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BBepeHue. Vi3yyeHne mexaHU3MOB COBMECTHOrO (HOPMMPOBAHUA 3NUIENCUM W iBUTATENbHBIX HApYLWeEHWI IKCTpanupa-
MWUZHOTO NPOUCXOXAEHUSA BbI3bIBAET 0COObIN UHTEPEC B MEAULMHCKOM COOOLECTBE.

Llenb nccnepoBaHna — 13yunTb B3aWMOOTHOLWEHUSA IMUAENCUM C MOTOPHBIMU fedeKTaMn IKCTPanMpaMUgHOTO Npouc-
XOXKAEHUA NPU HEBPONOTMYECKUX (OpMax renatoNeHTUKyNApHoi aereHepaumn ([J10) y 60bHbIX C TOMO3UTOTHbIMU
1 KOMNayHA-reTepo3uroTHeIMi MyTaumamu B reHe ATP7B.

Matepuanbl u metoabl. [Ina peanusauum noctaBneHHON Lenn n3yyeH katamHes 100 nauMeHTOB C HEBPONOTMYECKUMU
copmamu 1]} 1 npoBefieH aHann3 GUO3NEKTPUYECKOI aKTUBHOCTM FOIOBHOMO MO3ra METOOM 3N1EKTpO3HLedanorpaduu
y 46 13 HuX. MonekynspHo-reHeTMYeCKOe UCCNeA0BaHWe NPOBOAMIOCH C MPUMEHEHWEM METOAA CEKBEHUMPOBAHMUA reHa
ATP7B no CaHrepy; KnMHUYeCKoe — C yueTom TpeboBaHuii Jleinumrckoit wkansl 2001 r.; BblaeneHue BeayLmux CMHAPOMOB
¥ 4 HeBpONOrMYecKux hopm — cornacHo knaccudukaumumn H.B. Konosanosa (1960). Hellpodusnonornyeckoe nccnegosaque
(3nekTpoaHuedanorpadma) BbINONHANOCL HA LnUdpPoBOM 3nekTpo3Huedanorpade Biola NeuroScope 420F (Poccus)
C UCNONb30BaHWEM MOHTaXa OTBefieHNit no cucteme «10-20» (Jasper, 1954) ¢ BU3yanbHbIM @aHaNN30M 3anuceil INeKTpo-
3Huedanorpammbl 1 nocneayioleii 06paboTKOM faHHbBIX HA NEPCOHANbHOM 3J1EKTPOHHO-BbIYNCAUTENBHO MallKMHE B Na-
keTe nporpamm SPSS Statistics v.23.0 (IBM, CLLA).

Pesynbrarhl. YcTaHOBNEHA MaKCMManbHas 4acToTa perucTpaLum anunentuyeckux npucrynos npw IJ1[1 B getckom Bo3pacre,
Korga AiBUTraTesbHble HapyLeHUs ellue He YCNeBaloT NpuobpeTaThb YepThl, cneunduyHble gns AethekToB 3KCTPanMpaMugHo-
ro NPOUCXOXAEHUA. INUNENTUPOPMHASA aKTUBHOCTb Ha 3NeKTpo3Huedanorpamme y naumenTos ¢ [J1] cootBeTcTByeT TU-
NUYHBIM 3NMNENTUHOPMHLIM NaTTepHaM. [loCTOBEPHbIX Pa3Nuymil No YacToTe perncTpaumuu anbda-, Teta-, fensra- u bera-
aKTUBHOCTU Y HOCUTENEN pasHbiX TUNOB MyTauuit B reHe ATP7B He Habniopaetcs. OTAMYMTENbHBIMU NPU3HAKAMK
anekTpoaHuedanorpammbl npu 1] 661aM npeobnafaHne MeANeHHOBOIHOBOM aKTUBHOCTU NPU CHUXEHUU DYHKLMOHANb-
HOI NOJBUIKHOCTM KOPKOBBIX MPOLLECCOB, Yepef0BaHKe IMN30A0B AeCUHXPOHM3ALMUM C NEPUOAAMU TMNEPCUHXPOHN3ALMUN
KonebaHwii BbICOKOAMMIUTYAHbIX BOJIH, KB3PbIBHOM» XapaKTep BCMblleK OCTPOBONHOBLIX NAaTTEPHOB, NOJOOHbIN OTpaxke-
HUIO MUOTPaduyecknx apTetakToB, KOTOpble COBMNAAAIOT C YCUNIEHUEM BbIPAXEHHOCTU TMNEPKUHE30B.

BbiBoabl. CI0XKHOCTb TPAKTOBKW OTPAXKEHWUI MOTOPHbIX AePEKTOB IKCTPAanMpaMUAHOro NPOUCXOXAEHNUSA U AnunenTudopm-
HbIX NATTEPHOB HA CKANbMOBBIX 3aNUCAX INEKTpo3HUedanorpamMmbl y nayueHTos ¢ M1 ucknoyaet yenecoobpasHoCTb
BK/IIOYEHUA 3NneKkTpo3Huedanorpacdmm B KOMNNEKC OCHOBHbIX AuarHoctTuyeckux kputepues 1. OgHako passutue anu-
NIeNTUYECKUX MPUCTYNOB Y NALUEHTOB C N06GbIMU AeteKTaMU MOTOPUKM JOMKHO ObiTb OCHOBAHWEM ANs NPOBEAEHMUS
yry61eHHOro AMarHOCTUYECKOro NOUCKA, HaNPaBieHHOro Ha UckoyeHue 1],
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Background. The problem of clarification of the mechanisms of joint formation of epilepsy and extrapyramidal motor
defects is of particular interest in the medical community.

Aim. To study the relationship of epilepsy with extrapyramidal motor defects in patients with neurological forms
of hepatolenticular degeneration (HLD), who have homozygous and compound heterozygous mutations in the ATP7B gene.
Materials and methods. A follow-up study of 100 patients with neurological forms of HLD and an analysis of the brain
bioelectrical activity (electroencephalography) was performed in 46 of them. The molecular genetic study was carried
out using the Sanger sequencing method of the ATP7B gene, the clinical study - taking into account the requirements
of the Leicester scale (2001), the identification of the leading syndromes and 4 neurological forms - according
to the classification of N.V. Konovalov (1960), neurophysiological (electroencephalography) — on a digital electroencephalograph
Biola NeuroScope 420F (Russia) using montage of leads according to the “10-20" system (Jasper, 1954) during visual
analysis of electroencephalogram curves with subsequent data processing on a personal computer in the SPSS Statistics
v.23.0 software package (IBM, USA).

Results. The maximum registration of epileptic seizures in HLD was established in childhood, when motor defects have
not yet acquired features specific to defects of extrapyramidal origin. Epileptiform activity on the electroencephalogram
in patients with HLD corresponds to typical epileptiform patterns. No reliable differences in the frequency of registration
of alpha, theta, delta and beta activity in carriers of different types of mutations in the ATP7B gene are observed.
The distinctive features of electroencephalogram for HLD are: predominance of slow-wave activity with a decrease
in the functional mobility of cortical processes, alternation of episodes of desynchronization with periods
of hypersynchronization of high-amplitude wave oscillations, “explosive” nature of bursts of sharp-wave patterns, similar
to the reflection of myographic artifacts that coincide with an increase in the severity of hyperkinesis.

Conclusion. The complexity of interpreting reflections of motor defects of extrapyramidal origin and epileptiform patterns
in scalp curves of patients with HLD excludes the advisability of including electroencephalography in the complex of its
main diagnostic criteria. However, the development of epileptic seizures in patients with any motor defects should be
the basis for an in-depth diagnostic search aimed at excluding HLD.
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BeepeHue

M3y4yeHre MeXaHM3MOB COBMECTHOTO (pOPMUPOBAHMS
SIIWJIETICUA ¥ MOTOPHBIX Ne(heKTOB 3KCTPAITUPAMUIHOTO
MPOMCXOXIEHUS BbI3bIBAET OCOOBII MHTEPEC B MENMIIUH-
CKOM coob1ecTBe. Tak, et B MHOTOYMCIIEHHOM JIUTepa-
Type, MOCBSIIEHHOM N3Y4eHUIO 3KCTparMpaMUIHOM 11aTo-
JIOTMIM, OTPaKEHO SAMHOMYIITHOE MHEHIE O BOSHUKHOBEHUM
SIICITUIECKOTO IMPUCTYIIA ITPY MAPKUHCOHU3ME KaK TPy -
3HaKa, UcKJouauero 6onesHs [lapkuHcoHa u Tpedyto-
IIETO MOMCKA IPUYMH BTOPUYHOTO MPOMCXOXKIEHHUS TaH-
HOro CHUHApPOMAa, TO IIPU TeNaTOJCHTUKYJISIPHOUN
nereHepaumu (IJI1) peructpaiius aMuaenTUYECKUX TTPU-
CTYNOB oInucaHa MHorokpatHo [1, 7]. Hekotopsie uccie-
JIOBaTeNIv, HaOJII0asT STMWICITUIECKIE TIPUCTYITHI B 1¢010-
te IJII, cuuTaioT ux mpeaukTopamu (GHOpMHUPOBAHUS
9KCTpanUpaMUIHBIX MOTOPHBIX AedekToB [11]. dpyrue,
OTMeYasi BO3MOXKHOCTb IMTPUCOCTMHEHMS SIMTMICTITHYECKUX
MPUCTYIIOB K 3KCTPaITMpaMUIHOMY MOTOPHOMY Ie(eKTy
IocJjie 3aBepllieHUs ero (GopMUpPOBaHMs, I10JIATAlOT,
YTO UX BOBHMKHOBEHUE YKa3bIBaeT Ha HETIIOCPEICTBEHHOE
MOpaXXeHNe KOPKOBBIX CTPYKTYP MO3TOBOM TKaHU T10 Me-
pe nporpeccupoBaHus natogoruu npu IJIJ1 [1]. Tpetbu
CUYMTAIOT, YTO COBMECTHOE Pa3BUTHUE SKCTPATUPAMUIHBIX

MOTOPHBIX Je(hEKTOB U SMUICIITUICCKIX IIPUCTYIIOB Y T1a-
1reHToB ¢ [J1/] otpaxkaeT BO3MOKHOCTh ITOSIBJICHUS Y Ol -
HOT'O M TOTO Xe IMallMeHTa IBYX 3a00JIeBaHUIA: SITUJICTICUN
u IJI [15]. TToaTOMy OOJBIIMHCTBO HAYYHBIX U KJIIMHU-
YeCKHUX MCCIeA0BAaHUI HaMpaBJIeHbl Ha MOUCK TEXHOJIO-
T'Mii, TO3BOJISIIONIMX OObEKTUBHO OLIEHUBATh PabOTy MO3-
TOBBIX CTPYKTYD, YYacCTBYIOIIUX B pean3alii O0OOUX
IaTOJIOTMYECKUX COCTOSTHUIA.

Tak kKak HanboJee JOCTYITHBIM U ITUPOKO ITPUMEHSI -
€MBIM METOJIOM M3Yy4eHHMs (PYHKIIMOHATLHOTO COCTOSTHUST
MO3TOBBIX CTPYKTYD SIBJISIETCS 3JIeKTpo3HLIedanorpadus
(B3I'), npu BBISICHEHUM MEXaHM3MOB IMOBPEXICHUS
CTPYKTYp Mo3ra oco00e BHUMaHUE YIEISIeTCSI UMEHHO
aHaIn3y OMO03JIEKTPUYECKOM aKTUBHOCTH TOJIOBHOTO MO3-
ra. Eme H.B. Konosanos (1960), aHaiu3upysi pe3yJIbTaThl
O8I 39 nauuentoB ¢ IJIJl, OTMETU BBICOKYIO YaCTOTY
PETUCTpaIMU B CKaIbIIOBBIX 3aITUCSIX 3JIEKTPOIHIIedano-
rpaMMBbl Pa3JIMYHBIX (POPM OCTPOBOIIHOBOM aKTUBHOCTH.
OH ke yKa3aj Ha UX IpeodjiamaHue 1axe B TeX Cayvasx,
KOT/Ia KIIMHUYECKUE TTPOSIBJICHUSI SMUICHTUYECKUX TTPH-
ctynoB otcyrctBoBanu [3]. B manbHeiimem T.R. Denny
u coaBr. (1988) mpu aHanu3e pe3yasTaroB DI maimeHToB
¢ NI otmeTunaum cBoeoOpa3HbIe MEPUOIbl YCUICHUS TIPO-
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LIECCOB CUHXPOHU3AaLMM PUTMUUYECKON aKTUBHOCTH
M OTIPEICIAIN UX KaK ITPU3HAKK, OTpaXkatolye TUChyHK-
LIMIO TIYOMHHBIX (TTPEUMYILECTBEHHO IMA3HIIEMaTbHbIX)
ctpykTyp mosra [14]. M. K. BonommH-Tanonos (2014),
aHanmu3upys pe3yasraTel DOI 36 manmenTos ¢ [JI, moxa-
TBEPIUJ BO3HUKHOBEHME CBOCOOPa3HbIX BCIIBIIIEK OMJIa-
TepajJbHO-CUHXPOHHOI MapoOKCHU3MaJIbHON BBICOKOAM-
IUIMTYIHON aKTUBHOCTU DPA3HOro Auara3oHa 4acToT
(813,9 % ciydaeB) ipy OMTHOBPEMEHHOM PETHMCTpALIN KCTUH-
HBIX SIWIeNTH(POPMHBIX TTaTTepHOB (B 27,8 % ciydaes) [1].
Ipu 3TOM BCe McciienoBaTey yKa3bIBaJli Ha TaK Ha3bIBaGMbIiA
B3pBIBHOM XapaKTep MPOsIBJICHUI TapOKCU3MaJIbHOI aKTHB-
HOCTH, KOTOPBII HAITOMUHAJ SMWIENTU(HOPMHYIO aKTHUB-
HOCTb, HO He ObLT eif uneHThueH [1, 14].

Cornocrapisig gaHHble akcnepuMeHToB F. Bergman
1 coaBT. (1963) ¢ pe3ynbraTaMy KJIIMHUYECKHUX UCCIIEI0Ba-
Huit, B.E. Maitopuuk (1960) o6Hapyuia 3aBUCUMOCTh
BBIPAXKEHHOCTH M J1ala30Ha B PErUCTPUPYEMbIX TTapOK-
cU3Max OmIaTepaJTbHO-CUHXPOHHBIX BHICOKOAMIUIUTYTHBIX
BOJIH OT CTENEHU pa3lpaxXeHWsl OrpaHUYCHHBIX 30H
B Me33H1Ie(DaTMIECKOI PETUKY/ISIPHOM (hopMalluy U Ipe-
MOJIOKWJIA, YTO BCIBIIKY UPPUTALIU «B3PBIBHOIO» THUIIA
y nauueHToB ¢ ['JIJI oTpaxkaroT UMITYJIbChl, UCXOASIINE
13 DIYOMHHBIX CTPYKTYP MO3Ia, a He TIEPBUYHOE ITOPaKeHHUE
KOPKOBBIX 00pa3oBaHuii 5, 12]. BTo HalLI0 MOATBEPXKIe-
Hue B ucciegoanusgx T.C. CrenaHoBoii u coanT. [§—10].
Hcnonb3ys moKa3aTeIbCTBa OTPaKEHMS B JIEKTPOSHIIE-
(asorpaMMe COBOKYITHOCTU PUTMUYECKMX (heHOMEHOB,
c(hopMHUPOBAHHBIX CYMMAapHBIMM ITOCTCUHANTHYECKUMU
noreHunanamu, R.K. Chen u coast. (2024) npu aHaiuze
pesyabratoB D3I 17 nauuenTos ¢ [JI/1 BHISIBUIN HECBsI-
3aHHBIE TOJICETU B JejIbTa-, TeTa- U ajbda-arana3oHax
Y TIOJYYMJIM MATPUILy, CTPYKTypa KOTOPOl B KOHEUHOM
HTOTE COOTBETCTBOBAJIA KIMHUYECKMUM XapaKTepUCTUKAM
I'JIA [13]. A.B. OBunaHUMKOB (2016) 0GHAPYKUI CBI3b
MEXIy YaCTOTOI BOSHMKHOBEHMSI BCIIBIIIIEK CUHXPOHHBIX
BBICOKOAMILUIUTYIHBIX BOJIH U X AUAINAa30HOB ¢ (hOpMOii
LepedpabHOro mopaxkenus mpu IJIJ1 1 oTMeTHII, Y4TO Yy Ma-
LIMEHTOB C apUTMOTUIIEPKUHETUYECKON U IKCTpanupa-
MMIHO-KOPKOBOI (hopMaMM Mpeo01agaloT MapoKCU3MbI
13 BOJIH TeTa-Irarna3oHa, a B CJIydasix ¢ pa3BUTHEM IPOXKa-
TEJIBHOM W IPOKATEIbHO-PUTHUIHOM (hOPM — U3 BOJIH ajlb-
da- v nenpra-auanasoHa [6].

OnHaKO YMCIIO MCCICI0BaHUM, TIOCBSIIICHHBIX U3y4e-
HUIO 3JIeKTpodHLedasorpaMM y mauueHToB ¢ [JI,
HE TIPEeBBIIIAeT HECKOJIBKUX IECATKOB, M BCE OHU OTPaHM-
YeHBI aHAJIM30M MaJIoro uucia HabmoneHuit [1, 6, 13, 15].
[TonbITKY BBISICHUTh 3aBUCUMOCTb UBMEHEHUI 3JIEKTPO-
9HILedanorpaMmMbl OT Tuna myTauuu B reHe ATP7B
HE TIPEINPUHUMAHCE.

enb nccienoBanns — M3ydyeHHE B3aMOOTHOIIICHUIA
SIWIETICUY C MOTOPHBIMM JIe(peKTaMu MPY HEBPOJIOTHYE-
ckux popmax IJI1 a5t nesrecoobpa3HOCTH yueTa Iokasa-
tesneit DO B mpoliecce paHHE AMarHOCTUKY MaTOJIOTHH.

Marepuanbl u meToabl

MarepuajioM UcciIeqoBaHYsI BBICTYITIAIN TTOKa3aTeIn
JIUHAMWKY KIMHUYECKUX nposiBiaeHuit y 100 naueHToB
(51 — Myxckoro u 49 — XeHCKOTro MoJjia) C TeHeTUYECKU
MOATBEPXKIESHHBIMU HeBpoJiornyeckuMu dopmamu TJIJT
IO pe3y/IbTaTaM KaTaMHECTUIECKUX HaOIONCHUH ITUTEITb-
HOCTbIO OT 1 10 18 et u pe3ynbTaThl U3y4eHUs 01O/ IeK-
TPUYECKOM aKTMBHOCTH TOJIOBHOT'O MO3Ta (3JICKTPO3HIIC-
(basmorpamMmbl) B perpe3eHTaTUBHOM IPYIIIE, BKIIOYAIOIICH
46 13 3TUX MAlEHTOB.

Cpeny narmeHToB penpe3eHTaTUBHOM IpyIIIhI (71 = 46)
ObLIO BBIICJIEHO 2 MOATPYNIILL: 1-51 MOArpyIna oObeANHS -
na 22 mauuenTa ¢ ['JI[] ¢ peructpauueii SnujienTUIeCKUX
MPYCTYITOB Ha pa3HbIX 3Tarax (opMUpPOBaHMS HEBPOJIO-
rudeckoro aedexra, 2-s MOArpyIna BKiarodasaa 24 60JbHBIX
¢ I'JIJ1 6e3 ykazaHuii Ha pa3BUTHE SMWJIETITUUECKUX MTPU-
CTYIIOB.

Ipymnmmy KOHTPOJIST coOcTaBUIN 22 3M0POBBIX UCIIBITYe-
MBIX TOTO K¢ BO3pacTa U IoJja.

B 0CHOBY KJIMHMYECKOTO MCCIICIOBAHUS MOJIOXEHBI
nuarHoctuyeckue kpurepuu [T JleAnuurckoi mKaibl
2001 . [16].

MoseKynsIpHO-TeHETUYECKOe UCCIeI0oBaHue ObLIO
HaImpaBJIeHO Ha BblAesieHue B reHe ATP7B Kay3allbHbIX
MyTaluii METOIOM ceKBeHUpoBaHus 1o CaHrepy [20].

Heiipoduznonornyeckoe uccaenoBaHue BKIodaao D91,
MPOBOAUMYIO Ha T poBOM 351ekTposHLedanorpade Biola
NeuroScope 420F (Poccust) ¢ 6a30B0i1 4aCTOTOI aHAJIOTOBO-
udpoBoro npeodpazosaresist 40 30 i1, 4To 1MO3BOJISIO MO-
JIyyaTh JaHHbIe B quara3oHe ot 1 go 30 Iix 6e3 nmorepu MH-
¢opmatuBHocTU. DII mpoBoaMAACh C MOCTOSTHHBIM
MOHTAaXKOM OTBEIIEHUI B CTAaHIAPTHBIX MO3UIIMSIX PACTIONO-
JKeHUsI 2JIeKTpoaoB 1o cucteMe «10—20» (Jasper, 1954) ¢ pe-
¢epeHILMaIbHBIM (UTICUIaTepabHbIM YILIHBIM) 3JIEKTPOIOM
1 OUIIOJISIPHBIM MOHTAXKOM ITyTeM ITOC/Ie0BaTEIbHBIX Tap-
HBIX COSIMHEHUH B ITOIIEPEYHOM M IPOJIOTBHOM HaIlpaBJie-
HMH T10JI1 METOJIOM IIETIOYKH B JIOOHBIX, BUCOUHBIX, IICHT-
PpalbHBIX M 3aTbUIOYHBIX OoTBeAeHUsX. M3yyanu ot 1 mo 10
peanu3annii 6e3apTedakTHBIX 3JIEKTPO3HIIedaTIorpaMm.
IIpu anamuze pe3ynsraToB DI OlIeHUMBAIOCh COCTOSIHUE
OMOBJIEKTPUIECKOI aKTUBHOCTHY T'OJIOBHOTO MO3Ta B TIEPHOJT
AKTUBHOT'O OOIPCTBOBAHMS M TIPH IIPEIbSIBICHUM CTAHAAPT-
HBIX (PYHKIIMOHAJIbHBIX HAarpy30K. Onpenensuiich MHASKChI
OCHOBHBIX pUTMOB, UX COOTBETCTBHE CpOKaM (DOpMUPOBa-
HMSI, TIPOCTPAHCTBEHHOE TIepepacIipeaesicHue, MEXITOJTY-
IIapHast aCMMETPHsI, IPU3HAKK HapyILeHNs (PyHKITMOHAIb-
HOI TTOABMXKHOCTH KOPKOBBIX ITPOLIECCOB.

IMonyuenHyto npu DB nHGopMaLMI0 00padaThIBAIN
B 2 atamna. Ha 1-Mm stane npoBoauiicsl BU3yajabHbIi aHATIN3
3JICKTpO3HIIeasorpaMmM, Ha 2-M 3Talle CTaTUCTUIECKYIO
00paboTKy JaHHBIX DD BBIMOJHSIM Ha NMEPCOHATBHOMN
3JIEKTPOHHO-BBIYMCIUTEIBHON MaIllMHE ¢ UCIO0JIb30Ba-
HueM nporpaMmHoro nakera SPSS Statistics v.23.0 (IBM,
CIIA).
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CratucTuueckuii aHaam3. 11 CTaTUCTUKY yYETHBIX
MPY3HAKOB aHAJTM3UPOBAIM a0COJTIOTHBIE 3HAYEHUS U ITPO-
LIECHTHBIE B3aUMOOTHOIIeHM. [1pu aHaIM3e MeXTpYITo-
BBIX pa3Inynil IPUMEHSIN ITapaMeTPUIECKUIA f-KpUTEPUA
CrbloneHTa 1 Puiiiepa, HenapameTpuueckuii U-Kpurtepuid
ManHa—YUTHU U METOJ ) ITPU U3BECTHOM YHUCJIE CTETIe-
Heil cBoOoabl. HopManbHOCTB pacnpeneeHus MpoBepsLIn
¢ moMol1bio Tecta Konmoroposa—CMuUpHOBa, CTaTUCTU-
YeCKYyI0 3HAUMMOCTh Pa3IMYMidi YyCTaHABIMBAIU C TTIOMO-
IIbIO KPUTEPUS 2.

Pe3synbTathbl

Cpennuit Bo3pact 100 o0cienoBaHHBIX MALMEHTOB
COCTaBMJI: K MOMEHTY obcnegoBaHust — 28,1 roma, K ae-
OIOTY pasBUTHS Matosioruu — 13,6 roga. JauTebHOCTD
3a[ep>KKH1 B YCTAHOBJICHUU JMarHo3a BapbUpoBaia B Ipe-
nenax 12,3 ropa.

MoeKynsipHO-TeHETUIEeCKOe UCCIIeI0BaHME TT0Ka3a-
JIO KpaitHee pa3HooOpa3ue criekTpa Mytaiuii reHa ATP7B,
Cpely KOTOPBIX BBIIACICHO 3 THUMA:

1) manueHThl ¢ MyTalMSIMU, TUTTMYHBIMY JIJIS1 TALIUEHTOB
¢ V11, mpoxkuBaroimx B cTpaHax Boctounoit EBpornbl
1 3aIlaJHbIX pernoHax Hameit crpansl (p.His1069Gln.
u Glul064Lys) — 60 % ot o0l1ero 4rciia BOIIEAIINX
B UCCJICIOBAHMKE;

2) MaIMeHThl C MyTallUsIMU, XapaKTePHBIMM VIS TTaIl -
eHToB ¢ I'JIJ] ctpaH A3naTcko-TuxooKeaHCKOro peru-
oHa (¢.2304insC, Gly710Ser) — 20 %;

3) MalMeHThI C MyTALUSIMU, KOTOPBIE BBISIBIISIIOTCS Y TAli-
eHToB ¢ ['JI/1, mpoKKMBaroIyX MPEeuMyIIECTBEHHO B CTpa-
Hax FOxHo-BoctouHoro pervioHa u bmkxero Boctoka,
OHU TIPU3HAHbI B IUTEpaType Kak penkue (p.Arg778Leu,
C3402del-c, Ser744Prom ap.) — 20 % (puc. 1).

B penipe3eHTaTMBHOI rpytiie (46 HAOTIOACHMIA) Cpell-
HUi1 Bo3pacT nauueHToB ¢ IJI[] cocTaBui: K MOMEHTY 00-
chenoBaHus — 27,3 roga, K Ae0I0TY pa3BUTHSI MaTOJIOTUN —
12,2 ropa. JAaUTeNbHOCTh 3aJ€PKKU B YCTAaHOBJIEHUU
JIMarHo3a BapbupoBaia B npeaenax 11,8 roma.

V naiyeHToB penpe3eHTaTUBHON TpyMIibl ObUIN 00-
HapyXeHbI TaKWe K& COOTHOIIECHMS B CIIEKTPE MYTallWii

M p.His1069GIn
[ Glu1064Lys
7 ¢.2304insC
p.Glu710Ser
I (3402del-c
[ p.Arg778Leu
[ Lys662Glu
W Ser744Pro
1M p.Vals34Asp
M p.Arg616GIn

Puc. 1. Cnexmp mymauuii 6 cene ATP7By 100 06credosannuix na-
YUEHMO08 C 2eNamoNeHMUKYA[pHoIl decenepayueil

Fig. 1. Spectrum of mutations in the ATP7B gene in 100 examined patients
with hepatolenticular degeneration

4

reHa ATP7B, xaK v B o0111ei rpyIine: 00abIUHCTBO (27,0—
58,7 %) cocTaBWJIM MALIMEHTHI C BHISIBJICHUEM B T'eHE
ATP7B myrauuii 1-ro tuma, MeHbluyto gomio (16,0—
34,8 %) — mpeAcTaBUTEIM C MYTalUsIMU 2-TO TUIIA,
1 TOJIbKO 3 (6,5 %) mauueHTa UMeIu MyTalluu 3-TO THUIa
(puc. 2).

V 22 nanmenTos ¢ ['JI/] ¢ peructpalmeii anuaenTuie-
CKUX IPUCTYIIOB TaKXKe ObUTH BBISIBICHBI IIO00HBIE COOT-
HOIIIEHUS B crieKTpe MyTanuii reHa ATP7B: B 14 (63,3 %)
HaOJIOIeHUAX — MyTauu 1-ro tumna, B 8 (36,3 %) — My-
Tauuu 2-ro U 3-ro TumoB (puc. 3).

W3 naHHBIX, NIpeacTaBAeHHBIX HA pUc. 1—3, cienyer,
YTO BO3MOXXHOCTb pa3BuTus snujencuu rpu [JI He 3a-
BUCUT OT TUMa MyTauuu B reHe ATP7B.

PerpocrnieKTUBHBIN aHAIU3 MEIUIIMHCKOM JOKYMEH-
TallM¥ ¥ U3y4eHUe KaTaMHe3a IMOKa3aan, YTO SITMJICTITH -
YeCKMe TMPUCTYITBl PerMCTPUPOBAIMCh Ha BCEX 3Tallax
pa3BHUTHS 3a00J1eBaHUs: ¥ meteid 10 11 et — B 22 % cay-
4yaeB, B IIOAPOCTKOBOM nepuoae — B 16 %, B Gosee cTap-
meM Bo3pacte — B 19 % HabmoneHuii. [1pu aToMm y neteit
¢ ne6roroM IJI go 11 geT AuarHocTUKA SMUIETICUM 3aHU -
MaJla JTUAUPYIoIIUe MO3UIMK, HO nuddepeHIUpOoBaTh
SIWIETITUYESCKYE IIPUCTYIIHI 110 MPEeICTaBICHHBIM OIUCa-
HUSIM UX XapaKTepUCTUK Ha (hOKaJIbHbIE W/WJIM TeHepa-
JIN30BaHHbIC HE YIaBaJIOCh.

W Tun 1/ Type 1
B Tun 2/ Type2
[ Tun3/ Type 3

Puc. 2. Cnexmp mymauyuii ¢ cene ATP7B y nayuenmos penpesen-
mamueHoll epynnol

Fig. 2. Spectrum of mutations in the ATP7B gene in patients of a representative
group

W Tun 1/ Type 1
B Tunbi2mu3/
Types 2 and 3

Puc. 3. Cnexmp mymauyuii 6 eene ATP7B y nayuenmoe ¢ eenamonesmu-
KYAAPHOIL Oecenepauueli ¢ pazgumuem SNUNenmu4eckux npUcmynos

Fig. 3. Spectrum of mutations in the ATP7B gene in patients with
hepatolenticular degeneration with the development of epileptic seizures
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MortopHble AeheKThl Ha 3TOM 3Talle perucTpUpoBa-
JIUCh penko (B 13 % HabmoAeHMIT), U OTTMCAHUS UX XapaK-
TEPUCTUK HE OTPAXKaIX YEPThI, TUTIMYHBIC VTSI HAPYIIIEHHIA
SKCTpPaNMpPaMUIHOTO MPOUCXOXAeHUs. UMenuch Tuiib
eIMHMYHBIC YKa3aHWs Ha Hamdue 01edapoKIoHyca, MHO-
KJIOHUA B MBIIIAX JULEBOA U IIEUHO-TIJIEYEBOW 30H
WU OTACIbHBIX JJOKAJIBHBIX TUCTOHUYECKUX (heHOMEHOB.
HapyeHust peun olieHMBAJIMCh KaK 3aepxKa ee (hopMu-
POBaHMSI, U3MEHEHUS IJIOTAaHUST — KaK Pe3yJIbTaT HEBPOTH-
YECKHUX IMPOSIBJICHUI,, MHBIE e(hEeKTHl MOTOPUKHU — KaK He-
VKITIOXKECTh 1 HEJIOBKOCTh. COCTOSTHUS KBATM(DUIIUPOBAIVChH
TaKUMU JTMarHo3aMu, Kak MUHUMAaJIbHAs MO3rOoBasl IMC-
(DYHKLIMSI C CUHIPOMOM Je(PUILINTa BHUMAHMS U TUITEPaKTUB-
Hoctv (71 %), 3amepkka pedeBoro passutus (42 %), sHypes
(16 %), cOMHaMOYJIM3M U IpyrHe PasiudHble HAPYILIECHUS
B cUcTeEMe «CcOH—OompcTBoBanue» (13 %), nepmarut (7 %).
B 5 ciyuasx ObLT 3a1o03peH reHepaau30BaHHbIN TUK. 13-
3a MOBEICHYECKMX M KOTHUTUBHBIX HapyLIeHMIA, (hOpMUpy-
IOIIUX IIKOJBHYIO Ie3amanTaiuto, 27 % nereil o0ydaauch
T10 MHIVBYIYaJIbHOM IPOrpaMMe.

K monpocTkoBOMY Ieproay MEHSUIUCh B3aUMOOTHO-
IIEHMS YaCTOTHI AMAaTHOCTUKH MOTOPHBIX Ae(hEeKTOB 3KC-
TParMpaMUIHOTO TPOUCXOXKICHUS M SMUJICTITUYECKUX
TIPUCTYIIOB.

C 1MarHo30M 3MUJICTICUU MPOI0JIKAIN HaOII0IaThCs
16 % nauueHToB. MoTopHbBIE Ae(DeKThI ObLIN 3aPETUCTPHU-
poBaHbl B 72 % HaOMIOACHUI, M MX XapaKTEPUCTUKU CO-
OTBETCTBOBAJIM CIIEIM(MUISCKUM JIJIST 9KCTPATMPAMUITHO-
ro MPOMCXOXICHUS ¢ MudphepeHIIMPOBKON pa3IUIHBIX

4

cuHApoMOB (B 49 % ciydaeB OTMEUEH CJIOXKHBIN XapakTep
TUMEPKUHE30B, B 19 % — OpoxXaTelbHbIl TMIEPKUHES,
B4 % — npoxkarebHO-pUTUAHBIIA CUHIPOM). [ledekThl Mo-
TOPUKHM PETHCTPUPOBAIMCH Ha (hoHe hopMUPOBAHKS CBOE-
00pa3HOro HEPOBEreTaTUBHOIO AUchasaHca M COYETATUCh
C SHIIOKPUHHO-TOPMOHAIBHBIMU paccTpoiicTBamu (B 20 %
CJIydaeB), METabOJIMIECKUM CUHIApoMoM (B 6 %), nepMa-
TUTAMU U aJUIEPTUYECKUMU peakLuusIMu (B 8 %). B nanb-
HEMIIIeM OIMCaHHbIC COOTHOILIEHMS COXPAHSUIUCh.

Takast Bo3pacTHasl AMHAMUKa B3aUMOOTHOIICHUI Ya-
CTOTBHI PETUCTPALIN SIMUJIETITUICCKUX ITPUCTYIIOB U MO-
TopHBIX AedekToB Tipu [JI[I mo3BoJIsIeT MpearoaoXUTh,
YTO Ha paHHUX 3Tanax popmuposanus I[JIJI nemoHcTpa-
TUBHOCTb SMWIECNITUYECKMX ITPUCTYIIOB CIIOCOOHA MaCcKU-
poBaTh (POPMUPOBAHKE MOTOPHBIX 1e(PEKTOB IKCTpaII-
PaMUIHOTO MPOUCXOXICHUS.

B Ta6:1. 1 mpencraBiieHa 4acTOTa perMCTPALIM OCHOB-
HbIX TTapamMeTpoB DI, B TabJ1. 2 — yacToTa perucTpaiuu
OTpakeHUsI Ha 3JIEKTPO3HIIehaTorpaMMe pa3IMIHbIX TPU-
3HAKOB MOpaXKeHUsI CTPYKTYp Mo3ra y rauueHToB ¢ [JI]]
C pa3HbIMU TUNaMU MyTauuii B rene ATP7B.

Kak cienyer u3 Tabj. 1 u 2, conocrapjieHue IoKasa-
TeJIeil perucTpallii OCHOBHBIX COCTABJISIIONINX 3JIEKTPO-
sHIedanorpaMMbl M 3JIEKTpodHIehanrorpapuIecKux
MPU3HAKOB MOPaXKEHUsI CTPYKTYP FOJIOBHOTO MO3Ta HE BbI-
SIBUJIO TOCTOBEPHBIX PA3IMUMiA B YACTOTE UX PETUCTPALII
y HOCUTEJIelt pa3HbIX TUMIOB MyTauuii B rene ATP7B.

B Ta6n. 3 npeacraBieHa cpaBHUTEIbHAs XapaKTepy -
CTHKa YaCTOThI PETUCTPALIMM OCHOBHBIX ITapaMeTpoB DI

Taommua 1. Cpagnumenvhoie danHbie nokazameneil 21eKmpoHUePanoepaguu y NAYUEHMo8 ¢ 2enamoseHMUKYASPHOU de2eHepayueli ¢ pasHbLMU MURamu

mymayuii 6 eene ATP7B

Table 1. Comparative data of electroencephalography parameters in patients with hepatolenticular degeneration with different types of mutations in the ATP7B gene

Frequency of registration in carriers of different mutations

Electroencephalogram rhythm index

ﬁg‘;&’a 63,6 £ 8,4
ema 21,3 £6,3
A 5541,
pera 92429

Reliability
of differences

64,493 65,3+ 10,2 Py 4 >0,05
19,5 +3,3 20,6 +5,3 Py 30,05
6,6 + 1,4 58+ 1,6 Py 4 >0,05
9,1+22 8,0+2,1 Py 30,05

Tlpumenanue. p , — pazaumus mexcoy munamu 1 u I1; p, — pasauuus mexcdy munamu Il u I11; p ; — pasnunus mexcoy munamu Iu I11.
Note. p , — differences between types I and 2; p, — differences between types 2 and 3; p; — differences between types I and 3.
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Tadmaua 2. Yacmoma pesucmpayuu Ha 31eKmMpo3HUePanoepamme NPU3HAK 08 NOPANCEHUS. MO3208bIX CPYKIYD Y NAUUEHMOB ¢ 2eNamoNeHMUKYASPHOU
decenepauueii ¢ pasnvimu munamu mymauuii @ 2ene ATP7B

Table 2. Frequency of electroencephalogram recording of signs of damage to brain structures in patients with hepatolenticular degeneration with different types
of mutations in the ATP7B gene

Frequency of electroencephalogram registration in
carriers of different mutations, n (%)

Parameter Reliability
of differences

YepemoBaHKe 3MM3010B TUIIEPCUHXPOHU3ALIAHN C IIEPUOIA-

MU IE€CUHXPOHU3ALAU
Alternation of episodes of hypersynchronization with periods of 25(92,5) 13 (81,25) 2(66,6) Py3 <0,05
desynchronization
MexmnomnyniapHas aCUMMETPUS 32 CYET PETUCTPALIMU JIO- <0.01
KaJIbHbIX U3MEHEHU I 12 (44,4) 5 (31,25) 1(33,3) by >6 05
Interhemispheric asymmetry due to the registration of local changes Py379
OnunentrudopMHast aKTUBHOCTb P, ,<0,05
Epileptiform activity 17(62,9) 4(25,0) 133,3) p2:3 >0,05
[Mpu3Haky cHIDKeHNS QYHKIIMOHATBHOW TTOJBUKHOCTH >0.05
KOPKOBBIX IPOILIECCOB 24 (88,8) 13 (81,25) 2 (66,6) 11;1, 2 <0.05
2,3

Signs of decreased functional mobility of cortical processes

Ilpumenanue. p , — pasnuuus mexcoy munamu I u I1; p, — pasnuuus mexcdy munamu I u I11; p, — pasauus mexcoy munamu I u I11.
Note. p, — differences between types 1 and 2; p, — differences between types 2 and 3; p , — differences between types I and 3.

Tabmmua 3. CpasHumenvras XapaKmepucmuka pecucmpayiiy OCHOBHbIX NApamMempo8 31eKmposHyueharoepammsl y npedcmasumeneti pasHoiXx epynn
Table 3. Comparative characteristics of the registration of the main electroencephalogram parameters in representatives of different groups

Number of electroencephalographic studies

- Reliability
Electroencephalogram rhythm index :

e . Group 1 Group 2 Group 3 of differences
Anbda
A 58,4+ 8,2 64,3+ 12,3 71,4+ 10,2 125 <0,05
Tera
Theta 21,2+7,3 20,4 43 19,3 +7,3 125 >0,05
Jenbra
Delta 8,114 59+44 41+1,4 D3 <0,05
bera
Beta 12,2+29 8,3+42 52+29 D3 <0,05

Ilpumenanue. p , — pasauuus ¢ epynnax I u Il; p,— pasauuus ¢ epynnax I1u I11; p ; — pazauuus 6 epynnax Iu I11.
Note. p, — differences between groups I and 2; p, — differences between groups 2 and 3; p , — differences between groups 1 and 3.

O
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Tabmuna 4. CpagrnumenvHas Xapakmepucmuka 4acmoml peucmpayiy NPU3HAK08 UMEHEHUs! Ka4eCmEeHHbIX XapaKmepucmuk 1eKmposHUedaroepammol
Y NAUUEHMO8 ¢ 2eNamOAeHMUKYAAPHOU OeceHepayueli pasHbix epynn U 'y 300p0GbiX UCHbIMYEMbIX

Table 4. Comparative characteristics of the frequency of recording signs of changes in the qualitative characteristics of the electroencephalogram in patients

with hepatolenticular degeneration of different groups and healthy subjects

Sign of changes in electroencephalogram characteristics

YacroTta perucrpaiiiu YepeaoBaHusl STIM3010B TUIIEPCUH-
XpOoHM3aluu C rnepuogaMu 1€CUMHXPOHU3allUU B JIOOHO-
LIEHTPAJIbHBIX OTBEACHUSX

The frequency of recording alternation of episodes of
hypersynchronization with periods of desynchronization in the
frontal-central leads

JlokanpHast matomorust
Local pathology

Beipaxkeno
Expressed

OTCcyTCTBYET
Absent

Number of observations, n (%)

Reliability

Group 1 Group 2 of differences

20(90,9) 18(75.0) 3(13.6)  p, 5<0,05

2(9,09) 625,00 19(86,3) P, <0,01

15(68,1) 18(75,0) 3(13,6)  p,<0,01

HapOKCI/IBMaJILHaSI AKTUBHOCTD B BUI€ BHE3AITHOT'O BOBHUKHOBCHUS BCITbI-
IIE€K BBICOKOAMILTUTYAHBIX OCTPOBOJIHOBLIX IMTATTCPHOB, HOCAIIINUX «B3PbIB-

HOI» XapakTep, MOA0OHBIX OTPAXKEHUIO MUOTpanIeCKIX apTedaKkToB

22(100)  2(8,3) 0 P, ,<0,05

Paroxysmal activity in the form of sudden occurrence of flashes of high-amplitude sharp-
wave patterns of an “explosive” nature, similar to the reflection of myographic artifacts

SHI/IJ'[CHTI/I(I)OpMHaSI AKTUBHOCTD B BUJI€ TOCTOBEPHO PETUCTPUPYEMBIX KOM-

TUIEKCOB OCTpasi—MeJIEHHAs BOJIHA, B TOM YMCJIEe YaCTOTOM 3 B CEKYHIY
Epileptiform activity in the form of reliably recorded sharp-slow wave complexes,

including 3 per second

[MpusHaky cHIXeHUs YYHKIIMOHAIEHON aKTUBHOCTH KOPKOBBIX ITPOIIECCOB

Signs of decreased functional activity of cortical processes

2(9,09) 0 0 =

11(50,00 8(33,3)  11(50,0) -

Tlpumenanue. p , — pazauuus ¢ epynnax 1 u I1; p, — pazauuus 6 epynnax Il u I11; p , — pasauuus ¢ epynnax Tu I11.
Note. p, — differences between groups I and 2; p,,— differences between groups 2 and 3; p , — differences between groups 1 and 3.

y manmeHToB ¢ [JI/] ¢ pa3BUTHEM 3MMICHTUISCKUX CUH-
npomoB (rpymmna I), 6e3 TakoBbix (rpynna II) u y 3mopo-
BbIX UCITbITYeMbIX (rpynma I11).

W3 tabn. 3 cienyeT, 4TO HE3aBUCUMO OT YKa3aHUI
Ha PEerucTpaluio 3MWICIICUA WX OTCYTCTBUE TaKOBOM
Ha aJieKTpoaHIedanorpamme nauyeHTos ¢ [T npeoba-
JTaeT MEUICHHOBOJIHOBAsI aKTUBHOCTh. IHAEKCHI Ie/bTa-
pUTMa MPEBBIIAIOT MOA0OHBIE ITOKA3aTeIN Ha 3JIeKTPO-
SHIIEdaorpaMMe 3I0POBBIX UCITBITYeMBIX B 2 pa3a (8,1 %
npotuB 4,1 %), a MUHIEKCHI alib(a-pUTMa MEHBIIIE TAKOBBIX
3J0POBBIX MCITBITYeMBIX B 1,2 pasa (58,4 % mpoTus
71,4 %). I1lpu 3TOM BBISIBIISIETCS MpsIMasi 3aBUCUMOCTD
MpeobJIanaHusl MeUIECHHOBOJIHOBOM aKTUBHOCTU OT pa3-
BUTHUS y nauueHToB ¢ [JIJ] anuienTruyecKux mprucTyIiosB.
Taxk, Ha a;IeKTpOsHLIEDaTOrpaMMe B CIIydasix ¢ pa3BUTHEM
snunencuu npu IJI unaekc nensra-put™a B 1,37 pasa
MPEBBIIIAET COOTBETCTBYIOIIUIA ITOKAa3aTe)b IMallMEHTOB
0e3 peructpauuu npuctynos (8,1 % npotus 5,9 % %),

a uHaeKc aabga-puTtMa B 1,1 paza MeHbIIe TaAKOBOTO I10-
KasareJisl maiueHToB 6e3 smuiencun (58,4 % npotus
64,3 %).

B tabi. 4 npencraBiaeHa cpaBHUTEbHAs XapaKTepu-
CTHKa YaCTOThI PETUCTPAlIMK Ha 3JIeKTpOo3HIIedaiorpam-
M€ IPM3HAKOB, OTPaXalOIIMX MOPaXeHUE MO3TOBBIX
CTPYKTYP, Y IIPEACTaBUTEICI pa3HbIX IPYIIIL.

Kak cnenyet u3 taba. 4, y mauuneHTtoB ¢ [JI]1, B oTiiu-
Y€ OT 3J0POBBIX HMCHBITYEMbIX, MPU3HAKU CHIDKCHUS
(YHKIIMOHAIBHON aKTUBHOCTH KOPKOBBIX IIPOLIECCOB BbI-
aBJIsSTIOTCS B 3,3 pasa vaiie, nocturas 50,00 % (1o cpaBHe-
HMIo ¢ 18,2 % y 3M0pPOBBIX HCITBITYEMBIX), U B 1,7 pa3a yariie,
yeM y nauueHToB ¢ [J1/1 6e3 peructpaliuy snuaenTUIecKux
npuctymos (50,00 u 33,3 % COOTBETCTBEHHO).

OnHoBpeMmeHHo Tipu I'JI[I He3aBUCHMO OT ee codeTa-
HUSI C SIWICTICUEN WIM OTCYTCTBMSI TAKOBOM YacToTa pe-
TUCTPAIlMK CBOEOOPAa3HOIO YepeoBaHUS SIMU30/I0B I'M-
MePCUHXPOHM3AIUMN C TIEPUOJaMU IeCUHXPOHU3AIIUUN
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Puc. 4. Dnexmposnuepanoepamma nayuenmu JI. 2016 2. p. uaenos: cmewannas gopma eenamoseHmukyaapHoii oecenepayuu (apum-
MOCUNEPKUHEMUYeCKAas U IKCMpanupamuono-kopkoeas). Yepedosanue nepuodoé 0ecunxpoHu3ayuu ¢ napoxKcusmMamu OuiamepanbHol
CUHXPOHU3AUUU 8bICOKOAMNAUMYOHBIX KOACOAHUL

Fig. 4. Electroencephalogram of patient L., born in 2016. Diagnosis: mixed form of hepatolenticular degeneration (arrhythmohyperkinetic and extrapyramidal-
cortical). Alternation of periods of desynchronization with paroxysms of bilateral synchronization of high-amplitude oscillations
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Puc. 5. Dnexmposnuyegpanoepamma nayuenmxu FO. 2017 e. p. ¢ dpoxcamenvHoii popmoii eenamoseHmukyiaproi deeeHepayuu (a, 0)
u anexkmposHyegpanroepamma nayuenmxu b. 2000 e. p. co cmewannoil gpopmoii eenamosermuKyAsapHoll OeeeHepayuu (apummocunepKute-
muueckoil u IKCmpanupamuorHo-Kopkoeoil) (8). Yepedosanue 3nu30008 0ecuHXporHu3ayuu ¢ nepuodamu OULamepasbHoOl CUHXPOHU3AUUU
BbICOKOAMNAUMYOHBIX KOACOAHU

Fig. 5. Electroencephalogram of patient Yu., born in 2017, with a tremor form of hepatolenticular degeneration (a, 6) and electroencephalogram of patient B.,

born in 2000, with a mixed form of hepatolenticular degeneration (arrhythmohyperkinetic and extrapyramidal-cortical) (8). Alternation of episodes
of desynchronization with periods of bilateral synchronization of high-amplitude oscillations
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putmoB mocrturaeT 90,9 %, uyto B 6,8 pa3a mpeBblIaecT  SHIEdarorpaMMe y 340pOBBIX UCHBITYeMbIX (13,6 %).
YaCcTOTY PETUCTPALIMU ITOJOOHBIX U3BMEHEHUI Ha 9JIEKTpo-  TakuM oOpa3oM, JaHHas XapaKTepPUCTUKA CTAHOBUTCS

i i
ik
1

VEiE f.}-r aalt (g
it Ml ‘F ¥ I'Ezf'i‘"»"ii"' f 1
gl 1=1 Nid *&’Li'i'ﬁf-.lr i B . .
LAY M\,ﬂwml- W Puc. 6. Daexmposnuepanoepamma nayuenmxu P. 9 aem co cmewanroii gpopmoii

[ ! WV I . 2enamoneHMUKYAAPHOU OeeeHepayuu (apumMoSUnePKUHEmu4eckoll U IKcmpa-
|

f

Ty e P e i
o e e A ]

v VA o i
s LN Lo

e W‘i"\"‘lﬂ“*ﬂ"ﬂﬁ I
s A S || | A4
L ke 1 R J,- |:“
rEam A e

i o ok Al |
| I‘F"'! | ‘II l.’r | ’: ‘']
Vot W

\ i
wll Mo ;\.J"M;'l-"\‘,“\.:‘r\\.“‘*"‘r‘ :.

|
W

NUPamMuoHO-KOPK0eoil), duasHo3 ycmanoérer 6 nem Hazad. B kaunuueckoii
I I.__'b,;f;: A, KapmuHe: OpojcamenvHblii 2unepKunes, ouzapmpus, 6y1v0apHbiil CUMRIMOMO-

Lne gy H\':VJL Ao -'\..,' KOMNAeKC U eeHepanu3068aHHble snuienmu4decKue npucmynol. Ha SNeKMpPO3H-
f f v Ih |
iy N;W“ Ve \ i . e lh, fu,‘“'-’(""",hl""'w“'j’\p:“’u. yeghanoepamme pecucmpupyemcs 2eHeparu308aHHas SNUACNMUPOPMHAS AK-
e " (1} 137 LTI 9 o«
o el Y 1 L Wit i.if'l.;-\"f““""“t VT muenocmy — Komnaekcol cnaiik—eoana wacmomoii 3 Ty

wer Aoy g I 1 Cip A tlonar' |

wman e s i Y 1] \ ﬂf‘ﬁw.f-v?"i’\.«,l |';1a Fig. 6. Electroencephalogram of patient R., 9 years old, with a history of diagnosis
e |\ <, A il ‘[ il | I'l of for 6 years, mixed form of hepatolenticular degeneration (arrhythmohyperkinetic and
ARt malbl | i V. extrapyramidal-cortical). In the clinic: tremor hyperkinesis, dysarthria, bulbar symptom
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Puc. 7. Daexmposnyeghanoepamma nayuenma b. 2007 e. p. ¢ sxcmpanupamuoHo-KopKo8ol (popmoil eenamoseHmuKyAapHoil deceHepayuu,
duaeHo3 ycmanoeéner 5 nem Ha3aod. B kaunuueckoil kapmuHe: 0pojcamensvHblil cunepKunes pyK, QQoKaivHble NpUCmynsl (Ha4ano npucmyna
¢ n08OpOMA 20106bl U 21a3 6npaeso). Pecucmpupyemcs eeneparu3o8annas snuienmugpopmHas akmueHOCmMs — KOMHACKCbl CHAUK—80AHA
yacmomoii 3,5 konebaHus 6 ceKyHoy

Fig. 7. Electroencephalogram of patient B., born in 2007, with a diagnosis of extrapyramidal-cortical form of hepatolenticular degeneration of 5 years. In the clinic:
tremor hyperkinesis of the hands, focal seizures (seizure onset with inversion of the head and eyes to the right). Generalized epileptiform activity is recorded:
spike-wave complexes with a frequency of 3.5 oscillations per second
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Puc. 8. Dnexmposnyegpanoepamma nayuenmru b. 2000 e. p. luaenos: apummoeunepKunemu1eckas popma eenamoreHmuKyIsapHoll deee-
Hepayuu; duaeros ycmauoseeH 18 1em nazad. B kaunuueckoil kapmure: couemanue hoKaAbHbIX SNUACHMUYECKUX NPUCIYNOE ¢ dusapmpueil,
OY160apHbIM CUMAMOMOKOMNACKCOM, A0KANbHBIMU OUCIOHUYECKUMU (heHoMeHamu. Pecucmpupyromes cheyuguueckue namonocuueckue
(dnusenmughopmusie) nNamMmMepHsl 8 100HO-BUCOUHBIX OMBEOCHUSX N€8020 NOAYULAPUSL

Fig. 8. Electroencephalogram of patient B., born in 2000. The arrhythmohyperkinetic form of hepatolenticular degeneration has been diagnosed for 18 years.
In the clinic: a combination of focal epileptic seizures with dysarthria, bulbar symptom complex, and local dystonic phenomena. Specific pathological
(epileptiform) patterns are recorded in the frontotemporal leads of the left hemisphere

crneurduueckuM 31eKTpoaHLedanorpapuueckum heHo-
meHoMm nipu TJI]T (puc. 4, 5).

Bwmecte ¢ Tem B ciydasx ¢ pazputueM npu [J1J1 amu-
JIENTUYECKUX MPUCTYIOB PETUCTPUPYIOTCS TUITMYHBIE
SIMIeNTU(GOPMHBIE MTATTEPHBI (KOMIUIEKCHI OCTpasi—MeI-
JIEHHasl BOJIHA, CIIaliK—BOJIHA, JIOKAJIbHOE 3aMeIJICHHE,
MOJUITAKA, TUKY U 1p.) (puc. 6—8).

Tunuunoit ansa TJIJ okazanach peructpauus
«B3PBIBHOT'O» XapaKTepa BCIIBIIIEK BHICOKOAMILIATYIHBIX
OCTPOBOJTHOBBIX ITaTTEPHOB, MOJTOOHOTO OTPAXECHUIO
Mmuorpagpuyeckux apredakrton. Mx perucrpaliysi coB-
rmajgaja Imo BpeMeHM C YCUJIEHUEM BBIPaXXEHHOCTU TH-
MePKUHE30B (IpoXaHUs, MUOKIIOHHUIA, TUKOB M Ip.)
(puc. 9—14).
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Puc. 9. Daexmposuuepanoepamma nayuenmru C. 2004 2. p. ¢ apummozunepkuremuueckoi hopmoii 2enamoreHmuKyAspHoll OeceHepayuu.
aumenvHocms 3a60neanus — 14 aem. B kaunuueckoii kapmure npeobaadarom 0pojcamenvHulil 2unepKuHe3 6 pyKax u ookanvhvle npu-
cmynsl. Ha gone cchopmuposarntozo ocHogHozo pumma pecucmpupyromest 6CRblUKU 6He3aNHO 803HUKAIOUUX GbICOKOAMNAUMYOHBIX NOAU-
nuKo8, no0oOHble apmeghakmam npu MUopamme

Fig. 9. Electroencephalogram of patient S., born in 2004, with arrhythmohypekinetic form of hepatolenticular degeneration. Disease duration is 14 years.

The clinical picture is dominated by tremor hyperkinesis in the arms and focal seizures. Against the background of the formed basic rhythm, flashes of suddenly
occurring high-amplitude polyps are recorded, similar to artifacts in a myogram
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Puc. 10. Dnexmposuyepanoepamma nayuenmru C. 1967 e. p. co cmewantoii (a60oMuHaAbHol U Heapoaocu4eckoll) hopmoii eenamonen-
mukyasapHoil Oeeenepayuu. numensHocms 3a601eeanus — 25 nem. B kaunuueckoil kapmure: 0podcamenbHulil eunepKutes 6 pykax u eu-
NnepKuHe3 Molull, WeiHo-epYOHOU 30Hbl, HAPYUWIAOWUL pUmM ObIXaHUs, Inutenmuyeckue npucmynsl. Ha gone 3aocmpennoeo cgpopmupo-
BAHHO20 OCHOBHO20 PUMMA PeLUCIMPUDYIOMCS 6HE3ANHO BO3HUKAIOWUE PA3PAbl 8bICOKOAMNAUMYOHbIX NOAUNUKO8, NOO0OHble apmedakmam
npu muozpamme, ¢ HOCAeOYIOWUM NPeodAadanuem no amnaumyoe U 8bipajiceHHOCmU HA0 NPAasbiM NOAYUApUEM — 8 UEeHMPAAbHBIX U 8UCOY -
HbIX 0meedeHusx

e e

Fig. 10. Electroencephalogram of patient S. born in 1967 with mixed (abdominal and neurological) forms of hepatolenticular degeneration. Disease duration
is 25 years. In the clinic: tremor hyperkinesis in the arms and hyperkinesis of the muscles of the cervicothoracic zone, disrupting the rhythm of breathing, epileptic
seizures. Against the background of a sharpened formed basic rhythm, suddenly occurring discharges of high-amplitude polypics are recorded, similar to artifacts
in a myogram with subsequent predominance in amplitude and severity over the right hemisphere in the central and temporal leads
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Puc. 11. Snexmposnyegpanoepamma nayuenmru FO. 1971 2. p. ¢ sxcmpanupamuono-Kopkosoii hopmoii cenamoneHmuKyAapHoli OeceHepa-
yuu. Jnumenvrnocms 3abonesanus — 15 anem. B kaunuueckoil kapmune: opodcamensHulil cunepKuHe3 8 pyKax, eeHepail308anHsie Snuaen-
muueckue npucmynsi. Ha ghone dezopeanusayuu ocnoernozo pumma pecucmpupyomes 6CHulUKY CHOHMAHHO 603HUKAIOUUX PA3PA008 8bi-
COKOaMNAUMYOHbIX NUK08, NOOOOHbBle apmehaKkmam npu Muoepamme, ¢ ROCAeOYIOUUM COXPAHEeHUEeM npeobaadanus amnaumyosl 601H HA0
npaswvim noayulapuem

Fig. 11. Electroencephalogram of patient Yu., born in 1971, with extrapyramidal-cortical form of hepatolenticular degeneration. Disease duration is 15 years.
In the clinic: tremor hyperkinesis in the hands, generalized epileptic seizures. Against the background of deformation of the main rhythm, flashes of suddenly

occurring discharges of high-amplitude peaks are recorded, similar to artifacts in a myogram with subsequent preservation of the predominance of amplitudes
over the right hemisphere
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Puc. 12. Daexmposnuyegpanoepamma nayuenmru T. 19 nem ¢ apummoeunepxunemu4eckoii oopmoi eenamoseHmuKyAapHoii deceHepauuu.
Jlumensrocms 3a60ae6anust — 18 aem. B kaunuueckoll kapmune — couemanue PoKaibHblx RPUCMYNO8 ¢ MOPCUOHHOU OUCMOHUeN U OpO-
JHCamenvHbIM 2unepKuHe3om. Pecucmpupyemces pecuonanbHas snuienmu@opmMHas aKmueHoOCms 8 100HO-8UCOUHbBIX OMBEOCHUSX 8 COUema-
HUU CO CNOHMAHHO BO3HUKAIOUUMU «B3PbIGHBIMU» BCHIUKAMU CHALIK08

Fig. 12. Electroencephalogram of patient T., 19 years old, with arrhythmohyperkinetic form of hepatolenticular degeneration. Disease duration is 18 years.

In the clinic: a combination of focal seizures with torsion dystonia and tremor hyperkinesis. Epileptiform pathological activity is recorded in the frontotemporal
leads and suddenly arising “explosive” peak flashes
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Puc. 13. Dnexmposnyegparocpamma nayuenmru 1l. 31 200a ¢ apummoeunepkunemuueckoil popmoii cenamoseHmuKyAsapHoil deceHepayuu.
Jaumenvnocme 3a6oneéanus — 15 aem. B kaunuueckoil kapmume: Opoxycamenvrulii eunepKune3 6 pykax, OUCMoHU4ecKue QeHoMeHbl
6 CIONAX 8 COYEMAaHUU ¢ YOKANbHBIMU INUNSNMUMECKUMU npUcmynamu. Pecucmpupyromest CHOHMAHHO 803HUKAIOULUE «B3DbIGHbIE» BCHbLUL-
KU NUKOOOPA3HBIX 8bICOKOAMIAUMYOHbIX 80AH HA (hOHE CHOPMUPOBAHHO20 OCHOBHOL0 PUMMA

Fig. 13. Electroencephalogram of patient C., 31 years old, with arrhythmohyperkinetic form of hepatolenticular degeneration. Disease duration is 15 years.

In the clinic: tremor hyperkinesis in the hands, dystonic phenomena in the feet, combined with focal epileptic seizures. Suddenly occurring “explosive” flashes
of peak-shaped high-amplitude waves are recorded against the background of the formed basic rhythm
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Puc. 14. Dnexmposnuyepanoepamma nauuenmru B. 2007 2. p. Jnumenvrocms 3a601eeanus — 6 arem. B kaunuueckoli kapmuue — couema-
HUe OpodCamenvHo20 eUNepKUHesa 6 pyKax ¢ QOKaibHbiMU dnuienmuvecKkumu npucmynamu. Peeucmpupyromes nuku u nuxoobpasmvie
K0ne0aHUs 8 N0OHO-BUCOUHBIX OMBEOCHUAX NPAB020 NOAYUWIAPUS, KOMOPble NPU YCUACHUU 2UNEPKUHE3A 2eHepaAUu3ymes U npuodpemarom
«B3PbIBHOL XapaKmep

Fig. 14. Electroencephalogram of patient V., born in 2007. Disease duration is 6 years. In the clinic: combination of tremor hyperkinesis in the hands with focal
epileptic seizures. Peaks and peak-like oscillations are recorded in the frontotemporal leads of the right hemisphere, which, with increasing hyperkinesis, become
generalized and acquire an “explosive” character
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06cyxaeHue U BbIBOAbI

Takum obpa3zom, aHanu3 nokazatesein DI y mamu-
eHToB ¢ I'JIJI He oOHapyXuJ JOCTOBEPHBIX pa3auduii
HM B XapaKTEpPUCTUKAX U YaCTOTE PErMCTpalvu aabda-,
TeTa-, NeJIbTa- U 0eTa-aKTUBHOCTU, HA B YaCTOTE BBISIBJIC-
HUST TIPU3HAKOB MTOPaXXEHUST CTPYKTYpP TOJIOBHOTO MO3Ta
y HOCUTeNIelt pa3HbIX TUTIOB MyTaluii B reHe ATP7B.

OCHOBHBIE OTJIMYUTEIbHBIC TPU3HAKY 3JICKTPOIHIIE-
¢anorpammel naumeHTon ¢ IJI/:

1) npeobiagaHe MeIJIEHHOBOJHOBOW aKTUBHOCTU
NPV CHUKEHUU (hYHKIIMOHATBHOM IMTOIBUXXHOCTH KO-
KOBBIX IIPOLIECCOB, OTPAXKAIOIIMX YMEHBIIIEHUE KO-
yecTBa (hyHKIIMOHAJbHBIX HEMPOHHBIX CeTell, 4yTO
paHee onuchiBasioch B ucciaenoBaHusix R.K. Chen
u coaBT. (2024), S.A. Gulyaev u coasrt. (2023) [13, 17];

2) 4epeaoBaHUE MTU30I0B IeCUHXPOHM3ALIMH C IIEPHO-
JaMU CUHXPOHW3AIIM1 BBICOKOAMIUTUTYIHBIX KOJieOa-
HMI1 IPEUMYIIIECTBEHHO B JIOOHO-1IEHTPAIbHBIX OTBE-
JIEHUsIX, YTO MoATBepxkaaeT HaomoaeHus F Bergman
u coaBT. (1963), U.K Bonommuna-Tamonoa (2013)
n A.B. OunnnauKOBa (2016) [1, 6, 12], a TakKe 10~
3BOJIACT MPEIIIONIOXUTh, YTO JAHHBIN MTPU3HAK CTa-
HOBUTCSI KOCBEHHBIM TMOATBEPXKIACHUEM IeheKTa CBSI-
31 LICHTPIHIIeDaTUIECKON CUCTEMbI C KOPKOBBIMU
CTPYKTYpaMu, paHee OIMMCAHHOTIO Y JIMII C ITOBPEXKIe-
HusMu tyductoro BeHua JI. P. 3enkoBbiM (2017) [2];

3) peructpauus Ha 3JIeKTpo3HIledaniorpaMmmMme «B3pbIB-
HOTO» XapaKTepa BCIBIIIEK BBICOKOAMIUIUTYIHBIX
OCTPOBOJIHOBBIX MATTEPHOB, MOAOOHOIO0 MUOrpadu-
YecKUM apredakraM, KOTOpbIe COBIIAAAIOT C YCHJIE-
HHEM BBIPAXXCHHOCTU TUIIEPKUHE30B (MUOKIOHUIA,
TUKOB B MUMMYECKOI MyCKYJIaType, IPOKaHUsI B pyKax
U Jp.), 4yTo ObLIO oTMeueHo B padotax R.T. Bax u co-
aBT. (1998) [11].

—_—

. Bonommn-Tanonos N.K. Oco6eHHOCTH OMO3JIEKTPUYECKOM
aKTUBHOCTH Y ManeHToB Bubcona—KoHoBamoBa. YKpanHCKuUit
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nox pex. E.U. Tycesa, A.H. Konosasosa, A.b. [ext. M.:

T'DO0TAP-Menua, 2018. 688 c.

BMmecte ¢ TeM npoBencHHbIC MCCASIOBAHMS BBISIBUIN
Ha sieKkTpoaHuUedanorpamme nauyeHToB ¢ [T1/1 arunenTu-
(hbopMHYIO aKTMBHOCTb, COOTBETCTBYIOLILYIO TUATHOCTUYE-
CKUM KPUTEPUSIM OTPaKEHUsS SMWICTICUA B CKAJIBITOBBIX
3anucax anekTpoaHiedanorpammsl [18]. IIpeodbnaganue
MX PETUCTpaIMM Ha 3JIeKTpOo3HIIehamorpaMMe Ha paHHHUX
JTarnax pa3BuTys Aedekra MeTaboIM3Ma MU, C OMHOM CTO-
POHBI, TTO3BOJISIET TPEIIOJIIOXKHUTh B 3MUICITU(OPMHBIX
MaTTepHaX OTPaKeHUe HAPYILIEHUH CBSI3U LIEHTPIHIIe(haIi -
YEeCKOM CCTEMBI C KOPKOBBIMU CTPYKTYpPaMH, a C IPYyroi —
HE OTPUILIACT HATMIMS SMWISTICMU KaK (hOHOBOTO 3a00J1eBa-
HMSI, PaCIIPOCTPAaHEHKME KOTOPOTIO HE MPEBBIIIAET YACTOTHI
aHAJIOTMYHOTO ITOKA3aTeJIs B OOILCH MOITYJISILIAK, YTO HE TIPO-
tuBopeuuT MHeHUI0 E. . [yceBa u coant. (2018) [4].

CJ103XHOCTB TPAKTOBKM MPY PETUCTPAIINH CKaJTbIIOBOI
OOI oTpakeHUiT MOTOPHBIX Ae(DEKTOB IKCTparupaMu/ -
HOT'O TTPOMICXOXIEHWS M PETMCTPALIMS SIMAICTIT(POPMHBIX
MaTTEpPHOB Ha 3JIeKTpo3HLIeaTorpamme nmaueHToB ¢ [J1]1
CBUAETENBLCTBYIOT O TOM, YTO IIPOBEAEHUE pyTUHHOI DO
Heleaecoo0pa3Ho Ui ONpeaeeHUs] MeXaHUu3Ma IoBpe-
KIEHUST KOPKOBBIX CTPYKTYp MPU JaHHOU IaTOJOTHMU.
BrisicHeHue 3TUX TIpoGieM TpeOyeT MHBIX METOIOB aHa-
JIM3a 1 OOJIBIIOM OCTOPOXKHOCTU B MHTEPIIpeTally GeHO-
MEHOB, HaOJIOJaeMbIX Ha 3JICKTpO3HIIedasorpaMMe
npu I'JII, yto paHee ObLIO yKa3aHO B OAHOI M3 pabOT
Hamteit rpynmsl [19]. [Toatomy pytrHHas B3I He MoxeT
OBbITh OHWM M3 OCHOBHBIX TUAarHOCTUYECKUX TECTOB
npu [JIA. OgHako BhISIBIEHUE SMUJIEIICUM Y TTallEHTOB
¢ MoObIMU AedeKTaM¥ MOTOPMKM Ha pa3HbIX dTamax
nx (GOpMHUPOBAHUS MOJXKHO SIBJISATHCA OCHOBaHHMEM
JUTSL UICKITIOYEeHUS Te(peKTOB MeTaboIu3Ma MeIN U TUKTY-
€T HeoOXOIMMOCTh IPOBEACHUS YIIyOJIEHHOTO TUarHo-
CTUYECKOTO ITOMCKA, HAIPaBJICHHOTO Ha MCKIIIOYCHUE
y naHHbIX nauueHToB [JI/I.

Neurology. National Guidelines. Brief edition edited by E.I. Gusey,
A.N. Konovalov, A.B. Gekht. Moscow: GEOTAR-Media, 2018.
688 p. (In Russ.).

5. Maiiopuuk B.E. Pa3Hbie (hopMbl CUHXPOHU3ALIMU KOPKOBOIA PUT-
MUKU YeJIOBEKa B 3aBUCHUMOCTH OT YPOBHSI pa3ipakeHUs] MO3ro-
Boro ctBojia. Matepuaibl 111 KoH(pepeHLIMY o Borpocam 3JieK-
Tpodusnoaorun HepBHOU cructeMbl 1960. C. 251—56.

Mayorchik V.E. Different forms of synchronization of human
cortical rhythms depending on the level of stimulation of the brain-
stem Proceedings of the III Conference on Electrophysiology of the
Nervous System 1960. Pp. 251—256. (In Russ.).

6. OBurHHUKOB A.B. HeBponornyeckue popmel 60j1e3H1 BriibcoHa—
KoHoBaioBa: KJIMHUKA, MPOo0JieMbl fMarHocTUKU. MpKyTck, 2016.
Ovchinnikov A.V. Neurological forms of Wilson-Konovalov disease:
clinical features, diagnostic problems. Irkutsk, 2016. (In Russ.).

7. Ipockokona T.H., ITonemyk B.B., Mnnapuomkun C.H. u ap.
[MapranbHble SMUISNTUYECKUE TIPUCTYITBI KaK NeGI0T HEBPOJIOTH -
YeCKOI CTaMM TenaToJeHTUKYIISIpHOM nereHepauu. HeBposoru
yeckuit xxypHai 2007;12(2):22-5.



OPUTUHANDBbHBIE CTATbHU

26

i TETCKOM 4
HEBPOAOTUMU

Proskokova T.N., Poleshchuk V.V, Illarioshkin S.N. et al. Partial 13. Chen R.K., Zhang C., Lin J.W. et al. Altered cortical functional
epileptic seizures as the debut of the neurological stage of hepato- networks in Wilson’s disease: a resting-state electroencephalogram
lenticular degeneration. Nevrologicheskiy zhurnal = Neurological study. Neurobiol Dis 2024;202:106692.
Journal 2007;12(2):22—5. (In Russ.). DOI: 10.1016/j.nbd.2024.106692

8. CrenanoBa T.C. HekoTopbie 0COOEHHOCTH 3JIEKTPUUECKON aKTHUB- 14. Denny Brown D. Hepatolenticular degeneration (Wilson’s disease).
HOCTH IIIyOOKHX CTPYKTYp Mo3ra. 2KypHajl HeBpOIaToJI0ruu Two different components. Engl J Med 1964;270:1149—56.
u nicuxuatpun 1968;68(11):1593—9. 15. Devarbhavi H. Rolandic epilepsy as a heralding manifestation
Stepanova T.S. Some features of electrical activity of deep brain of Wilson disease in a 6-year-old girl. J Clin Exp Hepatol
structures. Zhurnal nevropatologii i psikhiatrii = Journal 2020;10(6):633—5. DOI: 10.1016/j.jceh.2020.04.007
of Neuropathology and Psychiatry 1968;68(11):1593—9. (In Russ.). 16. European Association for the Study of the Liver. EASL Clinical

9. Crenanosa T.C. CTpyKkTypa aKMHETUKO-PUTUIHBIX CUHIPOMOB Practice Guidelines: Wilson’s Disease. J Hepatol 2012;56:671—85.
B 3aBUCUMOCTH OT YPOBH$ [TOPAXKEHUS LIEHTPAJIbHOM HEPBHOM CU- DOI: 10.1016/j.jhep.2011.11.007
cteMbl. ZKypHas HeBponaToJoruu u neuxuatpuu 1971;17(4):481. 17. Gulyaev S.A., Khanukhova L.M., Garmash A.A. Neurophysiologi-
Stepanova T.S. The structure of akinetic-rigid syndromes depending cal method for studying changes in the brain’s default mode network
on the level of damage to the central nervous system. Zhurnal activity. Extreme Medicine 2023;2:64—71.
nevropatologii i psikhiatrii = Journal of Neuropathology DOI: 10.47183/mes.2023.009
and Psychiatry 1971;17(4):481. (In Russ.). 18. Koutroumanidis M., Arzimanoglou A., Caraballo R. et al.

10. Crenanona T.C., IpauyeB K.B. broanekrpruyeckast akTHBHOCTb CTPYK- The role of EEG in the diagnosis and classification of the epilepsy
TYp TMMOUYECKOI CCTEMbI M HEOKOPTEKCa Y OOJbHBIX C BUCOYHOM syndromes: a tool for clinical practice by the ILAE Neurophysiology
anunencueit. Bucounas anunerncusi. Tiomens, 1970. C. 181—185. Task Force (Part 1-2). Epileptic Disord 2017;19(4):385—437.
Stepanova T.S., Grachev K.V. Bioelectrical activity of limbic system DOI: 10.1684/epd.2017.0952
and neocortex structures in patients with temporal lobe epilepsy. 19. Ovchinnikova E.V., Schneider N.A., Ovchinnikova A.A. et al.
Temporal lobe epilepsy. Tyumen, 1970. Pp. 181—185. (In Russ.). Advanced electroencephalographic system-based neurophysiological

11. Bax R.T., Hassler A., Luck W. et al. Cerebral manifestation methods to elucidate a mechanism of cognitive dysfunction associated
of Wilson’s disease successfully treated with liver transplantation. with hepatolenticular degeneration. Russian Medical Inquiry
Neurology 1998;51(3):863—5. DOI: 10.1212/wnl.51.3.863 2024;8(10):547—53. DOI: 10.32364/2587-6821-2024-8-10-1

12. Bergman E, Costin A., Gutman J. Cerebral electrogenesis 20. Sanger E, Coulson A.R. A rapid method for determining
in relation to consciousness. Electroenceph Clin Neurophysiol sequences in DNA by primed synthesis with DNA polymerase.
1963;15:683—960. J Mol Biol 1975;94(3):441—8. DOI: 10.1016/0022-2836(75)90213-2

ORCID aBtopa / ORCID of author
E.B. OBunnnukosa / E.V. Ovchinnikova: https://orcid.org/0000-0002-4106-1163

KondmkT uHTEpecoB. ABTOPHI 3asIBJISIIOT 00 OTCYTCTBUU KOH(IMKTA UHTEPECOB.
Conflict of interest. The authors declare no conflicts of interest.

®unancupoBanue. VccienoBaHue BBITIOIHEHO 63 CIIOHCOPCKOI TOAIEPXKKH.
Funding. The study was performed without external funding.

Co0JtioieHne npas NaNUEHTOB W NPABIIT OMOITHKH. [TpOTOKOIT McCIeaoBaHus ObLT OTOOPEH JIOKAIbHBIM 3THYecKuM KomuTetoM PI'BY «Hanmonams-
HBII MEAMIIMHCKUI UCCIIeNOBATEIbCKUIA LIEHTP TICUXUATPUM U HeBposioruu uM. B.M. BextepeBa» Munsnpasa Poccuu (mpotokon Ne DK-1126/23
ot 20.04.2023). Bce nauumeHTsl moanucaiu MHOOPMUPOBAHHOE COTJIacHe Ha yYacTHe B UCCIIEIOBAHUM.

Compliance with patient rights and principles of bioethics. The study was approved by the local ethics committee of the V.M. Bekhterev National Medical
Research Center of Psychiatry and Neurology, Ministry of Health of Russia (protocol No. EK-126/23 dated 20 April, 2023). All patients signed informed
consent to participate in the study.

Cratbs noctynuiaa: 14.03.2025. Ipunsra K myoamkamun: 15.10.2025. OnyoiukoBana onnaiin: 12.01.2026.
Article submitted: 14.03.2025. Accepted for publication: 15.10.2025. Published online: 12.01.2026.





