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BeepeHune. HecmoTps Ha 3HauuTenbHble ycnexu, AOCTUTHYTLIE B ANUAENTONOMMY, BKAOYAA NOABAEHWNE Pa3NNyHbIX HOBbIX
MeToA0B 3(EKTUBHOIO TeYeHUs pe3nCTEHTHbIX HOPM INUNENCUN Y AeTel, NO-NPeXHeMy 0CTaeTCAa AOCTaTOYHO BbICOKOM
A0/1A NaLMeHTOB, KOTOPbIE He ABNAIOTCA KaHAUAATAMU ANS XUPYPTrUYECKOro eYEHNA U Y KOTOPbIX HEBO3MOXHO NpUMeHe-
HWe anbTepHaTUBHbLIX METOA0B (CTUMYNALMA BAYKAAIOWEro HepBa U KeTOreHHas AueTa). Pe3ncTeHTHble 3nunencum co-
cTaBnsioT npumepHo 30 % cpenu Bcex OpM 3nMUNencuu, 0CO6eHHO y NaLUEHTOB C oKanbHbIMU NpUCTYnamu. B aTux
cny4asnx ocoboe 3Ha4eHWe UMEET MOUCK HOBbIX aHTU3NMAENTUYeckux npenapatos (AJM).

Mepamnanen (daitkomna®, 000 «3iicait») oTHOCMTCA K HoBbIM AIM. Mpenapar MMeeT NPUHLMNUANBHO MHON MEXaHW3M
aHTWU3ANUNENTUYECKOTOo AENCTBUA, OTANYAIOLWMIACA OT TakoBOoro y Apyrux A3MN. MepamnaHen — MOLHbIN BbICOKOCENEKTUBHbIi
HEKOHKYPEHTHBbI MHTMOUTOP MOHOTPONHbLIX AMPA-peLenTopoB NOCTCUHANTUYECKUX MEMOPAH HEPOHOB HA YPOBHE HEOo-
KopTekca u B runnokamne. IPHeKTUBHOCTb U NEPEHOCUMOCTb NepaMnaHena npu pe3nCTeHTHbIX K MeAKaMeHTO3HON Te-
panuu hoKanbHbIX NpUCTyNax Gbina foKasaHa B KNuHUYeckux uccnepgosanusx 11T dasbl. PaHgoMusnposaHHsle nnalebo-
KOHTpONMpyeMmble UCCnefoBaHna AONONHUTENLHONM Tepanuu nepamnaHenom NpoAeMOHCTPUPOBAY, YTO MpMeM npenapara
B f103€ OT 4 40 12 Mr/cyT AOCTOBEPHO CHUKAET 4acToTy (OKanbHbIX NPUCTYNOB Y NaLMEHTOB C apMakope3nCcTeHTHOM
anunencueit npu 6naronpuUATHLIX NOKa3aTensix 6e30nacHoCTU U nepeHocumMocTu. OTKpbITbIE 06CcepBaLMOHHbIE UCCNEfO0Ba-
HWS, a TaKXKe UCCNef0BaHUA AIUTENbHON Tepanum Toxe NPOAEMOHCTPUPOBANY GnaronpusTHble Nokasatenn 3hdeKTUBHOCTH
1 6e30nacHOCTU NpU [ANTENbHON Tepanuun (Ko 3 NeT) U [ANTENbHOE COXpaHeHWe TepaneBTUyeckoro addekTa. BaxHbiM
npenMylLeCTBOM ABAAETCA NpuUem npenaparta 1 pas B CyTKW, BeYEPOM, NEPef CHOM, YTO OYeHb YAOOHO ANA NaLMeHTOB.
Mepamnawen (Paiikomna®) 6bi1 0fo6peH ans nevenns anunencum B CLUA u ctpaax Esponsl B 2012 r. B 2013 r. npenapat
Obln NMLEeH3KMpoBaH B Poccum Ans LOMONHWTENbHOI Tepanuu y naluMeHToB B BO3pacTe 12 neT u cTapue ¢ GoKanbHbIMU
¥ BTOPUYHO-reHepann3oBaHHbiMu npuctynamu. C 29.06.2015 BBeAeHO HOBOE NMOKa3aHWe AiA nepamnaHena: npuMeHeHue
B NONUTEPANUM reHepasn30BaHHbIX TOHUKO-KNOHMYECKMX MPUCTYNOB Y NaLMeHTOB B BO3pacTe 12 neT u cTaplue ¢ uguonaru-
YEeCKOW reHepann3oBaHHON anunencue.

€ 07.12.2020 B Poccun nepamnanen 6bin ofoGpeH Ans NnpuMeHeHUs y feTeit B Bo3pacTe 0T 4 net (c maccoi Tena >30 Kr)
B nonuTepanuu GOKanbHbIX U BTOPUYHO-TEHEPANM30BAHHbLIX NPUCTYNOB 1 B MOAUTEPANUN FeHEpasn30BaHHbIX TOHUKO-
KNOHMYECKUX NPUCTYNOB Y NALMEHTOB B BO3pacTe 7 NeT 1 CTaplle C MANONATUYECKO reHepanu3oBaHHOI anunencueit.
Ony6n1KoBaHHble Ha TEKYLMI A MOMEHT iaHHbIE MO MPUMEHEHMIO NepaMnaHena B pOCCUIICKOM NONyNsALMN AeTelt OrpaHUYeHs.
Lienbio Haweit paboTbl Gbin aHanu3 3 EKTUBHOCTU 1 NEPEHOCUMOCTH nepamnaHena y aeteit (4—11 neT) U NoapoCTKOB
(12-18 net) c anunencueil, KOTopble HaXOAUAUCh NOA HabNOfeHWEM B VHCTUTYTe AETCKO HEBPONOTMN U 3NUAencumn
um. CBT. Jlyku.

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

JTMonornA aNUNencum BKNtoYana cnepyolime Gopmbl: CTPYKTYpHaA hoKanbHas anunencus — 60 naLneHToB; reHeTuyecKas
anunencus — 61 nauneHT (BkAoYas cMHApoMbl [ipaBe u AHrenbMaHa, 6onesHb Jladopbl, MyTauuu B reHax PCDH19, PHACTRI,
CDKL5, ARX, PING, SCN2A, KIAA2022, xpoMoCOMHble MUKpoAeneuun n ap.); hokanbHas 3NUNencus HeycTaHoOBAEHHOI
aTnonoruu — 12; nanonatuyeckas snunencus — 3 nayneHta. Bo Bcex cnyyasax nepamnaHen NpUMEHANCA 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
cocTaBnsna 4—12 mr/cyT ofHOKPATHO Ha HOYb.
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Pesynbrartbl. Y feteit (4-11 net; n=105) pemuccus npuctynos 6bina gocturHyta B 29 (27,6 %) cnyyasx, 3pdeKTBHOCTb
>50 % -y 55 (52,4 %) naumMeHToB, CHUXKEHMe YacToTbl NpucTynoB <50 % unu otcytctue addekta —y 17 (16,2 %), ar-
rpasalus npucTynos —y 4 (3,8 %) nauyueHToB. Takum 06pas3om, B LLesIOM BbIpAXKEHHbIN TepaneBTUYeckuii 3hdekT (pemuc-
CWS UMY YMeHbLUEHME YacTOTbl MPUCTYNOB He MeHee YeM Ha 50 %) 6bin focTUrHyT y 84 (80 %) naumeHTos u3 105. Mo
CyObEeKTUBHOI OlieHKe popuTeneil B 23 cnyyasx Ha GOHe yMEeHbLWEeHUA YacTOTbl NPUCTYNOB Y feTell Oblnn 0TMeYeHsl
yAyyleHUe 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 MPOOYXAEHU:), 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 4acToTbl NpUCTYNnoB < 50 % unu otcyTcTBue addekta —y 6 (19,4 %), arrpaBauus NpucTynos —
y 1 (3,2 %) nauuenTa. Takum 06pa3om, B LiesIOM TepaneBTUYeCKnit 3 deKT (PEMUCCUSA UK YMEHBLIEHWUE 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 nogpocTKoB (4—18 net; n = 136) (peMuccus uam ymeHblueHme
4acToTbl NPUCTYNOB He MeHee YeM Ha 50 %) oTMmeyeHa y 108 (79,4 %) naumeHToB U3 136. 06WKil NOKa3aTeNb peMUCccum
NpUCTYNOB B rpynne feTteit n nofpocTkoB cocTaBun 38 n3 136 (27,9 %).

BBefieHve nepamnaHena B nonuTepanumu NpMBENO K CHE3HOBEHUIO 3NUNENTU(DOPMHOI aKTUBHOCTU Ha 3NeKTpo3HLeda-
JlorpaMMme UNK K 3HaYUTeNbHON peflyKUuUn MHAeKca 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 0TMEHEH B CBA3M € Npobnemamu nepeHocumocTny 15 (11 %) u3 136 nalMeHToB [ETCKOro U NOAPOCTKOBOMO
BO3pacTa, NpeuMyLLeCTBEHHO B CBA3M C NCUXUATPUYECKUMU NOBOYHbIMYU 3 ekTamu (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 petei
W MOAPOCTKOB. lpenapar oTAnYaeTca yAOOHbIM 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, XOPOLLIO NePEHOCUTCA B 3TOI BO3PACTHOI rpynne u yaobHo fo3upyetcs. Mokasa-
Tenun 3PeKTUBHOCTY U NEPEHOCMMOCTY CYLLECTBEHHO He pa3Nnyanuch y AeTeit M NofpoCTKOB. Hawu pe3ynbraTbl nokasa-
W, 4TO NepamnaHen BbICOKOI(PEKTUBEH Y NALNEHTOB C HEKOTOPbIMY POPMAMU FEHETUYECKON dnunencum.

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 60/1ee BbICOKMM
nokasarensam 3pHeKTUBHOCTM 1 Ny4lleid 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 NEepamMnaHena B fe-
YeHWUM anunencuu y aeteit U NoApoCTKoB (onbiT MHCTUTYTa AeTCKON HeBponorun u anunencuu um. Cet. Jlykun). Pycckuit
XXypHan fetckoii 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, TO-TIPEXKHEMY OCTAETCST JOCTATOYHO

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

B SIJICTITOJIOTMN, BKIIIOYAS ITOSIBJICHUE PA3IMYHBIX HOBBIX — JaTaMM JUIST XUPYPIrUIECKOTO JICYCHUSI U Y KOTOPBIX He-
MeToHn0B 3¢ (MEKTUBHOIO JIEUCHUS PE3UCTCHTHBIX (OPM  BO3MOXHO IPUMEHEHUE aJbTePHATUBHBIX METOIOB
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(cTUMYTSAIIIS OTY>KIArOIIeTro HepBa 1 KeTOreHHasI TUeTa).
Pe3ucTeHTHBIE SMMIEIICUM COCTABIISIIOT puMepHo 30 %
cpenu Bcex (hOopM SIMIICTICUM, OCOOCHHO Y MallMeHTOB
¢ boxanpabiMu puctyiamu (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 CYILIE-
ctBytomux ADII ¢ cynmpaanguTUBHBIM U CMHEPTUYHBIM
a(pdpexkramu. [dnureabHoe HaOJIOJEHUE ITOKA3bIBAET,
yT10 'y 20—30 % nauueHToB ¢ hapMaKOpe3UCTEHTHO 3111~
JIETICME B JAJbHEWIIEM YIAeTCs OJOCTUYb PEMUCCUU
pu cMeHe pexxuma Teparmu [5, 10, 21, 22].

Mepamnanen (Paitkomna®, 000 «Diicait») — HOBBII
ADBII, nMmeronuii MPUHLMITAAIBHO MHOI MeXaHW3M aHTUD-
MUJIENTUYECKOTO ACUCTBUS, OTJIMYAIOIIANCI OT TAKOBOTO
npyrux ADIT. DTo MOITHBII BEICOKOCEIEKTUBHbBIN HEKOHKY-
PEHTHBI MHTUOUTOP MOHOTPOITHBIX AMPA-penieriropoB
(0-aMUHO-3-THAPOKCH-5-MeTHIT-4-130KCa30J1-TTPOITMOHOBOI
KHCJIOTHI) IIyTaMara ITOCTCHHANTIYEeCKIX MeMOpaH HEPOHOB
Ha YpOBHE HEOKOpTeKca U B rummokamiie. [lepammanen —
MepBbIil 1 eMMHCTBEHHDINM Ha JaHHBIN MoMeHT ADII co crie-
M(UUECKUM JeiCTBMEM Ha OOMeH ITyTamara (OCHOBHOTO
BO30Yy2KAalolLero HeiipomeaaTopa B LIeHTPaIbHOM HePBHOM
cucreme (LIHC)) u ortocpenoBaHHOE TITyTaMaToOM BO30YKJ1e-
Hue B LIHC. [Tono6HbI MHrIOMpyrommii 3¢ deKT Ha perien-
TOPBI IJTyTaMaTa IPUBOAUT K YMEHBIICHUIO HEUPOHAIbHOM
Bo3oyaumoctu [11, 15].

IlepammnaHe1 TTOJIHOCTBIO aO0COPOUpPYETCs 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 nomomn n3osH3uma CYP3A4, Takxke MOXeET ydyacT-
BoBaTh CYP3A52. B tepaneBTUUYECKOIl KOHLIEHTpALIUU
TepaMIlaHeNI He OKa3bIBaeT MHTMOMPYIONIETO WM UHIY-
LIPYIOIIETO BIUSIHUS Ha OCHOBHBbIE M302H3UMBI CYP
i UGT, ogHako oKa3bIBaeT cJIadblii MHTMOMPYIOIIWI
addexr Ha CYP2CS8, UGT1A9 u cnadplii MHIYLIUPYIOIIMI
apdexr Ha CYP2B6 1 CYP3A4/5. ITpumepHo 2 % riepam-
IMaHesa BEIBOASITCSI B HEM3MEHHOM BUIE ¢ MOYoii. [Tnko-
Basl KOHIIEHTpAIs 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]. Mo-
Hble MHAYKTOPHI CYP3A4 criocoOHBI YCKOPSTH METabo-
JIM3M TlepaMIiaHesa: (PeHUTOMH U OKCKapOa3eIH MOTYT
YBEJIUYMBATh KIMPEHC IIpernapara MpuMepHo B 2 pasa,
YTO MPUBOAUT K CHIKCHUIO CPEIHETO IoKa3aTess TII0-
waau rmox kpusoii (AUC) Ha 50 %; kapbaMaseIiH — Ipu-
MEpHO B 3 pasa, 4TO MPUBOIUT K CHUKCHUIO CPETHMX
nokasateneit C_, 1 AUC Ha 26 1 67 % COOTBETCTBEHHO,
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CPEeIHUI TIEPUOI TTOTYBBIBEICHIS YMEHBIIIAeTCs 10 25 U,
BO3MOKHO CHIDKEHUE IJTa3MEHHOM KOHIIEHTPALINH ITepaM-
rmaHesa Ha 2/3 (B MCCiIeIOBaHMSIX Ha 3[I0POBBIX TOOPOBOJIb-
11ax); TonupaMar — npumepHo Ha 20 %, 4TO NIPUBOAUT
K cHIKeHn1o cpeaHero rmokasaresnss AUC Ha 20 %. Iepam-
IMaHeJI MOXET YMEHBIIATh TUIA3MEHHYIO KOHIICHTPALIMIO
KapOama3zeruHa, Ki1oba3zama, JaMOTPUIKMHA U BaJIbIIPOe-
BOI KUCJIOTBI He Gosiee yeM Ha 10 %, mumaszojama —
Ha 13 %. KiinpeHc okckapbasernuHa MOXeT YMEHbIIATHCS
Ha 26 %, npy 3TOM CpelHsIsl TUla3MeHHas! KOHIIEHTPAIUsT
yBeJM4YMBanach Ha 35 % 1pu COBMECTHOM IIPUMEHEHUU
¢ nepamItaHeoM. Kimmandyecku 3HaYMMBIX (papMaKoaHa-
MMYECKUX B3aMMOIEUCTBUI niepammaHesa ¢ apyrumu ADIT
He ormMcaHo [24, 25].

B cBsi3u ¢ TeM, YTO MHAYKTOPHI (hDepMEHTOB TICUCHU
(cbeHMTOMH, OKCKapOa3eH, KapoaMa3emH 1 B MEHBIIICH
CTEeIIeHU TOIMpaMar) MOTYT BIUATh Ha (DapMaKOKMHETUKY
TepaMITaHeIa U U3MEHSITh (CHIDKATh) €r0 KOHIICHTPALINIO
B KPOBH, ISl TIOBBIIIIEHUS 3(D(OEKTUBHOCTU JICUeHUS Tie-
paMITaHEeIOM MOKET IOTPeOOBATHCSI KOPPEKITUS TO3bI B 3a-
BUCUMOCTH OT comyTcTByomux ADI1. DTo o4eHb BaXXHO
VUUTBHIBATh B CBSA3U C TEM, UYTO 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 TIepaMIIaHesIa, a IIepaMIlaHesT
CHIKACT YPOBEHb KOHILICHTPAIINN BaJIbIIPOSBON KMUCIOTHI
MeHee yeM Ha 10 % [2, 3].

PesynbraThl HemaBHO TTPOBEACHHOTO aHaIN3a 3P deK-
TUBHOCTU M TIEPEHOCUMOCTHU TIepaMIlaHea B KauecTBe
MepBOI JOTIOJTHUTEIBHOM Tepalmuu y MallMeHTOB C (o-
KQIBbHOM 3MWIETICUEN U UINOTIATUYECKOW TeHEPAIIM30BaH-
HoIi arusericueit, momy4atorux apyrue ASIT (E. Santamarina
1 coaBr., 2020), ¢ yuactrieM 149 manmeHTOB cTapiie 12 yer,
KOTOPBIC HAXOIMJIUCH IOl HAOTIOMEHUEM B TeueHre 12 Mec
IocJie Havajla IIpMMEHEHMsS IIepaMIlaHelsa, MoKa3ad,
4yT0 3(D(EKTUBHOCTL ITepaMITIaHesia Obljla HYDKe ITPY KOMOU-
Hau ¢ ADIT — nnaykropamu ¢pepmeHToB neyeHn. Harpo-
TUB, O0Jiee BBICOKME ToKa3aTesn 3(P(PeKTUBHOCTUA OBLIN
TTOJTy4YeHBI, KOT/IA TE XK€ 03Bl TlepaMIIaHesia IIPUMEHSITUCH
B KOMOMHAIIUM C MHTUOMTOpaMH (DepMEHTOB. ABTOPHI UC-
CJIeIOBaHMS CACIAN 3aKIIOUEHNE O TOM, YTO KOPPEKIIMS
JTO3BI TIepaMIIaHesia B 3aBUCMMOCTU OT €r0 PUMEHEHMUS
B KOMOMHAIIMY C UTHAYKTOPAMU WJIM MTHTHOUTOpaMHu (pep-
MEHTOB IIEYCHU MOXKET OBBICUTD 3(PHEKTUBHOCTS JIeUe-
HUs. YaepKaHue Ha Tepaliiy B TedeHne 12 Mec COCTaBUIIO
85,2 % mauueHTOB. BaxkHO OTMETUTD, YTO IepaMIlaHell
JIEMOHCTPUPOBAJI COIMOCTABUMYIO TIEPEHOCHUMOCTD He3a-
BUCHUMO OT THUITa cOnMyTCTBYIOMMX ADIT [28].

DbHEKTUBHOCTL U MEPEHOCUMOCTh TlepaMIlaHesa
MIPY PE3UCTECHTHBIX K MEAUKAMEHTO3HOM Teparnuu (hoKaib-
HBIX TIPUCTYIIAaX OblIa J0Ka3aHa B KIMHUYECKUX UCCIIEeI0-
Banusx 111 daser [12, 15, 1720, 27]. Pangomu3npoBaHHbBIE
IIIaIe00KOHTPOIMPYEMbIC MCCIIEIOBAHMS TOTIOTHUTEIEHOMN
Tepanuy IepaMIIaHeJIOM MPOAEMOHCTPUPOBAIM, UYTO
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IIpHeM TIpernapaTa B 03¢ OT 4 10 12Mr/cyT TOCTOBEPHO
CHITXAeT 4acTOTy (DOKaIBHBIX IIPUCTYIIOB Y MAIIMEHTOB
¢ (hapMaKoOpe3UCTEHTHOM AMUJIEIICHE TIpU 0JIaronpusIT-
HBIX TTOKa3aTesIsIX 0€30IacHOCTH U IepeHocuMocTh. OT-
KpBIThIe 00CepBallMOHHBIE POCCUMCKUE U 3apyOesKHbIe
HCCIIeIOBaHYsI, a TAKKE MCCIICNOBaHUS IINTEIHLHOM Tepa-
MUY TOXE MTPOIEMOHCTPUPOBAIN OIarONpPUsITHBIC TTOKa-
3aTesi 3MEKTUBHOCTU U O€30ITACHOCTH MPU JJIUTEJTBHOMI
Tepamuu (1o 3 JeT) U JUIMTEIbHOE COXpaHEeHNE TeparieB-
tnyeckoro a¢dekra [1, 4, 68, 23].

IIpemapar BeITycKaeTcst U 1ocTyleH B Poccnu B hop-
Me TabJIeToK, comepKaiux 2, 4, 6 1 8 Mr I€ACTBYIOIIETO
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 OUYEHBb
YIOOHO IS MAlIMEHTOB U MOBBIIIAET KOMIUIACHTHOCTD
Teparnun).

[Ipuem mepamiaHesna ciaeayeT HaAaYMHATHh C O3B
2mr/cyT. Jlo3a MOXeT OBITh yBeaudeHa 10 4—12Mr/cyT
B 3aBHCUMOCTH OT KJIMHUYECKOT'O OTBETA U IIEPEHOCUMO-
ctu. TuTpanus mepaMIiaHesna DOJKHA OCYIIECTBIISITHCS
C IIaroM He yaiie 2 MT B HeJIeJII0 y TTallueHTOB, OMHOBpPE-
MEHHO MPUHUMAOIINX MHAYKTOPH! (PepMEHTOB IIeYCHH,
U C IIIarOM He Yalle 2 MT B 2 Heql y TTallMeHTOB, HEe IIPUHU-
Matomux ADTT — nHIyKTOpHI (PEPMEHTOB MEYEHM.

Mepammnanen (Paiikomna®) 6b11 0106peH LIS JTeye-
Hug sruaerncun B CILA u ctpanax EBponb B 2012 1 [15,
17, 30]. B 2013 . mpemapar ObuT THLIeH3UpOBaH B Poccun
IIJIST TOTIOJTHUTEJIFHOM Tepaluy y IMallieHTOB B BO3pacTe
12 net u crapiuie ¢ GOKaJTbHBIMU U BTOPUYHO-TEHEPAIM -
3oBaHHbIMM npuctynamu. C 29.06.2015 BBeaeHO HOBOE
IMoKa3aHue IS TIepaMIiaHesia; IIPUMeHEeHUe B TTOJIUTepa-
MY TeHePaIM30BaHHBIX TOHUKO-KJIOHUMYECKUX IIPUCTYITOB
y IMaIlMeHTOB B Bo3pacTe 12 JIeT u cTapiie ¢ MIuonaTude-
CKOI1 TeHepaIn30BaHHOM dIuIeTnicueii [2].

C 7.12.2020 B Poccuum mepammaHes ObL1 0J00peH
IIJIST IPUMEHEHMST Y IeTeii B Bo3pacTe OT 4 JieT (C Maccoit
tena >30Kr) B mojuTepanuu GOKaIbHBIX U BTOPUIHO-
TeHEePAIM30BaHHBIX TIPUCTYIIOB 1 B ITOJIMTEPAIINH TeHepa-
JIN30BaHHBIX TOHMKO-KIOHWYECKUX TIPUCTYIIOB Y TallH-
€HTOB B BO3pacTe 7 JET M CTaplle C MAMOIaTUIeCKOi
reHepajnM30BaHHON snuencueit [3].

MeKIyHAPOIHBII ONBIT IPAMEHEHHS epaMIaHeIa y Jie-
Teii oT 4 JeT 1 moaApocTKOB. [ToKkazaHMs K TPUMEHEHUIO
repaMIlaHeNa y IeTeil M MOAPOCTKOB ObUIM pacIIMpPeHbI
Ha OCHOBAaHUM PE3yJBTaTOB PAaHIOMU3UPOBAHHBIX KIIH-
HUYECKUX MCCIeIOBaHUI, MOKa3aBIMMX 3¢ (GEeKTUBHOCTD
1 OJIarONpUSITHBIC TapaMeTPhl IIEPEHOCUMOCTH TIepaMIIa-
HeJla B 9TOM BO3PAaCTHOM TPYIIIIE.

J.E. Pina-Garza u coasT. (2020) omybaukoBaiu pe-
3yJIBTaThl post hoc aHam3a 6 paHIOMU3UPOBAHHBIX JIBOM-
HbIX ciaenbix uccienoBanuii 11 u 111 ¢asbl, oLieHUBaOIIUX
3((HEKTUBHOCTD 1 0€30IMaCHOCTh AOTIOTHUTEILHOM Tepa-
MUY TIepaMITaHeIoM (B 103¢ 2—12Mr/CcyT) y TOIPOCTKOB
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B Bo3pacTe oT 12 1o 17 et ¢ pe3ucTeHTHBIMU (DOKATLHBIMUA
MNpPUCTYNaMU C BTOPUYHOM reHepaau3alueil uiu 6e3 Hee
100 MEePBUYHO-TEHEPATN30BAHHBIMY TOHUKO-KJIOHM-
YyeCcKMMMU IpucTynamu. B ucciaegoBaHue ObLIM BKIIIOUE-
HBI TaHHBIE, TTOJYyYEeHHBIC Y ITOAPOCTKOB, y4aCTBOBAaB-
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) 1 TOJII0 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
TOJIy4Jaju miaie6o, 258 — nepammanen). [1oxHbli aHaM3
JMAHHBIX BKJIIOYas 346 mameHToB ¢ (OKaIbHBIMU ITPUCTY-
mamu (totane6o — 103 mamuenTa, mepammnaHen — 243),
13 KOTOPBIX Y 125 BO3HUKAIM BTOPUIHO-TEHEPaTN30BaH -
HbI€ IIPUCTYIIBI 10 Hayaja Teparuu UCCIeAyeMbIM IIperia-
paToM (Ha MCXOTHOM ypoBHe) (I1aie6o — 37 malueHToB,
nepammanes — 88), n'y 22 perucTpupoOBaInCh IIEPBUYHO-
reHepaJu30BaHHble TOHUKO-KJIOHMYECKHUE IMPUCTYIIbI
(rmame6o — 9 maumeHToB, epamnanen — 13). Ilo cpas-
HEHUIO C IUIaLebo Ipu IpueMe epaMmiiaHesa B 103ax 8
u 12Mr/cyT OBUIO IMOJIydeHO 0oJiee BHICOKOE 3HAYCHUE
MeIWaHbl PeayKIIMU YaCTOThI IIPUCTYIIOB Yepe3 28 mHeit
nedeHust 11 (PoKaIbHBIX TprcTyIios (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 3apeTHCTpUpPOBaHA OOJIbIIAS IOJISI
MMaIleHTOB, 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 aCCOLIMMPOBAJICS ¢ 00J1ee BHICOKMM
rokKasarejieM MeAMaHbl PeIyKIIMU YaCTOThI IIPUCTYIIOB Ye-
pe3 28 nHeii (29,8 % — miaue6o, 88,0 % — nepamiiaHen)
U OOJIblIEeH JoJe MalMeHTOB, HJOCTUTIIUX PEMUCCUU
(11,1 % npotuB 23,1 % coorBeTcTBeHHO). CBS3aHHbIE C Jie-
yeHHeM MoOoYHbIe 3(PPEKTHI ObLIN 3aperuCcTPUPOBAHBI
y 76 (66,7 %) mauueHTOB, IOJydYyaBIIMX ILIaLebo,
uy 192 (74,4 %) nauueHTOB, MOJIYYaBIIKUX IIepaMIlaHes
(HamOos1ee yacTble TOOOYHBIE 3(P(hEKTHI: TOJIOBOKPYKEHUE,
COHJIMBOCTb, TOJIOBHAsI 00J1b ¥ Ha30(apuHIUT). Cepbe3HbIC
CBSI3aHHBIE C JIeueHEeM IMOOOYHBIe 3(D(MEKTHI 3aperucTpu-
poBaHbl y 5 (4,4 %) nmauMeHTOB, MOJIyYaBIIKX ILIale0o,
ny 11 (4,3 %) nauueHTOB, IOJYYaBILIKUX IIepaMIIaHE.

Pesyinbrarhl aHaIM3a IIOKa3aJId, YTO JOIOJIHUTEIbHAS
Tepanus nepamnaHesioM 3GEeKTUBHA U B 1IEJIOM XOPOIIO
MIEPEHOCUTCS y TMAIMeHTOB MOAPOCTKOBOIO BO3pacTa
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¢ (boKaJbHBIMM, BTOPUIHO-TEHEPATM30BAHHBIMU TP~
CTyIaM{ WA MePpBUYHO-TEHEPATN30BaHHBIMU TOHU-
KO-KJIOHMYECKUMU IIPUCTYIIAMH W TIPEICTaBIIsICT cO00it
MePCIIEKTUBHBIN METOI JICUSHUS Y TIOAPOCTKOB C HEKOH-
TPOJIMPYEMBIMU TIpUCTynaMu [26].

B 2020 1. 66111 OITyOJIMKOBAaHBI Pe3yJIBTAThl MCCIIEI0-
BaHus 311 (NCT02849626) — ri106a1bHOr0 OTKPHITOrO
MHOTOILIEHTPOBOTO HECPAaBHUTEIBbHOIO MCCIEIOBAHMS,
OLICHMBAIOIIETO 0€30I1aCHOCTD, IIEPEHOCUMOCTD, (hapMa-
KOKMHETUKY U COOTHOIIeHHE (apMaKOKMHETUIE-
CcKMX/papMaKOIMHAMMYCCKUX ITapaMeTPOB IPU OTHO-
KpPaTHOM B CYTKU IPUMEHEHHUU OPaJbHOM CYCIIEH3UU
repaMIlaHeNa B TOMOJHUTEIFHOM Tepaliii y MallieHTOB
nmerckoro Bo3pacta (o1 4 10 <12 sier) ¢ (hoKaIbHBIMU TP -
CTyImaMu ¢ TpaHchopMalmeil B OmiarepaibHble TOHUKO-
KJIOHWYECKNE TIPUCTYITBI WK 0e3 Hee WU TeHepaanu30-
BaHHBIMUA TOHMKO-KJIOHMYECKMMU mpuctymamu [13].
OcHoBHOe nccnenoBanue 311 BKiIovyano 4-HeaeaIbHBII
MepHoI 1O Havyayla Teparuy rnepamItaHe oM (CKpUHUHT/
HWCXOIHBIN YPOBEHB) C ITOCICAYIONINM 23-HeACIbHBIM I1e-
puomom Teparuu (11-HenenbHast TUTpalys; 12-HeaenpHast
daza rmommepKUBaOIIeil Tepanun) U 4-HeaeIbHBIN ITepr-
O]l KATAMHECTUYECKOTO HabmoneHus. KoHeuHble TOUKu
(ocHOBHBIEC MapaMeTPhI OLICHKHM) BKJIIOYAIN OILIEHKY 0e3-
OITACHOCTH /TIEPEHOCUMOCTH (TIepBUYHASI KOHEYHAS TOU-
Ka), CpeIHUI TPOIICHT U3MEHEHMST YaCTOTHI IIPHUCTYIIOB
3a 28 mHel (Mepro TepaIim) 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 npuMmenenus ADIl — nHIyKTOpOB
¢depmenToB. B nccienoBanne 6610 BKIIoueHo 180 marm-
€HTOB (¢ (hoKaTbHBIMU IIpUCTyIIaMu — 149; ¢ (pokambHBI-
MU TIPUCTYIIaMU ¢ TpaHchopmalmell B OuiaTepalbHbIe
TOHMKO-KJIOHMYECKIE TIPUCTYIIBI — 54; ¢ TeHepaIn30BaH-
HBIMUA TOHUKO-KJIIOHMYECKUMM TTpUCTyImaMu — 31). OcHOB-
HOe uccienoBaHue 3aBepiuin 146 (81 %) mauueHTOB.
Haubosee yacToii MpuuMHOI BEIOBIBAHUS U3 UCCIIEA0BA-
HUs1 ObLIM o6ouHbIe 3dexThl (1 = 14 (8 %)). Cpennsis
CyTOYHasl J103a nepamimaHesa cocrasmwia 7,0 (£2,6) mr/cyr,
CpeIHsIsI TIPOAOJIKATEIPHOCTD IIpYeMa TiepaMIIaHe a —
22,9 (£2,0) Hex. O0IIas yacToTa BCTPEYAEMOCTH CBSI3aHHBIX
¢ JleueHreM 1000YHbIX 3¢ dekToB (89 %) ObLIa CXOMHOM
y TTALIMEHTOB C (POKAJTLHBIMU TIPUCTYIIaMU (0e3 (POKaTbHBIX
MIPUCTYIIOB ¢ TpaHChOopMaIIreil B OriaTepaabHbIe TOHUKO-
KJIOHWYECKHE TIPUCTYIIBI WJIK C HUMU) U TeHepaIn30BaH-
HBIMU TOHUKO-KJIOHUYECKUMM IIPUCTYIIAMU.

Hawubonee yacTbie CBsI3aHHbIE C JIeUeHEM MOOOYHbIE
5(heKThI BKITIOYATIN COHIMBOCTE (26 %) 1 Ha30(hapUHIUT

*[Tpemapar Maitkomma®
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(19 %). Ha cdoHe yiedeHUsT OTCYTCTBOBAIM KIMHUYECKU
3HAYMMbIe U3MEHEHUS] KOTHUTUBHBIX (DYHKIIMIA, Tabopa-
TOPHBIX ITOKa3aTeyel, mokKazaTeael 3JIEKTPOKapauo-
rpaMMBbI ¥ KU3HEHHO BaXKHBIX yHKUMi. CpeaHuii IIpo-
LIEHT PeaYKIIMKY YaCTOTHI IIPHCTYIIOB Yepe3 28 mHelt oT Ha-
yajia JiedeHust coctaBui: 40 % (dokanbHble IPUCTYIIbI),
59 % (dokalibHbIE IPUCTYIIbL ¢ TPpaHChOpMaLMeil B Ora-
TepasibHbIe TOHUKO-KIIOHUYECKHE IIPUCTYITHI) 1 69 % (re-
HepaJM30BaHHbIE TOHUKO-KJIOHUYECKHE IPUCTYIIbI). Jo-
J1s1 pecrioHepoB ¢ 50 % CHUKEHUEM YaCTOThI IIPUCTYIIOB
U J0JIs1 MAllMeHTOB, JOCTUTLIUX PEMUCCUM, COCTABUJIL:
(oxanbHbie npuctyiibl — 47 u 12 %; dokanbHble IPUCTY-
bl ¢ TpaHcdopMaLKeil B OuiarepajbHble TOHUKO-KIIO-
HUYECKME MPUCTYIbl — 65 u 19 %; reHepain3oBaHHbIC
TOHMKO-KJIOHWUYECKUE TIPUCTYITBI — 64 1 55 % coorBeTcT-
BEHHO. YiIy4llleH1e TepalleBTUYeCKOro OTBeTa,/yMeHbIIIe-
HUE YaCTOThbI MIPUCTYIIOB 10 CPABHEHUIO C UCXOIHBIM
YPOBHEM HE 3aBUCEIU OT BO3pacTa U COIYTCTBYIOIIETO
npuMeHeHuss ADIT — unaykTopoB pepMeHTOB. Pe3ynbra-
TBI OCHOBHOTO ucciaenoBaHus 311 mokasaiu, 4To J0I0-
HUTEJIbHAS Tepalivs IIepaMIIaHeIOM B CYCIICH3UU IS Tie-
pOpaJbHOr0 IMpUMeHeHus1 Oe3omacHa, XOpOILIO
nepeHocuTcs 1 3 deKTUBHA y eTeit ot 4 1o <12 net ¢ do-
KaJbHBIMU mpucTtynaMu (0e3 ¢GhOoKaabHbIX IMPUCTYIIOB
¢ TpaHcpopMalKeil B OuiaTepaibHble TOHUKO-KJIOHUYE-
CKUe MPUCTYIIbI WA C HUMU) WU FeHepaln30BaHHBIMU
TOHUKO-KJIOHMYECKUMU TIpUcTyIiamu [13].

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

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

A. Biro u coaBt. B 2015 . IpoBeJIM HECITOHCUPYEMOE
00cepBallMOHHOE PETPOCIIEKTUBHOE UCC/IeIOBAHKE C yua-
crueM 8 1eHTpoB EBpomnbl. Uccienyemast momymsiins
BKJIIOUasa 58 manueHToB (cpemHuii Bo3pact — 10,5 roma;
nuarnas3oH: 2—17 net*) ¢ pa3saIuYHBIMUA Pe3UCTEHTHBIMU
K MEIMKAMEHTO3HOI Tepanuu (GopMaMu 3IMUIEIICUU,
KJaccU(ULIMPOBAaHHBIMU KaK (DOKaJIbHBIC SMUJICTICUU
(n = 36), HekaccuduLpyeMasi reHepaJll30BaHHAasl DI~
nericust (n = 12), cuanpom JlenHokca—Iacro (n =5), cun-
npom Becra (n = 3) u cunapom Jpase (n = 2). Jomxs 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. [1oaHbIIA KOHTPOIb Hal TPUCTYHaMU ObLT JOCTHUT-
HYT y 5 (9 %) mauueHTOB. ArrpaBaius SIMUIeITUIECKUX
MPUCTYIIOB oT™MeueHa B 5 (9 %) ciyuasix. Haubosee yacto

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

BaHHBIX TOHUKO-KJIOHNYCCKUX MPUCTYIIaxX Mpu UAMOTAaTUYECKON FeHepaJH/BOBaHHOI‘;I SIMUJICTICUH.
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BCTpevalomecs modouHbie 3(PdeKThI BKIIIOYAIN CHUXKE -
HUE YPOBHSI aKTUBHOCTHU WJIM YCTAJIOCTh (1 = 16) 1 moBe-
neHJeckue HapyiieHus (n = 14). Pe3ynbraT nuccieqoBaHus
MPOAEMOHCTPUPOBAT 3(P(HEKTUBHOCTD ITepaMIIaHesIa y IeTeit
U TIOAPOCTKOB ¢ (DapMaKOPEe3UCTEHTHOM SMUJIETICUEH TTpU
JIOCTATOYHO XOPOIIIeit MePeHOCUMOCTH JIeUeHU:T [9].
Llenbio HemaBHO MpoBeaeHHOro B Kopee MHOTOLIEHT-
poBoro wuccienoBanus «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 ¢ anUJIeTICueli B Bo3pacTe ¢ 4 JIeT M cTaplile B yCI0-
BUSIX p€aIbHOM KIIMHUYECKOU MPAKTUKM, a TAKXKE BbISIB-
JIeHue (haKTOPOB, BIUSIONINX HA TePAIIeBTUICCKIIT OTBET.
IIpoBeneHO MHOIOLIEHTPOBOE PETPOCIIEKTUBHOE o0cep-
BaIlOHHOE MCCJIeI0BAHNE C YIACTUEM BITUICTITOIOTNIe-
CKUX IICHTPOB IS AeTei pK 4 HAIIMOHAIbHBIX YHUBEPCH-
tetax Kopeu. B uccnenoBanue 6n110 BItoueHo 220 nereit,
ITOAPOCTKOB ¥ MOJIONIBIX B3pOCBIX (117 — MysKCKOTO 1oJa,
103 — xxeHckoro 10j1a) 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 MaleHToB (84 %) nuar-
HOCTUPOBAaHBI PE3UCTCHTHBIC (OPMBI BIUICIICHU.
[TpomomKnTeIbHOCTD Tepauy TiepaMIlaHeIOM COCTaBUIa
B cpeaHeM 11,5 £ 6,9 mec. CraproBas 103a IepamiaHesia
cocraBwia 2,0 £ 0,2 Mr/cyT; TepaneBTUIecKas 103a — 5,5 =
2,8 Mr/cyT. J1oJIs TallueHTOB C BEICOKUM 3(D(HEKTOM Jieue-
Hus coctaBuia 43,6 % (06e3 CYLIECTBEHHbBIX pa3inyuii
B 2 rpymax), pemuccus gocturayray 17,7 %. Io pe3yiib-
TaTaM UCCJIeIOBAHMS aBTOPHI BBIIEIUIN (DaKTOPHI, OIIpe-
NEJISIONIME XOPOILINM TepalleBTUYECKUIA OTBET Ha IIepaM-
MMaHesN y neTeit: 1) HopMadbHBIN MHTEIIEKT; 2) HeOOIbIIIOe
yucio cormyteTByommmx ADII; 3) Hu3Kast 9acToTa IPUCTY-
OB 10 HavaJja je4eHus nepamiiaiesioM. [TodouHsie a¢-
(exTh! BoisiBIeHBL Y 88 (40 %) mauueHTOB, BOZHUKIIM
Ha (oHe MpUMeHEeHHUs Mo3bl 5,3 £ 3,2Mr/cyT; moutu
BO BCEX CIIyJasiX ObLIN JISTKUMU 1 ITPOIIUIN TIPY CHIDKEHUH
ITO3BI MJIM OTMEHE mepamIiaHena. Cpeay Jaie BCTpevaro-
IIIXCS TOOOYHBIX 3(D(EKTOB OTMEUYCHBI COHJIMBOCTH (Ha-
nboJjiee 9acTo), TOJIOBOKPYKEHUE, aTaKCUsI, arpeccus,
arrpaBalysi IIpUCTYIIOB, 06CCOHHMIIA, TOJIOBHAsI 00JIb, 1e-
Mpeccysi, CHIKeHHE aIIeTUTa, TOIHOoTa 1 pBoTa. [lepam-
raHes ObLT OTMeHeH Y 29,5 % malueHToB, 1 1oKas3arteib
OTMEHBI B CBSI3M C TTOOOYHBIMU 3 (PeKTaMu ObLT BHIIIE
B cTapiieii Bo3pacTHoi rpymniie. 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 IIpUCTYIIOB, 06CCOHHMIIA, TOJIOBHAs 00JIb, Ie-
Mpeccysi, CHIDKCHUE allleTUTa, YXyAIICHe KOTHUTUBHBIX
(pYHKIIMIA, TOIITHOTA ¥ pPBOTA. 3aperucTpupoBaH 1 ciaydait
CYUMLMIAJbHON MOIBITKU Yy MalMeHTKU 16 jeT (paHee
y JaHHOU 0O0JIbHOI HE ObLIO CyMIMUAAIbHBIX MOMBITOK,
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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 % CcOOTBETCTBEHHO. ABTOPBI CIejali BbIBOIBI,
YTO JIOMOJTHUTEIbHAS Teparnus repaMrnaHeIoM 3 GeKTUB-
Ha M XOPOIIIO IIEPEHOCUTCS Y MAIlMeHTOB C 3MUJICIICHEH
B BO3pacTe OT 4 JieT 1 cTapiie. PaHHee Ha3HaUeHME TIepaM-
ITaHeIa MOXET YIYIIINTh TeYSHHE SITIICIICUU U Ka9eCTBO
JKW3HU TaueHTos [16].

C y4eToM TOro, UTO OITyOJIMKOBAHHBIC TAHHBIE IT0 TIPH-
MEHEHMIO IIepaMIlaHelIa B POCCUMCKOM NONYJISIIUA OETeH
OrpaHUYEHBI, IIPEICTABIISIEM HaIll OITBIT IIPUMEHEHUS T1e-
pamIaHesa y AeTer U MOAPOCTKOB B YCIOBUSX PealbHOU
KJIMHUYECKOM MPaKTUKU B VITHCTUTYTE NeTCKOI HEBPOJIO-
ruu u smwtenicun (MAHD) um. CBr. JIyku.

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

Martepuanbl u meToabl

ITox HaM HAOIOIEHMEM HAXOIWIOCh 136 rarmeHToB
(4—18 neT; 75 — Mykckoro noja u 61 — XXeHCKOro I10J1a),
MMOJYYaBIIMX 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 aer; n = 105) — rpynma I; mox-
poctku (12—18 net; n =31) — rpymma I1.

Kputepun BKII0OYeHHs] B aHAJIN3 JTAHHBIX: BepUDUIIN-
POBaHHBIN AMATHO3 SMMJICTICUM; BO3PACT OT 4 JIeT 1 Macca
Tena >30Kr; peryasipHOe MocellieHre Bpaya ¢ ITPOBeIcHUEM
obcnemoBaHuit; peryasspHbIii mpreM ADI1. MBI BKiroyanmu
B aHAJIM3 TTALIMEHTOB ¢ (POKATbHBIMU (PopMaMU STTAJIETICUMA
JII0001 3TUOJIOTUM ¢ (DOKATBHBIMU M BTOPUYHO-TEHEpa-
JIN30BaHHBIMU (OMJIATePATBHBIMUA CYTOPOXHBIMU) TIPH-
crynamu (¢ 4 jiet ¢ Maccoii Tesa >30Kr), a TakKe MalyeH-
TOB C UIMONATUYECKON TEHEPAIIM30OBAHHOM SMUJIETICUEH
B Bo3pacTe 7 JIET U cTapIlie C IIepBUYHO-TeHEepaIn30BaH-
HBIMU TIPUCTYIIAMH, KOTOPBIE TIOJTYJajIi ITIepamMIIaHeT v pe-
TYJISIPHO HAXOAWJIUCH IO/ HAIITMM HaOJTIOICHUEM.

Kpurepun ncKmodeHns: HEIOCTaTOK TAHHBIX JIJIST yCTa-
HOBJICHUSI IUArHO3a SIWICTICUU; HEPETYISIPHOE MoCeIe-
HHE HEBPOJIOTa C OTCYTCTBUEM JOCTOBEPHBIX JAHHBIX
0 KaTaMHe3e; HeperyasapHblii mpueMm ADIT; Bospact <4 net
i Macca tena <30kr (st pokaabHBIX (DOpM BTUJIETI-
cum); Bo3pacT <7 JeT WIS HallMeHTOB C MIMOIIaTUISCKOM
TeHepaJIu30BaHHOM SNWIEIICUEN ¢ TEPBUYHO-TEHEPAI-
30BaHHBIMU TOHUKO-KJIOHUYECKIMU IIPUCTYITAMU.

Bcem nmanueHTaM ObLIO MPOBEAEHO OOC/eIOBaHUE,
KOTOpPOE BKJIIOYAJIO MOAPOOHBII cOOp aHAMHECTUYECKUX
JMaHHBIX, OIIEHKY HEBPOJOTMYECKOTO CTaTyca, KpaTKoe
HEHPOICUX0JIOTMICCKOE TECTUPOBaHUE (OIICHKA TTaMSITH,
BHUMAaHMSI, YPOBHSI Pa3BUTHSI KOTHUTUBHBIX (DYHKIIUIA),
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MPOJOJIKEHHBIN BUJIE03JIEKTpOIHIe(anorpadudec-
kuii MmonutopuHr (BOM) (Heiipockorn 5.4 («buona»);
DBOIA-21/26 DHuedanan-131-03, moaudukamus 11
(«Menmukom», Poccust)). BOM Bkiouan mcciegoBaHue
B COCTOSSHUM aKTMBHOTO M ITACCUBHOI'O OOIPCTBOBAaHUS
C IPUMEHEHMEM TECTOB Ha OIpe/e/ieHIe YPOBHS CO3HaA-
HUSI, QYHKIIMOHATBHBIX ITPO0: TUIICPBEHTIISIINN, PUTMH-
YeCcKOo# (hOTOCTUMYIISIINK B nuamna3oHe yactoT 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 cimyyasix u BeicoKopaspernaromieit MPT (3 T
I10 SMMJIETITOJIOIMYECKOM 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 aHaaIu3bl IPOBOAWIMCH B JTabopaTo-
pusix «IeHomen» u «IeHetuko». [1pu BeIsIBIEeHUN Hapylle-
HUI MaIMeHTHI ObLIN KOHCYIBETUPOBAHBI TCHETUKOM.

Jnst mckimo4YeHUs MOOOYHBIX 3((EKTOB Tepanuu
Ha (poHe JIeueHUs TTPOBOIIN KIMHUYECKNA aHaI3 KPo-
BHU (C OoIpeaesIeHueM YPOBHS TPOMOOIIMTOB) M OMOXUMU-
YeCKUIT aHaIM3 KPOBU (Uepe3 3 Mec mocyie Havyasia JICUeHMST
U Jajee B CPeIHEM Kaxble 6 Mec), YIbTPa3ByKOBOE UC-
cJIeIoOBaHME OPTaHOB OPIOITHOM MTOJIOCTH, KOHCY/IBTAIINIO
rmearaTpa; Mo IOKa3aHWsSIM Ha3Hadallach KOHCYJIbTAIlNs
ncuxuatpa. [1pu npuMeHeHur riepaMIiaHesia B KOMOMH-
POBAHHOI1 Tepaniy B COYETAaHUM C BAJILIIPOATAMU WJIH TIpe-
rmapaTaMu KapOamaseIlrHa IIPOBOIMIIOCH OTIpeAcICHIE
KOHIICHTPAlLIMU BaJIbIIPOEBOM KMCIOTH MM Kapbamase-
ITMHA METOIOM ra30-XXNIKOCTHOM XpoMaTorpachuu.

DddekTUBHOCTL MepaMIIaHea OLIEHMBAIH 110 BIUS -
HUIO Ha 9YaCTOTY IPUCTYIIOB: J0JIS MTAlIMEHTOB C YMEHbIIIe-
HMeM 4acTOThI TpucTyroB Ha 100 % (pemuccust), Ha 75 %,
Ha 50 %, Ha 25 %. OCHOBHBIMU IlapaMeTpaMy OLEHKU
3G GEKTUBHOCTY OBLUTH JOJISI TALIMEHTOB, JOCTUTIIINX Pe-
MUCCHM (KIIMHAYECKAsI PEMUCCUSI — OTCYTCTBHUE TIPUCTY-
MOB; KJIWMHUKO-3JIeKTposHIIedamorpaguieckass peMuc-
Cusl — OTCYTCTBME IIPUCTYIOB B TeUEHHUE IIepHOIa
HaOJI0AEHUS B COUETAaHUH C OJIOKMPOBAHUEM DITUJIETITH -
¢opMHOII aKTUBHOCTH Ha 3JIeKTpO3HIedharorpaMme
(23TI)), 1 most malMEeHTOB-PECIIOHIEPOB, OTBETUBIINX
Ha Tepanuio — CHIXKEHME 4acTOThl NMpUCTynoB Ha 50 %
u 6oinee. [TokazaTeab BEICOKOI 3(P(PEKTUBHOCTU JICUSHUS
CYMMHUPOBAJI AOJIIO MAIIMEHTOB CO CHIKEHMEM YacTOTHI
npuctymnoB Ha 50 % u GoJjiee 1 J0JII0 ALUEHTOB, TOCTUT-
INX peMUCCUU. PemyKiims 4acToThl IPUCTYIIOB MEHEe
yeMm Ha 50 % paccmarpuBajiach Kak HU3Kast 3(pheKTuB-
HOCTb JiedueHUs. TakKe OlLleHWBAJach JOJISI MAllMEHTOB
C arrpaBall€i IIPUCTYIIOB.

IToxazaTensiMu IIepeHOCUMOCTHU Tepartuu ObLIN 10JIsT
MMAIlMEeHTOB, Y KOTOPBHIX BOZHUKIIM CBSI3aHHBIC C JICUCHUEM
IepaMIIaHeIOM ITO00YHBIE 3(D(MEKTHI, 1 T0JIS MalleHTOB
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C Cepbe3HBIMU MMOOOYHBIMU 3P (PeKTaMU, CTaBIIUMU
MIPUYNHOI OTMEHHI TIpemiapaTa. OlleHMBaINCh YacToTa
BCTPEUYAECMOCTH U 3HAYMMOCTDH OTHEJIBHBIX MOOOYHBIX
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
yepe3 6 1 12 mec.

XapakrepucTuka rpymmbi 1 (metn ot 4 et 10 11 et 11 mec).
Ipyrnmna mamnmeHTOB AeTCKOro Bo3pacTta BkJtodana 105 nge-
Teii ot 4 net go 11 et 11 Mec, MpMHUMABIINX ITepaMIIaHe,
n3 HuX 60 MamMeHTOB MYXKCKOTro Ioja, 45 — XXeHCKOro
rmos1a. Bo3pacTt Ha Havyano Teparnuu rnepaMraHeIoM COCTa-
BuJa oT 4 1o 11 net; cpenHuit Bo3pact — 5,7 rona. IMaum-
€HTBHI HAaXOIWJINCh IO/ HAOTI0IeHUEM TTOC/Ie Havasa Ipy-
eMa IepamiiaHesa He MeHee 6 Mec.

Pacnpenenenune no ¢popMe ¥ 3THOJOTHU SMUIETNICHH.
VY manmeHToB aeTcKoro Bo3pacTa (rpyrma ) Obuti mmar-
HOCTHPOBAHBHI CJICAYIOIINE (POPMBI SITMICTICUM (CM. TIpU-
JIOXKEHUE): CTPYKTYpHas (hoKaJlbHasI 3IMIericus — 42 ma-
LIMEHTA; TEHETUYECKAsT Y TTPEATIONIOKUTEIbHO TEHETUIECKAsT
snuyeTnicus — 48 MalMEHTOB (M3 HUX IIPEAIIOIOKUATEIEHO
TeHETUYECKUE SIICIICUU, C HEYCTAaHOBJICHHOM 3THUOJIO0-
rueii — 11, reHeTUYecKue SMWISTICUY C BepUPUIIMPOBaH-
HOI1 3THOI0THEH — 37 IMallMeHTOB); MAMOIaTHYecKas o-
KaJbHasl AIMJICIICUS C IICEBIOreHEepaIn30BaHHBIMU
MPYCTYIIaMU — 3 TIALIMEHTA; SMUJICTICUST HEYCTaHOBICHHOM
STHOJIOTHH — 12 ManKMeHTOB (IIPU IMPOBEISHNN BHICOKO-
paspemaroiieit MPT u paciimpeHHBIX TeHEeTUYECKUX UC-
CJICIIOBaHMIT 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 %) naeHTOB 1O~
JIydasiv TiepamIiaHes B KomouHauu u3 2 ADIT.

ComnyrcTByomas Tepanmisi. B kauecTBe COMyTCTBYIOIINX
MperraparoB (C y9eTOM BO3MOXHOCTH Pa3INIHBIX KOMOM-
Haunit ADIT y ogHOro 60JbHOT0) HanboIee YacTo IMpuMe-
HSUICS BasIbIIpoaT (89 maimeHToB), 1ajee 1Mo YacTOTe IMpH-
MEHEeHUSI: JieBeTupaneTaM (54 malyeHToB, B COYECTAaHUM
¢ BaJIbIIpoaToM — 23); Tormmpamar (47 alMeHTOB, B COYe-
TaHWU C BaJbIIpoaToM — 25), okckapbasenuH (34 nauu-
eHTa), KapbamasernuH (21 mauueHT), 3oHucaMun (17 ma-
IIMEHTOB), 3TOCYKCcUMMUL (15, B OOJBITMHCTBE Cly4aeB
B COYETaHUU C BajbpoaTtoMm — B 11 ciyuasix). Pexe nipu-
MEHSIMCh BUrabaTpuH (4 nauueHTa), Kjiodazam (3 mauu-
eHTa), (peHOOapOUTA U ApyTrre OapOUTypaTHI (3 TalMeH-
Ta), cyJpThaM (4 TalpeHTa; U3 HUX y 2 — B COYETaHUU
¢ BajpIipoaToM), chembamar — 1. I1gTeaecsT Tpu mammeH-
Ta 3a BpeMs IIpremMa repamItaHesta mojaydaan pa3IndHbIe
komouHauuu ADIT u3 2 u 3 npenaparoB B cOYETaHUU
C TIepaMIIaHEeJIOM.

Hau6onee acppekTMBHBIMU KOMOMHALIMSMU (TIPY TIPU-
MEHEHUM KOTOPHIX OblJIa TOCTUTHYTa PEMMCCHS WIIN 3Ha-
YUTEIPHOE YMEHBIIICHNE YaCTOThI M TSDKECTH ITPUCTYIIOB)
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OBLIM coOUeTaHUe TepaMITaHesIa ¢ BaJIbIIPOATOM, COUYCTaHE
repamIIaHesIa ¢ OKcKapOas3emTHOM (0OCOOEHHO ITPH Pa3HbIX
BUIAaX (POKATBHBIX IIPUCTYIIOB, BKIIIOYAS TOHUIECKHE TIPH-
CTYIIBI), C BaJbIIPOATOM B COYCTAHUM C 3TOCYKCUMUIOM
(0cOOEHHO MPU aTUITMYHBIX abcaHcaX M MUOKJIOHMYECKIX
MIPUCTYTIAX, TAKXKE B COYCTAHUN C OMIaTepaIbHBIMU CYI0-
POXXHBIMM TIPUCTYIIAMU) WJIA CYJIETHAMOM, C BaJIbIIPOATOM
B COUYETAaHUM C BUTA0ATPUHOM (TP SMIICTITUIECKIX CI1a3-
Max), C BaJIbIIpOaTOM B COYETAaHUU C KJI00a3aMOM, a TaKKe
coyeTaHMe IepaMIlaHela ¢ OKCKapba3enmnHOM /KapbaMa-
3enrHOM (TIpY (DOKAJTBHBIX MIPUCTYIIAX), C BaJIbIIPOATOM
B COUCTAHUH C JICBETUPALICTAMOM (3IJICTITUICCKIE CITa3-
MBI, TOHUYECKIE aKCUATbHbBIC, TUTICPKMHETUICCKIUE TIPH-
crynbl). Y 1 mauneHTa o0bi1a a(pPeKTUBHOM KOMOWHALIYS:
repaMItaHest + Burabarput + reserupareram (IIOCIeacT-
BUs TepuHataiabHoro nopaxenus LHHC, crpykrypHas
¢okanbHas SMWICTICHUS, TIPUCTYITBI: CEpUIHBICE TOHUYEC-
CKHE, aCUMMETPUYHBIC STAICIITUYCCKHIE CTIa3MBbl).

INepammaHen MpUMEHSIICS B 103€ OT 2 10 8 MT B 3aBU-
CHMOCTH OT BO3pacTa M COIYTCTBYIOIIEH TepaIiu: B 103¢
8Mr — y 29 nmauueHToB, 6 Mr — y 25 maiueHToB. QK010
ITOJIOBUHBI ITAIIMEHTOB ITOJIyJaIH IIpernapat B HU3KOM 10~
3e: 4 Mr — 46 manueHToB, 2 MI — 5 MalleHTOB.

Cpeny MalyreHToB, MOTyJYaBIINX IIepaMIIaHesT B HU3KOM
no3e (2—4wmr), B 3 cityJasx 103a He ObLIa yBeJIMYEHA B CBSI3U
C IVIOXOM ITePEHOCHMOCTEIO: B 1 ClTydae — pa3BUTHE TICHX03a;
B 1 ciryyae — BbIpaxkeHHBIC HAPYIICHUS TIOBEACHMS (1aCThIC
WUCTEPUKU, NeOUITUT BHUMAHUS) U peud; B | caydae — TOII-
HOTa, pBOTa, ycujeHue atakcuu. B 1 ciyyae no3a He yBenu-
yMBaJlach M3-3a BO3HMKHOBEHUSI arrpaBauuu. B 1 ciayyae
TIPU TTOBBIILIEHUA TO3BI (C 2 10 4 MT) OBIJIO OTMEYEHO yJallie-
HHE MPUCTYIIOB M yTpaTa KPaTKOBPEMEHHOTO ITepBOHA-
yajabHOTO Xopoiiero a¢gdekra. B 3 ciyyasax mo3a 6bl1a He-
BBICOKOI B CBSI3M C BO3PACTOM IMAITUEHTOB. Y OCTaJIbHBIX
43 manyeHTOB HU3Kasl 103a Obl1a 3 (EeKTUBHOM 1 HE TIOBbI-
1IAJIACh B CBSI3M C IMIPEKPAIICHUEM ITPUCTYTIOB.

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

Xapakrepuctuka rpynmsi 11 (moapoctkn ot 12 10 18 ser).
Ipyna mannreHToOB MOAPOCTKOBOTIO BO3pacTa BKIIIOYAIa
31 maumenTa (ot 12 mo 18 ner), u3 Hux 15 ManMeHTOB
MY3KCKOTO I10J1a, 16 — xeHckoro 1osa. Bo3pact (Ha Haua-
JIO Tepanuy TepaMITaHeIoM) cocTaBua oT 12 mo 18 ner;
cpenHuit Bo3pact — 14,5 roma. IlamueHTH HAXOIUINCH
1o, HAOJIIOIEHNEM TTI0C/Ie Hadajla mprueMa IepamMIiaHesa
>6 mec. B HacTosiiee BpeMst IIeproj KATAMHECTUYECKOTO
HaO0JII0IEeHUS COCTABIISIET OT 1 10 6 JIeT.

Pacnpenenenue no ¢gopMe ¥ 3THOJOTHU SMUIENICHH.
VY maumeHTOB IOAPOCTKOBOro Bo3pacTa (rpymia I1) 0b1-
JIM IMATHOCTUPOBAHBI CIEAYIONINEe (DOPMBI SIMUICIICUN
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(CM. TIpIIIOXKEHME): CTPYKTYpHast (hoKaIbHAST SITIICTICHS —
18 manmreHTOB; TeHeTUYeCKasd U MIPEAIIOIOXUTEIBHO Te-
HeTHUuecKast Smuierncust — 13 manueHToB (M3 HUX TeHe-
TU4YecKre (POPMBI BIUJIETICUU C BepUDUUIMPOBAHHOMI
STUOJIOTHEH — 9 MAIIMEHTOB; TIPEAITOIOKUTEIPHO TeHETH -
YecKue SMUJISIICUN (C TIpeArioaraeéMoii, Ho He JoKa3aH-
HOI 3THUOJIOTMEI) — 2 TMalMeHTa; MPEeAoI0XUTEIbHO
TeHEeTUYECKUE SMUJICTICUY (C HEYCTAaHOBJICHHOM 3THUOJIO-
rueit) — 2 maiueHTa).

Bce manmeHTHl MMOAPOCTKOBOIO BO3pacTa IOaydan
rnepamMmmanes B noiautepanuu (n# = 31); B OOJBIIMHCTBE
ciyyaeB — B KomOouHaumu u3 3 ADIT (n = 17); 13 manueH-
TOB TOJIy4YaJii TlepaMiiaHesl B KoMomHanuu n3 2 ADII.
Opna naumeHTKa (C., ¢ auarHo3oM 6ose3Hu Jladopsr)
rmomy4asia KomouHarmio u3 5 ADIT (Banbrpoar 2000 Mr/cyT,
stocykeumun 1000 mr/cyt, neBetupanietam 2000 Mr/cCyT,
3oHucamun 100 Mr/cyT, mepamIiaHen 8§ Mr/cyT).

B xauecTBe comyTCTBYIOILIMX MpernapaToB Haubosee
4acTo MpUMEHSIIUCH ciemyrorue ADII (¢ yueTom paszmmd-
HBIX KOMOMHAIIWI TepaInm): BalbIIpoar (22 IMmamueHTa);
okckapbazenuH (11 manumenTton); Tonupamar (11 maruen-
TOB); JIeBeTUpaleTaM (8 malreHToB); pyduHamuz (5 ma-
LIMeHTOB*); 3oHMcamMun (4 TMmanmeHTa); KapbamMa3enuH
(3 maneHTa), TaMOTPUIKUH (3 TTalMeHTa); STOCYKCUMMU
(2 maunenra). Pexe npumensuiich cyiastuam (1 manuenr),
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
3HAYNUTEIbHOE YMEHBIIICHNE YACTOTHI M TSLDKECTH TIPUCTY-
IT0B) OBUIM COYeTaHME ITepaMIIaHelIa ¢ BaTBIIPOATOM (TAKKe
1 B KOMOMHAIMM U3 3 TIpernapaToB: B COUeTAaHUM C KapOa-
Ma3elMHOM, TOIIMPaMaTOM, JIEBETUPALIETAMOM), COYeTa-
HHE TIepaMIlaHeNa ¢ OKCKapOa3enmnHOM (OCOOCHHO MpH
pa3HBIX BUIAX (DOKATBHBIX IIPUCTYIIOB, BKIIIOYAst TOHMYEC-
CKMeE IIPUCTYIIBI, B TOM YHCJIe Y 1 MAlIMEHTKH ¢ XPOMOCO-
MOITaTheit) 1 KapbamMa3emMHOM (B COYCTaHUM C BaIbIIPO-
atoM — B koMOuHaumu u3 3 ABII), ¢ nreBeTupamneTaMmom
(B 1 cmyyae B KOMOMHALIMY 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 COYETAHUY C BUTa0aTpH-
HOM (TP SMWIETITUIECKHUX CIIa3Max), C BAJILIIPOATOM B CO-
YeTaHUM C JIeBeTHpaleTaMoM (TIpM SOMJICHTUYECKUX
cIta3Max, TOHMYECKUX aKCUAIbHBIX, TUIICPKUHETUICCKIX
MpHUCTyIax). Y 1 manueHTa ¢ IpearnoIoKUTeIbHO TeHETH -
YeCKOM ImIIeTicueii ¢ heHoKomnuel cuaapoma JleHHokca—
Tacto Obina ahpekTUBHOI cieayromas KOMOMHALIS: TIe-
pamaHen + cyibriaMm + 1aMoTpuKuH. OnHa alueHTKa
(C., c mmarao3oM 6ose3Hu Jlachops) momyJana KOMOMHALIMIO

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

INepamnanen mpumeHsiiacs B no3e ot 4 1o 12 mr. bosb-
LIMHCTBO MMALMEHTOB I0JIy4a/Iy IIepaMIlaHes B 103e 8 MT
(n =12); B 1o3e 6 Mr — 6 nauueHToB, 10 Mr — 4 naiueHTa,
12 Mr — 3 marumenTa, 4 mr — 6 nauuenTa. M3 6 mauneHTos,
IMOJIyJ9aBIIMX TIepaMIlaHesl B HU3KOM mo3e (4Mr), mo3a
He ObljIa yBeJMYEeHA: B CBSI3U C IUIOXOM IIEPEHOCUMOCTbIO
B 1 ciayyae — BbIpaxXeHHasl COHJIMBOCTb M arpeccus;
B | cayyae — M3-3a BOSHMKHOBEHUS arrpaBaliny (ydJarie-
HUsS IIPUCTYIIOB); B CBSI3U C HACTYIUIEHUEM PEMUCCUM
(TIpekpalleHrueM IIPUCTYIOB) — Y 4 TTAlIMEHTOB.

Turpauus npenaparta OCyLIECTBIUIACH COIJIACHO pe-
KOMEHIALMSIM B MHCTPYKIMH 110 IPUMEHEHUIO (yBeanye-
HUe 03Bl 1T0 2 MT Kakable 1—2 Hel) 10 TepareBTUYeCKO
IIO3BI, KOTOpasi cocTaBisijia 4—12Mr/cyT ogHOKpPaTHO
Ha HOYb.

Pesynbrathbl

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

Tabmma 1. Yuenvwenue 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)
>50 % 35(33,3)
225 % 12 (11,5)
be3 apdexra (<25 %)

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

Aggravation 4(3,8)

ITo cyOBeKTUBHOI OlLIeHKEe poauTeseil B 23 ciydasix
Ha (pOHEe YMEHBIIIEHUST YaCTOThI IPUCTYIIOB Y JIeTeil ObLIIO
OTMEUEHO YJIyullleHHe Pa3BUTUSI, IPUOOPETEHNE HOBBIX
HaBBIKOB (13 67 1eTeil ¢ KOTHUTUBHBIMU HAPYLUEHUSIMU —
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y 34 %). Y 8 gereii, paHee CTpalaBLIMX HAPYILIEHMEM HOY-
HOTO CHa (TPYyIHOCTHU 3achIllaHUsI, OECIIOKOMHBIN COH,
YacThIe MPOOYKIACHUSI), TI0 CYOBEKTUBHOM OLIEHKE POMIM-
TeJiei ObLIO OTMEUYEHO YJIyUllleHUE CHA.

Tabmma 2. Dghghexmuernocmos nepamnanena y demeii ¢ snunencu-
eit (om 4 aem 0o 11 aem 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 %

ArrpaBanus 4(3,8)

Aggravation
|

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

PeMuccus npucTynoB Ipy BBeAeHUU IIepaMIlaHesia
obl1a gocturnyra B 29 (27,6 %) cnydasx, B 7 ciaydasx
MMpeKpalleHue IMIPUCTYIIOB ObLJIO BpeMeHHBIM (0T 1 Mec
no 1,5 roma). Crenyer yYuTBIBaTh, YTO BO BCEX CIydasx
repamMIlaHe MPUMEHSIICS Y MAaLMEHTOB, Pe3UCTEHTHBIX
K TepaIliu, 1 B IIPOLIOM Y STUX IALMEHTOB paHee He Obl-
JIO CTOJIb IJTUTEJIbHBIX MEXIIPUCTYITHBIX IIPOMEXYTKOB.

JIMTeIbHOCTh MEXITPUCTYITHOIO MHTepBaia 1 Mec —
1 ciryyaii: manuenT I1. JInarHo3: reHeTruecKast SIAJIETICHS,
o0ycioBiIeHHas MyTalueil B rene PING, ¢ MUOKIIOHWYE-
CKMMM abcaHcaMy, HOYHbIMM TOHMYECKMMU U OuaTe-
palIbHBIMU CYIOPOXKHBIMU IIPUCTyIaMu. Jlanee mpucTyIbl
BO300HOBUJIUChH, HO MX 4YaCTOTa YMEHbIIMIACh OoJjiee
yeM Ha 50 % 110 cpaBHEHUIO ¢ McXoaHoi. B 11 jet mpu BBe-
JeHUM MepaMIlaHesla B COYETAHUU C DTOCYKCUMUIOM
M BajIbIIPOATOM Y MAallMEHTa C paHee eXeIHEBHbIMU Ya-
CTBIMU IIPUCTYIIAMHU ObLT JOCTUTHYT OYEHb XOPOLLMii 3¢-
ekT (IpUCTYIIOB He OBUIO OOJIbIIIE MeCsIIIa), HO IIPH IO~
BBILICHUM 03Bl IIepaMIlaHesia 10 6 MI' MU CHUKEHUU J03bI
3TOCYKCUMUIA (B CBSI3U C HEBO3MOXKHOCTBIO IIPUOOPECTH
Mperapar) MpUCTYIbl BO30OHOBWINCE. B HacTosee Bpe-
MsI [TALIMEHT IIPOA0JIKAET IIPUMHUMATD IiepaMilaHes 0oJiee
2 jieT, coxpaHsieTcst 3(PPEKTUBHOCTD JIEUEHUST CO CHUXKE-
HMEM 4aCTOThI IIPUCTYIIOB >50 %.

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

3
s O PUTWUHAINDBHEBIE

CTATbWMN
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SIWJISTICHYSI; TIPUCTYTIBL: OMIaTepaaIbHble TOHUYECKHE, OIH-
HOYHBIC U CEpUITHBIC, aCCOIMUPOBAHHBIC CO CHOM, PE3HC-
TeHTHbIe K Tepanuu. [lepammanen ObU1 BBEeH 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 UCXOIHOI; B HACTOSIIIEE BPeMsI peOSHOK
MIPOIOJDKAaeT MPUHUMATh ITepaMnanen >3 eT. OcoOeHHO-
CTBIO TAHHOTO CJIy4ast SIBIISICTCS] BRIPasKEHHOE YIyJIIIeHUE
pa3BUTHS, TOBBIIIICHNE aKTUBHOCTH MAallMeHTa 1 HOpMa-
JIM3aIus CHA TP BBEICHUH MepaMIlaHeIa, 9YTO IIPUBEJIO
K 3HaYUTEJbHOMY ITOBBIIICHUIO Ka4eCTBA KU3HU CEMbH.
Co cioB ponuteneil, Ha ¢oHe IpUeMa IepaMIiaHesa
1 YMEHBIIICHUS YaCTOTHI IIPUCTYIIOB Y peOeHKA YTy I~
CsI aTlIIeTUT, OH CTaJI IIPUOABISATh B MAacCe, OTMEUEHO YIyd-
IIeHWE IBUTATEJbHOTO M PEYEBOTO Pa3BUTHUS, McUe3Ia
paHee OYeHb BhIpaKeHHasI THEBHASI COHJIMBOCTb, HOpMa-
JIN30BAJICS PEXKUM CHa.

PemMuccust MTeIbBHOCTBIO >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 YIyUIIICHHUEM TT0Ka3aTeIeit
DBTI 6buta nocturHyta y anuenTta K., 8 jeT, ¢ xuarHo3om:
CTPYKTYpHas (poKaJIbHasl 3aThUIOYHASI SITMIETICUST. DTUO-
JIOTHUS: MaJIb(hOPMAIIUS KOPTUKAIBHOTO PA3BUTHUS C OJIH -
roneHaporiauanbHoi runepruiazuein (MOGHE) (tun
aHOMaJIUM, paHee HanboJiee YacTO OIMMChIBAeMOit Kak (po-
KajgbHasl KopTukanbHasa aucruiasus (PK/I)) B 3amHeBU-
COYHO-3aThLUIOYHOM 00sacTu ciena. [Ipucrtynbl: ceHcop-
HBIE 3pUTEIIbHBIC, BEPCUBHBIC, (DOKAIBHBIC aTOHNYECKIE
(ukTanpHBle cUHKOIB). [locie BBeaeHMS ITepaMIlaHe a
B 103€ 6 MI' B COYETAHUU C BaJIbIIPOATOM I10JHOCTbIO IIpe-
KpaTUJIMCh MHOTOKPATHBIC B ICHb, €XKeTHEBHBIC TIPUCTY-
nbl. B manbHelinemM oTMedeHo yiydlieHre KapTuHb DT,
Ha naHHBIIT MOMEHT IJIUTEJIBHOCTh PEMUCCUU >2 JIET TIPU
XOpOIIel TTePeHOCUMOCTH Tepanuu. B HacTosIee BpeMst
MMaIleHT MPOO0JIKAeT IPUHUMATD TIepaMIIaHe].

Db HEKTUBHOCTD TEpaATMi B BUIE YMEHBIIIEHHS YaCTOThI
MpUCTYTIOB Gosiee YeM Ha 50 % Oblia otMedeHa y 55 (52,4 %)
JIeTe, TIPY 3TOM HaOJIIOIAIOCh 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
(pemMmccHst 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 all-
neTuTa, Habop Macchl Tejla — y S MalueHTOB.

Y 17 (16,2 %) nauueHToB 3Ha4YMMOro 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 BEIPAKEHHOTO (-
dexra, 8§ U3 3TUX MALIMEHTOB MPOAOLKAIOT MPUHUMATD
TepaMITaHe)T B HACTOSIIIEe BpeMsI ¥ IIPUHUMAIOT IIperrapaT
>1 roga, Tak Kak pOIUTEIN OTMEYAI0T HEKOTOPOE YMEHbB-
IIEHNE TSLKECTU TIPUCTYIIOB U YIIy4YIIeHHE 00IIeT0 COCTO-
sTHUE peOeHKa Ha (poHe IIpremMa repamIlaHesna.

B 1 ciiyuae HeBO3MOXHO ObUIO OOBEKTUBHO OLIEHUTH
3¢ deKT Tepanu B CBI3U C peIKMMHU IPUCTYITaMU 1 HEOOITb-
LLIOH JUTMTETBHOCTHIO prieMa (TiperapaT ObUT OBICTPO OTMe-
HEH B CBSI3U C BOSHUKHOBEHMEM TTOOOYHBIX 3(PHEeKTOB).

VY namuentkn A.K. (mmarHo3: 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 03Bl JIeBeTHpalieTaMa depe3 HeIeIo Tepa-
ITMH TIepaMIIaHeIOM OTMEUEHO pa3BUTHeE rcuxo3a. [1pu 3a-
MEHe TIepaMIIaHesia Ha KJ100a3aM ICUXUIeCKUe HapyIie-
HUS PerpecCupoOBalIn.

VxymmeHnue (arrpaBaliyisl) IPUCTYIIOB IIPU BBEICHUU
rnepamMmaHesa 0b10 otMedeHo Yy 4 (3,8 %) nmaLKMeHTOB,
B TOM 4YHcJie B 1 ciiyuyae mpu CTPYKTYPHOI STIUJICIICUH,
B 2 — IIpU MPEIITOIO0XUTEILHO TeHETUYECKOM STUTICTICUI
(TIpUCTYIBI STUJICTITUYECKUX CTIa3MOB), 1 Yy 1 marueHTa
¢ cuaapoMoM Jlpase (TmammeHT M.) OBUIO OTMEYEHO yJa-
meHue npuctynoB. M3 Hux B 1 caydae (manmeHT A M.,
4 Toga, ¢ IPeAIONIOXUTETLHO TeHETUIECKOI SIUIIETICUei
HEYCTaHOBJICHHON 3TUOJIOTUHU, IIPUCTYIIBI IO TUITY 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 IIPOSIBIICHNE UCTUHHOM arrpaBallim.

D GeKTUBHOCTD Tepanuu Mo JaHHBIM DI olleHN-
Basiach He BO Bcex cirydasx. B 35 cnygasx D31 He npoBo-
JIIVJIOCH JUIS OLIeHKM 3¢ deKTa 3a mepuo IpremMa mnpera-
paTta B CBSI3M C HEOOJBIION IMTEIBHOCTHIO IIpHeMa
WY 110 APYTUM MMPUYMHAM. 3HAYMMOe yiaydiieHne Ha D9
(Mcue3HOBEHME SMWICIITU(HOPMHOI aKTUBHOCTH Ha DI
WJIM 3HAYMTEJIbHAST PeAYyKLIMSI MHAEKCA SIIIeHITA(MOPMHOM
AKTUBHOCTH) OBLJIO OTMEUYEHO B 32 cyJasix.

ITpuem nepammaHesna He oKa3ajl 3HAYMMOTo 3 deKTa
Ha B3I B 39 ciayyaes. B 2 ciyyassx 331 He mpoBoAMIOCH
B MEPUOI PEMUCCUU UIMTSIBHOCTBIO 4 MEC M B TIEPUOI
CYLLIECTBEHHOTO YJIYYILIEHUS JJIUTEIbHOCTBIO HECKOJIBKO
Mecs1eB. B manpHeiiiem, Korma yacToTa IpuCcTyIIoB Bep-
HyJach K McxonHoi, — DOI 6e3 yiydiieHus.

3HaunMoro yxymiieHuss Ha D3I 3aperncTpupoBaHoO
He OBUIO HM B OTHOM U3 CTy4acB.

Ipymna II (moapoctku ot 12 1o 18 xer). [Tokazare-
JIM YMEHBIIIEHUS YaCTOTHI IPUCTYIIOB IIPU IIpUEeMe TIe-
pamIiaHesa 1 3(pOeKTUBHOCTH TlepamItaHesia B rpymie 11
MpUBEIEHHI B Ta0II. 3, 4.

Y moapocTkoB (n = 31) peMuccusi IIPUCTYIIOB ObLIa T10-
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
nepamnatrena y noopocmkos c snuaencueii (12— 18 siem, 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 TepareBTUUeCKUil 3 GeKT
(peMuccust WIK YMEHbIIEHKUE YaCTOThI IIPUCTYIIOB HE Me-
Hee yeM Ha 50 %) O6bu1 nocTUTHYT Y 24 (77 %) nalMeHTOB
n3 31.

Pemuccus npuctynoB Ha GoHe ITpreMa IiepaMiiaHesia
ObL1a 3apeructpupoBaHa B 9 (29 %) ciyyasx y HallueHTOB
C paHee Pe3UCTEeHTHBIMU K MEIMKAMEHTO3HOI Teparuu
npuctynamMu (3 — CTpyKTypHast U 6 — reHeTndecKas
U PEAITONIOXUTEIbHO TeHETUYECKIE DITUIICTICHS ). YMEHb-
LLIEHKE YaCTOThI MPUCTYIIOB Ha 50 % u GoJiee JOCTUTHYTO
y 15 (48,4 %) nauuenToB. B 5 ciydasx npekpalieHue Ipu-
CTy1oB 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 TSDKENIBIX U TPAaBMATUYHBIX JUIST TTAIIUCHTA)
MPpU COXpPaHEHWU TIPUCTYIOB Apyroro tuma (B 1 ciaydae
COXPaHSJINCh OAWHOYHBIE MMUOKJIOHUYECKHE abCaHCHI
1 B | — aIMIENITUYECKUIT MUOKJTOHYC BeK). CliemyeT yuau-
TBIBaTh, YTO BO BCEX ATUX CIyYasX IepaMIlaHel TIpuMe-
HSJICS Y TAIIMEHTOB, Pe3MCTEHTHBIX K TepaIiiu, U B 00JIb-
IIMHCTBE CIIy4aeB y 3TUX MMAIIMEHTOB paHee He ObLIO CTOJIb
JUTATETbHBIX MEKTIPUCTYITHBIX TIPOMEKYTKOB.

B 1 cayyae mMTeabHOCTb MEXMIPUCTYITHOTO UHTEP-
Basia coctaBmia 1 Mec — y mauueHTKH O. JIMarHo3s: cTpyk-
TypHas (poKaybHas STTAIETICUS. DTUOJIOTUS SIWIETICUN —
CTPYKTypHas: ¢poKaJbHasg KOPTUKAJIbHAS TUCIIIAa3Us 2-TO
TUIa TEMEHHOU 1oau (IHA 00pO3Abl B 00JACTU IIPABOTO
MpeKyHeyca); MPUCTYIIBL: aypa (TOJIOBOKPY:KEHHUE, OIIy-
IIeHNE HEYCTOMIMBOCTH) — OMJIaTepaIbHBIN CyaI0POXKHBIIN
npuctyn. PaHee y JaHHOM MallMeHTKU HUKOIIA HE ObLIO
CTOJIb JUTUTEJIbHBIX MEXITPUCTYITHBIX UHTepBaIoB. OnHa-
KO OITHOBPEMEHHO C IpeKpaIeHueM IPUCTYIIOB C(hopMm-
POBAJIMCh paHee OTCYTCTBYIOIINE TICUXUIECKIE HapyIIe-
Hu (arpeccusi, HeaaeKBaTHOE TTOBEICHNUE), paClICHCHHBIC
B paMKaxX CHHApPOMa HaCMJIbCTBEHHON HOpMaIW3aluu
Jlanpousbra, ¥ nepamnaHes ObUT OTMEHEH.

B 1 ciayyae miMTeabHOCTb MEXMIPUCTYITHOTO UHTEP-
BaJla cocTaBMJIa 2 Mec — y TanmeHTa P. ¢ paHee exkemHeB-
HBIMU IIPUCTYIIaMu. J{marHo3: CTpyKTYpHasl ¥ IIPEIII0I0-
KUTEJIbHO TeHETUYEeCKas SIUJICIICUS C MPUCTYIaMu
10 TUITY STMJISIITUYECKUX CITIa3MOB, CEpUITHBIMU U OIU-
HOYHBIMU, TOHUIECKUMH, MUOKJIOHMYECKIUMU. DTUOJIO-
T'Usl: IBYCTOPOHHSSI MOJIMMUKpoOTrupus. B manbHeimem
MIPUCTYIIBI BO30OHOBUJIUCH, HO UX 9YaCTOTa YMEHBIIIMIACH
10 CPaBHEHUIO C UCXOAHOI Oosiee ueM Ha 50 %.

B 1 ciryuae (mmamueHT I, nmarso3: MpeanoaoXXuTeb-
HO TeHEeTHUYeCcKasl SIMIICTICUS ¢ OMIaTepaIbHBIMU CYI0-
POXHBIMM TIPUCTYIIAMU M CTaTYCOM MUOKJIOHMYECKMX
abcaHCOB, IIpeAITojaraeTcsl pojb MyTalluM B TE¢HE
GABRB3) 6bls1a TOCTUTHYTA PEMUCCHSI CYTOPOXKHBIX TTPH-
CTYMOB IJIUTEIbHOCTBIO > 1 roa 1 OTCYTCTBOBAJIM CTATy-
chbl abcaHCOB Ha (poHe mpreMa KOMOMHAIIMK BajblipoaTa
n nepamnanena. CoxpaHSJUCh OJMHOYHBIE 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 JierT.

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 YMCJIE B [IEPUOI JIMXOPAIKKI
(CoXpaHsUICS SN TUIECKIIT MUOKIIOHYC BEK).

VY naumentku T., 15 neT, ¢ MUKpOOEACLIMOHHBIM CUH-
npoMoM 16p11.2. n reHeTrYECKOI (POKATBHON SMUIIEIICHUEN
(TipucTynbl (DOKaTbHBIE BEPCUBHBIE, C OCTAHOBKOIT aKTUB-
HOCTH, OUJIaTepaIbHbIC CyI0POKHBIC, MUOKJIOHUYECKHE,
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KOPOTKME TOHMYECKME) Ha (hOHE IpreMa IepamIraHesa
ObLI JOCTUTHYT OY€Hb XOpOoLInii 3¢ deKT, B TeueHne 6 Mec
COXpaHsUIaCh PEMUCCHSI TIPUCTYIIOB, Tajiee OTMEUCHBI pell-
KHe MIPUCTYIIbI (YMEHBIIIEHUE YaCTOThI IIPUCTYIIOB >75 %).
[lo BBemeHUS TIepaMITaHes a IIPUCTYITBL Y TaHHOM MallieH-
TKHA BO3HMKAJIM HECKOJIBKO pa3 B ICHb.

VYMeHbIIIeHNEe 9aCTOThI MPUCTYIIOB HE MEHEe 4eM
Ha 50 % 06bL10 oT™MeueHO y 15 (48,4 %) nmanumenTos. Ha-
OJIIOIAIOCH CYIIIECTBEHHOE YMEHBIIIEHNE KaK YaCTOTHI, TaK
U TSKeCTU NpUcTynoB. B 1 U3 aTux ciiyyaeB TepaneBTuye-
ckuii 3¢ ekt ObUT BpeMEHHBIM, M B TaJIbHEUIIIEM 9acToTa
MIPUCTYIIOB BEPHYJIACh K IIPEIBIAYIIEMY ITOKA3aTelio.

Takum oOpa3oM, B LIEJIOM TepareBTUIeCKuil 3 deKT
(pemMuccHsI WM YMEHBIIICHNE YaCTOTHI IIPUCTYIIOB HE Me-
Hee yeM Ha 50 %) Obu1 nocTUTHYT Yy 24 (77 %) NalimeHTOB
n3 31.

CyiecTBeHHOro 3(deKkra He ObUTO TOCTUTHYTO B 6 CITy-
yasix, IIPA 9TOM 4acTOoTa IPKUCTYITOB YMEHbIIMIAChH Ha 25 %
y 4 MallMeHTOB, U B 2 CIyJasiX yMEHBIISHUS YaCTOTHI TIPH-
CTYIIOB HE OTMEYaJIOCh.

006 yxyaieHnu (arrpaBallii) MPY BBEACHUHU IIepaM-
naHesia cooOl1aaoch B 1 ciiyyae, OJJHAKO Mbl CUUTAEM,
YTO 3TOT CIy4yall HEJIb3sl PaclieHUBATh KaK IPOSIBICHUE
ucTuHHOM arrpaBauuu. ITaunent C. (ctpykrypHas ¢o-
KanpHas srmtericust; @K1 B coueTaHny ¢ MyTaruei B re-
He DEPDCS5, yHacieqoBaHHOI OT OTIIA) TTOIyJall ITlepaM-
ImaHeJx B TedeHHe 1 Mec B go3e 4 MI/cyT B COYCTaHUM
C BaJbIIpoaToM M KapOamasenuHoM. B nmanbHeiliem
IIpY OTMEHE TiepaMIlaHesIa COCTOSIHIE HE YIYyYIIMIOCh.
TakuMm 00pa3oM, MMeJIa MECTO JIOXKHAs arrpaBaius (yxy/I-
IIIEHUE B €CTECTBEHHOM TeUeHMU 3a00jieBaHus). B manb-
HEHIIIeM MBI paccMaTpHUBaeM BO3MOXKHOCTH IIPOOHOTO
ITOBTOPHOTO BBEICHUS TIepaMITaHea.

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

VYV nanuentku L. (auarHo3: reHeTUYECKasi TeHepaiu-
30BaHHAsI SMWICTICUS C IPUCTYIIAMU B BUAC SITIICTITHIC-
CKOT0 MUOKJIOHYCA BeK 1 OMIaTepaabHBIMU CYIOPOXKHBI-
MU TIPUCTYNAMM; ITUOJIOTUS: MUKpoAeaeuus 2q23.3,
Bkurouasi reH CACN B4) riepammanet ObIT Ha3HAUSH BpauoM
1O MECTY XXMTEJILCTBA C IEJIbIO TOCTUKEHUS ITOJI0XKUTETb-
Horo 3¢ dekra Ha DI, Tak Kak mauveHTKa HaXOAuJIach
B JUIMTEJIBHOI peMuccur Ha (hOHE IMprieMa BajIbIIpoaTa.
ITocne 1 mec mpuema mpenapara Ha DDI ObUIO 3aperu-
CTPUPOBAHO BEIPaXXeHHOE YIIydIlIeHUEe, OMHAKO TIperapar
OBLT OTMEHEH B CBSI3U C BBIPAXXKECHHBIMU ICUXUICCKUMH,
HEBPOJOTUICCKUMHU 1 TIOBEICHUYSCKIMU TOOOYHBIMU 3h-
dekTamMu: ycuamiaach IU3apTpUsI, arpeccus, OTMeJanach
BBIpaxkeHHas COHJIMBOCTD.
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bes acdhdexra mo manabiM DOI — 5 cygaeB. Yxymie-
Hue 1o JaHHBIM D3OI He ObUTO 3aperncTPUPOBAHO HU B O]~
HOM M3 CJIyJaeB.

B uenom npenapat ObLI OTMEHEH B CBSI3U C IIpo0Jie-
MaMM HEeIOCTaTOYHOM 3(P(HEKTUBHOCTH y 6 MALIMEHTOB;
OTMEHa 13-3a UHUIMAJIbHOI Hed(hGEKTUBHOCTY — y 3 T1a-
IIMEHTOB (B TOM UMcCIIe y 1 maruenTa ¢ cuHapomoM Jlpase
nyl —c ®KJ); yrpata BpeMEHHOIO ITOJOXUTEIHHOTO
a¢pdexTa oTMedeHa y 3 MallMeHTOB.

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

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
BO30YXKIeHUE — 5, MPOsIBJICHUSI TIcuxo3a — 1, arpeccust — 5,
TPEeBOXHOCTb — 1, yXy/llleHUe TTIOBEACHUS — 5, uepeaoBa-
HIE 3aTOPMOXXEHHOCTH 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 roBOpumia; Imocjie OTMEHBI
Ipernapara pedb yaydIIniach).

Xotenoch Obl 0OpaTUTh BHUMaHKUE Ha TaKOU MOO0Y-
HBII 3 (HEKT KaK CHIDKEHNE MBIIIEYHOTO TOHYCA (MBIIIIEY-
Hasl TUTIOTOHMST), KOTOPBII MBI OTMETHIIN Y 23 meTeit (BbI-
paxXeHHas TUIIOTOHHUSI — 5 ciIydyaeB, TPaH3UTOPHEBIE
HapyieHus: — 1 ciaydait). DTo penkasl cUTyarus, Koraa
MOOOYHBIN 3(PPEKT MOXKET OBITh KeJlaTeJIbHbIM. CHUXKe-
HHE MBIIIIEYHOTO TOHYCA OBLIO XeJaTeTbHBIM 3((HEeKTOM
B 3 caydJasix, TaK KaK OTMEUaJoCh CHIDKCHUE CITaCTHIe-
CKOT0 TUMEPTOHYCA y OeTeH ¢ JETCKUM IiepeOpaIbHBIM
IMapamiIoOM.

CHIDKEeHUE aIllleTUTa TaKXKe MOXKET OBITh JKeJIaTeIb-
HBIM TOOOYHBIM 3 (HEKTOM ITpU M30BITOYHOM Macce Tea,
OTHAKO TPEICTaBIISICT BAXKHYIO IIPOOIeMyY Y IeTel ¢ HU3-
KoIt Maccoii Tenia. OMHAKO CHMKEHME MACCHI TeJIa He ObI-
JIO IPUYMHOM OTMEHBI CPeIM HAOJI0IaeMbIX HAMU TIALIM -
€HTOB.

ITposiBaeHUs TacTpoa3odareasbHOro pedJioKkca, OT-
PBDKKA U TOIITHOTA OTMEUYEeHHI y 1 mammmeHnTa. OgHaKo 3TU
CHMITITOMBI TTOSIBWJIMCH ITPY BBEACHUM TIepaMITaHesa y Ima-
IIMEHTa, 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 TTOSIBWINCH
JIIIT Ha (pOHE TIPUMEHEHMSI KOMOMHUPOBAHHOM Tepariu.

XOTs yaiie Bcero BcTpevyanach COHIMBOCTD, 3TOT I10-
OOUHBII 3((HEKT HEYACTO CTAHOBWIICS IIPUIMHON OTMEHBI.
B cBs13u ¢ TeM, 4TO MpenMyIecCTBOM MepaMIIaHesa SIBJIs-
€TCs OMHOKPATHBIN IIPHUEM B CYTKU, MBI PEKOMEHIOBAIN
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KaK MOXHO 0oJiee TIO3MHUIA IIpreM IIperiapara Iepe CHOM;
9TO pelrayo IPodJIeMy B TeX CIyJasix, KOrma COHIMBOCTD
oTMeYaIach yKe Iocje mprueMa Iperapara.

HMHTepecHO, 4TO B HEKOTOPBIX CIy4YasX COHIMBOCTD
TaK>Ke MOKHO CYMTATD XKeJIaTeJIbHBIM ITOOOYHBIM 3 heK-
ToM. B 8 ciyyasgx ponuTen cooOIIMIM 0 HopMaJlIu3alun
cHa Ha (DOHe TIpreMa IepaMIlaHeNa y IeTeil, paHee cTpa-
JTaBIIMX HapyIIeHNEeM HOYHOTO CHa.

B uenom npemnapat ObLJI OTMEHEH B CBSI3U C IIpo0Jie-
Mamu niepeHocumoctu y 10 (9,5 %) nauuenrtos. B 5 ciy-
Yasx MPUUYMHON OTMEHBI CTAHOBUJIMCH ICUXUYECKHUE,
rnoBefeHYecKkre HapyiueHus (4,7 % OoT o0lero yucia jae-
Tel), eIe B 5 — BeIpaXkeHHasl BSJIOCTh, COHJIMBOCTb, aTaK-
cusi. B Tom uncie B 1 ciyuae (<1 % ot obGuiero uucia
MMAIleHTOB) 3apeTUCTPUPOBAH SIMM30 IICKX03a: y Malll-
enTku A. K. (mnarnos: nauomnarudeckas pokaabHast S~
JISTICHSI C TICEBIOTCHEPAIM30BaHHBIMU IIPUCTYIIAMU; TIPH-
CTYIbl B BUJE aTUMMUYHBIX aOcaHCOB) B Bo3pacrte 11 jer
IIpY BBEACHUM TIepaMITaHesa B 03¢ 4 MT'/CYT U CHIDKCHUH
ITO3BI JICBETHUpalleTaMa yepe3 HelIeto TepaIiy IiepaMIia-
HeJIOM OTMEUEHO pa3BUTHE TICKX03a (KPUK, HeaJTeKBaTHOE
MMOBEIeHNE, OTCYTCTBME KOHTAKTa C MAllMeHTKOM, arpec-
cust). I1pu 3aMeHe mepaMIiaHena Ha Ki1o0a3aM ICUXUIe-
CKME HapyIIeHUS OBICTPO PEerpecCupoBaIn.

OTMeHa IepaMiiaHesia 3a repro HabmoneHus (0T 6 Mec
1o 6 net) nposeneHa B 41 (39 %) ciayyae. OT™MeHa U3-
3a HEBBICOKOM 3(D(EeKTUBHOCTH — y 27 TTallMeHTOB, U3 HUX
OTM€Ha B pe3yJIbTaTe MHUIIMAJIBHONM HU3KOM 3(PpeKTUB-
HocTu — y 11 mauueHToB, OTMEHa B pe3yJibTaTe yTpaThl
BPEMEHHOTO MOJIOKUTEIbHOTO 3 dekra — y 16.

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

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

W3 maueHTOB, B JaJIbHEHIIIEM ITPEKPATHUBIINX ITPHUEM
repaMIlaHena, y 8 IIMTeIbHOCTD IIpreMa IIperapara co-
craBuia <6 Mec; oT 6 Mec 10 1 roga mpemnapar IoJrydauan
8 malueHTOB, B 1IeJI0M OoJiee 1 roga — 25 maleHTOoB.

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

W3 Hux 7 mauneHTOB NPMHUMAIOT IIpenapar ot 6 Mec
no 1 roga. bojee 1 roga B HacTosiiee 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 %) nauueHTa, MokKasaTeslb yIepPXKaHUS
Ha Tepanuu >1 roga — 82 (78 %), nokasateib yaepKaHuUsI
Ha Teparuu >6 mec — 89 (84,7 %).

Ipymma II (moxpoctku ot 12 1o 18 mec; n = 31). I1epe-
HOCHUMOCTD TepaIlliM paclieHMBaJach KaK XOpoIasi, 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 (TOJI0OBO-
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KpYyXeHUe, COHJIMBOCTD, IU3aPTPHUsl) HApYIICHUS. Y TaH-
HBIX TTAIIMEHTOB COUYETaIOCh HECKOJBKO M3 yKa3aHHBIX
HapyILIeHUIA: 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 (doKajabpHas SMHUjerncus) Ha (QoHEe MOCTUTHYTOM
IIpY BBEICHUHU TIepaMIiaHea PEMUCCUM JJINTEIbHOCTHIO
1 Mec (paHee y JaHHO# MallMeHTKA HUKOTAa He ObIIO CTOIb
JIJTATETbHBIX MEXKIIPUCTYITHBIX NHTEPBAJIOB) CHPOPMUPO-
BaJIUCh (paHee OTCYTCTBOBABIINE ) TICMXUIECKIE HapyIIIe-
Hu (arpeccusi, HeaaeKBaTHOE TTOBEICHNUE ), paClICHEHHBIC
B paMKaxX CHHApPOMa HACWUJIBCTBEHHON HOpMaIu3allluu
(JIanmonbTa), M mepamMITaHes ObUT OTMEHEH.

B 1 ciygae (maumentka 1., nmarHos: reHeTMIecKast
reHepaIn30BaHHAS STUJICTICHUS C TIPUCTYIIaMU B BUIE SITH-
JIEITUIECKOTO MUOKJIOHYCa BEeK 1 OMmIaTepalbHBIMU CY-
JMOPOKHBIMU TIPUCTYIIAMU; STUOJIOTUS: MUKPOICICIIUS
2q23.3, skmouas reH CACNB4) nepammniaHes ObLT Ha3HAYeH
BpayoOM IT0 MECTY XKMTEJIbCTBA C LIEIbIO JOCTUKCHMS T10-
JIOXXKUTENBbHOTO 3¢ dekra Ha DI, Ha DoHe IUTETbHOM
pemuccuu. Ilocse mpuema rpernapara IJIMTEIbHOCTBIO 1 Mec
Ha D3OI OO 3aperncTpUPOBAHO YIYUYILIeHHUE, OTHAKO
Iperapar ObUT OTMEHEH B CBSI3U C BBIPAXKCHHBIMU IICUXU-
YECKUMU, HEBPOJIOTUIECKUMHU U TIOBEICHICCKIMU IT000Y -
HBIMH 3(deKTaMu: YyCUIWINCh AU3apTPUs, arpeccus,
COHJIUBOCTb.

B 1 cinyuyae (mauuenr I, 16 jieT, 1MarHo3: CTpyKTypHast
oxambHas SIWIETICHUS, STUOJIOTHS — TUIITIOKAMIIAIBHBII
cKJIepo3) Ha (hoHe TIpreMa IiepaMITaHes a B 103¢ 8 MT B CO-
YeTaHUU C BAJIBIIPOATOM B TeUeHUE | roma poauTeaIn OT-
METWJIN BBIpaXXKCHHOE CHIDKCHME amlleThTa, NU3MEHEHNe
MMOBEICHUS: OUCHDb YacThie SIU30JbI arpecCuu, THEBa,
0eCMOKOMCTBO, pa3apaKUTeAbHOCTh. [TaliueHT mpuHUMa
npenapat >1 roga. OTMeuascs TepareBTHYecKnit 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
¢ IMoOOYHBIMU 3(peKTaMu, U3 HUX B 2 cITydasx IPUIMHOMN
OTMEHBI CTaja BhIpaXKeHHAasl COHJIMBOCTb, U B 3 CiIydasix,
Ha (poHe coueTaHusT TOOOYHBIX 3 (PEKTOB, OCHOBHOM TTPH-
YIHOM OTMEHBI ObITa arpeccysi, OBENCHUYSCKIE HAPYIIICHIS.
B 3 ciyyasx mipu 1m1oxoii 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. [1pudnHb
OTMEHBI OB CIIEAYIOIIMMU: HemocTaTouHass 3hPeKTUB-
HOCTb — 5 TIAIIMEHTOB (TIpX 3TOM OTMEHA M3-3a MHUIINATLHOI
Hea(hHEKTUBHOCTH — Y 3 MALIMEHTOB (B TOM YKCIe | aiyeHT
¢ cunapomoM Mpase u 1 — ¢ ®KJI); yrpata BpeMEHHOTO
TMTOJIOXKUTETBHOTO 3h(heKkTa — 2 MaIlMeHTOB).
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OTMeHa 13-3a IJI0X01 nepeHocuMocT —y 5 (16,1 %)
MMaIleHTOB.

B Tex ciyyasix, Koraa rperapaTt ObUI OTMEHEH, IJIU-
TeJIbHOCTh IIpUEMa Mpernapara cocTaBuia < 6 Mec TOJIbKO
y 4 nanmeHToB. OcTallbHbIE MTAllMEHTHI TTOJTyYaii IepaM-
nanen >12 mec.

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

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

B 1eroM Ha HacTOSIIIMIT MOMEHT JUIMTEJILHOCTD Tepa-
MU IIepaMIlaHes oM cocTaBuia: <6 Mec — 4 MalueHTa;
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 maiu-
€HTOB; >4 JleT — 2 MalKeHTa, U3 HUX | malueHT MpUuHU-
MaerT repamiaHes >6 Jiet.

Takum o6pa3oM, B IIeJIOM MOKa3aTejlb YACPKaHUS
Ha JUINTeJIbHOM Teparuu (>1 roma) B HallleM MCCIeI0BAaHNHI
cocrasu 25 (80,6 %) maumenToB 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 cymectBeHHOrO0 3dhdexra <50 %

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

Aggravation

B 1ieomM BeIpakeHHBIN TepareBTUYeCKUi 3P hexT
(peMuCcCust WIK YMEHbIIEHKUE YaCTOThI IIPUCTYIIOB HE Me-
Hee yeM Ha 50 %) nepamiiaHesia B 001LIeii IpyIINe y AeTeit
U oApocTKOB (4—18 net; n = 136) Obu1 fOocTUTHYT y 108
(79,4 %) maumentoB u3 136. O6IIMII TOKa3aTeIh pEMKC-
CHUM IIPUCTYIIOB B IPYIIIE AeTeil U MOAPOCTKOB 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 TIpoBoaAnMOI Teparuu ADIT.
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BBeneHue nepamMiaHesia B IOJUTEpalMy IIPUBEIIO
K MICUE€3HOBEHUIO SMIEITU(OPMHOI aKTUBHOCTH Ha DO
WY 3HAYUTEIbHOM PeIyKLIMKY MHAEKCa SMUIenTUdOPM-
Holi akTuBHOCTU Y 38 (27,9 %) nauuentoB u3 136. C yue-
TOM TOTO, YTO B 24 cllydyasix KaTaMHeCTUYeCcKasl OlleHKa
93T B nepuox nmpueMa rnepamiiaHesia He TpOBOAUIACE,
ynydiieHue Ha D3OI ObUIO 3aperncTpUpoOBaHO 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 manueHToB AeTCKOro Bo3pacta u'y 9 (29 %) us
31 maumeHTa IMoAPOCTKOBOrO Bo3pacTa. B 1eom 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 einom nmpenapat ObIJT OTMEHEH U3-3a
m1oxoii mepeHocumoctu y 15 (11 %) u3 136 naureHTOB
JIETCKOIO ¥ MOAPOCTKOBOIO BO3pacTa.

XoTtg Hanbosee YacThIMU ITOOOYHBIMU 3P deKTaMu
ObUIM COHJMBOCTb, MBILICYHAS! FMIIOTOHUS, aTaKCHs,
OCHOBHYIO IIPO0JIeMy MPEACTAB/ISIIN IICUXUYECKUE U 10~
BeieHUecKue HapyiueHus:. OHU CTald IPUYMHONA OTMEHBI
repamIiaHena B 8 ciaydasx (5 geteit u 3 mompocTKa), 3TO
cocTaBUJIO Beero 5,9 % B obiieli rpyme. TakuM o6pa3oM,
4yacToTa OTMEHbI IlepaMilaHesa B HaOJomaeMoil HaMKu
rpyIIe NalUeHTOB U3-3a ICUXUYECKUX U TOBEACHYECKUX
HapylIeHUIT oKa3anach HU3Koi. Cpeau 3TUX ciaydaeB Mbl
3aperucTpUupoBaiIy 1 ciydaii IcUxo3a Ipu IprueMe J03bl
nepamiiadesia 4 Mr/cyt y aeBouku 11 et (<1 % B oO1weit
IpyIine).

[Moka3arenb yaepxXaHusl Ha Tepaluy IepaMIlaHe-
oM >12 mec cocraBu 25 (80,6 %) marmenToB u3 31
B IpyIire noapocTkoB, 82 (78 %) u3 105 B rpyIine AeTeid.
B o06111eii rpytirie aeTeit 1 oapoCcTKOB MTOKa3aTesb yaepsKa-
HUst Ha Teparmu > 12 mec coctasu 107 (78,7 %) us 136.

BaxkHO OTMETUTD, YTO BCE OCHOBHBIE ITOKA3aTe M 3(h-
(beKTUBHOCTHU U IIEPEHOCUMOCTH CYLIECTBEHHO HE pasjiu-
YaJIICh B IPYIIIIE AeTeil ¥ MTOAPOCTKOB: PEMUCCUSI IIPUCTY-
0B ObUTa oCTUrHYyTa 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(pHeKTUBHOCTh (PEMMCCHUS WM YMEHBIIICHUE Ya-
CTOTBI TIPUCTYIIOB He MeHee YyeM Ha 50 %) — 80 % nereit
u 77 % nonpoctkoB. [Tokasareb yaepKaHus Ha Teparun
nepamianesioM >12 mec cocrasui 78 % B IpyIine aeTei
u 80,6 % B rpyie noapocTkoB. YacToTa moGOUHbBIX 3¢ -
(ekroB 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 0O6pa3oM, Bbl-
SIBJICHO IIPEUMYILLIECTBO B IPYIIIE AETeil 110 TaKUM I10Ka-
3aTesIsIM, KakK o01as 3(p(HeKTUBHOCTh M YaCTOTa OTMEHBI
Teparnuu B CBSI3U ¢ TTOOOYHBIMU 3P PeKTaMMU.
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DTO NMOTYEPKUBAET BBICOKYIO 3((HEKTUBHOCTh U XO-
POIIIYIO IIEPEHOCUMOCTbD ITepaMITaHeNa Y IeTei B YCIIOBUSIX
peabHOM KJIMHUYECKOM MTPAKTUKMU.

06cyxxaeHune

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

[TomyuyeHHBIC HAMU Pe3yIbTATHl COTJIACYIOTCS C TaH-
HBIMU paHee TPOBEICHHBIX UCCIICAOBAHMIIA.

I1epBblii KIMHUYECKUI ONBIT IPUMEHEHMSI IepaMIia-
HeJla y IeTEU U IMOAPOCTKOB C PE3UCTEHTHOMN SIIWJICTICUEIA
B KJIMHUYECKOM MpakTUKe ObLI IpeacTanieH 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 MEIMKAMEHTO3HOM Teparnuu
dopmamu AMMIIETICUH, BKITI0Yas (DOKATbHBIE STTUICTICUH,
cunapomsl JlenHokca—Iacro, Becta u Hpase. Houst pe-
CIIOHIEPOB (MAIlMEHTOB C YMEHBIIICHUEM YacTOTHI TIPU-
crynoB Ha 50 % u GoJjiee) yepe3 MepBbie 3 MeC JIeYeHUs
cocraBuia 31 % (18 u3 58 martmenToB). [oxyyeHHbIe Ha-
MM ToKa3aresiv OblIM Bbllle. B Halem aHaiu3e 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 u3 136) y nereit
1 moapocTKoB. ClieayeT yIUThIBaTh, YTO MBI aHATIM3UPO-
BaJIM TIOKAa3aTesIu, TIOJTyIeHHBIE IIPU ITUTSIBHOM 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 HALMEHTOB PEMUCCUSI
IPUCTYIIOB ObL1a focTUrHyTa B 29 (27,6 %) ciyvasxy ne-
teii u 38 (27,9 %) cnyuasx u3 136 y gereii ¥ OaApOCTKOB.
ATTpaBalys SIMWICTITUYECKUX IIPUCTYIIOB B UCCICIOBAHUN
A. Biro u coaBr. (2015) ormeuena B 5 (9 %) ciyyasix. B Ha-
IIIeM HCCIIeA0BAaHNY ITOKa3aTe b arTpaBaliiy ObLT 3HAUM-
TeJIbHO MeHee BbicokuM: 4 (3,8 %) — neteit, 5 (3,7 %) —
neTeil 1 moapocTKoB. OCHOBHOM TPOodUIIbL MOOOYHBIX
3 deKTOB B HallleM HAOJIOJEHUU COBITANaJl C pe3yJibTa-
TamMu ucciaenoBaHus A. Biro u coaBT.: Hamboiee yacTo
BCTpevalomecs 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 MIOJIUTEPAIIMU Y IETEH C DITH-
JIeTICUEI B BO3pacTe ¢ 4 JIET U cTapille 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) Bki1t0-
yajio 220 nereit 1 moAPOCTKOB B Bo3pacte oT 4 no 20 JieT.
BoizenieHpl 2 TpyIiibl MaleHToB: 4—16 et (n =119) u 17—
20 net (n =91). Y GonblMHCTBa MalneHToB (84 %) nuar-
HOCTHPOBAHBI Pe3UCTeHTHBIE (hopMBI ammtencuu. [1po-
MOJDKUTEIBHOCTh TepaIMM IIepaMIaHeIOM COCTaBMJIa
B cpeaHeM 11,5 £ 6,9 Mmec, 10181 MALMEHTOB C BHICOKUM
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adexrom neueHust — 43,6 % (6e3 CylIeCTBEHHBIX pa3iin-
4yuii B 2 rpymiax), peMuccust nocturuyray 17,7 %. Y Ha-
IIKUX [MalKMEHTOB HOJISI PECIOHIEPOB (peMUCCUs WK
yMEHbILIEHHE YACTOThI IIPUCTYIIOB He MeHee yeM Ha 50 %)
cocraBuia 80 % y nereii (84 u3 105 nmanueHToB) u 79,4 %
(108 13 136) y nereii ¥ MOAPOCTKOB; PEMUCCHSI IIPUCTYIIOB
ObL1a gocturHyra B 29 (27,6 %) ciaydasix y neteit u B 38
(27,9 %) cnyvasix u3 136 y nereit 1 moapocTKoB. Mbl Tak-
K€ He IOJIyYMJIU CYLIECTBEHHBIX Pa3IMUMii MEXIY IPYyII-
MaMu JeTeil U IMOAPOCTKOB: PEMMCCHSI IIPUCTYIIOB ObLia
pocturnyta y 27,6 u 29 % neteit m moapoCTKOB COOTBET-
CTBEHHO; JI0JISI 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 coasr. (2020) mo604-
Hble 3(peKThI BbIsIBIEHBL Y 88 (40 %) maLueHToB, B 00JIb-
IIMHCTBE CJIy4aeB OHU ObLIM JIETKUMM U IPOLLIU IIPU
CHUXKEHMU J03bl WM OTMEHE IepamiiaHena. B Halem
a”Hanu3e 1modouyHsle 3pdekThl Habmomanuch y 30,5 %
neteii u 29 % noapoctkoB. B LiesoM mo6ounbie 3¢ deKTh
3apeructpupoBanbl y 41 (30,1 %) u3 136 nauueHToB. B mc-
caenoBanuu S.K. Hwang u coaBrt. (2020) cpenu HamnboIee
YaCTBIX ITOOOYHBIX 2 (PEKTOB OTMEUEHBI COHJIMBOCTD (Ha-
nboJjiee 4acTo), rOJIOBOKPYKEHUE, aTaKCusl, arpeccus,
arrpaBalysl IIPUCTYIOB, OECCOHHMIIA, TOJIOBHAsI OOJIb,
JICIIPeCCHsl, CHIDKEHHUE allleTuTa, TOLIHOTa 1 pBoTa. [1po-
(1Ib MTOOOYHBIX UCCICIOBAHNI B HAIIIEM aHaJIM3¢ COBITa-
aeT ¢ ATUMU NaHHbIMU. [lepaMmnaHen ObLT OTMEHEH
y 29,5 % nanueHTOB, U MOKa3aTe/lb OTMEHbI B CBSI3U C IO-
6ouHbIMU 3(deKTaMu ObUI BBILIE B TPYIIIE B3POCIbIX
nanudeHToB. B Halem aHaiu3e npenapaT ObLI OTMEHEH
B CBsI3U ¢ mpobieMamu riepeHocumoctu y 10 (9,5 %) neteit
u3 105y 5 (16,1 %) nonpoctkoB 13 31. MHbIMU CcI0BaMU,
IOKa3aTejb OTMEHbI ObLI TAKXKe HUXE B IPYIIIe AETE.
Kak B HalleM MCCJIeIOBaHMU, TaK U B UCCJICIOBAaHUU
S.K. Hwang 1 coaBr. (2020) COHIMBOCTB yallle BCTpevaaach
y JeTeil U B 1LieJioM Oblj1a HanboJiee YaCThIM IT0OOUYHBIM
appexTomM. OgHAKO MMPUINHOM OTMEHBI Yallle CTAHOBU-
JIUCh IICUXUYECKUE U ITOBeIcHYECKIE HAPYLLIEHUSI, BCTPE-
Yalollurecs ¢ HeBBICOKOM yacTtoToit (5,9 % oT obiuero
4ycla NalMeHTOB — B HallleM aHaiu3e). B ucciaenoBanumn
S.K. Hwang u coasr. (2020) 6611 3aperucTpupoBaH 1 ciy-
yail CyMUMAaJIbHOM IOMBITKY Y TALMEHTKHU 16 JieT (paHee
y JaHHOI 00JIbHOU He ObUIO CYMUMIATbHBIX 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 HamieM HaOI0meHUM ObLI 3a-
perucTpupoBaH 1 ciydail ricuxosa y aeBouku 11 jer,
410 coctaBuiio <1 % B oO1wueii rpymie. [TokasaTesns yaep-
KaHUS Ha Tepamuu depe3 6 u 12 Mmec Tepamnuu

23



PYCCKUN

wssis' IETCKOM
HEBPOAOT UM

B ucciemoBanum S.K. Hwang u coaBt. (2020) cocTaBui
71,8 u 50,5 % coorBeTcTBeHHO. B Haillem HabJi0neHUN
TaHHBIN ITOKa3aresb yepe3 12 mec coctaBmi 78 % — y ae-
teit, 80,6 % — y moapocTKoB, 78,7 % — B 0OLLEi rpyIie
JIeTeil ¥ IoapOCTKOB [16].

B pamkax Haulero HaOJIIOAeHUS MepaMIlaHe]l TIpu-
MEHSJICS Y PE3UCTEHTHBIX K Tepanuu ADI] malyeHToB,
OOJIBIIIMHCTBO 13 KOTOPBIX paHee IIPUHUMATIN MHOXECTBO
conyrctBylomux ADIT Kkak B MOHOTepaInunu, Kak ¥ B KOM-
ouHauuu. [1o naHHBIM MCClIeNOBaHUI, TIPUMEHEHUE Te-
paMIlaHesia B Ka4eCTBe IepBOro JOIMOJHUTEIbHOro ADIT
MIPUBOAUT K CYIIECTBEHHOMY YIYYIICHMIO TTOKa3aTeeit
3(HEKTUBHOCTU U O€30MACHOCTU. DTO OBLIO IMTPOJEMOH -
ctpupoBaHo B pabotre E. Santamarina u coaBt. (2020).
ABTOpBI OlleHUBaIN 3(POEKTUBHOCTb U TIEPEHOCUMOCTh
nepamMIlaHesa B KaUeCTBE NEPBOU TOIIOJIHUTEIbHOMN Tepa-
MU Y TALIMEHTOB ¢ (POKATbHOM SMUIETICUEe U Mauoma-
TUYECKOU reHepaTn30BaHHOM SMMJIETICUEN, TTOTydalOINX
npyrue ADII. TIpoBegeHO MHOTOLIEHTPOBOE PETPOCITEK-
TUBHOE KaTaMHECTUYECKOE UCCIIeI0BAaHUE C JUTUTSIHHO-
CThI0 HaOmoneHus 1 rom. ABTOPHI MPEICTaBUIM aHAIN3
JMIaHHBIX MALIMEHTOB (>12 JIeT), y KOTOPBIX ITepaMIlaHeT
ObLT Ha3HAUCH B KAaYECTBE IEPBOIO JOMOJTHUTEIHHOTO
mmperiapara. B mccienoBaHMM y4acTBOBaJIM ITAllMEHTHI,
Y KOTOPBIX IMPOAOJIKATNCH IIPUCTYIIBI TP MOHOTEPAITHT
ADII 1 otmMeueHa HeadGeKTUBHOCTD <3 ADII B MOHOTE-
parnuu 10 BBeAeHUs repaMnanena. [IpumeHsutach Monesb
MHOTOBapUAHTHOM JIOTUCTUYECKOM pErpeccruu ¢ KOPpeK-
LIMeil Ha 9aCcTOTY W TUII SIIICTITUYECKUX ITPUCTYIIOB, TN~
TEJIbHOCTb 3a00JIeBaHMsI U TUOJIOTUIO armwiencun. M3 149
BKJIIOUECHHBIX B MCCIICAOBAaHKE ITAIIMEHTOB (CPeIHUIT BO3-
pact — 41 ron; 54,4 % nauuMeHTOB — MYXCKOTo 1mosa) 118
(79,2 %) nponosoKaay MPUHUMATD IIepaMIlaHe B KauecT-
Be TIepBOTo AonoHuTeIbHOro ADIT uepes 12 Mec Tepanmu.
CpenHsis 103a epaMIiiadesia coctaBuia 6,2 Mr/cyt. Yepes
12 mec y 45,6 % nauueHTOB OblIa JOCTUTHYTA PEMUCCUST
U ToJIs pecrioHiepos cocTasiia 84,6 %. Ipu cpaBHEHUM
MalMeHTOB ¢ (DOKATILHOM SIUJIETICUE M NINONaTUIeCKOM
reHepaar30BaHHOM ATMWIEIICUEll ObUIY TTOJIyYeHbl 3HAYM-
MBbI€ pa3IMYMs IO YaCTOTE PEMUCCHH, HO HE I10 J0JIe pe-
crnoHIepoB. DPdeKTUBHOCTD IepaMmaHesaa Oblia HIKE
npu KomomHaumu ¢ ADIT — uHnykTopamu (pepMeHTOB™;
HaIIpOTUB, OoJiee BEICOKME MoKa3aTeau 3PPeKTUBHOCTA
ObUIY MTOJIyYEHBI, KOTIA T€ X€ J03bI IepaMIaHesia puMe-
HSUTUCh B KOMOMHAIIMM ¢ MHTUOUTOpaMu (DEPMEHTOB.
Hawnb6oiee yactbie mooouHbIe 3 GEKTHI BKIIIOYAIN TOJIO-
Bokpyxkenue (15,4 %), paznpaxutenbHocts (14,1 %) u coH-
JmBocTh (14,1 %); Ipy 3TOM pa3Ivyus O MEPEHOCUMOCTHI
He HaOJIIoIaach pu KomorHaunu pasHeix ADI. Uccre-
JIoBaHME TT0Ka3aj10 3(PHEKTUBHOCTD U XOPOIIYIO TIepeHO-
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CHMOCTb TIepaMITaHesIa IIPU ero IPUMEHEHUN B Ka4eCTBe
MepBOI JOTIOTHUTEILHOM TepaIinu y IMallieHTOB ¢ Head-
(beKTUBHOCTBIO MOHOTepanuu. KoppeKIins 1035l ITepaM-
IMaHesIa B 3aBUCUMOCTH OT €0 IPUMEHEHUST B KOMOMHALINH
C UHAYKTOpaMM WM MHTHOUTOpaMH (DEpMEHTOB IIEUCHU
MOXET MOBBICUTH 3(PPEKTUBHOCTH JieueHUs [28].

HecMmotps Ha BKJIIOUeHUE B Hallle HaOJloAeHE TIpe-
UMYIIECTBEHHO PE3MCTEHTHHIX K JICUCHUIO MAllMEHTOB
(TrepaMIiaHes He TIPUMEHSUICS B Ka4eCTBE IepBOii JOMOJI-
HUTEIHHOM Teparuy HU B OTHOM M3 CITy4JaeB), TIOJyIeHHbBIC
HaMU TaHHBIE COTJIACYIOTCS C pe3yJbTaTaMU 3TOTO MCCie-
JTIOBAHMSI, TAKXKE OLIEHUBAIOIIETO (P (PEKTUBHOCTD TUTE b~
HOIt Tepanuu nepamnaHenoMm. B uccnenoBanuu E. San-
tamarina 1 coanT. (2020) 1ToKasaTesb yaep:KaHUs 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 nonpoctkoB u 78,7 % (107
u3 136) B o01Lei rpymnme (IeTh U IOAPOCTKH).

B uccnemoBannu E. Santamarina u coast. (2020) uepes
12 mec y 45,6 % nauueHTOB OblIa JOCTUTHYTA PEMUCCHUS
[29]. ¥V HammXx IManMeHTOB peMUCCHUsS TIPUCTYIIOB OblIa
pocturnyta y 27,6 u 29 % neteit u moapoCTKOB COOTBET-
CTBEHHO; 3T0 cocTaBujio 27,9 % B o06lieii rpymme (1eTu
U moapoctkm). B nccnemoBanum E. Santamarina 1 coaBT.
(2020) yepes 12 mec moutst pecrioHAepoB cocTaBua 84,6 %
[28]. Honst pecrioHaepoB (peMUCCHUS UJIN YMEHbBIISHUE
YaCTOTHI ITPUCTYITOB He MeHee yeM Ha 50 %) cpean Hallmx
nanueHToB coctaBuia 80 % neteit u 77 % moapoCcTKOB.

Takum oOGpa3om, HalllK JaHHbIE HE OTJIMYAIUCH I10 T10-
Ka3aTeJIsIM «I0JIsI PECIIOHIEPOB» U «I10Ka3aTeb yaepKa-
HUS Ha Tepanuu >12 Mec», OIHAKO [0Sl MallMeHTOB, 10-
CTUTIINX PEMUCCHHU, OblIa BBIINIC MPU NMPUMEHECHUU
nepaMIlaHesa B Ka4eCTBE MEPBOU TOIIOJIHUTEIbHOMN Tepa-
muu [28] Mo cpaBHEHMIO ¢ Hallleil TPYMIIOi MaleHTOB,
13 KOTOPBIX ITIepaMITaHe]I BO BCeX CIydasx ObUT MOTKITIOUCH
Ha 6oJiee Mo3HEeM ATare JICYEHUSI.

C 00JIBII01 BEPOSTHOCTBHIO MOXKHO ITPEAToJaraTh, YTo
PE3yJBTaTHI JICUCHUSI ITIepaMIIaHeIOM MOTJIA ObI OBITH eIIIe
JIy4ile y HaOJIIoJaeMbIX HAMM TTAIIMEHTOB IIPY BBEICHUU
Iperapara B CXeMy JieUeHUs Ha 0oJjiee paHHMX STallax.

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

1. MapnonaTuyeckasi reHepal30BaHHAas SITUJISTICUSI C Ha-

JINYMEM CYIOPOXHBIX IIPUCTYIIOB.

2. IMaumeHTsl ¢ (OKAJbHOM 3MUWIETICUE ¢ HAaTUJYUeM

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. [TalmmeHTHI ¢ TeHETUYSCKUMU SITICIITUISCKIUMHU 3H-
1edayonaTUsIMU MPY HATUINHI Y HUX TeHEPaT30BaH-
HBIX CYTOPOXKHBIX IIPUCTYIIOB WX (POKAIBHBIX C 9BO-
JIOLMEN B OumjIaTepaabHbIie TOHUKO-KJIOHUYECKHUE
wiu 6e3 Hee.

4. TTanyeHTH ¢ MUOKJIOHUYECKUMU (DOpMaMU STTAJIETI-
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. IlaliueHThl, MMeEIOIIMe IOKa3aHUsl K Ha3HAYEHMIO
repaMIlaHelNa U CTpaaalolie KapauoBacKyJIIpHBIMUI
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 IPOBOAMMOCTD M KOTHUTUBHBIC (DYHKIINH.

B xauecTBe mpuMepa YCIIEITHOTO IIPUMEHEHMUS TIe-
paMmItaHeNa y OeTeil mpeacTaBseM UCTOPUIO OOJIe3HU
Ha0JIF01aeMOT0 HaMM MallMeHTa ¢ (DOKaJIbHOM CTPYKTYp-
HOI 3IMJIEICUEN, Y KOTOPOTO BBEACHUE B TEPAIIUIO O0O-
ITOJTHUTEJIbHBIM IIperrapaToM IepaMItaHesna (B COYeTaHUI
C BaJIBIIPOATOM) B BO3pacTe 8 JIeT MPHUBEJIO 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. Jlyxku c Hos6ps 2016 e. (¢ 5 nem) ¢ duae-
HO30M: CMPYKMYPHAsL (DOKANbHAS 3AMbLAOMHAS INUNENCUS
(G40.2) caesa.

Dmuonoeus: marvghopmayus KOpMUKAaIbHO20 pa3eumus
¢ oauzodendpoenuanvroii eunepnaasuei (MOGHE) 6 3adue-
BUCOHHO-3amblI04HOLL 001acmu caesa. [Ipucmynsi: cencoprole
3pumensHble, 6EPCUBHbLE, (POKANbHbIE AMOHUYeCKUe (UKMANb-
Hble CUHKONDL).

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

Hacaedcmeennocms no snunencuu He oms2oueHa; y om-
ya — cHoxodxcoeHue @ demcmee.

Pannee pazeumue no 6ozpacmy. B nacmoswee 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, Yuanos 2y, ceramol8anue — ONUMeNbHOCbIO
okono 10 mun. Ilpucmyns: 3mo2o muna NOBMoOPsAUCH € Ua-
cmomoii 1 pas 6 200, 3apecucmpuposaro 3 npucmyna 3a 3 eo-
0a, 3-ii npucmyn omau4ancs CO4emaHueM ¢ PBOMoll U 20108HOLL
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001610, nocAeOYIOWUM 00MAKAHUEM, DOABULOL OAUMENbHO-
cmoio (14), nocae npucmyna — CoH.

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

B 4 200a noseuauce npucmynst dpyeoeo muna: 6 600p-
Ccmeosanul (6 pasHoe apems 6 meuerue OHs U ecau Oyounu —
Houblo) 206opum: « Huueeo ne eucy». Bzenso éneped u enpa-
60, HUCMA2M 6 00HY CMOPOHY, 6 CO3HAHUU, OMEe4an Ha
eonpocsl. B danvheiiuiem 3penue 6o apems npucmyna coxpa-
HSA0Cb, HO NOSABUAUCH 3DUMENbHbIe 2ANNOUUHAYUL — YBen -
Hble Kpyeu 6 nesom noae 3peHus. Hnoeda nogopom 2010661
u 2na3z enpago. Bo epems npucmynos moe xooums u 20860pums
(omeeuan c 3adepiuckoil, meonenHo). 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 1amo-
MPUONCUHA 8 COMEeMAaHUU C 0eNaKUHOM 8 C853U C COXPAHSIO-
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 ommene nesemupayemama npucmynsi Cmaiu pedice,
a npu cHuxicenuu 003vl denakuHa 00 npedvidyujeil 003bl
(600me/cym) npucmynst npekpamuauce ¢ okmsaops 2016 e.
Pemuccus coxpansnace 2,5 eoda Ha ¢hone npuema 6anrvhpo-
ama 700me/cym. B éo3pacme 8 nem, b6e3 uzmenenus mepa-
nuu, 6110 OMMeUeHO CHUJICEHUEe 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, onumenvHocms — om 1 0o 4 muH.

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

B nespoaoeuneckom cmamyce: uepentole Hep8vl — Ne2Kasl
nedocmamournocms VII, XII cnpasa. Motweunboiii 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-
200eHOpoenuanvroll eunepnaasueil creea (MOGHE) (mun
amomanuu, pavee Haubonee yacmo onucvieaemoil kax PKI)
8 3a40HesUCOHO-3amblA04HOL obracmu (puc. 1).

Anaauz dannvix BOM. [Ipu panee nposedennvix BOM
6 000pcMBoBaHUU — NepUOOUUEeCKOe PeUOHANbHOe HepUum-
Muyeckoe 3amedaeHue, 8pemMeHamu npUHUMarouee xapakmep
NPOOOANCEHHO20, NO NBbIM 3A0HEBUCOUHO-3AMbLIOYHBIM OM -
sedenusm. Bo cre 6 cmpykmype 3ame0neHus pecucmpupy-
romcest uacmole paspaodbl cnaikog, NOAUCHAUK08, 4 MAaKice
LAFA (sapuaum FEDOILS — uacmole snurenmugopmHoie
paspsdel 6 cmpykmype nepuoouteckoeo 3ameonerus). OcHos-
HAsl 30HA AOKAAU3AUUU SNUAENMUGOPMHOU AKIMUBHOCU —
T5—P3 (puc. 2).

B3M Ha ghone cpviea pemuccuu, 8 6ospacme 8 nem: npo-
0049iCeHHOE Hepe2yAsapHOoe, 8PeMeHaMU PUMMUUHOe, 3aMe0-
JIeHUe N0 1e8bIM JOOHBIM OMEEOeHUSIM, ¢ PACNPOCHPAHEHUEM
Ha Ae6ble GUCOUHbIE 0MEEOeHUS ¢ BKAKUEHUEM OCIPbIX GOAH
60 che. B meuenue uccaedosanus orumenvrnocmoio 24 u
6 b00pcmeosanuu u 80 cHe 3apeeucmpupogaro 49 npucmynog
6 000pcmeoeanul U 60 CHe, NPEUMYULECIMEECHHO 80 CHEe —
C Ha4anoMm ¢ 1e8bix 3amuli04HbIX omeedeHuil (makcumym O1),
¢ BHE3ANHBIM OMKDPLIGAHUEM U OMEeOeHUeM 2143 6NPAgo.

aTAe0N Kmm

Puc. 2. llayuenm K. Jluaenos: cmpyxmypnas goxanvras 3ameirounas snunencus (G40.2) caesa. Dmuonoeus: marsgopmayus KOPMUKaIbHO20 pa3eumus
¢ onueodenopoanuanvroil eunepnaasueii (MOGHE) 6 3a0uesucouno-3amulnounoil ooaacmu caeea. Daekmposnyedanroepaghus, con: nepuodusecKoe Hepum-
MuuHoe 3amednenue 6 omeedenusx TS—P3. Yacmoie snurenmughopmmoie paspsaovt (MOAUCNALKU, KOMNACKCbl NOAUCNATIK—B0AHA) 8 CMPYKIYpe Hepe2yasp-
HO020 3amednenus, ¢ MaKcumymom ¢ omeedenuu TS

Puc. 1. llayuenm K. Jluaenos: cmpykmypHas (hoKanbHas 3amulA0MHAs SNU-
sencus (G40.2) cresa. Dmuonoeusi: Marbopmayuss KOPMUKANbHO20 PA36U-
mus ¢ oaueodenopoeauanvhoil eunepnaasueii (MOGHE) 6 3adnegucouno-
3amolaounoli  obnacmu caeéa. Maenumno-pe3onancuas momoepaghus,
KOPOHApPHbLIL cpe3: 601bULas 30HA ¢ HAPYUIEHHOI CyabKayuell u Omcymcmeu-
eM YemKoll epaHuybl MeAcoy OenbiM U CepbiM 6elyeceom 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
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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
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Panee 6 dunamuke kKoucyasvmuposan npogh. Xoavmxay-
senom (lepmanus). Ilayuenm s6asemes kanduoamom Ha npe-
Xupypeuueckoe obcaedosanue, 00HAKO NPU OMCYMCcmeuu
npucmynog u nepedpoca snuienmupopmMHoi aKmueHoCmu
Ha DII pexomendosarvl HabawoOeHUe, MeOUKAMEHMO3HAs
mepanus. Pexomendosano noddepiicueams KOHYEHMPAYULO
6anvnpoesoil kucaomsl Ha ypogre 70—80 mxe/ma.

[losmopHo KoHcyabmuposar (koHcuauym ¢ npogh. Xoavm-
xaysenom, lepmanus) 6 éo3pacme 8 1em @ C833U CO CPbIGOM
pemuccuu.

B céa3u ¢ npodoaxcenuem 4acmuix npUCMyno8 nocie
yeeauterus 003vl ganrvnpoama do 1000 me/cym 6bin0 pexo-
MEHO0BAHO 88edeHUe BMOPbIM NPENAPAMOM NEPAMNAHENd.

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

Ilpu esedenuu nepamnanena é dose 6 mMe Ha HOYb NPU-
CMynbvl NPEKPamuaucs.

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

BOM na ¢one npuema nepamnanena: evipaiceHHas no-
A0AUCUMENbHASL OUHAMUKA NO CPABHEHUI) C NPedblOyUUM UC-
cnedosaruem (6 8 nem, do esedenus nepamnatena). nunen-
muyeckue npucmyns. omcymcemeyrom, III-nammeprol
NPUCIYRO8 He peUucmpupyomcs.

Ilepuoduuneckoe 3amednenue 6 1e60ii UCOUHOU 0OraCMU
¢ GKAIOUEHUeM eOUHUUHBIX CNALIK08 6 000PCMBOBAHUU U NUK -
B0AHOBOU AKMUBHOCIU 80 CHE NO N€8biM N0OHO-8UCOUHBIM
omeedenusM.

HHdekc snunrenmugopmHoil akmueHocmu HU3Kuil (3Ha-
YUMEAbHO CHUZUACS NO CDAGHEHUI) C NPedblOYUUM UCCAL00~-
eaHuem).

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

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

3aknoueHue

ITpoBeneHHbI HAMU aHAIW3 JAHHBIX NALIMEHTOB JIE€T-
CKOrO0 U IOAPOCTKOBOIO BO3pacTa, MoayJyarouiyx nepamria-
HeJI, MIOAYEPKUBAET BEICOKYIO 3(P(HEKTUBHOCTH 1 XOPOIIIYIO
MEePEHOCUMOCTb MepaMIaHesia He TOJIbKO Y MOJPOCTKOB,
HO My JIET€N B YCJIOBUSIX peaIbHOU KIIMHUYECKOM IIPAKTH-
KU, B TOM 4YHMCJie B HU3KOM m03¢e 2—4 mr/cyT. [TokazaTenu
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3((HEKTUBHOCTU U TIEPEHOCUMOCTH TIepaMIlaHesIa ObLIN
CXOIHBIMM y A€Tel U IMOAPOCTKOB: PEMUCCHsI IIPUCTYIIOB
ObL1a qocTurHyta y 27,6 u 29 % neteii 1 HOAPOCTKOB CO-
OTBETCTBEHHO; I0JIsI IIALIMEHTOB C YMEHBIIEHUEM YaCTOThI
rpuctymos Ha 50 % u 6onee — 52,4 % nereit u 48,4 % non-
POCTKOB; BBICOKasl TeparneBThdeckas 3(PQPeKTUBHOCTD
(pemMuccust WM yMEHbIIIEHYE YaCTOThI IIPUCTYIIOB HE MEHee
yem Ha 50 %) — 80 % meteit u 77 % moapoctkoB. YacToTa
mo6ouHbIx 3¢ dekroB cocraBmia 30,5 % y nereit u 29 %
y TAalIMEHTOB ITOIPOCTKOBOTO BO3pacTa, a YaCTOTa OTMEHBI
repamiaHesia B CBSI3U C MpobIeMaMy IIEPEHOCUMOCTH —
9,5 % y nereii u 16,1 % y ogpoCTKOB.

B Halllem aHanu3e [0JIs1 peCIOHAEPOB (MalMeHTOB
C BBICOKUM TeparieBTUUeCKUM 3(P(PeKToOM — peMuccueit
WIM yMEHbIICHUEM 4YacTOThl MPUCTYIIOB HE MeHee
yeM Ha 50 %) B oOlieil Ipymie y AeTeil U MOAPOCTKOB
cocraBuia 79,4 % (108 u3 136), a peMuccusi IPUCTYIIOB
ObL1a gocturHyra B 38 (27,9 %) ciayvasix u3 136. BaxHo
OTMETUTh, YTO Mbl AHAJIM3UPOBAIIN [IOKA3ATE/IU, [IOTyYECH-
Hbl€ IIPU JJIATEIbHOMI Tepanuu (10 6 JeT).

CrenyeT y4YuTbIBaTh, YTO BBICOKME IMOKa3aTeau 3(-
(beKTUBHOCTU ObUIM IOJY4YE€HBI, HECMOTpPSI Ha y4acTue
B MCCJIeIOBAaHUHU MALMEHTOB, PE3UCTEHTHBIX K paHee IIpo-
BoauMoii Teparuu ADIT.

BBenenue nmepaMiiaHesia B IMOJMTEpaIllMU IIPUBEIO
K MCYE€3HOBEHUIO SMUICNTUMOPMHON aKTUBHOCTHU
Mo JaHHBIM DT MM K 3HAYUTEJTBHOM PEAYKIINY MHIEK-
ca 3amwIenTU(OpMHOI aKTUBHOCTH Oosiee ueM B 1/3 ciry-
4aeB.

Haiuu pe3yibraThl IOKa3ajiu, 4To IepaMIIaHesl BbICO-
K03(pDEKTUBEH Y IMAIIMEHTOB CO CTPYKTYPHO STIUJICTICH-
el 1 HEKOTOPBIMU (DOpMaMU TeHETUYECKOM DITUIICTICUU.

[Mokazaresb yaepKaHusl Ha Tepaluy nepaMIiaHe oM
>12 mec ObUT BBICOKUM U cocTaBu 80,6 % B rpyiiie momi-
poCTKOB, 78 % B rpyIlle AeTeil, a B 00LLel IpyIIe AeTei
1 oapoctkoB — 78,7 % (107 u3 136).

Bricokuii 1oka3sartelib 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 (0QHOKPAaTHO
Ha HOYb).

C y4yeToM y4yacTus B JTaHHOM HAOIIOACHUU TOJBKO
MALKUEHTOB C PE3UCTEHTHBIMU (hOpMaMU SITMICTICUI MOX-
HO IIpeAIojararth elie 0ojiee BHICOKYIO 3(h(MEeKTUBHOCTD
repamIiaHesia B CJIlydae ero IpuMeHEHUsI B KaueCTBe Ipe-
naparta nepBoii JONOJHUTEIbHON TepaInu.

27



PYCCKUN

wssis' IETCKOM
HEBPOAOT UM

4

Ilpuaoxncenue
Supplement

Pacnpenenenue nayueHToB B rpynnax no 3TMoJIoruu snunencuun

Ipynna I. ¥ nanueHTOB A€TCKOro Bo3pacta ObLIu Av-
arHOCTUPOBAHBI CIIEAYIOIINE (POPMBI STTUIIETICUN:
1) cTpyKTypHas (poKanbHasI SNUICTICUS — 42 MAIlMEeHTOB:

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

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

* TIOCJICACTBUSI TEPIIETUICCKOrO dHIIedanuTa — 7 ma-
LUEeHTOB; B 1 U3 3TUX ciydaeB ObLia OOHapyXeHa
myTaius B reHe CEB (acconmmpoBaHHAsI ¢ UMMYH-
HBIMU HapyIICHUSIMH U TIPEAPACIIONOXEHHOCTHIO
K MH(EKIIUSIM ¢ MopakeHueM HEPBHOM CUCTEMBI),
TaKUM 00pa3oM, JaHHBIN clydail UMes IPearioao-
KUTEJIbHO TeHETUYECKYIO IIPUPOY;

* TIOCJICACTBMS MEepUHATAIbHON 3HIedanronmaTum —
29 manneHTOoB;

* TIOBTOPHBIC OCTPBIC HAPYIIIEHUS MO3TOBOTI'O KPOBO-
0o0palIeHUsT HEU3BECTHOM PUPOIBI — 2 MALIMEeHTA;

2) TeHeTHYeCKasl M TIPEAIIOJIOXUTEIbHO TeHeTUYeCcKast

SmIercus — 48 marnueHToB:

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

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

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

— TeHeTHYeCcKas 3IWICTICHsI, BbI3BaHHASI MyTallei
Brene PCDH19, — 2;

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

— TeHeTUYeCKasl SIUJICTICHS, OOYCIIOBJICHHASI MyTa-
nuei B reHe PING (MUOKIIOHMYECKHE aOCaHCHI,
HOYHBIC TOHUYECKME 1 OMIaTepaibHBIe CyT0POXK-
HbI€ IPUCTYIIBI), — 1,

— TeHeTHYeCcKas 3IWICTICHsI, 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 eXXeTHEBHBIC, PE3UC-
TEHTHBIE K Tepanun), — 1;

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

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

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

— TeHeTHYecKasl SIIeTnicus Ipu cuaapoMe Kiaii-
HpenbTepa 47, XXY — 1;

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

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

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

— TeHeTHYecKasl SIUJICTICHUS, CBSI3aHHAs C MyTalll-
eit 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 SIUJICTICHS, CBSI3aHHAs C MyTalll-
et GNAO, — 5;

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

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

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

4) srIericusl HEYCTaHOBJIEHHOM 3TUOI0TUY — 12 matm-
eHTOB (IpU MpOBeIeHUN BblcOKOopa3peluatouiein MPT
1 PacIIMPEHHBIX TeHETUICCKUX MCCIeI0BAaHNI 3THO-
JIOTUsI He OblJ1a yCTAaHOBJICHA).

Ipymna II. Y naunreHTOB NOAPOCTKOBOTO BO3pacTa Obl-
JI AMarHOCTHUPOBAHBI CJIeAYIONINe (POPMBI STTUAJICTICUN:

1) crpykTypHas (poKaabHas SMUICTICHsI — 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 IIOJUMUKPOTUPUS — 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 3TUoorTust) — 1;
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2) TeHeTHYeCKasl M TIPEAIIOJIOXUTEIbHO TeHeTUIeCcKast TIPUCTYIIBL: (hOKATbHBIC BEPCUBHBIEC, C OCTAHOBKOI

smierncusd — 13 manueHTos:

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

AKTUBHOCTH, OMJIaTepaIbHbBIE CYTOPOXKHBIC, MU~

OKJIOHMYECKHE, KOPOTKME TOHNIecKue) — | ma-
LIMEHTKA;

— cuHapoM JIpaBe, rTeHETUYECKMIT BeprUDUIIMPOBaH- * TMIPEATIOJOXUTEIbHO TeHETUYECKHE SIICIICUN

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

— cuHapoM Jladpopsr — 1;

— TeHeTUYeCKasl SIUJICTICHSI, OOYCIIOBJICHHAS MyTa-

ueit MECP2, — 1;

— XPOMOCOMOTIATUM — 3 MallMeHTa: 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-

(reHetnueckasg ¢dokanbHasg JoOHasg

SOujercus) — | MalueHTKa; B) MUKPOICICITUS

16p11.2 (reHetuyeckast oKaabHas SIUIEIICHSI,
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Hue nepammnanena (PaiikoMIibl) B aede-
HUY 3MUIeTicuu (ombIT MHCTUTYTA IeT-
CKOI HEBPOJIOTUY U SITUIICTICUU UM.
Caarurenst Jlyku). Pycckuit xxypHain
netckoit Hesposioruu 2014;9(4):14—9.
[Mukhin K.Yu., Pylaecva O.A. Perampanel
(Fycompa) for treatment of epilepsy

3THOJIOTUH, TIPEIIIOIaraeTCs PoJib MyTallliH B Te-
He TBCID24 — 1;
— TIPEATOJIOKUTEIbHO TeHEeTUYeCKasl SITICTICHS
¢ OmnaTepaJbHBIMU CYIOPOKHBIMU ITPUCTYIIAMU
M CTaTyCOM MMOKJIOHMYECKUX a0CaHCOB, IIPEIIIO-
JlaraeTcs poJib MyTaiuu B rene GABRB3, yHaclie-
JIOBaHHOM OT oTua, — 1;
* IIPEAIOJOXUTEIbHO TEHETUYCCKHUE OIMICIICUN
(c HEYCTaHOBJICHHOI 3TUOJIOTHEH) — 2 TTAlIMEHTA.

(experience of the Svt. Luka's Institute
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KOHTaKTHhI:

Oner BanepbeBuy benses epileptic-center@mail.ru

l[eHeTnyeckas okanbHas BO3pacT3aBuCKUMas anunencus coctasnset 25 % cpepu Bcex Gopm y feteit ¢ ahebpunbHbIMU
NPUCTYNaMu U ABASETCA reHeTUYeCKU-JeTePMUHUPOBAHHON NOKaNU3aLMOHHO-00yCN0BNeHHOI hopMoit. OCHOBHbIM nar-
TEPHOM MEXMPUCTYMHOW NaToNOrMYECKO aKTUBHOCTU ABAAIOTCA [JOOPOKaYeCTBEHHbIE 3NMAeNTU(HOPMHbIE Pa3paabl feT-
CKOro BO3pacTa B LiEHTPabHO-BUCOYHbIX OTBELEHUAX NPU PONAHANYECKON GOopMe U C NoKanu3auueii B 3aHEBUCOYHO-
TEMEHHO0-3aTbIIOYHbIX OTBEAEHMAX NpW 3aTbiNoyHOW ¢opme. C uenblo OUeHKWM 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 HE3aBMCMMO OT NONa M BO3PACTa NaLMEHTa, NoayYaemoil Tepanuu
351eKTpo3Huedanorpadmyeckn peructpupyetcs pasHoobpasne noKanu3auum 30H NaToa0rMYecKoil akTUBHOCTY KaK B fie-
GloTe 3a60/1€BaHMs, Tak U Yepes rod HabIOAEHNSA, a TAKIKE MUrpaLUs LAHHO aKTUBHOCTY.

KnioueBble cnoBa: anunencus, hokanbHas BO3pacT3aBUCKMas ANUIencus, SNeKTpoaHLedanorpamMma, o6poKayecTBeHHble
anunentuhopmHbie paspsabl AETCTBA
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JIOTUYECKOi aKTUBHOCTM B AMHAMUKE NPy 06POKaYeCTBEHHbIX BO3PACT3aBUCHUMBbIX JIOKANU3aLUOHHO-06YCNOBNEHHBIX hOp-
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
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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 JIOKAJIM-
3aIIMOHHO-00YCIOBICHHYIO (DOPMY SIMIJICTICUN C YaCTOTOM
BcTpeuaeMocTu 25 % y neteit ¢ abeOpUIbHBIMY CYI0PO-
ramu (benign childhood seizure susceptibility syndrome,
BCSSS) [15—17].

Hnsa BCSSS xapakTepHBI 0011I1e KITMHUIECKIE TIPU-
3HAKU 1 3JIeKTpo3HIIehaTorpadudeckue (DII') xapakTe-
PUCTHUKMU:

1) Bo3pacT3aBUCMMOE HavaJo;

2) HOPMaJIbHBI HEBPOJOTMYECKUIT CTaTyCc peOeHKa,
HOpMajbHOE IICUXOMOTOPHOE pa3BUTUE 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
HelpoBU3yaIn3aluy (MarHUTHO-PEe30HAHCHOM TOMO-
rpaun).
®okanbHasI 3MIIETICHS TeTCKOro BO3pacTa ¢ ILIeHT-

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

DokasbHAS SMITEINICHS TI€TCKOT0 BO3pPacTa ¢ HeHTPATb-
HO-TeMITOPAJIbHBIMHE craiikamu, wm PO. D10 ogHa u3 Ha-
nboJiee 4acThIX (GOpPM SMUICIICUM JETCKOTO BO3pacTa.
PacnpoctpanenHocts — 21 ciyyait Ha 100000 yenoBek
3I0POBOTO JIETCKOro HaceseHus. B 75—85 % ciy4aes Bo3-
pact HavaJja Kojebnercs ot 1 1o 14 yet; yaiie Bcero 3a00-
JieBaHue HaunHaeTcst B 6—10 sier. 1o oy nipeoGianaroT
MaJIbuuKH [7]. XapakTepeH NperuMylleCTBEHHO ayTOCOM-
HO-IOMHWHAHTHBIM TUN HacJIeHOBaHUS, UMECTCS 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.

Kimnuyeckas kapruna. [1pucTynibl enMHUYHBIE, Pell-
K€, KOPOTKHE, Yallle BO CHE (ITPeUMYIIECTBEHHO IIPH 3a-
CBHITTAHUM Y IPOOY>KIECHNN ) ; TIPYCTYITBI B COCTOSTHUN OOIp-
CTBOBAHMUSI BCTpEUaloTCs y MalmeHToB ¢ PO He Oolee
yeM B 10—15 % cayuaes |[7]. HauGosee TUIIMYHOE HAYalI0
IIPUCTYIIOB C COMAaTOCEHCOPHOII ayphl: OHEMEHME, TTOKa-
JIBIBaHUE B 00JIACTH TJIOTKH, SI3bIKA, IECHBI C OTHOI CTO-
poHbl. Tunbl npuctymnoB: remudaunanbusie (37 %),

(apunropanbHbie (53 %), 6paxuodanmanbhbie (20 %),
TreMHUKJIOHMU, BTOpUYHO-reHepaim3oBaHHble (20 %). [Tpu-
CTYIBI COIMPOBOXIAIOTCS TUIIEPCATUBALIUE, aHAPTPUEH,
«OYIBKAIOIINMU» , «XPIOKAIOIIMMMI» 3ByKamu [3].

Hesposormyeckuii craryc y nereii ¢ PO B Hopme, of-
HaKO HepeIKO MOTYT BCTPeYaThCsl KOTHUTUBHEIC, PEUCBBIC
U MOBeJeHUYeCKe HapylieHus [3, 13].

DnekrposHnedarorpamvma. OCHOBHBIM ITATTEPHOM MEXK-
MIPUCTYITHOM MAaTOJIOIMYECKON 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 — MeJUIeHHasI BOJIHA, cxoxue ¢ KoMruiekcamu QRST
Ha 3JIeKTpOKaparorpaMMe, UMEIOIITNEe TCHACHIINIO K TPYII-
rupoBaHuio |7, 16]. JlaHHbIE KOMIUIEKCHI MOTYT HAOJIIONATh-
¢S KaK YHWIATepaJbHO (OOBIMHO KOHTpAIaTePaIbHO TeMM-
(armanpHBIM IPUCTYIIAM), TaK 1 OmnatepaibHo [7]. Takke
OTMEYAeTCSl MUTPAIUS SIUICITU(GOPMHON aKTUBHOCTHU
C perucTpalyeii ee To Crpana, TO cJieBa (TaK Ha3bIBaeMBII
shift), 4To He CBUIETENBCTBYET O IIPOrPECCUPOBAHNM 0OJIE3-
HM; BO3MOXKHO MCYe3HOBEHUE U TIOSIBJICHIE SITICIITH(OPM-
HOI1 aKTUBHOCTH BHOBb ITpH TTocieaytomumx DD -nccieno-
BaHmsIx [ 3] (puc. 1, 2). Hepenko Bo BpeMst pyTMHHOI 3aITUCH
D3OI snunentudopmMHast aKTUBHOCTh HE pEerMCTPUPYETCs
[3], a xapakTepHbIe IIEHTPaIbHO-POJAHINYECKIE CITaiiKI
BBISIBIISIIOTCS TOJIBKO BO cHe [12]. [ToaTomy ripoBeeHIe BU-
n1e0-DD -MOHUTOPUHTA BO BpeMsI CHA SIBJISIETCS 00s13aTe b~
HBIM METOJIOM O0C/IeIOBAHMSI.

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

Haubosee moaHoe ucciaenoBaHue MPUCTYITHON (MK-
TaJbHOI) IMaTOJOrMYECKUI 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 YMEHBbIIIa-
IOIIMECS] TT0 YaCTOTE TT0 Mepe TIPOIOLKEHNS pa3psina;

2) ObICTpast aKTUBHOCTb, IIEPEMEXKAIOIIASICSI C OCTPHIMU
BOJTHaMU, HapacTarolasl 1o YacTOTe M aMIUIUTY/IE;

3) MoHOMOpP(pHAs TeTa-aKTUBHOCTb, HapacTaloas
10 aMIUIUTYIe ¥ YMEHBIIAIOMIAsICs 10 YacTOTe;

4) perMOHAJIbHOE MaNeHUE aMIUIATYIbI OMO3JIEKTpUIC-
CKOI aKTUBHOCTH C MOCJEAYIOLIAM TOSIBJIEHUEM O -
HOTO M3 3 BBIIIECTICPEUNCICHHBIX BAPUAHTOB UKTaJIh-
HOW aKTUBHOCTH.
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Puc. 1. Budeosrexkmpoanyeganoepagpuueciuii monumopune nayuenmiu 9.aem ¢ ouaeno3om poaanouueckoi snunencuu. Bo 11 cmaduu mednennoeo cha 6 100H0-
YEHMPANbHO-BUCOHOL 001ACMU RPABOIL 2eMUCHEPbI PEUCPUPYIOMCA C2PYRAUPOBAHHbIE CRALIK-B0AHOBbIE KOMAACKC b

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
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Puc. 2. Ta xce nauyuenmra 6 6ozpacme 10 nrem, Ha ghore npuema anmusnuisenmuueckux npenapamos. Juaenos: poaanduyeckas snusencus. Ha anexmposn-
ueghanozpamme 6 hoHOB0I 3anUCU 8 MEMEHHOL 00AACMU Ne601L 2eMUCHePbl PeUCMPUPYIOMCS PeOKUe U30AUPOBAHHbIE KOMAACKCbl OCMPAS—MeONeHHAs 60IHA

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

YV GOJIBIIIMHCTBA MALIMEHTOB UKTaIbHbBIE DD -mmarrep- JloOpokayecTBeHHAS JeTCKAs 3aThLIOYHAS SIIJIEICHS,
HBI BApbUPOBAIN OT IpHUcTyna K mpuctyiry. He 6su10 or-  mimm CII. DT0 Bo3pacT3aBUCHMBIN CUHAPOM (hOKATbHOMU
MEUYEHO YETKOM KOPPEISLIUY Pa3IMYHbIX TUIIOB IIPUCTYIIOB  MAMONATUYECKOM SMUIETICUH, IIPOSIBIISIOLINICS (pOKaIb-
y O0onbpHBIX PO ¢ ompeneneHHBIMU UKTAIbHBIMU DBI-  HBIMU, TJIaBHBIM 00pa3oM aBTOHOMHBIMU (BEreTaTHUB-
narrepHamu [7]. HBIMHU) TIPUCTYNAaMU, aBTOHOMHBIM (BETeTaTHUBHBIM)

w
w
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CTATbWMN



34

PYCCKUN

wssis' IETCKOM
HEBPOAOT UM

SIWIEHITUYECKUM CTATYCOM, UTO SIBJISICTCSI YACTOM IPUYK-
HO¥ pa3BUTHUS He(PeOPUIIBHOIO OECCyIOPOKHOTO cTaTyca
y neteii [18].

ITo ganneM C. P. Panayiotopoulos, cuHAPOM BCTpeya-
ercd ¢ yactoToit 2—3 ciayvasa Ha 1000 B oOuIeil 1eTcKoit
TTOTIYJISILIMY U COCTaBJIsieT 6 % Bcex ciydyaeB aheOpUITbHBIX
MPUCTYIOB y aeteii ot 1 roga no 15 et (um 13 % ade-
OpMWIbHBIX IIPUCTYIIOB Y AE€TEl B BO3pacTe OT 3 10 6 JieT)
[18]. CuHapoM OIMHAKOBO YaCTO BCTPEYAETCS Y MATbUUKOB
U I€BOYEK, XOTSI HEKOTOPbIE MCCIIEA0BATEIM CYMTAIOT,
YTO OH yarile HabmonpaeTcd y aeBouek — 2:1. C.P. Panayioto-
poulos 1 COaBT. MPEATIOIAraroT, YTO YACTOTa BCTPEYAeMOCTH
CUHIPOMA MOXKET OKAa3aThCsI BBILLIE, €CJIM YYUTHIBATD CIy4an
C aTUMYHBIMU MPOsIBJIeHUSIMH [18].

Druonarorene3. BepositHee Bcero, CIT — reneTnuecku
JIeTepPMUHUPOBAHHAS SIIWIIEIICHSI, XOTsI B HACTOSILLEE Bpe-
Msl He HalIeHbl ONpeae/ieHHbIe TeHbI U JIOKYChI 3a00J1e-
BaHus. HacjiencTBEHHOCTD 110 3MIUJIEIICUM, 110 JaHHBIM
pa3HbIX UCCIEI0BAHMI, MOXET ObITh OTsroieHa 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 IIPOIIECCOM ee co3peBaHus [5, 9].
C.P. Panayiotopoulos 1 coaBT. IIpeAIIoNaramT, YTO B OIlpe-
JIEJIEHHOM BO3PACTe «CyIOPOKHBII 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 TEUCHUSI SITIICIITUYECKUX IIPU-
crynoB y mauueHToB ¢ CIT [11]:

— TOJIBKO BEreTaTUBHbIE CUMIITOMBI WJIA BereTAaTUBHBII
cratyc B 10 % Bcex ciiy4yaes;

— 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 1 IpyTHe BereTaTUBHBIE CUMIITO-

MbI: U3MEHEHME LIBeTa KOXHBIX MOKPOBOB (0Jem-

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

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

POHBI AbIXaTeIbHONI (HeperyaspHoe AbIXaHUE, am-

HO3) U CEPACUYHO-COCYIUCTOM CUCTEM (TaxXMKapaus),

4

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

(3 %), u3smMeHeHe IBUTATEIbHBIX (DYHKIIMI KULIEY-

HMKa, TAKXKEe BO3SMOXKHBI HAPYILICHUS TEPMOPETYIISIIIAN

(BcTpeyalorcst peiko — B 2 % cilydaeB) — IOBbBILLCHLE

TeMIIepaTypbl KaK B Hayajie IPUCTyNa, TaK U ITOCe

Hero. Penxko HabogaeTcs mojiHasi OCTaHOBKA cepilia,

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

CTYIIa Y BCEX MaIlMEHTOB MOJIHOCThIO BOCCTAHOBIWIACH

cepievHast NesiTeIbHOCTh. BereTaTUBHBIN SMTMIICITH-

yeckuit cratyc (OOBIYHO HE COIIPOBOKIAIOIIMIACS

CyIOpOraMi) pa3BUBACTCS B PSAKMX CITydasix, ITPOIOJI-

JKUTEJIbHOCTh MPUCTYIIA B 3TOM CJIydae COCTaBIISICT

6onee 30 MuH;

— JIeBMALIMS TJIa3 — TAaKOM Xe€ pacIpOCTpaHECHHBIN
CHMIITOM, KaK pBOTa, OH BCTpPEYaeTCsl 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 IIPUCTYyIa CO3HAHUE
OOBIYHO COXPaHEHO, MPHU HaJbHEHIIeM pa3BUTUU
npucTyna oHo HapyuaeTcs B 80—90 % ciaydaes. [Tos-
Hasl TIOTepsl CO3HAHUS XapaKTepHa UISl CyTOPOKHBIX
MIPUCTYIIOB, KOTOPBIE pPa3BUBAIOTCS BO BpeMs CHa
U TIEpeXOMsIT B SMUICIITUUECCKMi cTatyc. Bo Bpems
JMHEBHBIX IIPUCTYIIOB CO3HAHME HAPYIIIaeTCsl OOBIYHO
TTOCJIe Pa3BUTHSI BETeTATUBHBIX CUMIITOMOB U M3ME-
HEHUS TTOBEACHMUS;

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

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

HespoJiornyeckuii cTaTyc OObIYHO B MPeaeaax HOPMBbI.

Jlannbie HeiipoBudyamm3anuu nereit ¢ CII oObraHO
B IIpeesiax HOPMBI.

DnexTposnnedasorpamma. HecMoTpst Ha T, 9TO B 60JTB-
IIHCTBE CIIy9aeB PETUCTPUPYIOTCS 3aThIJIOUHbBIC CIIANKH,
Y 3HAYMTEIbHOTO YHMCJIa MAlIMEHTOB OTMEYArOTCS CITaKu
B IPYIUx 00JacTsIX (BO3MOXKHO B 2 1 60Jiee), Habmoaa-
IoIIIMecs B pa3Hble TIEPUOIbI BPEMEHH WJIU OTHOBPEMEH-
Ho [11]. MexmpucrynHas (MHTepUKTaJbHasl) pyTUHHAS
D0I'B 10 % ciiyyaeB — B IpeeiaxX BO3PACTHOM HOPMBbI.
Y 90 % nauueHTOB B 3aTbLIOYHbBIX OTBEACHMSIX PErM-
CTPUPYIOTCSI OCTPBIC BOJTHBI, BHICOKOAMIUTUTYIHBIE KOM-
IUIEKCHI OCTpast — MeUICHHAsI BOJIHA, MOP(hOJOTrnIecKu
coorBeTcTBylomue JADPI. Pexe snunentudopmuas
AKTUBHOCTb PETUCTPUPYETCS B IIEHTPaJbHO-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 JIOKQJIM3AIlMsI CIIaiiKOB HE OIPEeAC/ISIIOT KIMHNICCKIE
MPOSIBJICHUS (YACTOTY M TSDKECTh IMPUCTYIIOB) M IIPOTHO3
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Puc. 3. [layuenm 4 aem c duaenosom cundpoma Ilanaiiomonynoca. Ha anexkmpoonyepanoepamme 6o 11 cmaduu mednennoeo cha 6 3amuinounoll obnacmu
npasoii eemucgepsl pecucmpupyomcs cepynnupo8anHbsie 3amuli04Hble CNAUKU, KOMAACKCbl OCMPasi—MeONeHHAs 80NHA

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: cundpom Ianaitomonynoca. Ha
anekmposnyeganoepamme 6o Il cmaduu mednennoeo cHa 8 3a0HEBUCOUHO-3AMBIAOMHOI 00AACMU NPABOU 2eMUChepbl pecUcmPUPyIomcs cepynnupo8aHHble
cnaiiku, Komnaekcsl ocmpas—medaennas 6oana. Hezasucumo 6 3amuinounoll obaacmu 1egoil eemucgepsl pecucmpupyomes: U30AUpoOBaHHbIe 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 ciyyaeB Ha MeX-  KallbHbIE CIIAMK-BOIHOBbIE KOMIUIEKCHI, MIEHTUYHbIE II0 MOP-
npuctynHoit D3I MoxxHO 3apUKCHpOBaTh CBoeoOpasHyo  domoruu (coned-like — KOHycoOOpa3HbIe KOMIUIEKCHI) [18].
SMWJIETITUYECKYI0 aKTUBHOCTh — ITOBTOPHBIE MYJIBTH(O- IIpu pyrunnoit D3OI sTa maronornyeckas aKTUBHOCTb,

w
(9]
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MO-BUAMMOMY, BO3HHUKAET OMHOBPEMEHHO B pa3HbIX MECTaX
(YHM- I OMJIaTepajibHO), HO OOBIYHO OHA BTOPUYHO aK-
TUBUPYETCS I'€HEPATOPOM MEPBUYHOM IMATOJIOTMYECKOM
AKTUBHOCTH, UCXOMSILIEH 13 3aIHUX OTAEJIOB IOJOBHOTO
Mo3Ta. MOoXeT co3IaThCsI BIIeYaTICHUE O TeHePaIM30BaH-
HOM pa3psijie Wi BTOPUUHOM OniaTepaabHOM CUHXPOHU-
3auu. B 4 % ciydaeB BCTpe4aloTCsi KOPOTKUE TeHepasiu-
30BaHHbIE Pa3PSIbI.

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

Iexs HacTOSIIIETO MCCAETOBAHMS — ICTATHHBII aHATIN3
DOT-nposBiIeHNT y TTAIIMEHTOB ¢ TeHETUYECKUMHU (PO-
KaJIbHBIMU SMUJIETICUSIMU IETCKOTO BO3pacTa.

Marepuanbi u meToabl

Hamu 66110 MpoBeeHO PETPOCIEKTUBHOE UCCIIEI0BA-
HUE TPYIIIBI TALeHTOB, HAOIIOAABIIMXCS B MEAULIMHCKOM
nentpe «dnullenTp» . Boarorpanga ¢ BrepBbie yCTaHOB-
JIGHHBIM JMarHO30M F'eHeTUYECKOM (DOKATbHOM SMIMIeTICun
netckoro Bo3pacra B niepuon ¢ 2017 mo 2018 1., ¢ mocneny-
IOLIEH OLIEHKOM KaXIIOTO CIy4as 4epe3 roa IMHAMUYECKO-
ro HabmogeHus. Bcero 6bu10 0TOOpaHO 72 mMamueHTa
(13 Hux PO — 56 (77,8 %) cnyvaes, CIT — 16 (22,2 %)).

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

B xone uccnenoBaHus MBI IIPOBEIN aHAINU3 JaHHON
TPYMITHI IO CJIEAYIONIM KPUTEPHSIM: BO3pacT Ae00Ta, 101,
BBIOOD Teparuu, pacrpeaeaeHe MaToJorn4eckoil akThB-
HOCTH B 3aBUCUMOCTH OT (pOPMBI 3a00JIeBaHUSI.

Pesynbrathbl

Pacnpezenienne 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 1pu 3aThUIOYHOM SMWISIICUM 3apPEerUCTPUPOBAH
B Bo3pacrte ot 6 mec 10 10 JieT, B cpeiHeEM BO3pacT aebioTa
cocTasm 6 JieT. J1o 5 J1eT 3aThUTOYHAast SIMIETICHUST Je0I0TH -
posanay 5 (31,2 %) nauueHToB, B Bo3pacte ot 5 10 10 et —
y 11 (68,8 %) (tabn. 1, 2).

I'ennepnbie acnekthl. [Ipu Bcex opMax aMUICIICUNA
OTMedYaeTcsl mpeobiagaHnue MYKCKOTo rnosa: mpu PO —
Ha 21,4 %, npu 3aTbLIOYHON 3nuierncun — Ha 12,4 %
(ta6m. 3, 4).

Pacnpenenenne nanpenToB B 3aBUCHMOCTH OT BBIOOpA
AHTUANHJIENTHIECKOro npenapara. I1pu odenx popmax re-
HETUYECKUX (POKAIbHBIX SIMIEIICUI HanboJIee YacTo Ipu-
MeHsuics BaibipoaT (58,9 % ciyuaeB nipu PO u 56,3 %
ciyuaeB rpu CIT). AHTUSIIIETITUYECKYIO TEPAHIo He T10-
nyvanu 21,4 % nauvenTo npu PO u 31,3 % nauueHToB
npu CII (ta6ax. 5, 6).

4

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. Pacnpedenerue nayueHmos ¢ 3amula04HOI INUNENCU-
el no go3pacmy deboma

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 ¢ poaanou4eckoii
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 dNUAENCU-
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 pacripeneneHny 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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Tabmuma 5. Pacnpeodenenue nayuenmos ¢ posanoutecKoli
snunencuell 8 3asUCUMOCMU OM 8bl00PA AHMUINUACHMUYECKO020
npenapama

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

Number of patients, n (%)

Banbnpoar

Valproic acid 33(38,9)
JleBeTupaleram

Levetiracetam 1(L.8)
3oHKUCcaMuI

Zonisamide 1(1,8)
Banbnpoat + nieBeTupatieram 5(8,9)
Valproic acid + levetiracetam ’
Banbnpoar + 3oHucamMun 2(3.,6)

Valproic acid + zonisamide

be3 neuenus
No treatment 12214

Tabmuma 6. Pacnpedenenue nayueHmog ¢ 3amulA04HOIU dnutencuell
8 3a8UCUMOCIU OM 8bIOOPA AHMUINUACNMUYECKO020 npenapama

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-BMCOYHasA obnacTb /
Central temporal area
Basnpoar 9.(56,3) P
Valproic acid 5 3aHenpoeKLoHHaa 06nacTb /
Banbnpoat + sieBeTupatieram 1(6,3) Posterior area
Valproic acid + levetiracetam ’ 6 LleHTpanbHO-BepPTEeKCHbI pervoH /
Banbnpoar + cyasruam 1(6,3) Central vertex area
Valproic acid + sultiam ’
B Puc. 5. Bozmoosicnoe pacnpedesenue snurenmugopmMHOU aKmMueHOCmu
€3 JICYEHUS
5(31,3) Ha anekmposnuedaroepamme

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

Tab6auna 7. Pacnpedenenue snusenmu@opmHoli akmueHOCmU npu poAaHOUHeCKOoU INUAeNCUL nPU NEpeUHHOM 00paueHuu nayuenma, 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 ob1acTh 1 3 4
Frontal area
JloGHO-1IeHTpabHast 00J1aCTh 7 9 16
Frontal central area
BucouHast obiactb 2 1 3
Temporal area
LleHTpanbHO-BUCOYHAS 00JIACTD 23 23 46
Central temporal area
3aHenpoeKIMOHHAs 00J1acTh 2 D) 4
Posterior area
LleHTpalbHO-BEPTEKCHBIN PETUOH _ _ 8
Central vertex area
Hopwma _ = 2
Norma

]
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Taomaua 8. Pacnpedenenue snunenmugopmHoli aKmueHOCMU NPU 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
Jlo6HO-11IeHTpaTbHAs 00TaCTh 3 6 9
Frontal central area
BucouHas obsactb 1 2 3
Temporal area
LleHnTpanbHO-BUCOYHAs 00J1aCTh 20 15 35
Central temporal area
3aIHEeNPOeKIIMOHHAs 00JIaCTh 3 5 3
Posterior area
LleHTpanbHO-BEPTEKCHBIM PErMOH _ _ 3
Central vertex area
Hopwma
Norm - = 14

Tabmua 9. Pacnpedenerue snurenmu@opMHOU AKMUSHOCMU NPU 3AMbIAOYHOU SNUAEHNCUU NPU NEPEUMHOM 00PAU4eHUU NaAYUeHMA, 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
LleHnTpanbHO-BUCOYHAs 00J1aCTh 2 3 5
Central temporal area
3aIHEeNTPOEeKIIMOHHAs 00JIaCTh
P : 7 6 13

osterior area
BepTekcHblil peroH 3
= _ _

krtex area
IenepanuzoBaHHas _ _ 3
Generalized
Hopwma _ = 1
Norm

Taomua 10. Pacnpedenenue snunenmughopmuoi akmugHoCmU NPU 3aMbLAOYHOU Snuiencuu yepe3 1 200 ouHamu4eckoeo Habaoenus, 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
3amHenmpoeKIIMOHHAas 06J1acTh

: 4 3 7
Posterior area
BepTekcHblil pernoH 3
= _ _

krtex area

IenepanuzoBanHas _ _ 1
Generalized
Hopma _ _ 1
Norm
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Puc. 6. Pacnpedenenue snurenmughopmHoli GkmusHoCMuU npU poAaHOUHecKol snuaencuu: a — debrom 3aboreeanus; 6 — uepe3 1 200 Haba00eHUs

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

Puc. 7. Pacnpedenenue snurenmugopmuoii akmugrocmu npu cunopome Ilanatiomonynoca: a — de6iom 3abonesarus; 6 — uepe3 1 200 nabarodenus

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

Cpenu BKIIOUEHHBIX B HMCCACIOBAHNUE MAIlUCHTOB
¢ PD y 24 yenoBek B neb1oTe 3a00JIeBaHUST PETUCTPUPO-
BaJIoch 2 1 6osiee (POKYCOB MATOIOTUUECKOIT aKTUBHOCTH,
y 30 marmmeHTOB — 1 (hOKyC, Y 2 — HOpMAJIbHBIN pe3ybTaT
CICIN

Cpenu BEIOpaHHBIX ITAIIMEHTOB Y 9 Yepe3 IO IMHAMM--
YeCKOTro HaOMIOAeHUsT PErucTpUpoBaIoch 2 u bonee ¢o-
KYCOB 3MIWICHTU(POPMHOM aKTUBHOCTH, COOTBETCTBEHHO
y 33 maumeHTOB — 1 poKyc, y 14 — HOpMa.

VY 9 manyeHToB ¢ T0OPOKAYECTBEHHOM 3aThIIIOYHOM ST -
nericueii (CIT) B nebroTe 3a00eBaHUS PETUCTPUPOBATIOCH
2 u 0osee (HOKYCOB ITaTOJOTMYECKOM aKTUBHOCTH, y 6 —
1 bokyc, y 3 mareHTOB ObUIa 3apeTUCTPUPOBAHA TeHEPAT30-
BaHHasI CIIAfIK-BOJTHOBAsI aKTUBHOCTb, Y 1 MalimeHTa — HopMa.

Yepe3 1 rom HaOIIONEHNS Y 3THX MALIMEHTOB ObUTN 3a(PUK-
CHPOBAHBI CIICYIOIINE PE3YIIBTAThL: 2 1 00sIee (hOKYCOB peTH-
CTPUPOBAITUCH y 4 TIalleHTOB, 1 hokyc —y 9, Hopma HabJTIO-
Jlanach y 3 MalyeHTOoB.
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06cyxxaeHune

I1pu ananuse pe3yabraToB 00CIEA0BAHUI BKIIOUEH-
HBIX B MCCJICIOBaHNE MAIIMEHTOB HAMU OBLUIM TTOTYYCHBI
CJIEyIOIINE TaHHbBIC:

Jle6roT 3a0oneBanus ipu PO 1 mo6GpokayecTBEHHOM
3aThUIOYHON SMUJICIICUU B CPEIHEM COCTaBUI 6 JIET.

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

IIpu PD B nebilote 3a0oeBaHMs Yallle HaOJI0IaeTCS
JIOKAJIM3aIIKs TTaTOJIOTUIECKON aKTUBHOCTH B IICHTPAJIb-
HO-BUCOYHOM (62,5 %), a TakxkKe JT0OHO-LIEHTPaIbHOM’
obmactu (21,4 %), pexke — B 3aIHEIIPOSKLIMOHHOI 00J1aCTH
(3,6 %). Yepes 1 ron HaGmoneHMs (HE3aBUCUMO OT IIpreMa
AHTURTIMJICTITUYECKHUX TIpernapaToB) OTMeYaiach He3Ha-
YUTEIbHAS MUTPAIIUS 30H MATOJIOIMIECKON aKTUBHOCTHU
C COXpaHEeHUEM PEBAMPYIOIIETO IIEHTPAaTbHO-BUCOYHO-
ro ¢okyca, a Takke HopMmansanus D91 B 25 % ciayyaes.

4

B ciryuae noOpokauecTBeHHOM 3aThIJIOUHOM SMUJIETICUI
B 1e0r0Te mpeobiagaeT NaToJIornyecKasi akTMUBHOCTb B 3a]1-
HeMpoeKIMOHHOI obiactu (56,3 %), pexe — B JJOOHOI
obsactu (25 %), a TakKe TeHepaIu30BaHHAsI aKTUBHOCTh
(18,8 %). B nmHamuke oTMedaeTcst 3SHaUuMTe IbHAsI MUTPALAST
(hOKyCOB MaTOJIOrMIeCKOit AKTUBHOCTHU C TOMUHUPOBAHM-
€M B 3aTHETIPOCKIIMOHHOM 00J1aCT! 1 BEPTEKCHOM PETHIOHE,
a Taxoke HopMaymsanya D01 B 12,5 % cityyaes.

BbiBoabl

[Ipu cpaBHEHUH JIOKANIU3ALIMY TATOJIOTUYECKON MU -
JenTOPMHOM aKTUBHOCTH TTpu PO 1 moOpokavecTBeH-
HOM 3aTbUIOYHON SMIIEIICUY B TUHAMUKE YEPE3 IO MOXK-
HO 3aMETUTh MUTPAIIUIO JaHHON aKTUBHOCTH.

JloOpokauecTBeHHAs! 3aTbUIOYHAST SITUJICTICHSI, TTO-BUIU-
MOMY, HE MOKET Ha3bIBaThCsI 3aTHUIOYHOM B CBSI3U C pa3HO-
o0pa3reM JIOKaIM3aliK 30H TaTOJIOTUUECKON aKTMBHOCTHU
Kak B 1e010Te 3a00/1eBaHMUS, TaK U Yepe3 ToJ1 HaOJIIOIeHUSI.
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Oco6eHHOCTH ANArHOCTUKU U NeYyeHUA caaBJyieHuA
MO3ra npu nartojorum cucreémbol remocCtasa y neTeun
PaHHEro eo3pacta
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lMpencTaBneHbl pe3ynbTaThl AUATHOCTUKY U IRUEHUA CAABNEHUSA MO3ra Ha (hOHe NaToaorMm cucTemsl remocrasay 6 u3 37 na-
LMEHTOB C reMOpparmyecKUMm HCYNbTaMm, HaxoAMBLLIMXCA 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 fete
SBUNNCH HOCUTENSAMU FeHETUYECKMX NoAMMOpGhK3MOB TpoMbodhunumu. BospacT feTeit BapbupoBan oT 15 fAHei KU3HK [0 2 NeT,
BCE MaLMEHTbI MyXcKoro nona. Komnnekc AMarHoCTMyeCKUX MeponpuATUid BKIIOYaN HEBPONOrMYECKMIA OCMOTP, N1abopaTopHYIo
ANArHOCTUKY CUCTEMbl reMoCTa3a, MHTPOCKOMUYECKNe MeTOAbl UCCNeA0BaHNUA: HEMPOCOHOrpaduio, MyNbTUCIUPANbHYIO
KOMMbIOTEPHYIO M MAarHUTHO-PE30HAHCHYI0 ToMorpaduio. C Lenbio KOppeKLmM Koarynonatum u 0CTaHOBKM KPOBOTEYEHMUA
NpOBOAMIACH KOHCEPBATUBHAA TEPaNNA C UCMOb30BAHNEM KapaHTUHU3UPOBAHHOM CBEXEe33aMOPOXEeHHON Mia3Mbl B 403€
15-25 ma/kr. B 2 cnyyasx npoBOAMAOCH XUPYpPruyeckoe neyeHune: B OfHOM Clyyae — JeKOMNpeccMBHas KpaHMOTOMMUS,
B PYrOM — APEHNPOBAHWE 1 IHAOCKOMMYECKOe yaaneHne rematombl. OnepatuBHble BMELLIATENbCTBA BbIMONHANNCH Ha POHE
nepen1BaHNA CBEXe3aMOPOXEHHOMN NNa3Mmbl M IPUTPOLMTAPHON Macchl. B nocneonepalnoHHOM nepuoje OTMeYEeHb! per-
pecc HeBPONOTNYECKOI CUMNTOMATUKK, BOCCTAHOB/EHWE CO3HAHUA. JIeTanbHbIX MCXOL0B He 3aperucTpupoBaHo. 06cyxaa-
I0TCS 0COBEHHOCTH [UArHOCTUKM, TAKTUKM KOHCEPBATUBHOTO U XUPYPruYecKoro eueHuns AeTei co CAaBAEHUEM MO3ra NpU
Koarynonarusx.

KnioueBbie cnoBa: KoarynonaTtus, HapylweHue CBepTbiBAEMOCTU KPOBW, CAABJIEHNE MO3ra, CBEXE3aMOPOXXeHHaaA niasma

IOnsa 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
2021;16(4):42-8. DOI: 10.17650/2073-8803-2021-16-4-42-48.

Diagnosis and treatment of brain compression in children with hemostasis disorders
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Irkutsk 664007, Russia
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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

For citation: Lagunavichene M.L., Larionov S.N., Aleksandrov Yu.A. et al. Diagnosis and treatment of brain compression
in children with hemostasis disorders. Russkiy zhurnal detskoy nevrologii = Russian Journal of Child Neurology 2021;
16(4):42-8. (In Russ.). DOI: 10.17650/2073-8803-2021-16-4-42-48.

BBepeHue

[1poGieMbl IMarHOCTUKU 1 JISYEHUSI TeMOpparuyeckKux
HapylIeHU MO3TOBOI0 KPOBOOOpAlLeHUS Y IeTell paHHe-
ro Bo3pacTa MpuoOpeTaroT Bce OOJIbIIYI0 aKTyalbHOCTb
B CBSI3M CO 3HAYMTEIbHOM YaCTOTOM M paCIPOCTPAHEHHO-
CTBIO 3a00JIeBaHMST, KOTOPAst COCTABJISIET 2—3 ciTydasi B Iep-
BbI€ 5 JIET 3KU3HU U 8—13 ciiyyaeB y eTeil KOIbHOTO BO3-
pacta Ha 100000 Hacenenus B rox [4, 8, 15]. OcHOBHOIT
MMPUYMHON BHYTPUUYEPEITHBIX KPOBOUBIUSHUMN B JETCKOM
BO3pacTe SIBJISIETCS TTaTOJIOTHUS TeMOCTa3a ¢ HapylIIeHUEeM
dopmupoBaHMsT (GUOPUHOBOTO CTYCTKA, YTO ITPUBOINT K JIe-
tanbHOCTU B 38—40 % ciy4aes [2, 5, 7, 10, 14]. OnHako
oKoJi0 1/3 Bcex ciaydaeB MHCY/IBTA pa3BUBAIOTCS Yy JIeTeit
TIePBOTO rofa XKU3HH, a B 3TOM BO3PacTe BCJCICTBUE HE3pe-
JIOCTH CBEPTHIBAIOIIEH CHCTEMBI ONPEACNUTD TPUIMHHBIN
daxTop He Bcerna Bo3aMoxHO [15]. Kpome Toro, Koaryio-
TaTUSI 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 HaCJIeICTBEHHBIEC (hDOPMBI HAOTIOTAFOTCS TIPH Je-
¢umure VIII u IX pakTopoB cCBEpTHIBAHUS U COCTABIISIOT
6osee 95 % Bcex (hOpM KoaryJionatuii, Toraa Kak HeocTa-
touHocts V, VII, X, XI, I, II, XII, XIII (hakTopoB BcTpeua-
eTCsT peJKO U He rpesbiaet 1,5—2 % ciyyaes [3, 6].

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

Ileabio uccienoBaHusl 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 OTIC/ICHUSI I1aTO-
Jiorum HoBopoxkneHHbIX OTAY3 «Joponckast IBaHo-Matpe-

HMHCKasI AeTCKasl KIIMHI4YecKast 0ombHuIa» 3a 2017—2018 rr
1o HAOJIIOIEHNEM HaXOIUJIOCh 37 TTallMeHTOB C TMarHo-
30M HapyIIeHUSI MO3TOBOTO KPOBOOOPAIIIEHUS ITO TEMOP-
parnyeckoMy 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 nedumt KommoHeHToB VIII pakTopa
CBepThIBaeMOCTH (remModuaus tuna A), y 1 manueHTa —
nedunut XIII (pakTopa cBepThIBAEMOCTH, 2 AETEH IBUIUCH
HOCHUTEIISIMU TeHETUYECKNX MOJIUMOP(PU3IMOB TPOMOO-
¢ummn. B ocHOBY MccienoBaHus ObLI MOJIOKEH aHaIu3
0COOCHHOCTEH AMAarHOCTUKM U JISYCHHUSI CAABICHUS MO3Ta
y 6 nereii ¢ Koaryjaornarueil. B 5 ciaydasx remaronornye-
CKUe HapyIlIeHNs ObUTA YCTaHOBJICHBI BIIEPBBIC, | TTAIMeHT
paHee HaOIOdANICS y TeMAaTOJIoTa ¢ HACSICTBEHHBIM e~
¢umurom XIII pakropa cBepTeiBacMocTh. Bo3pact nereit
BapbUpoBaj OT 15 cyToK ku3Hu 10 2 JeT. Bce manmeHTh
ObLIIM MY2KCKOTO nosia. Bpems mocryrieHus: B cTaliioHap
OT HavaJia 3a00JIeBaHNS BApbPOBAJIO OT HECKOJIBKIX 9aCOB
110 3 cyT; 1 pedbeHOK TepeBeieH U3 ePUHATAIBHOTO LIEHTPA,
5 geTeii MOCTYIWIN U3 IoMa.

Komrmieke nmarHocTiyecKux MepopHusITHA BKITFOT AT
cOOp aHAMHECTUYECKUX TAaHHBIX, KJIMHUKO-HEBPOJIOTH-
YeCKUI OCMOTp, UCCICTOBaHNE TJa00OPATOPHBIX ITOKA3aTe-
JIeit (00Ul aHaIM3 KPOBH, KOATyJIOJOTUYSCKUMN CKpH-
HUHT C ONpeaeIcCHUEM aKTUBHUPOBAHHOTO YaCTUYHOTO
TPOMOOIUIACTUHOBOTO BpeMeHHU, MPOTPOMOUHOBOIO
1 TPOMOMHOBOTO BpeMEHH, KOHIICHTpalny (UOprUHOreHa
(rmo Kirayccy), moacyeT KonmaecTBa TPOMOOIIUTOB), Heli-
pocoHorpadumo (y mereit 1 roma xuznu) (LOGIQ E9),
MYJbTUCIHPATbHYI0 KOMITBIOTEPHYIO TOMOTpaduio
(Optima ST 660) 1 MAaTHUTHO-PE30HAHCHYIO TOMOIPaduIO
(Magnetom Essenza 1,5 T) To10BHOTO 1 CITMHHOTO MO3Ta,
KOHCYJIbTaIuIo reMarosiora. CTaTUCTUICCKUIT aHAIU3 JIa-
0OpaTOPHBIX JAHHBIX BHITIOJHEH C MCITOJIb30BaHUEM TTPO-
rpammbl Microsoft Exel 2013 u onpenenenuem koappu-
mmeHTa [lupcoHa u t-xpurepust CThIOnEHTA.

Pesynbtartbi

B knuHuueckoii KapTuHe 3a00JieBaHUS UMEIN MECTO
HapyIICHUSI CO3HAHUSI, MBIIIICTHOTO TOHYCA, IBUTATC/Ib-
HBbIE W BEreTaTUBHBIC PACCTPOICTBA, CYIOPOXKHBIE TTPU-
CTYIIBI, a TAKXKE KPOBOMIIHMSHUS Pa3TIMIHON JTOKATM3aLIHI

(puc. 1).
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~ o

o g cyomypaiibHOe KpoBomanusHue (1 ciydaii), BHYTPUKEITy-
S
Eg 4 JIOYKOBOE KPOBOMU3JIUSIHUE B MPOEKIUIO 3aJHETO pora
E 3 2 paBoro 60KoBoro xkemymouka (1 ciayygait), Kedamorema-
§ S TOMBI TEMEHHBIX 00J1aCcTel C MepexoJ0M Ha MTKUEe TKaHU
T= 0 1reu (2 cirydast), mapeHXMMaTO3HOe KPOBOM3IUSIHUIE B ITpa-
B HapyuweHne cosHaHua / Impaired consciousness BOe monymapue (2 cayyas), cyonypanbHo-cybapaxHou-
m [lsvratenbHbie Hapyweus / Motor disorders JTAJIbHOE KPOBOMBIIMSIHIE B TEMEHHO-3aThIJIOYHYIO 00J1aCTh
B CynopoxHsii npuctyn / Convulsive seizure (1 cnyanU), cIaBJleHUE cm/IHUHOFO Mo3Ta cy6;lypaan01:1
B KpOBOWSNMAHUA B fipyrite OpraHb U CUCTEMb / remaromoit CVII—LI (1 cirygait). OO11iee 91CIIo MaToJ0TUiA
Hemorrhages in other organs and systems IIPEBbLIIACT 6, TaK KaK B HEKOTOPbBIX ClIydasdaX COY€TAI0Ch
B BereTaTuBHble HapylueHus / Vegetative disorders HECKOJIbKO BUIOB HapYIIEHUIA.

[ MeHuHreanbHble 3Haku / Meningeal signs PGSYJ'IBTB.TI)I MCCIeI0BaHMsI OOIIEro aHaju3a KpOBH,
KOaryJI0JIOTUYeCKUI CKPUHWHT MIPEACTABICHBI B TAOJIUIIE.
Puc. 1. Krunuueckue nposinenus y 6KAHHEHHbIX 8 UCCAe008aHUE NAUUEH- AHanusz MOJIyYeHHBIX JAaHHBIX U UX CTATUCTUYECKAS
moeé panHe20 8o3pacma ¢ cemoppacu4ecKum UHCY1bmom 06pa60TKa TI03BOJIWIN KOHCTaTI/IpOBaTb, 4TO HpH L[epe—

Fig. 1. Clinical manifestations in children with hemorrhagic stroke included OpAJbHBIX U CIMHAJBHBIX KPOBOMBIMSHUAX HA (HDOHE
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 %)

®ubpuHoTeH (2—4 1/71)
Fibrinogen (2—4 g/L) 3,41 4,51 4,031 2,8 6,01 -

AKTUBUPOBAHHOE MapLIMAIbHOE TPOMOO-
miacTuHoBoe 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

JI-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,

Arperauust TpoM6ouuToB (14—18) . B 3
Platelet aggregation (14—18) 12) 16 14

DdubpuHOIN3
Fibrinolysis

- >40 - 25 - -

PactBopruMble (huOpUH-MOHOMEpPHBIE
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 KOATryJIOMMaTUil UMEET MECTO BBICOKAsI KO-
PeISIIIMOHHAS 3aBUCUMOCTD MEXKIY KOJTUYSCTBOM TPOM-
0OIIMTOB 1 BPeMEHEM CBEpPThIBAaHUS 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-
TUCTUYeCKU 3HaumMoli, p <0,01. KoppensimonHast 3aBu-
CHMOCTb MEXIy YPOBHEM (prOpHHOTreHa 1 aKTHBUPOBAHHBIM
JaCTUIHBIM TPOMOOILIACTUHOBBIM BPEeMEHEM TaKKe BBICO-
Ka — koaddument [Tupcona pasex 0,7688, ripu 5TOM AaH-
Hasi KOpPEeJSILIMOHHAST CBSI3b SIBISICTCS] CTATUCTUIECKU He-
onpeneneHHoi, kpurepuid CTblogenra #,,, cocTaBui 3,2.
I1pu 3TOM KOppeIsMOHHAs 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 3aKJIFOUYUTD, YTO TIPU
MTOCTYIUICHUHM Y TIAIIEHTOB MMEJIO MECTO HapyIlIeHHe TIpe-
HMMYIIECTBEHHO TUIA3MEHHOTO 3BeHa reMocTasa, (hyHKIIMS
TPOMOOLIMTOB TAKXKE CTpaaaia, Ho, BEpOSITHO, ObLia 00YCJIOB-
JIeHa CHUXKEHMEM OOIIEro ymncia KJIeToK (KoadduimeHT
IMupcona — 0,4415, yTo TOBOPUT 00 OTCYTCTBUM KOPPEJIs-
LIMOHHOM CBSI3W MEXXITy CHIDKEHUEM YPOBHST TPOMOOLINTOB
U CHIDKEHHEM OOIIIETO YMCia KJIETOK).

BceMm mateHTaM rpoBommIach KOHCEpBAaTUBHAS TSPATTHsT
C WCTIOIh30BaHMEM KapaHTMHU3UPOBAHHOM CBEXKe3aMOpO-
xkeHHoit 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, HapacTaHH-
€M CUMIITOMOB BHYTPHUYEPEITHOI TUIIEPTEH3UH, PA3BUTHUEM
JIACIOKAIIMOHHOTO CMHIPOMA (TIOSIBIICHYE 1 YJallleHUe Cy-
JIOPOXKHBIX ITPUCTYIIOB, alHAMMUSI, 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 nepenmuBannii C3I1 1 spuTpOMacchl, KpoMe Toro,
BBeaeHue C3I1 ocylecTBIsUIOCH U TIOcIe onepauuy. B mo-
CJIeONepalliOHHOM TIEPHOIE OTMEYAIUCh PErpece HEBPOJIO-
TMYECKON CUMITTOMATUKM, BOCCTAHOBJICHNE CO3HAHMSI, Ky-
MMMPOBaHME CHUHAPOMA OWCIOKAIMM Mo3ra. JleTalmbHBIX
HCXOIOB HE 3apeTHCTPUPOBAHO.

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

KnuHuyeckui cnyyai

[layuenm 6 6o3pacme 1 mec. Cocmosinue npu nocmynieHuu
ObL10 Kpaiine msxcenvim (oyenka no wkane komol Irazeo —
4 b6anna), umo 66110 00YCA061HO CUHOPOMOM BHYMPUUEDENHOLL
eunepmensuu. Pebenok no dcuznenHviM nOKa3anusm eocnu-
Manu3uposar 6 omoeneHue peaHuMayuy U UHMeHCUGHOL me-
panuu. Ilo pezysbmamam npogedeHHbIX 1AOOPAMOPHBIX
uccne0o8anUil 8blsi8AEHA NOCMEMOPPAUMECKas aHemusl cpeo-
Hell cmenenu maxcecmu (eemoenobun — 92 2/n, apumpoyu-
mot — 2,0 x 10'2), npu smom noxazamenu koazynoepammol
coomeemcmeosanu Hopme. Ilocae cmaburusayuu cocmosmus
nayueHmy blNOAHEHA MYAbMUCNUPAAbHAS KOMAbIOMEPHAS
momozpaghusi 20108H020 M032a, BbIABUBUIAS BHYMPUMO3208YI0
2emMamomy npagozo NoAYwapus 20108H020 Mo32a, cyo0ypanb-
HYI0 2eMamoeudpomy npagoii 100HO-MeMeHHO-3aMbLAOMHOI
obaacmu ¢ ducrokayueil cpeOuHHbIX cmpykmyp (puc. 2). B ces-
3U C MANCECMBIO COCMOSIHUSL, NO IKCPEHHbIM HOKA3AHUAM,
BbINOAHEHO HAPYICHOE OPEHUPOBAHUE 2eMamo2UOPOMbL, OOHO-
MOMEHMHO 36aKYUpo8aHo 00 20 M eemoppazu4eckoil Icuoko-
cmu. Cocmosinue pebenKa nocie onepamuerHo20 eMeulaments-
Cmea 0cmaeanocv MsNCeNbiM, He@poaocUecKas KapmuHa
ceudemenbcmeogansa 0 GblpANCeHHOU OUCPYHKYUU

Puc. 2. Myasmucnupanvhas komnstomepHas momoepaghus 20A108H020 M032a NPU NOCIMYHACHUU: 4 — AKCUAAbHBLI CPe3; 6 — cacummanbias 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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KayodanvHbix omoenos cmeona mosea. B meuenue 2 cym no cu-
cmeme HapyHCHO20 OPeHUPOBAHUSL OONOAHUMENLHO 38AKYUDO-
8ano 50 ma kpossnucmoil acuokocmu. Ha 3-u cymxu nposeden
2-1i 5man onepamuHo20 Ae4eHust — IHO0CKonu4ecKoe yoane-
Hlle BHYMPUMO3208011 2eMamombl ¢ 0OHOMOMEHMHOU 36aKya-
yueil 25 Ma eemMoau3uposanHoll Kpogu. B meuenue 2 oneil pe-
OeHOK Haxo0uAcs1 8 ynpasasemoil MeOUKameHmo3sHoul cedauuu,
6 OanvHeluleM nepegeder Ha camoCmosmenvHoe ObiXaHue
¢ KUCA0POOHOU noddepickoll uepe3 GUHA3AAbHbIE KAHIOAU.
Ha 10-e cymku nocae onepamusHoeo aeuenusi nayuerm Ooin
nepegeder 6 omoeneHue namoao2UU U HeOOHOUeHHbIX demell.
B dunamuke cocmosiHue pebenka ¢ yayuueHuem no Heepoao-
2UHECKOMY cmamycy, peOeHOK 8 ICHOM CO3HAHUU, AKMUGHYLLL,
numaemcs uepe3 cocky, npubaensiem é macce, cyOOPOICHbIX
npUCMynos8 He OmMe4anoch.

Cnycms 2 Hed nociae nOBMOPHO20 ONEPAMUBHO0 BMEUA-
Meabemea 6blNOAHeHA KOHMPOAbHAS MYAbMUCRUDAAbHAS

4

KOMNBIOMEPHAs MOMOPAPUst 20108H020 M032a. BbisigaeHvl
KapmuHa gopmupyroweti nopIHUegatu1ecKoll Kucmaol, 30Hbl
SHUEPANOMANAUUU, PACUUPEHUS HADYIHCHBIX U 6HYMPEHHUX
AUKBOPHBIX npocmparcme (puc. 3).

Onpedenenue eeHemu4eckux noAUMOPGUIMO8, accoyu-
UPOBAHHBIX ¢ PUCKOM pazgumusi mpomooguiuu, memooom
NOAUMEPA3ZHOU YeNHOU PeaKyul 3apecucmpuposano Mymauuu
6 nokyce FI13 (103G>T, Val34Leu), umo eo6opum o nogoi-
UEHHOM PUCKe KDOBOMeUeHUIl.

Koumponvnas uetipoconoepagus (puc. 4) cnycms 1 mec
10C1€e ONEPATUBHO20 eHeHUst OCMOHCIPUPOBAAA YOPMUPOBAHUE
BHYMPUMO32060l KUCMbL 8 NPABOL MEMEHHO-8UCOUHO-
3ambL104uHol 06aacmu. MaeHumHo-pe3oHaHCHAs MOMOSPapust
201108H020 M0O32a BePUDUUUPOBANA HAAUHUE YHACMKO8 IHIje-
Garomarayuu 8 060uUx NOAYUAPUSX M0O32d, HAAUYUE HOPIH-
yegharuueckoi Kucmol, OPMUPOSaAHUe ACUMMEMPUHHOU
eudpoueganuu S >D (puc. 5).

Puc. 3. Myﬂbmucnupaﬂbﬂaﬂ KOMnblomepHas mOMOZpa¢M}Z 20/106H020 M032a 4epe3 2 Hed nocae OonepamueHslx emewiamenbcmes: a — aKCcuanbHblil cpes;

0 — cacummanvHas peKoOHCMPYKUUs; 8 — KOPOHAPHAA PEKOHCMPYKUUs

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

Puc. 4. Heiipoconoepaguueckuii konmponas cnycms 1 mec nocare onepamue-
HOeo neueHus (KOPOHAapHblil cpe3)

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

Puc. 5. Maenummo-pesonarcras momoepaghust 201061020 mosea, T1-36euieH-
Hoe u300paxicerue

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 MIEPBYIO OYepeab 3TO OCOOCHHOCTHU
KJIMHUYECKUX MPOSIBJICHUIA: OTCPOYEHHOCTh CUMIITOMOB
MMOpakeHMST MO3ra, HECOOTBETCTBHUE 00beMa KPOBOM3IIH-
STHUSI TSDKECTU KITMHUYECKUX TTPM3HAKOB, a B CITydae TpaB-
MAaTUYECKOTO TeHe3a MOBPEXAEHNUS — HECOPAa3MEPHOCTD
TpaBMBI pa3MepaM 1 paciipoCTPaHEHHOCTU T€MaTOMBL.

MenukaMeHTO3Has Tepamus BHyTPUICPEITHBIX KPOBO-
WBJIMSTHUI TIPY KOATyJIONATUSIX HOCUT YPIeHTHBIA XapakTep
U HaIlpaBJIeHa Ha BOCCTAaHOBJICHUE TeMOCTa3a, KOPPEKITUIO
aHeMuu, ToaaepkaHue nepdy3un mosra. K coxaneHuro,
y aereit 1 roga XXu3Hu Ja00paTOpHbIE TECThl AUATHOCTUKU
HapylIlIeHn# reMocTasa (aKTUBUPOBAHHOE YaCTUIHOE TPOM-
0OIUIAaCTUHOBOE BpEeMsl, 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
kapantuHuupoBanHoit C3I1 B mo3e 15—25 Mi/KT Macchl
TeJIa MalMeHTa Ha paHHMX 3TaImax JISUSHMS 1T KOPPEKITUT
KOaryJonaThM U OCTAaHOBKU KPOBOTCUCHUS IIPU Iiepe-
OpaJIbHBIX U CIIMHAJIBHBIX KPOBOMU3IUSIHUSIX OIIPaBIaHO
KaK C KJIMHUYECKOI, TaK U ¢ JIAOOPaTOPHOU TOUKU 3pEHUSI.
Taxeke MpUMeHSIOTCS MHDY3UU TPOMOOLIMTAPHOI U 3PU-
TPOLIMTApHOIi B3BecH, pacTBopa Punrepa, 5 % pactBopa
MeKCTPO3bl, aMUHOKHCIOT, TPAHEKCAMOBOM KMCJIOTHI,
MPOTUBOCYIOPOXKHbIE MperapaThl. [1apaienbHo ¢ jieued-
HBIMHM MEPONPUSITUSIMHU HEOOXOANMO ITPOBOIUTD BepU U~
KallWIO BHYTPUIEPEITHOM MATOJIOTHH TS PELICHMS BOIIPO-
ca 0 HEOOXOAMMOCTHU XUPYPTUUECKOTO BMEIIATEIbCTBA.
JleyeHue caaBiaeHUsI MO3Ta y MAIlMEHTOB C MATOJIOTUEH
CBEPTHIBAIOIIEH CUCTEMbI KPOBU TPEOYET KOMILJIEKCHOTO

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

et al. Acute period of traumatic brain

4

aHaju3a JJabopaTOPHbBIX 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
Y1 HETPAaBMATUYECKMUX KPOBOMBIUSHUMN y OETE C MATOJIO-
TMEl CUCTEMbI TEMOCTA3a, U B KaXXIOM KOHKPETHOM CJTyyae
MHOTO€ 3aBUCUT OT KOMaH/IbI CIIELIMAMCTOB, YYaCTBYIOLINX
B JICUEHUM, UX OMbITA U YMEHUA.

BbiBoabl

1. Ilpy IMarHOCTUMKE W ONPENENeHUN TAKTUKU JICYEHUS
reMOpparndecKrx HapyIIeHii MO3TOBOIO KpOBOOOpa-
IIEHUSI Y IeTeil paHHETO BO3pacTa HeOOXOMMMO YIUTHI-
BaTh KJIMHUYECKIE OCOOCHHOCTH, a TMEHHO HECOOTBET-
CTBUC TSCKECTH KIMHUYECKMX IIPOSIBICHUN OOBEMY
reMaTOMBbI, OTCPOUYCHHOCTb MaHU(DECTAIINN KPOBOM3IIH -
STHMSI, CKIIOHHOCTb K TTOBTOPHBIM KPOBOTECUCHMSIM.

2. Ilpu ompeneleHNM TMOKa3aHUN K XUPYPTUUECKOMY
JICYCHUIO CIIABJICHUS TOJJOBHOTO MO3ra Y MalleHTOB
¢ KoaryJjionaTvien ciieayeT yaeauTb BHUMaHNUE Bblpa-
JKeHHOCTH HAapyIICHWII KOAaryJIsIIMOHHBIX CBOWCTB
KPOBU U OOECIIEUYNUTh NX CBOEBPEMEHHYIO U aIeKBaT-
HYIO KOPPEKIIHIO.

3. Xupypruueckoe JeueHre BHYTPUICPETTHBIX KPOBOM3-
JIMSTHUM Y IeTe ¢ IMaTOJOTHE CUCTEMbI TeMOoCTa3a
JIOJDKHO COITPOBOKAATHCS BBEICHNEM KapaHTUHU3M-
poBaHHoi1 C3I1, KoHLIEHTpaTOB (haKTOPOB CBEPTHIBA-
HUSI KPOBM KaK Ha 3TallaX OIepaTUBHOTO BMeEIIIaTe b~
CTBa, TaK U B IIPE/I- 1 ITOCICOIIePAlIMIOHHOM IIepUOIE.

4. Bricokast 3aBUCHUMOCTh MEXKIY IIJIa3MEHHBIM 3BEHOM
KOATyJISILIMY ¥ TPOMOOIIUTAMM, OKa3bIBAIOIIIMMU BJIH -
sSIHH€ Ha TIepexo/ MPOTPpOMOMHA B TPOMOMH, BEPOSITHO,
00YyCIIOBJICHA CBEPIIMBIINMCS KPOBOTECUCHUEM M HE-
00XOIMMOCTBIO aKTUBALIMY TJIa3MEHHOTO 3BeHa Koa-
TYJISIIIA.

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 LEEHTPaNbHOM HEPBHOI CUCTEMBI. YUUTHIBAS, YTO HApACTaHUe HeBPONOrMYecKoro geduumnta npu 3a6o-
NIeBaHUAX CMEKTPa ONTUKOHEBPOMUENUTa 06YC0BNEHO NPeNUMYLLECTBEHHO NOBTOPSIOWMMUCS 0BOCTPEHUAMH, 3a[aum
(hapmakoTepanuu BKKOYAIOT KyNUPOBaHMe PELMAMBOB U npegynpexneHue ux passutus. MHbopmauus o nokasaHusx
K Ha3HaYeHuIo Tepanuu 1 NoTeHLMaNbHbIX N06OYHbIX 3h(eKTax NpenapaTtoB HEOOXO[MMA ANs YETKOW OLEHKU NOTeHLU-
asbHbIX MPEUMYLLECTB U PUCKOB ANt NALMEHTOB C 3a601€BaHUAMM CMIEKTPA ONTUKOHEBPOMUENUTA B KAXKAOM UHAUBULY-
anbHOM Cryyae.

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

Insa uutupoBaHua: Hosukosa E.C. Bo3moxHOCTM Tepanuu npu 3ab0neBaHuUAX CeKTpa 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-
MajJuTebHbIC JeMUEeIMHU3UPYIOLINE 3a001eBaHMSI LIEHT-
panbHOIt HepBHOIT cucteMbl (LIHC). Tsokects TeueHUs
00ycJI0BlIeHa, KaK MPAaBUIIO, IIOBTOPSIIOLIMMUCS ayTOUM-
MYHHBIMU aTaKaMy Ha 06€J10K BOJHOTO KaHaJla aKBaIopu-
Ha 4 (AQP4), MmakcMaJIbHO SKCITPECCUPYEMBII B TIEPBYIO
oyepeab B 00JACTU 3PUTEIbHBIX HEPBOB M CITMHHOTO

mo3ra. [11st 60JbIIMHCTBA MALMEHTOB XapaKTepHO peLu-
IUBHUpYIOIee, a He MoHO(a3Hoe TeueHue. O0OoCTpeHUs
YacTO MPUBOIIT K CJIETIOTE U BRIPAXKCHHBIM Iape3aM, TsI-
KeJ10e 000CTpEeHNE MOXKET 3aKOHUUTHCS JIeTanbHOo. Cpenu
neMmuenHu3npyonmx 3adonesannii HHC 3COHM meHee
pacIIpoCTpaHeHBI, YeM pacCesTHHBIN CKIIEPO3, U OTJIMYa-
I0TCSI BRICOKOCTICITU(DUICCKIM CEPOIOTMIECKIM OroMap-
kepoM — umMmyHorinooynmnmHoM G Kk AQP4 (AQP4-1gG),
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BoisiBiIsieMbIM Y 70—80 % nauueHToB. ITockobKy Hapa-
CTaHWE MHBATUIN3AILIUY O0YCIOBICHO MMEHHO TSKECTBIO
ITOBTOPSIIOIINXCSI 000CTPEHNUI, OCHOBHASI 11JTh TePaITiy —
n30eXKaTh CePhE3HBIX MHBATMAN3UPYIOIINX ayTOMMMYHHBIX
arak y mauueHToB ¢ 3COHM [34].

B 6onbmmHcTBe ciydaeB 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 ITAIIMEHTOB
C M30JIMPOBAHHBIM MOTIEPEUHBIM MUESIIMTOM WJIU OTITHYC-
CKMM HEBPUTOM BBISBISLIUCH [gG-aHTUTENa K MUETTMHO-
BOMY OJIUTOICHApPOLIMTapHOMY ImKomnporenHy (MOG-
IgG). B wactu cayyaeB He ymaeTcsT BBISIBUTh KaKOM-T100
OrmoMapKep — TaKye MallMeHThI OTHOCSITCS K CEpOOTpHUIIa-
TeJIbHBIM [31].

IlaTorene3. B ocHoBe 3a001eBaHUSI JIEXKUT XPOHUYE-
CKMIi ayTOMMMYHHBI Tiporiecc. Cunrtaercs, yto y AQP4-
MOJIOXUTENbHBIX nmanueHToB AQP4-IgG mpoHukaet
B LIHC nyTeM sHI0TEIMaIbHOTO TPAHCIIMTO3a MU B 00-
JIACTH TIOBBIIIICHHON ITPOHMUIIAEMOCTH reMaTO3HIIe(amm-
yeckoro Oaprepa (I'SB) u cBs3pIBaeTca ¢ OeIKOM
TpaHCMeMOpaHHBIX BOMHBIX KaHanoB AQP4 (Haubomee
pacnpoctpaHeHHbIMU n30gopMamu AQP4 B LIHC aBng-
1o1cst M1 1 M23, 1 UX OTHOCUTETHOE KOJIMYECTBO MOXKET
BHOCHUTD BKJIQJ B Pa3iduMs I10 XapaKTepy MOpaxkKeHUs
U TSDKECTH 3a00JIeBaHMUsI ), pACIIOIOXKEHHBIM Ha MeMOpaHe
HOKEK aCTPOIIMTOB, YYACTBYIOIINX BMECTE C KAIMLISIpAMH
B (popmupoBannu 'DbB, a Takke Ha 3TIEHIMMHBIX KJI€TKaX
LIHC. DT0 mpMBOIUT K ITOBPEXKICHUIO aCTPOIIUTOB, TIpe-
WMYIIECTBEHHBIM MEXaHM3MOM KOTOPOTO CITY:KUT KOM-
IUIEMEHT-OIIOCPEIOBaHHAS IIMTOTOKCUIHOCTE: AQP4-1gG
oTHocuTcA K rtogkiaaccy IgG1, KoTopbiii aKTUBUPYET CU-
CTeMy KOMIUIEMEHTA. AKTUBALIMS KOMIUIEMEHTA IIPUBOIUT
K 00pa30BaHUI0 MeMOpaHOAaTaKyIOIIEro KOMILIeKca, OIo-
CpeAyIOIIEro MMTOTOKCHUYECKOe AeCTBUE HA aCTPOIIUTHI
IyTeM 00pa30BaHUs ITOP Ha KIETOYHOM MeMOpaHe (KOM-
IUIEMEHT3aBUCUMAas IIUTOTOKCUYHOCTD). Takxke hopMu-
PYIOTCSI IMPOAYKTHI aKTUBAIlUM KOMILJIEMEHTa, TaKue
kak C3a u C5a, KOoTopble YCUJIUBAIOT HEMPOBOCITAJICHNE
3a CYET CBOMX XeMOTaKCMIeCKUX 3(P(PeKTOB ¢ MHDUIBTpa-
L1eil HeUTpoUIIOB, 303MHOMWIOB U MaKpodaroB B TKa-
Hu IITHC, a Takoke 3a c4eT aHTUTEI03aBUCUMOI KJIETOUYHOM
mutoTokcmyHocTh. [1pu HopManbHOM cocTosiHuu B LIHC
OTCYTCTBYET MHULIMATOP KacKaga KoMmruiemeHTa Clq. Cre-
JIOBaTeJIbHO, IIepBOHavYabHOE ITpoHnKHOBeHe AQP4-1gG
B LIHC u cBs13piBanHme ¢ actpounTapHbiM AQP4 He akTu-
BUPYIOT KOMIUIEMEHT. He3aBrucumMbie OT KOMILIEMEHTA
MeXaHU3MBbI BaxXHbI 115 matopusunonorun 3COHM, oco-
OEHHO JIJIsI paHHETO pa3BUTUS MTOBpexkaeHUi. Baaumoneri-
ctBue AQP4-IgG c acTpoumTaMu MPUBOAUT K YCUIICHUIO
PETYJISILIMKI U CEKPELIMH ITPOBOCTIATUTEIbHBIX ITIMTOKUHOB,
XEMOKWHOB U IPYTUX MEAUATOPOB BOCTIAJIEHUS] U OKUCIIU -
TEJIBHOTO CTpecca. DTU BOCIIAIATEIbHBIC MEANATOPHI MOTYT
MIPUBOINTD K aKTUBALIMU 1 TIposicepaliiyi MUKPOTJINH,
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aKTUBaLlMM MakpodaroB U MHPUILTpaUIUU HeHATpohu-
JIOB/203MHO(DUIOB, HA0TI0MaeMOM B ITOPAXKEHHBIX TKAHSIX
IIHC. BeipaxkeHHast akTUBALIMsI MUKPOTJIMY HaOIIOgAeT-
cs1 B 00JIaCTH area postrema, APYTUX O0IACTSIX CTBOJIA MO3-
ra m oJarax mopaxkKeHusl CIIMHHOI'O MO3ra y IallieHTOB
¢ 3COHM. AxtuBupoBaHHas MUKPOLJIMS U MakKpodaru
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/ISIIIUM €CTECTBEHHBIX KJIETOK-
KWIJIEPOB W JOTIOJTHUTEIBHOMY IIUTOTOKCUIECKOMY BO3-
neiicTBuio Ha acTpouuThl. [lociemyromiee pa3pylieHue
I'Sb u cekpennst MpPOBOCTIATUTEIBHBIX IIMTOKMHOB [47]
1 XeMOKWHOB IIPUBOIAIT K IIPUBICYCHUIO TPAHYJIOLINTOB,
MakpodaroB 1 303MHO(GUIOB, KOTOPhIE B JaJbHEMIIIEM
paspymaior 'Db 1 BroprdHO 1ToBpeKaaIoT OJIUTOIEHIPO-
LIUTHI (KOTOpBIe He aKcrpeccupytoT AQP4), BrI3bIBas ne-
MUEIMHU3ALINIO, TIOTEPIO HEMPOHOB U T. 1. [23, 31]. OgHum
13 IUTOKMHOB, BBIIEISICMBIX TTOBPEKIEHHBIMU KJIETKAMH,
siBIsieTcst uHTepieiikut 6 (MJ1-6) — nepBUYHBIM pETyJIsSITOP
OCTPOTr0 ¥ XpOHMUYECKOTO BOCITAJICHMSI, CITOCOOCTBYIOIIMIA
BO3HUKHOBEHMIO 1 ITOAACPXKAHUIO PA3IMIHBIX ayTOUMMYH-
HBIX ¥ BOCIIAJIMTE/IbHBIX 3a001eBaHuit. YJ1-6 MOXeT BIUsITh
Ha akTUBHOCTH 3abosieBanus mpu 3COHM, criocobcTBys
BbDKMBAHMIO TUIA3MO0JIACTOB U TAKUM 00pa3oM CTUMYIUPYSI
cexpennio AQP4-IgG, a TakKe cHMXas LIETOCTHOCTb
1 dyHKImoHabHOCTL 'O 1 yBenmmuuBasg guddepeHim-
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]. Komuectso MJI-6 Koppe-
mupyeT ¢ ypoBHeM AQP4-IgG u ypoBHEM TJIMAJILHOTO
pudprLIsIpHOTO OC/TKa — MHANKATOPA ITOBPEKICHUS aCTPO-
1mToB [49]. B onHOM 13 nccnenoBanmii KoHueHTparys UJI-6
B LIepeOPOCITIMHAIBHOM X KWIKOCTH, paBHas 7,8 1r/Mi1, ObLia
MpeUTosKeHa B KAYeCTBE ONTUMAIbHOTO TIOPOTOBOIO 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 mpenorBpaieHust peunaupos 3COHM.

XOTSI 9TUOJIOTUS ¥ MEXaHU3MBbI, 3aITyCKAIOIINe IIPO-
nykuuio ayroanTuten K AQP4 mpu 3COHM, okoHuaTe b-
HO HESICHBI, B-KJIeTKY oTpeneIeHHO UTParoT BaXKHYIO POJIb
B nmaTopu3nonoruu. IIpon3BoacTBO MaTOreHHBIX BBICOKO-
apdunHbIX AQP4-1gG Tpedyet Hanmuusa B-kineTok mams-
TH, ayTOPEaKTUBHBIX 10 OTHOLIeHUIO K AQP4, miig nocie-
nytouiei nuddepeHIMALMKA B TUIa3MO0IaCcThl U 3peJible
IUIa3MaTUYeCKNe KIETKH (KJIETKU, CEKPETUPYIOIIEe aH-
TUTENA), KOTOphie OymyT mpoayinpoBatb AQP4-IgG. bei-
JIO TI0KA3aHO, YTO B Mepu(pepruIecKoil KpOBHU MAIIMEHTOB
¢ 3COHM, cepononoxutenbHbix mo AQP4-IgG,
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YBEJIMYMBAETCS KOJIMUYECTBO I1a3M00J1acTOB. I10CKOIBbKY
putykcrMad (off-label) addekruser y marmenToB ¢ 3COHM
0e3 3HAYUTEIBHOIO ITaJCHUSI CHIBOPOTOUHBIX TUTPOB
AQP4-IgG, B-keTku, BeposITHO, BHOCAT BKJIaJ B IMaTO-
dusnonormo 3COHM mocpeacTBOM APyrux MEXaHM3MOB.
JlaHHBIe MEXaHU3MBbI BKITIOYAIOT CEKPELIMIO ITPOBOCTIAIM -
TEJbHBIX IIMTOKWUHOB U TIPE3CHTAIINIO aHTUTEeHA TSI aKTH -
Bauny T-KJIETOK MyTeM IIpencTaBIeHUs ayTOaHTUTeHa
Yyepe3 INIaBHBIN KOMITIEKC THCTOCOBMECTUMOCTH KJlacca
II ¢ mocnenyrommm pa3sutueM T-kiaeTok B AQP4-ayro-
peaktuBHble CD4+-T-(houmKysipHbIe BCIIOMOTraTeIbHbIe
Ketku [31].

3abojieBaHNUE CTIEKTPa ONITUKOHEBPOMMEINTA C AaHTH -
telaMu K MOG KIMHUYECKM XapaKTepU3yeTcsl MpPeruMy-
IIECTBEHHBIM ITOPakKeHEM 3PUTEIHFHOTO HEpBa M CITMHHO-
ro Mo3ra Bo Bpemst oboctpeHuii. Ha ero momto nipuxonurcst
10 40 % nauuentoB ¢ 3COHM, KoTopbIe SIBIISIIOTCS CEPO-
OTpULIATEIbHBIMU B OTHOLIEHUH aHTUTe]l K AQP4. OnHako
B otiiune ot AQP4, KOoTophlii ABIsIeTCS aCTPOLUTAPHBIM
oeskoM, 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-cepornonoxutenbHbiM 3COHM |7, 40].

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

Jnarnocrmaeckne kpurepuu 3COHM. Unentuduka-
st AQP4-IgG B 2004 1. 3HaunTeIbHO OONerynnaa qudde-
pennuanuio 3COHM ot paccessHHOro ckjiepo3sa [33].
B 2006 1. BeisiBienne AQP4-1gG Obl10 BKIIOYEHO B ITEpe-
CMOTpeHHbIe KpuTepun auarHoctuku 3COHM [54].
IIpennouTuTenbHBIM METOAOM JIAOOPATOPHOI UASHTU (U -
Kaluu gBJisieTcs onpenesieHne aHtutea K AQP4 metonom
KJICTOYHOI MPe3eHTALIMY aHTUTeHa, 00J1a1al0IIM HauOOIb-
IIeif YYBCTBUTEIBHOCTHIO U CIIEIU(UUHOCTHIO IO CpaB-
HEHUIO ¢ UMMYHO(MEPMEHTHBIM aHaIu30M [24, 41].

JInarnocruyeckue kpurepun SCOHM ¢ AQP4-1gG:

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

HHEM HaWIY9JIIero JOCTYITHOTO MeToaa OOHAPYKEeHUST;

3) UCKIIIOYEHNE aTbTePHATUBHOTO AUArHo3a.

JInarnocruaeckne kpurepun 1151 SCOHM 6e3 AQP4-

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

JICHUsI, BO3HUKIIIME B pe3yJbraTe OTHOIO WJIM He-

CKOJIBKMX O0OCTPEHUI U OTBEYAIOIINE BCEM CIICIYIO-

LLIUM TpEOOBAHUSIM:

a) mo KpaiiHeit Mepe 1-M OCHOBHBIM KIMHUYECKUM

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

b) muccemuHaius B IIpocTpaHCTBe (2 vim bonee pas-
JIMYHBIX KITMHUYECKUX TIPOSBICHUI);

C) BBITIOJIHCHUE JTOITOJIHUTEIBHBIX TPEOOBAaHMIA K Mar-
HUTHO-pe30HaHCHO# Tomorpamme (MPT), ecnu
3TO IPUMEHUMO;

2) orpunarenbHbie TecThl HAa AQP4-IgG ¢ ncnonb3oBa-
HHEM HAWIY4Iero J0CTYITHOTO METoa OOHAPYKEeHUS
WX B CIyJae, KOrma TeCTUPOBAHME HEIOCTYITHO;

3) UCKITIOUYEeHNE aTbTePHATUBHOTO JUArHO3a.

OcHOBHbIe KJIMHIYECKHE MPOSBJICHHUS:

1) onTU4eCcKuii HEBPUT;

2) OCTpHBIii MUCIINT;

3) cuHApOM area postrema: 31301 HeOObSICHUMOM UKO-
THI WUIM TOIIHOTHI ¥ PBOTHI;

4) OoCTpBHIli CTBOJIOBOI CUHIPOM;

5) cuMmToMaTUIecKasi HApKOJICTICHS WUIM OCTPBIN TU3H-
nedanphbiii cuHapoM ¢ 3COHM-TunmyHbIMKu ova-
ramu nopaxeHust Ha MPT,

6) uepebpanbhbiii cuHapoM ¢ 3COHM-TUNUYHBIMU
30HAMU MOpaXKeHUs roJloBHOro mo3ra Ha MPT.
Jonoanurenshbie TpedoBanusa K MPT s 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, pacIpoCTPaHSIOMINMCS
Ha 0oJjiee 9yeM 1/2 mIMHBI 3pUTEILHOTO HEPBa WA BO-
BJICKAIOIIINM XHa3MYy;

2) OCTpPBIN MUEIINT: TPEOYETCS aCCOIIMUPOBAHHOE MHTPA-
MenyJuisspHoe nopaxeHue Ha M PT, pacripocTpansito-
1eecs Ha 3 uu 60Jiee CMEXXHBIX CETMEHTOB (pacIipo-
CTpPaHEHHBI ITOIIePEeYHbIN MUCIINT), WK 3 1iu Ooee
CMEXXHBIX CETMEHTOB (DOKAJIbHOI aTpo(Uy CTUHHOTO
MO3Ta y ITallMeHTOB C OCTPHIM MUEJINTOM B aHAMHE3¢E;

3) cuHIpOM area postrema: TpeOyeTcsl aCCOIMUPOBAHHOE
MopaxkeHnue MOPCaTbHOTO OTIEeIa IIPOI0JITOBAaTOrO
Mo3ra/area postrema;

4) OCTpBIIi CTBOJIOBOM CHUHAPOM: TpeOyeTCs Haaudue
TIepUAIICHINMAIBLHOTO TTOPAXKeHUsI B 00JIaCTH CTBOJIA
MO3Ta.

Jledenne 3COHM. YuuthiBasi, 4TO IIPOrpeccCUpoOBaHme
nHBamuau3anuu pu 3COHM B 3HaUNTENBLHOM CTEIIEHN
CBSI3aHO C ITOCICACTBUSIMU ITOBTOPSTIOIINXCST OOOCTPEHMIA,
e apMaKoTepanuu COCTOSAT B 3(P(PEeKTUBHOM KYITH-
pPOBaHUM 00OCTPEHUI (BKITIOUAsI CAMBIi ITEPBBI STTM301)
U TIPEAOTBPAIICHUH OyIYIINX PELIMINBOB.

MudbopManmsa o moka3aHUAX K HA3HAYCHUIO Tepa-
MUY ¥ TTOTeHIIMAIBHBIX TOOOYHBIX 3P PeKTax JIeKapCTB
HeoOXoauMa IS YeTKOM OIleHKM MOTEHIIMAJIbHBIX

S1
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MpeuMylIecTB U pyuckoB mist manueHToB ¢ 3COHM B ka-
JKIOM MHIMBUAYATBHOM citydae. OcoObIe COCTOSIHUS, TAKHE
Kak 6epeMeHHOCTb U KOMOPOMIHOCTD IPYTHUX ayTOMMMYHHBIX
3a00J1eBaHMIi, TpeOYIOT TOMOJHUTEIBHON 3a00ThI U TIIA-
TeJIbHOTO yxona. bynyiiye HarpaBieHysI Tepaii, BEPOSITHO,
OyIyT BKITIOYATH MACHTU(PUKAIINIO KIMHUIECKH TTOJIC3HBIX
OMOMapKepOB IS IPOTHO3UPOBAHUS PELIUANBA I MOHUTO-
pHIHTa TepareBTUYECKOTO OTBETa, a TAaKxXKe pa3paboTKy 3¢-
(PeKTHBHBIX JIEKAPCTB ¢ MUHUMAJIBHBIMUA TIOOOYHBIMU 3(P-
¢dexTamMu, 0COOEHHO OMITOPTYHUCTUYECKNX MHMEKIINIA,
OCJIO>XKHEHHBIX IJIUTEIbHON UMMYHOCYIIPECCHUEH.

Tepamus o6ocTpennii. bricTpoe u apdhexTrBHOE TeUe-
HHEe 000CTpEeHUI MMEET pelaioliee 3HaueHUe I YCKO-
PEHMS BBI3IOPOBICHNSI, YMEHBIIIEHHUST 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 IIEPeBOAOM Ha Ilepopajib-
HBII IpueM TIPpeTHU30I0HA B 103€ | MI /KT /CYT.

HenaBHaue nccaenoBaHms mokas3aiu, YT0 BHYTPUBEHHOE
BBEICHME METWITIPEIHU30JIOHA MOXET YIYUIIUTH OCTPOTY
3pEHUSI ¥ COXPAHUTDH TOJIIUHY CI0SI HEPBHBIX BOJIOKOH
CeTYaTKU MPU ONTUYECKOM HeBpuTe, cBsi3aHHOM ¢ 3COHM,
a orcpouka jedyeHust 'KC cBg3aHa ¢ HeOJIaronpusITHBIMU
ncxogamu (B OTHOIIIGHUU HapyIleHus 3peHus) [37].

B ciryuae HeahheKTHBHOCTH BHYTPUBEHHOTO BBEJIE-
HUS TJIIOKOKOPTUKOCTEPOUIOB (IIPY OTCYTCTBUM KIIMHIYE-
CKOTO YIy4dIIeHUs TIocye 3 THE IMyIbc-Teparn) Heo0Xo-
MO TIPOBEICHME CEaHCOB IIazMadepe3a (MaKCMMaIbHO
1o 7 ceaHCOB 4epe3 IeHb), PEKOMEHIYeMbII 00beM 3aMe-
1IIaeMOi TI1a3MbI KpoBU cocTapisieT 30—35 MiI/KT Macchl TeJia
MalpeHTa BO BpeMsI Kaxkioro ceaHca [4]. Bo3amoxkHbIe modou-
Hble 3¢ deKThl TIa3Madepe3a BKIII0YaroT MH(PEKIINU, acCo-
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LIMMPOBAHHBIE C YCTAHOBKOM KaTeTepa, TUITOTEH3UIO, Koary-
JIOTIATUY U 3JICKTPOJIUTHBIC HApyIICHUSI.

MMmmyHOCOpOLIMS — MeTO 13 00JIaCTH TeparieBThIe-
ckoro adepesa, aJbTepHATUBHBIN 1u1a3Madepesy B TeX
cIIy4asix, Koraa miasMadepes IMpoTUBOITOKAa3aH TN HeIo-
cryneH. Bo BpeMst uMMyHOCOpOIIMM (ppakiiys ria3Mbl OT-
JIEJISICTCST M 3aTeM ITPOXOAUT KOJIOHKY SKCTPaKOPIIOpaIhb-
HOTO KOHTYpa, B KOTOPOM B KaueCTBE UMMYHOCOPOCHTOB
HCTIONB3YIOTCS TpUNTO(MaH WIK ITPOTerH 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 MaluueHTOB ¢ IIPOTUBO-
nokaszanusmu K tepanuu ' KC n mpumeHeHuio adepesa.
BoaMoxkHBIE MEXaHN3MBI IMMYHOMOIYTUPYIOIIIETO ACICT-
BUSI BHYTPUBEHHBIX UMMYHOTJIOOYIMHOB BKJTIOUAIOT 0J10-
Kaay KJIETOYHBIX PEIEIITOPOB, HEUTPATN3aIIUIO IINTOKM-
HOB, KOMIUIEMEHTOB 1 ayTOAHTUTE, & TAKXKE MOIYJISILINIO
MMMYHHBIX 3((PEKTOPHBIX KIETOK [47].

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

Ta6auua 1. Ocrosrovie docmynivie Memoodst AeueHus: 000cmperuil 3a001e6anUll CNeKmpa ONMUKOHe8POMUeIUmMA

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 KaxkIoTo ceaHca (MaKCMMAaJIbHO 10 7 POTIeIyp)
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 mHummmpoBato uccieno-
BaHMWE MEXaHM3MOB, IIOCPEACTBOM KOTOPBIX ITPOMUCXOIUT
MMOBPEXICHNE aCTPOIIUTOB, YTO B UTOTE ITPUBEJIO K UICH-
TU(UKAINY BAXKHEHUIIINX TMMYHOJIOTUIECKIX MUILICHE,
cpenu KOTOPBIX 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 couderaeTcst ¢ MCMOIbL30BaHUEM OHOTO U3 M-
MYHOCYIPECCHUBHBIX mpemnaparoB. Llens mpumeHeHUs
T'KC — crabunusanys COCTOSIHUA TTallMeHTa C JaJIbHENIIER
MOCTEIIEHHO OTMEHOM TOPMOHAJILHOM TePAaITMK U IIPEI0-
TBpallleHUe TOSIBIICHUS MMOOOYHBIX 3(D(EeKTOB (TUMEePTO-
HUSI, caxapHblIil 1MadeT, ocTeoropo3, cuHapoMm KyiiuHra,
MOBBILIEHHBIN PUCK MH(MEKIIMOHHBIX 3a00JIEBAaHUI1; peIKIe
mo6oYHBIe 3P MEKTH — 3opust 1 TIcuxo3) [4].

Azaruonpun (off-label) — mpernapar 13 TpymIbl aHTUME-
TabOJIMTOB, aHAJIOT IMMypHHA, KOTOPBIA OJIOKUPYET CUHTE3
JIHK B ocobeHHO ObICTpo npomudepupyommx B- u T-mmum-
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dourTax 1 TaKMM 00pa3oM OCYILECTBISIET UMMYHOCYIIpeC-
CHI0; IPUMEHSUICS paHee B KaueCTBE OHOTO 13 TIPeIrapaToB
1-i1 uaunm ms nedennss 3COHM. AzaTnornprH HaYMHAIOT
MIPUHUMATB B 703€ 25—50MT/CyT ¥ TTOCTETICHHO ITOBBIIIAIOT
no3y 10 2,5—3,0mr/kr/cyT. st noctiskeHnst 3¢ deKra MoXeT
noTpedoBaThest 4—6 Mec, U B 9TOT MEPUO.L OOBIYHO TPeOyeT-
cs MOTOJIHUTENIbHBIN nepopanbHbiii 'KC (kak mpaBuio,
MPETHU30JIOH B 03¢ 1 Mr/Kr/meHb). M3 HexXenmaTeIbHbIX
SIBJIEHUI — TTAaHLIMTOIIEHWSI, JIEKAPCTBEHHBIN reratut. OnuH
13 HanboJiee OMacHBIX MTOOOUYHBIX 3(P(PEKTOB — pa3BUTHE
JuMdomsl [21].

Mukodenonara Mmodetm (off-label) — ob6paTMBbIit MH-
ruouTOp MHO3MHMOHOMOChaTAETMAPOTEHA3bl, KOTOpast
Y4aCTBYeT B CUHTE3¢ I'YaHO3MHOBBIX HYKJICOTHIOB, O0paTH-
Mo uHruoupyet npoynudepanvio T- n B-mumdormros. Ipe-
IapaT Ha3Ha4yaeTcs TSl IiepopaibHoro mpremMa (1—3 r/cyr)
1, KaK MpaBUJIO, TIPUMEHSICTCS B CITydae TUIOXOM TIepeHOCH -
MOCTH a3zaThonpuHa. M3 HexXellaTeIbHBIX SIBICHUI HaW-
0oJiee 4acTo OTMEYaloTCcsl roJ0BHAsI 00JIb, 3aIOpPhI, BbI-
MMaJicHue BOJIOC, Tuapesi, 00JIb B XKMBOTE U JICHKOIICHUS,

Tabmma 2. OcHosHbie npenapamot, docmynHule 041 npedomepaujerus 000cmpeHuil 3a001e6aHUll CHeKMpa 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
KOMILJIEMEHTA
Complement inhibitors

BHyTprBeHHBIE UMMYHOTJIOOYTMHBI
Intravenous immunoglobulins

[mrokopTUKOCTEPOUIBI
AzatnonpuH (off-label)
MuxkodeHonata modeTw (off-label)
Merotpekcar (off-label)
IluknocnopuH A (off-label)
Takpommmyc (off-label)
MutokcanTpoH (off-label)
Luknodocdamun (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
Tormmzymab (off-label)
Satralizumab
Tocilizumab (off-label)

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

Iuknodochavmn. [ukiodochammn (off-label) — Hecre-
LMDUIECKNIT IMMYHOCYITPECCUBHBIN MperapaT aJKUINpy-
JOILIETO TUTIA IEMCTBUS, BIUSIONINIA Ha (DyHKLIMM Kak T-, Tak
U B-kierok. JlaHHbIe TUTepaTypbl OTHOCUTEIBHO PEKOMEH-
JTyeMOI1 JO3BI TIpernaparta pa3HATCs OT 7 10 25 MT/KT KaXKIbIiA
Mecs1 B TedyeHne 6 Mmec. LlemecoobGpasHo paccMarpuBaTh
JaHHBIM BUI Tepanuy ipu accorau 3COHM c cucrem-
HOI1 KpacHoOM BoiyaHko, cuHapomoM Illerpena. M3 Hexe-
JIaTeJIbHBIX SIBJIEHU — FeMOppParndeCKuii HUCTUT, TOLIHOTA,
nuapes, nefikoneHus [43].

Iuknocnopun A u Takpoammyc. [nknocmopun A (off-
label) BBI3bIBaeT MHTMOMPOBAaHME TPAHCIOKAIIMK (DAKTOPOB
TPAHCKPUIILINM, YTO MPUBOAUT K CHIDKCHUIO aKTUBAIIUU
tpaHckpuriyn UJI-2, TNFa, UJI-3, NJI-4, CD40, GM-CSF
u [FNy 1, B KOHEYHOM cueTe, K CHIKEHUIO TTposndepaiin
T-xnerok. Tpemop, TMIIEPTOHUS U HE(PPOTOKCUIHOCTD SIB-
JISIIOTCST 3HAYMMBIMM TTOOOYHBIMU 3D heKTaMU IIUKIOCIIO-
puHa A. Takpommyc, TIperapar ¢ aHaTOTUYHBIMA MEXaHM3-
MaMM JICHCTBUS, MPUBOAUT K MHIMOMPOBAHUIO Tepenadn
curHazia T-mumdbonmramu u Tpanckpunimu WMJI-2 [43].

Metotpekcar (off-label) mposBiIsieT CBOI0O UMMYHOCY-
IIPEeCCUBHYIO aKTUBHOCTD 3a CUET MHTHMOUPOBAHUS TUTH-
npodoaTpeayKTas3bl, YTO IPUBOIUT K ITOBBIIIICHHOM 9yB-
CTBUTEJILHOCTU T-KJIETOK K arlomnTo3y, Ojarogapsi yemy
JIOCTUTACTCSI IIPOTUBOBOCIAIUTEIFHOE 1 UMMYHOMOTYJTH -
pytolee geiicteue. [IpumeHsieTcss B KOMOMHALIMY C TIpeJi-
HU30JOHOM: CPEIHsSSI 1032 METOTpeKcaTa COCTaBIISIET
ot 17,5 no 50 Mr/Hen BHYTpUBEHHO, TIPETHU30I0H Ha3HA-
yaeTcs U3 pacueta 1 Mr/kr/cyt. LimroneHusi, BKiIroyas maH-
LIMTOIICHUIO, U TO303aBUCUMAasl TeIaTOTOKCUIHOCTb, ITPH-
BOJSIIAS K XXKUPOBOI 00JIe3HU TleueHr, (puodpo3y u maxe
LIIPPO3Y, SIBIISTIOTCS BaXXKHBIMU OCJIOKHEHUSIMU TEpaIliu
JIaHHBIM TTperniapatoM [47].

MurokcanTtpoH (off-label) — cMHTeTUYECKMIA TTIPOTHUBO-
OIyXOJIeBbIM Mpenapart, KoTopblii nuHTepKaaupyet ¢ JJHK,
BBI3BIBasI OMHO- M ABYXIIETIOUCYHBIE Pa3PBIBBI, IIOAABISICT
penapauuio JIHK nocpeacTBoM MHrMOMpPOBaHMST TOMOU -
3oMepa3sl 11, Takum o6pazom cHuxkast T- 1 B-kiieTouHblit
UMMYHUTET. MUTOKCAHTPOH B f03e 12Mr/M?2 miomanu
ITOBEPXHOCTH TeJIa BBOIST BHYTPUBEHHO KaIleJIbHO MeJI-
JIEHHO €XXeMEeCSUHO B Te4eHue 3—6 Mec ¢ MOCIeAyIOIIMHI
uHdy3usIMu 6—12Mr/m? Kaxable 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 MHMEKIINUI. Y KEeHIITUH
BO3MOXHO pa3BUTHE aMeHOper. TakkKe CyIIecTBYeT PUCK
Pa3BUTHS OCTPOTO JIeiiK03a, ITO3TOMY IIpUMEHEHUE TaH-
HOTO npenapara TpedyeT 0COOEHHO TILATEIbHOIO KOHTPOJISI
3a HEXeNIaTeIbHBIMU SIBJICHUSIMH. YUUTHIBas OTPaHU-
YEeHHOCTb IMMPUMEHEHMS JAHHOTO METO/Ia, 1IeJIeCO00pa3HO
paccMaTpuBaTh €ro Ha3HaYeHUE B KauyeCTBE Tepaluu
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2-ii TMHUU, KOTJa APYTrue METOJbI JICUEHUST 0KA3aJIUCh
HemocTaTOuHO 3P PeKTUBHLIMHU [43].

DKyam3ymMad — peKOMOMHAHTHOE TYMaHIU3UPOBAaHHOE
MOHOKJIOHAJIbHOE aHTUTEI0 K C5-KOMIIOHEHTY KOMILIE-
MeHTa. JlJaHHBII peTapat IepBhIM ObLT O(DUIIMATIBHO 3a-
peructpupona Jist 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
MIPOBOCITAJINTEILHOE NIEMCTBUE M OTBETCTBEHHBIE 3a (hop-
MHUpOBaHKE MeMOpaHOATAKYIOIIEro KoMIuiekca [26, 46,
51]. B xoge KIMHUYECKUX UCIIBITAHUI Mpernapara 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 Hell, gainee 1200 mr
Kaxnable 14 mHel mocpeacTBOM BHYTPUBEHHOM MHDY3UMN
(Bpemst MH(Y3UHU B CPETHEM COCTABIISIET OT 25 10 45 MUH).
[TpumeHeHue sKyInM3yMada acCoOLMUPOBAHO C MOBbIILIEH-
HBIM PUCKOM Pa3BUTHSI MEHUMHTOKOKKOBOM MH(MEKIIUH,
IIO3TOMY Mepe Ha4aJIoOM TepaIliy BCe MallMeHTHI JOJIKHBI
MPOTH BakuMHauuio [23, 34].

AHTH-B-KIeToyHas Tepamus. PacTyliiee KOIM4IeCTBO
nHOOPMAIIUK 0 PoIr B-KJ1eTOK B amanTMBHOM UMMYHHOM
oTBeTe AenaeT B-kiieTKu BaxkHOI TeparieBTUYeCKON MU~
1LIEHbIO TIPY ayTOMMMYHHBIX 3a00J1eBaHUsIX. AHTU-B-KJi1e-
TOYHAsI Tepanus 3aHUMaeT Bce 0ojiee 3HAUNTETbHOE MECTO
B MATOICHETUUYECKOM JICUCHUM NEMHUEIMHUIUPYIOIINX
3aboneBanuit LIHC, aBnsisich BaXKHBIM COCTaBIISTIOLIMM
KOMITOHEHTOM IIpeIiapaToB, M3MEHSIOIINX TCUCHUE pac-
CesTHHOro cKiiepo3a. HanboJliee akTUBHO BHEIPSIFOTCS aH-
tutena K CD20-npuddepeHIMPOBOYHOMY PELENTOPY
Ha nmoBepxHocTu B-xierok [19, 23].

Purykcumad (off-label) — xumepHOE MOHOKIIOHAIBHOE
aHTuTes0, HaleneHHoe Ha CD20, mepBoHaYaJIbHO pa3pa-
boTaHHOe 11 JeyeHus: B-kietounoit tmmgoMsl. [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 pa3BUTUS U AU depeHIm-
poBku B-kieTok, uem skcnpeccust CD19. CD20 yuactByeT
B aKTUBaLMH, TUMDGEPSHIIMPOBKE M TPAHCIIOPTE KAJIbIINS
B-xierok, a nepuriut CD20 y yeoBeKa IpUBOAUT K CHU -
KEHUIO CITOCOOHOCTU BbI3bIBaTh OTBET B-KJ1€TOK Ha HEe3a-
BUCHMBIE OT T-KJIETOK aHTUTCHEL.

Putykcumab (off-label) pekoMmeHIOBaH B KauecTBe
noagepxuBalomeid Tepanuu 1-it muanm npu 3COHM
B pekoMeHmanusax EBporieiickoii (pemepaiiny HEBPOJIOTH-
yeckux obmectB 2010 1. [43] u pekomeHnmanusax 2014 t.
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nccaeponaresibckoit rpynmsl o 3COHM NEMOS [47].
ITpn 3COHM HeT cTaHmZapTU3UPOBAHHOTO MPOTOKOJIA
JISYCHUST pUTYKCUMAOOM, U B KIIMHUIECKOM ITPAKTUKE €TO
MIPYMEHEHME OIIPENEIISICTCS OITBITOM OTIEIHBHOIO HEBPOJIO-
ra v neHtpa. CyiiecTByeT oblliee MHEHME, YTO (pa3a MHIYK-
LIMY JOJDKHA COCTOSTh M3 MHDY3UM 2 T B BUe 2 10310 1 T
C MHTEpBAIOM 2 Hesl WK 375Mr/M?2 exeHe/IeIbHO B TeYeHIe
4 nen. [Togxompl K TTOIIEPXKMBAIOIIECH TepaIriy IIPOTUBOPE-
YUBBI — B Pa3HBIX LIEHTPAX IIPUMEHSTIOTCS pa3HbIEC IIPOTOKO-
eI [39, 57].

M3BecTHO, 4TO cTapT aHTU-B-Ki1eTOUHOII Tepanuu
COIIPSIKEH C pUCKOM 000CTpeHMsI 3a00J1eBaHUSsI, IO3TOMY
1eJiecooOpa3Ho MPOBOAUTHL MHQPY3UIO pUTYKCHMMaba
Ha ¢oHe nepopanbHoro npuemMa 'KC. Haubonee yacto
BCTpeyvarolecs nodoyHble 3Pp@eKThl: MH(PY3MOHHBIE pe-
AKIIMM PAa3HOU CTEMEHU BBIPAXXEHHOCTH, JIEUKOIIEHUS,
WHOEKIINY MOUYEBBIICIUTEIBHOM CUCTEMbI I BEPXHUX JIbI-
XaTeJIbHbIX ITyTei [15].

NueOumzymad (mpemapar He 3aperucTprupoBaH B PO
s tepanu 3COHM) — rymaHM3MpOBaHHOE MOHOKJIO-
HainpHOe aHTuTeNo K perenropy CD19+-B-mumdornros,
npenapat Obu1 3apeructpupoBaH misg Teparmu 3COHM
¢ AQP4-1gG. CD19 nipencrasiisieT coboii TpaHCMeMOpaHHBII
[JIMKONPOTerH | ThIa, KOTOPBIi MPUHAIEXUT K CyIepce-
MEHCTBY IMMYHOIIIOOYTMHOB. OH 3KCIIPeCCUpPyeTCsl HAa paH-
HuUX npo-B-kieTkax, mo3aHux Ipo-B-kietkax, B-kierkax
IMaMsITH, TI1a3M00IacTaX M HEKOTOPHIX IUIa3MaTUICCKIX
KJIETKAX, TTOCIICTHIE 13 KOTOPBIX SIBISIIOTCSI OCHOBHBIM KJIe-
TOYHBIM MCTOYHMKOM 3aIUTHBIX, BEICOKOCTICIM(DUMIHBIX
AHTUTEN, a TAKXKe ayTOAHTUTCHCIEIIM(UISCKIUX aHTUTE]L.
CD19 BimsieT Ha akTBaLUIO U 1 dGepeHINPOBKY B-mM-
(OIIUTOB MOCPEACTBOM MOMYJISIIMU TIepeaadr CUTHAJIOB
peuentopoB Ha B-nmumdonurax. CD19 BaxkeH mis ycra-
HOBJICHUSI ONTUMHU3MPOBAHHBIX NMMYHHBIX OTBETOB ITyTEM
MOIYJISIIIMYA aHTUTCHHE3aBUCHMOTO pa3BUTHs B-KireTok
1 MHAYLMPOBAHHON MMMYHOIJIOOYJIMHOM aKTHUBAIIUU
B-mumdoruros. deduiur CD19 y skciepuMeHTaIbHBIX
JKMBOTHBIX 1 JIFOIECH IIPUBOAUT K HAPYIIICHUIO TYMOPaJIhb-
HBIX peaklMii 1 001Let TTOBBILLIEHHON BOCOIPUMMYNBOCTU
K nHpekuuu [22]. [IpuMmeHeHne nHeOMIM3yMada OKa3bl-
BaeT MMMYHOCYIIPECCUBHOE ACHUCTBUE ITyTEeM BIWSHUS
Ha B-KJieTku, a Takxke MHIMOMpylolee 1eiCcTB1Me 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,
IIPY 3TOM BO BpeMsI 1 Kypca C IIeIbIo TIPeIoTBpaIIeHUs
pa3BUTHSI OOOCTPEHMS TOTIOJTHUTEILHO Ha3HACTCSI TOPMO-
HanbHas Tepanus. [lockonabKy uctoueHue B-kieTok
MOXKET ObITh CBSI3aHO C 00OCTPEHUEM B Hauyajle JeYeHUsl,
11esiecoo0pa3HO Ha3HAYCHUE MEPOPATBLHOTO MPEIHM30-
noHa 20wmr/cyT wim 3kBuBageHTHoro I'KC B mepuon
¢ 1-ro o 14-ii meHb C MOCTETICHHBIM CHIDKCHUEM O3Bl
110 21-r0 THS, YTOOBI CBECTU K MUHUMYMY PUCK PELIUINBA
cpasy nocie 1-ro Kypca jeyeHust uHeOuauzymaodom. Ion-
JepKUBarolas 1o3a nperapara cocrasisietr 300mr Cpenn
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HeKeJlaTeIbHBIX SIBJICHUI Han0oJjiee 4acTo OTMEJaICh MH-
¢y3uoHHbIe peakuyu [17].

Tepanus, Hanedennas Ha penentop WUJI-6 (6iokama
curHaibHoii cuctemsl MJI-6). Tommm3ymad (off-label).
K coxanenuio, npumepHo y 20 % nauuenros ¢ 3COHM
pa3BUBACTCS PELIUINB, HECMOTPS Ha IMMOJTHOE UCTOILIECHUE
B-xierox [28, 29]. B Takux cirydastx BO3MOXHO paccMO-
TPETh BOIPOC O IIPMMEHEHUH TIPEeTapaToB, HAIIPaBICHHBIX
Ha OsiokupoBaHue perenropos MJI-6, Koropsle mokasanmu
CBOIO 3(P(DEKTUBHOCTH Y MAIIMEHTOB C arPECCUBHBIM TeUe-
HueM 3COHM u MHOXECTBEHHOI JIEKAPCTBEHHOM pe3u-
CTEHTHOCTHIO |5, 9]. CpemHsist TepareBTHYecKasi 103a COCTaB-
JsteT 6—8 MI/KI' MaccChl Tejla €XeMECSUYHO BHYTPUBEHHO
KanejibHO. M3 MoOOYHBIX SBJIEHUI ObLIM OTMEUEHBI T10-
BBIIIICHUE YPOBHS XOJeCTeprHa, MHQPEKIIUU, TPOMOO3
[JTyOOKMX BeH M HEHTPOTICHUS.

Carpam3ymad rmpeacTaBisieT Co00i r'yMaHU3UPOBaH-
HO€ MOHOKJIOHAJIbHOE aHTUTEJI0, BBOAUMOE IOIKOXHO,
KOTOpPOE CBSI3BIBAET KAK MEMOPAHOCBSI3aHHBIC, TaK U Pac-
TBOpUMBIe perenTopbl MJI-6, GIOKUpys IyTH nepenayn
curHanoB MJI-6, yaacTBytomux B Bocnanenuu. [1pemapat
0611 co3aaH cneuuanabHo st nedeHnss 3COHM u paspa-
0OTaH C MCITOJb30BAHUEM TEXHOJOTUU PELMPKYISIINN
AHTUTEJI, KOTopas IPOoieBaeT IePUOI HaXOXKICHUS IIpe-
mapara B 1asMme [25, 45]. NJI-6 asiseTcst MHOrOMYHKIIA-
OHAJIBHBIM IIUTOKWMHOM, KOTOPBIM IPOIYIIUPYETCS pa3-
JIMYHBIMKA TUMAMHU KJIETOK M YYaCTBYET B Pa3IMIHBIX
BOCHAIMTENBHBIX Tpoeccax. MJI-6 criocodcTByer nud-
¢epeHLpoBKe HauBHBIX T-KiteToK B T-Xemepbl, KOTOphIe
B ripucyrctBur MJI-6 B masibHENIIIEM CTUMYJIAPYIOT TU(D-
¢depeHumanuio B-kieTok B miazmMo01acThl, KOTOpPEIE,
B CBOIO O4YepeIb, MPOAYLMPYIOT aHTuTena K AQP4. NJI-6
TakxKe MOBBIIIAeT mpoHuiiaeMocth I'Db, obneryas mpo-
HUKHOBeHMe aHTUTeN K AQP4 1 mpoHUKHOBEHME BOCA-
jurenbHbIX KieTok B ITHC.

CoracHO TaHHBIM, TTOJIyYeHHBIM B XOJI¢ PaHIOMU3H-
POBAaHHOTO ABOMHOTIO CJICTIOTO IIalle00KOHTPOIMPYEMOTO
uccinenoBanus 11 das3er it nzydyeHus 3¢ PeKTUBHOCTU
caTpajindymada, 100aBJIEHHOIO K JICUEHUI0 UMMYHOe-
npeccantaMu y marueHToB ¢ 3COHM (SAkuraSky), ca-
Tpaju3ymad MPUBOANII K 00jiee HU3KOMY PUCKY peLIMAMBa,
yeM Iuiane6o. B mpoTokoiie mpuHsaau yyactue 83 mamu-
€HTa B Bo3pacTe oT 12 10 84 j1eT, COOTBETCTBOBABIIINE KPU-
tepussm aguarHoza 3COHM, kak AQP4-IgG-cepomnoio-
JKUTEJIbHBIC, TaK U CEPOOTPHUIIATEIbHBIC, PAHIOMU3ALIMST
MPOBOIWJIACH B coOTHOoLIeHuHU 1:1. McciaenoBanue 1ocTu-
IJI0 CBOEM OCHOBHOM KOHEUHOM TOUKU ¢ 62 % CHUXKEHU-
€M pHCKa pa3BUTHUS pelUANBa, IIPUUYEM B TIOATPYIIIIE Ce-
POTIOJIOKUTEIIBHBIX ITAIIMEHTOB BEPOSITHOCTH 000CTPEHUS
cHikaach Ha 78 % [45]. DddekTuBHOCTD 1 6e30I1aCHOCTh
carpanu3ymaba B MoHoTepanuu obuta ouieHeHa B 111 (paze
PaHIOMU3MPOBAHHOI'O IBOMHOTO CJICTIOTrO IIalle00KOHT-
poanpyemMoro uccienoBanus (SAkuraStar): 95 mauueHToB
B Bo3pacTe oT 18 1o 74 niet, ¢ 1100bIM CEPOIOTMYECKIM CTaTy-
coM AQP4-IgG, 0buM paHIOMU3NPOBAHBI B COOTHOIIIEHUM
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2:1 nns mpueMa oo carpanmsymada (120 Mr moaKoXXHO),
Jmbo iane6o. MccnenoBanue SAkuraStar TOCTUIIO CBO-
el OCHOBHOM KOHEYHOM TOUKHM € 55 % CHUKEHNEM pUCKa
penyanBa, IpudeM B IToArpymie mamueHToB ¢ AQP4-IgG-
cepornonoxuteabHbIM 3COHM 3¢ (eKTMBHOCTD JOCTUTIA
74 % [25, 45]. BaxHoii 0COOEHHOCTBIO MCCIIETOBAHUS
SakuraSky siBisI7IOCH yUacTHie MaleHTOB B Bo3pacTte OT 12
no 17 ner; 7 mauMeHTOB MOAPOCTKOBOrO BO3pacTa ObLIU
BKJTFOUEHBI B IBOMHOM CJICTION TEepUO/ MCCIeaOBaHMs (ca-
Tpanu3ymad (n = 4); rareoo (n = 3)), 1 Bce 7 MallMeHTOB
ITPOIOJIKAJIN TTOJTYIaTh caTpaIu3ymMad B TIEPHOI OTKPHITOM
dazbl. DPGHEKTUBHOCTD Y B3POCIIBIX Y TTOAPOCTKOB OKA3aJIach
cortoctaBuMoit. IIpoduiab Ge3omacHoCTH TIpenapara y Ia-
LIMEHTOB ITOAPOCTKOBOTO BO3pacTa COOTBETCTBOBA IIPODH-
JT10, HaOJTI0IaeMOMY B OOILIEi TTonysistimu |25, 45, 56].

CuHAPOMBI 00T 1 YCTAJIOCTH BCTPEYAIOTCS Y OOJTBIITNH-
crBa naueHToB ¢ 3COHM u onmcaHbl y mallieHTOB ¢ aH-
tutesamu K MOG [56]. ITockobKy BO MHOTHX CITydasix 3TH
CHIMITTOMBI HEIOCTATOYHO KOHTPOJIUPYIOTCS M, CICI0BATEITb-
HO, 3HAYMUTEJIFHO BJIMSTIOT Ha KAaYeCTBO MOBCETHEBHOM K13~
HM TIAlIEHTOB, CYIIIECTBYET ITPEACTaBICHME O TOM, YTO Tap-
retHas Teparnus 0jgokaropamu perentopoB MJI-6 moxer
HWMETb ITOJIOXKUTETHbHOE BIMSIHYE Ha BOCTIPUSITE 00U, TTO-
MMMO CHIKEHMST YaCTOTHI PELIUANBOB [6, 7].

4

IIpenapat BBoauTcs noakoxHo. HavanbHast go3a —
3 mabvekuuu 1o 120 mr 1 pa3 B 2 Hexd, 3aTeM mo 120 mr
Kaxnble 4 Hen. YacToTa HexXellaTeJIbHBIX SIBJICHUN B C-
ciegoBaHuu SAkuraSky Obuta cormocTtaBuMa B TPYIIIe
HUCCeayeMOro MperaparTa U TpyIie 1ialebdo; HauboJiee
4acTo BCTpeyaluch MHOEKLMU MOYEBbIBOASALLMX MyTel
1 BEpXHMX IbIXaTeJIbHBIX IMyTE, a TaKxkKe Ha30(papuHTUT
[25, 51].

Nmmynormo0ymabl. Bo3aMoxkHO TpuMeHeHe 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 PN~
BUPYIOIIMMU MHGEKINSIMA Ha (hOHE Teparii UMMYHOJIE-
npeccantamu [4].

Taxum o6pa3zom, B HacTosliee Bpems B Poccuu 3a-
peructpupoBaHo 2 npernapara mis gedyeHnus 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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InekTpoaHuedanorpadus (33r) paeT nccnefoBaTeNto BO3MOXHOCTb aHaNM3MPOBaTh U GUKCMpOBaTh GbICTpONpoTEKaloWne
thuanonornyeckne NnpoLecchl B KOPKOBbIX CTPYKTYpPax roJI0BHOTO MO3ra, YTO B HACTOALLWIA MOMEHT NMPaKTUYECKN HEOCTYNHO
Ans GONbIWMHCTBA METOA0B (DYHKLMOHANbHBIX UCCef0BaHMit Mo3ra. OAHAKO B TeXHONOrUM KnuHuyeckoit I3 Habnoaaetcs
onpeAeneHHas ctarHauus, Tpebyiolas n3MeHeH!it METO[OIOTUYECKUX U TEXHUYECKUX NOAXO[0B K peanu3atyu 3.

Llenblo Haweit paboTbl ABASETCA NpeCcTaBAeHNe COBPEMEHHBIX BO3MOXHOCTE I3[ 1 ee MecTa B COBPEMEHHOMN MeaNLIMH-
CKOW AUArHOCTUKeE.

B HacToslee BpeMs noaasnsioLiee 6ONbWKMHCTBO annapaTHbix koMmniekcos I3 BKAOYAKOT 8—32 OTAENbHbIX KaHaNoB 3a-
MUCK 1 UCMONB3YIOT PACNOJIOXKEHNE aKTUBHbIX 3NEKTPOAOB Ha CKanbne no cucteme «10-20». B pesynbrate nponcxoput
yTpata 6onbloro obvemMa MHGOpMaLMM, U UCCNeA0BaHUA OrPaHUYMBAIOTCA UCKIOYUTENBHO PerucTpalmueil oTaenbHbIX
O103N1eKTPUYECKUX (HDEHOMEHOB, YTO He MO3BONAET UCMONb30BaTh AaHHble I3[ COBMECTHO C HElipOBM3yanu3aLnOHHbIMM
06cnefoBaHMAMU C LOCTATOYHOM ANs NOCNEAHUX pa3peLiatoleil CnoCobHOCTbIO.

PelweHnem aaHHo Npobnembl ABASETCS MCMNOAb30BaHWe cucTeM IIT BbICOKOI NIOTHOCTY 3anNuUCH, BKIKOYAIOWMUX BoNblioe
KONMYECTBO NepPBUYHbIX 3NeKTPO3HLUedanorpaduyecknx ceHcopos (128 n bonee), KOTOPbIE NO3BOAAIT MUHUMU3UPOBATDL
MH(OPMALMOHHblE NOTepH NepBuUYHOro aTana. OfHaKo Takue cucTembl TPeOYIOT KapANHANbHO MHOTO MOAXO0AA K TEXHUKE
aHanu3a 3anuceit 3. MpucytcTBue 6oNbLWErO B CPABHEHWM C KNACCUYECKMMU CUCTEMAMU 00beMa UH(OPMALIMK BbIHYX-
AAET NPUMEHATb Pa3fnNyHbIe METOAbI MaTeMaTUYECKOro aHann3a nony4aemMoro CUrHana, a Takxe WKUpe UCnoab3oBaTh Me-
TOAMKM 06beANHEHNSA ¢ UHDOPMALMET MHBIX AMAarHOCTUYECKUX METOL0B, MPEX/e BCEro MarHUTHO-Pe30HAHCHOM ToMorpa-
un N byHKLMOHANBHON MArHUTHO-PE30HAHCHOM TOMOrpaduu, HO B pe3ynbTaTe 3TO OTKPbIBAET ANA Y4YeHbIX HOBble
nepcneKTUBbLI MCCef0BaHUA GUOINEKTPUYECKON aKTUBHOCTM FOJIOBHOTO MO3ra YeNnoBekKa.

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

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

Electroencephalography and analysis of functional brain activity
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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

For citation: Gulyaev S.A. Electroencephalography and analysis of functional brain activity. Russkiy zhurnal dets-
koy nevrologii=Russian Journal of Child Neurology 2021;16(4):59-68. (InRuss.). D0OI: 10.17650/2073-8803-2021-

16-4-59-68.

BBepeHue

BnexTposHedantorpadpus (331 Obl1a paspaboraHa
B 1924—1928 1T. HeMeIKM yJIeHbIM X. beprepom, KoTophbrit
Ha OCHOBe padoT B. DiiHTX0BEeHA MPpeTOXKIIT METO, (PUKCALIHA
OMOITOTCHIINAJIOB TOJIOBHOTO MO3Ta C IIOMOIIIBIO BEICOKOUYB-
CTBUTEIBHOIO TajlbBAHOMETpa M camornwmcia. IlomydeHHbIe
JIaHHbIE MPEICTaBJIsUIM COO0M pa3anyHble KojiedaTeIbHbIe
(peHOMEHBI, KOTOPBIe Ha3BaIi puTMaMu. [lepBasi BoImeeHHast
X. BeprepoM akTMBHOCTb ITOJTy4YMIIa Ha3BaHe alb(a-puT™a.
OHa nmesia XxapaKTeprUCTUKY MOIYIMPOBAHHBIX 10 aMILIATY-
JIe CMHYCOITOIOOHBIX Koe0aHuii, TTpeodIagarollnX B 3aThI-
JIOYHBIX OTBEICHUSX 1 PEAYLIMPYIOIINXCS B MOMEHT OTKPbI-
BaHM 1a3. B MpoTHBOMOIOKHOCTD altb(a-puTMy OeTa-puT™M
MNPEICTABISIT ACUHXPOHHBIN 1IIyMOITOIOOHBIM PUTM, TTPEO-
0J1aIar0IIMIA B JOOHBIX OTBEACHUSIX M HE pearrpyroLLMii Ha OT-
KpbIBaHME WM 3aKpbiBaHKe 11a3 [10].

OTKpBITHE PUTMUYECKON aKTUBHOCTHU TOJIOBHOTO MO3-
ra Ha TIEPBBIX ITOpax OBLIO BOCIIPUHSITO UCCIICAOBATEISIMU
KaK MpsIMOE OTPaKeHUE MBICIUTEIBHOU MeSITeIbHOCTH
YeJ0BeKa, OMHAKO BCE IMOMBITKH €€ «IeIIM(PPOBKI» T10-
teprienu Heynauy. K cepennne 1930-x rogoB cTaio sSICHO,
YTO peruCcTpUpyeMasi OM03JIeKTprUIecKasi aKTHBHOCTh MO3-
ra IpeacTaBisieT coboil ckopee pe3ysibTaT CyMMapHOM
AKTUBHOCTU MHOXECTBA HEBPAIbHBIX CTPYKTYP CO CIIOXK-
HBIM MEXaHU3MOM B3alMOJICHCTBUS, peaTU3YIOIIM (PyHK-
LMOHAJIbHYIO AKTUBHOCTb LIECHTPAJIbHOM HEPBHOI CUCTE-
MBI, 9YTO HE TIO3BOJISIET IIPOBECTU IIPSIMOI aHaIM3
MBICIIUTEJIbHON nmesiTenbHOCTU. B 40-X romax mpoIinioro
BeKa, IocJIe IepepadoTKM OCHOBHBIX MTOJIOKEHMI MeToa
DT rpynroit KaHaaCKUX HEMPO(dU3MOJIOroB MoI PYKO-
BoacTBoM VY. [leHdunma, taHHasg MeToarKa IPOYHO BOIILIa
B apCceHaJI HepOHAayK KaK METOJI MCCAeTOBaHMUST (DYHKIIN-
OHAJIbHOM aKTUBHOCTU KOPKOBBIX CTPYKTYP TOJIOBHOTO
Mo3ra [6]. OgHako usauIIHe cTporast popMann3ais uc-
CJIeOBaHMS, OOJIBIIIOE BIUSHUE IPYTUX HEWPOoPU31M0I0-
TMYECKUX METOJIOB, TPYAHOCTH MOATOTOBKHU CIIELIAAJIMCTA,
HECOBEPIIICHCTBO 3JICKTPOHHOM TeXHUKU U TIpoune hak-
TOPBI TIPUBEJIM K CTaTHAIIMKM METO/IAa, 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 METOINKI KaK TAKOBOI 1 HEOOXOAUMOCTU
ee 3aMEeHBI Ha MHBIE TUAaTrHOCTUIECKIE TEXHOJIOTUM, OCHO-

BaHHBIC HA APYIMX (PU3WUIECKUX TMPUHINTIAX ((DYHKIINO-
HaJlbHasi MaTHUTHO-PE30HAHCHAsI ToMorpadus, Mo3uT-
POHHO-3MUCCUOHHAsI ToMmorpadus, omHOGOTOHHAas
SMUCCUOHHAs KOMITbIOTepHas ToMorpadus) [8].

[MombITKM YCOBEPIIIEHCTBOBATh METOAMKY MCCIICI0BA-
HHS C TIOMOIIIBIO BHEAPSHUS B AHAIMTUICCKUI OJIOK pa3-
JIMYHBIX MAaTEMATUYECKUX METOAOB U MOJEJEN, aKTUBHO
npemtaraeMbix B 1990-x 1 2000-X IT., He TPUHECIN XKela-
eMOro ycIrexa, U B HacTosIlee BpeMs OOJBIIMHCTBO
U3 MPEIIOKEHHBIX «YIYJIIEHUI» PacCCMaTPUBAIOTCS TOTb-
KO KaK «KOMMEepYECKHe» TOTIOJTHEHUS K UCXOTHOMY TIPO-
rpaMMHOMY OOecIiedeHU0, obJieryaroliue mpoLecc ae-
muGbpPOBKM HATUBHOM 3allMCH, HO HE HUMEIOIINe
pelaoniero 3HadyeHud [1, 2].

Tem He meHee meTon DD mpomoKaeT MPUMEHSITHCS
KaK B HAyYHBIX, TaK 1 B KITIMHUIECKIX UCCICTOBAHMSIX [4]
1 Ha CETONHSIIIHUIN TeHb SIBISICTCS €MMHCTBEHHOM TEXHO-
JIOTHEN, MO3BOJIAIONIEH PErMCTPUPOBATh UBMEHEHUST OMO-
BJICKTPUIECKOI aKTUBHOCTH TOJIOBHOTO MO3Ta HAIIPSIMYIO,
0€3 MCITOIb30BaHMS PA3IMYHBIX (DU3NICCKUX U XUMHUIC-
CKMX TIOCPETHMKOB, YTO JAET MCCIEI0BATEII0 BOZMOX-
HOCTb aHAJIM3MPOBATh M (PUKCUPOBATH OBICTPOIIPOTEKAIO-
11I1€ MPOLIECChl, HEAOCTYIHbIE 411 UHBIX METOA0B [7].

Llenbio Hallleid pabOTHI SIBJISIETCS TIPEACTaBICHUE COB-
pEMEHHBIX Bo3MoxKHocTei DI 1 ee MecTa B COBpeMEHHOM
MEIUITMHCKOM TMarHOCTUKE.

MNonbiTKK NpeoponeHus orpaHuyeHunin 33T

B ntiepBom necarunerun XXI B. B HayaHOM ITyIie DO -
METOIMK ITPOM3O0IIE] TEXHOJOTMIECKU CKAa4OK B BUIE
TTOSIBJICHUST TOCTYITHBIX MHOTOKaHAJIbHBIX aHaJIN3aTOPOB,
MOJYYMBIINX Ha3BaHUEe DD BHICOKOI IIJIOTHOCTH 3aITMCH.
DTa TeXHUKa MO3BOJIsUIa pa3MECTUTh Ha TTIOBEPXHOCTH TO-
JIOBBI 3HAYUTEJIBHO OOJBIIE IIEPBUUYHBIX CEHCOPOB,
YyeM IPU CTaBIIEH KIaCCUIYECKON CUCTEME PACIIONIOXEHUST
a51eKTpoaoB — «10—20», pa3paboTaHHOI M BHEIPEHHOMI
B KJIMHMYECKIE MCCSIOBaHMUST KaHaICKIM Helipodusno-
sorom I [Ixkacniepom. YBeIMueHHOE KOJIMYECTBO CEHCOPOB
ITO3BOJIMIIO MUHUMHU3UPOBATH ITOTEPIO IIEPBUIHOI MHGDOP-
MalliM, XapaKTepHyIo Wit cxeMbl «10—20», 1 mmokasaThb
pacrpenecHre MOIIHOCTEe OMOMOTEHIINAIOB CKajlblia
HaMHOTO 0oJjiee aeKBaTHO, YeM IIPH MCITOIb30BaHUU CHC-
TeM C MaJIBIM KOJIMYECTBOM KaHAJIOB.
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OnHako pa3paboTKa MPOrpaMMHOTIO OOeCIIeUeHMUS
TaKUX CHUCTEM MPOIOJKACT MCIOJIb30BATh IPUHIIUIIHI,
3aJI0keHHEBIe e1ie B 1990-X romax, 4To B OTCYTCTBHE TeC-
HOTO B3aMMOICHCTBUS MEXIY pa3pabOTINMKaMU, KIIMHU-
LIMCTaMM ¥ HEHpoOMoIoraMuy He TTO3BOJISIET IIPEITIOXKUTD
eIUHBIX TUATHOCTUYCCKUX TIPUHILIMIIOB B3aMEH MIPEIIo-
XeHHBIX enle B 40-x rogax IpoIIoro Bexka [5], 4To B 3Ha-
YUTEJIbHOM CTENEHU 3aTPYAHSET aKTUBHOE UCTIOJIb30BAHUE
MHOTOKaHAJIbHBIX CUCTEM KaK B KIIMHUYECKOM, TaK 1 B Ha-
YYHOM IMArHOCTUYECKOM Iporiecce. TobKo B IOCIeTHIe
ronpl MexnyHaponHast denepamnust HeiipopU3noJIOoTUr
(IFCN) mn3mana peKoMeHIalluM paclIupeHus KiIaccude-
ckoit cxembl «10—20» rmyreM 100aBIeHUs 6 TOITOJIHUTEb-
HBIX 3JIEKTPOIOB, PACTIONOXEHHBIX HIKE TUHUU nasion —
inion, MO3BOJISTIOIIMX TTOJIy4aTh MH(MOPMALIUIO ¢ KOPKOBBIX
CTPYKTYp Oa3aIbHBIX OTIEJOB IMOJYHIApUN TOJOBHOTO
mo3ra [9]. Ho B Poccuu maHHble peKOMeHIalMM TToKa
He paccMaTpUBAIOTCS B KA4eCTBe 00s13aTeIbHBIX [3].

OCHOBHbIE pa3nnM4ynA MeXAY TEXHONOrUAMU

J33r-gnarHocTukm

Kaxk 6b110 yKa3aHo BblllIe, B HACTOSIIIEe BpeMsI I01aB-
JIsiIonIee OONBIIMHCTBO aIllapaTHBIX KOMIUIEKCOB DT -
MMAarHOCTUKY, B TOM YHCJIE 9KCIIEPTHOTO KJIacca, ITOCTPO-
eHBl Ha 0a30BBIX IPUHIHUIAX, CHOPMYIUPOBAHHBIX
emre B 40-x rojgax MpoIIOro BeKa, T.€. BKIIOYaloT 8§—32
OTJIEJIBHBIX KAHAJIOB 3aITMCH 1 UCIIONB3YIOT PACTIONOKCHIE
AKTUBHBIX DJIEKTPOJOB Ha cKaJibIle 1o cucteMme «10—20».
B pesysbsraTe moBepXHOCTh CKaJTbIIa IIOKPBIBACTCS «CETHIO»
IIEPBUYHBIX CECHCOPOB C PACCTOSTHUEM MEXKIY COCSTHUMM
5—7 cm. Bmecte ¢ TeM, Kaxablid 3J1IeKTPOI-CeHCOP (PUKCU-
pyeT OMO3/IEKTPUIECKYIO aKTUBHOCTD C TOBEPXHOCTU HE 00-
nee 1,0—1,5cM2, 9TO IPUBOANT K HEOOXOANMOCTY MHTEP-
TTOJISILIAY TIOTyYeHHOI MHMOPMAITIH TUO0 MCITOIb30BAHMS

4

OCHOB BEKTOPHOT'O MCUMCJICHMS IS JIOKAIM3AIUM MHTE-
pecyIollero ucciaeaoBaTesist npoiecca. TakuM odpa3oM,
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 mpolienypa uccienoBaHus XKeCcTKO (hopMam-
30BaHa M UCIIOJIb3YeT OTPAaHUYCHHBII HAOOp (DYHKITNO-
HaJIBHBIX IIPO0 B BUIE PeaKIIMU aKTUBAIIUU, (POTOCTUMY-
JISIIIUKA Y TUTICPBEHTWISIIIMK. TaKoil BHIOOP oIpenesicH
JIJIST TIPOBEICHUSI CKPMHUHTOBOT'O MCCIIEIOBAHNSI TTAPOK-
CU3MAaJbHBIX (DOPM OMOBIIEKTPUICCKON aKTUBHOCTH,
HaIpUMeED IIPYM TUATHOCTUKE «KIMHUYECKU CKPBITHIX»
SIMJICHTUYSCKUX IIPUCTYITOB, TaK KaK ITO3BOJISCT BBIS-
BUTH OOBEKTHUBHYIO PEaKIINIO KOPKOBBIX CTPYKTYP TOJIOB-
HOTO MO3Ta IIpu (popMaIn30BaHHBIX HAIpy3Kax, UMUTH -
PYIOIINX ITOBCEAHEBHYIO aKTUBHOCTh YeJIOBeKa (IIepexo
U3 TEMHOTO ITOMEIICHUSI B CBETJIOE, IIPOCMOTP TeIeIe-
penad, BEIITOJTHEHUE (PU3NIECKOI HAarpy3Ku). DTo ymoo-
HO JUTSI IEPBUYHON TMAarHOCTUKHU SIUJICTICUN, OCOOCHHO
Ha 3Tarne aMOyJIaTOPHO-IMOJIUKIMHUYECKON MTOMOIIH,
OJIHAKO B IPYrux o0JiacTsX HEMpOHAyK TaKoW IMOAXO/
MajioaddekTuBeH u MajouHdopMmaTuBeH. OcobeHHO
KOTI/Ia TOSIBJISIETCS HEOOXOAMMOCTh MCCIIeIOBAaHUS aK-
TUBHOCTU MO3TOBBIX CTPYKTYP, IIOBPEXIEHHBIX B PE3Y/Ib-
TaTe WHCYJbTAa, WIM U3MEHEHUI MOBEICHUSI KOPKOBBIX
CTPYKTYP TOJIOBHOT'O MO3Ta B paMKaxX MCCJICIOBAHMS MO3T0-
BOM (DYHKILIMM, TTOCKOJILKY UCTIOJIb30BAaHNUE BU3YaIbHO-(e-
HOMEHOJIOTMYECKOTO aHAIM3a VIV CHCTeMbI KApTUPOBaHMSI,
OCHOBaHHOI Ha MHTEPITOJISILINK JAHHBIX, TIOTyYeHHBIX C Ma-
JIOTO KOJIMYECTBa MEPBUYHBIX CEHCOPOB, UMEET KpaiiHe
HU3KYI0 MHGOPMATUBHOCTD (PHC. 2), TTO3BOJISS UCCIIe-
JIOBATEJIIO 1aBaTh TOJILKO CaMble OOOOIIEHHbBIE CYXIECHUS
0 HabJIrogaeMoM IIpoliecce.

Puc. 1. Yeaosrnoe npedcmasnenue unghopmayuu, nosyuaemoil npu ucnoab308aHUU CUCMEMbL PACNOAONCEHUs 3NeKmP0o0oe « 10—20»: modens u ee npedcmas-

JeHue 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. [lonsimka uccredosanus hyHKUUU peuu ¢ UChONb308aHUEM CUCINEMbI PACHOAOIICEHUS 21eKmP000s « 10—20»> (a) u MHO2OKaAHANbHOI SneKmpoIHUedaroepa-
uueckoir cucmemvt GSN- 128 (6). Hcnonv3osanue MHOOKAHANLHOL CUCMEMbL NO360A51€M 8bI0CAUNb, NOMUMO OCHOBHOU, OONOAHUMENLHYIO DEHesyI0 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. YuureiBas
BO3MOXHYIO IUIOIIAMb MOJydeHUSI UH(POPMAIIUN OTHUM
ceHcopoM B | cM2, HAMMEHBIIYIO OTEPIO JAHHBIX MOXET
JIaTh cucTemMa, uMmelomas 512 kaHanoB u 6osee. K coxa-
JICHUIO, Ha JTAHHBIM MOMEHT pa3pabO0TKa TaKMX CHUCTEM
MMEET OTpaHUYCHUS M3-3a (QU3NICCKUX Pa3MEPOB AJICK-
TPOJIOB, UTO HE TTO3BOJISIET CO3/1aTh MTOJTOOHBII MHTEpdEiC.
Tem He MeHee UCIToAb30BaHMe naxe 128-KaHaJbHBIX CU-
CTEeM ITO3BOJISIET UCCIICIOBATEIIO CYIIIECTBEHHO PACIIMPUTD
JMMarHOCTUYECKHEe BO3MOXHOCTH MeTona D3I (puc. 3).

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

B otimmume ot «kimaccudeckux» cucreM, DD BBICOKOI
IUTOTHOCTH 3aITMCH MCITOIb3YeT MOHOTIOJISIPHBIC OTBEIC-
HMSI, YTO BBIHYKIAET MCCIICI0OBATEISI C OOJIBIIICH TIATE b~
HOCTBIO TIPOBOAMTH MPOLIEIYPhI ITOAABICHMS apTedaKTHOI
AKTUBHOCTH, a OOJIBIIIOE KOJIMYECTBO MEPBUYHBIX TaHHBIX
TpeOyeT MPUMEHEHHUSI MPOLEIYP BBIAEIECHUS CHUTHAA
I10 3aJJaHHBIM XapaKTepPUCTUKAM.

HawubGonee nepcneKTUBHBIMU pa3pabO0TKaMU JAHHOTO
HaIpaBJICHMS MOXHO CUYMTATh MPOLIEIYPY HE3aBUCUMOTO
aHam3a coctapistomux curHana (Independed Component
Analysis, ICA). Ee ucnoib3oBaHue IO3BOJISIET pa3Ae/IUTh
UCXOAHBIN DBI-curHam, npeacTaBISIONINI CyMMAIINIO
0OOJBIIOT0 KOJMYECTBA PUTMOB, Ha COCTABIISIOLINE.
[Ipu 3TOM HCTTONB3YeTCS TIPEICTaBICHNE, YTO KaXKIbINA (PHK-
CUpPYEMBIIA BOJTHOBOM IIPOLIECC HE3ABUCHUM OT OCTAJIbHBIX
U TIPEACTABIISIET CO00I aKTMBHOCTh OTIEIBHOTO KOPKO-

Boro aHajauzaTtopa.Takum o0pa3om, y ucciaeaoBaTess Io-
SIBIISICTCST BO3MOXKHOCTD JIOKAJIM3AIIMU 1 BBIIEJCHUS aK-
TUBHOCTH OTIEIbHBIX KOPKOBBIX CTPYKTYP, TIPEICTABIISI-
IOIIUX TEPMUHAIbHbBIE MPENCTABUTENLCTBA PA3IUYHBIX
aHAJIM3aTOPOB, a TAKIKE BU3YATU3alluK MX B3aMMOICHCTBUS
C IPYTUMHU y4yacTKaMM KOpbI, BOZHMKAIOIIMMU MpU pea-
JIM3AIUHY OTACIBHO B3ITOM (hyHKIINN. OTHAKO IPUMEHEHME
0OJIBIIIOTO KOJIMYECTBA KAHAJIOB B aHAIM3aTOPaX BBICOKOI
IUTOTHOCTH 3amucH (puc. 4) MpUBOAUT K HEBO3MOXHOCTH
MMPOBEACHUSI KJIACCUYECKOTO BU3yaIbHO-(DEHOMEHOIOTH -
YeCKOIo aHAIM3a HAaTUBHOM 3aITMCH, BRIHYKIAs UCCIICIOBA-
TeJ1s1 IMOO UCIIOIb30BaTh Ipeo0pa3oBaHue B 00Jiee MPOCThIe
MOHTaxHbIe cxeMbl («10—10» mim «10—20»), mpakTu4ecKu
CBOIIST Ha HET BCE TTPEUMYIIECTBa MHOTOKAHATBHOTO ITPHO0-
pa, 1100 MPUMEHSITh TEXHOJIOIMU MaTeMaTU4ecKoil oOpa-
OOTKU C TOJy4eHHEM ABYMEPHOIO U300paXkKeHUs C YCI0B-
HBIM paclpefeeHMeM MOIIHOCTU 3aJaHHOM YaCTOTHI
Ha CKaJibIte (puc. 5).

IMocnenHsist TexHosiorus 0oJiee yaoOHa 1Jisl UCCIIe10-
BaTeisl, IIOCKOJIbKY ITO3BOJISICT IOJYIUTh WH(MOPMAIINIO
00 aKTUBHOCTH KOPKOBBIX CTPYKTYpP TOJIOBHOTO MO3Ta,
KOTOPBIE MOKHO COIIOCTaBUTH C aHATOMUYECKUMHU 00pa-
30BaHUSIMU WJIM COBMEIIATE C M300pakKeHUEM, TTOJTydeHHBIM
IIPY TIOMOIIM KaKOTO-HUOYIbh PaaNOJIOrMUYECKOTO METoIa
(KoMITBIOTEpHAsT TOMOTpadusi, MAaTHUTHO-PE30HAHCHAsI
Tomorpacdust u ap.). [Ipudaem, yIuThIBas OTHOCUTEIIBHYIO
«CTAaOMJIbHOCTh» HEMPOpaaroJI0ru4ecKo KapTuHbI, TUOPK-
nu3alusl u300paxkeHuid He TpeOyeT HEIOoCPeACTBEHHOIO
COBMEIIIEHMS UCCIICAOBAHUIM TT0 BpeMEHH, a MOXKET IIPO-
BOIUTBCS U OTIACIBHO. B 3TOM ciTyyae mpoBOAMTCS COBME-
IIeHNWE JTOKAIU3allnil 3JIEKTPOIOB ¢ aHATOMUICCKUMU
00beKTaMM, TAKMMU KaK 00JIaCTh IIePEHOCULIbI, KO3eJIKa
1 BEpXHETO Kpast O0JIBIIIOT0 3aTHUIOYHOTO OTBEPCTHSI.
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Puc. 3. Hzmenenue eusya/zbnoﬁ quJopmauuu 6 3asucumocmu om Koauvecmea Ucnonb3yemslx nepeuuHvlx CeHCopos

Fig. 3. Changes in visual information depending on the number of primary sensors used
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A nwtyuermoz? Ha cucmeme 8blCOKOU nAOmMHoOCmu 3anucu

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

Puc. 4. Busyanvroe npedcmasnenue HaMUGHOU 31eKmMpoIHUePaIocpammol
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WUccnepoBaHne MO3roBoM aKTUBHOCTH

340pOBOro yenoBeka

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

OnHaKo NPOBeIeHHBIC UCCIICIOBAHNS TTOKA3aJIH, YTO TI0-
HSITHIE€ HOPMbI ObLIO JOBOJIBHO YCJIOBHBIM. TaK, HarlpspKeHue
PYK BCJICICTBME BOJHEHUS WM MHBIX IIPUIMH BBI3BIBAIO
JIECUHXPOHM3ALINIO B 30HAX KOPKOBOTO MIPEACTaBUTEILCTBA
JIBUTATeJIbHOTO aHajM3aTopa, BennurHa 6a30BOil 4aCTOThI
anba-puTMa, XapaKTePU3YIOIIEero COCTOSTHUE TTOKOST 3pH-
TEJIPHOTO aHAJIM3aTopa, M3MEHSIaCh MIPU aKTUBHOM IIpEI-
CTaBJICHUU NALMEHTOM IeHCTBYs U I1p. (puc. 6).

WUccnepoBaHune gBuratenbHoi pyHKLUM

JIBMzkeHMe — oHa U3 0a30BbIX (PYHKIIMI BCEX JKUBOT-
HBIX, B 3HAUYNUTEIHHON 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 XKM3HHU IareHTa. Kop-
KOBBIE TIPEACTaBUTEIbLCTBA IBUTATSIIHHOIO aHAIM3aTopa
PaCITOJIOKEHBI B LICHTPAJIBHBIX 00JIACTSIX KOPHI U 3aHUMa-
10T 00J1aCTh MTOCTUEHTPATBbHOI N3BUIMHBI (1YBCTBUTEIb-
Hasi, addepeHTHAsI YacTh aHAIM3aTopa) U 00JIacThb Mpe-
LIEHTPAJIbHOM M3BUJIMHBI (OBUTaTeNbHasA, d3ddepeHTHas
yacThb) (rosist bponmana 1—6).

4

17151 KOPKOBBIX IPEICTaBUTEILCTB IBUTATEIbHOTO aHA-
JIM3aTopa XapaKTepHa COOCTBEHHAs] pUTMHUYECKAs aKTHUB-
HOCTb, TaK Ha3bIBa€MBII MIO-PUTM, BIIEPBBIC OIMMCAHHBII
TacTo B 1952 . Mio-puT™M MMeeT XapaKTepHYIO ISl HETO
peakIIMIo aKTUBAIIUM — PEAYLMPOBAaHKUE B OTBET HA ABU-
JKeHIe KOHEYHOCTE, 4TO AeslaeT 3Ty 30Hy BeChbMa MHTE-
PECHOM JISI METOIOB MCCJIeI0BAaHNUI IIOTEHIIMAJIOB, CBSI-
3aHHBIX C COOBITHEM.

[Ipu mMccnenmoBaHMU KOPKOBBIX IIPEICTaBUTEIBCTB
JIBUTATEIbHOM (DYHKIIMU TTAIIMEHTY TIPEeJIaraioch COBEP-
1IaTh PUTMUYHBIC ABIDKCHUS KUCTSIMM obenx pyk. ITo-
CKOJIbKY KOPKOBasI 30Ha MPEICTaBUTEILCTBA KUCTH Ha-
MHOTO OOJIbIIIe, YeM 30HBI APYTUX YacTel pyK U HOT, ee
MopakeHne MPU Pa3BUTHUU ITaTOJOTMIECKOTO IIpoliecca
MpeACTaBIIsIeT OOJIbIIe HeYI0OCTB IS MalleHTa, a aKTH-
BaLMs JTy4llle BUIHA ITpU TipoBeaeHun DT

M3MmeHeHus1 01M031eKTpUIYECKO aKTUBHOCTHU XapakK-
TEePU30BAIICH ITOIaBJICHEM CEHCOMOTOPHOTO MIO-PUTMa
IIpY ABIDKCHUM KOHEYHOCTEeH. B pesynbraTe 30Ha Tpe-
CTaBJIEHUST KOPKOBOTO IIPEACTaBUTEILCTBA IBUTATEIbHO-
rO aHaJIM3aTopa BBIICISIIACh HAa KapTorpamme (puc. 7).

WUccnepoBaHue peuu

Peuyb — ocHOBHas cucteMa KOMMYHUKaAIIUN MECXKIY
JIIOIbMU, 066CH6‘{I/IBaIOH.[a${ COLIMAJIBHOC TTOJIOKEHUE Ye-
snoBeka. I[lopaxeHue peyeBOro aHaauzaTopa NPUBOAUT
K COLIMAJIbHOM e3aanTalyy MauueHTa, YTo TpeOyeT BeCh-
Ma CJIOKHBIX peaﬁl/IJII/ITaL[I/IOHHLIX METOOUK.

BoineneHue 30H KOPKOBOTO MPeACTaBUTEIbCTBA peyue-
BOT'0 aHajM3aTopa MpOBOAUIIOCH IIPU MPEABABICHUM T1a-
LIMEHTY HArpy3kKu B BHUJE IPOCIIYIIMBAaHUA U IEpecKasa
KOPOTKOTO paccKasa JIuTeIbHOCThIo 3 MuH. KopKoBbie
MpeACcTaBUTEILCTBA PEYEBOTO aHaIM3aTopa B OOJbIIMH-
CTBE CJIy4aeB paCIlOIOXKEHbBI B JOMUHAHTHOM I1OJIYIIAPUH.

nasa 3akpbiTbl / Eyes closed

[na3sa oTKpbITbI / Eyes opened

Puc. 5. nexkmposnyepanoepagpuueckas kapmoepamma mosea 300p06020 M0A00020 HEN0BEKA 8 COCMOSIHUU PACCAAOAeHH020 O00PCMBOBAHUS ¢ OMKDbIMbIMU
enazamu. [lpedcmasnensi eunepcuHxpoHHble 30Hbl 8 UEHMPANbHO-MEMEeHHOU 00aacmu (30Ha MI0-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-tued2a/mepagbuuec;coeo pumma e agucumocmu om npo;zevuzeMoﬁ Ye/N06eKoOM aKkmueHocmu (npet)cmae/tenue

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)

10.0

Puc. 7. Jlecunxponusayus Kopkogvix omoenog 0gueamenbHo2o aHaiu3amopa npu aKmueHoM 08UdlceHUl PyK (6 CpagHeHUU ¢ 8bl0eneHUeM mexX 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 aHATM3AaTOPa (LICHTP IMPOTYKTUB-
Hoi1 peun, 30Ha bpoka, 44-e moie bpoamaHa) pacmoio-
JXKeHa B 3aJHel YacTu HIKHEH JJOOHOI M3BWIMHBI JOMU-
HaHTHOTO TOJIyIapus, a apdepeHTHasT (LIEHTP BOCTIPUSITHS
peun, 30Ha BepHuke, mone 22 mo bpoaMany) 3aHuMaeT
3a/IHIOIO TPETh BEPXHEN BUCOYHOU N3BUJIMHBI U YaCTh HIX-
Hell TeMEHHOMU T0TbKY (M3BUIMHBI [enst).

Brizenenue cnenimduyecKoil aKTUBHOCTU TTPOBOIM -
JIOCH C TIOMOIIIBbIO aHAIM3a He3aBUCHMBIX KOMITOHEHT B -
ama3zoHe Mio-puTtMa (9—17 Ii1), 4TO TTO3BOIMIIO BU3YaIH-
3UpOBaTh 00JIACTH CUHXPOHM3AIIMM aKTHUBHON pedu
B MEpHUOI ITPOCIYIIMBAHMSA TAaIlMEHTOM KOPOTKOTO

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

YuureiBast OTCYTCTBUE MH(MOPMALINK O CIIEIN(PUIHO-
cTu 0a30BOT0 pUTMa PEYEBBIX 30H, ObLJIO CAEIAHO Tpe/-
ITOJIOXKEHNE O BOBMOXXHOCTH BBIACICHUS X aKTUBHOCTH
HE B aKTUBHOM COCTOSIHMH, TI0 IECUHXPOHU3AIUHY CIICII-
¢rueckoro puTMa, a HA00OPOT, MO MOSABICHUIO CTIeHUdU-
YEeCKOM pUTMHUYECKON aKTUBHOCTHU IIPU IIEPEXOIE aHAIN -
3aTOpa B COCTOSTHUE TTOKOST, YTO IIPUBOAIIIO K PETHCTPAIIIN
IICHTPa BOCIIPOM3BEACHUS PeUYU IIPU MIPOCIYIINBAHUI
pacckasa M BBISIBICHHUIO LIEHTpA ClIyXa — IIPU aKTUBHOM
ero Iepeckase.
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Puc. 8. Cunxponuzayus yenmpa peuu (3ona bpoka) npu axkmueayuu 30nbl 6ocnpusmus peuu (Bepnuke) u uenmpa eocnpusmus peuu (3ona Bepnuke) —

npu akmueuzayuu peuesoii 30nut (Bbpoka)

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)

UccnepoBaHue cyeta

Bo3M0OXHOCTB OCYIIIECTBIICHUST MAaTeMATUUECKIUX JCii-
CTBUU, HAPSIy C PEYbIO, ABJISETCS OAHOU U3 BBICIINX KOP-
KOBBIX (DYHKIMI, MCITOJIb3YeMBbIX Y€JIOBEKOM B ITOBCEI-
HEBHOI1 AeATeIbHOCTHU. B huoreHeTMYeCKOM OTHOIIEHUN
cYeT — 3To HamboJjIee MojIoaas (PYHKIIMS BBICIICH HEPBHOIM
TeSITeIBHOCTU, KOTOpasi aKTUBHO Pa3BUBAETCS Y COBPE-
MEHHOTO 4esioBeKa. BaxkHOCTh MaHHOM (PYHKIIMK B COB-
PEMEHHOM YeJIOBEYECKOM OOIIIECTBE TAKOBA, UTO €€ Hapy-
IeHue MNPUBOIUT K CHUKEHUIO KadyecTBa KU3HWU,
a MHOTJA ¥ K MoTepe MpodecCOHaIbHOIO U COLIMAIBHO-
TO cTaTyca IMalMeHTa.

LleHTp cueTa pacIoIoXeH Yy BepXHETro Kpasl YIJIOBOM
W3BUJIMHBI TEMEHHOU IO, YTO CBUICTEIBCTBYET O €0
OTHOCHUTEJIbHON (PMJIOTEHETUYECKOI MOJIOIOCTH.

10.0

Hns nccnenoBaHus (GyHKIIMU CUETa UCITOIB30BAINCH
TECTBI, TIPEACTABIISIIOIINE IIPUMEPhI MAaTeMaTUICCKIX AT -
ctBuii. [TariueHT BBITTOTHSII 3aaHKe, TIPOU3BOIS IIPOCTHIE
BBbIYMCJEHMS B yM€, C OTHOBPEMEHHOM perucrpanyein ouo-
BJIEKTPUIECKOI aKTMBHOCTH TOJIOBHOTO MO3Ta.

B pesynsrarte npu BeleIeHU OCHOBHOTO pUTMa 3aIIMCH
perucTprupoBanach 001acTb aKTMBHOCTH B IIPaBOI TEMEHHOI
obmactu (puc. 9), OpUEHTUPOBOYHO COOTBETCTBYIOIIAS pac-
TIOJIOKEHUIO 1IeHTpa cueTa. Ho B oTymume oT Apyrux 1eHT-
POB, TIOBBIIICHNE (DYHKIIMOHATHHOI aKTUBHOCTU ILIEHTpa
cYeTa MPUBOIWIIO K (POPMUPOBAHIIO CUHXPOHHOI aKTUBHO-
CTH BMECTO OKMIaeMOi1 TeCUHXPOHU3ALNH.

DTOT (heHOMEH HYXIaeTCs B TAbHEHIIIEM HCCIIeI0Ba-
aun. [1o HaIleMy MHEHHUIO, 3TO XapaKTepu3yeT ero UMEHHO
KaK (DMIOTeHETUIECKU «MOJIOIOI» IICHTP JaKe B CpPABHEHUN

11.0Hz

Puc. 9. Bvidenenue yenmpa cuema, pecucmpayus 001acmu 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



pssis' IIETCKOM
HEBPOAOI' MM

C LICHTPOM PE€YU, KOTOPBIA IPX CBOEU aKTUBALIY HUCIIOJIb-
3yeT 00JIbIIOE KOJIMYECTBO CUHXPOHHO pabOTAaIOIIMX KJle-
TOK, B OTJIMYUE OT 0OJIEE «CTAPbIX» LIEHTPOB, PA3AESIONINX
(PYHKIIMOHATBHYIO aKTUBHOCTb, YTO PUBOIUT K UX JI€CUH-
XPOHU3ALIMU B MOMEHT aKTHUBALIUU.

06cyxxaeHune

[To HameMy MHEHMIO, UCTIONIb30BaHMEe MeToma DT
B COBPEMEHHBIX YCIOBUSIX HEOOXOIMMO MEPECMOTPETH
B CTOPOHY aKTUBHOTO MPUMEHEHHUS MHOTOKaHaJIbHBIX
aHAJIM3aTOPOB BHICOKOI IUIOTHOCTU 3alMCH HE TOJBKO
B HAyYHBIX, HO U B KITMHUIECKMX UCCIICIOBAHMSIX, TTOCKOJTb-
Ky 3TO ITO3BOJIUT KaK PaCIIMPUTDH CIIEKTP MCCIIECTYeMbIX
MaTOJOTUiA, TaK U 000raTUTh MEAUILIMHCKOE COOOILIECTBO
HOBBIMHU 3HAHUSIMU 00 M3MEHEHMSIX (DYHKIIMOHATBHOM aK-
TUBHOCTU HEIPOHHBIX CTPYKTYP TP Pa3IMUHBIX HEBPOJIO-
TMYeCKuX 32001 BaHUsIX.

Cama Meroauka DT -uccaenoBaHus JOJKHA TIpe-
CTaBJISITh COOOI HEe XKECTKO perjiaMeHTUPOBAHHBIN Ipo-
TOKOJI, HAITpaBJICHHBIN NCKIFOYUTEIFHO Ha IIPOBOKALINIO
IMapOKCHU3MAIIbHBIX (POPM OMO3JIEKTPUIESCKOM aKTUBHOCTH,
a IMHAMUYECKOe MCCIIeJOBaHKE ¢ BRIDOPOM ITPo0, HarpaB-
JICHHBIX Ha BBIICJICHUE OTACIbHBIX M aKTUBHBIX 30H KOPBI
TOJIOBHOTO MO3ra C OLIEHKOUW 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 TPEOOBAHUSIM:

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

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

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

4. biok TipencTaBiIeHUsI TODKEH TTO3BOJISITh UCCIICAOBA-
TETI0 B PealbHOM BpPEMEHM II0JIydaTh CJICTYIOIIYIO
nH(OPMALIMIO: a) CIIeKTpaJIbHbIC XapaKTepHCTUKU
KaHaJIOB B CCTEMEe KOOPIMHAT MOIITHOCTh — YacTOTa;
0) IByMEpHYIO KapTy MOIIHOCTEIl OMOIOTEHIIMATIOB
C TIPOM3BOJILHBIM BBHIOOPOM MHTEPECYIOIIE YacTOTHI
HCCIIeI0BaTeIeM; B) BOBMOXHOCTB ITOTyIeHUS MH(OP-
Maly 00 aMILTUTYIE /MOIITHOCTH JTF000I TOUKM KapThl
10 HaXKaTHIO KHOITKY MaHUITYJISITOpA.

5. Biok perucTpanuu 10JKEeH MO3BOJISITh UCCIea0BaTe-
JI10: a) (pUKCHUPOBATh IBYMEPHBIE KapThI 10 3a1aBac-
MBIM HMCCIeAOBaTeIeM Ouamna3oHaM; 0) cO3IaBaTh
aHUMMPOBAHHBIE U300paKeHUs], (PUKCUPYIOIINE U~
HaMUYeCKHMe M3MEHEHMST OMO3JICKTPUICCKOM aKTHB-
HOCTH B 3aJaHHbII UCCIIENOBATEIEM BPEMEHHOM IIPO-

MEXKYTOK.

4

6. bJ10K BHEILIIHE CBSI31 ¢ BO3MOXKHOCTBIO B3aUMO/IECUCTBUS
CHCTEMBI C CHCTeMaMU KOMITBIOTEPHOM M MarHUTHO-
PEe30HAHCHOI TOMOTrpady B peaIbHOM BPEMEHHU.
Takoit moaxon ¢ MCIONB30BAHMEM CYOMAaKCUMAJIbHOTO
1 MaKCHUMaJIbHOIo KojmdectBa DDI-kaHanoB (256—512),
C IPMMEHEHNEM METOIVK JIOKATM3AlMA CEHCOPOB B ITPO-
CTPAaHCTBE MOXET OBITh JOMOJTHEH TaKKe BO3MOXXHOCTBIO
ruopuam3anyy DO -KapTorpaMM ¢ MATHUTHO-PE30HAHCHbI-
MU U300pakKeHUSIMU TOJIOBHOTO MO3ra TalreHTa, KOTOPhIe
MOTYT OBITH TIOJYIEHBI TTOCSIOBATEIbHO 1 TIPEACTABIISITD
€000 OCHOBY MHAMBHUIYaIbHOTO (DYHKITMOHATIBHOTO KapTH-
POBaHMST KaxKIIOTO KOHKPETHOTO M3Y4aeMOTO CIIydast, 4To IT0-
3BOJIUT ITOBBICUTH YPOBEHD ITEPCOHATM3ALIN JaHHBIX.

Oco0BblIil MHTEpEC MPEACTaBIIeT BO3MOXKHOCTE DD
PETUCTPUPOBATH OBICTPOITPOTEKAIOIINE IIPOLIECCHI, XapaK-
TePU3YIOIINE N3MEHEHNE OMO3JICKTPUIECKOM aKTUBHOCTH,
YTO MOKa MPAKTUYECKHN HEMOCTYITHO [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 PeaOMIMTAIIMOHHBIX MEPOIIPUSITHUI,
IIPOBOAMMBIX B OpraHM3aIMSIX KIMHAYECKOTO 3BeHA.

HccnenoBanne aKTUBHOCTUA HEBPAIbHBIX CTPYKTYP
JIOJDKHO He TOJIBKO ONMPATHCS Ha JIOKATM3AIUIO TIPeaCTa-
BUTEJIHCTBA HEBPAIbHOM (DYHKIINY B KOPE, HO 1 YIUTHIBAThH
ux dumoreHes, pasmessiss UX Ha OTHOCUTEJIBHO CTaphie
(xompba, TAKTUJIbHAS YyBCTBUTEIBHOCTD, 3peHNE, 00OHSI-
HHUE, CJIyX U TIp.), HOBBIC (peub) W HOBeHIIMe (Cyer),
YTO TTO3BOJIMT CO31aBaTh Oosee 3(PpPeKTUBHBIE MHCTPY-
MEHTHI UX U3yYCHHUSI.

3aknoueHue

DyHKIIMOHAIBHOE UCCIeA0BaHNE AKTUBHOCTH KOPKO-
BBIX CTPYKTYpP T'OJJOBHOTO MO3Ta YejioBeKa IMOATBEepPKIAeT
IyaTUCTUIECKYIO CTPYKTYPY OpraHM3aIuy BBICIICH HEPB-
HOM JIesTeTbHOCTH, 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
HEMBICTITUMO 0e3 TMarHOCTUYECKIX TeXHOJIOTHIA, ITO3BOJISI-
IOIIUX PETUCTPUPOBATH M3MEHEHUS OMOBJICKTPUICCKOM
AKTUBHOCTH, CPABHUMBIE IT0 CKOPOCTH C TEKYIITUMHU U3ME-
HEHUSIMU aKTUBHOCTH HEPBHOI TKAaHM, BO3HUKAIOIINMU
B MOMEHT pean3alii KOPKOBOW (DYHKIIAM.

CoBpeMeHHOe UCIToIb30BaHre DI B HayYHbBIX 1 KJTU-
HUYEeCKMX paboTax HAIIPSMYIO CBSI3aHO C pa3BUTHEM HEli-
POHAyK 1 HACYIITHOI HEOOXOANMOCTbIO TOHUMaHUs (DyHK-
IIMOHAJILHOI OpraHM3alIMKM KOPKOBBIX CTPYKTYP TOJIOBHOTO
MO3Ta UTS CO3MaHMS 3aMEIIAIOIINX CUCTEM, TIO3BOJISTIOIINX
IyOIMpOBaTh yTpaueHHBIE B pe3yIbraTe TPaBM WM 3a00-
neBaHuii pyHKuMU. OCOOGEHHO OCTPO AAHHBINM BOIIPOC
CTOWT y TTALIMEHTOB, TICPEHECIIINX OCTPOE HAPYIIICHIE MO3-
TOBOTO KPOBOOOpAIIIEHUS 1 HE NMEIOIINX BO3MOXHOCTHU
BEPHYTHCS K MOJTHOLEHHON COLMAIbHOM aKTUBHOCTU U3-
3a yTpaThl pa3IMIHbIX (PYHKIIHIA.
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KoHTaKThI:
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Cunppom Kabyku (CK) — pepkoe HacneacTBeHHoe 3aboneBaHue, xapakTepusyiolleecs cneuuduyeckumm mopdonoruye-
CKUMUW U3MEHEHUAMM NNLA, OTCTaBaHWEM B POCTe, Pa3fINyHbIMU NOPOKaMW PAa3BUTUA W MHTENNEKTYaNbHON He0CTaTOYHO-
CTblO Pa3NIMYHOI CTENEHMN TAKECTU.

Llenb paboTbl — nccnepoBaHne ocobeHHocTeit cuHapoma Becta npu CK no gaHHbIM 0630pa iuTepaTypbl 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-
CTUKMW 1 NOAXOAO0B K Tepanuu cuapoma Becta npu CK. MpoaHann3nposaHbl CTaTbu C ONUCaHMEM ClyYaeB INUNENCUm npu
CK. NMpuseneHo cobcTBeHHoe HabnopeHne CK y mauueHTa My)CKOro mona ¢ 3nuiencuei, Ha KNMHUYECKOM NpumMepe
npoaHan13nMpoBaHbl 0COBEHHOCTU TeyeHns cuHapoma Becta npu CK.

Coyetanue CK u cuHgpoma Becta ycyry6nsier HeBponornyeckuii aeduumut u npUBOAUT K GOPMUPOBAHUIO BbIPAXKEHHO
3afiepKKM NCUXOPeYeBOro U MOTOPHOTO pa3suTUA. OcobeHHoCTAMK Tepanuu cuHapoma Becta npu CK aBnsioTca HU3kas
3 HeKTUBHOCTb aHTUINMNENTUYECKNX NPenapaToB 1 0T4eTANBasA 3PMEKTUBHOCTb KETOTEHHON [MeThl, @ TaKKe aTunnyHas
peakuus Ha ropMoHOTEpanuio B BUAE OTYETNUBON NONOXWUTENBHON LUHAMUKU — 3HAUUTENbHOTO YPEeXeHWUA NpUCTYNoB,
O/\HOBPEMEHHO C HapacTaHWeM YPOBHA NeYeHOUHbIX hepMeHTOB.

KntoueBble cnoBa: cuHapom Kabyku, anunencus, cuHapom Becta, ropMoHbI, aHTUINUAENTUYECKUE NpenapaTbl, KEeToreHHas
aveta

Ana uutuposanua: Xutomupckas M.J1., CHerosa E.B., OguHuoBa I.B. CuHapom Becta npu cuHapome Kabyku (0630p
AUTepaTypbl U OMUCaHWe KNMHWYecKoro cayyas). Pycckuit xypHan petckoit Heponoruu 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)
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IConsulting and Diagnostic Center for Children; 36/2 Oleko Dundicha St., Saint Petersburg 192289, Russia;
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Mayakovskogo St., Saint Petersburg 191014, Russia
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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-
KOe HaCJIACTBEHHOE 3a00JIeBaHME, XapaKTepHU3yIoIIeecs
crierdpuyecKuMu MopdoIorndecKMMI N3MEHEHUSIMU JT -
11, OTCTaBaHMEM B POCTE, Pa3TMUYHBIMU TIOPOKAMU Pa3BUTHS
W MHTEJUIEKTYAJIbHOW HEIOCTATOYHOCTBIO Pa3IMYHOM CTe-
neHu TsekecTd [2]. TlepBoHavyanbHOE Ha3BaHUE — «CUHIPOM
rpuma Kabyku» (Kabuki make-up syndrome), Takoke U3BecT-
HO Ha3BaHME CMHApPOMA I10 (paMIUIMSIM 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 nmpusHaeTcs oqHUM U3 peaJaiiimx,
BcTpevaercs B AmoHuu ¢ yactoToii 1 cirydaii Ha 32 000 HoBO-
POXIEHHBIX, B 3alafHbIX cTpaHaX — ¢ yactortoi 1:86 000.
ITo nannbm 2018 1., B Mupe n3BecTHO mpumMepHo o 1000 ma-
LIMEHTOB C JaHHBIM CUHIPOMOM.

B nocnegHue roabl MOSIBUIOCH MHOIO ITyOJIMKALIUA
B pa3HBIX cTpaHax, mocBgmeHHbIX atrnoioruun CK [7].
IIpeanonaraioT X-cuerleHHOe WJIM ayTOCOMHO-IOMU-
HaHTHOe 3aboseBaHue. Bopensior 2 Tuna CK. CK 1-ro
THUIIA — ayTOCOMHO-TOMWHAHTHOE 3a00JIeBaHIE, KOTOPOE
BBI3BIBAIOT TETEPO3UTOTHBIC TTATOreHHBIC MyTAaIlUM TeHa
KMT2D (npyroe ero HazBaHue — MLLZ2), KOTUPYIOIIETO
Jm3uHcnenuduueckyo Metmarpancdepasy 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-cIrerieHHoe 3a00-
JIEBaHME, BBI3BIBAEMOE Te€TEPO3UTOTHBIMU MaTOTeHHBIMU
MyTauussMu reHa KDM6A, Konupyooniero rucToH-IeMe-
THIa3y, B3auMoecTBytolnyto ¢ KMT2D. Mytaliun B TeHe
KDMO6A, pacrionoxeHHOM Ha X-xpomMocome (Xpll.3)
(OMIM: 300867), cocrasmsior okono 5 % ciaydaes CK.
B npyrux ciydasix coobmaeTcst o Hanmmaun 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, TMIOKAI-
eMUYECKUM TEePUOAUYCCKUM IapaandoM, CHUHIPOMOM
®aHKOHM, caxapHbIM AradeToM 1-ro Tuma [7, 9, 15]. Beumy
HeronHoi n3ydeHHocTH TpuurH CK ero martonormdeckue
MEXaHM3MBbI TAKXKE OCTAFOTCSI HEIOCTATOUHO SICHBIMMU.

Hawnbosee n3zydeHbl poJjib 1 BIMSIHAE MyTalllii B reHaxX
KMT2D n KDM6A. Ob6a reHa BBICTYIIAIOT SIIUTEHETUYEC-
CKVIMM PETYISITOpaMy MOAN(DUKAIINHA THCTOHOB (SIIePHBIX
0eJIKOB) U UTPAIOT BAXKHYIO POJIb B IIPOLIECCE IKCIIPECCUU
reHoB. edeKThl KogupyeMbIX MU (DEPMEHTOB U3MEHSTIOT
METWIMPOBaHME JIM3WHA B TucToHe H3, uyTto mpuBoguT
K Pa3BUTHUIO T€TEPOreHHBIX BPOXKICHHBIX aHOMAIM (de-
PEITHO-JIUIIEBBIX, CKEJICTHBIX, BUCIIEPATIbHBIX), HEBPOJIO-
TUYECKUX W 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 narueHToB ¢ CK oTMeuaroTcs IMMYHHBIC HapyIIeHUs],
TIPOSIBIISTIONIMECS KaK CHIDKEHMEM ITPOTUBOMH(MEKIIMOHHOMN
3aIUTHI, TAK 1 ayTOMMMYHHBIMH paccTpoiictBamu. M3-
3a UMMYHOIe(bUIINTA TMAIIMEHTHI CKIIOHHBI K YaCTHIM MH-
(beKIIMOHHBIM 3a00JIeBaHISIM (OCOOEHHO YacTO BCTPEYaIOT-
¢ MHGEKIINY BEPXHUX IbIXaTeIbHBIX ITyTel, ITHEBMOHUM).
Bo3MoxkHO pa3zBuTHe MAMOIIATUYECKON TPOMOOLIUTOIICHU -
YeCKOI MypIrypbl, ayTOUMMYHHOM T€MOJIMTUYECKOI aHe-
mun (9 %), nonmuuuremuu (4 %), runoraMmariooyim-
HeMUHU A, HeOHaTalbHOI runepouaupyorHemun (20 %)
1 myKosucimmosa (2 %) [16].

[MomuepkuBaeTcst BaXKHOCTh ONMMcaHUs (DeHOTHUIA
V Pa3IWYHBIX MMAIIMCHTOB UISI OMPEaeICHNS TMarHOCTH -
YeCKOI 3HAUMMOCTH KITMHUIECKMX ITPOSBICHUI 1 TTOBbI-
meHus 3POEKTUBHOCTU TUATHOCTUKU cuHApoMa [3].
Junarno3 CK ycraHaBimBaeTcss Ha OCHOBaHUY KJIMHUYE-
CKHX KPUTEPHEB.

[TpennoxeHo S KapaAMHaIbHBIX TIPU3HAKOB 3a00J1€Ba-
Husl [5]:

1) dpeHoTrnMYecKu cBoeobpasHoe uo (100 %): mivH-
HBIC TJIa3HBIE IIETH, TYCThIE PECHUIIBI, BHIBOPOT HIXK-
HEro BeKa (9KTPOIMOH), IMMPOKas MEPEHOCHUIIA,
MIPUTLTIOCHYTBIN KOHIMK HOCA, OOJIBIIINE OTTOITBIPEH-
HBIE YIIW, OPOBU B BHUIE apOK C PEAKUM POCTOM
B X OOKOBOIi YacTU, HU3KUI pocT BoJioc. bunare-
panbHbIi taroptanbsm pu CK o0yciaoBIeH BEIBOPO-
TOM JIaTepaJIbHOM YaCTH HIDKHETO BEKa;

2) ckeneTHble aHoMamuu (92 %): maTonoTUsl Yepera
1 MUKpoIiedanms, roTuIecKoe HEOO0 (BEICOKOE), pac-
11IeJIMHA TBepOro 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 IepMATOIIN(UKN: (peTaTbHBIC TTOMYyIIIeY -
KM Ha KOHYMKax nanbLes (93 %);

4) MHTEJUICKTYaJIbHBIN Te(PULINT Pa3IMIHON CTEIICHH TsI-
xectn (92 %). 1Q B cpemHem coctanisieT 60—80 6ayuIoB.
Bosee yem B 80 % ciyyaeB HEBPOJIOTMYECKIE CUMIITO-
MBI IIPEACTABIISTIOT 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, TUIIOTOHMS. 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 B3pOCIeHUs JETH OTCTAIOT B IICUXOJIOTMYE-
CKOM U1 (pM3UYECKOM Pa3BUTHH, HAOIIOMAIOTCS HAPYIIICHUE
KOOPIMHAIIUY ABVKEHUH, 3aIepXKKa PEUeBOrO Pa3BUTHS,
BCTpPEYACTCSI TPEMOP KUCTEI M CTOII. DIIICTICUIO MOXKHO
OTHECTHM K XapakTepHbIM TopaxeHusM npu CK, ona
BcTpevaetcs ¢ yactoroit ot 10 10 40 %.

OmnHako penkas BctpedaemocTh CK 1 onmcareapbHOe
HaKOIUICHNE JaHHBIX 00 MUJICTICUM B KIIMHUIECKOM Kap-
THHE 3200JIeBaHNUs IeIal0T aKTyaJIbHBIM KaK aHAJTUTHIC-
CKMi1 0030p IUTEePATYPHI, TAK 1 OIIMCAHUE PEIKUX CIyda-
eB TSKEIBIX (pOpPM IMUICTICHMU, OCOOCHHO CHMHIpOMa
Becra (CB), ripu a3TOoM 3a001eBaHNT

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 CJIOB HCITOIB30-
BaJIich caenyroiue: 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 MOAYEPKUBAIOT BaXKHOCTh ITOCTAHOBKHU muarHo3a CK
KaK C MOJICKY/ISIPHO-TeHETUYECKIM TTOATBEPXKICHIEM, TaK
1 06e3 HeTo. DIUJICTICUIO MOXKHO OTHECTHU K XapaKTEPHOMY
st CK mopaxkenuto [1]. Dnmaentrudeckue MPUCTYITbI
IEeOITUPYIOT B IIMPOKOM BO3PACTHOM IMAara3oHe —
OT MJIaleHYeCTBa OO0 MJIAIIIETO IIKOJHHOIO BO3pacTa,
yaiie BcTpevaroTcs y aeBouek. [Ipeobnagaior hokanibHbIe
dopmbl srmnencuu. Cemuonorus nmpuctynos npu CK
HemocTaToyHo u3ydyeHa. B 2017 . 6bU1 0ny0IMKOBaH Tep-
BBII1 0030p IT0 XapaKTepUCTUKE SIMIICTICUN Y ITAIlUeHTOB
¢ CK ¢ myraumsavu KMT2D. ViccnenoBaHue BBISIBUIO

4

0oJiee BHICOKYIO pacIIpOCTPaHEHHOCTh SIMWICTICUM U Ya-
CcTOTY (POKAJIBHBIX IIPUCTYIIOB, YeM COOOIIAIOCh paHee
[13]. B uenom snumercust mpy JaHHOM CUHIPOME XOPOIIO
KOHTPOJIMPYETCSI MEMUKAMEHTO3HO. OTHAKO BCTPEYArOTCS
cayJan pedpakTepHO SIMIICTICUN, HAIIpUMep P cove-
TaHUM (POKAJBHOM SMWIETICUU C OuIaTepaJbHOM Mepu-
CUJIbBUAPHOU noJuMuKporupueii. Ilo jaHHBIM aBTOPOB,
BBISIBJICHBI Pa3IMIHbIC CTPYKTYPHBIC, BPOXKIEHHBIC aHO-
MaJliM, UTPABIIIKE pOJIb B TeHe3e (papMaKOpe3nCTCHTHOM
smunenicuy npu CK, B ToM unciie GmnarepajibHas Wi YHU-
JIaTepaiabHasl TIepUCIIbBHAPHAS TTOJIMMUKPOTHPHS, apax-
HOMIAJIbHBIC KMCTHI, aTpOMUECKIIe M3MEHEHUS TOJIOBHOTO
MO3ra, CTBOJIa, MO3:KeuKa, T1hdy3HBINM TMIIePUHTEHCUBHBII
T2-curHan oT 4Ye4yeBM1IEOOPA3HOTO, KPACHOTO M 3yOUaToro
siiep ¢ 2 CTOPOH Y MalyeHTa ¢ TpeMopoM [6, 17]. Ilpu anek-
TposHLIehaTorpauIecKoM HUCCIeIOBaHUM Y TTallieHTOB
¢ CK, mo maHHBIM aBTOPOB, BBISIBIISTIOTCS XapaKTepHBIE pe-
TMOHAJIbHBIC 3MICNTUMOPMHBIC HAPYIIICHWSI B BUAE BU-
COYHO-3aThIJIOYHBIX CITAMKOB, KaK eAMHUYIHBIX, TaK 1 ITPO-
TOJDKEHHBIX [6]. A. Ogawa 1 coaBT., 00cen0BaB 9 nalMeHToB
¢ samwienicueit ipu CK, BBISIBUIN 10 TaHHBIM 3JICKTPO3H-
edanorpaduu (33I') pernoHaTBHYIO AMUICITU(HOPMHYIO
AKTUBHOCTD «CIaliku» — B 7 ciy4yasx, nuddy3Hbie KOM-
IJICKCHI CTIaliK—BOJIHA B | CiIydae ¥ TUIICApUTMMIO TaKKe
y 1 manmenTa. Dmtencust npu CK B OONBIIMHCTBE CITy4aeB
XOPOIIIO KOHTPOJIMPYETCS aHTUATUICTITUISCKIMM TIperia-
paramu [20]. OT™MedyeHa 3POEKTUBHOCTh 30HUCAMUIA
B JiIe4YeHUM 3TOoro cuHapoma. Crerndpuueckoi Tepanuu
HeE CYIIECTBYeT. B sTHBapcKOM HOMepe BemyIlero aMepu-
KaHcKoro XypHana PNAS Oblita onmyOJIMKOBaHa CTaThbs
o JieueHnn yMcTBeHHOI oTcTanocTu rpu CK. CyTb Tepa-
MUY 3aKJII09aeTCs B IPUMEHEHUN HU3KOYTJIEBOTHOM Ke-
TOHOBOI IMETHI, KOTOPasl pacCMaTPUBAeTCsI KaK IePCIeK-
TUBHOE HampaBieHue [23].

CyIIeCcTBYIOT €IMHUIHBIC ITYOJUKALIMY O TSKEJIOM Te-
yeHun snuiencun mpu CK, yaiie o0ycIOBIEHHOM BPOXK-
JMIEHHBIMM aHOMAJIMSIMU TOJIOBHOTO MO3Ta U CIielrduye-
CKUMU 3IMWIETITUICCKUMHI CUHIPOMAaMH.

Ormmucanust CB ripu CK B tutepatype eqHMIHbL. Criydaii
TOHMYecKux crna3MoB 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
mpuctymnoB Ipu CK y 9 marmeHToB onucaim B 4 CryJasix Te-
HepaJl30BaHHbIE TIPUCTYITHI, Y 2 TIALMEHTOB — CJIOXKHbIE (PO-
KaJIbHBIC C TIEPEXOIOM BO BTOPUIHO-TEHEPATM30BaHHBIC CY-
JIOPOKHBIE, elle y 1 — aToOHMYecKre MpUCTyIIbL. Y 1 00JIbHOro
muardoctuposad CB, uro cocrasmio 11,1 % [20]. H. Ito u co-
aBT. (2007) npeacrasmm HadmoneHne CB y 6-mecsauHoii ne-
Bouky ¢ CK B coueTaHnu ¢ 3aepKKoil IICUXIECKOro Pa3BH-
TUS ¥ TOHUIECKUMK MH(GAHTWIBHBIMU CIIa3MaMM, KOTOPBIS
O KymupoBaHbI K 9 Mec. [Ipu obcrenoBaHny B BO3pacte
2 JIeT 3aepKKa TICUXMYECKOTO Pa3BUTHSI coxpaHsiach [11].
CB moxet Haobmonatbest mpu CK 1-ro 1 2-1o tuma [22].

YYuTeIBast HEIOCTATOYHOCTD MH(POPMALIK O KIIMHUKE
n sapdexruBHocTr neyennst CB npu CK, mipencrasiser
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MHTEPEC ONKMCaHue COOCTBEHHOTO KIMHUYECKOTO Ha0I10-
TIEHUS 1T WUTIOCTPALIMKM KJIMHUIECKON TMHAMUKY U 3(-
¢exkTuBHOCTU aHTURMMIenTUYecKoi Teparu CB mpu CK.
deHOTUMYECKHE 0COOEHHOCTH JAHHOIO MalleHTa PaHee
OBLIY OTIMCAHBI B IUTEepaType Kosuieramu [4], amHaMuyde-
CKO€ HaOII0OACHNE Y SITWICIITOJIOTA 1 JICUeHUEe MallkeHTa
IIPOBOISITCS] aBTOPAMMU.

KnuHuueckunn cnyvait

[layuenm 2017 . p., nabarooaemcs 6 I'Y3 «Koncynsmamug-
HO-OuaeHocmuyeckuil yenmp oas demei» ¢ gozpacma 1,5 mec.
Ilepsorauanvro podumenu 0opamuaLUCs ¢ Hcarobamii Ha enepebie
BO3HUKUIUE Y PeOeHKA CYOOPOIICHbIE NPUCIYNDbL, 3A0ePICKY
NCUXOMOMOPHO20 PA36UMNUSL.

—

Puc. 1. Dernomun nauuenma c cunopomom Kabyku (coocmeenroe nabaooenue)

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

Anamnes 3aboaesanus. C 1,5 mec 6 cocmosiHuu cHa u, pedice,
b600pcmeosanus ¢ yacmomoil 2—3 pasa é 0eHb y MaNbHUKa Om-
Meuanucs Inu300bl KpamrospemerHoeo (okono 3—4 ¢) nanps-
JICEHUS U KAOHUYECKUE (heKCopHble CCUBaHUs PYK U Ho2, CONpO-
sodCcOaguUecs adeepcueil 20106bL U 2143 8 CIMOPOHY U BBEPX.
Ilapokcuzmbl urcuposanuce Kaxicovlii OeHb, CepUsIMI.

4

Anamnes scuznu. Peberok poduncs y moaodeix podumeneii,
om 2-ii namonoeuvecku npomexasuieil 6epemenrocmu. bpak
Hepoocmeennblil. Ilepeas bepemerHoCMb 3aKOHUUAACH BbIKUObL-
wem 6 6 Hed. Bmopas 6epemennocms npomexana Ha goHe gemo-
naaueHmapHoli Hedocmamourocmu, 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 JHcu3nu y pebeHka onpeoensnacs 8boi-
PAdNCEHHASL 3a0ePIHCKA NCUXOMOMOPHOR0 PA3BUMUSL: 8321510
He uKcuposan, He peazuposan Ha OKPYICAOUUX, omme4a-
AACh BbIPAICEHHAS IMOYUOHANbHASI OEOHOCMb, ANamusl, Ha ue-
PYUKU He peazuposan.

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

Y pebenka Oviau evis6aeHbl cOnymemeyioujue 3a604e6a-
HUSL: eeMOAUmu4eckas Kymoc-ompuyamensras anemusi, ouc-
@yukyun eenamobusuapHo2o mpakma (eenamomeeanus,
noevlulerue yposHell arbgagemonpomeuna, ueaso4Hoil goc-
gamaswvt), duceammaenodyasuHemMus, NUeA0IKMA3Us.

Heepoaoeuueckuii cmamyc. Onpedensinuce 8vbiparxceHnas
3adepicKa MOMOPHO20 PA38UMUSL, CXOOAUUICS CMPaousm,
N€80CMOPOHHSSL CRACMUYeCKas KpUeoues, cnacmuyeckuil
mempanapes ¢ aKyeHmoM 8 1e8blX KOHEUHOCHSX, NOBbLUEHUE
CYX0oICUNbHBIX pehnekcos 8 KoHeuHocmsx (S >D), noaoxcu-
menbHblil cumnmom babunckoeo.

Pesyasmamut oo6caedosanus. Ilo dannvim pymunnoit 3T
u 8udeo-9I9I-monumopunea onpedensiacy KapmuHa amu-
nuyHoil (Moduguuuposanroil) euncapummuu. UKkmanvHvix
cobbimutl u DI I-nammepHos npucmynog He 3apuKcupo8aro

(puc. 2).

\N,u'» |
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Puc. 2. Ilayuenm c cunopomom Kabyku 1-eo muna. aexmposnyegharoepagus 6 éo3pacme 1,5 mec. [lammepn MoouguyuposanHoli 2uNcapummuu ¢ pecu-

OHA/NbHbIM AKUCHMOM 6 1601l 8UCOYHOU oOaacmu

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 ycmarosnen duazHo3 amu-
nuunoeo CB. C yuemom gpeHomunuueckux ocodeHHocmell
DPeKomMeH008aHo eenemuyeckoe oocaedosarnue. Tlayuenm obin
20CNUMANU3UPOBAH.

Maenummno-pezonancnas momoepagus (MPT) eonroeHoeo
Mo03ea 8bl8UAA NamMonocuyecKue usmenerus (puc. 3).

Junamura 3aboaesanus. B cmayuonape nposedetst 00-
noaHumensvHoe oobcaedosarnue u nodbop mepanuu. B xode
2eHemu4ecK02o 00c1e008anus ObLAU UCKAUEHbl MUMOXOHO-
puanbHvie 3a601e6aHUsl, NPOBEOCHO eeHeMU1ecKoe UCcaedo-
8aHUe N0 NAHEAU «DNUAENCUS» ¢ OMPUUAMENLHBIM PE3Y/lb-
mamom. Ilayuenm obcaedosan na npedmem HaAAUUUSA
obonesneil Hakonaenus: lowe, @abpu, Humanna—Iluxa A/B
muna, Ilomne, Kpabbe, mykonoaucaxapudosza I-eo muna;
6ce nepeuucieHHble 3a001e6aHUs OblLAU UCKAIOUeHbl. KoHcyab-
MUuposaH 8edyuUMy SNULenmonoeamu, noomeepicoeH duae-
Ho3 amunuynoeo CB, pexomendosan eueabampun (cabpun)”,
npu Hea(pexmueHocmu — 20pMOHANLHAS BbICOKOOO3HAS
mepanus. B cmayuonape nposoduacs kpamxospemeHHblil
KYpC 20pDMOHOMEPANUYU ¢ OMH4emAUBOL NOAOICUMENbHOU OU-
HAMUKOU U Pe3KUM CHUMNICEHUEM KOAUYeCmea Npucmynos.

O0Hako 6 cés3u ¢ Hapacmanuem yposHeli (hepmeHmog neuenu
(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-
G 0MMe4anocb Omuemiugoe 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 UepyuwiKy, ommeuancs 001e3HeH bl KPUK, 04eHb Heeamue-
HO peaecuposan Ha pazopasscument.

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, pacliuperue 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 usmenenus 6 100H0-8UCO4-
HbIX 0MOenax noAyuwapuii Mo3ea u 3amedieHue MUeAUHU3ayulL 00Aacmu cmeoaa, 3a0He2o 6eopa 6HympeHHell Kancyasl, 2UnONAA3UsL 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
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Puc. 4. Maenumno-pesonancnas momoepagus nayuenma c cundpomom Kaoyku 1-eo muna 6 dunamuxe, 6 6ospacme 8 mec. Ampoghuueciue uzmeHenus
6 N00HO-BUCOUHBIX OMOCAAX NOAYULAPUL MO32A U 3aMe0NeHUe MUCAUHUZAUUU 00AACmU CME0Ad, 3a0He20 0edpa GHYMpPeHHel Kancysl, 2UNONAA3Us MO30AU-
cmoeo meaa. B dunamuke — Hapacmanue ampoguueckux usmMeHeHuil 6 A00HO-8UCOUHBIX OMOLAAX 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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Hunamuxa DIOI-kapmunol Xapakmepuszoganace npeo-
onradanuem GoxkanrvHoil 3nusenmu@dopmMHOl AKMUEHOCU

(puc. 5).
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Puc. 5. Dnexmposnyepanrocpagus nayuenma c cundpomom Kaobyxu 1-eo
muna 6 eozpacme 10 mec. Juggysnoe 3amedrenue gornogoeo pumma, ne-
puodutecKoe pecuoHaNbHoe 3amedlenue 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 eviparxceHHY0 3a0epicKy NCUXOMOMOPHOZ0
Da36umus, pe3ucmeHmHOCmy K GHMUSNUAENMUHECKOU mepa-
nuu, eeHemu4eckue Uccae008anus OviLaU nPoodosceHsl. B pe-
3pabmame CeK6eHUPOBAHUs. IK30Ma ObLAA 8bISIGACHA MYMALUSL
eena KMT2D ua 12-it xpomocome. Boisigaennas mymauusi onu-
cana 6 aumepamype u xapaxkmepra o CK. [lpu eenemuueckom
obcaedosanuu podumeneil aHaN0UMHAS Mymauyus Obi1a 0OHa-
pydiceHa y omuya pebenKa, KOmopwlii KAUHUYECKU 300p08.
B danveiiuem v110 nposedero cexéenuposanue eenoma. Jpy-
2UX 2EHEMUYeCKUX U3MEHeHULl 00HAPYiceHo He Obiio. Peberok
OblLA NPOKOHCYABIMUPOBAH 2EHEMUKOM, BbICHABAEH OCHOBHOUL
duaernosz: «CK 1-e0 muna (MoaeKyAsipHO NOAONCUMENbHBLIL, MY-
mauus 6 eene KMTZ2D). Cumnmomamuueckas Myaomughokans-
Hast SnUAENCUsl, Pe3UCMEHMHAS K MEePanuu».

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 3hheKmuUHOCMbI0 AHMUINUACNMUYECKUX NPEnapamos
Oblra 66edena KemoeeHHas duema, Ha ghoHe KOMopoli omme-
Yanuc, omyemausoe ymeHouleHue npucmynoe 0o 16 3 ous,
YAYHUeHUe NCUXOIMOUYUOHAALHO20 CIAmyca, HeKomopas
noA0NCUMeNbHAs OUHAMUKA 8 MOMOpHOM cmamyce. B Ha-
cmosiee spems, 6 gozpacme 2,5 200a, 6 He8pON0UHECKOM
cmamyce coxpansaromes xapakmeptuiii 011 CK ¢penomun,
BbIPAICEHHASL 3A0ePICKA NCUXOPEHe8020 U MOMOPHO20 Pa3-
BUMUSL, CXOOAWUTICA CMPAOU3M, CRACMUYECKULI mempanapes
¢ npeobnadanuem 6 AeblX KOHEYHOCMAX, PempaKuyus

4

axuA108a CYXOACUNUS, NOA0NCUMENbHYLI cuHOpom Baburcko-
20. B nacmosuwee epems nayuenm noayuaem okckapoazenum
(mpunenman 240me/cym — 21,8me/ke), kaonazenam (pu-
sompun 0,5me/cym — 0,45me/ke), kemoeennyro duemy. Ilo-
000Has KOMOUHAUUS NO360AUAA YMEHbUUMb KOAUYeCM B0
npucmynog do 3 napokcuzmos 6 mecsy. Beedenue kemoeennoii
duembl 0a10 803MONCHOCINb OMMEHUMb 8U2AOAMPUH be3 om-
PUYamenvHoll OUHAMUKU, CHOCOOCMBOBAND YPeICCHUIO NPU-
CMynoe8, a makce HeKOMoOpPoOMy YAVHUICHUI) NCUXOMOMOP-
Hoeo paszeumus. Pebenok Hauan ysnaeéams podumenelil,
NOsABUNOCH 2YNeHUe, AKMUBUUPOBANACH 08UAMENbHAS AK -
muerocms. OOHAKO e20 coCMOosiHUe 0CMaemcs MAdCcenbim.
B pesyavmame komniaekcHoeo obcaedoganus 0uazHo3 pedeH-
xa caedyrouuii: «Cundpom Kabyxku I1-e0 muna (mymauvus
6 eene KMT2D). Ienemuueckas gokanvuas gpapmarxopesu-
CMeHmHas snusencus, mparncgopmayus cuHopoma Becma.
Cnacmuueckuii mempanapes msxicenoii cmenetu. Boipasicen-
Has 3a0epiucKa MOMOPHO20 U NCUXOPEHeB020 PA3BUMUS>.

Takum obpaszom, Hallle HaOJIIOAEHUE JEMOHCTPUPYET
PENKYIO ISl JAHHOTO TeHETUYECKOI0 CMHIPOMa KOMOM-
Hanuio ¢ CB. OnmcaHo Bcero HECKOJIBKO aHAJIOTMIHBIX
caydyaeB. O030p aUTEpaTyphl MOKa3al MaIyio MpeacTaB-
neHHocTh gaHHbIX Mo CB mpu CK, 4ro momuepkmBaeT
3HAYMMOCTD IPUBEACHHOIO KIIMHUYECKOTO HAOTIOACHNS.

KpaiiHe penxko BcTpeyaroiuiicss 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 (heHOTUITH -
YECKHU 1 KJIMHUYECKU 3M0POB MPH HATUIMHU XapaKTepHOI
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 Tskenol crerienn st CK. Heo6xommMo oTMETUTD,
uyto MPT He BbIsiBUIIa TPYOOIi IMCTeHE3UU FOJIOBHOT'O MO3-
ra, 9acTO OMMCHhIBAEMOMU IIPY TaHHOM CUHApoMe. JImHaMm-
ka D3I B 3TOM KIMHUYECKOM HAOTIONCHUM HETUIIMYHA
17151 oncaHHoro TunudHoro it CK 93T -marrepHa ¢ xa-
paKTepHBIM IpeobJiagaHeM CIIaiikoB B T0OHO-1LIEHTpalb-
Hoit obmactu [14]. OgHako BONPOC JIOKATU3ALMN TUTTAY -
Horo DBI-narrepHa mist CK ocTaeTcst CHOpHBIM, OITMCaHbI
TEMITIOPO-OKIIMITUTAIbHBIEC CITANKY KAK XapaKTEPHBIN TUTT
snuenTudopMHoIi aktuBHocTH [10, 21].

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

TakuMm o6pa3om, coueTaHrue CUHIPOMOB ONpPeaeINIO
TSDKEJIOe COCTOSIHUE TAlIMEHTA, BRIPAXKEHHYIO 3aIePKKY
TICUXOMOTOPHOTO Pa3BUTHsI, 00ycioBIeHHyI0 Kak CB, Tak
u CK.
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Ocobennoctsamu Tepanuu CB ipu CK gaBsiorcst HU3Kas
3¢ HEeKTUBHOCTh AaHTURIMUICITUYECKUX IIPEIIapaToOB U OT-
yeTnuBas 3(pPeKTUBHOCTb KETOTeHHOM TUETHI.

Coueranue CK u CB ycyryoiisier HeBpOJIOTUYECKUIA
ne(UIINT U TIPUBOAUT K (DOPMUPOBAHUIO BBIPAsKEHHOMN
3aJepKKM IICUXOPEYEBOrO U MOTOPHOIO DPa3BUTHUSI.
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Cuuapom CADASIL u peMmuenuHusayms:
dual pathology? (OnucaHue KnuHUYECKOrO Cay4as)

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

CvHppom CADASIL (uepebpanbHas ayTOCOMHO-AOMWHAHTHAA apTepuonatus ¢ CyOKOpTUKanbHbIMW MHGAPKTaMn 1 NeiikosHLeda-
fionatveit) — pefKoe HacneACTBEHHOE 3aboneBaHWe, NOpPAXatoLLee roNoBHOI MO3T, CBA3aHHOE ¢ MyTaumeii reHa NOTCH3 Ha 19-i
XpoMmocome. [JonosHuTeNbHbIE TPYAHOCTU BO3HMKAIOT Npu KomopbuaHoctv cuiapoma CADASIL ¢ apyrumu 601€3HAMMU rON0BHOTO
MO3ra, NopaXaroLmi 6enoe BeLecTBo, HaNpPUMep PaccesHHbIM CKIEPO30M UM CXOXUMU C HUM 3aboneBaHuaMU. B npeactaBneH-
HOM KJIMHUYECKOM CJTy4ae, MOMUMO reHeTUYeCKU JokasaHHoro cuHapoma CADASIL, y naumeHTKM MMenu MECTO CUMATOMbI (HENOBKOCTb
B NPaBOi pyKe, peTpolyNbbapHbIii HEBPUT), 3aCTaBAOLME 3aN0A03PUTL AEMUENMHU3MPYIOLLEe 3aboneBaHe. MarHUTHO-pe3oHaHC-
Hasi Tomorpadus BbisiBUNA 04aru B GE10M BeLLECTBE roN0BHOrO Mo3ra 6e3 HaKoneH!s KOHTPACTHOrO BellecTsa U 6e3 MH(paTeH-
TOpMasbHbIX U CTBOOBbIX 04aroB. TN CUHTE3A ONIUTOKNOHANbHBIX AHTUTEN OKA3aNCs XapaKTepPHbLIM /1A PACCEAHHOTO CKNepo3a.
Takoke GblN HE3HAYUTENBHO NOBLILEH YPOBEHb aHTUTEN K MUEIMHOBOMY MUKOMPOTenHy onuroferapouutos (MON). [ins yTouHeHus
AMarHo3a 1 HasHayeHUs NPaBUALHOTO leYeHNs NaLUMeHTKe NOKAa3aHO [ONOHUTENbHOE 06CNe0BaHNe.

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

Ins yutupoBanus: Wranr N.0., Kotos A.C. Cungpom CADASIL v pemuenunnusauus: dual pathology? (onucanue knuHuyec-
Koro cnyyas). Pycckuit )xypHan 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-MOG

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  apTepHoIaTHs ¢ CyOKOPTUKATLHBIMU MH(MAPKTaMU 1 JIENKO-
arteriopathy with subcortical infarcts and leukoence-  sHIedanonaTueii) — penkoe HaCACACTBEHHOE 3a00JICBaHNe,
phalopathy — mepebpanpHasi ayTOCOMHO-IOMUHAHTHAsT  CBsI3aHHOe ¢ MyTanmeit reHa NOTCH3 Ha 19-i1 xpoMocoMme.
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TUNMMIHBIMY KIMHAYECKUMU ITPU3HAKaAMU CTHAPOMA CITy-
KaT MUTPEHO3HBIC TOJIOBHBIC 0011, aDheKTUBHBIC HAPY-
LIEHMsI, TPAH3UTOPHBIE UIIEMUYECKIE aTaK! 1 TIOBTOPHBIC
SMU30/bl UHCYJIBTA C UCXOAOM B JIEMEHLIMIO. MarHUTHO-
pe3oHaHcHas Tomorpadust (MPT) rooBHOro Mo3ra BISIB-
JISIET XapaKTepHoe IopakeHue 0eJ10ro BellecTBa 00JIbIINX
nonywmapuii. Yacrora cuHapoma cocrtabisieT 2 % ciiydaeB
JIaKyHapHBIX WH(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 110 ayTOCOMHO-IOMM-
HaHTHOMY TUITy [2]. JOMOJTHUTEIbHBIE TPYTHOCTH BO3HU -
KaroT npu KomopougHoctu cuaapoma CADASIL ¢ opy-
ruMu 00JIe3HSIMU TOJIOBHOTO MO3Ia, opaKkaroluMu 0e1oe
BEIIIECTBO, HAIIPUMEP PaCCeSTHHBIM CKJIEPO30M MJIH CXO-
KUMH ¢ HUM 3a00s1eBaHusaMU [3]. MBI ipeicTaBiisieM OIT-
caHNe ITOIO00OHOTO KJIMHUYECKOTO CITydas.

KnuHuueckum cnyyait

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

B 6o3pacme 19—20 nrem nayuenmka ommemuna 31u300
crabocmu 6 npasoil pyke (He mMo2aa HU4e20 HANUCAMs), CO-
cmosiHue 0aunoch npumepHo 1 mec (CMymHoO NOMHUM OGHHbLI
nepuod), cumMnmomMamuka Kynupoeanacs camoCcmosimenbHo
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 JHCUMeNbCMaa ¢ OUASHO30M «pempo0y1b0apHblil
Hespum cnpasa». Ha goone npoeodumoeo aeuenus (pempobyno-
bapHvle UHBEKYUU C 0eKCAMemasoHoM, 8UMAMUHOMepPantis)
OMMeuana noAOJICUMENbHYI0 OUHAMUKY 8 GUOe YAYHUIeHUs]
00We20 cOCMOsIHUS, CHUJICEHUsL 3DUMEAbHO20 OUCKOMGpopma.
B Hesponoeuueckom cmamyce omme4aiucy CUMMempu4Hoe
0dICUBNCHUE CYXOICUNBHBIX PedhieKco8, HeD0AbULAsL WAMKOCHTb
npu xoowoe, anusokopus. bviio pexomendosano évinonnenue
MPT 201061020 MO32a ¢ KOHMPACMUPOBAHUEM.

Ilo danubim MPT 20n06H020 Mo32a om Hos6ps 2018 e.:
KapmuHa o4azoe bonee xapakmepra 045 cunopoma CADASIL,
MeHee mMUnuYHa 045 demuearunuzupyrouweeo npovecca. Ilpu-
3HAK06 HapYUleHUsl YeA0CMHOCMU 2eMamodHyeharuecKoeo
bapvepa Hem.

[locae noayuenus dannoix MPT 6 sneape 2019 e. 6bin
nposeden MeOUKO-2eHemU4ecKuil aHaiu3 ¢ Yeavlo NoOUcka
mymauuil 6 eene NOTCH3, accoyuuposannom ¢ pazeumuem

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 NOOAEHCAUUM U3NeHeHUIO.
Puck dns nomomemea cocmaeénsem 50 %. Pexomendosarnvi
cumnmomamu4eckas mepanus u OuHamu4eckoe Habnodenue
épaua-zeHemuKa.

B aszycme 2019 2. y nayuenmku gnepewle  ¥cuzHu 803HUK
CYOOPOACHBILL NPUCIYR, KOMOPbLLL Obll 3aPUKCUPOBAH Kamepoil
8U0eoHaONI00e U, — OUAAMEPANbHBLI MOHUKO-KAOHUYeCK UL
npucmyn c ghokanbHviM Hauarom. Bpawom no mecmy scumens-
cmaea bbi1 HazHaveH Kapoamasenur 6 0o3e 200 me 2 paza é OeHb.
[llayuenmka 6vina nanpasnrena na MPT eonoénoeo mozea
¢ KOHMPACMUPOBAHUEM (CM. PUCYHOK).

Ha noayuennusix uzo6pasiceHusx 201061020 M032a 8 Kope
U CyOKOPMUKANbHBIX 0MOeAax noAyumapuii 601020 mosed,
npeumyulecmeeHHo 6 NepuseHmMpUKYAIPHOM 0ea0M eeulecm-
6e, GU3YANUUPYIOMCS MHOJICECMBEHHble PA3HOKaAubepHble
ouaeu eunepuHmeHcugHoeo cueranra na T2-e36euieHnbix u3o-
opaxcenusx, FLAIR uzounmencuernoeo cuernana Ha T1-636e-
weHnblx usobpaxicenusx. boavwuncmeo ouacos caugHnoeo
Xxapakmepa, pacnonodicersl 80Kpye dicenydouxos mosea. Om-
OenbHble 04ay napageHmMpUKYAAPHOU 10KAAU3AYUY NepHeH-
OUKYAAPHYBL cacummansvholl naockocmu. Ommeuaemes namo-
A0eu4ecKkas 30Ha 8 NapasunnOKaAMNAanbHOU U3BUAUHE 1e60l
8UCOYHOIL Doau. B mozoaucmom mene u cmeonogvix cmpyk-
mypax mo3ea o4asu namono2uecKoll NAOMHOCMU He onpe-
densiomes. Ilocae énympueenno2o KOHMpPACMUPOBAHUS 04a’
NOGbLUEHUS CUSHANA OM BEULECMBA 20108H020 MO32d He Onpe-
deasiemces. Ilo cpasnenuto ¢ npedbldyuumu uccaedo8anusmu,
gopma u pasmepsl ouazoe — 6e3 dunamuku. 3akaruerue:
MP-kapmuna MH02004a208020 NOPAdICEHUS GeleCmMBa 20-
JN08H020 M0O32d C CYNPAMeHMOoPUAnbHOLL 10Kau3ayuell 04azoe
0e3 gosneueHUs 8 NPOUECC MO30AUCMO20 mead, 6e3 NPU3HAKO08
Hapyuienus eemamosnyearuueckoeo d6apovepa.

Ilocae nposedenus MPT das ymounenus duaerHosa y na-
YueHmxu Obl1 onpedeseH Mun CUHmMe3a 0AULOKAOHAAbHBIX
anmumen 6 aabopamopuu INVITRO — 2-ii mun cunme3sa
(xapakmepnblil 0151 paccesHHoeo ckaeposa). Kaunuueckuil
aHanu3 AUKE0pa He GblsAUA NAMOA0UMECKUX OMKAOHEHULL.

Ha ocrosanuu noayuernbix 0aHHbIX CREYUAAUCTOM UeH-
mpa paccesHHo20 cKkAepo3a Obin ycmaHnoeaeH ouazros: «Pac-
CeSIHHbLIL CKAEPO3, peMUummupyloujee meuerue, cmaousi pemuc-
cuu», pekomendosan eramupamepa ayemam. Ilomumo
onpedeneHuss Muna CUHmMe3a OAUOKAOHAAbHBIX AHMUMen
nayuenmka c0asa aHaau3bl Ha aHmumenda K aKeanoputry 4
maxkuce 8 INVITRO (mump 6 npedeaax HOpmbL) U HA AHMU-
mena K MUeAUHOBOMY 2AUKONPOMEUHY 0AU200eHOpOUUmos
(MOI) ¢ Hayunom uenmpe nesponoeuu memodom ELISA mu-
na Sandwich ¢ ucnoavzosanuem Habopoe peacenmos Cloud-
Clone Corp (CIIIA) — 16 ne/mn npu Hopme 0— 15 ne/ma.
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Maenummno-pe3zonancnas momoepaghus nayuenmru (ageycm 2019 e.)
Magnetic resonance imaging of the patient (August 2019)

06cyxxaeHune

C yueToM ceMeiiHOro aHaMHe3a, KITMHUIECKUX 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
3peHUSI 11 OOJIU TIPY IBVDKEHUH T71a3HBIM SI0JIOKOM B BO3pacTe
43 jreT 6oJIee TUIMUYHBI TS IEMUCTIMHU3NPYIOIIETO 3a0071e-
BaHMS. [1aToMOTMYEeCKUiA THUIT CMHTE3a OJTMTOKIOHAIBHBIX
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 TTOBBILIIEHHBI YpoBeHb aHTUTe K MOI, Tak Kak npy CUH-
npomMe aHTU-MOI” TUITMYHBI TTopaykeHKe 3pUTETLHBIX HEPBOB
1 OOJIb TIPY ABVDKEHUH TJIA3HBIX SI0JIOK, HEPEIKO BBISIBIISIOT-
CsI oYary JeMHUCIMHU3AIUA B OSJIOM BEIIECTBE OOIBIINX
MNOJYLIAPU, B KIIMHUYECKON KapTUHE MOIYT BCTPEYAThCS
snuienTudyecKre 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 BCTPEYaeTCsI, B OTIMYME OT PACCESTHHOTO
CKJIepo3a, 0YeHb PeIKO [4], a ypOBEeHb MOBBILIICHUST aHTUTE
K MOI' B JaHHOM KJIMHUYECKOM CJTydae JIUIIb Ha | euHUILY
MPEBBIIACT BEPXHIOIO TPAHUILY HOPMBI, UTO MOXKHO TPAKTO-
BaThb KaK «CEPYIO 30HYy» aHaJI13a.

YTo MOXHO MNPEeANpHUHSATH B HAHHOW CUTyalluu
IIJIST yTOYHEeHHUS TUarHo3a 1 IMTOMOIIM TamueHTke? Pyko-
BOJCTBYSICh 0a30BBIM IMPUHIIMIIOM MEIUIIMHBI “primum
non nocere”, Mo HallleMy MHEHUIO, Ha JAHHBIII MOMEHT

CJIemyeT OrpaHMYUTh MEeTMKAMEHTO3HYIO TeparIiio IIpUMeHe-
HHMEM aleTWICATUIIMIOBOM KucioTel 100 Mr/cyT (Tepammst
cunapoma CADASIL) 1 kapoamasermina 200 mr 2 pa3a B IeHb
(XOTsI 3Ta 1034 SIBHO HITKE TEX, YTO PEKOMEHIOBAHBI IS Jie-
YeHUST SITAJICTICUN Y B3POCTIBIX, HO Y TAIIMEHTKH TIPUCTYIIBI
He ITOBTOPSTIOTCS, I OCHOBAHUI IS YBEJIMICHUS TO3BI aHTH -
SIMWICTITUIECKUX IPETIapaToB HET).

J7s1 yToYHeHUsT BOIIpOCa O HAJIWYUKM Y MallMEeHTKHU
JIeMUETMHU3UPYIOLLIEro 3a001eBaHusI 1LIeJ1eCO00pa3HO ue-
pe3 6 Mec mmoBTopHO TpoBecTd MPT rosoBHOro Mosra
C KOHTpacTupoBaHueM, a Takxke MPT 1ieiiHoro u rpya-
HOTO OTHEJIO0B CIIMHHOTO MO3Ta ¢ KOHTPAaCTUPOBAaHUEM,
YTO MOXKET ITO3BOJIMTH BBISIBUTH OYaru AeMUCINHU3ALINT
Ha CIIMHAJILHOM YPOBHE, a TaKKe TTOBTOPUTH MCCIIEIOBa-
HHE Ha TUII CUHTE3a OJIMTOKJIOHATBHBIX aHTUTEII B TOI XXe
nabopatopun (INVITRO). B otHomennn anturen K MOT'
1es1ecoo0pa3Ho orpeAeieH1ue YPOBHSI 3TUX aHTUTEN OoJiee
TOYHBIM METOJOM KJIETOYHOU ITPE3eHTAIINM (TaHHYIO M-
TOIVKY Ceifyac OCBaMBAIOT B JJA0OPATOPUH TEMOKOPPEKITUI
u remocTa3a HaydHoro nieHTpa HEBPOJIOTUH).

3aknioueHue

JlaBuHOOOpa3HOE yBeIMYeHre 00beMa MEAULIMHCKUX
3HAHUI B ITOCJICIHEE BpeMsI AeJIaeT KIaCCUISCKUI TTOCTY-
JIaT «OJMH MO3T — OJHa 00JIE3Hb» HE BCETIa IPUMEHUMBIM.
Hepenko MBI BUIMM, YTO y IMallMeHTa MMEIOTCS IBa
(1 maxe 6oJee) 3a0o0JieBaHMSI, OKa3bIBAIOIINE CBOE T1a-
TOJIOTUYECKOE BIIMSHUE KaK «HE3aBUCUMO» JIPYT OT JApYra,
TaK U «uHTephepupysd» (KoHuemmus “dual pathology”).
JlononHuTeIbHbIE TPYAHOCTY BO3HUKAIOT IPU MOTEHLIU -
AJTBHOM CXOXECTU KIIMHUIESCKUX 1/ WIN PATUOJIOTMISCKIX
MIPOSIBICHUI Pa3IMYHBIX ITaTOJOTUUECKUX IIPOIICCCOB.
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Karoiee Bmecte ¢ cuHapomom CADASIL nemuenmuusm-
pymoliiee 3a001€BaHKE, YTO, B CBOIO OYEPEIh, ONPENEIUT
CTpaTernio MeIMKaMEHTO3HOU TeEPaIiH.

B nipencraBieHHOM citydae TOJIBKO AMHAMUYECKOe Ha0II0-
JIeHNE U TTOJHOLIEHHOE JOIIOJIHUTEILHOE 00CIeI0BaHIE
MOKAXYT, UMEETCS JIX Y MALMEHTKH IapalJieJbHO ITPOTe-
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CuMmnTOMaTUYeCKni 6eccynopoKHbIN
3NUAENTUYECKUIN CTATYC Y NALMEHTKU C OCTPbIM
nuMpo6nacTHbIM NeKo30M (KNNHMYECKUI 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

KonTakThl: Mapus lOpbesHa bobeinosa mariya_bobylova@mail.ru

CumnTomatnyeckmnit anunentuyecknii cratyc (3C) pa3BuBaeTcs y naLuueHToB peaHMMaLMOHHOrO OTAENEHNA Ha (POHe OCHOB-
Horo 3aboneBaHus (TpaBMa, MHCYNLT, MHTOKCMKALMW U p.) 6e3 anunencum B aHamHese. IC AuMarHoCTMpyeTcs B Xxode
npoBefieHNs BUAEOINEKTPOIHLedanorpanyeckoro MOHUTOPUHra. InekTpoaHuedanorpaduyeckue natTepHbl aNUAENTU-
yeckoro cratyca HecnelyuduyHel. 06s3atenbHbiM npusHakom 3C senseTcs anunenTudopMHas akTUBHOCTb. o mepe npo-
noHrauum 3C anunenTudopmHas akTMBHOCTb Ha 3NEKTpPO3HLedanorpamme BUAOU3MEHAETCA NO YacToTe, mopdonoruu
W NOKanu3auumu, 1 BO3HUKAIT PUTMUYECKUe HeanunenTudOopMHble natTepHbl. Ha xapakTep anekTpoaHuedanorpammbl
BNIMAIOT OCTPas LepebpanbHas He[0CTaTOuHOCTb, CPbIB MEXaHW3MOB reHepaLnui GM03NEKTPUYECKO aKTUBHOCTU U UHTEH-
CMBHas Tepanus. B kayecTse uantocTpauum cumnTomatnieckoro 3C npuBOAMM UCTOPUIO GONE3HU NALMEHTKM C Pa3BUTUEM
6eccynopoxHoro 3C Ha thoHe ocTporo NMMMAO6AACTHOrO NEI K033, €r0 OCNOKHEHU U cneunduyeckoro neyenus. KnuHu-
YeCKWI cnyyaln LeMOHCTPUPYET NPOUCXOXAEHNE 1 TeyeHne cumnTomatuyeckoro 3C no AaHHbIM anekTpoaHuedanorpaduu.
CBoeBpeMeHHas [MarHoCTMKa v kynuposaHue IC CHUKAIOT PUCK Pa3BUTUA INUNENCUM U HeBpoaornyeckoro aeduunta
Y OHKOJIOTMYeCKNX NaLyueHTOB NoCe BbIX0[a U3 YPreHTHOro COCTOAHMA.

KnioueBble cnoBa: 6eccyaopoxHbIii AMMNENTUYECKUIA CTATYC, CUMNTOMATUYECKNIi 3NMUNENTUYECKUIA CTATYC, 3NEKTPOIHLLE-
tdanorpacus, Bugeo3nekTposHuedanorpaduyecknii MOHUTOPUHT

IAna uutupoBanua: 3axaposa A.10., Bobbinosa M.K0. CumnTomaTuyeckmnit 6eCcynopoXHbIi 3NuNenTUYeCcKUit cTaTyc
Y NaUMEHTKM C OCTPbIM TUMPOONACTHBIM Neiiko30M (KTMHUYECKMIA cnyyait). Pycckui xypHan [eTCKOW 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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Bornpltioe 3HaueHME 1151 oTpenesicHus (hyHKIIMOHATLHOM
AKTMBHOCTHU TOJIOBHOTO MO3Ta y TAIIMEHTOB, HAXOMSIIINXCS
B KPUTHUYECKOM COCTOSTHUM, MMEET BUACOAIEKTpO3HIIe(Da-
Jiorpacpuaeckuii MOHUTOPUHL OcOOBIf MHTEpEC MpeICTaB-
JIIET MUarHOCTHKA ArmtenTideckoro craryca (3C). B ommune
OT BITWJICTICUH, ISl KOTOPOU pa3paboTaHbl KaK KITMHITIECKIES
nMeMHUINK, TaK ¥ YeTKUE KPUTEPUH U3MCHEHHUI Ha 3JIeK-
TposHuedanorpamme (D3I, DC MeHee n3yJeH BBUTY CBOCH
OTHOCHUTEJILHOM PEIKOCTU U CIe(PUIHOCTU TS Helpope-
aHnManmu. [IpuMmedaTepHO, YTO ITyOIMKALIK, TTOCBSIIICH-
Hble DC, OTHOCSITCS MPEUMYILIECTBEHHO K CITyJastM Pa3BUTHS
OC B TeueHUE SIMIWICTICUU. 3HAYUTEIEHO MEHEe M3BECTHEI
cuMITTOMaTndeckue BapuaHTbl DC, KOTOpble BO3HUKAIOT
y TALMEeHTOB, He CTPalaBIIMX SMIICTICUE 0 pa3BUTHS
OCHOBHOTO 3a0o0jieBaHMs, nmpuBenmero Kk 3C (TpaBMa,
MHCYJIBT, UHTOKCUKALUU U 1Ip.). TakKe HesCeH MPOrHo3
B OTHOIIIEHUH Pa3BUTHSI SITMIICTICUU TTOCIIe Bbixonaa n3 OC
MMaIeHTOB 0e3 MUJICIITUIECKOro aHaMHe3a.

BriaBuramichk pa3nnunbie onpeaeeHns OC, OCHOBaH-
HBIC Ha €0 MPOIOLKUTEILHOCTH (DC — 3N TUICCKII
MIPUCTYI IIUTeTHbHOCTEIO >30 MuH). OOIHAKO HE TOJBKO
MponoJLKUTeNbHOCTh oTnuaeT DC. B Havae 2000-x rogoB
B.A. Kapnos npemtoxu orpenesith DC Kak KaueCTBEHHO
OTJIMYHOE OT SMUJICIITUICCKOTO IIPUCTYIIAa COCTOSTHUE, Xa-
pakTepu3yoIIeecs CICAYIOIIMMA OCOOCHHOCTSIMU: a) TIIy-
0OoKasi merpeccusi CUCTEMBI TIPOTHUBOAIUICTITUICCKOI 3a-
IIATH C COXPAaHEHWEM BO3MOXKHOCTHU TOJIBKO aKTUBHOIO
IMOMaBICHMST KaxXIOro SMWJICTITUICCKOTO IMPUIAaKa,
HO He MPEeIyTIPEXICHMS CIICAYIONIero; 0) ToTaabHas HeCO-
CTOSATEIIEHOCTb CUCTEMBI IIPOTUBOAMIICIITUUCCKOM 3aIITUTHI
C TIpeKpalIeHreM KaxKIoTo IPHUIIaaKa TOJbKO MAaCCUBHBIM
CIT0COOOM, @ UMEHHO B CBSI3U C MCTOIIIEHHUEM SHEPIeTHYEC-
KHUX pecypcoB [3].

B 2015 . MexxnyHapoaHast MpOTUBOSIMIETITUYECKAs
smra (ILAE) ycraHoB1MIIa HOBOE ompeeieHIe W KJIacCH-
¢ukanmio DC. CormacHo nepunnunu ILAE, DC — pe-
3yJIbTaT JUO0 HEIOCTaTOYHOCTH MEXaHU3MOB, OTBETCT-
BEHHBIX 32 MPeKpallleHne IPUCTYIIOB, JTN00 MHULINAIIMI
MEXaHU3MOB, KOTOPBIC BEAYT K aHOMAJIbHO IIPOJIOHTHUPO-
BaHHBIM IIPUCTyIIaM. DTO COCTOSIHIE MOXKET UMETh I0JI-
TOCPOYHEBIE TTOCJICACTBUS, BKIIOYAIOIIME MOBPEXKICHNE
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 cemuojiorust DC, KoTopast COOTBETCTBYET TUITY SITH-
nenTndeckux npuctymnoB. KacatenbHo kputepueB DI
npu DC B.A. KapioB yka3biBaeT, 4T0 HU oguH n3 DOI -

narrepHoB mo6oro Tiira DC HecneuududeH [3]. Dnumnern-
TU(HOPMHBIC Pa3PSIIBI SIBIISIIOTCS 00s3aTeIbHBIM ITPU3HA-
koM DC, HO TI0 Mepe €T TPOJIOHTALN SITWISITTU(hOPMHAST
aKTUBHOCTB Ha DD BUIOM3MEHSIETCS M BOSHUKAIOT PUT-
MUYECKHME HEeIMUICTITU(POPMHBIE TTATTePHBI (YTO, BEPO-
SITHO, OTpaxaeTr yriayOJjeHue NEeNpecCur U HUCTOILIEHUE
MEXaHU3MOB ITPOTUBOSIIICIITUIECCKOM 3aIINTHI).

HawnbGonee cioxKHbBI AJ1s1 [MarHOCTUKY Y IMMALIMEHTOB pe-
AHMMAILIMOHHOTO MPOodIIS OECCYTOPOKHBIC STUICTITUYC-
CKMe TIPUCTYIIBI U 0€CCYyI0POXKHbIN MUICIITUISCKUIA CTa-
Tyc (BBC). DTH COCTOSIHUS MOTYT IMPUBOAUTH K PA3BUTHIO
KOMBI 1 IPYTMIX HapyIlIeHUiA co3HaHus y 18—45 % naumeH-
TOB, HaXOISIIIUXCS B OTAEJCHUN PeaHMMAIllM U MHTCH-
CUBHOI Tepanuu [4].

Y oHKOremMaroyiorn4eckx O0JIbHBIX Ha (POHE OCITOXKHE-
HMi1 OCHOBHOT'O 3200J1eBaHMST (TOKCUIECKIX, METa0OIIUe-
CKUX, MIIIEMIYECKUX M T. II.) MOXET pa3BuBaThcsa bOC, koto-
PBIiT XapaKTepu3yeTcsl 3JIeKTporpapnIecKUM IaTTePHOM
0e3 pa3BUTHSI KITMHUYECKUX CYIOPOT 1 0e3 AMWIETICUY B aHAM-
Hese. Kimmnnaecku BOC riposiBisieTcst HapyIeHUsSIMUA CO3Ha-
HMSI Pa3IMIHON CTETICHW BBIPAXKEHHOCTH, KaK ITPaBUJIO, KO-
MoOit mim coropoMm. Mopdosorus 3nuienTudoOpMHOM
AKTMBHOCTH y TAKVX ITAIIMCHTOB BBITJISIUT HE BCeraa TUITY-
Ho. Ha xapakrep DI BmusioT ocTpast LiepedpaibHast Helo-
CTaTOYHOCTD, CPHIB MEXaHU3MOB TeHEePAILK OMO3IEKTPIIeC-
KOM AaKTMBHOCTM M WHTEHCHMBHAS Tepamusi, KOoTopas
BKJTIOYACT B TOM YKCJIe MEIMATOPHBIC IIPerapaThl, U3MEHSIIO-
1Ipe OMO3JIEKTPUYECKYIO aKTUBHOCTH TOJIOBHOTO Mo3ra [1].

Boeigensior 2 rpynmbl a1eKTporpaduiaecKux 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 %)
CITaliK¥, KOMIUIEKCHI OCTpast — MeIUICHHAs BOJIHA, pa3psii-
HbIe KOMIUIEKCHI C IIEpUOIaMU ITOCTPa3PSITHOM TETIPECCHH,
a TaKKe TIepUOIMYECKIE JIaTepaIn30BaHHbIC, OMIaTepaib-
Hble He3aBUCUMBbIE U I'eHepaJau30BaHHbIE pa3psabl [7].
VY nmauueHTOB ¢ HapylIeHUSIMU CO3HAHUS 0e3 AMUJIeTICUU
B aHAMHE3€ YacThle WIM HeTIPEPBhIBHBIC HEAMMICTTU(OPM-
Hble KOMITOHEHTHI Ha DI, a TakKe YCTOMYMBEIN MaTTepH
PUTMHUYECKOI BHICOKOAMIUIMTYIHON aKTUBHOCTU MOTYT
OBITb MHTepHpeTUpoBaHbl Kak bOC. [IpuHIMIMaIbHBIM
CBOIMCTBOM 3MUJIENITH(OPMHOI aKTUBHOCTH SIBJISIETCSI 3BO-
JIIOLMS 110 YacToTe, MOPMOJIOTUr Wi JoKaau3zauuu [1].
B kauecTBe wuIoCTpalluy MPUBOAUM UCTOPUIO OOIE3HMU,
KOTOpas XapaKTepHu3yeT IIPOMCXOXKICHNE Y TeICHUE CUM-
nromatndeckoro JC Ha (poHe OCHOBHOTrO 3a00JieBaHUS
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(ocTpslii TuMbOOIacTHBIHM Jeitko3 (OJIJI), ero ocmoxHe-
HUS U Teparmsi).

Knunuueckum cnyyait

ITlayuenmka 15 nem naxoounaco 6 OI'bY « Hayuonans-
HbLI HAYYHO-NPAKMUYECK UL yeHmp 0emcKoil eeMamonogull,
OHKO02UU U UMMYHOA02uU UM. Imumpus Poeauesa» c duae-
Hozom: «OJLJI, B-11-ummynosapuanm c kosxcnpeccueit CD33
u NG2. I[HC I. Ilepesbiit ceepxpanHuii KOCMHOMO320801 peui-
ous om 09.12.2019. Hughysus CAR-T CD19 aumgpoyumos
om 24.12.2019. Bmopoii kKocmHOMO032080l peyuoug
om 04.03.2020, pegppakmeproe meuernue. IIpoepeccuposarue
om 14.05.2020. Ocaosucrenus ocHogroeo 3ab6oneganus: Mue-
A0MOKcUYecKas annasus kposemeopenus. Toxcuueckas suuye-
Garonamus. Jl8ycmoponHsas NHEGMOHUS. DHMeEPOKoAUum.
Cenmuueckuii wiox om 25.05.2020. Iloauopeannas Hedocma-
mouHocmb (cepdevHo-cocyoucmas HedoCmamo4HoCMb, No4eY-
Hasi HedoCMAMO1HOCHb, Ne1eHOUHAs! HeOOCMAMO1HOCHb)» .

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 muenocpammosl KOHCMAMUPOBAH
1-i1 kocmuomo3206011 peyudus. Yuumoleas HebAG2ONPUSMHDBLIL
NpPOCHO3 8 OMHOUWEHUU JCU3HU U 8b1300P06AEHUS, ObLI0 NPU-
Hamo peweHue o npogederue CAR-T-kaemounoii mepanuu.
[locae nposedenus Kypca noauxumuomepanuy ¢ 6e0eHuem
memompexcama 0o Hayara CAR-T-kaemounoii mepanuu
Y nayuenmKy KOHCMamupo8aH nepawlil CeepxXpannull U30au-
POBAHHBLIL KOCMHOMO032080U peyudus no pe3yibmamam

4

Muenoepammol. Beedenue memompexcama oca0iCHUAOCH NPO-
ABACHUAMU MEMOMPEKCamosoll Inyedaronamuu.

24.12.19 gvinonnena ungysus CD19 CAR-T-aumgpoyu-
M08, OCAOICHUBUWIAACS CUHOPOMOM 8bl0pOCA UUMOKUHOB
u mokcuueckoii sHyegharonamueil. Ha cepuu maenumuo-pe3o-
HAHCHBIX MOMOSDAMM BU3YANUUPOBANUCH OUPEDY3HbIE HEOOHO -
POOHble yHacmKU HenpaguabHoLl hopmbl, PACHOA0JICEHHDbIE 6 Oe-
A0M gewjecmee cyOKOPMUKAAbHO U NePUBCHMPUKYASIPHO,
0e3 NpU3HaKo8 HaKonAeHus KOHMpacmHoeo eujecmad. Bolsie-
JeHHble U3MEHEeHUs. PACUEeHe bl KaK AelKonamusi MOKCU4eCcKo2o
eenesa. Ha D3I (puc. 1) pecucmpuposanoce dugghysroe npo-
donvceHHoe mema-3amednerue (4—6 Iu) gonosoil pummuku
C coxpaHeruem KOpomKUx 00UHOUHbIX QPaeMeHMO8 OCHOBHO20
pumma ¢ noHuxcenHoi wacmomoii 7—8 ly. Ha unuyuansrol
DAI domunupyrowas yacmoma anrbgha-pumma cocmasasing
8§—9 Iy (puc. 2).

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

04.03.2020 npu nposederuu KOHMPONbHBIX UCCAO08AHULI
Y nayueHmKu OUaeHOCMUPO8aH 2-ii KOCHHOMO03208011 peyuous
oL

C 6.03.2020 no 21.03.2020 nposedero 2 Kypca noauxu-
Muomepanuu, ¢ NOCAe0yIOUUM PA36UMUEM 0CA0JNCHeHUIL (Hell-
mponeHu1eckuil SHmepokoaum, nueaonegpum). I[lpu konmp-
O0/NbHOM UCCAe008AHUU KOCMHO020 M032a 8blsI8AEH OANbHEeUULL
POCH ONYX04€8bIX KAEMOK.

C 20.04.2020 uzmenena cxema noauxumuomepanuu, 00-
Hako Ha 22-e cymKu Aevenue 0bi10 NPUOCMAHOBAEHO 8 C853U
¢ pazeumuem mykosuma Il cmenenu, unghexyuonHoeo npo-
yecca (NHe8MOHUSL, SHMEPOKOAUNM,), 2eMOPPAUHECKO020 CUH -
dpoma.

15 T3S ] SN T 1 B 11 PP 1

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

yacmomet, domuHupyouas 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 anexmposnyepanroepamme 600pcmeosanus pecucmpupyemcs npoooaxceHHoe oug@ysroe mema-3amednenue 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). lemoepamma
om 14.05.2020: aetixoyumot 7,93 moic/mra, nacmot 70 %
(8bl61€HO Npo2peccupo8anue 0CHO8HO20 3a001e8aHUS).
1o sicuznennbim NOKA3aHUAM KOHCUAUYMOM PEKOMEHO08AHO
66edenue yumMapaduna u smonosuda noo KOHMpoaem coma-
mu4eck020 cmamyca, ypo8Hs AeliKOyumos.

Ilpu ocmompe 15.05.2020 desouxa 6 co3nauuu, KoH-
makmua, a0eKeamuo GblNoAHAEm NPoCcbObl U omeeuaem
Ha onpocwl. Acmenusuposana. Hecmomps na obesbonrueanue
HAPKOMUYEeCKUMU AHAAbeeMUKAMU, dcaryemces Ha 60au
6 Jicugome, 0baacmu masa u KOHeuHoCmell, pomogoii noao-
cmu. Kooicrble nokpogwsl uucmeoie om UH@EKUUOHHOU CbINU.
lemoppaeuueckuii cundpom npedcmasner SIKXUMO3AMU HA KO-
HEeYHOCMSX HA PA3HbIX CMAOUSX 0P2AHU3AYUL, NeMeXUANbHOL
CbINbIO HA MYyAosuule, AUle, KOHeUHOCMAX, 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.
Cmyna 3a cymku He 6vi10. Ha komnslomeproil momoepamme
2PYOHOU KaemKu U OPOwHOI noaocmu 6 OUHamMuKe — Hapa-
cmatue 08yCmMoporHe20 2UOpomopakca, noseaeHue ocna-
AUMEAbHBIX KOMAPECCUOHHO-0OMEUHbIX UBMEHeHULl HUICHell
004U 1€6020 U NPaso2o Ne2K020, Hapacmanue NPU3HaAK08
acyuma, nosieaenue 2unepoeHCcU8H020 cO0ePICUMO20 8 NPOC-
eeme MOHKOU KuuiKu (Kposomeyerue ?).

16.05.2020 6 cea3u ¢ HapacmaHuem He8pos02UYEeCKOll
CUMNMOMAMUKY (CHUJICEHUE YPOBHSL CO3HAHUS) PeOeHOK ne-
peseder 6 omoeneHue peanumMayul U UHMEHCUBHOL Mepanuu.
IIpu ocmompe nayuenmia Aexcum ¢ 3aKpolmMviMU 21a30MU.
Ha obpawennyro peuv omkpbiéaem enasa, HenpoOOAICUMenb-
HO Gukcupyem 632450. Ha éonpocwt He omeeuaem, KkomaHob!
He gbinoaHsem. JleueamenvHas aKmueHOCHb MUHUMAAbHA.
Ouenka no wikane komot 1nazeo — 9 6annos (conop). o dannsim
21a60pamopHbIX uccaedosaruil: eunoxkaauemus (3,3 mmons/n),
eunokanvyuemus (0,99 mmons/n), nosvluieHue yposHs aakmama
(4,3 mmonv/n). MaeHumuo-pe30HaHCHAS MOMOPaAMMA 20106~
H020 M032a @ CPAGHEHUU ¢ NPedblOYUWUMU UCCAC008AHUIMU
0e3 ompuyamenvHoll OUHAMUKU, COXPAHACMCS NPENCHSISL Ce-
neHb GblpadceHHOCmU OUGpy3HbIX 30H AelKonamuu 6 100HbIX,
TNEMEHHBIX U BUCOUHBIX 00AACMSX NEPUBCHMPUKYAAPHO U CYO-
KOPMUKAAbHO, 0€3 NPUBHAK08 HAKONACHUS KOHMPACMHO20 npe-
napama. Taxcecmv cocmosiHus 6 omoenseHuu peaHumayuu
U UHMEHCUBHOU mepanuu 00yca081eHa NOAUOPSAHHOU Hedo-
CIMAmMOYHOCMbI: HEEPOAOCUMECKOU CUMNIMOMAMUKOU, Obl-
XamenvHoli HedoCmamo4HOCMbio (MmeueHue 1e60CHOPOHHET
HUICHe00.1e8011 NHeBMOHUU HA (hOHe 08YCMOPOHHe20 2U0POMO-
paKca), eemamonoeutecKoi HedocmamouHOCmbvlO (yeHemeHue
6CEX POCMKO8 KPOBEMEOPeHUs Ha (hOHe Mmepanuy OCHOBHO20
3a001€6aHUs), HAPYWIECHUSMU 8 CUCeMe 2eMocmasa (npeu-
MYUECMBEHHO 3a CHeMm KAeMO1H020 2eMOCA3d, 2eMoppasil-
Yeckuil CUHOPOM), 2ACMPOUHMECMUHANLHOU HeAOCMATOYHO-
cmbl0  (meueHue 3SHMeEPOKOAUMA U NAHKpeamuma),
2eHepaNU308aHHBIM UHMEKYUOHHBIM NPOUECCOM (CenmuUH4ecKum
UWOKOM) HA (POHE NPOPeCCUPOBAHUsL OCHOBHO0 3a001€8aHUS
U €20 0CAONUCHEHUI].
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Yepes 3 0ns nocne nepesoda 6 omdeneHue peaHumayuu
U UHMEHCUBHOL Mepanuy 8 Cs3U ¢ He8poa02UMEeCKOl CUMN-
momamukoi 6via 6vinoaHen eudeo-II[-monumopune.
Ha D3OI pecucmpuposanacs eeHeparu308anHas HepeeyasapHas
Oenbma-aKmugHOCHb C 0CHPOBOAHOBbIMU BKAKOHEHUSMU 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 6eccydopocuutil anekmpuueckuil IC. Ilocae
86edeHUs npenapama 6eH300Ua3enUH08020 P0a OMMeveHa ne-
pecmpotixa nammepHa D3I ¢ noaHoil pedykuueil KOMIAEKCO8
0CMpas—meONeHHas GOAHA U «3A3YOPEHHbIX» 0eAbMa-60/H.
DII npedcmasaena uepedosanuem 3N0X 2eHePANU308AHHOL0

Curvan

Fp2f4
F4C4

deavma-3ameonenus ¢ yacmomoii oxoao 2 Iy u mema-3ameo-
saeHus (puc. 4) ¢ domunupyroweti uacmomoii okono 4—5 Iy,
¢ HanoxceHuem bema-akmuerocmu. 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/u
Ha 24 4, nesemupayemam 500 me 2 paza 6 Oenv. [losmoprutil
8ude0-II-moHumopuHe 6vinoaHeH Ha caredyroujue cymrku
uepe3 1 u nocae noanoii ommenwt cedayuu. Ilo cpasueruro
¢ npedblOyUUM UCCA008AHUCM ZHAYUMEABHAS NOAOICUMENb-
Has OUHamMuKa 8 8ude pedykyuu Oughgy3Hoeo npoooaICeHHO20
BbICOKOAMNAUMYOHO20 0eAbMa-3AMe0AeHUS, VEeAUUeHUs
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Puc. 3. 3anuce snekmposnyepanocpammol Ha Gone yenemenus co3nanus (conop). Pecucmpupyemcs oughghysnoe npodoadcertoe 3ameorerue oHo80l aK-
MUBHOCMU NPEUMYULECIBEHHO 8 0eAbMa-0Uanasone ¢ hopmuposanuem npoobeixcek pummuyeckoil akmuerocmu 2—5 Iy. Ilepuoduuecku ommeuaemcs nose-

JAeHUue 0CmpoeoaIHOBbIX KOMNOHEHmMO08, «3a3y6p€HHle)> aeﬂbmﬂ-BO/IH, 60JIH C mpexq§a3H017 Mopgb()/weueﬁ. Ha NPOMANCCHUU 3anUCU ommedaemcs 360A0UUA

ho vacmome, Moqutmozuu u 10Kaau3ayuu ONUCAHHsIX 2pa¢03/l€M€Hm08

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 -nammeprna. Ha DI pecucmpupyem-
¢ npodoaxcetoe oughghysnoe mema-sameonenue horoeoi pummuku. CoXpaHsmes: 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

doMUHUpYoweil 4acmomol OCHOBHOU PUMMUKU, 80CCIAHO8-
JeHUsL KOPOMKUX NU30008 OCHOBHO20 KOPKOBO20 PUMMA C Ua-
cmomoii §—9 Iy 6 kaydanabHbix omoenax, Nos6AeHUS peaKuu
YCB0eHUSL pUMMA 8 803PACMHOM OUANA30He YACMOm, AyHule
8bIPANICEHHOI 6 nesoM noayuiapuu (puc. 5). B 3anucu peeu-
cmpupyemcsi npodoadiceHHoe oughghysHoe mema-3ameoneHue
@onosoil axkmugHocmu ¢ peeucmpayueli ppacmeHmapHo2o

Curvian

0CHO8H020 KOpK068020 pumma. Tlpu npedesssrenuu pummuye-
ckotl pomocmumyaayuu ¢ wacmomotii 3 u 5 Iy 3apecucmpupo-
8aHO 2 KOPOMKUX 2NU300a npobedcex HU3KOAMNAUMYOHOU
NOAUCNALIKOBOI AKMUBHOCMU ¢ NPeobAadanuem no npagomy
noaywapuro. Takaice pecucmpuposanucy eOUHUMHbIE HUBKOAM-
naumyOHble cnaiiku, KaK U30AupoéanHvie, max U 6 euoe Kopom-
KUX npobexcex, ¢ akyeHmom no 3a0Hum omoeaam (puc. 6).

|> 108 <| 330 OHY=T0 My | ©84=0.5 Ny | Pexesrop=50 Ny

Puc. 5. Ha snekmposnuegpanoepamme coxpansemces npoooaxcenHoe ouggysroe mema-3ameoneHue (oHOB0U pumMUKU, 0OHAKO OMMe4aemcs NoA0NCUMenb-
Hast OUHAMUKA 6 8Ude YyeeauteHUs: OOMUHUPYIOUUX YACMOM, NOS6ACHUS (PPACMEHMO08 OCHOBHO20 KOPK0B020 PUMMA, NOS6ACHUs CAAO0I PeaKyuu YCceoeHus
pumma npu pummu4eckoil pomocmumyasyuu ¢ uacmomoii 10 Iy, ayuuie goipajceHHoU nO 1€60MY ROAYUAPUI)

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 snekmposnuyepanrocpamme pecucmpuposanucs 00UHOHHble KOPOMKUEe INU300bl 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 nosoxcumenvHas 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 nPoU30UIad
ocmpas ocmanogka dvixanus. Yepes 30 ¢ noseuics evipa-
JCEHHDI YUAHO03, Camypayus OUHAMUYECKU CHUNCAAACH.
Takce ommeuanroce CHuUNCeHUe Yacmombl CepOeUHbIX COKPa-
weHuil, MuHumManbras opadukapous do 30yd/mun. Ixkcmpen-
HO 86edeHbl Muopesakcanm u 6oaroc nponogoaa. Ilpu no-
nelmKe peuHmybayuu nocie 3a6e0eHus AApUHeOCKONa
BU3YANUUPOBANOCH 0OABULOE KOAUUECIBO KDYHHBIX CCYCMK08
Kposu. [locae nosmopHoti NOAHOUEHHOU CaHAUUU POMO2AON -
KU HA4ama uckyCccmeeHHAs GeHMUASUUSL Ne2KUX C NOMOULBIO
annapama Ha 100 % kucaopode uepe3 auyesy MAacky,
npu cmaduAU3ayUY camypayuy 8biINOAHEHA peuHmyoauusl.
[lo dannsim sndockonuueckoeo uccaedoganus onpedeasemcs
00bUL0E KOAUHECMBO C2YCMKO08 KPOBU 8 001€BbIX U Ce2MeH-
mapmwvix OpoHxax 06oux aeekux. Bvinoanens: canayus mpa-
XeobpoHXUanbHo20 depesa u 2AyooKas MmamnoHada o060ux
HOC08bIX X0008 OOAbULUM 00BeMOM 2eMOCIAMU1ecKoil 2yOKU.
[Ipu nosmopmuix canayusx acnupupyemcs 60avuioe Koauye-
CMBO KPOBGAHBIX CCYCMKO08 U ceedcell memHoll kposu. IIpo-
donxcena cedayus (0opmuKym, nponoghon), ypogeHs Komopoi
nocmeneHHo cHuxcaics ¢ meuerue cymox. Ilocae noanoi
OMMeHbl cedauuu Omme4anoch 60CCIMAaHOBACHUE COZHAHUSL.
Jlesouka evinoansem Komanobl, Ha 60NPocyl omeeuaem. Be-
DOSMHBL 3DUMENbHBIE AANOUUHAYULL.

Yepes 2 cym ompuuamenvHas OUHAMUKA NO 2eMOOUHA-
MuHecKuM (nompeOGHOCb 8 CUMNAMOMUMEMUKAX 803POCAA —
Hopadpenanun 0,4 mke/xe/mun, dodbasner Jonmut (0onamuH)
5 mMKe/Ke/MuH), pecnupamopHviM NOKA3aHUSIM (ObixaHue
nosepxHocmHoe, maxuntos 38—40/mun), Hapoc Hegpoaoeu-

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

Yepes cymku cocmosinue oueHvb mscenoe. Hecmomps
Ha NPoBOOUMYI0 MEPAanuio, NPopeccuposand NOAUOPeaHHAs
HedocmamouHocms, eemoduHamuyeckue Hapyuerus. Ilpo-
800UAACH IKCMPAKOPNOPANbHASL OeMOKCUKAYUSL C UCHOAb30-
sanuem Kononku OXIRIX annapamom Prisma Flex. Ha gone
npoeooumoil mepanuu é meuerue 24 4 ommeuanocs danvHell-
wee npoepeccuposarue NOAUOP2AHHOU HeAOCMamoYHOCIU
U Cenmu4ecK020 WoKa ¢ NOCAeOVIOUUM AeMANbHbIM UCXOO00M.

Takum o6pasom, y naumeHTk ¢ OJIJI Ha poHe mosy-
YeHUS CIIe(UIEeCKON Teparuy MPY CHIDKEHUN YPOBHS
co3HaHusg Ha DOl BeIgBIEeHA (IYKTyUpYyIOLIas AebTa-
AKTUBHOCTD C BKIIIOUYCHHEM OCTPOBOTHOBBIX KOMIIOHEHTOB
HU3KOI'0 MHAEKCA, ¢ GPOPMUPOBAHUEM «3a3yOPEHHBIX»
JlebTa-BOJIH. JlaHHBIN IMaTTepH Hecen(pUIeH, BCTpeya-
eTCsI IpH SHIIeDaATONaTUSIX Pa3IMYHON STUOJIOTHH, B 4acT-
HOCTH OITMCAH NP TeHETUYECKMX SIICIITUICCKUX H-
nedanonatusx [6]. OOpamana Ha ceOsT BHUMaHUe
SBOJIIOIMS TTATTEPHA 10 YACTOTE C 3aMeUICHUEM JIeIbTa-
BOJIH 110 2 i1, Mopdonoruu (TosiBlIeHne OMMHOYHBIX «3a-
3yOpeHHBIX» IeJIbTa-BOJIH) 1 JIOKAIM3ALNH (aKIIeHTyallrst
10 TIEPEIHUM 1 3aTHUM OTBeldeHMsIM). [lociae BBeneHUs
Ipernapara 0eH3011a3eIIMHOBOTO Psila IMTPOU30IILIA TIepe-
cTpoiika DDl -marrepHa ¢ MOJHOM peIyKIeil STTIeHTH -
(opMHOIT aKTUBHOCTH, UTO TTO3BOJIMIIO PACIICHUTD UCXOI-
Hyo D3OI -kaptuny kak DC. MOXHO Mpearnoa0oKNUTh,
YTO YTHETeHME CO3HAHUSI U3HAYAJIbHO ObLIO 00YCI0BIEHO
9C, NepcUCTUPOBABIINM B TeueHUEe 3-X cyToK (DI BbI-
MoJIHeHa Ha 3-u cyTkn). Ha ¢oHe mocieayomneil 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 pUTMUIECCKOM IeJIbTa-aKTUBHOCTH, a TaK-
K€ TOSIBJIICHUSI 3IMM30INYECKOr0 OCHOBHOTO KOPKOBOTO
anbda-puT™ma.

VY MalmreHTOB OHKOTeMaTOIOTMIECKOTO TIPOIIS ST -
JISTITUIECKUE TIPUCTYTIBI, B TOM YMCJIe CTaTyCHOTO TCUCHUS,
CBUIETEILCTBYIOT O HEOJIAaroIpUsITHOM IIPOTHO3€ B OTHOIIIE-
HMM XU3HU 1 BbI3MopoBiieHNs. CBoeBpeMeHHast TUarHOCTH-
Ka 1 KyrpoBaHue DC CHIKAIOT pYUCK Pa3BUTHST SITUICTICUMA
1 HEBPOJIOTUYECKOTO MeUITNTAa Y OHKOJIOTMIESCKIX ITallH-
€HTOB B OTCTPOYECHHOM niepurone [4, 5]. «30I0TBIM cTaHAap-
TOM» TMarHOCTUKU cuMnToMaTnueckoro bOC y 60IbHBIX
0e3 IpeAIIeCTBYIOIIETO AMMICTITUYSCKOTO aHaMHe3a SIBJIsI-
etcs Buneo-DD -monntopuHr. OgHako D3I -natrepHs BAC
KpaifHe TTOIMMOPGhHBI K MOTYT MEHSIThCS B TCUEHHE KOPOT-
KOTO ITpOMEXyTKa BpeMeHH [2, 8]. [Toatomy B psizie cirydaeB
TIPU PETUCTPALIMK HU3KOCTIEIIU(UIHBIX TATTEPHOB Ha DD

4

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

JmurensHoe nepcuctupoBanue DC MIPUBOIUT K UCTO-
LLIEHUIO SHEPTETUYECKUX PE3CPBOB LIEHTPAJIbHOM HEPBHOM
CHUCTEMBI U, CJIENOBATEIbLHO, MOSIBIEHNIO Ha DD HU3KO-
cneun@UuHbBIX maTTepHOoB. Perucrpaumsa DI Ha paHHNX
CpOKax y IMallieHTOB B 0€CCO3HATEILHOM COCTOSTHUM T10-
BBIIIAET BEPOSITHOCTD BHIABICHUS crieluduueckux DO -
natTepHoB. [Ipu orcpoueHHOM BDDI-uccienoBaHUMN
TIPY BBISIBJICHUN HU3KOCTICITU(DUUHBIX ITATTEPHOB MJIN HU3-
KOTO MHIEKCa 3MUICITH(HOPMHBIX KOMIIOHEHTOB HE00-
XOIMMO MPOBEICHNE TeCTa C IPUMEHEHNEM aHTURITIIICTI-
THYECKOro Ipernapara (0eHzoauasenuHa). [lepecrpoiika
D3T-naTTepHa 1 peAyKLMs SMUICITU(MOPMHBIX KOMITO-
HEHTOB SIBJISIETCS TMarHOCTUYECKY 3HAYMMBIM KPUTEPUEM
muarHoctuku bOC. TakuMm o6pa3oM, B clTydasix BOSHUK-
HOBEHUS HApYIICHUI CO3HAHMST HEOOXOIMMO MPOBEACHUE
D3I -nccnegoBaHus B KpaTyailiiie CpOKH.
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