOKOAMNAUMYOHO20 0eAbMa-3AMe0AeHUS, VEeAUUeHUs

Puc. 3. 3anuce snexkmposnyepanocpammol Ha gone yenemenus co3nanus (conop). Pecucmpupyemcs oughghysHoe npodoadcerntoe 3ameorerue oHO80l aK-
MUBHOCMU NPEUMYULECINBEHHO 8 0eAbMa-0Uanasone ¢ hopmuposanuem npoodexcek pummuyeckoil akmuenocmu 2—5 Iy. Ilepuoduuecku ommeuaemcs nose-
AleHUe 0CMPOBONHOBbIX KOMNOHEHMO8, «3a3Y0PeHHbIX» 0eAbma-601H, 80AH ¢ mpexgasHoi mopgonoeueii. Ha npomscenuu 3anucu ommeuaemcs 3601104Us

ho uacmome, M0p¢0/102uu u 10Kaauzayuu ONUCAHHsLX epaqﬁoaﬂe}uenmoe

Fig. 3. Electroencephalogram, depression of consciousness (stupor). Diffuse continued deceleration of the background activity is recorded, mainly in the delta
range, with the formation of runs of rhythmic activity 2—5 Hz. Periodically, complexes of sharp waves, notch-delta waves, waves with a three-wavelength phase
morphology are recorded. During the recording, evolution in frequency, morphology and localization of the described graph elements is noted
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Puc. 4. 3anuce anexkmposnyeghanoepammor (331) nocae esedenus bensoouasenuna. Ommeuaemces nepecmpoiika 33 -nammepna. Ha D91 pecucmpupyem-
¢ npodoaxceHoe oughghysnoe mema-3ameonenue orosoi pummuru. CoXpaHsomes: 00UHOYHbIE 0eNbma-60AHbL

Fig. 4. Electroencephalogram recording after intravenous benzodiazepine administration. A change in the electroencephalographic pattern is noted. Continued
diffuse theta slowdown of the background rhythm is recorded. Single delta waves are retained

JoMUHUpYIoweil 4acmomol OCHOBHOU PUMMUKU, 80CCIAHO8-
JeHUsL KOPOMKUX NU30008 OCHOBHO20 KOPKOBO20 PUMMA C Ua-
cmomoii §—9 Iy 6 kaydanavHbix omoenax, noséAeHUs peaKyu
YCB0eHUSL pUMMA 8 803PACMHOM OUANA30He 4YACMOm, AyHule
8bIPANICEHHOI 6 nesom noayuiapuu (puc. 5). B 3anucu peeu-
cmpupyemcsi npodoadiceHHoe oughghyzHoe mema-3ameoneHue
@onosoil akmugHocmu ¢ peeucmpayueli ppaemeHmapHo2o

0CHO8H020 KOpK068020 pumma. Tlpu npedessrenuu pummuye-
ckotl pomocmumyaayuu ¢ wacmomotii 3 u 5 Iy 3apeeucmpupo-
8aHO 2 KOPOMKUX dNU300a npobedcex HU3KOAMNAUMYOHOU
NOAUCNALIKOBOI AKMUBHOCMU ¢ NpeodAadanuem no npagomy
noaywapuro. Takaice pecucmpuposanucy eOUHUMHbIE HUBKOAM-
naumyOoHble cnaiiku, KaK U30AupoéanHsie, max U 6 euoe Kopom-
KUX npobexcex, ¢ akyeHmom no 3a0Hum omoeaam (puc. 6).

Puc. 5. Ha snekmposnuegpanoepamme coxpansiemces npoooaxcenHoe ouggysroe mema-3ameoneHue (oHOB0U pumMuUKU, 0OHAKO OMMe4aemcs NoA0NCUMenb-
Hast OUHAMUKA 6 8ude yeeauueHus: OOMUHUPYIOUUX 4ACIOM, NOS6AeHUs (hPaeMeHmo8 0CHOBHO20 KOPK0BO20 PUMMA, NOSI6ACHUs CAAO0U peaKyull YCEOeHUs!
pumma npu pummu4eckoil pomocmumyasyuu ¢ uacmomoi 10 Iy, ayuuie oipajceHHol nO 1€60MY ROAYUAPUL)

Fig. 5. Continued diffuse theta slowdown of the background rhythm is preserved. However, we can see positive dynamics: an increase in the dominant frequen-
cies, the appearance of fragments of the main cortical rhythm, the appearance of a weak reaction of the assimilation of the rhythm during rhythmic photo-

stimulation with a frequency of 10 Hz, better expressed in the left hemisphere
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Puc. 6. Ha anexkmposnuyepanrocpamme pecucmpuposanucs 00UHOUHble KOPOMKUEe SNU300bl HUZKOAMAAUMYOHbIX CRAUK08. JIpyeue snurenmugopmuvie nam-

MepHbl He BblA6/1eHbl

Fig. 6. Single short episodes of low-amplitude spikes are recorded. No other epileptiform patterns were identifie

Kaunuuecku ommeuanacy nosojcumenvHas OuHamuxa: de-
80YKA OMKDPBIBANA 21A3, OCMAMPUBANACH, Oblia 0OCMYNHA
KOHMAKMY, 6bIN0AHSAA RPOCHbIE KOMAHObL («3AKPbIMD 2Aa-
3a», «noxcams pyky»). Ilocae docmudicenus docmamouHoeo
YPOBHS CO3HAHUS, MbIUEYHOU CUAbL U CAMOCMOAMEAbHO20
ObIXAHUS BbINOAHEHbL CAHAUUS MPAXeOOPOHXUANbHO0 Depesa,
DPOMOBOI noAOCMU U IKCMYOayus, nocae 4eeo nPouU30UId
ocmpas ocmanogka dvixanus. Yepes 30 ¢ noseuics evipa-
JCEHHDI YUAHO03, Camypayus OUHAMUYECKU CHUMNCAAACH.
Takce ommeuanroce CHuUNCeHUe YacmOombl CePOSUHbIX COKPa-
weHuil, MuHumManbras opaduxapous do 30y0d/mun. Ixcmpen-
HO 86edeHbl Muopesakcanm u 6oaroc nponogoaa. Ilpu no-
neimke peuHmyoayuu nocie 3a8e0eHus AApUHeOCKONA
BU3YANU3UPOBANOCH OOABULOE KOAUUECIBO KDYHHBIX CCYCMK08
Kposu. [locae no6mopHoii NOAHOYEHHOU CAHAUUU POMOAOM -
KU HA4ama uckyCccmeeHHAs GeHMUASUUSL Ne2KUX C NOMOULBIO
annapama Ha 100 % kucaopode uepe3 auyesyo Macky,
npu cmaduAu3ayuY camypayuy 8blNOAHEHa peuHmyoauus.
1lo dannsim sndockonuueckoeo uccaedoganus onpedeasemcs
00bULOE KOAUHECMBO C2YCMKO08 KPOBU 8 001€8bIX U Ce2MeH-
MapHvix 6poHxXax oboux seekux. Boinoanens: canayus mpa-
XeobpoHXUanbHo20 depesa u 2ayooKas mamnoHada 0060ux
HOC08bIX X0008 OOAbULUM 00BeMOM 2eMOCIAMU1ecKoil 2yOKU.
[Ipu nosmopmuix canayusx acnupupyemcs 6oavuioe Koauye-
CMBO KPOBAHBIX CCYCMKO08 U ceedcell memHol kposu. IIpo-
donxcena cedayus (0opmuxym, nponoghon), ypogeHs Komopoi
nocmeneHHo cHuxcaics 6 meuerue cymox. Ilocae noanoi
OMMeHbl cedauuu Omme4anoch 60CCIMAaHOBACHUE COZHAHUSL.
Jlesouka evinoansem Komanobl, Ha 60NPocyl omeeuaem. Be-
DOSAMHBL 3DUMENbHBIE AANOUUHAYULL.

Yepes 2 cym ompuuamenvHas OUHAMUKA NO 2eMOOUHA-
MuHecKuM (nompeOGHOCb 8 CUMNAMOMUMEMUKAX 803POCAA —
Hopadperanun 0,4 mke/xe/mun, dodbasrer Jonmut (0onamuH)
5 mMKe/Ke/MuH), pecnupamopHviM NOKA3aHUsSM (ObixaHue
nosepxHocmHoe, maxuntos 38—40/mun), Hapoc Hegpoaoeu-

yeckuil depuyum (nayueHmrka coHAUBAs, BANAS, YPOBEHb
co3HaHus — enybokoe oenyuierue, 12 6a1106 no uikaie Komol
Thaszeo). DII He nposodunacs. BozobHosaena cedayus (dop-
MUKYM, nponoghon), nepesedena Ha UCKYCCMEeHHYH eHmMU-
AAYUIO Ne2KUX.

Yepes cymku cocmosinue oueHvb msicenoe. Hecmomps
Ha NPoBOOUMYI0 MEPanuio, NPopeccuposand NOAUOPeaHHAs
HedocmamouHocms, eemoouHamuyeckue Hapyuerus. Ilpo-
800UAACH IKCMPAKOPNOPANbHASL OeMOKCUKAYUSL C UCHOAb30-
sanuem kononku OXIRIX annapamom Prisma Flex. Ha gone
npoeodumoil mepanuu é meuerue 24 4 ommeuanocs danvHell-
wee npoepeccuposarue NOAUOP2AHHOU HEeAOCMAmMoYHOCIU
U Cenmu4ecK020 WoKa ¢ NOCAeOVIOUUM AeMANbHbIM UCXOO00M.

Takum o6pasom, y naumeHTk ¢ OJIJI Ha poHe mmoy-
YeHUS CIIe(UIeCKON Teparuy MPY CHIDKEHUU YPOBHS
co3HaHusg Ha DOl BeIgBIEeHA (IYKTyUpYIOLIas AeIbTa-
AKTUBHOCTD C BKIIIOUYCHHEM OCTPOBOTHOBBIX KOMIIOHEHTOB
HU3KOI'0 MHAEKCA, ¢ GPOPMUPOBAHUEM «3a3yOPEHHBIX»
JlebTa-BOJIH. JlaHHBIN IMaTTepH Hecen(pUIeH, BCTpeya-
eTCsI IpH SHIIeDATONATUSIX Pa3IMYHON STUOJIOTHH, B 4acCT-
HOCTH OITMCAH NP TeHETUYECKMUX SIIICIITUISCKUX H-
nedanonatusx [6]. OOpamana Ha ceOsT BHUMaHUe
SBOJIIOIMS TTATTEPHA 10 YACTOTE C 3aMeUICHUEM JIeIbTa-
BOJIH 110 2 i1, Mopdonoruu (TosiBlIeHne OMMHOYHBIX «3a-
3yOpeHHBIX» IeJIETa-BOJIH) 1 JIOKAIM3ALMH (aKIIEHTyallvst
10 TIEPEIHUM 1 3aTHUM OTBeldeHMsIM). [lociae BBeneHUs
Ipernapara 0eH3011a3eIIMHOBOTO Psia IMIPOU30IILIA TIepe-
cTpoiika DDl -marrepHa ¢ MOJHOM peIyKIei SIS T -
(opMHOIT aKTUBHOCTH, UTO TTO3BOJIMIIO PACIIEHUTD UCXOJI-
Hyo D3OI -kaptuny kak DC. MOXHO Npearnoa0XKNUTh,
YTO YTHETeHME CO3HAHUSI U3HAYaJIbHO ObLIO 00YCI0BIEHO
9C, NepcUCTUPOBABIINM B TeueHUEe 3-X cyToK (DI BbI-
MoJIHeHa Ha 3-u cyTkn). Ha ¢oHe mocieayoneil mpoTu-
BOCYIOPOXHOU Tepalny B TeYCHUE CYTOK OTMeuasiach
IMOJIOXKUTENbHAS AUHAMUKA KaK KIMHUYECKU B BUIE
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BOCCTAaHOBJIEHMSI CO3HAHMS, TaK 1 110 JaHHBIM DI B Bu-
JIe peIyKIINY ST TU(MOPMHBIX KOMIIOHEHTOB M MHTEP-
MUTTHPYIOIIEH pPUTMUIECKOM JeJIbTa-aKTUBHOCTH, a TaK-
K€ TOSIBJIICHUSI 3IMM30INYECKOr0 OCHOBHOTO KOPKOBOTO
anbda-puT™ma.

VY MalmreHTOB OHKOTeMaTOJIOTMIECKOTO TIPOMIIS ST -
JISTITUIECKUE TIPUCTYTIBI, B TOM YHCJIe CTaTyCHOTO TCUCHUS,
CBUIETEILCTBYIOT O HEOJIAroIpUsITHOM IIPOTHO3€ B OTHOIIIE-
HMM XU3HU U BbI3MopoBiieHNs. CBoeBpeMeHHast TUarHOCTH-
Ka 1 KyrpoBaHue DC CHIKAIOT pUCK Pa3BUTHST SITWICTICUNA
1 HEBPOJIOTUYECKOTO MeUITNTA Y OHKOJIOTMIESCKIX ITall-
€HTOB B OTCTPOYECHHOM niepurone [4, 5]. «30I0TBIM cTaHAap-
TOM» TMarHOCTUKU cuMnToMaTnueckoro bOC y 60IbHBIX
0e3 IpeAIIeCTBYIOIIETO AMMICTITUYSCKOTO aHaMHe3a SIBJIsI-
etcs Buneo-O9 -monntopuHr. OgHako D3I -niatrepHb BAC
KpaifHe TTOIMMOPGhHBI K MOTYT MEHSIThCS B TCUEHHE KOPOT-
KOTO ITpOMEXyTKa BpeMeHH [2, 8]. [Toatomy B psizie cirydaeB
TP PETUCTPALIMK HU3KOCTIEIIU(UIHBIX TATTEPHOB Ha DD

4

Y HAIIMeHTOB 0e3 AMICITUIECKOTo aHaMHe3a TMarHOCTHKA
BOC MoxeT OBITh 3aTpyaHEHA.

JmurensHoe nepcuctupoBanue DC MIPUBOIUT K UCTO-
LLIEHUIO SHEPTeTUYECKUX PE3ECPBOB LICHTPAJIbHOM HEPBHOM
CHUCTEMBI U, CJIENOBATEIbHO, MOSIBIEHNIO Ha DD HU3KO-
cneun@UuHbBIX maTTepHOoB. Perucrpaumsa DI Ha paHHNX
CpOKax y IMallieHTOB B 0€CCO3HATEILHOM COCTOSTHUM T10-
BBIIIAET BEPOSITHOCTD BBIABICHUS crieluduueckux DI -
nattepHoB. [Ipu orcpoueHHOM DDl -ucciemoBaHUMn
TIPY BBISIBJICHUN HU3KOCTICITU(DUUHBIX ITATTEPHOB MJIN HU3-
KOTO MHIEKCa SMUICNTH(HOPMHBIX KOMIIOHEHTOB HE00-
XOIMMO MPOBEICHNE TeCTa C IPUMEHEHNEM aHTURITIIICTI-
THYECKOro Tpernapara (0eHzoauasenuHa). [lepectpoiika
D3T-naTTepHa 1 peAyKLMs SMUICITUMOPMHBIX KOMITO-
HEHTOB SIBJISIETCS TMarHOCTUIECKY 3HAYMMBIM KPUTEPUEM
muarHoctuku bOC. TakuMm o6pa3oM, B clTydasix BOSHUK-
HOBEHUS HAPYIICHUI CO3HAHMST HEOOXOIMMO IIPOBEACHUE
B3OI-uccnenoBaHus B KpaTIailie CPOKH.
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