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WHOOPMALWNA ONA AB

[Tpn HanpaBneHuw CTaTbit B pefaKumio «Pycckoro XypHana AeTckoii HeBponorm»
aBTOPam HeobX0A4MUMO PyKOBOACTBOBATLCA CNleYHLLMMM NPaBUIAMU.
1. 06wue npaBuna
Mlpn NepBUYHOM HANpaBNeHUM PYKOMUCM B PesaKLmMio B KOMUW 3MEKTPOHHOrO
n1cbMa JOMKHbI ObITb YKa3aHbl BCe aBTOPbI AaHHOM cTaTbin. 06paTHyH (BA3b € pefaKLm-
eli byneT noaaepxuBaTb 0TBETCTBEHHDIIl aBTOP, 0003HAUEHHDIN B CTaTbe (CM. MYHKT 2).
[lpenctaBnenve B peakumo paHee ony6iMKoBaHHbIX CTaTeil He JOMyCKaeTcA.
[lna paccmoTpenma pyKonuck pepakuni Tpebyetca nUcbMeHHoe Cornacue Kax-
Zoro aTopa Ha 06paboTKy 1 pacnpocTpaHeHue NepcoHanbHbIX AaHHbIX B NEYaTHOM
1 unposom Buge. CkaH NOANMCAHHOTO COrNacKa HEOOXOANMO 3arpy3uTb Kak JONONHU-
TeNbHbIA daiin B pasgene «onucaHne» npu nogaue cTatbu. MeyatHblii NOANMCAHHDIN
BApUaHT COrNacua HeobxoAMMo OTNPaBUTL Ha aipec pefaKLymi.
2. 0dopmneHme faHHbIX 0 CTaTbe U aBTOpax
MepBasd cTpaHuULLa JONKHA COfepKaTh:
— Ha3BaHMe CTaTby,
— VHULMANbI M Gamunuu BCex aBTopoB,
— yueHble CTeneHu, 3BaHNA, LOKHOCTH, MeCTo paboTbl Kax0ro U3 aBTOPOB,
a 1akxe ux ORCID (npm Hanuuum),
— NONHOE Ha3BaHMe YUpeXJeHua (yupexaeHuii), B KOTOPOM (KOTOpbIX) Bbl-
noHeHa pabota,
— afipec yupexzeHna (yupexxeHui) C ykasaHuem nHaeKca.
[ocneHAA cTpaHMLa fOMKHA COfEPXaTb CBeieHIA 06 aBTOpe, OTBETCTBEHHOM
3a (BA3b C pefaKLmeit:
— Gamunua, MMa, OTYECTBO NOSHOCTbIO,
— 3aHUMaeMas JOMKHOCTb,
— yyeHas CTeneHb, yueHoe 3BaHue,
— NepcoHanbHblit MexayHapoaHblit uaentudukatop ORCID (noapobHee:
http://orcid.org/),
—nepcoHanbHblil upeHtudukatop B PUHLL (noapobee: http://elibrary.ru/
projects/science_index/author_tutorial. asp),
— KOHTaKTHbIil TenedoH,
— Q/IPeC 3NeKTPOHHOI NOYTHI.
3. 0dopmneHue TeKcTa
(ratbu npuHumatotca B dopmarax doc, docx, rtf.
Lpu¢t — Times New Roman, Kernib 14, MexcTpouHblil uHTepBan 1,5. Bee cTpaHu-
Libl AOMKHbI ObITb NPOHYMEPOBaHbI. TEKCT CTaTbIn HAUMHAETCA CO BTOPOW CTPAHNLbI.
4. 06vem crateit (63 yueTa UNNIOCTPALMIA U CNCKA UTEPaTYpbI)
OpuruHanbHas cratbs — He 6onee 12 ctpaHu (66nbLunii 06bem aonyckaetca
B UHANBUAYANbHOM NMOPAJKE, N0 PELUEHNIO pefaKLmK).
OnucaHue KNNHNYECKNX CyyaeB — He Gonee 8 CTpaHuLL.
0630p nuTepatypbl — He 6onee 20 cTpaHuL,
KpaTkue coo6iieHnsa u nucbma B pefiakLuio — 3 CTpaHuLbl.
5. Pe3iome
Ko Bcem Bugam ctateil Ha 0TAENbHON CTPaHULLE AOMKHO ObITb NPUNOXKEHO pe3to-
Me Ha PYCCKOM U aHTTINIACKOM (0 BO3MOXHOCTH) A3blKax. Pe3tome LOMKHO KpaTKo no-
BTOPATb CTPYKTYPY CTaTby, HE3aBMCUMO OT ee TeMaTUKM.
06bem pestome — He Gonee 2500 3HaKoB, BKNIoUaA npobenbl. Pestome He A0MKHO
COAePXaTb CCHIKN HA MCTOYHMKIN IUTEPATYPbl 1 MAMKOCTPATUBHII MaTepuan.
Ha 370l Xe cTpaHuLe NOMELLATCA KNIoueBble CNOBA Ha PYCCKOM W aHFNIACKOM
(no BO3MOXHOCTH) A3bIKaX B KonuuecTse ot 3 70 10.
6. CtpykTypa cTateii
OpuruHanbHas cTaTba JOMKHA COEpXaTh CleaytoLne pasgenbi:
— BBe/IEHMe,
—enb,
— MaTepuanbl 1 MeTofbl,
— pe3ynbrarbl,
— 06cyxzaeHue,
—3aKntoyeHue (BbIBOAbI),
— KOHQNWKT MHTEPeCoB A1A BCeX aBTOPOB (B CMlyyae ero 0TCyTCTBUA HeobXo-
[AUMO YKa3aTb: «ABTOPbI 3aABNAIOT 06 OTCYTCTBUM KOHPAMKTA UHTEPECOBY),
— 0/06peHIe NPOTOKONA MCCNEA0BAHMA KOMUTETOM M0 6U103TUKE (C yKa3aHu-
€M HoMepa ¥ JiaTbl NpoToKoNa),
— MHGOPMMPOBAHHOE COTNIacie NALVEHTOB AN UX NPeACTaBUTENeN Ha yyac-
Tie B UCCNELOBAHUN 11 NY6AMKALMIO AaHHbIX (ANA CTaTeil ¢ aBTOPCKAMM
UCCNefoBaHNAMU U ONMCAHUAMY KIMHUYECKIX CYYaeB),

—Np¥ HaMuUM GUHAHCPOBAHMA UCCNEROBAHUA — YKa3aTb ero UCTOYHUK
(rpaHTnT. A1.),
— 6naropapHocTy (pasgaen He ABNAETCA 06A3aTeNbHbIM).

7. UnniocTpaTMBHbIN MaTepuan

VinniocTpatBHbIA MaTepuan JOMmKeH ObiTb NPeACTaBNeH B Buze OTAEbHbIX dail-
0B 11 He GurypupoBaTb B TeKcTe CTaTby. [laHHble TabnuL He ZOMKHbI NOBTOPATD AaH-
Hble PUCYHKOB 1 TeKCTa U Ha060poT.

Oororpadum npeacrasnatorca B popmartax TIFF, JPG ¢ paspeLueHnem He MeHee
300 dpi (Touek Ha Atoiim).

PucyHKku, rpadmku, cxembl, Anarpammbl JOMKHb! ObITb pefakTUpyembiMI,
BbinonHeHbIMu cpeactBamu Microsoft Office Excel unm Office Word.

Bce pucyHKn LomxHbl 6bITb NPOHYMepOBaHbI 1 CHaBXeHbl NOAPUCYHOUHBIMI
nognucamu. OparmeHTbl pucyHKa 0603HaualTCA CTPOUHBIMU ByKBaMK pycckoro anda-
BUTa — «a», «6» U T. fi. Bce cokpalueHna, 0603HaueHms B Buge KpuBblX, 6ykB, undp
WT. fi., UCTIONb30BAHHbIE Ha PUCYHKE, fOMKHbI ObITb paciudpoBaHbl B NOAPUCYHOUHOI
nognucy. MoAnucu K pucyHKam AAKTCA Ha OTANbHOM AUCTe NoCAe TeKCTa CTaTbi B 0A-
HOM C Heil daitne.

Ta6nuubl JoMKHbI 6bITb HAMARHBIMY, UMETb Ha3BaHe 1 NOPAAKOBbIA HoMep.
3aronoBky rpad L0MKHbI COOTBETCTBOBATD UX COAEPXaHMI0. Bce cokpaLueHna pacumd-
POBLIBAKTCA B NpUMeYaHy K Tabnuue.

8. EAVHMLbI N3MepeHuna 1 COKpaLLieHna

Enunuwpl n3mepenua fattca B MexayHapogHoii cucteme ety (CU).

CoKpaLueHna CnoB He JONYCKaloTCA, Kpome 06LienpuHATbIX. Bce abbpeBuatypbl
B TEKCTe CTaTby JOMKHbI 6bITb MONHOCTBIO pacLuMdpoBaHbl NPU NEPBOM YNOMUHAHUM
(Hanpumep, komnbtoTepHaa Tomorpadus (KT)).

9. CnncoK nuTepatypbl

Ha cnepytoweii nocne TekcTa CTpaHuue CTaTbil JOMKeH pacnonaratbca CNCOK
LMTUpYeMOil IuTepaTypbl.

Bce MCTOUHMKI BOMXKHDI ObITb NPOHYMEPOBaHbI, HyMepaLma OCyLLeCTBAAETCA
CTporo B andaBUTHOM NOpAZKe. Bce ccbKmM Ha MCTOUHUKI IUTEPATYPbI B TEKCTe CTaTby
0003HauatTcA apabckvmu LMGpamin B KBAZPaTHbIX ckobKax HaumHaa ¢ 1 (Hanpumep,
[5]). KonuuecTBo LUTUPYeMbIX paboT: B 0puriHaNbHbIX CTaTbAX — He Gonee 20—25,
B 0630pax nuTepatypbl — He bonee 60.

CCbINKIN JOMKHBI ABATbCA HA NEPBOMCTOUHUKY, UUTUPOBAHIME OJHOTO aBTOPa
no paboTe Apyroro HegONYCTUMO.

BKntoueHne B CTMCOK uTepaTypbl Te31COB BOIMOMKHO UCKNKOUUTENBHO NPH CCbI-
Ke Ha MHOCTPaHHbIe (aHIN0A3bIYHBIE) UCTOUHUKI.

CcbinKku Ha anccepTaumny v agTopedepatbl, HeonybnnKoBaHHbIE paboThl, a TaK-
e Ha faHHble, NONyYeHHble U3 HeOQULMANBHBIX MHTEPHET-UCTOUHUKOB, He Aony-
CKalTCA.

DA Kaxzoro MCTOYHMKA HeobX0AUMO YKa3aTb: aMAMN U MHULMANbI aBTOPOB
(ecnu aBTOpOB Bonee 4, yka3biBatoTcA Nepeble 3 aBTOPa, 3aTeM CTaBUTCA «U1 Ap.» B pyC-
CKOM unn et al.” B aHIMIACKOM B TeKCTe). ABTOPbI LIUTUPYEMbIX UCTOUHUKOB AOMKHDI
ObITb yKa3aHbl B TOM e NOPALKE, UTO U B NEPBOUCTOUHMKE.

[Tpu CcbinKe Ha CTaTby U3 XYPHANOB NOCNE aBTOPOB YKa3blBAIOT Ha3BaHMe (Ta-
Tby, Ha3BaHWe XypHana, rof, TOM, Homep BbIMycKa, CTpaHmuubl 1 DOI cTaTbi (Npu Hanw-
yum). Mpu ccbinke Ha MOHOFPad MM YKa3biBaKT TaKxKe NONHOE Ha3BaHMe KHUTU, MeCTo
3[aHNA, Ha3BaHNe N3ATeNbCTBA, MO U3AAHNA, YNCIO CTPAHNL.

(1aTby, He COOTBETCTBYHOLLME AAHHBIM TPEOOBAHNAM, K PACCMOTPEHUIO
He NPUHNUMAIoTCA.
061Me nonoxeHna:
« PaccmoTpeHne cTatbin Ha npeameT Ny6MKaLMM 3aHMMaeT He MeHee 8 He-
aenb.
« Bce noctynaiowme cTatby peueH3upylTca. PeleH3ua ABNAETCA aHOHUM-
HOA.
- Pepakuua octaBnaet 3a co6oii NpaBo Ha peflakTUPoBaHKe CTaTeil, NpeaCTaB-
NeHHbIX K ny6aukaumm.
+ Penakuma He npegocTaBnsAeT aBTOpCKME IK3eMnnApbl XypHana. Homep
XKypHana MOXHO MONYYMTb Ha 06WMX OCHOBAHMAX (CM. MHdOpMaLMi
Ha caiiTe).
Marepuanbi gna ny6nukauumn npuHumaloTca no agpecy ricn@epileptologist.ru
€ 06A3aTeNbHbIM yKa3aHMeM Ha3BaHMA XypHana.

Monnas Bepcua Tpe6oBaHMII NpeACTaBNEHa Ha cailTe XypHana.
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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],

Kniouesblie cnoBa: renatoNeHTUKyNnapHaa gereHepaumna, anunencus, SNeKTposH Ll,ed)anorpadmn

Ina uutupoBaHua: OsunHHukoBa E.B. Inunencus v renatoneHTukynapHas fereHepaums. Pycckuin xypHan feTcKkomn He-
Bposiorun 2025;20(4):10-26.
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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.

Keywords: hepatolenticular degeneration, epilepsy, electroencephalography
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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-

11
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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.

14
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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.
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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
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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

[\
w

s OPWTUHANBHbBIE CTATbU | ORIGINAL REPORTS



24

s OPWTUHANDBHBIE CTATbU | ORIGINAL REPORTS

wsss' IIETCKOM CHILD 4
HEBPOAOI'MM | NEUROLOGY

: - L . WW’MH‘P"W /‘wwm\rﬂﬂww\_ﬁwﬁm

| | | ! I

PRV AR J‘Unﬁu‘f\n.'\l"!.\!‘n‘\“f-'\.ﬂf w\‘-'\n.r\n.r"\i" J\M‘M""\LIMZMIWA RPTALe) (RPN
P S Y WMMMWWW

mww"‘:v\mﬂ«fwwmwvw Ay '\,f MMy v e

e e e fen MW.MIWWPVW\M‘_ Mads ey
Torrepe g wgwn~WMwww\mw,Mme«~wmﬂ-\~w ol Tl

et ‘\JLA ERTY o An, s Pt e oM
t.\-Frr"’V-.:' /MJWWJ*— }Wfﬂf& i ‘ M\Hq:;‘;{:
W»w*% PSP e
¥ S

i s “/m-_\_l,\,..\.n.,

ool S 18 Fm- 30Ty

T M VA A A A e st M e A PV A AT/t

oot AR A NS et A Ay Attt
L A,
enteranan Wk s AV A AN A e B M gt Vet MR
g W, - Mtww gl v

::::."H , Nl R
i ”""'”"““"“'\ .,M, i
”?JWWTWW“WWW

T e Jousie 150 - 300y

T Mk 18 - 30Ty

Yol ps e
B i il g
ragu e ol
P rire Py
PITTL PR LS
coaal A
e MMWMWWW”W
reorr AR MMI'UMVW Wm,ﬂw\,mwmwwwvw
orrg et AW, W_WWW«MW

TN T

et e A WM vy
TSR
el A '

i oL Mh;llﬂ' i 'HM(I}“'W""*W
-::.-,MM ”
s e i

7l i 157U 3w

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
BECTHUK TicuxoHeBposioruu 2013;21(3):13—7.

Voloshin-Gaponov I.K. Features of bioelectrical activity
in Wilson-Konovalov patients. Ukrainskiy vestnik psikhonevrologii =
Ukrainian Bulletin of Psychoneurology 2013;21(3):13—7. (In Russ.).
2. 3enkos JI.P. Knunuueckast anekrpoaHiedanorpadus (¢ ajeMeH-
TaMU 3MWIENTOJIOTHH ). PYKOBOICTBO /151 Bpaueid. 8-¢ u3.
M.: MEdnpecc-undopm, 2017. 360 c.
Zenkov L.R. Clinical Electroencephalography (with Elements
of Epileptology). Manual for Physicians. 8" edn. Moscow:
MEDpress-inform, 2017. 360 p. (In Russ.).
3. Konosasos H.B. TenartouepedpaibHas nuctpodust. M.: Mearus,
1960. 555 c.
Konovalov N.V. Hepatocerebral dystrophy. Moscow: Medgiz, 1960.
555 p. (In Russ.).

4. Hespouorusi. HaumoHanbHOe pykoBoAcTBO. KpaTkoe n3mnaHue

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-
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BeepeHue. Hanbonee CToiikumM NposiBNIeHMEM NOCTKOBUAHOMO CHHAPOMA Y fieTeil ABASETCS acTeHWUs, KOTOpas Hepeako
npuobpeTaeT XpOHUYECKOe TedeHne. AKTYaNbHOCTb UCCeA0BaHUs 00YCN0BEHA HEAOCTATOYHOM U3YYEHHOCTbIO MEXAHU3-
MOB €€ XPOHM3aLMUM U1, KaK CNeCTBUE, OFPaHUYEHHBIMU JAHHBIMU O METOAAX MPOMUNAKTUKM, YTO TPebYeT OLEHKM COCTO-
AHuA peteit, nepeHeciux COVID-19, yepe3 6-12 mec nocne 60ne3Hu.

Llenb uccnepoBaHmA — NpoaHannM3MpoBaTh KNMHUKO-N1abopaTopHbie KOPPENATbl aCTEHNYECKOro pacCTPONCTBA Y NOAPOCT-
KOB Yepe3 12 mec nocne nepeHeceHHoro COVID-19.

Matepuanb! u meTopbl. [lpoBefeHO NPOCMEKTUBHOE UCCIEA0BAHME C Y4aCTUEM NOLPOCTKOB B BO3pacTe oT 12 fo 17 net
BK/IIOYUTENBHO, NEepeHeclumx nabopatopHo nogTeepxaeHHblin COVID-19 12 + 2 mec Ha3apf. [1s OLEHKM acTeHUM npume-
HANach WKana oueHkn acteHuu J1.[1. MankoBon, ana oueHKM addEKTUBHbIX HAPYLWEHUIA — WKana TMYHOCTHON TPEBOXKHO-
ct A.M. TMpuxoxaHa, onpocHUK getckoit genpeccun M. KoBay v onpocHWK Ans BbISIBEHUA NMPU3HAKOB BEreTaTUBHbIX
HapyweHwuii A.M. BeiiHa. OueHKa BHUMaHKA OCYLLEeCTBANACk C NOMOLLbI0 MeToAMKM [MbepoHa—Py3epa u Tecta bypaoHa.
Pesynbrartbl. AcTeHuns HabnofaeTcs y 16 % nogpocTkos Yepes 12 mec nocne nepeHeceHHoro COVID-19, 3HauuTensHo yauye
y AEBOYEK, YEM Y MANTbYUKOB. JIOrUCTUYECKUI PETPECCUOHHbIN aHaNN3 NOKa3aJ, YTO BbIPAXEHHOCTb CUMNTOMOB enpeccum
¥ NPU3HAKOB BEreTaTUBHOW ANCHYHKLNYM — [OCTOBEPHBIN NPEAUKTOP Pa3BUTUSA acTeHUU Yepe3 12 Mec nociie nepeHeceH-
Horo COVID-19. laHHas moaenb 06bAcHsNa 36 % BapuabenbHOCTH 3TOro heHoMeHa.

BbiBoAbl. Takum 06pa3om, acteHus yepes 12 mec nocne COVID-19 mano ces3aHa c nepeHeceHHoil uHdekuueil. enpec-
CMBHAs CMMNTOMATMKA U BEreTaTUBHAsA OUCGHYHKLMA MOTYT PacCMATPUBATLCA B KAYeCTBE MULIEHU A NPOdUNaKTUKU
XpOHU3aLun acteHumn nocne nepeHeceHHoro COVID-19.

KnioueBble cnoBa: COVID-19, nocTKOBUAHBIN CUHLPOM, aCTEHUS, AeNpPeccus, TPEBOXHOCTb

Ina uutupoBanus: Larvesa [.P., Kymy6aes M.A., VicaH6aeBa A.P. AcTeHuyeckoe paccTpoiicTBO y NOAPOCTKOB Yepe3 12 me-
cAues nocne nepeHeceHHoro COVID-19: knuHMKo-nabopaTopHble KOppensaThl. PycCKUI KypHAN [ETCKOW HEBPOAOTUM
2025;20(4):27-33.

DOI: https://doi.org/10.17650/2073-8803-2025-20-4-27-33

Asthenic disorder in adolescents in 12 months after COVID-19: clinical and laboratory correlates
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Background. The most persistent manifestation of post-COVID syndrome in children is asthenia, which often becomes
chronic. The relevance of this study is due to the insufficiently studied mechanisms of its chronization and, consequently,
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the limited data on prevention methods, necessitating an assessment of the condition of children who have had COVID-19
after 6-12 months.

Objective. To analyze clinical and laboratory correlates of asthenic disorder in adolescents in 12 months after COVID-19.
Materials and methods. A prospective study including adolescents aged 12 to 17 years inclusive who have had
laboratory-confirmed COVID-19 12 + 2 months previously was conducted. The Asthenia Assessment Scale of L.D. Malkova
was used to assess asthenia. A.M. Prikhozhan Personality Anxiety Scale, M. Kovacs Child Depression Questionnaire were
used to assess affective disorders. A.M. Vein Vegetative Disorders Questionnaire was used to assess autonomic dysfunction.
Attention was assessed using the Pieron—Ruser method and the Bourdon test.

Results. Asthenia was observed in 16 % of adolescents 12 months after COVID-19. It is significantly more frequent
in girls than in boys. Logistic regression analysis showed that the severity of symptoms of depression and signs
of autonomic dysfunction were independent predictors of the development of asthenia 12 months after COVID-19.
This model explained 36 % of the variability of this phenomenon.

Conclusion. In summary, asthenia 12 months after COVID-19 is little connected with past infection. Depressive
symptoms and autonomic dysfunction may be considered as targets for prevention of chronification of asthenia after
COvVID-19.

Keywords: COVID-19, post-COVID syndrome, fatigue, depression, anxiety

For citation: Shagieva D.R., Kutlubaev M.A., Isanbaeva A.R. Asthenic disorder in adolescents in 12 months after COVID-19:
clinical and laboratory correlates. Russkiy zhurnal detskoy nevrologii = Russian Journal of Child Neurology 2025;20(4):27-33.

(In Russ.).
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BeepeHue

IToCTKOBUIHBII CUHAPOM TIPEACTABIISIET COOO0I YacToe
OCJIOXKHEHHE HOBON KOpPOHABUPYCHOUW WHMEKIUHN
COVID-19. Ero yacrora B cpenHeM cocTtaBisieT 45 % [11].
Bbiaensior 2 OCHOBHBIX MPOsIBJIEHUS (Kj1acTepa) MOCTKO-
BUIHOTO CUHAPOMA: aCTEHUYECKMI M PEeCIIUpPaTOPHbIA.
Benyiye nposiBieHYs aCTEHUYECKOTO KJlacTepa CBsI3aHbl
C IICUXOBETeTaTUBHBIMU HapyieHusAMU. VX pa3BuTrie 00y-
CJIOBJICHO IOCJEICTBUSIMU CUCTEMHOI BOCHAIMTEIbHOMN
peaximu, paspuBaronieiics npu COVID-19, runiepnpomyk-
LIMeH pa3TMYHBIX [IMTOKUHOB 1 HApYyIIIEHUEM CUHTE3a Hel-
POMEIMATOPOB B LIEHTPaIbHOI HEPBHOI cucTeme. [Ipyrue
MeXaHU3MBbI TOCTKOBUIHBIX HapyIIEHWI BKITIOUAIOT SHI0-
TEMANBbHYIO TUCHYHKIINIO, METaOOIMIeCKIE HApyIIEHUSI,
peaKTUBALIMIO JATEHTHBIX BUPYCOB U Ap. [3].

IMocTKOBUIHBIN CUHAPOM Yy IeTei BCTpeyaeTcs pexe,
YeM Yy B3pOCIBIX, — MpuMepHO B 20—25 % ciydaes. B ox-
HOMOMEHTHOM OITPOCHOM MCCJIEIOBAHMU POAMUTENICH Jie-
teit, nepeHecinx COVID-19, 6b110 moKa3aHo, YTO Hau-
0osice BBICOKAs 4acTOTa IOCTKOBMIHOTO CHHIpOMa
oTMeuaeTcs B rpymnie geteit 7—17 net [7]. Camble BbIpa-
>KEHHBIE CMMIITOMBI HAOJIIOMAIOTCSI B TEYEHUE TEePBBIX
MecsleB mocje MHGEKIWU, 3aTeM B TeUEHUE Tola OHU
MoCTeNeHHo paspelatorcs [8]. OmHaKo B HEKOTOPBIX CITy-
yasgxX TaKue MPOSIBJICHUs ITOCTKOBMIHOTO CHUHAPOMA,
Kak acTeHMsI, MOTYT IIPUOOPETaTh XPOHUUYECKOE TeueHue [9].
MexaHU3Mbl XpOHU3aLMU MMOCTKOBUIHBIX HAPYIICHUI,
B TOM YMCJI€ aCTEHWU, MaJlOM3y4eHbl, KaK CJICACTBUE,
He pa3paboTaHbI ITOAXO/bI K TPOMUIAKTIKE PA3BUTHS acTe-
HMU Yepe3 JUIMTEIBHOE BPeMSI TI0CJIe OCTPO MHMEKIIUH.
B ¢Bs13u ¢ 9TUM aKTyaJbHO U3yYeHUE Ha3BaHHBIX HapyIIe-

Hui1 y aereii, nepeHecinx COVID-19, yepe3 6—12 mec
nocJje 00Je3HU.

Ienb uccienoBaHus — IIPOAHATM3UPOBATH KIIMHUKO-
J1abopaTOPHBIE KOPPEJIATHI aCTEHUYECKOTO paCCTPOMCTBA
y MOIPOCTKOB 4Yepe3 12 Mec mocje IMepeHEeCEeHHOro
COVID-19.

Marepuanbl u meToabI

[TpoBeneHO NPOCIIEKTUBHOE CCIICIOBAHKE C yIaCTUEM
MOJAPOCTKOB B Bo3pacTe oT 12 g0 17 JeT BKIIOYUTEIBHO,
MepeHecIInX JlabopaTopHO noaTBepxkaeHHbI# COVID-19
12 £ 2 mec Hazaa. B paboTy BKIIIOUaiv NOAPOCTKOB, MPU-
IJIAIICHHBIX Ha TUCIIAHCEPU3aLIMIO TT0 MECTY ITPUKpPETLIe-
HUs B cBsI3U ¢ niepeHeceHHbIM COVID-19. Bo Becex ciy-
yasix ObUIO MOJy4eHO MH(GOPMUPOBAHHOE TOOPOBOJILHOE
corjlacue poauTesieli/3aKOHHBIX ONEKYHOB Ha y4acTHe
JieTeil B ucciaenoBanuu. KpurepueM UCKIIOYEHUS OBLIO
HaJIMIUE TSDKETbIX XPOHUYECKUX 3a00JIeBaHMIl BHYTPEH -
HUX OPTaHOB ¥ HEPBHOI CHCTEMBI.

ACTEeHHS OlLIEHMBAJIACh C IIOMOIIBIO KBl OLEHKH
acteHuu JI.JI. MankoBoii. OHa BkitoyaeT 30 BOIPOCOB,
ITO3BOJISIONIUX OLICHUTh YPOBEHB OOIIIEH YCTANIOCTH, (DU~
3UYECKOM M YMCTBEHHOM YTOMJISIEMOCTH, MOTHUBALIMIO
1 aKTUBHOCTH MOAPOCTKA. MCIIBITYeMBIM IIpeIaraeTcst
OTBETUTh HA HUX BapMaHTaMU OTBETOB OT 1 Gajljia — «HeT,
HEBEpPHO» 10 4 0ajlJIOB — «COBEpIIEHHO BepHO». [Tomy-
YeHHbIEe JaHHbIE MHTEPNPETHUPOBAIUCH CICAYIOIIUM
obpaszoM: oT 30 go 50 6annoB — OTCYTCTBUE acTEHUMU,
ot 51 go 75 6aymtoB — cirabas actenusd, ot 76 1o 100 6ai-
JIOB — yMepeHHas acteHus1, oT 101 no 120 6a110B — BbI-
paxeHHas1 acTeHus [5].
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Jnst otieHKM adPeKTUBHBIX HApYLIEHUH MPUMEHSIUCH
1IKaJIa JMYHOCTHOM TPEBOXXHOCTH [T ydaruxcst 10—16 et
A.M. TlpuxoxaH [4] U ONMPOCHUK IETCKOW ACMPEecCUn
M. Kogau [2]. TecT TMYHOCTHOM TPEBOKHOCTU COACPXKUT
oncanue 40 00CTOSITEIBCTB, Y MCITBITYEMbII JOKEH OTBE-
TUTB (TPEICTABUB CeOs1 B ITUX YCJIOBUSIX), HACKOIBKO KaxK1ast
CUTYyaLIMsI BBI3bIBAET y HETO YYBCTBO TpeBory ot () 1o 4 6asiios,
rae 0 6ajuioB — He BhI3bIBAET, a 4 O6ajljia — BbI3BIBAET OUEHB
BBIpaXKEHHYIO TpeBory. JlaHHasI METOIMKA TTO3BOJISIET Olle-
HMTD CJICAYIOIINE BUIBI TPEBOXKHOCTH: OOIIIast — BOIIPOCHI,
oTpaxaroliue ooOlee BOCHPUITUE TPEBOTU B XKU3HU;
IIKOJIbHAsI TPEBOXHOCTh — BOIIPOCHI, CBSI3aHHEBIE C Iepe-
>KMBaHUSMU, BOZHUKAIOIIMMM B IpoLiecce YIeObl; CaMO-
OLIEHOYHAsI TPEBOXKHOCTh — BOIIPOCHI, KacalolIecs YyB-
CTBa COOCTBEHHOI'O IOCTOMHCTBAa M YBEPEHHOCTH;
MEXJIMYHOCTHAS TPEBOXXHOCTb — BOITPOCHI, OTPaKaroIye
ypOBeHb KOM(popTa B 00ILEHNN ¢ POBECHUKAMU U B3pO-
CJIBIMU; Marn4eckasi TpeBOXKHOCTb — BOIIPOCHI, CBSI3aHHBIC
C UppalMOHAIbHBIMU CTPaXaMU M BEPOil B Marn4eckue
npeacrapiaeHus. CyMMa MepBUYHBIX 0AJUIOB IO pas3jidy-
HBIM BUIaM TPEBOXHOCTH (DOPMUPYET OOLIUI YPOBEHb
TpeBoXHOCTU. [lepBUYHBIE OaJIIbI KaK IO OTIEIbHBIM
BMJIaM TPEBOKHOCTH, TaK U 10 OOIIIel TPEBOXXHOCTH TIpe-
00pasytoTcs B cTeHOBBIE olleHKH! (0T 1 1o 10 6ansos).

OIpPOCHUK JIETCKOM ACMPECCUM MPEACTaBIsIeT COO0M
CaMOOIIEHOYHYIO IIIKajy, COCTOSIIYI0 U3 27 MyHKTOB
U TIpeTHA3HAYEHHYIO IJIs1 IETei U TTOJPOCTKOB B BO3pacTe
ot 7 1o 17 net. OH oxBaTbIBaeT TaKUE aCIEKThl, KaK MOHU-
>KEHHOE HaCTPOEHUE, TeIOHUCTUYECKIE CKIIOHHOCTH, BETe-
TaTWBHBIE (QPYHKIINU, CAMOOLIEHKY ¥ MEXITMYHOCTHOE TTOBE-
nenue. [1o pesynbraTaM TeCTUPOBaHUSI CyYMMUPYIOT OO
0aJu1 1 BBIIENSIOT 9 cTeneHel pucKa BOZHUKHOBEHMS Jie-
npeccun: Hke 30 0a/UT0B — 3HAYMTEBHO HIKE CPEHEro
ypoBHs, 30—34 6aia — MHOIO HMXE CPEIHEro YpOBHS,
35—39 6ajutoB — HIDKE CpeHero YpoBHsI, 40—44 6aia — uyTh
HIKE CpeIHero ypoBHsI, 45—55 6aju10B — cpeIHUil ypOBEHD,
56—60 GayT0B — YyTh BBIIIE CPETHETO YPOBHS, 61—65 Ga-
JIOB — BBIIIIE CPEIHETO YPOBHSI, 66—70 Oa/JIOB — 3HAYNTEITh-
HO BBILIE CPEAHETo YpoBHS, Bhille 70 0aJIoB — OUeHb 3Ha-
YUTEJIBHO TIPEBBIIIAET CPSTHUI YPOBEHb.

CocTrosiHMe BEereTaTUBHOI HEPBHOM CUCTEMBI OLICHM -
BaJIOCh C IIOMOIIBIO OIMIPOCHUKA JUTSI BBISIBJICHUS TTPU3HA-
KOB BereTaTUBHBIX HapylieHuii A.M. Beiina. OH BKkiTioua-
eT 11 TMXOTOMUYECKHNX BOITPOCOB 00 001LIeM (hU3UUECKOM
COCTOSTHUM 00CJIeIyeMOr 0, TAKMX KaK HAJIMY1e CUTYyaTUB-
HOTO UPPallMOHAJIIBHOTO U3MEHEHUS 1IBeTa KOXKHBIX I10-
KPOBOB, TOJIOBHOM 00JIM, HApYILIEHU I (DYHKLIUI XKeJTya0u-
HO-KUIIIEYHOTO TPAKTa, AbIXaHWsI, CEPALCOUSHUS M IPYTUX
CYOBEKTUBHBIX CUMIITOMOB, OLICHUBAaEMBbIX B JUaIla30HE
ot 3 no 7 6annoB. CymMMmapHast olieHKa 15 6anioB u Oojiee
yKa3bIBaeT Ha HAJIMYMe BereTaTUBHOM aucyHkuuu [1].

J1 OLIEHKYM KOHLIEHTpAIIM BHUMAaHUS IIPUMEHSIIaCh
Metonuka ITeepoHa—Py3epa, a 111 OlIeHKM YCTOMYMBOCTH
BHMMaHUsT — TecT bypmoHa. PerucrpupoBanvch mokaszareiu
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KJIIMHUYECKOTO aHa/IM3a KPOBU, OMOXMMUYECKOTO aHaIM3a
KpOBM Ha MOMEHT BKJIIOYEHHS B HCCIIeOBaHME [6].

CraTucTUYecKyl0 00pabOTKy AAaHHBIX MPOBOIUIU
¢ momoIIklo naketa rmporpamm SPSS Statistics 26 (IBM,
CIIA). [JanHble TpeacTaBieHbl B BUIE MeIWaHbI
U MeXKBapTUJIbHOro pasmaxa Me [Q1; Q3]. B aHanuze
HCITOJIb30BaIM METOIbI HENTapaMeTPUUECKOM CTATUCTHKH.
KnuHuko-nemorpaduyeckue mokasaTejad CpaBHUBAIU
¢ TIOMOIIIbI0 TecTa MaHHa— YUTHU, KaTeropraJlbHBIC 110~
Kas3aTeJii — C TIOMOLIBIO Y2 -KPUTEPHsI COOTBETCTBUsI [Tup-
coHa. [l BBHISIBJICHUS CBSI3¢d MEXIY HEeIpepPbIBHBIMU
JaHHBIMU HMCIIOJb30BAJICS KOPPEJISLIMOHHBIM aHaIu3
CnupmeHa. J1J1s1 BBISIBJICHUS IPEAUKTOPOB BOZHUKHOBE-
HMSI aCTCHUU ObLT ITPOBEICH JIOTUCTUYECKUI PErpeCcCUOH-
HBII aHAJIU3 C OHOBPEMEHHBIM BKIIIOUEHUEM BCEX Mepe-
MeHHBIX. CTaTUCTUYECKN 3HAYMMOI CUUTAIM Pa3HUILY
mipu p <0,05.

PesynbTartbl

B uccnenoBaHue ObLI0 BKJIOYEHO 154 manueHTa:
68 (44,16 %) manbuukoB u 86 (55,84 %) neBouek. Menua-
Ha Bo3pacTta coctaBuia 15 (13—16) net. Y 50 % narmeHToB
COVID-19 umen 6eccuMNTOMHOE TeYEHUE, Y NIPYroi mo-
JIOBUHBI — CUMITTOMHOE. ACTeHMsI BEISIBIIsIIach y 26 (16 %)
MMaLIMEeHTOB: ¢1aboii BhipaxkeHHOoCTH — v 21 (13,64 %), yme-
PEHHOI1 BeIpaxkeHHOCTH — Y 5 (3,25 %).

Cpenu maueHToB C aCTeHKE ObLIIO JOCTOBEPHO 00JTb-
e aeBouek (84,5 %, p = 0,002). OHa vaie HabII0MaTaCh
y malueHToB, KoTopble repeHecan COVID-19 B cumnTom-
HoIt ¢hopMe, 110 CpaBHEHUIO C OECCUMNITOMHOM (hOPMOIi:
8 (10,4 %) npotus 17 (22 %), onHaKO CTATUCTUYECKOM
3HAYMMOCTHU pa3inuue He Jocturio, p = 0,079.

CpaBHUTEIbHBIN aHAJIU3 PE3YJIBTaTOB JIAOOPATOPHBIX
HCCJIEIOBAHUI TTOKa3all, YTO Y MOJPOCTKOB C acTeHUEH
ObIIO JOCTOBEPHO MEHbIIE 3pUTpOLUTOB (4,19 x 1012
(4,00—4,51) 1 4,60 x 10'2 (4,24—4,89), p = 0,008) 1 HuXe
ypoBeHb remorioomnHa (125 (123—133) r/nu 136 (126—
146) r/n, p = 0,009), yeM y ITOAPOCTKOB 0€3 aCTEHUU.
OcraibpHble TTOKa3aTed KJIMHUISCKOTO M OMOXUMUYE-
CKOro aHaJM30B KPOBU JTOCTOBEPHO HE pa3iMYainCh
B 2 IpyImnax.

Y nalueHTOB ¢ acTeHKel ObUIH BBIILIE YPOBHU MEKITNY-
HOCTHOM ¥ MarmyeCcKoi TPEBOXHOCTH, TAKXKE Y HUX OTMeE-
yajach TCHACHLMS K 6oJiee BHICOKOMY YPOBHIO OOIIIeit
1 CaMOOLIEHOYHOM TpeBOXHOCTH. Cpey MalieHTOB C acTe-
HUEH 10 CPABHEHUIO C TEMHU, Y KOTO HE UMEJIOCh CUMITTOMOB
acTeHUM, ObUTO OOJIBIIE TIOAPOCTKOB C YPOBHEM CHMITTOMOB
JIETIPECCUM OYEHb 3HAYMTEJIbHO BhIIIE cpenHero (Tad. 1).
ITpu3zHaku BereTaTMBHOW AMCHOYHKIUM ObUIM BBISIBICHBI
y 23 (88,5 %) 13 26 maneHTOB ¢ acTeHueii n'y 85 (66,4 %)
n3 128 manumenTtoB 6e3 actenuu (p = 0,0001).

ITo pesyabrataM KOppelsiiiOHHOTO aHaIu3a BhIpa-
JKEHHOCTb aCTEHMHM ObLIa TOCTOBEPHO CBSI3aHa C BHIPAXKECH-
HOCTBIO BEreTaTUBHOM OUCHYHKIIMM, OOIIEeid, caMoolle-
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Ta6mua 1. Cpasrumenvhulii ananuz nokasameneii aghghekmusHoli cghepol y nayuenmoes ¢ acmerueli u 6e3 acmenuu
Table 1. Comparative analysis of indicators of the affective sphere in patients with and without asthenia

Patients with asthenia Patients without asthenia

Parameter

g6maﬂ TPEBOXHOCTD, GaJITbl 0[0:3] 0[0:1] 0,055
eneral anxiety, score

;J.IKOJILHag TPEeBOXHOCTb, OaJUIbI 110:2] 0[0:2] 0,323
chool anxiety, score

CaMOOHCHO‘IHE};[ TPEBOXKHOCTD, 0aJIIbl D) [1’3] 1 [0’3] 0,063
Self-assessed anxiety, score

}\/IC)KJII/I‘IHOCTH?.SI TPEeBOXHOCTb, OaJUIbI 2[0:4] 0[0:1] 0,0007
nterpersonal anxiety, score

i/l/lar_nquKgﬂ TPEBOXHOCTb, OaJLIIbI 0[0:1] 0[0:0] 0,024
agical anxiety, score

YPOBCHB YCTOﬁqHBOCTH BHUMaHUA, n:
Level of attention stability, #:

OUYEHb BBICOKUIA 14 76

very high

BBICOKMIA 11 43 0.77
high

cpenHuil 0 5

average

HU3KUMN 1 4

low

ypOBCHI) KOHLCHTpAalu BHUMaHWs, n:
Level of concentration of attention, »:

0YEeHBb XOPOIINIA 10 65

very good

XOpOLINi 13 54

good

CpeIHHI 3 8 0,29
average

TUIOXOM 0 1

bad

OYEHb TUIOXOU 0 0

very bad

‘VYpoBeHb nernpeccuu, u:

Depression level, n:
3HAYUTEIbHO HU2KE CPEIHETO
significantly below average
YMEPEHHO HUKE CPETHETO
moderately below average
HUXKE CPEAHETO
below average
9yTh HUXKE CPELHETO
slightly below average
CpeIHUI yPOBEHb
average
YYTb BbIIIEC CPEAHETO
slightly above average
BBIIIE CPEAHETO
above average
3HAYUTEJIbHO BBIIIE CPEAHETO
significantly above average
OYC€Hb 3HAYUTEJIbHO BBIIIEC CPETHETO
very significantly above average

22

61
0,0001
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Ta6nmua 2. Pesyabmamyi KOppeasyUoHHO0 AHANU3A BbIPANCEHHOCTU
acmenuu

Table 2. Results of correlation analysis of the severity of asthenia

Variable

Severity
of asthenia, r

O1eHKa 1o onpocHUKyY BeitHa

. . . . 0,404*
Assessment according to the Vein questionnaire
YcTOMUMBOCTh BHUMAHUS 0.04
Attention stability ’
KoH1eHTpamnyst BHUMaHUS
. . 0,110
Concentration of attention
Oobmmas TPEBOXHOCTH 0,206*
General anxiety
IlIxonbHass TPEBOXXHOCTH
. 0,098
School anxiety
Camoo11eHOYHasI TPEBOXKHOCTh o
i 0,170
Self-assessed anxiety
MexXTnYHOCTHAas TPEBOXHOCTh o
: 0,313
Interpersonal anxiety
Maruueckasi TpeBOXHOCTh o
. - 0,288
Magical anxiety
Puck pa3Butus aenpeccuu 0,390*

Risk of developing depression

*p <0,05
|

HOYHOM, MEXJIMYHOCTHOMN, Marndyeckoi TPEeBOXKHOCTU
1 CUMIITOMOB Jenpeccuu. CBsI3U B OCHOBHOM OBLIM cJla-

4

ObIMU — KO3 GULIMEHT KOppeasiiuu Bapbuposai ot 0,17
1o 0,4 (ta6m. 2).

11 BBIIBJICHUS] HE3aBUCUMBIX ITPEAMKTOPOB Pa3BUTHS
CHMIITOMOB aCTeHUU Y IOAPOCTKOB Yepe3 12 Mec Iocie
nepeHeceHHoro COVID-19 6bu1 poBeieH JOTMCTUYECKUI
perpeccuoHHbIN aHanu3. [1IpenBapuTeIbHO ObLIa BBITIOJ-
HEeHa HOpMaJIU3aLysl JaHHBIX METOIOM JIorapr(hMU3alvH.
3aBHCUMOI1 IEpEMEHHOM ObIJIO HAJTMYKE WU OTCYTCTBHE
aCTeHMM JII000I BhIpakeHHOCTH. He3aBUCcHMBIE TiepeMeH -
HbIE BEIOMPAJIM U3 YuCia TeX, 3HAYeHUsT KOTOPBIX CTaTH-
CTUYECKM 3HAYMMO OTJINYAJIMCh Y MALIMEHTOB C pa3jind-
HBIMM MCXOJaMM IO pe3yJbTaTaM CpPaBHUTEIbHOTO
M KOPPEJISILIMOHHOr0 aHajIn3a. B Tex ciydasix, Koraa Mex-
Iy TIepeMEHHBIMU OTMeYaIach 3HaYMMast KOPPEISIILIMOHHAS
CBsI3b, BBIOMPAJICS TOJIBKO OIMH ITOKa3aTe b AJIsT BKIII0Ue-
HUS B aHAJINU3.

JlorucTuyeckuii perpecCCUOHHBINM aHaIn3 IToKa3all,
YTO BBIPAXKEHHOCTb CUMIITOMOB JIEITPECCUU U TPU3HAKOB
BEreTaTUBHOW TUCHYHKIIMY ObLTa JOCTOBEPHBIM MPEANK-
TOPOM Pa3BUTUS aCTEHUHM Yepe3 12 Mec TocJie epeHeceH-
Horo COVID-19 (ta6u. 3). [laHHas Moaeab 00bsICHsIA
36 % BapuabGeTbHOCTH 3TOTO (heHOMEHA.

06cyxaeHune

PesynsraThl MpOBeNEHHOTO MCCIIEAOBAHMS TIOKA3aJIu,
yto yepe3 12 Mec mocie mepeHeceHHoro COVID-19
y 16 % noapocTKOB BBISBISIIOTCS MPU3HAKKA aCTEHUYECKO-
ro cuHapoma. OH yalle BBISBIISIJICS Y T€X, KTO MepeHec
cumnroMHublii COVID-19, yem 6eccumMnToMHBIM, — 22 %
npotuB 10 % COOTBETCTBEHHO, HO pa3In4Msl HE TOCTUIIN
CTAaTUCTUYECKON 3HAYUMOCTH.

[MonyyeHHbIC TaHHBIE BO MHOTOM COBMANAlOT C TaH-
HBIMU NIPYTUX aBTOPOB, KOTOPBIE BBISIBISIIN aCTEHUIO
y 26 % manueHTOB Iocie nepeHecenHoro COVID-19.

Tabmuna 3. Pe3yavmamot auHeiiH020 peepeccuoHH020 aHAAU3a acmeHnuu nocae nepenecerrozo COVID-19

Table 3. Results of linear regression analysis of asthenia after COVID-19

Variable

Beta coefficient

Standard error

BI)Ipa)KeHHOCTB CHUMIITOMOB ICIPECCUN
Severity of depressive symptoms

O1eHKa 1o onpocHUKy BeitHa
Assessment according to the Vein questionnaire

MexnuyHocTHas TPEBOXKHOCTb
Interpersonal anxiety

YpoBeHb reMorjaioo1Ha
Hemoglobin level

KoncranTa
Constant

0,664 0,226 0,003
1,537 0,714 0,031
0,123 0,221 0,578
—0,032 0,018 0,087
—1,152 2,473 0,641

w
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Ee yacToTta 1OCTOBEpHO HE OTIMYAETCSI OT YaCTOThI acTe-
HMYECKUX CUMITTOMOB B IPYIIIIE IETEH, IEPEHECIIMX APYTHE
ocTpbie 3a00seBaHusd [10], YTO CTaBUT MO COMHEHUE CIIe-
LIMUIHOCTb acTeHuu B oTHoeHun COVID-19.

J171s1 BBISIBIEHMS TTPEAVKTOPOB Pa3BUTHSI ACTCHUU Yepe3
12 mec niocne niepeHeceHHoro COVID-19 0b11 npoBeaeH
aHaym3 ee KoppesaToB. OTMEUEHO CYIIeCTBEHHOE MpeobJia-
JlaHUE aCTEHUM Yy JIEBOYEK, UYTO MOXKET OBITh OOBSICHEHO,
B IIEPBYIO 0YEPEb, HEMPOIHIOKPUHHBIMUA MEXaHU3MaMU,
a TaKKe 0COOCHHOCTSIMM BOCTIPUSITUS CTpecca. BrIpaskeH-
HOCTb aCTEHUYECKOTO CMHAPOMA IOCTOBEPHO KOPPEIUPO-
Bajia C Pa3IMYHBIMU ITOKAa3aTe/IsIMU TpeBOXHOCTH. bonee
BBIPaXKCHHBIC CUMITTOMBI aCTCHUU HAOIIONAINCh Y IeTei
¢ boJjiee BhIPAKEHHOM CaMOOLIEHOYHOM, MEXIMYHOCTHOM
M Marn4yecKoil TpeBOXHOCThIO. CBSI3b MEXIY acTCHUEH
1 TTOBBIILIEHHOI TPEBOXHOCTBIO OIMCcaHa P MHOTHX 3a-
00JIeBaHUSIX U MOXKET OBITh 00bsICHEHA KaK TICUXOJIOTYe-
CKMMU, TaK ¥ OMOJOTMYECKUMU MexaHu3MaMu. C ogHoi
CTOPOHBI, ICTH C TTOBBIIIIEHHOM TPEBOKHOCTHIO M MHUTEITb-
HOCTBIO 60JIee CKIIOHHBI KOHIIEHTPUPOBATHCSI HA COOCTBEH-
HBIX OLYILEHUSX, C APYToil — HEMPOTPAaHCMUTTEPHBIE Ha-
pYILIeHHs], KOTOpbIe MOTYT pa3BuBathbes B ucxone COVID-19,
MOTYT IPUBOIUTD KaK K TPEBOKHBIM, TaK 1 K aCTCHUYECKMM
pacctporictBaM [9].

AHanu3 1abopaToOpHBIX MTOKa3aTesIei BbISIBUII 00JIee HU3-
KM€ TToKa3aTeIi YPOBHS TeMOIJIOOMHA Y KOJIMYECTBA 3PUTPO-
LIMTOB Y ITOJPOCTKOB C acTeHUel Yepe3 12 Mec 1mocJie repeHe-
ceHHoro COVID-19 o cpaBHeHMIO € TEMU, Y KOTO aCTeHUU
He ObL10. 3HaYeHMSI B 00eMX IpyMIax ObLIU B Ipeaesiax pede-
peHcHBIX. [1o pe3yssrataM JJOrMCTHIeCKOro perpeCcCMOHHOIO
aHaJIM3a ypoBeHb reMOITIO0MHA U KOJIMYECTBO SPUTPOIIUTOB
He ObLTY He3aBUCHMBIMU IPEAUKTOPAMU Pa3BUTHS ACTCHHH,
BEPOSITHO, peayn3ysi cBou 3((eKThl Yepe3 pa3BUTHE BeTe-
TaTUBHOM AMCHYHKITUU.

JocTOBEpHBIMU NIPEIMKTOPAMM Pa3BUTHUS aCTCHUM
yepe3 12 mec nocie nepeHeceHHoro COVID-19 6butu
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BBICOKUIA PUCK Pa3BUTUS IETIPECCUM 1 BereTaTUBHAST IUC-
(yHK1IMS. DTO yKa3bIBaeT Ha TO, YTO HAJIMYKME CUMITTOMOB
JIETIPECCUU TTOBBIIIAET PUCK XPOHU3ALIMKU aCTEHMH T1OCTIe
OCTpOif MH(MEKIIMH, a MX KOPPEKIIMS, B IIEPBYIO 04Yepeab
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Kak CIoco0 MpohMIaKTUKU MePCUCTUPOBAHMS TTOCTKO-
BMIHOI aCTEHUM B T€UEHUE JUINTEIHLHOTO BpeMeHU. BhI-
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pu GoJiee TSoKebIX (hopMax acTeHUU. CBsI3b MEXITY acTe-
HUEH U BereTaTUBHOM NMCHYHKIMEH yKa3bIBaeT Ha TO,
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Mporpeccupytowas MbllweyHas guctpotdus [ioweHHa — Hanbonee Taxenas hopma HaCNe[CTBEHHbIX MUONATUIA Y Manbyu-
KOB, BbI3BaHHas MyTauuamu B reHe DMD, pacnonoxeHHOM Ha X-xpoMocoMe B jiokyce Xp21.2—p21.1 1 koaupyowem 6enok
anctpotduH. Hanbonee YacTbiMu MyTaLUAMM ABNAIOTCA AeNeLum OLHOTO MW HECKOJbKUX 3K30HOB (0KoJ0 70 % cnyyaes),
HapyLwaloLe PamMKy CYNTLIBAHUA U NPUBOASILLME K CUHTE3Y YKOPOUYEHHOTO U HEYHKLIMOHANLHOTO 6esika ANCTPOhUHA, YTO
BbI3bIBAET Pacnaf, CKeNETHO-MbILWEYHbIX BONOKOH (pabAoMMUONN3) U NPOrpeccupyioLlyio MbllieyHyto cnabocTb. 3abonesa-
HUE KNMHWUYECKM MaHWUeCTUPYeT B BO3pacTe 2—5 N1eT 1 GbICTPO NPOrpeccupyeT Ao NoTepu CNoCOGHOCTH K CAaMOCTOSATENb-
HOM xopbbe K 8-12 roaam U NeTanbHOro UCX0Aa Ha BTOPOM-TPETbEM AECATUNETUU KU3HU BCAEACTBUE AbIXaTeNbHOI
1 CepAeYHo He[,OCTaTOYHOCTHU.

ABTOpbI NPeACTaBAAT POCCUIACKUIA ONbIT NPUMEHEHWS FTeHOTepaneBTUYECKOro Npenapara B IeYeHUN NporpeccupyoLLei
MblleYHo fucTpoduu [lloweHHa 3a cHeT NponycKa 53-ro 3K30Ha (IK30H-CKUMMUHT) Ha NpUMepe eAUHCTBEHHOTO 3aperu-
cTpupoBaHHoro B Poccuu npenapara 3toro knacca — BuntonapceHa (Buntenco®).
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Duchenne muscular dystrophy is the most severe form of hereditary myopathies in boys, caused by mutations in the DMD
gene, located on the X chromosome at the Xp21.2-p21.1 locus and encoding the dystrophin protein. The most common
mutations are deletions of one or more exons (about 70 % of cases), which disrupt the reading frame and lead to the synthesis
of a shortened and non-functional dystrophin protein, which causes the breakdown of skeletal muscle fibers
(rhabdomyolysis) and progressive muscle weakness. The disease clinically manifests at the age of 25 years and rapidly
progresses to the loss of the ability to walk independently by 8-12 years and death in the second or third decade of life
due to respiratory and cardiac failure.

The authors present Russian experience in the use of a gene therapy drug for the treatment of Duchenne muscular
dystrophy using the exon skipping method, exemplified by the only registered drug of this class in Russia for Duchenne
muscular dystrophy therapy - viltolarsen (Viltepso®).
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BeepeHue

IIporpeccupytomas meiedHass guctpopus (IMTMJI)
ioleHHa — 3T0 HAaC/IEACTBEHHOE X-CHEIICHHOE HEPBHO-
MBIIIIEYHOE 3a00jIeBaHNE, BEI3BAHHOE MYTallMeil B TEHE
DMD (xomupyrouieM 0e10K AUCTPODUH), TPUBOISIIIEE
K HapyIIeHWIO PAMKU CUUTHIBAHUS U BCJICACTBUE 3TOTO —
K OTCYTCTBUIO M HEIOCTATOYHOM (DYHKIIUM OETKa TUCTPO-
¢uHa [3]. bonee nerkast ¢popma 3adoneBanus — [IMJ]
Bexkepa — BbI3BIBAETCS MYTALIMSIMU, KOTOPBIE COXPAHSTIOT
pPaMKy CUMTBIBAHUSI, IIPUBOMS K CUHTE3Y YKOPOUEHHOTO,
HO TEM HEe MEHee YaCTUYHO (PYHKIMOHATBHOTO OeKa T1-
cTpoduHa.

[To HanbGoEee aKTyaTbHBIM HAyYHBIM TAHHBIM, OOIIIEMU-
posast 3aboneBaemoctb [IM]] dioieHHa coctapisier 1:5000
HOBOPOKIEHHBIX MaTburKOB. YTo Kacaetcs [IM]I bekkepa,
€¢ paclpOCTPAaHEHHOCTb COCTABJISIET IIPUMepHO 1 cirydaii
Ha 18—30 ThIC. HOBOPOXKIECHHBIX MAJTBYHMKOB [ 10, 26].

benok nuctpoduH peanusyeT cBOM QYHKIMU ITyTEM
00pa3oBaHMsI CBSI3U MEXKIY alb(a-akKTUHOM BHYTPH CKEJIET-
HO-MBIIIEYHBIX KJIETOK U AUCTPOPUH-aCCOLIMMPOBAHHBIM
MPOTEMHOBBIM KOMILUIEKCOM Ha CapKOJIEMME, YTO ITO3BOJIS -
eT MOAACPXKUBATh CTAOMJIBHOCTh KJIETOYHOM cTeHKU [15].
JAuctpodrH 1 KOMIOHEHTHI AUCTPOGUH-ACCOLMUPOBaH-
HOTO TPOTEMHOBOIO KOMILJIEKCa B3aMMOJICHCTBYIOT
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C MIOHHBIMY KaHaJIaMU, HEOOXOIUMBIMMU JUTSI TIOAICPXKAHMS
HMOHHOI'0 FOME0CTa3a, B YaCTHOCTH KaJIbIIMEBOro OajaHca,
KOTOPBII MMEET pellaroliee 3HaueHue I TPaBUIbHOTO
COKpallleHus U pacciaabiaeHus Mol [11]. ductpodun
TakXKe B3aMMOJeCTBYeT Ha MeMOpaHe ¢ (hepMEeHTOM —
HeMpOHAIbHOI CUHTA30i OKCH/IA a30Ta, PeryJIMPYIOIIei
KPOBOTOK BO BpeMsI (pM3MUECKMX Harpy3oK. B orcyTcTBre
nuctpodrHa 3TOT MEXaHU3M He paboTaeT, YTO IPUBOIUT
K IJIOXOMY KPOBOCHAOXEHUIO U UIIIEMUYECKOMY ITOBpE-
KaeHuo Mblil [34]. HenpaBuibHast JoKaau3amnust Heii-
POHAJILHOM CHMHTa3bl OKCUA a30Ta CIIOCOOCTBYET Upe3-
MEPHOM MPOIYKIIMY aKTUBHBIX (hOPM KHMCJIOPOa U a30Ta.
DTO BBI3BIBACT OKMCIMTEILHOE MOBPEXIECHNE OEIKOB,
sunuaoB u JJHK, B To BpeMsl Kak aHTMOKCUAAHTHAS 3a-
1IMTAa, TaKasl Kak TJyTaTuOH, ociabisercs [20].

B orcyTcTBUe nuctpodrHa He MPOUCXOIUT (POPMMU-
poBaHUE TUCTPOMPUH-aCCOLMUPOBAHHOTO ITPOTEUHOBO-
ro KOMILUIEKCa, HapyIIAeTCs CBA3b MEXIY [IMTOCKEICTOM
Y BHEKJICTOYHBIM MaTPUKCOM, YTO MPUBOAUT K Pa3Ind-
HbIM (YHKIMOHAJIbHBIM HapYyIIEHUSIM B MBIIIEYHBIX
KJIeTKaxX. DTO, B CBOIO OYepeb, MPUBOIUT K HAPYIICHUIO
LIEJIOCTHOCTH KJIETOYHOM CTEHKU, U3JTUTUIO CONEPKIMO-
ro KJIETKM BO BHEKJIETOYHBI MAaTPUKC M, B KOHEYHOM
HUTOTe, K pa3pylIeHUIO MbILIeYHOM KaeTku [5, 11, 12, 20,
28, 32, 34, 35].

PazpyimeHue nurockenera, HapylieHUe PEryIsiiuu
HMOHOB, HETOCTATOYHOE KPOBOCHAOXKEHNE, OKUCIUTEIIb-
HBII CTpecc, XpOHUYECKOE BOCTAJICHUE W HapylIeHHas
pereHepalms MPUBOISAT K ITPOTPECCUPYIOIICH TereHepa-
LIMU KJIETOK MOMEePEeYHOIO0I0CaTON CKEIETHON MBIILIEYHOMN
TKaHU ¥ KapIMOMUOLIMTOB U UX 3aMEeHE XXKUPOBOM U/WIHN
(bnbPO3HOI TKAHbBIO, YTO SIBJISIETCSI XapaKTEPHOM YepToii
M dromenHa [29].

CaM reH DM D — oyiH U3 caMbIX OOJIBIIIMX TEHOB Ye-
JIoBeKa, cofepkuT 79 sk3oHoB [37]. [TpumepHO 60—65 %
ciayyaeB [TMJI QromenHa u [TM/] bekkepa o0yc1oBIeHbI
JeJIeUSIMU 9K30HOB B TeHe DM D, XOTS1 IpUIMHOUN MOTYT
OBITh U ApyTUe MyTallMW, Takue Kak myruiukanuu (10—
15 %) u Toueunsie MyTauuu (10 30 %). Oxomno 1/3 ciayua-
eB [IM/]I QromieHHa BbI3BaHBI HOBBIMU (de novo) MyTaliu-
amu [10, 23, 26].

IIpennaracmas B KaueCTBe BO3MOXXHOIO METO/Ia JIeUe-
Hust [TM/I /TrolieHHa TeXHOIOTUSI 9K30H-CKUMITUHTA U3Y-
yaetcs yxe oosee 20 yet. Llenb Tepanuu MeTogoM mpoIry-
CKa 3K30HOB — BOCCTAHOBUTH HAPYIICHHYIO OTKPBITYIO
pPaMKy CUMTHIBAaHUS TPaHCKpUNTOB reHa DM D y nmarueH-
ToB ¢ [IMJI diolleHHa, 4TO MO3BOJUT CUHTE3UPOBATh
YKOPOYEHHBIN Ha pa3Mep Aeeluu 0eJI0K TUCTPO(UH.
Takum 06pa3oM, 9K30H-CKUIITUHT MO3BOJIIET KITMHUTISCKHU
MepeBeCTH arpeCCUBHO Mporpeccupytolinyio popmy [TM]]
JiomeHHa B 0ojiee 1OOPOKAYECTBEHHO IMPOTEKAIOLIYIO
¢dopmy ITM]I Bekkepa.

M3HavaibHO OBLTU MPEIIOXKEHBI 3 SKCIIepUMEHTATb-
HBIX TIOAXO0Ma JUISl OCYIICCTBICHMST 9K30H-CKUITIIMHTA:

4

penaktupoBanue JHK ¢ momomisto CRISPR (clustered
regularly interspaced short palindromic repeats — KJjiactep-
HBIE, PETYJISIPHO PACIIONIOXEHHbIE KOPOTKHUE MaTMHAPOM-
HbIE TTOBTOPHI), OJIOKMPOBAaHUE CILIAMICUHTa C TIOMOIIBIO
U7 snRNP (small nuclear ribonucleoprotein complex —
MaJIblil SIICPHBINM PUOOHYKJICOIIPOTEUHOBBIN KOMIUIEKC,
conepxanuii yactuiry U7 manoit snepHoit PHK, koTopbrit
WUrPaeT KIOYEBYIO POJIb B IPOLIECCUHTE 3’-KOHIIA THCTO-
HOBBIX ITpeAlecTBeHHUKOB MaTpuuHoii PHK) u ucrnosib-
30BaHNE aHTUCMBICJIOBBIX OTUTOHYKJIeoTHa0B (AOH) [7].
OnHako mepBble 2 MOAXOIa B HACTOsIEe BpeMs BcCe
ele HaXOAATCSI Ha CTaAuM TOKJIMHUYECKUX M KIMHUYE-
ckux uccienobanuii [ 14, 40]. JIuiub 4 npernapara rpyImbl
AOH p71s1 Tepanuu [TM ] [{ronieHHA TTOJTYYUINA peTUCTpa-
LIMIO B MUPE ¥ TIPUMEHSIIOTCS B pealbHON KIMHUYECKOM
npakTuKe. Tepamust METOIOM ITPOIYCKa 3K30HOB 3aKJIIO-
yaeTcs B MCITOJIb3oBaHUU npenapatoB AOH, Kotopbie
CBSI3BIBAIOTCS C TpenliecTBeHHUKaMu MatpuaHoii PHK
BO BpeMsI CIIaliCHHTa 111 MOAYJISILIMM TIpoliecca CUHTe3a
maTtpuuHoit PHK.

IMpenapar BuntonapceH (Buntenco®), onun u3 mnpe-
nmapatoB rpynnbsl AOH, B aBrycte 2024 . 661 0J00peH
MuHucTepcTBOM 31paBooxpaHeHust Poccuiickoit Dene-
pauyu IJisl IPYMEHEHUST Y POCCUIICKUX MalueHToB. B Ha-
cTostiee BpeMst B Poccum 3To e IMHCTBEHHBIN 3apeTUCTpy -
pOBaHHBIN TpenapatT Mg Tepanuu nauueHToB ¢ [TM]]
1o111eHHa METOJIOM 3K30H-CKMIIITUHTA.

Poccuitcknin onbIT npumMeHeHMA npenapara

BUATONAPCEH

CornacHO MHCTPYKIIUM TT0 MEIULIMHCKOMY IIPUMEHE-
HU10, BUITONapceH (Bunrernco®) — nekapcTBEHHBII MTpe-
napart, peAHa3HadyeHHbIi 171 Tepanuu [TM]I dromeHHa
y MalMeHTOB C MOATBEPXIEeHHOI MyTalueli reHa DMD,
MTOAXOSIIEH 111 KOPPEKTUPOBKHU ITyTeM IIPOIycKa 53-ro
9K30Ha, B Pe3yJIbTaTe Yero CUHTE3UPYETCS YKOPOUSHHBIIM
Ha pa3Mep AeNeLnu, HO (GyHKLIMOHAIBHO aKTUBHBII O€JI0K
nuctpoduH. Okoso 50 pa3nuuHbIX Aeaeluii B rene DMD
MOANAIOTCS TepalliM ¢ MIOMOIIIbIO BrIToNapceHa. Cpenu
Han0oJiee YacTO BCTPEYAIOIIUXCS — ASICIIUU SK30HOB
45-52,47-52, 48—52,49-52, 50—52 u 52.

Ipenapar suntonapceH (Bunrenco®) paszpa6oran
B Anonuu komnanueit Nippon Shinyaku (Knoto) coBmec-
THO ¢ HallMoOHaIbHBIM LICHTPOM HEBPOJIOTMU U TICUXHA-
tpuu (Tokuo). [oroBas tekapcTBeHHas1 (popma mpemnapara
BUJITOJIAPCEH TTpoU3BOAUTCS B SAnoHuu komnanueit Fuji
Yakuhin. B Poccuu nmpenapaT 4acTMYHO JTOKaJM30BaH:
BTOPMYHASI YITAKOBKA 1 BHIITYCKAIOIINI KOHTPOJIb Ka4eCTBa
OCYILECTBIISIIOTCS Ha 3aBOJIE TPYMITbl KoMITaHuii «P-Dapm»
B cooTBeTcTBUU co cTaHaapTamu GMP (good manufacturing
practices — IpaBuIa Hajjiexalieil mpoM3BOICTBEHHOM
MPaKTUKH).

B Hacrostiiee Bpemsi B Poccuu mipenapar BUIToJIapceH
noJrydaet 91 mauuent ¢ [IMJ dromenHa: 90 neteit Miia-
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Puc. 1. Pacnpedeanenue deaeyuii 3x30106 6 2ene DMD y nayuenmos
¢ npoepeccupyroujeli mviuteuroi ducmpoguelii Arouwenna, noayuaro-
wux sunmonapcet, 6 Poccuiickoii @edepayuu (n = 59)

Fig. 1. Distribution of exon deletions in the DMD gene in patients
with progressive Duchenne muscular dystrophy receiving viltolarsen
in the Russian Federation (n = 59)

e 18 et u 1 mosonoii B3pocblii. Bce manyeHTbl — Majib-
YUKMU C HauboJjiee YacTo BCTpEYalOIMMUCS ACJICIIUSIMU.
IMogpoOHasi uHpoOpMaLUsg O paclpeAeeHUNn Oeelunii
9K30HOB B reHe DM D y namuenTtoB ¢ [TM]] /IiomieHHa,
MoJIyJyalolnX BUJITOJapCeH, MpecTaBlieHa Ha puc. 1.
Bbu1 mpoBeneH aHaIM3 YacTOThl BCTPEYaeMOCTH Jiejie-
1mit B reHe DMD (cMm. puc. 1). AHaiu3y ObUTH TOCTYITHBI
59 u3 91 mauueHTa, MOJIYyJaroIIEro BUJITOJIAPCEH.
Hawnbouee yacToii MmyTauueit B pocCUICKO KOropTe
MalMEHTOB, MOIYJaIOIIMX TePAITMIO BUJITOJIAPCEHOM, OKa-
3aj1ach JieJiels 3K30H0B 45—52 B reHe DM D, BoIsIBIeHHAs
y 18 (31 %) mereii. Ciemyroniasi o 4acTOTe BCTpEeYaeMoO-
CTU — pAejieuusi 3K30HOB 48—52 — Oblja BhIsSIBICHA
y 15 (25 %) maumeHTOB, a Aeaelus 3K30HOB 49—52 —
y 14 (24 %). VI3ommpoBaHHEBIE AeJICIINY 5K30Ha 52 U ejie-
1IMY 3K30HOB 50—52 BCTpeyaquch CYIIECTBEHHO pexke —
y6 (10 %) u 5 (8 %) nauyeHTOB COOTBETCTBEHHO. e
9K30HOB 43—52 cocTaBwiIn Bcero 2 % HaOMIoneHUIA.
INatorenernyeckas tepanust [IM/I JlomeHHa reHo-
TeparneBTUYECKUMMU MperapaTaMu He SIBJISIeTCS MOHOTepa-
nueit. Tepanus npenaparoM Butonapced (Bunrernco®)
MPOBOAUTCS Ha (hOHE COIMYTCTBYIOIIEH Tepanuu B COOT-
BETCTBUM C KJIIMHUYECKUMU peKOMEHAAIMSIMU M CTaHIap-
TaMM BelieHUS (T. €. Ha (hoHe Tepalliu NIIOKOKOPTUKOCTE-
pounamu (I'KC), kapanonpoTeKTUBHBIMU MperapaTamMu,
BUTaMUHOM D;, Koppekiuu ocreonoposa u 1p.). [losa
npenapara pacCYMTbIBa€TCSI MHAWBUAYAIbHO, B COOTBET-
CTBUU C aKTyaJIbHOM Maccoli Teja manyeHra. PekomeHmo-
BaHHas 103a BWITOJapceHa cocTaBiseT 80 MI/Kr exe-
HeleJdbHO B BMJE BHYTPUBEHHON MHMY3UU, KOTOpas
BBOJUTCSA B TedeHUe puMepHo 1 4. Llenb Tepanuu — Boc-
CTaHOBJICHUE OTKPBITON paMKW CUUTBHIBAHUS U CUHTE3
(YHKIIMOHAJIBHOTO OeiKa IUCTpodrHA, BCAEICTBUE YETO
MPOUCXOIUT 3aMelsieHrue nporpeccupoBanus [TM]I [dro-
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IIEHHA U €€ TIePeX0] B KIMHUYECKH 00Jiee MITKUIA Bapy-
anT, cxoxuit ¢ [IM/I bekkepa.

Bunronapcen (Bunrernco®), cornmacHo WHCTPYKLIUU
M0 MEIMIIMHCKOMY ITPUMEHEHMIO, HE MUMEET BO3PACTHBIX
WY GYHKIIMOHAIBHBIX OTPAaHUYEHUI U MOXKET BBOIUTHCS
MaLMEeHTY C MOMEHTA YCTAHOBJICHSI IMAarHo3a 1 B JIIOOOM
(YHKLIMOHATBLHOM cTaTyce (aMOyJIaTOPHOM MJIM HeamMOy-
JIATOPHOM). XO04Y€TCS OTHEIbHO OTMETUTh, YTO CAMOMY
MaJICHbKOMY MallMeHTY, MOJIyJalolleMy BUJITOJapCeH
B Poccuun, Ha MOMEHT MHULIMAIIUK TePariK ObLIO BCETO
18 Mec. PebeHOK OTIIMYHO MEPEHOCUT Teparnuio, ero pu-
3UYECKOE pa3BUTHE OJIM3KO K BO3PACTHOM HOpME, U KaKue-
mbo HexenaTenbHble siBaeHUsa (HA) Ha poHe 3K30H-
CKUIIIIUHT-Tepalluy B HACTOsAIIEe BpeMs HE OBLIH
3aperMCTPUPOBaHbl. MOJIONOM B3POCIbBIi, Y KOTOPOTO
IaToreHeTnYecKasl Teparust Oblla MHULIUMPOBAaHA B BO3-
pacte 21 roga, Takxke xopoiio, 6e3 H nepeHocut eyeHue.
HecMmoTpst Ha TO 4TO 3TOT MauMeHT B Bo3pacte 14 et (7 net
Ha3am) MoTepsl aMOYJIaTOPHOCTh, BEPHYTh KOTOPYIO CY-
LIECTBYIOIIMMU METOJAMM JICYEHUST HEBO3MOXHO, Bpauu
BCE PABHO IPUHSIIM PEIIeHNe PEKOMEHIOBATh IIPOBEICHME
raToreHeTH4YecKoli Tepanuu. Llenb Tepanuu B JaHHOM CITy-
yae — 3aMeUTUTh ITPOrPecCUpPOBaHKE 3a00JIeBaHMs, a B JTy4-
1IeM ciIydae — CTaOMIM3UPOBaTh IbIXaTeIbHYIO M CepeY -
Hy[0 (DYHKIIMIO MalMeHTa, TeM 00Jjiee YTO IPOBEACHHBIC
KJIMHWYECKHE MCCIIEIOBaHMS MperapaTa ¢ y9acTHeM KO-
TOPTHI HeaMOYJIaTOPHBIX ITAlIMEHTOB JT0Ka3aJI TaKyIO BO3-
MOXHOCTb [ 18]. OueHuBaTh 3(h(HeKTUBHOCTh ITPOBOAUMO-
o JISYeHUs Y JaHHOTO MalleHTa TI0Ka HelleJecoo0pa3Ho
B CBSI3U C HEIPOIOJDKUTEILHBIM TTEPUOAOM ITOTYICHUS
Tepanuu — MeHee 6 Mec.

MHOTOJICTHUI OITBIT, TOJYYSHHBIN B X0/ KIMHUYE-
CKUX VICCJICIOBaHUI (BKJTIOYAsT 4-JIeTHEE OTKPHITOE UCCITe-
JIOBaHKE), U TaHHBIC pealbHON KIMHUIECKOW MPAaKTUKU
B Poccun moarBepxxaaloT MCKIIOYUTEIbHBINA TPOMWIL
0e30MMacHOCTH BWITOJIAPCEHA — OTCYTCTBHME CEPhE3HBIX
HS, uMmyHOTreHHOCTH, He(pO- WJIM reraTOTOKCUIHOCTU
MPpY JUTUTEIbHOM ITPUMEHEHUH Tipernapara [9].

Bce npenapatsl rpynnbl AOH BBIBOOSITCS MOYKaMU
B OCHOBHOM B Hem3MeHeHHoM Buje [1, 13]. Xopoiio u3-
BECTHO, YTO ITOYKU SIBJISIIOTCSI OCHOBHBIM MECTOM pacrpe-
nenenust AOH rociie mapeHTepaabHOIo BBEACHUS, UMEH-
HO TaM JOCTMTaeTcs 6ojiee BBICOKAsl KOHIIEHTpAIIWs,
YyeM B JJI0OOM JIpyroM opraHe, cocrtapisiomas no 20 %
o6mieit BBeneHHOM 1035I [16]. HedpoTokcmunocts AOH
B 3HAYUTEJIBHOM CTEIIEHU 00YCIOBIeHA IPEUMYIIECTBEH-
HBIM HaKOIUIEHMEM HEM3MEHEHHOTO Ipernapara B IIPOK-
CHMaJIbHBIX KaHaJbllax MOYeK, a TaAKXKe MOCTYIUICHUEM
B MOYEYHYIO MTApEHXUMY IPOIYKTOB METabOJIMYECKOTO
pacrniaga AOH, ob6pa3yomuxcs B APYrux opraHax-Mulle-
HsX (rpexae Bcero B ieyeHu) [27]. Cuctemubie 3¢ GeKThI
AOH ObLUIN IIMPOKO U3YUEHBI B JOKIMHUYECKUX UCCIIEI0-
BaHMSIX, 1 OBbLJIO IIOKA3aHO, YTO ITOYKMU SIBJISTIOTCS IJIaBHBIM
nopaxaeMbIM OPTaHOM Y TPbI3YHOB W IpumatoB [19].
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KiauHnyecku Bo3neiicTBIE Ha IMMOYKHM B OCHOBHOM BKITIO-
YyaeT AeTeHepalrio MOYEeYHBIX KaHaJIbIEB, TJIOMEPYJIO-
HedpuT U npoTeuHypuio [39]. XoTss HePOTOKCUIHOCTh
He Ha0JIoa1ach B KITMHUYECKUX UCCIIEIOBAHUSX C Orpa-
HUYEHHBIM YUCJIOM TMallueHTOB, BKIouass NCT02740972
[8], ¥ KIMHUYECKUX UCCEAOBAHUSIX Ha ITTOHCKOM MOITy-
asuu [21, 33], poccuiicKUil peryisiTop U YIpaBJieHue
10 KOHTPOJIIO KaueCTBa IMUILEBBIX ITPOIYKTOB U JIEKapCT-
BeHHbIX cpeacTB B CIIIA mo-npexHeMy MpeaynpexaaoT
B MHCTPYKIIVH 10 IIPMMEHEHMIO TIperiapaTa O IMTOTeHIIAb-
HOM PHCKE Pa3BUTHS HE(POTOKCUYHOCTU U TJIOMEPYJIO-
HedpuTa IIpy IIpreMe BriToapceHa [36]. st KoHTpors
0e301aCHOCTH ITPOBOAMMOI TepaIrTuy PEKOMEHIYETCS M3~
MepsTh YpOoBeHb IcTtaTiHa C B CHIBOPOTKE KPOBU Tepes
HavaJIoM JIeYeHUsI TTperapaToM BUJITOJIAPCEH U B ITOCIIETY -
IOIIIEM KOHTPOJIMPOBATh €0 YPOBEHb €XKeKBapTaIbHO. Ecn
BO BpeMsl JICUeHUsT OOHAPYKMUBAETCSI CTOMKOE ITOBBIIIICHKE
ypoBHS uctaTuHa C, peKOMEHI0BaHa KOHCYJIbTallMs He-
¢ponora.

Huctatun C 60jee nH(pOpMATUBEH AJIsI KOHTPOJIS
3MOPOBbSI TTOYEK, YeM KPEaTUHWH, B ITOITYJISILINK ITAlIUCH -
ToB ¢ [IM/] /T1o1ieHHa, MTOCKOJBKY MPU CHUXKEHUU Mbl-
IIEYHOI MacChl KpEaTUHUH TEPSIET CBOI0 OO BEKTUBHOCTh
IIJISI OLIGHKU cocTosHUS TTovek [2]. Lucratun C xapakTe-
pHU3YeTCs BBICOKOM YYBCTBUTEIBHOCTBIO U CITELIM(DUIHO-
CTBIO, TIO3BOJISIET BEPUDUIIMPOBATH OYECYHYIO TUCHYHK-
1IMI0 Ha CYOKJIMHMYECKOM YPOBHE Pa3BUTHUS, OIepexasi
CTPYKTYPHBIC U3MEHEHMS M TEM CaAMBbIM ITO3BOJISISI CBOCB-
PEMEHHO KOPPEKTUPOBATD JieYeHUE, HAaITpUMeP UHUIUH -
poBaTh HepPONPOTEKTUBHYIO Teparnuio [4, 6, 17, 30, 31,
38, 41].

BecnnatHblii 1abOpaTOPHBIN MOHUTOPUHT Y BCEX Ma-
LIMEHTOB, MTOJIyYaloIIuX BUATOIapceH (n = 91), BKIItoyaeT
eXXeKBapTaJlbHOE OllpejesieHre YpoBHs nuctatuHa C —
BBICOKOYYBCTBUTEJIBHOIO OMOMapKepa KIyOOYKOBOM
(bmbrpaliiy, He3aBMCUMOTO OT MBIIIICYHOM Macchl, v 1 pa3
B 6 Mec — KOHTpOJIb ypoBHsT BuTtamuHa D (25-OH) mia
MPOMWIAKTUKU ¥ KOPPEKIIMU BTOPUIHOTO OCTEOIIOPO3a
Ha oHe mmtenbHoit Tepanuu 'KC.

Pe3ynbTathl aHKETUPOBAHUA

Jlist oueHKM ©6€30MacHOCTH, TIEPEHOCUMOCTU U 3(-
(eKTUBHOCTH Tepariiy BUJITOJIAPCEHOM OBIJTN ITPOAHAIM -
3MPOBAHBI MOAPOOHBIE 3aKIIIOUCHUS JieyalllnX Bpadeit
1 MHEHUS pOIMTeNel/3aKOHHBIX MMpecTaBUTeNIel mau-
€HTOB IO MOBOAY MPOBOIMMON Tepanuu. OLIeHUBAINCH
Hammure HS B mpoliecce moydeHust Tepany BUITOIap-
CceHoM, ypoBeHb ucTaTuHa C Kak MapKepa 0€301acHOCTU
Tepanuy 1 BIeYaTIeHUs Bpadeil U pOIUTENIeil/3aKOHHBIX
MpeACTaBUTEIICH MTAllMEeHTOB. D(HGEKTUBHOCTH ITPOBOIN-
MO Teparny OllcHUBAIACh IT0 TMHAMUKE (DYHKIITMOHATb-
HBIX JBUTATEIBHBIX TeCTOB. Bcero B ompoce MpUHSIIN
yyactre 12 Bpaueid, MpeaoCcTaBUB aHOHMMU3UPOBaHHBIC
JaHHbIe 110 20 malueHTaM.
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[MepeHOCHMOCTD BUJITOIAPCEHA U YIOBJIETBOPSCHHOCTD
Tepamnueil OleHNBAINCh HA OCHOBAaHUM OTBETOB POAMTE-
JIeii, Bpaveid u peructpauuu HS nevammmy Bpavyamu.
Y 19 (95 %) nereii 3a Bech epuoI Tepaliiy He ObUIH 3ape-
riuctpupoBaHbl HS, cBsi3daHHBIE ¢ IPMMEHEHUEM IIperia-
para ButonapceH. Y 1 (5 %) nauueHTa otmevanucs HS
JIETKOM CTETIEHU: YacThIe TOJIOBHBIE OOJIN, YacThle MH(MEK-
LMY BEPXHUX IbIXaTeJIbHBIX ITyTeid M HEIIPUSITHBIE OIIY-
IeHUs B BeHax Iocje uHdy3un. CiaeayeT OTMETHUTh,
YTO 3TH SIBJICHUS HE TpeOOBaIM KOPPEKIIMU TO3HI Iperia-
paTa, OTMEHBI MJIA TIEPEHOCOB UH(DY3UIA.

ITo HaOmomeHUSIM JieyallluX Bpayeid, y OOJIbIIMHCTBA
MalKeHTOB Ha (DOHE Tepalliy BUJITOJIAPCEHOM OTMeYallach
CTaOWIM3ALIMST COCTOSTHUS MJI TIOJIOXKMTEIIbHAS AMHAMUKA:
COXpaHEHME paHee JOCTUTHYTBIX IBUTAaTeIbHBIX HABBIKOB,
OTCYTCTBME 3HAYMMOTO perpecca, yBeJUnIeHUe TUCTaHIIK
TPY IPOBEICHNH TeCTa 6-MUHYTHOM XoAb0HI (the 6-minute
walk test, 6MWT), yiaydineHue KadyecTBa BBITTOJTHEHMUS
yHKIIMOHATBHBIX MTP0o0. JIvIb y 1 maireHTa HaboaaI0Ch
MporpeccupoBaHme 3a001eBaHus Ha (DOHE Tepanuu.

Bce ponureny MalnyeHTOB BBICOKO OLIEHWIM ITPOBO-
JIUMYIO Tepanuio, OTMETUIN €€ 3((HEKTUBHOCTh U HEOO-
XOIMMOCTb MTPOAOJKEHUS, TOAYEPKHYITU XOPOIIYIO Tepe-
HOCUMOCTb TIperiapaTa 1 BhIpa3wid OMHO3HAYHOE XKeJlaHue
MPOOJIKATh JICUEHHE B TOJITOCPOYHOM MTEPCIIEKTUBE.

be3onacHocTb NpoBOAUMON TEPaNUM

BUATONIAPCEHOM

Ha puc. 2 npencraBneHa IuHaMKUKa YPOBHS LIMCTaTH-
Ha C y maiueHTOB, MMoJIyJarolinx BuITojJapceH. Bee netn
1 MOJIOZOM B3pOCJIbIiA, TIOTy4YaroIlie BUJITOIAPCEH, UMEIOT
BO3MOXHOCTb OCCILJIaATHO €XEeKBapTaJbHO OIpPEIe/IsATh
ypoBeHb HucratuHa C, 0HAKO He BCE PELIMITUEHTHI HC-
TTOJIB3YIOT 3TY BO3MOXHOCTh. B CBsI3U ¢ 3TM aHamm3 6e3-
OIAaCHOCTH ITPOBOAMMOIA Tepanuu ObUT OCYIIIECTBIICH I10 pe-
3yJbTaTaM ITMHAMUYECKOTo HaOIIOACHMS IT0Ka3aTess
y 70 marmenToB. Ha ripoTsokeHmn 36 Mec Teparmiy 3HaYeHUST
ypoBH4 McTaThHA C OCTaBaIMCh CTAOUIBHBIMU, B TIpeie-
nax pedepeHcHoro auamnaszona (0,62—1,11 mr/m). I1oBbI-
1eHue ypoBHs IuctatiHa C (MakcuManbHo 10 1,25 mr/i)
OTMEYAaJIOCh TOJIBKO y 2 marueHToB. 3HavabHO y 1 maru-
€HTa B HayaJjie Teparuu ObUT BEICOKUI1 yPOBEHD IIUCTATH -
Ha C, paBHbIl 1,25 MI/J1, KOTOpBIA B Ipoliecce Tepanuu
CHUBWICS 10 pehepeHCHBIX 3HaYeHMIA. Y Ipyroro maueH-
Ta HaOII01a10Ch MOBbILIEHHUE YPOBHS LucTaTuHa C CITycTs
2,5 rofa Tepanuu BUITOIapceHoM 1o 1,14 mr/i.

[ToBbiieHue ypoBHs 1uctatiHa C MOXeT ObITh CBSI-
3aHo ¢ mpueMoM I'KC Ha MOMEHT Tepanuu BUITONIapCe-
HOM. B mpocrnekTuBHOM 00CepBallMOHHOM KOTOPTHOM
HCCIeTOBAHMM U3Y9aIy TUarHOCTUYECKUE BOZMOXHOCTH
nucratiHa C y MalMeHTOB C OCTPBIM MOBPEXKIEHUEM I10-
yek Ha poHe Tepanuu ['KC, Haxoasg1mxcs B KpUTUIECKOM
coctostHuK. OLEHUBAIM Pa3HUILY B YPOBHsIX IcTatiHa C
B IpyIlNax ¢ ropMOHaIbHOM Tepanueit (n = 240) u 6e3 Hee
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(n=960). Konuenrparmu 1ycratiia C y OOJIbHBIX, MOJTY-
yapimx ['KC, okazanich BbIllIe 110 CPaBHEHUIO C TTalMeHTaMU
6e3 ropmoHasibHo Teparnuu (0,940 1 0,810 Mr/i1 cooTBETCT-
BeHHO, p <0,001), Ho ipu 3ToM I'KC He Biuvsiiv Ha AUarHo-
CTMYECKYIO LIEHHOCTb ItuctaTHa C U1 OCTPOro MOBPEXe-
HUSI TI0YEeK. ABTOPBI He OOHAPYXUJIU 10303aBHCHMOTO
a¢dekra npuema I'KC Ha ypoBeHb Liuctatuna C [22]. [Tpu-
YMHA TOBBIIIEHUS 3TOrO MoKa3aress Ha (hoHe Teparuu
I'KC — yBenuueHue nponvdepaiiuu KieTok. [1ocKoabKy
mmctatiH C — MPOOYKT MeTaboIM3Ma BCeX 3yKapuoThie-
CKUX KJIETOK, JII00ast KIIeTOYHas pojrdepaliys OyaeT cro-
Cc00CTBOBaTh MOBBIIIEHUIO YPOBHS LMcTaTuHa C B KPOBU.
Tak, K IpyTiM NPUYMHAM MOBBIIIEHUS] 3TOTO MTOKa3aTesl,
kpome nHuumanuu repanuu I'KC, MoxXHO OTHeCTH oxXupe-
HME, BOCHIAJIMTEIbHBIN IPoLIecC, ITPUeM OOJIBIINX 103 BU-
TamuHa C, mpueM uMMyHoMoayasTopos [1, 13].

Takum 00pa3zoM, JaHHbIE, COOpaHHbIC Ha MPOTSKEHUU
3 J1eT, MONTBEPKAAIOT OTCYTCTBUE He(PPOTOKCUIECKOro 3d-
(ekTa BUITONAPCEHA M OOOCHOBBIBAIOT €TI0 IIPUMEHEHUE
Kak 0e30MMacHOro Iperapara B eAuaTpuIecKoil pakTHKE.

3 eKTUBHOCTL NPOBOAUMOI TEPANUU

BUNTOJNIAPCEHOM

B uccaenoBaHumM MpoOBOAMIIACH OIICHKA TBUTATSIEHOM
GYHKIIMM MaIKEHTOB C MTOMOIIBIO CTaHIAPTHOIO Habopa
yHk1oHaNBHBIX TecTOB: 6MWT, BpeMeHU Gera/Xoab0b1
Ha 10 M, BpeMeHU BCTaBaHUSI M3 TTOJIOKEHUS JIexKa, Bpe-
MEHHM IToIbeMa U CITycKa Ha 4 CTYIIeHH, a TakKe CyMmap-
HOro 6ajuia ITo CUcTeMe aMOY/JIaTOPHOM OLIEHKH (DYHKIIMO-
HanbHOU akTuBHOCTH «CeBepHas 3Be3fga» (North Star
Ambulatory Assessment, NSAA). CnenyeT oTMETUTD, 4TO,
ITOCKOJIbKY He BCe MAIlIUEHThl HA MOMEHT MHUITUALIMY Tepa-
MMM BUWITOJIAPCEHOM COXPaHUIM aMOYIaTOPHBIN CTaTyC
Y MOTJIY BBITTOJIHUTH (DYHKIIMOHAIbHBIC TECTHI, JUISI aHa-
Ju3a ObLIO TOCTYITHO 15 aHKeT.

AHanu3y TUWHaMUKKU pesyasratoB 6MWT Gbutn 10-
ctynHbl 15 manueHToB. K 4-My usmMepeHuio MearaHa au-
craHimu o 6MWT yBeamumiack Ha 56 M B CpaBHEHUU
¢ TIEPBUYHBIM U3MepeHueM. K 5-My u3MepeHMIo olieHKa
mo 6MWT umenach TobKO y 1 manpeHTa (3HaYeHUE -
CTaHIUMU T10 TecTy — 391 M), TOATOMY CpaBHEHUE C Mpe-
JBITYIAMK U3MEPEHUSIMU HE TIPOBOIMUIIOCS.

Ha puc. 3 npencrasieH rpacduk, oTpaxKaroluii JuHa-
MUKY pe3yspTatoB o 6MWT y malirieHToB Ha (poHe Tepa-
MUK IpenapaToM ButojapceH. Ha maHHoM rpaduke Mox-
HO BBIJIEJTUTH 3 TTAIIUEHTOB, Y KOTOPBIX 3aMETeH CTaOMIbHBII
npupocT muctanuuu mo 6MWT. ¥V 6-ro manyeHTa ObUIO
BBISIBJICHO YBEJIMYCHME MPOMICHHOTO PACCTOSIHUS Ha 64 M,
y 13-ro — Ha 76,5 M, y 3-r0 — Ha 327 M 110 CpaBHEHMUIO
C IepBOHAYAIbHBIM U3MEPEHUEM.

Takum 006pa3oM, Mbl MOXeM HabJI01aTh CTA0UIU3a-
LIMIO, a Y HEKOTOPBIX IeTeil — Jaxke MPUPOCT AUCTAHIIUM
mo 6MWT, B cpeaHeM Ha 56 M 3a Bech ITepHoJ, HabIIoae-
HUSI, M CTAaOMJIBHBII TPUPOCT NUCTAHIIUU Y 3 TTalIMEHTOB
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Ha 0osee yeM 60 M, pu 3TOM y 1 manrieHTa HabIogaICS
MPUPOCT AUCTAHLIMU Ha 327 M IO CpaBHEHMIO C TIEpBUY-
HBIM U3MEPEHMEM, YTO TOBOPUT 00 3(D(HEeKTUBHOCTHU Te-
paIMy BUJITOJIAPCCHOM.

Tect 6era/xonb0bl Ha pacctosiHue 10 M B mocaeAHUX
HCCJIEIOBAHUSIX CTAHOBUTCS OMHUM U3 BEAYIIHUX B OIpE-
JenaeHuy 3(GEKTUBHOCTY ITPOBOAMMOM MaTOreHeTUYe-
CKOI1 Tepalliu, IIOCKOJIbKY OIpeeIsieT O0IbIle CKOPOCT-
HbIE TTapaMeTphl, HeXXeIU BEIHOCIUBOCTD [25]. Ha puc. 4
MpeACTaBieH rpaduK, OTpaXkarolrii BpeMsl BbIIIOJHEHUS
TecTa Oera/xonbonl Ha 10 M B TMHAMMKE y MAllMEHTOB
¢ [IM/1 dromeHHa (n = 12).

Ha nanHoM rpacdurke MOXXHO BBIACIUTH 2-TO MallueH-
Ta, y KOTOPOro OBbLIO BBHISIBJIEHO YMEHbIIICHUE BPEMEHM
npoxoxneHus: auctaHuuu 10 M Ha 1,3 ¢ Mo cpaBHEHUIO
C TIepBOHAYaJbHBIM M3MepeHUeM. Y 2 IMallMeHTOB —
4-to 1 6-ro — HabIIOMaIach CTAOMIIM3ALMSI COCTOSIHUS,
ay 5-ro maiueHTa — yBeJIMYEHUE BPEeMEHU MPOXOKIECHMS
TecTa Ha 1,5 ¢ Mo CpaBHEHUIO ¢ TIEPBUYHBIM U3MEPEHUEM.
Ecnu 060011MTh pe3yabTaThl TPOBEACHHBIX TECTOB U CYOb-
€KTMBHOE MHEHME JIeYallliX Bpayeid, IojTydaeTcs, yTo Ha (o-
He MPOBOIMMOIA ITATOreHETMYECKOM Teparii BUITOIapCEHOM
OTMEYaeTCs CTa0MIM3allMsl COCTOSTHMS MTAlIMeHTa, a OTPH -
liaTeJibHasl TMHaMUKa €CJId U CYIIECTBYET, TO He OYeHb
3HAYUTEJIbHAas.

Eiie ogHuM MeTonom olieHKU 3 (HEKTUBHOCTU TTPO-
BoauMoi Tepanuu y nauueHToB ¢ [IM/I IioiieHHa siBisi-
€TCsl BpeMsI BCTaBaHMSI C T10J1a M3 TTOJIOXKEHMS JIeKa Ha CITU -
He. Ha puc. 5 npencrasieH rpauk, OTpaskarolInii 3TOT TeCT
(n=9). Ha HeM MOXXHO BbIIEINUTD 2 MAIUEHTOB, Y KOTOPBIX
OTYECTIIMBO BUITHO YMEHBILICHUE BPEMEHU BBITIOJTHEHMST TECTA.
V¥ 9-ro maimeHTa ObLIO BBISIBJICHO YMEHbIIEHUE BPEeMEHU
BctaBaHus ¢ 4 10 2,35 ¢, ay 5-ro — Ha 0,5 ¢ Mo cpaBHEHUIO
C MIEPBUYHBIM U3MEPEHUEM. Y OCTAJIbHBIX MAIIUEHTOB Ha-
OJtofaIach CTaOMIN3ALUS COCTOSIHYS, 'y 3 MallUeHTOB —
YBEJIMYEHUE BPEMEHM MPOXOXACHUS TeCTa: y 6-T0 maiu-
eHta— Ha 1,3 ¢,y 7-ro—Ha 1,5¢,y I-ro— Ha 0,5 ¢
10 CPaBHEHUIO C IIEPBUYHBIM U3MepeHreM. CTOUT OTMe-
TUTb, YTO BO3PACT MALlMEHTOB, Y KOTOPHIX HAOJIOAAI0Ch
YBEJIMYEHUE BPEMEHM IPOXOXKICHUS TeCcTa, HA MOMEHT
HayaJia Tepanuy BUJITOJIAPCEHOM ObLI OOJIbIIIE 6 JICT: BO3-
pacT 6-To mamueHTa cocTtaBiisii 8 jet 10 Mec, Bo3pact
7-ro — 7 net 4 mec, Bo3pact 1-ro — 9 jet 5 mec. HecMoTpst
Ha yBeJm4yeHHue BpeMeHu noabema ¢ 0,5 1o 1,5 ¢, ¢ yueTom
0oJiee cTapIlero Bo3pacra 3THX IMallMeHTOB 1 OoJee I -
TEJIHLHOTO aHaMHe3a 3a00JIeBaHUsI 9TO MOXET CBUIETEIb-
CTBOBaTh O 3aMEIJICHUM TEMIIOB ITPOTPECCUPOBAHUS
MBIIIEYHOM C1a00CTH MO CPAaBHEHUIO C OXXKUIAEMbIM €CTe-
cTBeHHBIM TeyeHueMm [IMJI /liomieHHa y geteit JaHHOM
BO3PACTHOM TPYIIIHI.

Ha puc. 6 u 7 npencrapiieHbl rpaduKu, oTpaxkalolye
JMHAMUKY BpeMEHU IToIbeMa 1 CITycKa Ha 4 cTaHIapTHBIE
cryneHu y nauueHToB ¢ IIMJI dionieHHa, BOLIEIIINX
B aHau3 gaHHbIX. Ha aTnx rpagukax obpaialor Ha cebst
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YposeHb uncratuna C, mr/n / (ystatin C level, mg//

1 2 3 4 5 6 7 8 9 10 1 2
Wccnepoanue / Study

o= [lauvent 1/ Patient 1 == Nauwent 3/ Patient 3 =e= Taument 5/ Patient 5 =e= Mauuent 7 / Patient 7 Nauwent 9/ Patient 9 ~o- Nauwent 11/ Patient 11 == Mauwent 13/ Patient 13 == Mauuent 15/ Patient 15 =e= Naument 17/ Patient 17
o~ [lauvent 2/ Patient 2 Nauwent 4/ Patient 4 == Maunent 6/ Patient 6 =e= Maumet 8/ Patient 8 == Naunent 10/ Patient 10 === Naument 12/ Patient 12 == Mauwent 14/ Patient 14 == Nauwent 16/ Patient 16

Puc. 2. Jlunamuka yposus yucmamuna Cy nayuenmog ¢ npozpeccupyrouseli mviuieuno oucmpodguets Jrowenna na goone mepanuu euamo-
aapcerom (n = 17)
Fig. 2. Dynamics of cystatin C level in patients with progressive Duchenne muscular dystrophy during viltolarsen therapy (n = 17)
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Puc. 3. Jlunamura peaysvmamos mecma 6-mMuHymuoi Xxo0b0bl y NAYUECHIMO08, NOAYHAUUX BUAMOAAPCEH

Fig. 3. Dynamics of the 6-minute walk test results in patients receiving viltolarsen
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Puc. 4. Jlunamura epemenu evinonnenuss mecma 6eea/xodv6ut Ha 10 m 'y nayuenmos ¢ npoepeccupyioueii mviuieuroii ducmpogueit ouren-
Ha, NOAYHAIOWUX UATNOAADCEH
Fig. 4. Dynamics of the 10-m run/walk test time in patients with progressive Duchenne muscular dystrophy receiving viltolarsen



PYCCKUN

sy IETCKOM
HEBPOAOT' MU

Bpems, ¢/ Time, s

w
IS

3mepenue / Measurement

Nauvent 3/ Patient 3
~o- [lauvent 4/ Patient 4

=o= Mauvent 1/ Patient 1
~o~ Mauvent 2/ Patient 2

~o~ [aument 5/ Patient 5 =e= Mauuent 7 / Patient 7
=o= [launent 6/ Patient 6 =e= Maument 8/ Patient 8

Naupent 9/ Patient 9

Puc. 5. Junamuka epemenu nodsema c noaa u3 noaodiceHus aAexca Ha chuHe y NayUeHmos ¢ npoepeccupyioueii MviuievHoil ducmpogueii

ﬂmmeHHa, nOAYHaruux 6U1monapceH

Fig. 5. Dynamics of time to rise from the floor from the supine position in patients with progressive Duchenne muscular dystrophy receiving viltolarsen
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Puc. 6. Junamuka pezynsmamos mecma nodsema Ha 4 cmanoapmusie CyneHu y NAYUeHmoa8 ¢ npoepeccupyloueii MvluieuHoti ducmpogu-

eil JIrowenna, noayHaruux euimoiapcer

Fig. 6. Dynamics of the results of the 4-step ascent test in patients with progressive Duchenne muscular dystrophy receiving viltolarsen

BHUMaHUe 2 MallMeHTa, y KOTOPBIX BpeMs ITOIbeMa 1 CITycKa
cokpatuioch Ha 4 c¢. Y 10-ro nmanueHTa HabJIOAaI0Ch
YBeJIMUEHME BpeMeHH TToabeMa Ha 6,3 ¢, a crmycka —Ha 7,5 .
OmHaKo, MOCKOJIbKY Y 3TOTr0 MalMeHTa ObLIO IMTPOBEIECHO
BCETO JIMIIb 2 U3MEPEHUST TaHHOTO TeCTa, JAeJIaTh BHIBOIBI
00 OTpULIATEIPHON AMHAMUKE W TTPOTPECCUPOBAHUY 3a-
0oJieBaHMSI, 110 MHEHUIO aBTOPOB, MPEXIEBPEMEHHO, He-
00X0IMM JaTbHEHIINI MOHUTOPUHT COCTOSTHUS peOeHKa.
OTo NOATBEPXKIAIOT U APYIMe JaHHble PYHKLIMOHAIbHBIX
TECTOB 3TOTO MalMeHTa, M0 KOTOPHIM IpOMaeHHAas M-
cranuusg Mo 6MWT cokpaTtuiachk Ha 95,7 M, a OlleHKa
o NSAA ymeHbiuiach Ha 7 6aiioB. CTOUT TakKe OTMe-
TUTb, YTO BO3PACT JAHHOTO IAallMeHTa HA MOMEHT Havaja

Teparnuu BUITOJAPCEHOM COCTaBIST 9 JieT. Y ocTalbHbBIX
MalMEeHTOB HAOII0AaeTCsT CTAOUIN3AIsI COCTOSTHYS.
Eme onuH ¢byHKIIMOHANBHBIN TECT, IO KOTOPOMY
MOXHO CYIUTb 00 3(PHEKTUBHOCTU MTPOBOAMMON MaTO-
reHeTnyeckoit repanuu, — NSAA. DTo pyHKIIMOHAJIbHAS
1IKaJia, Kotopasl Obljia pa3paboTaHa CrielIUaabHO IJIsT aM-
OynaropHbix maneHToB ¢ [IIM]I HiomeHHa. OHa COCTOUT
u3 17 IMyHKTOB, KOTOPbIE MTO3BOJISIIOT OLIEHUTh CIIOCO0-
HOCTb BBITIOJTHSITh pa3JIMYHbIE ICHCTBUS: OT HAXOXICHUS
B ITOJIOXKEHUU cTosI (ITyHKT 1) g0 O6era (myHKT 17), BKITtouast
Te ACUCTBUS, CIIOCOOHOCTD BBIITOJTHEHMSI KOTOPBIX Y I1a-
uueHToB ¢ I[IM/I TioiieHHa, KaK U3BECTHO, ITPU OTCYTCT-
BHU JIEYCHUS] TTOCTENIEHHO YXYAIIAETCs, TAKUE KaK BCTa-
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Puc. 7. JJunamuka pezyrvmamoe mecma cnycka Ha 4 cmaHoapmuble CMyneHu y NAYUeHmMos ¢ npozpeccupyiouieti Mviue4Hoi oucmpoguei

,ZZ}OWQHHLI, noay4arouux eunrmonapcen

Fig. 7. Dynamics of the results of the 4-step descent test in patients with progressive Duchenne muscular dystrophy receiving viltolarsen
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Puc. 8. Jlunamuxa noxazameneii no wkane «Ceseprasn 36e30a» y nayueHmos ¢ npoepeccupyroujeii mviuieuroi oucmpogueii Jrowenna,

nOAyHarnuux 6u1monapceH

Fig. 8. Dynamics of the North Star Ambulatory Assessment scores in patients with progressive Duchenne muscular dystrophy receiving viltolarsen

BaHMeE C I10J1a, IIEPEXO]1 U3 TIOJIOKEHYS JIeXKa B ITOJIOXKEHUE
CUJISl U BCTaBaHME U3 MOJOXEHUST cuas [24].

Ha puc. 8 npencrasieH rpacduk, oTpaxKaloluii JuHa-
MUKy Tokaszartesieit mo NSAA y nauuenton ¢ [IM/] [Tro-
meHHa. Ha maHHoM rpaguke MOXHO BbIICIUTH 2 Malu-
€HTOB, Y KOTOPBIX 3aMETHA MOJIOXUTEIbHAS TMHAMMKA:
y 3-ro u 11-ro nmaiueHToB MoKa3aTeJb OBBICUJICS Ha 7 Oa-
JI0B (Y KaXKI0ro U3 HUX). Y 2 MalMeHTOB OTMe4YeHa OTpULIa-
TeJIbHas AMHAMMKA: Y 5-T0 nareHTa 3aMKCUpoBaHO CHU-

JKEeHHMe ToKaszaTelid Ha 6 6ayuioB, y 12-1o — Ha 7 OaJuioB.
Y ocTajIbHBIX TTAIIMEHTOB HAOMI0MAeTCs CTaOMIU3aIUs CO-
CTOSIHUSL.

3aknioueHue

ITpoBeneHHbIN aHaIU3 3(PHEKTUBHOCTU MOKa3all re-
TEPOreHHOCTh OTBETa Ha MAaTOICHETUYECKYIO TepaIluio
BUJITOJIAPCEHOM, ITPH KOTOPOU Y OOJIBIIIMHCTBA ITAlIMEHTOB
ObLTa JOCTUTHYTA CTAOMIM3AaLUS IBUTATeIbHON (DYHKIIUMN
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WU 3HAYUTETbHOE 3aMelIeHue TEMIIOB IPOrpecCUupo-
BaHUsI, a Y OTACIBHBIX AeTeil (MPeUMYIIECTBEHHO MITaf-
IIEro Bo3pacTa) 3aperuCTPUPOBAH BhIPAXKEHHBIA TPUPOCT
10 KJII0YEBBIM (DYHKIIMOHATbHBIM ITOKA3aTEISIM.
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®eHomeH fiexa Bio (déja vu), HecMOTPA Ha CBOIO PACMPOCTPAHEHHOCTb B 06LLEH NONYNALMUY, ABAAETCA KAKOYEBBIM CUMMTO-
MOM Y NaLWeHTOB C Me3uanbHoii BUCOYHOI anunencueit (MB3J), rae oH BcTpeyaetcs B 50-80 % cnyyaes. B pamkax gaHHom
neKumMmu 0bCYKAAITCA COBPEMEHHbIE MPEACTABNEHUA O HENPOBUONOTUYECKUX U KOTHUTUBHBIX MeXaHW3Max fexa BIO,
paccmatpuBas 3TOT peHOMeH Kak Ha mofenu natonoruu (MB3), Tak u B HopMe.

Ha ocHoBe aHanu3a AaHHbIX TUTEPATYpbl NOKA3aHO, YTO LLEHTPaNbHbIM HEPOAHATOMUYECKUM CyOCTPATOM fiexa Bl ABNSA-
eTCA rMNNoKaMnanbHas CUCTeMa, B YaCTHOCTU MaparunnokamnanbHas u3BMAMHa. lpamble AoOKa3aTenbcTsa nonyyeHbl
B MCCnefoBaHUAX nauueHToB ¢ MB3, rae nHTpakpaHuanbHas aneKkTposHLuedanorpacduma u 3NeKTpOCTUMYNALNUA OLHO3HAYHO
CBA3bIBAIOT BO3HMKHOBEHWE Aypbl fieXa BIO C NAaTONOrMYeCKOi aKTUBHOCTbIO B Me3MaNbHbIX OTAENax BUCOYHOW AONW.
KorHutusHble Mopenu (runotesbl «ABOIHON 06pabOTKN», KHEPOHHOTO 3aMeANneHUs», «M0OaNbHOTO CONOCTABAEHUAY)
WHTEPNPETUPYIOT ieXa BIO KaK Pe3yNbTaT BPEMEHHOTO «CH0s» B paboTe cUCTEM NaMsATH, 3aKJII04AIOLErOCs B AUCCOLMALLMUN
MeX[y YyBCTBOM 3HAKOMCTBA (0NOCPeOBaHHbIM NEPUPUHANbHON KOPOI) U MEXaHU3MOM [1eTaNbHOr0 KOHTEKCTYalbHOro
BOCMOMMWHaHMWA (runnokamn). PaccmatpuBaeTcs BKNAA OTAENbHbLIX CyOPErnoHoB runnokamnanbHoil hopmaumu (3y6yaras
n3sunuHa, nons CA1-CA3, aHTopuHanbHas Kopa) B NpoLecch pasfeneHus 1 3aBeplieHuns NaTTepHOB, HapyLeHNs KOTOpbIX
Nexar B 0CHOBE JIOXHOTO Y3HaBaHMA.

Takum 06pa3om, heHOMEH Aexa BIO CYXMT YHUKANbHbIM KOKHOM» B MOHMMaHWe MexaHU3MoB paboTbl namaTu. KnuHuyeckas
mogens MBJ gpemoHCTpMpyeT ero NnpsMyio CBA3b C NaToON0MM4YeCKON aKTUBHOCTbBIO Me3ManbHOW BUCOYHO 0K, B TO BpeMA
KaK KOrHWUTUBHblE MOAENU 0OBACHSAIOT €ro BO3HMKHOBEHMWE Y 3[0POBLIX JIOAEH Kak clefcTBue npexopflleit auchyHKLMM
TeX e rMNNoKaMnasbHbIX MEXaHU3MOB. epCNeKTUBHbLIMM HaNpaBAEHUAMU AaNbHENILIMX UCCE[0BAHUIA MOTYT ObITb UAEH-
TUdUKaLMA cneundryecknx 3neKTpodu3noNoruyeckux NaTTepHoB U YTOYHEHWE POIU HapYLWEHNA TOPMO3HOTO KOHTPOASA
W MexaHW3Ma pa3feneHus naTTepHOB B reHese 3T0ro heHoMeHa.

KnioueBble coBa: fexa BIo, 3nNMaencus, Me3nanbHas BUCOYHAN 3nNuiencus
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The phenomenon of déja vu and mesial temporal lobe epilepsy. Clinical lecture
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The déja vu phenomenon, despite its high prevalence in the general population, is a key symptom in patients with mesial
temporal lobe epilepsy (MTLE), where it occurs in 50-80 % of cases. This lecture summarizes current concepts
of the neurobiological and cognitive mechanisms of déja vu, examining it through both the model of pathology (MTLE)
and its occurrence in healthy individuals.

Based on a review of the literature, the article demonstrates that the hippocampal system, particularly the parahippocampal
gyrus, is the central neuroanatomical substrate of déja vu. Direct evidence comes from studies of MTLE patients, where
intracranial electroencephalography and electrical stimulation unequivocally link the onset of déja vu aura
to pathological activity in the mesial temporal lobe. Cognitive models (e.g., Dual Processing, Neural Delay/Mismatch,
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Global Matching hypotheses) interpret déja vu as a temporary “glitch” in memory systems, involving a dissociation between
the feeling of familiarity (mediated by the perirhinal cortex) and the mechanism of detailed contextual recollection
(hippocampus). The contribution of specific subregions of the hippocampal formation (dentate gyrus, CA1-CA3 fields,
entorhinal cortex) to pattern separation and completion processes, whose impairment underlies false recognition, is
examined.

Thus, the déja vu phenomenon serves as a unique “window” into the mechanisms of memory function. The clinical model
of MTLE demonstrates its direct link to pathological activity in the mesial temporal lobe, while cognitive models explain
its occurrence in healthy people because of transient dysfunction of the same hippocampal mechanisms. Future research
should focus on identifying specific electrophysiological patterns and clarifying the role of impaired inhibitory control

and pattern separation mechanisms in the genesis of this phenomenon.

Keywords: déja vu, epilepsy, mesial temporal lobe epilepsy
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®eHoMeH nexa Bio (hp. déja vu — «yxe BUIEHHOE»)
MpeACcTaBsIeT OO0l CYyObEKTUBHOE MapagoKCcalbHOE Me-
pexXvBaHMe y3HaBaHMSI HOBOM, OObEKTUBHO HE3HAKOMOM
CUTyalluM, KOTAa y YeJOoBeKa MMEETCs OLIYyIleHUEe TOTo,
YTO HBIHEIIHSSI CUTyalldsl KaXeTcsl 3HAKOMOM, Hapsiy
C OCO3HaHMEM TOT'0, YTO OHA J0JI’KHA OBITh HOBOIA.

PacrnipocTpaHeHHOCTh 3TOTO SIBJIEHUS B TOIMYJISLIUA
(110 pa3HBIM AaHHBIM, oT 60 1o 80 % 3mMOPOBBIX JIOICIA
HUCTIBITBIBAJIM €T0 XOTS Obl pa3 B XKM3HM ) CBUAETEIbCTBYET
0 ero CBsI3U ¢ HQyHAAMEHTAJIbHBIMU MEXaHU3MaMU padOoThI
mamsaty. Hanpumep, o ganabsiM T. Adachi u coasr. (2006),
Jiexka BIO MCIIBIThIBAIM 76,2 % 3m0poBbIX Jitoaeit [1].

Haub6onee yacto qaHHBIN (heHOMEH BCTPEUYaeTCsl Y MO-
JIOABIX JIMI] B Bo3pacTe OoT 15 mo 25 JjieT, mocje Yyero ero
YacToTa IMOCTENEHHO CHWKAETCS. Y 3M0POBBIX JIIOJCH MK -
30/IbI IeKa BIO, KaK MPaBUJIO, KPATKOBPEMEHHbI (HECKOJIb-
KO CEeKYH]), CJIydaliHbl M HEe COIPOBOXKAAIOTCS APYTUMU
HEBPOJIOTMYECKUMU CUMITTOMaMKu. OHU MOTYT ITPOBOLIM-
pPOBaThCS YCTAIOCTBIO, CTPECCOM MJIM TPEBOTOM.

Y nmanueHToB ¢ Me3UalbHOI BUCOYHOU anuiencueit
(MBD) nexa Bio BIsETCS OJHUM U3 Hambojee 4acThIX
BUIOB (POKAJIbHBIX MPUCTYIIOB 0€3 HapyIlIeHUsI CO3HAHUS
Wi ayp (MpeIBEeCTHUKOB), KOTOpPbIe MOTYT IepepacTu
B (boKaJIbHBIN MPUCTYI C HapyllIeHUeM co3HaHMs1. OKoJIo
50—80 % mamueHToB ¢ MBD HMCHBITHIBAIOT AeXa BIO
WM Ipyrue «IICUXUYeCKHe» ayphl (TaKMe Kak jamais vu,
CTpax, HaBsSI3YMBbIE BOCTIOMUHAHMST).

B otiuume ot heHOMEeHa y 3MOPOBBIX JIIOEH, 1eXKa BIO
npu MB3:

* SBJISIETCSI CUMITOMOM 00JIe3HM, a HE OOBIACHHBIM

SIBJIEHUEM

* SBJISIETCS] CTEPEOTUITHBIM (OILYIIIEHUSI OYEHb ITOXOXU

OT MPUCTYTIA K TIPUCTYIY), a HE CIyYaifHbIM U 31TU30-

IMYECKUM;

* 4aCTO CONPOBOXKIACTCA APYTMMU CUMIITOMAMMU, TaKH1 -

MM KaK aBTOHOMHBIE OIIYIIEHUs (TTOAbeM «KOMKa»

B XXMBOTE), BeTeTaTUBHbIE MTPOSIBJICHUS (TaXUKapausl,

MOKpPaCHEHUE KOXHU), HapyllleHWe CO3HAHUS (MOXET
nepepactd B (hOKaJIbHBIA MPUCTYIT C HapylIeHUEM
CO3HaHUSA);

* UMeeT 0OJIBIIYIO TPOJOJIKUTENBHOCTD (MOXET JUIUTh-

CsI IECATKM CEKYHJI UJId MUHYTHI);

* BO3HMKaeT KaK 4YacTh SMUJECNTUYECKOro paspsiaa

B crieliMpuyecKux o0IacTsIX MO3ra, yallle BCero B ra-

parvmnIioKamIiaaibHONR U3BWIMHE, MUHIQIMHE WY 9H-

TOPUHAJIBHOI KOpe.

Honroe BpeMs (peHOMEH JiexXa B0 OCTaBaJjICs IIpeaMe-
TOM U3Y4YEHUS NMPEUMYIIECTBEHHO MCUXOJOTUM U Tapa-
ncuxosnoruu. OIHAKO ¢ pa3BUTUEM METOIOB HEMPOBU3Y-
aJv3aliy U TOSIBJIEHUEM JaHHBIX O ero crieluduyeckoi
MPEJICTAaBACHHOCTU MPU BUCOYHOU 3MUJICTICUM UHTEpEC
K HEelipoOMOJIOTMYeCKM OCHOBaM (peHOMeHa pe3Ko BO3pocC
[2, 4, 18].

Hawuboinee ydoenutenbHble JaHHbIE O HEHpOAaHATOMMU -
YeCcKOM cyOcTpare iexka BIo MOJyYeHbl U3 UCCIeTOBaHU I
MalyeHTOB ¢ (PoKaJbHOI BUCOYHON 3Muencuein. Aypa
JlexXKa BIO SBJISIETCS OMHUM U3 HauboJjee XapaKTepHBIX
UMIIEpaTUBHBIX CEHCOPHBIX (PeHOMEHOB, MPEaIIeCTBY-
IOIIUX SMUIECITUIECKOMY MPUCTYITY. AHAJIU3 MHTpaKpa-
HUAJIBHOU CTepeoTaKCUUECKON aIeKTposHIIedanorpadbuun
U JaHHBIX MOCJIe0NepallMOHHOIO TUCTOJIOTMYECKOTO UC-
cJIeJ0BaHUSI OMHO3HAYHO YKa3bIBaeT Ha MEPBUYHYIO BO-
BJIEYEHHOCTD B JaHHBIN (peHOMEH Me3uaTbHOI BUCOUHOM
JOJIY, B YaCTHOCTU TUIIIOKaMIIa M Iaparumnmnokamiaib-
HOW U3BWJIUHBI [3].

Knaccuueckoe uccienosanue J. Bancaud u coaBT.
(1994) nponeMOHCTPUPOBAIO, YTO 3IEKTpUIECKast CTUMY-
JISIUMST KOPBI MaparumninokaMiaJlbHOW U3BUJIUHBI U aMU-
IIaJ10-TUIITOKaMITaJIbHOM 001aCTU HaJIeXKHO IMPOBOLIUPY-
eT MepexXuBaHWe JeXa BIO y MallMeHTOB C BUCOYHOM
SnuIenicuei [2].

B pabote D.H. Toffa u coast. (2022) npu 2J1eKTPOCTH -
MYJISILIUM KOPBI TOJIOBHOTO MO3ra 30HAMM BBI3BAHHOTO
Jiexka B0 ObUTM ME3NOTEMITOpaIbHbIE 00J1aCTU (B OCHOBHOM
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UICUIaTepaibHbIC) U UTICUIaTepaibHas BEPXHSIS JJOOHAs
u3BWwIKHA [19]. DTO CBUAETENBCTBYET O TOM, UTO MATOJI0-
ruyeckas CHHXpOHHAasl HelpOHHast aKTUBHOCTb B TAHHBIX
CTPYKTYpax HEMOCPEACTBEHHO IMOPOXAAeT ONIYyIleHUE
JIOXXHOIO y3HaBaHus. BaxXHO OTMETUTh, UYTO Aexka BIO
TP 3MUJIETICUY YACTO COMTPOBOXAAETCS IPYTUMHU TICUXO-
BEreTaTUBHBIMU CUMIITOMAaMU (3MUTaCTPaIbHbINA TUCKOM-
¢opTt, TpeBora), YTO yKa3blBaeT Ha MHTETPATUBHYIO POJIb
TUITIOKaMITaJIbHOM (hopMalliK B CBSI3bIBAHUM MHEMUYE-
CKMX ITPOIIECCOB C SMOLMOHATBHBIM U TEJIECHBIM COCTO-
siHUeM [8].

CornacHo mHeHMIo A.R. O’ Connor u coast. (2008),
MPU SMWICTICUM BEPOSITHOM MPUIMHOM sIBJIsIeTCs Oecro-
psaouyHoe Bo30yKIeHUe HelipoHOB. Takoe Bo30y:kaeHME
MO3I'a BbI3BIBAET OLIMOOYHBIE «<KOTHUTUBHBIE OLYILIEHHS»
Oosiee BIcOKOTO nopsiika. CKopee BCero, exa BIO sSIBJIsI-
€TCsl He peakliviell Ha 3HaKOMBbIE 3JIEMEHTHI B IIEpLEITUBHBIX
CTUMYJIaX, a Pe3yJIETaTOM KOTHUTUBHOTO OIIYIIEHUSI, BbI3-
BaHHOTO OIIMOOYHOI aKTUBALIME HEMPOHHBIX LIETIei, TAKMX
KakK MaparuirnokamraiabHas U3BWIMHA, U TTPOJ0IKaeTCs
IO TeX MOp, MOKa 3Ta aKTUBaLMs coxpaHsietcs [17].

Takum 00pa3oM, 3MIICHTOJOTMYeCcKask MOAEIb Ipe-
JTOCTAaBJISIET MPsIMbIE JOKA3aTeIbCTBA TOT0, YTO TUITIIOKAMIT
U MpWIeTalole CTPYKTYPHI SBJISIOTCS KPUTUUECKOM 30-
HO1 [U1s1 TeHepaly (heHOMeHa JiexXa BIo.

ITo muenuo A.S. Brown (2003), oObscHeHUs aexa
BIO JICJISITCS Ha 4 KaTeropuu: ABokHas oopadoTka (2 Kor-
HUTHBHBIX ITpolIecca Ha MTHOBEHME BBIXOAST U3 CTPOST),
HEBpOJIOTMYecKue (CyIoporu, HapylleHre HeMPOHHOM Te-
penayu), NamsTh (HesIBHOE Y3HaABaHUE HEpaclO3HAHHBIX
CTUMYJIOB) ¥ BHIMaHMe (BOCTIpUSITHE O3 TPUCMOTpa, 3a KO-
TOPBIM CJIEIYeT COMPOBOXKIAEMOE BoCIIpusTe) [4].

Ha ocHoBe KJIMHUYECKUX HaOIoAeHUI ObLIN chop-
MYJIUMPOBaHbl KOTHUTUBHBIE TUIIOTE3bI, OOBSICHSIOIIME
Jiexka BIO Y 3IOPOBBIX JIIOCH KaK «cO0ii» B HOpMaJIbHOMI
paboTe CUCTEM MaMsATH. DTU TMUIIOTEe3bl HAXOAAT HEHpo-
Oroornyeckoe MOATBEPKACHNE B TaHHBIX O (DYHKIIMSIX
TUITIIOKaMIIa.

CornacHO KJIaCCUYECKOU TUIoTe3e «IBOMHON obpa-
6otku» (dual processing theory), B HOpMe IPOIIECCHI «3Ha-
KoMmcTBa» (familiarity) U «I1eTaabHOIO BOCIIOMUHAHMSI»
(recollection) paboTatot corjiacoBaHHo [7]. CIocOOHOCTh
pacrno3HaBaTh paHee UCIIbITAHHBIN CTUMYJI MOJIepK1Ba-
ercs 2 IpoleccaMu: BCIOMUHAHUEM CTUMYJa B KOHTEKC-
Te Apyroii "HGOpPMaluU, CBSI3AaHHOW C 3TUM OIIBITOM,
U OLIYIIEHWEM 3HAKOMCTBA C OCOOEHHOCTSIMU CTUMYJa.
Jlexxa BI0 BOBHUKAET, KOTJa YyBCTBO 3HAKOMCTBA aKTUBU -
pyeTcsl aHOMaJIbHO CUJIbHO WJIM HE 3aBUCUT OT KOHTEKCTa,
TPV 3TOM MEXaHU3M JIETaTbHOTO BOCIIOMUHAHMSI, KOTOPbI
JIOJDKEH MPOBEPUTh TaHHOE 3HAKOMCTBO, HE CpadaThIBacT
WM naeT cooil. BosaMoxkeH deHOMEH O0CO3HaHUsS TOrO,
YTO OIIYIIEHWE Y3HABaHUS HeyMecTHO [16].

TunmokamI uMeeT pelarolee 3Ha4YeHUE TSI 3arIOMU -
HaHMS, HO He IJis 3HakoMcTBa. [laparumnmokaMmnaibHas

4

KOpa TakKXe CIIOCOOCTBYET 3alIOMMHAHUIO, BO3MOXHO,
IOCPEICTBOM IPEICTABICHUST U U3BJICUEHMS KOHTEKCTY-
aJlbHOU (0COOEHHO MPOCTPAHCTBEHHOI) MHMOpPMaLINH,
B TO BpeMs KaK IepMpHHajJbHas Kopa HeoOXxomuma
JUIS pacIio3HaBaHWsI, OCHOBAHHOI'O Ha 3HaKOMCTBe [6].
TakuM 06pa3oM, nexKa BIO MOXKET OBITh Pe3yJIbTaTOM Bpe-
MEHHOM IUCCOLMALMN UM aCUMHXPOHHOM aKTMBHOCTU
B 9TOI CETH, KOTa IiepUpUHAIbHAs KOpa TeHEPUPYET CHUT-
HaJl «<3HaKOMO», a TUIIIIOKAMII «He YCIIeBaeT» €ro OImpo-
BEPrHYTh OTCYTCTBHEM KOHKPETHBIX CJIEIOB IaMSTH.

Iunoresza «HelipoHHOro 3aMelyeHus» (neural
delay/mismatch) npemarmosnaraet, 4To aexa BIO BOSHUKAET
13-3a MUHUMAaJIbHOM 3a7epKK1 B 00pab0TKe CEHCOPHOM
MHbOPMAIIK MEXY 2 TIOIYIIapUsIMU WIM BHYTPU ME3U -
anbHOM BUcouHo nonu [12]. Eciu nngopmanus mo oj-
HOMY MyTH (HaIlpyuMep, Yepe3 TaJaMyc) IoCcTyIaeT 1 oopa-
GaTbIBacTCA OBICTPEE, YEM 10 IpYroMy (Dosiee MeIJIEHHOMY,
KOPTUKAJILHOMY) ITyTH, TIPY TIOCTYIUIEHUU «3ara3IblBalo-
IIET0» CUTHAJIa MO3T MHTEPITPETUPYET €ro KaK OTACIbHOE,
HO UJICHTUYHOE COOBITHE, YTO M POXKIACT OLIYIIEHHE «yXKe
BUICHHOTO». XOTS MPSIMBIX IOKA3aTEeJILCTB 3TOIM TMITOTE3bI
HEMHOTO, OHa KOPPEJIUPYeT C MPEACTABICHUSIMU O THII-
IoKaMIle Kak KOMITapaTope HOBU3HbI/3HAKOMCTBA, KOTO-
PBIii IETEKTUPYET HECOOTBETCTBUS MEXIY OXUIaHUEM
U peasibHOCThIO [10].

Tnore3a «rojorpachryeckKoro BOCIIOMUHAHUS U IJ10-
0aJIbHOTO CONOCTABJICHUS» PacCMaTPUBAeT TMITIIOKAMIT
KaK CUCTEMY, OCYIIECTBIISIOIIYIO OBICTPBII IIOKCK I10 «T'0-
JlorpaMYecKuM» cieaM MaMsITH Ha OCHOBE YaCTUYHOI'O
coBnaaeHus npusHakos [13]. B HopMe 3TOT npoiiecc no-
3BOJISIET HAaM TMOKO MCII0JIb30BaTh IPOIILIBIIA OMBIT. dexa
BIO, COIVIACHO JaHHOI TUIOTe3€, BOZHUKAET MPU ClIydaii-
HOM, HO IOCTaTOYHO ITOJJHOM COBIAJCHUM ITaTTEPHOB
HEMPOHHOI aKTUBHOCTU MEXIY TEKYILIUM BOCIIPUATHEM
Y KaKUM-JIM0O0 CJIaAObIM HEOCO3HABaEMbIM CJICIIOM TTaMSITH.
[nmokami oMO0YHO MHTEPIIPETUPYET 3TO COBMACHUE
KaK TOYHOE COOTBETCTBUE, 3aITycKas IepeXXUBaHUE JTOXK-
HOTro y3HaBaHUs. Jlexa BIo BO3HUKAET, KOraa KOH(pUTypa-
LM BJIEMEHTOB B CILIEHE COBIAAaeT ¢ KOHMUrypaluei,
KOTOPYIO BUCIU paHee, HO MpeAbIAyIas ClieHa He IIpH-
XOIUT Ha YM [5].

CoBpeMeHHbIE UCCIIEA0BAaHUS TTO3BOJISIOT AUd depeH-
LIMPOBATh BKJIAJ OT/AC/IbHBIX CYOPETMOHOB IMITIIOKAMITAIb-
Ho¥t (popMaLum:

* cooctBeHHo runnokamn (rojiss CA1—CA3) paccma-
TPUBAETCSI KaK KJIIOUEBOM y3eJl IS SITU30IMYECKOM
MaMsITH ¥ IIPOCTPAHCTBeHHO HaBuranuu. Ero ¢pyHK-
LIVST TIO «BOCITPOM3BEAECHUIO» MAaTTEPHOB aKTUBHOCTH
MOXET JIexXaTh B OCHOBE OIIMOKM, KOrJa TEeKYIIUid
CEHCOpPHBII BXOI OLIMOOYHO aKTUBUPYET IATTEPH,
CXOXMI C HEKMM MPOIUIBIM OIBITOM. YCIEIIHOE 3a-
IMOMUHAHKWE W NPUIIOMMHAHKME 3aBUCST OT OajlaHca
MeXIy 2 B3aMMOIOTOJHSIOIIMMU ITPOLIeCCaMM: pa3-
JIeJICHUEM TIaTTePHOB (1T MUHUMM3ALMU ITOMEX)
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U 3aBeplicHUMEeM (OPMUPOBAHMS MATTEPHOB (IS

BOCCTaHOBJICHUS NaMATH IIPU HAJTUYUU YAaCTUIHBIX

W MCKaXE€HHBIX BXOTHBIX CUTHAJIOB). CuuTaeTcs,

YTO MpearnojaraeMas cxema arTpakTopa B 00JacTh

CA3 runmnoxamria siBJIsIeTCsl OKOHYATeIbHBIM ITOCPET-

HUKOM MeXIy 3TUMM 2 Tiporieccamu [14];

* 3y0Oyarast U3BMJIMHA UTPAeT KPUTUIECKYIO POJIb B pa3-
JIeJICHUY MaTTepHOB (pattern separation) — mpoiiecce,
KOTOPBIi ITO3BOJISIET pa3InyaTh OUYeHb ITOXOXHE BOC-
nomuHaHus. OcnabdiaeHue 3Toi PyHKLMY (HalpuMep,
TIPU CTPECCE WJIN YCTAJIOCTH) MOXKET IPUBECTH K OO~
KaM B pa3JIMYeHNH, Koraa 2 CXOXUX, HO pa3HbIX COOBI-
THSI BOCIIPUHUMAIOTCS KaK OTHO U TO K€, YTO MOXET
OBITh OCHOBOI 118 1exa Bio [20];

* SHTOpPMHAJIbHAsI W TICPUPHMHAIbHAS KOpa BBHICTYMAIOT
B Ka4eCTBE OCHOBHOI'O MHTepdeiica MeX Ty TUITITOKaM -
ITIOM ¥ HEOKOPTEKCOM. DHTOPMHAJIbHAST KOpa KOIUPYET
MPOCTPAHCTBEHHBII M BpeMEHHOI KOHTEKCT, a TIepUpH -
HaJlbHasl Kopa o0pabaTbiBaeT MHGOPMALIUIO 00 00BEK-
Tax U ux 3HakoMcTBe [9]. HapyiieHue B pabote 3T0r0
uHTepdeiica SIBISETCs LIeHTPaTbHBIM 3BEHOM B TUIIOTE-
3¢ «IBOMHOI 00pabOTKM».

B omiume oT KIMHUYECKKMX MOJIENEl, U3ydeHHE CITOH-
TAHHOTO JIeXa BIO Y 3M0POBBIX JIIOJIEH 3aTPyIHEHO HETPEe/I-
ckazyeMocTbio (heHoMeHa. OJJTHaKo pa3paboTaHbl METOBI
€ro IPOBOKAIIMM B JIAOOPATOPHBIX YCIOBUSIX, HAIIPUMED
C TIOMOIIIbIO TMITHO3a UM METOIMK CKPBITOIO MpeabsIBiIe-
Hus ctumynoB [15]. UccnenoBaHus ¢ UCIOJb30BaHUEM
MarHUTHO-PE30HAHCHOI TOMOTpaduy B TaKKMX IMapaaurmax
IOKa3bIBAIOT, YTO MPU TIEPEKMBAHUY JIeXKa BIO aKTUBUPY-
I0TCS T€ XK€ 00J1aCTU Me3UalbHOI BUCOYHOM 10U (ITapa-
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BBIMU 00JIACTSIMU.

OnHaKO OCTAaIOTCs HePEIIEHHBIMU KJTI0UYEBBIE BOIIPO-
ChI: KaK UMEHHO TaTTepH HEMPOHHOI aKTUBHOCTHU B Cy0-
peruonax runmnokammna (CAl, CA3, 3ybuaTas u3BMIMHA)
OTJIMYAETCS BO BpPEeMs 3MMM30/a JeXKa BIO OT aKTUBHOCTH
MPY UCTUHHOM BOCIIOMUHAHMM Y KaKOB BKJIAJI HAPYILICHUS
TOPMO3HBIX ITPOIIECCOB (HAIIPUMEpP, CO CTOPOHBI MHTEP-
HEMPOHOB) B BOBHUKHOBEHME 3TOM MAaTOJOTMIECKOM aK-
TUBHOCTU?

[MepcreKTUBHBIMU SIBIISIIOTCS. BHISIBJICHUE CITCLIM(H-
YEeCKUX JIEKTPODU3NOIOTMISCKIX M HEHPOTMHAMUIESCKIX
MaTTepHOB B TMIINIOKaMIIAJILHOM (hopMaIluu, acCOLIMUPO-
BaHHBIX C TeHEpaL e ayp JeXa BIo, U YCTAHOBJICHUE PO-
JM aucGhyHKIIMM MeXaHu3Ma paslejeHUs MaTTEPHOB
B X BOBHUKHOBEHUM.

8. Gloor P. Experiential phenomena of temporal lobe epilepsy.
Facts and hypotheses. Brain 1990;113(Pt 6):1673—94.
DOI: 10.1093/brain/113.6.1673
9. Knierim J.J., Neunuebel J.P., Deshmukh S.S. Functional

correlates of the lateral and medial entorhinal cortex: objects,
path integration and local-global reference frames. Philos
Trans R Soc Lond B Biol Sci 2013;369(1635):20130369.
DOI: 10.1098/1stb.2013.0369

10. Kumaran D., Maguire E.A. Which computational mechanisms
operate in the hippocampus during novelty detection? Hippocampus
2007;17(9):735—48. DOI: 10.1002/hip0.20326

11. Martin C.B., Mirsattari S.M., Pruessner J.C. et al. Déja vu
in unilateral temporal-lobe epilepsy is associated with selective
familiarity impairments on experimental tasks of recognition
memory. Neuropsychologia 2012;50(13):2981-91.
DOI: 10.1016/j.neuropsychologia.2012.07.030

12. Mason C., Geffen G. Temporal integration of events within
and between the cerebral hemispheres. Cortex 1996;32(1):97—108.
DOI: 10.1016/s0010-9452(96)80019-0

13. Meurs E.J., Hes R. Déja vu and holographic images. Am J
Psychiatry 1993;150(4):679—80. DOI: 10.1176/ajp.150.4.aj1504679



pssi' IIETCKOM
HEBPOAOT UM

14. Neunuebel J.P., Knierim J.J. CA3 retrieves coherent
representations from degraded input: direct evidence
for CA3 pattern completion and dentate gyrus pattern
separation. Neuron 2014;81(2):416—27.

DOI: 10.1016/j.neuron.2013.11.017

15. O’Connor A.R., Barnier A.J., Cox R.E. Déja vu in the laboratory:
a behavioral and experiential comparison of posthypnotic amnesia
and posthypnotic familiarity. Int J Clin Exp Hypn 2008;56(4):425—50.

DOI: 10.1080/00207140802255450

16. O’Connor A.R., Moulin C.J. Recognition without identification,
erroneous familiarity, and déja vu. Curr Psychiatry Rep
2010;12(3):165—73. DOI: 10.1007/s11920-010-0119-5

ORCID aBtopos / ORCID of authors
K.B. ®upcos / K.V. Firsov: https://orcid.org/0000-0002-3291-7994
A.C. Koros / A.S. Kotov: https://orcid.org/0000-0003-2988-5706

17.

18.

20.

O’Connor A.R., Moulin C.J. The persistence of erroneous
familiarity in an epileptic male: challenging perceptual theories
of déja vu activation. Brain Cogn 2008;68(2):144—7.

DOI: 10.1016/j.bandc.2008.03.007

Spatt J. Déja vu: possible parahippocampal mechanisms.

J Neuropsychiatry Clin Neurosci 2002;14(1):6—10.

DOI: 10.1176/jnp.14.1.6

. Toffa D.H., Bou Assi E., Pépin C. et al. Déja-vu evoked

by electrical stimulation of the insula. Epileptic Disord
2022;24(3):561—6. DOI: 10.1684/epd.2022.1433

Yassa M.A., Stark C.E. Pattern separation in the hippocampus.
Trends Neurosci 2011;34(10):515—25. DOI: 10.1016/j.tins.2011.06.006

KondamkT uHTEpecoB. ABTOPHI 3asIBJISIOT 00 OTCYTCTBUU KOH(IMKTAa MUHTEPECOB.

Conflict of interest. The authors declare no conflict of interest.

®uuancuposanue. PaGoTa BbINosHeHa 63 CIIOHCOPCKOM MOIIEPKKY.
Funding. The work was performed without external funding.

Crarps noctynuiaa: 06.10.2025. Ipunsra K myommkaman: 15.11.2025. OnyoiaukoBana oniaiin: 12.01.2026.
Article submitted: 06.10.2025. Accepted for publication: 15.11.2025. Published online: 12.01.2026.

49

OB30Pbl U NEKLUMN



OB30OPbl U NEKLUMN

50

i TETCKOM 4
HEBPOAOTUMU

DOI: https://doi.org/10.17650/2073-8803-2025-20-4-50-76 BY 4.0

CMHAPOM HACUJILCTBEHHOW HOpPMaNMU3aLmnm
(beHomeH JlaHpoNbTa) KaK HEOObIYHBIN NOGOYHBIN
3¢ eKT NpoTUBOINUNENTUYECKON Tepanuu

0630p NuTEpaTypbl C ONUCAHNEM KIIMHUYECKUX
cny4aes

O.A. IIbi1aesal: 2,

K.YO. Myxun' 2, ‘A.H. Vasikos! 3, A A. Mapkun*

1000 «Mucmumym demcioii Hegponoeuu u snusencuu um. Cesmumens Jlyku»; Poccus, 108842 Mockea, Tpouuk, ya. Haeopnas, 5, 8;
2000 «Hncmumym demckoil u 63pocaoii Hegponoeuu u snunencuu um. Cesmumens Jyku»; Poccus, 119579 Mockeéa, ya. Axademuxa

Anoxuna, 9;

3Poccuiicikas demckas kaunuyeckas 6oavnuya— guauas PIAOY BO «Poccuiickuii HAyUOHAAbHbLIL UCCA008AMEAbCKUL MEOUUHCKUL
yHueepcumem um. H.U. [Tupoeosa» Mumnzdpasa Poccuu; Poccus, 119571 Mockea, Jlenunckuii npocnekm, 117;

YDIAOY BO Iepswiit Mockogckuii 2ocydapcmeentbiii meduyunckuii yuueepcumem um. M. M. Ceuenoéa Munzdpasa Poccuu
(Ceuenosckuii Ynusepcumem); Poccus, 119048 Mockea, ya. Tpybeuxas, 8, cmp. 2

KoHTaKThI:

Onbra AHatonbeBHa lbinaesa olgapylaeva@yandex.ru

B uenom ncuxuyeckue HapylweHus B 2-3 pasa yalie BCTPEYAOTCA MPU INUNENcUM, Yem B OOLWeEl nonynauum nuy,
6e3 3NuAencuu, u MoryT 6biTb 00YCIOBAEHbI COBOKYNHOCTbIO (haKTOPOB, BKAtOYas N06oYHbIe I heKTbl NPOTUBO3NMAENTH-
Yeckux npenaparos. 0fHAKO UWb B PEAKUX CyYasX NOABAEHUE NMCUXUYECKUX PACcCTPOMCTB NPpU 3NUAENCUM CBA3AHO
C BbIPAKEHHBIM YyYLWEHUEM B TEUEHUMW INUNENCUM U HACTYNIEHNEM PEMUCCUW NPUCTYNOB B CBA3M C BbICOKOI 3 eKTUB-
HOCTbIO NPOTUBOINUNENTUYECKOM TEPANUM MU XUPYPTUYECKOrO NedeHuns anunencuu. CTaTbs NOCBALEHA CUHAPOMY Ha-
CUNbCTBEHHOI HopManu3auuu (peHomeH JlaH[obTa), KOTOPbIA MOXHO PacCMATpUBaTh Kak HeobbIYHbIA N060YHbIN 3ddeKT
NpoOTUBOINUNENTUYECKOI Tepanuu. MpuBeaeHsl onpefeneHne, UCTOPUS U3y4YeHUs, Npeanoaaraemolit natoreHes, KAMHU-
Yeckas v anekTposHuedanorpaduyeckasn KapTuHa, [UarHoCTUYECKUEe KpUTEpPUM CUHAPOMA JTaHAO0NbTA M TaKTUKA BEAEHUSA
NayuueHTOB NPU BO3HUKHOBEHWUM JAHHOTO COCTOsHUA. MpeacTasneHsl NoAPOGHLI 0630p COBPEMEHHON NUTEpaTypbl
1 ONUCaHWe KNUHUYECKUX CyYaeB HabNI0[AeMbIX HAMU NALMEHTOB.

Cnycts 6onee yem 1000 neT nocne Nepeoro onucaHus AaHHbIA heHOMEH ocTaeTCs 3arafKoit ansa knuHuuuctos. UHdop-
MWUpOBaHME Bpayeil 0 BO3MOXHOCTU Pa3BUTUA CMHAPOMA JlaHJONbTa UMEET BaXKHOE NPAKTUYECKoe 3HaueHue, TaK Kak
CUHAPOM, BEPOATHO, BCTPEYAETCA Yalle, YeM Pacno3HAETCS, U YacTo HeJOOLEHUBAETCA U HE QUArHOCTUPYETCS CBOEBpe-
MeHHOo. OfHAKO 3HaHMe 0 BO3MOXHOCTU JAHHOMO OCJOXHEHUS MEAMKAMEHTO3HOM Tepanum anuaencum Nno3BonseT CBOEB-
PEMEHHO OTMEHUTb MPUYUHHBIA Npenapar, YTo NpepbIBaeT NPOrpeccMpoBaHme NCUXUYECKUX HApyLWEeHUI U cnocobeTayeT
CTabUNMU3aLMM NCUXUYECKOTO COCTOAHUS.
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Forced normalization syndrome (Landolt phenomenon) as an unusual side effect of antiepileptic
therapy. Literature review and clinical cases
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In general, mental disorders are 2-3 times more common in epilepsy than in the general population without epilepsy
and can be caused by a combination of factors, including the side effects of antiepileptic drugs. However, only in rare
cases is the development of mental disorders in epilepsy associated with significant improvement in the course of epilepsy
and the onset of seizure remission due to the high efficacy of antiepileptic therapy or epilepsy surgery. This article
discusses forced normalization syndrome (Landolt phenomenon), which can be considered an unusual side effect
of antiepileptic therapy. It provides a definition, history of study, proposed pathogenesis, clinical and electroencephalographic
presentation, diagnostic criteria for Landolt syndrome, and patient management strategies for this condition. A detailed
review of the current literature and descriptions of clinical cases of patients observed by us are presented.

More than 1,000 years after its first description, this phenomenon remains a mystery to clinicians. Informing physicians
about the possibility of Landolt syndrome is of practical importance, as the syndrome is likely more common than
recognized and is often underdiagnosed. However, awareness of the possibility of this complication of drug therapy for
epilepsy allows for timely discontinuation of the offending medication, which interrupts the progression of mental

Keywords: epilepsy, antiepileptic drug, tolerability of antiepileptic therapy, side effect of antiepileptic drug, depression,
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disorders and promotes mental stabilization.
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BeepeHue

[IpoGeMa repeHOCUMOCTH ITPOTUBOSMIIIEIITUYECKON
Tepanuu OyIeT aKTyaabHa BCerma, HeCMOTPsI Ha O0JIbIIIoe
KOJIMYECTBO JOCTYITHBIX aHTUAMWICIITUIECKMX IPEapaToB
(ADII). D10 cBsI3aHO C TeM, UTO MALIMEHTHI C AMUICTICUEH
BBIHY>K/I€HbI TTpUHUMAaTh ADII exXeqHeBHO U B TeUeHUE
MHOTHX JIET; B TO Xe BpeMsl Bce 3P DEeKTUBHBIC JIeKapCT-
BEHHbIC CPEACTBA HE JIMIICHBI U MTOOOYHBIX 3(hHEeKTOB
(I1B). ITo muenuio C.P. Panayiotopoulos (2007, 2010),
JIeYeHHe He JOJDKHO MEePEHOCUTHCS TSKEIee, YeM CaMo
3aboseBaHye (T. €. SMUICITUICCKHE TTPUCTYIIBI), OMHAKO
TaKue CUTYalluM MPU SIWICTICUU BCTPEYAIOTCSI HEPEIKO.
W mpumepaMu cepbe3HbIX OCOKHEHUWI JIUSHUST AITUIICTI-
CHM, KOTOPBIE MOTYT CHMKaTh KA4ECTBO XMU3HU MallMeHTa
U CEMbH B OOJIbIIICH CTEIICHH, YeM SMWICIITUYECKUE TTPH -
CTYIIBI, SIBJISIIOTCS TSIXKEJIble TICUXWYECKHe HapyIICHMUS,
BKJIIOYAsl JCTIPECCUIO M TICUX03, CBSI3aHHBIE C IIPUMEHE-
HueM ADII.

B uenom nicuxuyeckue HapyleHus B 2—3 pa3a Jaiie
BCTPEYAIOTCs MPH SMWICTICUU, YeM B OOIIICi TOMyISIIUN

v 6e3 sanumiencuu (C.B. Josephson, N. Jette, 2017),
U MOTYT OBITb O0YCIOBJICHBI KOMITJICKCOM ITPUYMH, BKITIO-
yasi IPUYKHY, JISXKAIYI0 B OCHOBE SITWJICTICHM (HarpruMep,
CTPYKTYPHBIC TTOPaKeHUsT MO3ra, MaTOTCeHHbIE TeHETHYe-
CKM€ BapMAHTBI), TSDKENbIC M [UTUTEIbHBIE SITMICITUICCKIC
MPUCTYIIbI, BRIPAXXEHHYIO SMIENTH(HOPMHYIO aKTUBHOCTh
(0COOEHHO B paMKax 3MUJIENTUYECKUX dHLedanonaTuii)
u [12 ADIT (D.M. Ijff u coaBrt., 2013). Y ogHoro namyeHTa
BO3MOXHO COYETaHME HECKOJbKUX IMPUYMH, U HE BCeraa
MOXHO BBIIEIUTh OCHOBHYIO. I1D — 310 /11060€ coObITHE,
MPU3HaK, CUMIITOM WM 3a00JIeBaHKe, HE CBSI3aHHOE C Te-
pareBTHYeCKUM 3(DGheKTOM IpernapaTra U BO3HUKaIOIIee
Ha doHe ero npueMa; yaiie [1D HexenaTenbHbIE W JTUIIb
B PEIKUX CIyYasix MOTYT OBITh XXeJIaTeIbHBIMMU.

Cpeny NCUXWYECKMX HAapyIICHWH MPH SIUICIICUN
yalie BCTPeYaloTcs IeIpecChsi, TPEBOKHOE PacCTPOKCTBO
u nicuxo3 (J.J. Lin u coaBT., 2012), a Takke arpecCUBHOE
MOBeIcHUE, TMYHOCTHBIC HAPYIICHMS M CYULIMAAIbHBIC
saBaeHus (Tadn. 1). [lcuxuyeckue paccTpoiicTBa BbISIBIIS -
much y 30 % OONBHBIX C BIIEPBBIE TMarHOCTUPOBAHHOM

1
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sauiencueir u'y 50 % — ¢ pe3suCTEHTHOM 3MUJIeIICUeH
(J.J. Lin u coaBr., 2012). PucK ncuxmyeckux paccTpoicTB
(BKJTIIOYAs IETIPECCUIO U TICHXO03) BHILIE TP (GOKATBHBIX
CTPYKTYPHBIX — BUCOYHBIX (60 % pUCK) U BHEBUCOYHBIX
(54 %) snutenicusx, yeM Ipy reHepain3oBaHHbIX (37 %)
(C.B. Josephson, N. Jetté, 2017). Puck adhdpeKTUBHBIX pac-
CTPOVCTB ITPY SMMJICTICUY TToBbIIaeTcs B 3—10 pas; nenpec-
cust BeTpevaeTcst ¢ yactoTtoit 23,1 % 1 Bblllie; MaHMAaKaIbHbIC
saBieHus — 12—22 %; TpeBoxHOe paccTpoiicTBo — 22,8 %
(C.B.Josephson, N. Jetté, 2017). ITo maHHBIM APYTUX aBTO-
POB, PacCIpOCTPaHEHHOCTD ACTIPECCUM U TPEBOTH Y Al -
€HTOB ¢ armternicueit BappupyeT oT 20 10 55 % (T. Alsaadi
U coaBT., 2015); 6osee BbicoKa Mpu (hoKaJIbHOM (0COOEH-
HO BUCOYHOI), YeM IPU TeHEPATM30BAHHOM SITUJICTICUM
1 Haubosee Bbicoka (10 50 % u BbIlIIE) IPU CTPYKTYPHOI
BHMCOYHOI armwienicuu. O01ast pacipocTpaHEeHHOCTh IICU -
X030B IPU 3NUJIeIIcny oneHnBaeTcs B 5,6 % (B. de Toffol
U coaBT., 2020). UHTepuKTaabHbIe ICUX03bl BCTPEYAIOTCS
MIPY SMUJICTICUU C YacTOTOM 5,2 %, Ipy BUCOYHOM 3IIH-
JICTICMM WX YacTOTa JOCTUTAeT 7 %; MOCTUKTAIbHBIN IICU-
x03 BcTpeuaeTcs B 2 % ciaydaes (C. B. Josephson, N. Jetté,
2017; H.C. Lee u coaBr., 2023). JINUHOCTHBIC HAPYILIEHUS
ObLIY BBISIBJIEHBI Y 4—38 % MallMeHTOB IIPU SITAJICTICUM
B LIEJIOM; CYMLIUAQIbHbIE SBJICHUS (CyULIMAATbHbIE MO~
MBITKU U 3aBEPIISHHBIN CYWLMA) BCTpedyaauchb B 5,0—
14,3 % cnyuaeB (C.B. Josephson, N. Jetté, 2017; H.C.
Lee u coaBr., 2023). ArpeccuBHoe noBeneHue kak [19 ADI1
BCTPEYAETCS C YaCTOTOM, nocturaroiieit 16 % (1 ocobeHHO
4acTo B CBSI3U ¢ TTprieMoM Takux ADII, Kak jeBeTrpalieram,
TonuMpamar 1 3oHucamun), o MmHeHuto C.C. Hansen u coaBT.
(2018).

B netckoit monmysisiiiuy pacpoCTpaHEHHOCTh TICUXM -
YeCKMX HapylleHWI TIPK 3NUJIeTICHU Bbicoka. 1o qaHHbIM
nonyasguuoHHoro uccienoBanus Children with Epilepsy
in Sussex Schools (CESS), npoBeaeHHoro B Benukoopu-
tanuu, y 80 % nmeteil ¢ anuiencueli ObUIU BBISIBICHBI TI0-
BeIeHYECKHUE M/WJIM KOTHUTMBHBIC pPacCTpoOiCTBa,
y 40 % — uHTeJUIeKTyalbHble HapyleHus, y 33 % — cuH-
IpoM nedurrura BHUMaHMS C TUIEPAKTMBHOCTHIO,
y 21 % — aytuctuueckoe paccrpoiictBo (C. Reilly u coaBr.,,
2014).

[Ipennonaraercs CyleCTBOBAHUE IBYCTOPOHHUX CBSI-
3eil MexXIy pacCTpoCTBaMU HACTPOECHMUST, ICUXOTUYECKU-
MM HapyLIIeHUSIMM M SIWICTICUEH: KaK IICUXMYECKUe Ha-
pYIIEHUs Yallle BCTPEYAIOTCS MPU SIMUICIICUM, TaK
U 3MUJICTICHS Yallle BCTpeyaeTcs MU MCUXMYEeCKUX 3a00-
nesanHusx (C.B. Josephson, N. Jetté, 2017; H.C. Lee u co-
aBT., 2023).

B oTHOIIEHM TeHETUYECKOM 3TUOJIOTUM BITWICTICUN
aBTopsl U3 Kutas (Z. Qiu u coasnr., 2025) 0600111111 re-
HETUYECKHME ¥ XPOMOCOMHBIE HAapyILIEHsI, KOTOPbIE MOTYT
OOBSCHSTH pa3BUTHE TICMX03a TIPU STUJICTICUH.

Bo3MoxKHBIE reHeTHYeCKHE MPHYMHBI ICHX03a
npu dmunencud (Z. Qiu u coasr., 2025):
1. MyTrauuu B reHax:

e ADK! nenenust;

e CNTNG6 nenenus;

e CNTNAP2 rarioHe[oCTaTOYHOCTb;

o PCDH19-GCE mucceHc/nenenmsi.
2. XpOMOCOMHbBIE aHOMAJTUH:

e 15q13.3 geneuus;
17q12 menewus/oyTIAKAaIus;
12p13.33—p13.32 neneuns;

e 22ql1.2 neneums.
3. [eHeTMYECKME TTOTUMOP(PU3MBI:

e TPH22154570625;

e COMT? 154680;

e MTHFR* C677T.

'ADK — aneHO3MHKMHA3a.

2TPH2 — tpunTodaHrnapokcuiasa 2.

3COMT — katexon-O-MeTunTpaHcdepasa.
‘MTHFR — MeTunenTeTparuapodonaTpeyKTasa.

B oTHOIIEHUM CTPYKTYPHOM 3TUOJIOTUM SMWICTICUU
HMeeT 0co00e 3HaUYCHUE JIOKAIU3alus CTPYKTYPHOTO
(M SIUJIETITOreHHOr0) o4Yara B Me3UajlbHbIX BUCOYHBIX
CTPYKTYpax M JUMOWYECKON crcTeMe (BKIItoYasi TUIIITO-
KaMIT ¥ MUHIAJIEBUITHOE TEJIO, TAK KaK 3TU 30HBI CBSI3aHBI
¢ peryJsiuueit aMouuii). Jdenpeccus v Icuxo3 yallle BCTpe-
YaroTcs MU (POKATBHBIX (hOpMaX, YeM I'eHepaTu30BaHHBIX,
1 Yallle TIPY BUCOYHBIX, YeM ITPU BHEBMCOYHBIX.

B ToM uucie nenpeccust BeIsiBiIsieTcs 6onee yeM 'y 50 %
MauueHToB ¢ BucouHoit anuierncueit (T. Alsaadi 1 coaBr.,
2015).

XoTs IaToreHe3 MCUXUIEeCKUX HapyIIeHUI TP ST -
JISTICMM B HACTOSIILIEE BPEMSI HEIOCTATOYHO U3YYeH, CUM-
TaeTcs, YTO BaXKHOE 3HAYCHUE MMEEeT HapyllleHre MeTabo-
JIM3Ma MeIuaTopoB (raMMa-aMUHOMAC/IsTHasE KUCIoTa
(TAMK), rimyramar, cepoTOHUH, 10(paMiH), KOTOPOE MO-
JKET OBITh CBSI3aHO KaK C OCHOBHBIM 3a00JIeBaHUEM, TaK
u c 19 ADII.

Puck mncuxumyeckux HapylIeHMI B 1I€JIOM BBIIIE
MPY TICUXUYECKUX M KOTHUTUBHBIX HAPYILICHUSX B aHAM-
He3e 0OJIbHOTO.

OnpeneneHHoe 3HaueHUEe (0OCOOEHHO B Pa3BUTUU Je-
MPECCUBHBIX M TPEBOXHBIX PACCTPOMCTB) UMEIOT COLIM-
aJIbHbIC U IICUXOJIOTUYECKUE (haKTOPHI (BIUSHIE XPOHU -
YecKoro 3a0ojieBaHMs, CTUIMa, HENpeaCcKa3yeMOCTh
MPUCTYTIOB U Ap.).

Kaxkyto ponb urpator ADII npu ncuxmuueckux Hapy-
LIEHUSIX Y MalueHToB ¢ anuiencueit? ADII Moryt ycyry-
OJIITh WM BBI3BIBATH IICUXUYECKUE HAPYIIEHUS, BO-TIEP-
BBIX, 3a CYET HEJIOCTAaTOYHOrO TepameBTHYECKOIO
addekTa nNpu 3MUIETICUM WIK arrpaBallud, OCOOEHHO


https://www.ncbi.nlm.nih.gov/pubmed/?term=Alsaadi T%5BAuthor%5D&cauthor=true&cauthor_uid=26448591
https://www.ncbi.nlm.nih.gov/pubmed/?term=Alsaadi T%5BAuthor%5D&cauthor=true&cauthor_uid=26448591
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Tabdmuna 1. Pacnpocmpanennocms ncuxu4eckux KOMOPOUOHbIX paccmpolicme npu SnUAencuU, acCoOyUUpo8anHbie (pakmopsl U NAmMoPU3U0A0Us.

(C.B. Josephson, N. Jetté, 2017)

Table 1. Prevalence of psychiatric comorbid disorders in epilepsy, associated factors and pathophysiology (C.B. Josephson, N. Jetté, 2017)

Frequency of occurrence in epilepsy

Comorbid mental disorders

Hemnpeccus: 23,1 %.
Manusa: 12,2 %.

. IMocTukTanbHass MaHUs/TUTIOMAHUS:
PacctpoiicTtea

HACTPOEHHS

Mood disorders Depression: 23.1 %.

Mania: 12.2 %.
Postictal mania/hypomania: in 22 %
of hospitalized patients

TpeBoxkHOE paccTpoii-
CTBO
Anxiety disorder

22,8 %

WHTepuKTaIbHBIMA IICKx03: 5,2 %;
IPY BUCOYHOM smmtericun — 7 %.

INcuxo3 .
IMocTuKTaIBHEIN TICHUX03: 2 %

Psychosis
epilepsy — 7 %. Postictal psychosis: 2 %.

4—38 % B 11eJIOM TIPY STTWICTICUA
4—-38 % overall in epilepsy

JInuHOCTHBIE HAPYIIEHUS
Personality disorders

CyI/IHI/I,Z[aJ'IbHLIC SIBJICHUS
(cynmmaabHbIe O~
IIBITKU U BaBepH.ICHHHﬁ
CyMLM)

Suicidal phenomena (suicide
attempts and completed
suicide)

5-14,3 %

y 22 % rocnuTaa3vpOBAHHBIX MAIIMEHTOB

Interictal psychosis: 5.2 %j; in temporal lobe

Pathophysiology (hypotheses) and associated factors

JIBycTopoHHssI CBsI3b. CTpyKTypHast (hoKaIbHas ST~
Jienicus (0cobeHHO BUcouyHas ). JIuchyHKIIMS BUCOYHOM,
0opOUTO(PPOHTATTLHOM 1 HIDKHE (POHTAIBHOMN
obsacreit Mmosra. Cturma
Bilateral communication. Structural focal epilepsy (especially
temporal lobe). Dysfunction of the temporal, orbitofrontal,
and inferior frontal regions of the brain. Stigma

Atpodus amurnanel. TAMKeprudeckuii MexaHU3M.
Crurma. Hempenckasyemoctb mpucTynoB. Hegoctatok
00pa30BaHMsl, HEJO0CTaTOYHAs MHGOOPMUPOBAHHOCTD
Amygdala atrophy. GABAergic mechanism. Stigma.
Unpredictability of seizures. Lack of education, lack of awareness

JIBycTOpOHHSISI CBsA3b. HapyliieHus1 Ha ypoOBHE MOCTCUHAT -
TUYECKUX T0(PaMUHOBBIX PEIIETITOPOB. YCUIEHHE METab0-
JIM3Ma TaMMa-aMMUHOMACISIHOM KUCJIOTHI. AGCppaHTHI)IC
CUHANTUYECKHNE KOJIbLIEBbIE CBSI3U HAa YPOBHE 3y0UaTOrO
sapa CA3—CAl. AyTouMMyHHbBI€ 3HIIE(DaTUTHI (aCCOLIMM-
poBaHHble ¢ NM DA u antu-LGI-1-anturemamu®)
Bidirectional communication. Disturbances at the level
of postsynaptic dopamine receptors. Increased metabolism
of gamma-aminobutyric acid. Aberrant synaptic ring connections
at the level of the dentate nucleus CA3—CAIl. Autoimmune
encephalitis (associated with NM DA and anti-LGI-1 antibodies*)

HewusBecTHBI
Not known

PaCCTpOfICTBa HaCTpOCHUS. CyI/IL[I/I,Z[aJ'IBH])Ie TIOIIBITKH
B IIPOLIJIOM
Mood disorders. History of suicide attempts

* AymoummyHHblil SHUeparum, accoyuuposannviil ¢ anmu-LGI 1-anmumenamu, npedcmasasiem coooi peoKyro (hopmy Aumou4ecKoeo
SHYegaruma, KOMopbulil XapaKmepusyemcs: KOCHUMUGHbIMU HAPYUEHUSMU, NCUXUYECKUMU PACCMPOLicCmeami, (payuoopaxuanbHoimu
OUCMOHUYECKUMU NAPOKCUIMAMU, UH020A OUAAMEPANbHBIMU MOHUKO-KAOHUMECKUMU INUAENIMUMECKUMU NPUCMYNAMU U 2UNOHAMpPUeMUeL].
*Anti- LG1 1 antibody-associated autoimmune encephalitis is a rare form of limbic encephalitis characterized by cognitive impairment, psychiatric disturbances,
Jfaciobrachial dystonic paroxysms, sometimes bilateral tonic-clonic seizures, and hyponatremia.

TP SMWICTITUIECKUX SHIE(DATONaTUsAX — 3a00IeBaHUSIX,
IPY KOTOPBIX SMWIENTU(HOPMHAsS aKTUBHOCTh CaMa I10 ce-
0¢ BBI3bIBACT Pa3BUTHE KOTHUTUBHBIX M TICUXUYSCKMUX Ha-
PYILIEHUI CBEPX TeX, KOTOphle 0OYCIOBJICHBI JIeXKaIlei
B OCHOBE 3MUJICTICUM TpU4MHOi1. Bo-BTopbix, ADII moryT
BBI3BIBATh Pa3BUTHE IICUXUYECKUX HAPYIICHUI 0€3 CBSI3N
C TepPaneBTUYECKMM JICUCTBUEM — T. €. BhI3bIBATh HEXKeEJIa -
tesbHble 119, Jlexalnre B ©X OCHOBE MeXaHU3MbI HEJIO-
CTaTOYHO M3ydeHbl. OTYACTH OHU CBSI3aHBI C MEXaHU3Ma-
MM ITPOTHBOSNUJICIITUIECKOTO ACHCTBUS IIPEapaToB.
Hanpumep, noseiiieHue aktuBHoct TAMK (6apou-
TypaThl, 06H301Ma3eTMHOBbIC TPOU3BOIHEIC, TOITMPAMAT)
MOXET BBI3BIBATh CHIDKEHIE aKTUBHOCTH, pearipoBaHUsI.
[IpemapaTsl, CHIKAOIIKME YPOBEHDb CEPOTOHMHA (HAIPH -
Mep, 6apOUTypaThl), MOTYT BbI3bIBATh Ierpeccuio. [To mHe-

Huto aBTopoB u3 IlIBeuuu u Hopsernu (C.C. Hansen
u coaBT., 2018), B OCHOBE arpecCMBHOIO MOBEACHUS
ripu iprieMe ADII iexaT HeiipoMeaaTopHbIe MEXaHU3MBI:
CHIDKEHME YPOBHSI CEpOTOHMHA (JIEBeTHpAlleTaM); U3Me-
HEeHUe aKTUBHOCTH ITyTaMmara 3a cueT BaussHus Ha AMPA-
peLenTopsl (IepaMITaHe1, JIeBeThpaleTaM, ToIpaMar).
IIpu 5TOM Kak MOBBIIIEHUE, TaK U CHIDKEHUE (DYHKIIUU
AMPA-pe1ieniTopoB MOXeT BbI3bIBaTh arpeccuio. Kpome
TOTO, MHTUOMPYsT apoMaTa3y ((pepMeHT, IIpeBpallaroIIMii
TECTOCTEPOH B 3CTPAIOI), JIeBETUPALIeTaM ITOBBIIAET YPO-
BEHb TECTOCTEPOHA, YTO MPUBOIUT K CHUKEHMIO aKTUBHO-
CTU cepoToHUHA U TiposiBieHuto arpeccum (C.C. Hansen
U coaBT., 2018).

Cpenu ADII nmocnenHero MoKoJjeHus JIeBeTUpaleTaM
U 30oHUcaMun noctoBepHo (p <0,001) vaime apyrux
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MpEIapaToB BBI3BIBAIOT IICUXUATPUUYECKUE U TTOBEICHYE-
ckue I19 kak y B3pocabix (B. Chen, H. Choi u coasr.,
2017), Tak n y geteii u moapoctkoB (B. Chen, K. Detyniecki
U coaBrT., 2017). K ¢axkTopam, NOBBIILIAIOIIUM PUCK pa3-
BUTHS TTOBeneHUeckux [1D y nereii M MoapOCTKOB, OTHO-
CUJIUCH MICUXUYECKHE PACCTPOMCTBA B aHAMHE3¢ — ITOBBI-
meHue pucka B 1,7 paza (p <0,006); abcaHCHBIE MTPUCTY-
bl — TTOBBIIIEHUE prcka B 2,06 pa3a (p <0,001); dhapma-
Kope3ucTeHTHas smwericus — B 3,19 paza (p = 0,001); 106-
Has amwtenicus — B 1,8 paza (p = 0,027). I1pu aToM aBTO-
pPBl OTMETHMJIM, YTO CHMXKCHME O3Bl JIeBETHUpalleTaMa
MpUBOIMIIO K TipekpatneHuto 1D y momosuns! (51 %) ne-
Tell ¢ SMWIETICUEi, B TO BpeMsI KaK CHIDKEHUE T03bI 30HHU -
caMuIa — He MPUBOIMWIIO K MPEKpalleHUIO ICUXUATPH -
yeckux [1D B 85,6 % cayuaeB (B. Chen, K. Detyniecki
U coaBT., 2017).

HexoTtopbie aBTOPBI CBA3BIBAIOT arpecCUBHOE TOBE-
JIeHWe TIpY TIpYeMe TolMpaMara ¥ 30HIcaMuIa ¢ MHTUOM-
poBaHKMEeM KapOoaHTHIpa3bl U IIPOSIBJICHUEM MeTa0oJ -
yeckoro annposa (M.J. Brodie u coasr., 2016). OgHako
arpeccys Ipy NpYMEHEHUH CaMOTO MOIITHOTO MHTMOUTOpa
KapboaHruapasbl 7-ro Tuma — tonupamata (C. Temperini
U coanT., 2007) uMeeT uHBepTUpOBaHHYIO — U-00pa3s-
HYIO — KPUBYIO 3aBUCUMOCTH «03a—peaKLMs», T. €. HU3-
Kue 1036l Tonupamara (100—300 Mr) ycumBaau arpeccuio,
a 0oJsiee BeicokuMe 10361 (400 Mr), HA0OOPOT, IEMOHCTPU-
poBanu aHTuarpeccuBHoe aelicrsue (S.D. Lane u coaBr.,
2009). 151 HaMMeHee CeJIEKTUBHOIO U CUJIbHOTO MHTHUOM -
Topa KapboaHruapasel — anetazonamuna (C. Temperini
U coaBT., 2007), umeroliero mmpokuii cektp 13 co cro-
POHBI LIEHTPAJIbLHOI CUCTEMBI, arpecCcysl He SIBJISICTCS TH-
MUYHON MU OXUIAaeMOM peakuueil (MHCTPYKLUS IO
npenaparty FDA, 2025). OgHako 1j1s camoro ¢j1aboro uH-
ruouTopa Kapo6oanruapassl (C. Temperini 1 coaBrT.,
2007) — 3oHMCcaMMIIa — B IUTEpaType BCTpevyaloTcs MOBTO-
PSIIOIIMECST COOOIICHUSI O PAa3BUTHM TICUX03a U arpeCcCUm
(J.R. White u coaBt., 2010). A mist HauboJiee CUIBHOIO
U CeJIEKTUBHOTO MHTMOMTOpa KapboaHruapassl I1 Tuma —
cynsruaMa (C. Temperini u coaBr., 2007) moJrydeHbl JaH-
HbIE MCCIICIOBAHMI, TTOKA3bIBAIOIIUX €TI0 OJIarOIPHUSITHHIC
a¢dekThl Ha oBeAeHUe. [1Ba paHIOMU3UPOBAHHBIX CPaB-
HUTEJIbHBIX MEPEKPECTHBIX IUIAle00KOHTPOIUPYEMBIX
HCCIICIOBAHMS TIPOIEMOHCTPUPOBAIY CIIOCOOHOCTh CYJIb-
THaMa CHUKaTh arpeCcCUIO Y TUIIEPaKTUBHOCTD Y TalleH-
TOB C YMCTBEHHO OTCTAJIOCTBIO, B TOM YKCJIe O6€3 IUIIeTI-
cuu (C. Davico u coaBnT. 2018).

Taxoxe B OCHOBE IICUXMYECKMX HAPYIIEHUI MOXET Jie-
3KaTh BBIPAXKCHHBIN TepaleBTHYeCKuii 3 dexT mpu amu-
JIETICUM, W TOCTUXEHUE PEMUCCUN MOXET IPUBOIUTH
K TIOSIBJICHMIO TICUXWYECKUX HapyIIeHU (CUHIPOM Ha-
CWJIbCTBEHHON HOpManuzauuu Jlanmonsra).

C apyroit CTOPOHBI, B OCHOBE 0JIATOIPUSITHOTO BJIKSI-
Hus ADIT Ha Icuxu4yecKyto cepy MOKET JeKaTh BbICOKUI
TepareBTUIecKUit 3(p(EKT MpU dMUaAencum (0COOEHHO 3TO

kacaetcst ADI, BBICOKO((EKTUBHBIX B JIEYEHUN Pa3HBIX
SIUJIENITUYECKUX dHIIe(haTIoNaTii, TaKMX KaK CyJIbTHaM
Mpu dHLedaIonaTusIX co Craik-BOJTHOBON aKTUBALIUEH
BO CHE, BUTa0aTpUH IPU CUHIPOME MHMaHTUIbHBIX ST~
JIENITUYECKUX Cra3MoB M ap.). JInbo ke GiaaronpusiTHOE
BusiHue ADIT Ha mcuxuyeckyto cepy Bo3HUKAET Oe3 CBSI-
3U C TepaleBTUYECKUM JACHCTBUEM MperapaToB — 3TO Tak
HasbIBaeMble «kenaTesibHble» [19. Ux MexaHu3MBbl Takxke
HeIoCTaTOYHO u3ydyeHbl. [IpenapaThl, MOBBIIIAIOIIUE YPO-
BEHb CEPOTOHMHA (HarpyMep, JAMOTPUIKIH), UTPAIOT POJIb
CTabMIM3aTOPOB HACTpoeHMsl, a mpenapatsl ¢ TAMKepru-
YeCKUM MEeXaHU3MOM (Hampumep, 0eH30a1a3eIMHOBbIE
MPOU3BOJHBIE) MOT'YT OKa3bIBaTh AHKCUOJUTUIECKOE ACii-
CTBHE W CHIXaTh ypoBeHb TpeBoru (H. Mohler, 2006).

Ipumepsl «<keaatesbubix» 11D ADIT:

e  CyJbTHMAM: yMEHbBIIIAeT BHIPAXKEHHOCTh aITHOA CHA
TpU COYETAaHUU SMWICTICUY U alTHOD CHa — 3Ha-
YUTEIPHO CHIKAET YacTOTy HapyIIeHWA JbIxa-
HUST BO CHE W YJIydlllaeT HOYHYIO OKCUTEHAIUIO
(p <0,001) y maniueHTOB C yMEPEHHbIM WJIMU TSI-
KeJibIM anHo? (J. Hedner u coaBr., 2022);

®  JTAMOTPUWIXWH, KapbamaselH, OKCKapOa3ernuH,
BaJILITPOAT: OKA3bIBAIOT aHTUACTIPECCUBHBIN (-
(ext, ABIAIOTCS CTAaOMIM3aTOPaMU HACTPOCHUS
(V.V. Kalinin, 2007; M. Mula, J.W. Sander, 2007);

e cynbruaM: 3(pdHeKTUBEH B KOPPEKIINU TTOBEACH-
YECKUX PACCTPOMCTB TIPU IMUJIETICUM, YMEHb-
IaeT BBIPAKEHHOCTh TUMEPKUHETUYECKOTO
noBeficHYsI, 3(PdEKTUBEH B JICYEHUM CUHAPO-
Ma nedunMra BHUMaHUST M TUIEPAKTUBHOCTU
(U. Stephani u coasnrt., 2009; Y. Topgu u coaBT.,
2021, K.}O. MyxuH u coasr., 2024);

e [epaMIlaHeN: YJIydllaeT COH y MallueHTOB C CO-
YeTaHWEM JMWICTICUM W HapylleHus cHa (Tpu
npueMe nepes CHOM);

e ADII c TAMKepruueckum MexaHU3MOM (Bajib-
npoart, 6apouTypartsl, 0EH30AMA3ETIMHBI) COYETa-
0T TIPOTUBOCYIOPOXHBIE U AHKCUOJIUTUIECKIE
CBOIICTBa W YMEHBINAIOT TPOSIBJIEHUS] TPEBOTU
(H. Mohler, 2006).

HenpeccuBHble paccTtpoiicTBa Kak 119 ADII uaie
pa3BUBAaIOTCs B CBSI3U ¢ TIpueMoM ADII, KoTopbie OKa3bl-
BalOT BJIUSHME Ha CEPOTOHUHOBBINI OOMEH (CHMXEHUE
YpOBHSI cepoToHUHA) U uMeroT TAMKepruueckoe aeiict-
Bue. M. Mula u J.W. Sander (2007) paznenunu ADII Ha 3
TPYIIIHI 110 PUCKY pa3BuTus aenpeccun: 1) ADII ¢ Hanbo-
Jiee BBICOKUM pucKoM (>10 %): 6apouTypathl, BUrabar-
PYH, ToIIMpamar; 2) IpOMEeXYTOYHBII PUCK: 30HUCAMUIL
(7 %); puck (<4 %): Tuaradbux, JeBeTUpaneram, deada-
Mar; 3) Hu3kuii puck (<1 %): peHUTONH, STOCYKCUMMII,
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JIAMOTPUJIKMH, MperadajiiH, rabareHTH, KapoamasenyH,
OKCKapOa3eInuH, BaJbIIpoart.

Hexoropsle mpenapaThl U3 TPYIIILI HU3KOTO pUCKa
10 Pa3BUTHIO ACTIPECCHU UTPAIOT POJIb CTAOMIU3aTOPOB
HACTPOCHUS U MPUMEHSIIOTCS B JICYCHUU METTPECCUBHBIX
1 OMIIOJIAPHBIX PACCTPOMCTB (JIAMOTPUIKUH, BaJIbIIPOAT,
Kapbama3zernuH, okckap6aszenuH) (V.V. Kalinin, 2007).

B nanbHefeM psia aBTOPOB YKa3bIBaloOT Ha 00Jiee BbI-
COKMIA pUCK pa3BUTUS ACTIPECCHUHM TIPU MPUEMe TiepamIia-
HeJsa. B 0030pe pe3y/IbTaToB 3 KIIMHUYECKUX UCCIIeI0Ba -
Huit ¢assl 11 (F Rugg-Gunn, 2014) u B uccieqoBaHuUsIX,
MPOBOAMMBIX B KiIMHUUYecKoi mpakTuke (B.J. Steinhoff
u coaBT., 2014; A. Rohracher u coasr., 2016), gaiie cooo-
LIAETCS O CITyYastX ISMPECCUU U aTrPeCCUBHOCTHY MPU ITpUMe-
HeHuu 10361 12 M1, yueM MeHee Bbicokoii 103bI (Ettinger A.B.
U COaBT., 2015). Puck ncuxuarpmyeckuix [19, Bapbupyommx
OT JIETKOM JIETIPECCUM 10 arPpecCUM U CYMIIUIAIBHBIX I10-
MBITOK, BHIIIEC IIPU IIpUeMe IepaMIiaHena y HalueHTOB
C ICUXWYECKMMU HapylieHusIMU B aHamHe3e (A. Rohracher
U COaBT., 2016).

ArpeccuBHoe noBeaeHue Kak 1D ADII vame BcTpe-
yaeTcs Mpu mpueMe JeBeTupauerama (¢ yactoroi 10—
16 %), HanbOoJIee BICOKMIA PUCK OTMEYEH JUTS TiepamIia-
HeJla U TonmupamaTa. Takke MOTYT BBI3bIBaTh arpecculo
OeH3oaMa3enuHbI, OpuBapaleTaM, heHobapOuTal, BUra-
0aTpuH, 30HUCAMUI, TUarabuH, a y aeteil — peHobapou-
TaJl, BaJblpoat, 30HUCcaMul, radbaneHTMH. beHnoauasze-
IMMHOBBIE IIpernapaThl — aJJIOCTEPUYECKME arOHUCTHI
T'AMK,, ¢ oaHo#t CTOpOHBI, 3¢ GEKTUBHDI B JIEYEHUH ar-
peccuu, OMHAKO MOTYT BBI3BIBAaTh MapagoKCaabHbIN 3¢-
dexT (arpeccusi, pa3apaxuTeIbHOCTb, BpaXIeOHOCTb),
0COOEHHO y MOXUJIBIX U Y MAIlMEHTOB C YMCTBEHHOM OT-
cranoctbio (C.C. Hansen u coaBr., 2018).

ITo muenuto C.C. Hansen u coaBt. (2018), B ocHOBe
arpeccuBHoOro noseaeHust npu npueme ADII nexat Heit-
pOMEIMATOPHBIC MEXaHU3MbI: CHIKCHHUE YPOBHSI CEPOTO-
HMHa (JIeBETHpalleTaM); M3MeHeHEe aKTUBHOCTH TJTyTaMa-
Ta 3a cueT BiausgHus Ha AMPA-penenTopsl (repamIiaHen,
JIeBeTHpalieTaM, Torpamar). [1pu 3ToM KakK IOBBIIICHUE,
TaK ¥ CHIDKeHUE QYHKIMM JAaHHBIX PELIEIITOPOB MOXKET
BBI3BIBATh arpeccuio. ATpeCCMBHOE MOBEIEHME ITPY ITPH -
eme ADII yaiie BcTpeyaeTcst y My>KUMH; IJ1s KEHIUH 00-
Jiee XapaKTepHa pa3apaXuTeIbHOCTb. IlpenmnoaaraeMbimM
MEXaHM3MOM arpeccuu Ipy IpreMe JieBeTupaleraMma Mo-
KET OBbITh ITOBBIIIIEHNE KOHILIEHTPAIIUK TECTOCTEPOHA B CO-
YETaHUU CO CHIKEHUEM KOHIIEHTPAIIMU CEPOTOHMHA (Ha
YPOBHE TUIMINOKaMIla 1 MUHAAIEBUAHOTO Tena). TecTo-
CTEPOH BJIMSIET HA KOHILICHTPaLUIO CEPOTOHMHA, TPUBOIS
K YCWJICHUIO CBSI3bIBAHUS U CHIDKEHMIO aKTMBHOCTH I10-
cinenHero. IToBblllIeHWe KOHIIEHTPAIlMM TECTOCTEPOHA
00YyCJIOBJICHO MHTUOMPYIOIIVM BIIUSHUEM JIeBETUPALIeTa -
Ma Ha apoMartasy ((hepMEeHT, MpeBpalIarOIINii TECTOCTEPOH
B ocTpanron). [ToBeIIeHre KOHIIEHTPALMKM TECTOCTEPOHA
(1, BEpOSITHO, CHIDKEHME YPOBHSI 3CTPaaNoIIa) IPUBOIUT
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K CHMXKEHUIO CEPOTOHMHEPIUYECKOM aKTUBHOCTHU M I10-
apineHuto arpeccun (C.C. Hansen u coasr., 2018).

HenaBHo IpoBeneHHBIA CUCTEMAaTUYECKUI aHaIN3
49 TiaTesibHO 0TOOpaHHbIX uccieaoBaHuii (B.J. Steinhoff
u coaBT., 2021) moka3ayn cpeqHEB3BELIEHHBIE YACTOTHI
BCTPEYaEeMOCTH pa3apakuTeabHOCTU: 12,3 % — njist iepam-
maHena; 9,9 % — g neBetnpanerama; 5,6 % — g opu-
BapatietaMa, 3,1 % — misg TonupamaTa. Yacrora rHeBa:
3,3 % — s opuBapanerama; 2,5 % — [uis ieBeThparerama;
2,0 % — nmna nmepammnanena; 0,2 % — 1ojg TonmMpaMara.
Yacrora arpeccun: 4,4 % — nnsa nepamianena; 2,6 % —
JUTS JieBeTUpatieTama; 2,5 % — st opusaparietama, 0,5 % —
JIUTSI TOITMpaMara. ABTOPBI CBSI3bIBAIOT 3TH SIBJICHUS C aHTa-
TOHU3MOM B oTHoIeHUU AMPA-penienTopoB, KOTOPbIit
HauboJIee BHICOK y IepaMIiaHesia, yMEpeHHbBII — Y JICBETU -
paleTaMa 1 HauMeHee CJ1adblii — y TonmupaMara. MexaHu3-
MBI BOBHUKHOBEHMSI arpecCuu Ipu IIpUMEeHEHU OprBapa-
lleTaMa OCTalOTCS HEM3BECTHBIMM; JAHHBIN IIperapar,
KaK U3BECTHO, SIBJIIETCS CEJICKTMBHBIM BHICOKOA((MUHHBIM
JmraHgoM it SV2A, Ho He UMEET OIMCaHHOIO BO3ACHUCT-
Bust Ha AMPA-pelnienitopbl.

TormmpaMaT uMeeT MHOXKECTBEHHBII MEXaHU3M JCICT-
BMSI M BO3/ICKICTBYET HA MHOXECTBO MOJIEKYJI, B TOM YHCJIC
Ha MOTEeHIIMAI3aBUCUMBbIC HATPUEBBIC KaAHAJIbI, PELICITOPHI
T'AMK (TAMK,), peuentopsl AMPA/KanHaTHBIE peLeT-
Tophl 1 KapooaHruapasy (B.J. Steinhoff u coast., 2021).
B uccnenmoBaHusIx TonMpamMara Ha XXMBOTHBIX OBLTO ITOKa-
3aHO, YTO TEPEIHSIS TOSICHAs KOopa SIBJISIETCS KITIOYEBOM
00J1aCTBIO MO3I'a, B KOTOPOIi TOITMpaMaT MOXET OKa3blBaTh
JI0303aBUCHMOE BIIMSIHUE Ha arpeCCUBHOE Y aHTUCOLIMAITb-
HOE MOBeICHME, HA0I0IAeMOE Y JIIONIEH C IICMXOTUYECKUMU
paccrpoiictBamu (1. Chaibi u coasr., 2020).

B uccaenosanuu J.R. White u coabt. (2010), B KoTO-
poM 433 mauueHTa moyydyaayd 30HMCaMU, YacToTa ICU-
xuatpudyeckux [19, npuBoadIMX K OTMEHE IIpernapara,
npocturaia 6,9 %, mpu 3TOM YacToTa pa3BUTHS IETTPECCUU
nmocrurana 2,5 %, arpeccMBHOTO roBeneHust — 1,8 %, rcu-
x03a — 1,4 % u paznpaxurenbHocTi — 1,2 %. 3oHMCaMUL
0J1OKMpPYET MOTEHIIMATYYBCTBUTEIbHBIC HATPHUEBBIC
U KaJblIMeBble KaHaJIbl, a TAKXKE YCUIMBAaeT TOPMO3HOE
piusinue TAMK, ¢ yeM, mo-BUIMMOMY, U MOTYT OBITh CBSI-
3aHbI ero noseneHyeckue [19. 3oHucaMuI TakKe SBISIET-
Cs1 OTHOCUTEJIBHO O0JIee cJ1abbIM MHTMOUTOPOM KapOoaH-
ruapasbl. Bkiaaa aToro ¢bapMakogoruyeckKoro neicTBUs
B TepaneBTUYEeCKU 3 eKT 30HMCaMKIa HEU3BECTEH
(MHCTPYKUMS TT0 MpUMeHeHuIo 3oHucamuaa FDA).

B oTmumre ot 30HMCaMUIA Y TOIMpaMara CyJIsTHaM MMe-
€T 3HAYUTEJTLHO JIYUILUi IPOMUIIb IEPEHOCUMOCTH, M 4aCTO-
Ta OTMEHBI 13-3a HellepeHOCMMBIX [1D 1151 cy/isTHamMa HIKe
(M.S. Campos 11 coaBT., 2016). Takke ormicaHo COOCTBEHHOE
aHTHArpeCCUBHOE JCHCTBUE CYJIBTMAMA Y TallMEHTOB C KOT-
HuTUBHbIMU HapyeHusiMu (C. Davico u coasr., 2018).

Puck MOBBIIIEH NTPU TICUXUATPUIECKUX U KOTHUTHB-
HBIX HapyllIeHUSIX B aHaMHe3e 00JbHOro. B ToM uucie
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arpeccusi Bctpedaetcs y 60 % maiureHTOB ¢ YMCTBEHHOM
OTCTaJIOCThIO (HE3aBUCMMO OT HAJIWYUS SIMICIICUHN)
(C.C. Hansen u coaBr., 2018). Takzke, 1o MHEHMIO aBTOPOB
u3 IlIBeuun u HopBeruu, pakropamu pucka pa3BUTUS
arpecCBHOTIO MOBEACHMS ITPU SITMJICTICUHU SIBJISTIOTCST (hop-
Ma SMWIETICHH (Yallle arpeccusi BCTpedaeTcst Ipy (poKalib-
HOW JTOOHOM M abCaHCHBIX (hopMax) U Pe3UCTEHTHOCTD
SIMWIENTUYECKUX TIPUCTYIIOB K JiedeH110. CpOKH ITOSIBIICHMS
arpecCHBHOTO TMOBEACHUS BapbUPYIOT: IIPY BBEACHMM JIe-
BetupaneTama — ot <1 1o 3,6 Mec (V. Dinkelacker 1 coaBT.,
2003) wm 88 mueit (M. Mula 1 coaBr.); 11 iepaMIiaHesa —
oT 6 Hex 10 3—6 Mec; T TonmpamMaTa — 2 Mec (arpeccus,
addekTUBHBIE HapylleHus1, ncruxo3) (M. Mula u coaBrt.;
C.C. Hansen u coasr., 2018). I1pu aToM aj1 nepaMmaHe-
JIa ¥ TOIMpaMaTa BO3MOXHO YMEHBIIICHUE BHIPAXKEHHOCTH
arpecCHBHOIO ITOBEACHUSI IIPY CHYDKEHUY TO3bI U MEIUICH -
HOW TUTpaIuu: Icuxuarpuieckue I1D vaie peructpupy-
I0TCS TIpU A03e¢ 8—12 Mr; oj1 TonmupamMaTta IMosiBJIeHue
arpeccuy BO3MOXHO IpU J1000i 103e, HO MeIJICHHAs
TUTpALUs CHKAET PUCK, Y IPY CHUKEHUU TO3bI BO3MOXK-
Ho ynyuiieHue (C.C. Hansen u coasr., 2018).

IIcuxornueckue pacctpoiictBa kKak [19 ADII vaiie
OITMCBIBAIMCH, 110 JaHHBIM JIUTEPATYphl, Ha OHE Jieue-
Hus TonupamaToM (A.M. Kanner u coanr., 2003; N. Adachi
u coasT., 2019), nesetupaneramom (E. Kossoff u coasr.,
2001; S. Kayani, D. Sirsi, 2012; T. Kikuchi u coaBr., 2013;
Y. Calle-Lo6pez u coaBr., 2019; M. Esang u coasr., 2018),
3TOCYKCUMUAOM U BurabatpuHoMm (M. Trimble, 2002;
D.E Levinson, O. Devinsky, 1999; P. Weber u coaBr.,
2012); pexe — nipu npueme 3oHrucamuga (M. Abdoh u co-
aBT., 2011; M. Hirose u coasnr., 2003; C.I. Akman u coaBr.,
2003) u nepammnanena (A. Sulais u coant., 2024; Y. Fuji-
wara 1 coaBT., 2025). [1epBblit onMcaHHBIN B TUTEepaType
clyyait mcuxo3sa B ¢Bs3M ¢ nipuemom ADII 6wl acco-
LIMMPOBaH C MPUEMOM 3TOCYKCHMMMIA U ONYyOIMKOBaH
dpanmysckum ucciaenonateseM G. Roger B 1968 T
B manpHeiiiem ciryyau Icuxo3a Ipy MprueMe 3TOCYKCH-
MuAa ObUIM ONMUCAaHBI LIeJbIM psimoM aBTopoB (J. Chien,
2011; M. Trimble u coanr., 2002; T. Yamamoto u coaBrT.,
2001).

ITo manHbiM N. Adachi u coast. (2019), ricuxos pas-
BWICS Y 5,8 % malMeHTOB, IPUHUMAIOIIMX TOIIMpPaMaT,
6e3 cBs3u ¢ go3oii npemnapara. ITo ganubeM Y. Calle-Lopez
u coasT. (2019), neBeTupalieTaM CTOUT Ha IMEPBOM MecCTe
Cpeny MpernapaToB, BEI3BIBABIINX IICMX03 110 MEXaHU3MY
HACWJIbCTBEHHOI HOpMaJIU3alliu.

OTtnenbHbIC CIydyad OMMCaHbl IPU MPUMEHEHUM Jia-
kocamuga (D. Chatzistefanidis u coast, 2013). Iy npyrux
MperapaToB MPOIICUXOTUYECKKME CBOMCTBA MEHEE XapaK-
TepHBI. JlaHHbBIE JIMTEPATYphl HEPEIKO MPOTHBOPEYMBEI.
Hamnpumep, J1aMOTPpUIXKUH OTHOCUTCS K IIpernapaTaM
¢ OJIarONpUSTHBIM BIMSIHUEM Ha ICHUXUYECKYIO cdepy,
B ToM umcie y aeteit (A. Aldenkamp u coabr., 2016). On-
Hako B padote N. Adachi u coast. (2019) 1aMOTpUIKUH
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HapsiIy ¢ TOMMpaMaToM ObLT OTHeCeH K HOBbIM ADII, Ha-
nboJsiee YaCcTo BhI3bIBAIOIIUM IICUXO03 IPU SIUJICTICUU.

OTHOCHTENIBHO TIOHSITEH TPOLIECC Pa3BUTHUSI TICUXO30B
npu npuMeHeHny BurabdatpuHa (E. Ben-Menachem u coasr.,
2011). Beayiuym 1 XOpoI110 U3ydeHHBIM MeXaHU3MOM JEICT-
BUS BUrabaTpyHa sieisiercss mHrnoupoBanue TAMK-TpaHc-
depasbl — hepmeHTa, KoTophblit paciueruisieT TAMK B cuHar-
ce. TakuM obOpa3oM, BUTA0ATPUH YBEJIMUMBACT KOJIUYECTBO
T'AMK B cuHaricax. Hecmotpst Ha To uto TAMK BbITIONHSIET
TOPMO3SILLYIO (DYHKIINIO, ee 001 3(PGhEKT AOBOIBHO CIOXKEH
13-3a 0cOOEHHOCTEl HelpoHHBIX Lerneit (puc. 1). TAMK mo-
3KET CIIOCOOCTBOBATh KaK BO30YKIIEHUIO, TAK M TOPMOXEHUIO
B 3aBUCMMOCTH OT HEMPOHHBIX CBS3CHA.

Korna TAMK-uHruounpoBaHue sIBsIETCS Ipeodianaro-
UM (haKTOpOM BIMSIHUSI TIOJIOCATOrO Tejia (CTpuaTyma)

Tonocatoe Teno /
Striatum

[nyTamar /
Glutamate

+

_\ TAMK /

GABA

SN ( ) < *
=/ 5

[nyTamar /
Glutamate

Puc. 1. Cxema TAM Kepeuueckux nymeii 6 cpednem mosee u nookop-
Kxoevix cmpykmypax (E. Ben-Menachem u coasm., 2011). IAMK—
eamma-amuHomacaanas kucroma, SN — substantia nigrum, yeproe
seujecmeo,; SC — superior colliculus, éepxuue xonmuku yemeepoxoamus
Fig. 1. Scheme of GABAergic pathways in the midbrain and subcortical
structures (E. Ben-Menachem et al., 2011). GABA — gamma-aminobutyric
acid; SN — substantia nigrum; SC — superior colliculus

Ha YepHYIO CYOCTaHLIMIO, THTUOMPOBAHWE BEPXHUX XOJIMM-
KOB YETBEPOXOJIMUST OCTa0EBaET, YTO IIPUBOIMT K BO30YXKIe-
HM10. COOTBETCTBEHHO, BBI3BAHHOE ITyTaMaToOM BO30YKIIe-
HHUE OT CTpUaTyMa K YepHOW CYOCTaHLIMM NPUBEIACT
K MHTMOMPOBAHUIO BEPXHUX XOJIMUKOB YETBEPOXOJIMUSI.
OnmHUM M3 0OOCHOBAHMIA 3TOTO SIBJICHUSI CITYXKUT Heil-
POHHBIA IIyTh B CPEAHEM MO3Te, IIPOXOISIIIIA Yepe3 YUSPHYIO
cyocranumio. HefipoHsl, 6epyliiye Hayaao B OJOCaTOM Te-
Jie, 00pa3yroT CUHAIICHI B YePHOI CYOCTAHIIM, T/Ie HAXO/sIT-
Cs1 HEMPOHBI, aKCOHBI KOTOPBIX HAIIPABJISIIOTCS K BEPXHUM
oyrpam deTBepoxoiamusi. [Tockonbky TAMKepruueckue
HEHPOHBI PACIIOIOXEHBI KaK B IIOJIOCATOM TeJIe, TaK U B Yep-
HOI1 cyocTaH1IMu, TToBbIieHre ypoBHs TAMK B ronocatom
Tesie Oyaet noasisitb TAMKepruyeckrie HeiipoHbI B YepHOI
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PYCCKUN

sy IETCKOM
HEBPOAOT' MU

CyOCTaHIIMM, YTO B KOHEYHOM UTOTe MPUBEAET K CHIDKEHUIO
YPOBHSI TOPMOXEHUST B BEPXHUX Oyrpax 4eTBEPOXOIMUSL.
TakuM 06pa3oM, KOHEYHBIM Pe3y/IBTaTOM ITepBOHAYATbHOM
TAMKepruueckoii iepegauy B JaHHOM LIS SIBISIETCS BO3-
oyxnenue. M3-3a atux cnoxHbix B3aumoneicteuii TAMK
IO-pa3HOMY BJIMsET Ha OIpele/IeHHbIe 00JIaCTU MO3ra,
YTO MPUBOIUT K PA3INIHBIM deKTam.

BBenenue BuradarprHa B 03¢ 50 MI/Kr/CyT MOBBIIIA-
eT ypoBeHb TAMK B cHMHHOMO3TOBOII XMAKOCTU
B 2—3 paza (3ToT 3(h(eKT coXpaHsIeTCsl Y MPU MPOAOLKEHUU
npuMeHeHus BurabatpuHa). I[lpy omHOKpaTHOM BBEACHUU
BUTabaTprHa KOHICHTPALIMS METa00IMTOB fohaMUHA U Ce-
pPOTOHMHA CHavaa yBeauuuBaercs Ha 100 %, a 3atem, de-
pe3 1 Mec JiedyeHusl, BO3BPAIAeTCs K UCXOAHOMY YPOBHIO.
ITosTomy, ecii malMeHTy Cpa3y Ha3HAYaroT MOJTHYIO Tepa-
MEBTUYECKYIO 03y BUTabaTpruHa, BO3MOXHO Pa3BUTHE IICH-
X03a Ha (hoHe TTPeKPaIeHUS IPUCTYIOB (TICKX03 B paMKax
HaCUJIbCTBEHHOW HopMau3alum). To ke camoe mpoucxo-
JIAT Y TIPY Pe3KOii OTMEHe BUrabaTprHa (IIOBTOPSIOIIUECS
TIPUCTYIIBI ¥ TIOCTUKTAILHBII IICHUX03).

Takoke U3BECTHO, YTO JITUTEILHOE IPUMEHEHNE BUTa -
OaTpuHa B CyOTepalleBTUYCCKON M03€ IpeayIpekaacT
TOBBIIIIEHUE YPOBHS 10(haM1Ha, BEI3bIBAEMOE KOKAMHOM
(W.K. Schiffer u coant. 2003).

COOTBETCTBEHHO, KOPPEKIIUS TO3bI WM ITPUMEHEHNE
AHTUTICUXOTUKOB (TajIoNepua0) 0OLIYHO OBICTPO yCTpa-
HSIET TICUX03bl, BeI3BaHHbIe BUurabarpuHom (T.N. Gatson
U coaBT., 2023).

Bompoc o ToM, moyeMy mpueM IpernapaTroB, KOTOPbIE
TEOPETUIECKH MOTYT BBI3BATh TICUX03, JIMIIb B HEOOJIBILION
YacTH CJTydaeB (PAKTUYECKY BBI3bIBACT IICUXOTHIECKHE HAPY-
IIICHMsI, He pellieH B HacTostiee Bpemst. DakTopbl pucka, Ko-
TOpbIE, 10 TaHHBIM Pa3HbBIX KCCIICIOBAHUIA, MOTYT BbI3bIBATh
MPEAPACIIONOXKEHHOCTb K Pa3BUTHIO TICMX03a Y MAlUCHTOB
¢ snuiaencueit npu npueme ADI ¢ IPONCUXOTUYECKUMU
CBOICTBaMM, BKJTIOUAIOT B TOM YMCJIE TICMXUIECKIE M KOTHH -
TUBHBIE HAPYILLICHMSI B aHAMHE3€ Y TUTITIOKAMITaIbHBII CKJIe-
po3 (E. Kossoff u coasr., 2001; M.C. Gustafson u coant., 2002;
S. Kayani, D. Sirsi, 2012; M. Mula u coaBr., 2003, 2004).
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CylIecTBYIOT pa3IMYHbIE TEOPUU O COOTHOIICHUH
SMWIETICUU U TICHX03a: 1) He3aBUCUMOE CoYeTaHMe 2 3a-
b6osneBaHuil ¢ pa3auuHbiM matoreHe3oM (E. Kraepelin);
2) couyeTaHMe 2 3a00JIeBaHU, UMEIOLINX €AUHYIO MaTore-
HETUYECKYIO OCHOBY, HalIpUMep, IMTaTOTeHHbIN TeHeTHYe-
CKMIi BapuaHT WJIM IIOPOK Pa3BUTHSI KOPBI MO3Ta
(E. Bleuer, G. Gruhle); 3) Teopust 6MOJIOrMYECKOrO aHTa-
TOHM3Ma MEXITy MPOMAYKTUBHOM IICUXOTUIECKOM CHUMIITO-
MAaTUKON M SMWICITUYECKUMHU TIpuctynaMu. [ocnenHsis
KOHIIEIIMs OblIa TIPEeACTaBlIeHa BEHIEPCKUM YUEHBIM
J. Laszlo Von Meduna B 1934 1. u, ¢ 01HOIT CTOPOHBI, CTa-
Jla OCHOBOI METO/IA 3JIEKTPOCYIOPOXKHOM Tepariu IIpu Tsi-
KeJIbIX (popMax AeNpecCUM U MCUX03a, a ¢ APYyro — o0b-
SICHUJIa BO3MOXHOCTh CYIIECTBOBaHMWSA (eHOMeHa
HAaCWJIbCTBEHHOI HopMasu3aruu JlaHoobra.

IMcuxo3sl (Kak ¥ apyrve TMCUXWYecKre paccTpoiicTBa
TIPY SITWJIETICKM ) TIO KX ITOSIBJIEHUIO ITO OTHOIIEHUIO K TIPH -
CTYITy IEJIATCS Ha MKTaIbHbBIE, IPEUKTATbHBIC, TTOCTUKTAIb-
HBIC ¥ UHTEPUKTAIbHBIC. VIHTEpUKTAIbHBIC Y TIOCTUKTAIb-
HbIE CHMIITOMBI YacTO BCTpPEYAIOTCS B KIMHUYECKOM
npaktuke. OqHaKO MICUXUIECKUE HapYIIIEHMs], BOSHMKAIO-
1€ HETIOCPEICTBEHHO B CBSI3M C PEMUCCHUEH SMWIIETICUH,
BcTpevaroTcs penko. K HUM 1 oTHocUTCsT (heHOMEH HaCKIIb-
CTBEHHOI HOpMayM3aiuu JlaHmobra.

Onpepenenue cheHomeHa JlaHponbTa

CHMHIpOM HaCWJILCTBEHHOI HOpManu3aiuu Jlanaonsra
(beHomeH JlaHAoJBTa) — 3TO KJIMHUKO-3JIEKTPOIHLIehaio-
rpacdryeckmii peHOMEH B BUJIE Pa3BUTHS Mcyxo3a (WJIU apy-
TUX TICUXUYECKUX, aD(EKTUBHBIX, TTOBEIEHYECKUX HapyILe-
HUii) Ha (OHE CIIOHTAHHO WJIM MEIUKAMEHTO3HO
BBI3BAHHOT'O TTOJABJICHUS SITICTITU(OPMHOM aKTUBHOCTU
Ha ajiekTposHLedantorpaMmme (B3I) B coueTaHnH ¢ MpeKpa-
IIeHNEM (VJIM 3HAYMTETbHBIM YPEKSHUEM) SITICIITUYCCKIX
npucTynoB. KimH14YecKue MposiBIeHsT Yallle XapaKTepr3y-
I0TCSI pa3BUTUEM IICHX03a (pa3HOBUIHOCTh MHTEPUKTAIBHO-
IO IICKX03a), OHAKO MOTYT UMETh U ipyroii xapakTep. CHH-
JIPOM MOXET OBITh OCJIOXKHEHUEM IPOTUBOSIMICIITUIECKOM
Teparuu Win, pexe, XMPypruuecKoro Je4eH s SIIETICHM,

DakTopbl pUCKA PA3BUTHSA NCHX03a, BbI3BanHoro npuemoM ADII, npu smuiencuu (E. Kossoff u coasr., 2001;

M.C. Gustafson u coasr., 2002; S. Kayani, D. Sirsi, 2012; M. Mula u coasrt., 2003, 2004):

e  JIeTCKHUI1 Bo3pacT. Puck Bhlllie y JeTeli, YeM Y B3POCIIbIX;

e  TIpeNlIeCcTBYIOLIME ICUXUUECKKME U KOTHUTUBHbBIC HApYyIIEHUs, B TOM YUCJe y AeTeil. PUcK Bhlliie y neTeit
C TIPEILIECTBYIOIINMHU MOBEAEHYECKUMU UIU KOTHUTUBHBIMU HapyiueHusMu (E. Kossoff u coabr., 2001;
M.C. Gustafson u coasr., 2002; S. Kayani, D. Sirsi, 2012);

e  TIOXWION Bo3pacT. PUCK BhlllIe Y TOXWIBIX;

e (baKTOpPHI, CBI3aHHBIE C AMUJIECITUYCCKUMU IIPUCTYIIAMMU:

—  (beOpUIbHBIE CYIOPOTY B aHAMHE3¢;
—  HaJIMYMe TOHMYECKUX U aTOHUYECKUX ITPHUCTYTIOB;
—  BBICOKas 4acTOTa IPUCTYIIOB;
e Me3uaJbHbIN BUCOYHBIN cKiaepo3 (M. Mula u coasr., 2003, 2004).
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OTIEJIbHBIC CITy9au OIMCAHbI IIPU CTUMYJISILIN OJTy>KIato1e-
ro Heppa. Yaille BcTpevaeTcs MpyU CTPYKTYPHOI (poKasTbHOM
(0COOEHHO BUCOYHOI) BIUIIETICUM, PeXe — MPU TeHepas-
30BaHHbIX opMax, BKJIIOYast UAMONaTUYECKYIO FEHEPaJIN30-
BaHHy10 anencuio (P. Wolf, 1991, 1985).

B oTimume oT apyryx sMWIeNTUYECKUX TICUX030B UH-
TEePUKTAJIBHBIN IICUX03 B paMKax (heHOMeHa HACHJILCTBEH-
HOIl HopMaJIu3alluy pa3BUBaeTCs MO KpaitHell Mepe uepe3
1 Hex TOCJIe MOJTHOTO MPEKpaIleHUs] KIIMHUYECKUX ST -
JIENTUYECKUX TIPUCTYIIOB 1/ WJIN 3HAYMTEIbHOTO CHIKCHMS
SNUAenTU(POPMHOI aKTUBHOCTU Ha DT, xapakTepusyercst
MTOJIMMOPGU3MOM KIIMHUYECKOM KAPTUHBI M 3HAUYNUTETbHBIM
VIAY4YIIeHUEM TICUXUYECKUX MPOSIBIICHUIA TIPU OTMEHE BBI3-
BaBuIero ncuxo3 npenapata (M.A. Kuccun u coanr., 2024;
Z. Qiuu coasr., 2025). OrmeHa ADII BbI3bIBaET yIydllieHUE
TICUXMYECKMX CHMIITOMOB TaKXe M B TeX CJIydasix, Koraa
nicuxo3 spisietcs 19 ADII, onHako npu 3TOM pa3BUTHE
TICHX03a HE COMPOBOXXIAETCS BHICOKUM TePareBTHUECKUM
a¢dpexrom ADIT B OTHOLLIEHUM AMUIEHTUYECKUX IPUCTYTIOB
W SOUJIETITU(DOPMHOI aKTUBHOCTU Ha DDI.

WUcTopusa nsyvyenus

CuHapoM OBUT ONMCaH IBEHIIAPCKUM HEBPOJOIOM
Heinrich Landolt (1917—1971) B 1953 . 1 Ha3BaH B YeCTh
MepBOOTKpbIBaTesl. M3yuass DI maimeHTOB ¢ IICUX030M
MPY BUCOYHOM SITUJICTICUU B TIPUIOTE JUTSI OOJIBHBIX C 31U -
nencueii B Lropuxe, Landolt Beimeana 2 rpyniibl NalydeH-
TOB. Y TTALIMEHTOB 1-i1 IPYIIIbI BO BPeMsI 3130/ IICKXO-
3a Ha DOl oTMeyanach BhIpaXXeHHas 3MUJICTITHYECKAs
aKTUBHOCTb, BO 2-1i rpymiie OOJbHBIX BO BpeMsI 3MU301a
MICUXUYECKUX HAPYIICHUI SMUJICITUIEeCKAss aKTUBHOCTh
orcyrcTtBoBajnia. H. Landolt Brickazan npeanoiaoxkeHue
0 TOM, YTO B IOCJICIHEN IPYIINe NallMeHTOB Ha0I0AaI0Ch
M30BITOYHOE MHTMOMPOBAHUE SITUICTITHYECKOM aKTUBHO-
ctu (super-normal braking action). OH mpeanoaoXu,
YTO B TaKUX CJIydasx HOpMajau3alus sSBJISIETCS U30bI-
TOYHOM, HaCUJILCTBEHHOM, (popcupoBaHHol (forced
normalization). ITo3xe H. Landolt moka3sa, 4To JaHHbBII
(eHOMEH BCcTpeuyaeTcs He TOJBKO NMpU (DOKaJTbHBIX,
HO U MPY TeHEePaIM30BaHHBIX (hOpMax SIUICTICUN.

OmHako ecTb MHEHHE O TOM, YyTo noutu Ha 100 set
paHee TepBbIi ciyvail (heHOMeHa HaCWJIbCTBEHHOI HOP-
MaJiu3aluy ObLT OIKMcaH HeMeLKUM TcuxuarpoM Heinrich
Hoffmann (1809—1894) B kHure “Observations on Mental
Disorders and Epilepsy”, oryonkoBanHoi B 1859 1. (E Bri-
g0, 2021). H. Hoffmann Gosiee u3BecTeH Kak MO3T U aBTOP
SIPKO MJUTIOCTPUPOBAHHOM KHUTH CTUXOB IS neTeit «Pac-
Tpema», win «Hepsixa [leTep», HalTMCaHHON UM JJTSI CBO-
ero 3-JeTHero chbiHa. Bo BKJIIOYEHHOM B 3Ty KHUTY CTH-
xoTBopeHun «Mcrtopus HeyromoHHoro ®uumma»
CONIEPXKUTCS TIEPBOE OINMCAaHKME B JIUTEpaType CUHIpOMa
JedulTa BHUMAaHUS ¢ TUTICPaKTUBHOCTBIO. TeM He MeHee
MEPBOOTKPHIBATEIEM CMHAPOMAa HACUJILCTBEHHOM HOpMa-
Jm3aiuu cuurtaercs Heinrich Landolt.
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P.L. De Jorio cymMupoBai KIMHUYECKUE MPOSIBICHUS
«HACUJILCTBEHHOW HOpMau3aluu JIaHmoabTa» B CTaThe,
OonyOJIMKOBaHHOM B 1965 T.

B 1965 r. Hemeukwmit icuxuarp Hubertus Tellenbach
(1914—1994) npennoxXu1 KIMHAYECKUI TEPMUH «aJIbTep-
HATMBHBIN TICUX03» — TICUXO03, IPUXOASIINIA Ha CMEHY,
T. €. SIBJISIIOIIUIACS aJIBTePHATUBOI SMUICITHYECKUX TP -
cTynoB. B To BpeMsI KaKk TepMUH «HACHJIBCTBEHHAsT HOP-
MaJiu3alus» SIBISIETCS KIMHUKO-3JIEKTPO3HIIehamorpa-
uyeckum (TpedOyeT MoATBepXKIeHUsI TaHHBIMU DOI),
MaTOJIOTMYECKUI XapaKTep HOpMaanu3aliu, OTHAKO, He-
BO3MOXHO OIPEISIUTh TOJIbKO Ha OCHOBAHUU JaHHBIX
D3I, HoBblii TepMUH OB KOpOYe U TIPOILE, YeM «3IU-
JIENITUYECKUI IICUX03 C HACWJIBCTBEHHOM HOpMau3alei
3JIEKTPO3HIIE(ATOrpaMMEI», 1 IMeJT 00JIbIIee KIMHNYE-
CKO€ 3HaueHMe, yKa3blBas Ha TO, YTO IPeKpalleHUe IpH-
CTYIIOB HE 03HAYaeT U3JIeYeHE OCHOBHOIO 3a00JIeBaHUSI.
Hubertus Tellenbach nmpuBiiek BHUMaHue K (heHOMEHY
HACWJIBCTBEHHOU HOpMasIM3allMu, YTO CIIOCOOCTBOBAJIO
€ro JaJbHEHIIEMY U3yYCHUIO.

[To3nHee abTepHATUBHBIE TTPOSIBICHMSI OBUIM PACIIII-
PEHBI ¥ CTAJIN BKITIOYATH M IPYTUE TICUXITYECKIEe PACCTPON-
CTBa, B YaCTHOCTY IMOBEACHYECKIE HApYILIEHHsI, COITPOBO-
xnparouuecs arpeccueit (C.C. Hansen u coaBnt., 2018).
B 1968 . J. Roger 1 cOaBT. BIiepBbIE OMMUCAIN CBSI3h MEX-
ny npueMoMm ADII 3Tocykcumuga U BOSHUKHOBEHUEM
ricuxo3a. CBsI3b MEXY TOCTIKEHUEM KOHTPOJIST Hall TTPH -
CTyIaMU ¥ TTOSIBICHUEM TICUXMYECKUX HapYIIEHUIA BITep-
BbIe Obl1a OTMeueHa B 1875 I — 1 onucaHus MOT0OHbIX
CUTYalIMil TIPUMEHSIJICS TEPMUH «TpaHCHOPMUPOBAHHAS
snuencust» (transformed epilepsy) (P. Sampt, 1875).

B 1987 1. onvicaH nepBblii cIydali ricuxo3a Ipu IpruemMe
BurabarpuHa; B fanbHeimeM T.N. Gatson u coabT. (2023)
COO0IIANIM ellle O HECKOJbKMX 3aJJOKYMEHTUPOBAHHBIX
CJTydasiX, OMUH U3 KOTOPBIX ObLT ONMCaH y MallMeHTa C 1~
3o peHuel B aHaMHe3e.

B 1991 . P. Wolf BBes1 oHSTHE MapagoKcalbHON HOP-
Maju3alu, KoTopas JUILb U3MEHSET Te4eH e 3a00eBa-
HUsI, HO HE TIPUBOIUT K U3JICYECHUIO, TTIOCKOJIBKY YTydIlIeHUE
KapTUHBI TIPUCTYIIOB U HopManu3aius D31 conpoBoxaa-
I0TCS pa3BUTHEM TIICUXUYECKUX HAPYIICHUIA.

Emie D.C. Taylor u M.D. Falconer B 1968 1. npeamno-
Jlarajii BO3MOXHOCTb pa3BUTUS TICHX03a TTOCIIe XUPYPIH-
YeCcKOoro JieueHus anwiencuu. [lepBrele caydan CMHApOMa
JlaHgobTa Tocie XUpyprudecKoro JeUeHsl ObLIN OITy-
OJIMKOBaHbI B KOHIIE ITPOIILJIOTO BEKa.

Hanpuwmep, L.F. Andermann u coast. (1999) ony6iu-
KOBaJIi JaHHbIC O Pa3BUTHMU IICUX03a y 6 IeTeil mocie
PE3EKIIMU OITyXOJIM BUCOYHOM JTOJIH.

Anupemuonorus

DTO peAKUil CUHAPOM, 1 TOYHAsl 4acTOTa €ro Heu3-
BectHa. Hanpumep, aBropsl u3 Mcnanum — L. Carazo Bar-
rios u coaBT. (2020) — BeIgBUIM Bcero 10 ciydyaeB, OTBe-
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YaloIIUX KPUTEPUSIM HACWILCTBEHHON HOpPMaIU3alluH,
B KoropTe u3 4468 mamnueHToB ¢ smwiencueil. OmHako
CHHIIPOM, BEPOSITHO, BCTPEUAETCS Yallle, YeM pacIlio3Ha-
€TCsI, YaCTO HEIOOLIEHUBAETCS U HE TUAaTrHOCTUPYETCST CBO-
eBpeMeHHO (B. de Toffol u coasr., 2020). laHHast pa3Ho-
BUIHOCTb MHTEPUKTAJIBHOTO SMWICIITUYECKOTO TICUX03a
BCTpevaeTcs B 8 % BCeX IICMX030B IPY SITJIETICUH, TI0 MHE-
Huto P. Wolf u coasrt. (1984). OnHako cuHnpom JlaHmonsra
TMIPOSIBJISIETCST HE TOJIBKO B (hopMe MCHUX03a; TAKMM 00pa3oM,
pacnpoCTpaHEHHOCTD pa3IMYHbIX ITPOSIBIICHUI (heHOMEeHa
HaCUJIbCTBEHHON HOPMAaJTM3alluU Y OOJIbHBIX SMUJIETICUEH,
BEPOSITHO, CYILIECTBEHHO BHIIIIE.

ITo gaHHBIM OOJIBILIOTO 0030pa IUTEPATYpHI (3a Mepu-
on 1953—2018 rr), npeacraBieHHoro aBropamu u3 Kana-
nbl, Hanuu u bpaswnuu (Y. Calle-Lépez u coasrt., 2019),
BKJItovatoniero 193 ciydyas cuHapoma JlaHmosbsra (M3 HUX
nns 77 caydaeB mpeAcTaBleHO MOAPOOHOE OIMMcaHue),
cpeay MalMeHTOB MpeodIanany XXeHIuHbI (60 %) u B3po-
clIble MalMEeHThl; CpeAHUl Bo3pacT cocTaBua 28,3 *
14,2 roga. Y GOJIbIIMHCTBA MALIMEHTOB TMATHOCTUPOBaHA
doxanbHag smuiericus (80 %), mpu 3TOM CTPYKTYpHast
SMUJIeTICUsl ycTaHoBNeHa B 44 % ciy4yaeB; BbICOKas 4acTo-
Ta TIPUCTYTIOB OTMeueHa y 58 % MalMeHTOB; OJIUTEPAITHIO
noydaiu 51 % mainueHToB.

B xpyrHoM 0630pe aBTopoB u3 [epmanuu (W. Froscher,
T. Steinert, 2019), BkmoyaBiieM onucanue 176 ciayvyaeB
u 66 ciydaeB ¢ TOAPOOHBIM ONMMCaHUEM, CUHApPOM JlaH-
JIOJIBTa TAKXKe Yallle BCTpevasics y >KeHIIMH (B 2 pa3a yJallle,
YeM y MYKYHUH).

TunuyHbIe MPOSIBJICHUST cMHApoMa JlaHmonkTa Jaiie
HaOJII01aI0TCs Y B3POCIIBIX M PEIKO OMMCHIBAIOTCS Y IeTeit
u ioapoctkoB (N. Amir, V. Gross-Tsur, 1994). OnHako y ne-
Tei1, B TOM YMCIIe U B MJIaZeHYeCKOM BO3PACTe, ITPOSIBIICHMS
HACUJIbCTBEHHOM HOpPMaju3allMd MOTYT OBITb MHBIMU
U B HACTOSIIIEE BPEMsI HEIOCTaTOYHO U3YYeHBI (HaIIpuMep,
KPHUK, OTKa3 OT €Ibl M HapylleHHe CHAa — y MJIAJCHIICB
C SMWIETITUIECKUMU SHLIeDaTonaTusaMu).

B GosbIMHCTBE CiTy4aeB CHHAPOM HACKJILCTBEHHOM HOP-
Mayzaiu BeizBaH ADI (48,5 % orvicaHHBIX cliydaeB, IIpU
9TOM IpeodIIaial ieBeTupaleTam), pexe — XUpyprudecKum
sieyeHreM (31,8 %), 3HAUMTEITLHO PeKe — CTUMYJISIIMEH OITyK-
narorero Hepsa (13,6 %) (Y. Calle-Lopez u coasr., 2019).

CpoKku pasBuTtus

CunHapoM JlaHooJibTa pa3BUBaeTCs 10 KpaitHel Mepe
yepe3 1 Hel ITocsIe MOJIHOTO PEeKpaIlieHUs KIMHUISCKUX
SMWISNITUYECKUX ITPUCTYIIOB U/WIX Ha (hOHE 3HAYNTEIIb-
HOTO CHVXKEHUS SMUIETTU(OPMHON aKTUBHOCTU Ha DT
YTO OTPAXEHO M B IUArHOCTUYECKUX KPUTEPUSIX CUHIPO-
Ma (E.S. Krishnamoorthy u coast., 1999, 2002; Z. Qiu
U coaBT., 2025). OgHako npekpalleHre MPUCTYIoB He Me-
Hee YeM Ha 1 Helml — KpUTepuid, YMECTHBIA y TAallMEHTOB
C OYEHb YaCThIMU (BEPOSTHO, €XXEITHEBHBIMM M MHOI'O-
KpaTHBIMU B CYTKM) npuctyrnamu. Cunapom JlaHmonsra
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MOXET pa3BUBaThCS ¥ IIPU MEHbIIICH 4aCTOTE MPUCTYIIOB,
1 BepXHsisl TpaHUIIa TI0 BpEMEHU Pa3BUTHS He oIpeesIcHa.
Yaiire, 110 JaHHBIM JIMTEPATYPHI, ICUXUYECKIE HAPYILICHUS
rpu cuHapoMe JIaHIoJIbTa CTAHOBWJIMCH 3aMETHBIMU B Te-
yeHue 1—2 mec nociie BBeacHus1 ADII, BhI3BaBIIero 3Ha-
YUMOe KIIMHUYECKOe yay4dineHre. OnHaKo OIMMCAHBI CITy-
yau pa3BUTHUs CUHIpoMa JIaHmobTa 1 yepe3 6 Mec mociie
n3MmeHeHus tepanuu (Y. Yan u coaBrt., 2022). HyxxHo yuu-
THIBaTh, YTO Y MALIMEHTOB C PEAKUMU IpUCTyNnaMu (Ha-
npumep, 1 pa3 B Toa) BpeMsl HACTYIUICHUS] 3HAYMMOTO
YAYYIIEHUS] MOXHO OIIPENEIUTh TOJIBKO ITPU MPOBEICHUH
anekTpoaHuedatorpa¢uu. Kpome Toro, ncuxmyeckue
HapyIICHUs] MOTYT Pa3BUBAThCsI UCITOIBOJIb, M B 3TOM CJTy-
yae TMalMeHT He cpa3y COOOIIAaeT O MOSIBIACHUN HOBBIX
CHMIITOMOB.

Mpepnonaraemble MexaHU3Mbl

ITaToreHe3 cunapoMa JlaHIo/IbTa 10 KOHIIA HE SICEH.
H. Landolt, a B nanbHeieM U apyrue UcciaenoBaTesu,
Bkitovas P. Wolf, mpeanonaranu, 4ro Bo BpeMsl HaCUJIb-
CTBEHHOI HOpMaIM3alliM SMWIENTUYEeCKas: aKTUBHOCTh
HE 1cYe3aeT, a JIMIIIb TOJABJISeTCS Ha YPOBHE KOPHI (B pe-
3yJIbTaTe ACMCTBUS IIPENapaToB WIK XUPYPTUIECKOro BMe-
1IaTEJIbCTBA), HO COXpaHSIETCS Ha CYOKOPTHKAIBHOM YPOB-
HE U pacIpoCTPaHAETCS MO APYIUM IYyTAM, MIPUBOIASA
K pa3Butuio nicuxo3a (H. Landolt, 1956).

A. Pakalnis u coaBT. (1987) onucaiu pa3BUTHE OCTPO-
ro Mcuxo3a y 7 MalMeHTOB C 3IWIeNcueil Ha ¢hoHe Ipe-
KpaIleHWS STWICTITUYECKUX ITPUCTYIIOB U UICUE3HOBEHUS
SMUJENTUYECKON aKTUBHOCTU Ha DI (IMCHUXMYECKUX
HapyILIeHWI B aHaMHe3¢ He ObLIO HU y OJHOTO U3 Ialu-
€HTOB) Y MPEATNOIOXWIN, YTO SIMJICTITUIECCKUE Pa3psiibl,
BO3HUKAIOIIME B TEMITOPOJIMMONYECKOM CCTEME, BBI3bI-
BaJIM aKTMBALIMIO ME30JIMMOMYECKOI To(haMUHEPIMYECKOM
CHCTEMBbI U pa3BUTUE KIMHUYECKON KapTUHBI IICUX03a.
OHM TIpeaIoJIaraiv eAMHbII OMOXUMUIESCKUI MEXaHU3M,
JieXalliii B OCHOBE IIM30(DPEHNUN 1 ITU30(PpeHOITON00HOM
CHUMIITOMATHKY MPY STWIETICUM, — TTOBBIIIEHUE Jo(haMu-
HOBOM aKTUBHOCTH (IIpH IpHEeMe HEHPOJIEIITUKOB, CHU-
JKaloIIKUX YPOBEHb JodaMUHa, Y BCeX MalleHTOB, y4acT-
BOBAaBIIMX B ITaHHOM MCCJEIOBaHUM, OTMeyYaslach
MTOJIOXKUTETbHAS TMHAMUKA B BUAC PEAYKIIMM IICUXOTHYE-
CKOI1 CUMIITOMAaTUKH).

IIpennonaraembiM MexaHu3dMoM sBiasgeTcs kindling
(axTUBaLUsA) ME30JIUMONYECKON TopaMUHEPIUIECKOM
CUCTEMBI TMOJ AEeUCTBUEM SIUIECNTUYECKUX Pa3psaoB
B TEMIOPOIUMONYECKUX KOJTBLIEBBIX CBSI35IX, YTO PUBOTUT
K TTOBBIIICHUIO YPOBHS 1o(haMiHA M Pa3BUTHIO TICUX03a
y HEKOTOPBIX, TTPEIPACTIONOXEHHBIX, ITAlIMeHTOB. [10BBI-
IIeHWE YPOBHS 10(aMrHa, BEPOSITHO, COYETAETCS C I10-
BblllIeHEM akTUBHOCTH TAMK 1 cHIDXKeHreM aKTUBHOCTHU
yTamMara (BbI3BaHHBIM TipueMoM ADII), 4yTo mpuBOIUT
K ITOIaBJICHUIO SMUICITU(OPMHOI aKTUBHOCTH Ha YPOB-
HE KOpBHI.
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B Hacrogiiee BpeMst coxpaHsieTCs MHEHUE O KITIOUeBOM
poui tohaMKrHa B pa3BUTUHN CUHApoMa JIaHIoJIbTa ¢ yue-
TOM TOTO, YTO 3(P(HEeKTUBHbBIE B JICUCHUH IICUX03a HEHPO-
JIETITUKM CHMXaIOT ypoBeHb nodamuHa (Y. Kawakami,
2017).

F. Brigo u coabt. (2017) onucanu ciaydau pa3BUTUS
(beHOMEHA HACUJIBLCTBEHHOI HOPMaIM3allM1 Y TTAIlUEHTOB
C TYOEpPO3HBIM CKJIEPO30M, KOTOPBIE IOTyJalli BaIbIIpoar,
JIaMOTPUKUH, pyduHamMua, KapoaMa3eluH, TOMpamMar,
30HMCAaMU]I 1 JIeBeTHpalieTaM. Bce 3Tul IpemapaTsl MOTYT
BBI3bIBaTh (PEHOMEH HACUJIBbCTBEHHON HOPMaJM3aIluK
U BIMSITh HAa 00OMeH rirytamaTta. JlambHeitime nucciaeaoBa-
HuUg nmokazanu, yto ADII, KoTopblie MOTYT BbI3BIBAaTh (pe-
HOMEH HaCWJIbCTBEHHOI HOpMaJM3aluu, TaKue Kak Jie-
BeTHpaleTaM, TOMpaMar U 30HUCAMU, MOTYT BJIUSITh
Ha orocpenoBaHHyio AMPA-penienropamyu cuHanTuye-
ckyto mepenauy. Ilpenapatel, ycunuBatomne AMPA-
OITOCPEIOBAaHHOE TIyTaMaTePruyecKoe ACMCTBUE, MOTYT
ObITh 3()(EKTUBHBI B JICYEHUU TICMX03a, a Mpernaparsl,
HapylIalore IIyTaMaTeprudecKylo rmepenady, MOryT Bbl-
3bIBaTh (peHOMEH HacubCcTBeHHOI HopMmanu3aiuu (Y. Yan
u coaBT., 2022). [ToBTOpHOE BBeleHUE HEOOJBIIUX 103
aroHUCTOB Ao(haMUHa U CTUMYJISITOPOB IIPUBOJUT K YCHU-
JIGHUIO TTIOBEICHUECKUX HAapYIICHUI, B TO BpeMsI KaK aH-
TarOHMUCTHI NOhaMUHA MOTYT IPOBOLIMPOBATH ITMIICTITH -
YeCKMe MPUCTYIbI, HO BBI3bIBATh aHTUIICUXOTUYECKUIA
a¢pdexrt. [Ipennonaraercs, 4To B ocHOBe 3¢ PEKTUBHOCTU
3JICKTPOCYI0POXKHOM TepaIyu B JICICHUU TICUX03a TAKXKE
JIEXUT BO3/IeiicTBUE HAa MeTaboiu3M nodamMuHa. B kave-
CTBe OOBSICHEHUSI MEXaHM3Ma Pa3BUTHUsI (heHOMEHa Ha-
CUJIBCTBEHHOM HOpMaJIM3aLMU PACCMAaTPUBAETCS TMIIOTe3a
«goamuHoBoro KuHmiMHra» (Y. Yan u coast., 2022).

B 0630pe H.A. IllHaitnep u coant. (2025) npencras-
JIeHa TUIIOTe3a O BIMSIHUM BaJIbIlpoaTta Ha 1o(aMUHOBBII
00MEH, 00BSICHSIONIAsT Pa3BUTHE MTAPKUHCOHOITOI00HOTO
TpeMopa U BaJlbIIpoaT-UHIYLIIMPOBAHHOTO MapKUHCOHMU3-
Ma (0COOEHHO Yy MOXUJIBIX MaluueHToB). BanbnpoaT a¢gh-
(bexTUBEH B JIeYeHUY OUTIOISIPHBIX PACCTPOMCTB U APYTUX
MCUXUYECKUX 3a00J1eBaHUI (B TOM YmMC/ie IN30(PPEHUN).
BeposiTHO, cHUXKast ypoBeHb godhaMUHa, BaJIbIIpoaT OKa-
3bIBAET JeiCTBUE, 0JM3Koe K 3(PhEeKTY HeipOIeTUKOB.
Ewie B panHux padotax P. Wolf ormeyas, yto Bajabmpoart
He BBI3bIBaeT CUHIPOM JIaHIO/IbTa U SIBJISIETCS TTPETIapaToM
BBIOOpA IIPU Pa3BUTHUM JAHHOTO (hpeHOMEeHa y MallMeHTOB
¢ samwiencueit. OMHaKo Mpy 3TOM aBTOP HE YYUTHIBAJI BO3-
MOXHOCTD BJIMSTHUSI BaJIbITpoaTa Ha 10()aMUHOBBII OOMEH.
[umoTe3a o CHIKEHUU YpOBHE nodaMuHa IIpU IIpUeMe
BaJIbIIPOAaTa MOXET OOBSICHUTD KaK OJaronpusTHBIN 3¢ -
(exT BasbIpoarta Mpy pa3BUTUM CUHApPOMa JlaHmoJbTa
(BO3MOXHO, U JAPYTUX MCUXO30B MPU IMUIETICUU), TaK
U CJTy4aM pa3BUTHSI IICMX03a, B TOM YHUCIIE U 110 (DEHOMEHY
HACWJIbCTBEHHOI HOpMaJIU3alluu, ONMCaHHBIC B JIUTEpa-
Type U HaOIofaeMbIe B Halllell KIIMHUYECKOM ITPaKTHKE.
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Cy1iecTByeT TUIOTe3a O TOM, YTO Y HEKOTOPBIX 00JIb-
HBIX SIWIETICUEN eCTh MPeALIeCTBYIOIINI AucOanaHc Hell-
pOMENMATOPOB, U Y HUX UMEJIUCH Obl IICUXUYECKUE Hapy-
IIEHUSI, €CIX Obl MPOJOJIKAIOIINECS SMUIIETITUYECKUE
MPUCTYIIbI He BoccTaHaBMBasu 31oT O6anaHe (C. C. Hansen
1 CcOaBT., 2016).

BaxxHbIM (haKTOpOM prCKa SBJISIOTCS MPEAILIECTRYIOIINE
TICUXUYECKHE Y KOTHUTUBHBIE HAPYIIIEHNS B aHAMHE3€ U Ha-
pymienus cHa (F. Anzellotti u coant., 2014; M. Mula,
M.R. Trimble u coasr., 2007). OgHako noa eHOMeHOM
JlaHno/1bTa MOHUMAIOT pa3BUTUE HOBBIX IICUXUYECKUX Ha-
pYIIeHUH, KOTOpble paHee OTCYTCTBOBAIM Y OOJBbHOTO
Ha (boHe peryIsIpHOro MPOIOKEHUS TPUCTYIIOB.

KnuHuyeckue npoasnieHuna

INepBonavansHo H. Landolt orucan KapTUHY NCUXO-
3a Ha (poHe HopMmanu3auuu DI, u B HacTosIIIEee BpeMs
rcuxo3 Berpedaetcs Hanoodtee yacto (Y. Calle-Lopez u co-
aBT., 2019). Ho B nayibHeliiieM oka3ajaoch, 4To pexe de-
HOMEH MOXET ITPOSIBIIATHCST M IPYTUMHU IICUXMIECKMMU Ha-
pywenusimu. H. Landolt Takske onuchiBaj Aucgopudeckue
HapylLIeHMs M CyMepevHble cOCTOsTHMS. Jlajiee ObUIM ormca-
HbI TAKXKE UTTOXOHAPUIECKYE U ACTIPECCUBHBIE COCTOSTHUSI,
ncTepodOpMHBIE MPOSIBICHUS. B IociienHre Toabl CTajio
M3BECTHO, YTO CMHIAPOM JIaHI0/1BTa Topas3no Oosiee IoJu-
MOP(MHBII B CBOMX MPOSIBIEHUSIX, YEM B KITACCUYECKOM €T0
orncanuu (tad:. 2). [pennosnaraercs, 4To HACUJILCTBEHHAS
HOPMAaJIM3aLIYsT ITPUBOIMT TAKKe U K Pa3BUTHIO OUITOISIPHBIX
paccrpoiicts (O. Devinsky, 1991).

B 0030pe coBpeMeHHoI1 uTepaTyphl Y. Yan U COaBT.
(2022) cucreMaTU3upOBaIM OCOOEHHOCTU KJIMHUYECKOM
KapTUHBI (peHOMeHa HAaCHJILCTBEHHOW HOpPMaJWU3aluu
npu npueMe pasHbix ADII (Taba. 3).

Takum obGpa3oM, posIBIeHUsT (heHOMEHAa HACHIIbCT-
BEHHOI HOpPMaM3allMd MOTYT IIMPOKO BapbUpPOBATh.
dakTryecku 11000e HeOOBIYHOE MOBEACHNE MAallMeHTOB
B COUETAHUMU C BHIPAKEHHBIM YMEHBIIICHHEM YaCcTOThI IIPH -
CTYIIOB U HopManu3auueit DI MOXHO paccMaTpuBaTh
KaK IIpOSIBJIEHWE HACUJIbCTBEHHON HOpMaIU3alluu
(G.H. Banwari u coasr., 2013). M Bce-Taku Icuxo3 BCTpe-
yaeTcsl HauboJiee YacTo U B HaCTosIIee BpeMs — OoJjiee
yeM B 80 % ciydaeB CMHIPOMa HaCWJILCTBEHHOI HOpMa-
JIM3alMKY; ¥ B paMKax TICUX03a Y B3POCJIbIX IIPeo0JIafaoT
Open IpecieaoBaHusI U uaeu oTHoleHus. Hanbosee yacto
BCTpeYaeTcsl MM30(ppeHOITOM00OHbBIN TTapaHOMIHBIA CUH-
JIpoM. B 11e110M 1crxo3 B paMKax HaCHJILCTBEHHOI HOpMa-
JIM3aIKU OTJIMYaeTcs 00jiee BhIPaKeHHBIM KIIMHUYECKUM
MOJMMOP(MU3MOM, YEM APYTHUE MICUXO3bl MEXKITPUCTYITHOTO
nepuoga (Z. Qiu u coant., 2025). Ilo maHHBEIM 0030pa
Y. Calle-Lépez u coasr. (2019), Bkitovasiiero 193 ciyyvasi,
KJIMHUYECKUE MPOSIBJICHUST HACWJIBCTBEHHOM HOpMan3a-
LMY BKJTIoYav ricuxo3 (86,4 %), paccTpoiicTBa HACTPOSHUS
(25,8 %) n muccoumaTuBHOE paccTpoiictBo (4,5 %).


https://www.ncbi.nlm.nih.gov/pubmed/?term=Kawakami Y%5bAuthor%5d&cauthor=true&cauthor_uid=28460793
https://www.ncbi.nlm.nih.gov/pubmed/?term=Calle-L%C3%B3pez Y%5bAuthor%5d&cauthor=true&cauthor_uid=31260102
http://www.ncbi.nlm.nih.gov/pubmed?term=Banwari GH%5BAuthor%5D&cauthor=true&cauthor_uid=23833348
https://www.ncbi.nlm.nih.gov/pubmed/?term=Calle-L%C3%B3pez Y%5bAuthor%5d&cauthor=true&cauthor_uid=31260102
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Taoauna 2. Kiunuueckue nposiénenust oeHoMeHa HacuAbCMeeHHOU Hopmanuzayuu (44 snu3zo0a HacUALCMEEHHOU HOPMAAU3AUUL, HAOAI00A8uILeCs
v 36 nayuenmos), no oannvim P. Wolf, M. R. Trimble (1985)

Table 2. Clinical manifestations of the phenomenon of forced normalization (44 episodes of forced normalization observed in 36 patients) according to P. Wolf,
M.R. Trimble (1985)

Number
of observations, n

Clinical syndrome Number Clinical syndrome

of observations, n

ONU301bI MPOAYKTUBHOTO TICUX03a 19 Huchopudeckre COCTOSTHUS )
Episodes of productive psychosis Dysphoric states

I/ICTCpI/I‘-IeCKI/IC IIPOABJICHUA 5 MannakajJbHbIe COCTOSTHUS 2
Hysterical manifestations Manic states

I/IHOXOH,Z[pI/I‘ICCKI/Ie COCTOAHUA 3 CyMepe‘IHI:Ie COCTOAHMUA 1
Hypochondriacal states Twilight states

HCHpeCCI/IBHLIC COCTOAHUA 3 SHI/IBO,Z[I)I JenepcoHain3anumn 1
Depressive states Episodes of depersonalization

Tadmuma 3. Knunuueckue nposienenus: CUHOPOMA HACUNLCIMBEHHOL HOPMAAUZAUUL 8 3ABUCUMOCIIU OM NPUHUMAEMO20 AHMUINUAENMUYECK020 Npenapama
(Y. Yan u coaem., 2022)

Table 3. Clinical manifestations of forced normalization syndrome depending on the antiepileptic drug taken (Y. Yan et al., 2022)

Antiepileptic drug Clinical manifestations Literary sources
1 HapyieHusi MbIIIIEHUS M IOBEAEHM S, AMCCOIIMaTUBHOE TUYHOCTHOE A. Topkan et al., 2016;
eBeTupaLeTam " AL G tal.2016:
SN, paccTpoicTBO .L. Greenetal., ;
Thought and behavior disorders, dissociative identity disorder Y. Kawakami et al., 2015
e MaHusi, 3puTebHbIE U 000HSTEIbHbIC FAJTIOIMHALIMN, TApAaHOWIHBINA Y. Kawakami et al., 2017;
E thosﬁfimi de TICUXO03 T. Yamamoto et al., 2001;
Mania, visual and olfactory hallucinations, paranoid psychosis S. Apap Mangion et al., 2017
Banbmpoar [TapanouaHbie OpeOBbIE MBICIH, BO30YXIEHNUE, HAPYILIEHUE CHA, CITY- G.H. Banwari et al., 2013;
Valproate TAHHOCTb COSHAHMA A.B. Turan et al., 2013
Paranoid delusional thoughts, agitation, sleep disturbances, confusion T ”
JamoTpy - PaznapaxurenbHOCTh, HEBHUMATEIBHOCTh, OeccOHHULIA. [TapaHOMIHbBI L. Carazo Barrios et al., 2020;
Varouisie (P, YT T B. Clemens, 2005
& Irritability, inattention, insomnia. Paranoid delusions, hallucinations : ’
Jlakocamup ITapaHouaHOE MOBEAECHUE U TICUXOTUYECKUE CUMITTOMBI LL. Loy B e 2, 0
Lacosamide P Paranoid behavior and psychotic symptoms D. Chatzistefanidis et al., 2013;
- VL A. Pinkhasov et al., 2015
Tonupamar Hapy1ieHve MbIUIEeHUS U TOBEASHUS q
Topiramate Disturbance of thinking and behavior F. Brigoetal., 2017
YT Hapymenre KOMMyHUKAIIMY, MEKJIMIHOCTHOE HAMPSDKEHUE, CTEPEO- F. Brigo et al., 2017;
S TUITHOE MOBEAEHUE :
Zonisamide L . . . . M. Hirose, 2003
Communication disorder, interpersonal tension, stereotypical behavior
Burabarpun TanmonmHammy u TpeBora W. Froscher, T. Steinert, 2020;
Vigabatrin Hallucinations and anxiety P. Weber et al., 2012
ITapaHoiisi, 6ECITOKOICTBO, arpeCCUBHOCTb, UMIEPATUBHbIE TAILTIOLIM-
> HaIMU, CTEPEOTUITHOE KPATKOBPEMEHHOE IICUXOMOTOPHOE BO30YyXKIeHe L. Carazo Barrios et al.,
€HUTOUH . .
Phenytoin W UMITYJIbCUBHBIE TIPUCTYIIBI SIPOCTU, PA3APAXKUTEIbHOCTD 2020; M. Esang et al., 2018;
Paranoia, anxiety, aggression, imperative hallucinations, stereotypical transient Y. Hirashima et al., 2008
psychomotor agitation and impulsive rage attacks, irritability
BanKap6g3enHH HOBez[qugcme_ HapYIIeHU, TICUXO03 .. Carazo Barrios et al,, 2020
Eslicarbazepine Behavioral disorders, psychosis
BpI/IBapaueTaM Juctumus, TeHEPAIN30BAHHOE TPEBOXHOE PACCTPOCTBO L. Carazo Barrios et al., 2020
Brivaracetam Dysthymia, generalized anxiety disorder

meessss OB30Pbl U NEKUUWU | REVIEWS AND LECTURES


http://www.ncbi.nlm.nih.gov/pubmed?term=Banwari GH%5BAuthor%5D&cauthor=true&cauthor_uid=23833348
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YV mManyeHToB ¢ IICMX030M Mpeodanaiu Open mpecieno-
BaHus (52,6 %) u uneu otHolueHus (47,3 %).

B xauecTBe penkoro, paHee He OIMCAaHHOTO MTPOSIBIIE-
HUS HacUJIbCTBeHHOI HopManu3auuu G. Gobbi 1 coaBT.
(2008) omybMKOBaU MEPBLII B IUTEpaType Caydail pas-
BHUTHSI KATATOHUYECKOT'O IICUX03a 110 MeXaHU3MY HaCHUJIb-
CTBEHHOI HOpPMaJM3allMy Yy MAlMEHTKH C CUHAPOMOM
Hpase.

Y HeKOoTOphIX 0OJBHBIX BOZHMKAET BCEro 1 3mu3of
HAaCWJIbCTBEHHOI HOpMaJIM3allui Ha IIPOTSIKEHMH 3a00-
JieBaHUSsI. Y OIpYyTUX OTMeYaeTcsl YepeaoBaHUE TTEPUOIIOB:
SIWJIENITUYECKIE TTPUCTYIIBI U HOPMAaJIbHOE MOBEACHUE —
OTCYTCTBHE NPUCTYNOB (WJIM 3HAYMUTEILHOE YMECHBIIICHME
YaCTOThI) B COUETAHMHU C TICMXUYECKMMM WJIH TTOBEIEHUCCKM -
mu pacctporiictBamu (W. Froscher, T. Steinert, 2019).

AHTUINUNENTMYECKMe npenaparsbl,
BbI3bIBaOLME CUHAPOM HAaCUJIbCTBEHHOM
HOpManu3auuu

B GonbIIMHCTBE CIy4aeB CUHAPOM HACWIbCTBEHHOM
HOPMaJIM3alMK BbI3BaH MEIUKAMEHTO3HOM TepaIveil a1mm-
nericuu (48,5 % onmcaHHBIX ciiyyaeB B 063ope Y. Calle-
Lépezu coasrt., 2019). I1o naHHBIM TUTEpaTyphbl, CHHIAPOM
HAaCWJILCTBEHHOM HOpMaJM3aluM dalle OTMedacTCs
TIpH IIpYeMe MPernapaToB, KOTOPbIE MOTYT BBI3BaTh IICUX03,
Kak 1D Tepanuu, BHe CBS3U C TepalleBTUYSCKIM JICHCTBU -
€M, MTHBIMM CJIOBAaMU, IIPY TIpUeMe MpenapaToB, 00J1anako-
LIMX nporicuxoTudeckumu cBorictBamu (M.R. Trimble u co-
aBT., 2002), Bkirouas Torupamat (M.R. Trimble, B. Schmitz,
2002; H. Lee u coasr., 2023; E Brigo u coaBr., 2017), Bura-
oarpun (M.R. Trimble, B. Schmitz, 2002; W. Froscher,
T. Steinert, 2020; P. Weber u coast., 2012 — B TOM 4ucie
y aereit), arocykeumuz, (J. Roger 1 coasr., 1968 — mepBoe
onrcaHue B auteparype; T. Yamamoto u coant., 2001 —y ne-
teii; Y. Kawakami u coaBr., 2017; S. Apap Mangion 1 coaBT.,
2017), 3sonucamun (F Brigo u coaBt., 2017; M. Hirose,
2003 —y nereit), neBetupaueTaM (T. Kikuchi u coaBr., 2013 —
y pebeHka; Y. Calle-Lopez u coaBr., 2019 — neBeTupaiieraM
HauOoJIee YaCTO BhI3bIBaJI (DEHOMEH HAaCWJILCTBEHHOI HOP-
MaJIM3aluy 110 CpaBHEHMIO C IpyruMu ADII, o naHHBIM
oosbiIoro 063opa; M. Esang u coasrt., 2018; A. Topkan u co-
aBT., 2016 — ncuxo3 B BUIE 3PUTEIIBHBIX TAJLTIOLMHALIAI
u déja vu Ha (poHe HopManuzauuu DI, yepes 45 mHeit
IIPY BBEIEHWH JIeBeTUpalleTaMa, CTaOMIM3alusI Ioclie 3a-
MEHBI JieBeTUpalieTama Ha (peHuTouH; A.L. Green 1 CoaBT.,
2016; Y. Kawakami u coasT., 2015).

B xpynHOM 0030pe, BKIto4aBieM onucaHue 193 ciy-
yaeB (13 KOTOPBIX 48,5 % onucaHHBIX CTydaeB ObLIN BBI3-
BaHbI npueMoM ADII), Ha MepBOM MecTe IO YacToTe
u3 ADII, BbI3BaBIIMX cMHApPOM JlaHmoJibTa, ObLI JIEBETU -
paueram (Y. Calle-Lopez u coaBt., 2019). 3HauuTe1IbHO
MEHBIIIe CIydaeB CMHApoMa JIaHI0J16Ta OIMCaHO TIPY ITPU -
MeHeHuu OpuBapatetama (L. Carazo Barrios u coaBr.,
2020).
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HecMoTpst Ha To UTO Kilaccuyeckue nposiBaeHus de-
HOMEHa HaCWJIbCTBEHHOU HOpMaJIM3alluy Yallle BcTpeya-
I0TCS Y B3pOCJIBIX, B IUTepaType ONKMCAaHbI CIlydyau CUHAPO-
Ma Jlanmonbra y neteil. IlpuBoAMM HEKOTOpBIE
MpeACTaBJICHHbIC B IUTEPaType ONMCaHUSI.

Drocykeumua. T. Yamamoto u coaBnT. (2001) ornucanu
pa3BuTHE (heHOMeHa HAaCUJIbCTBEHHON HOpMalu3aluu
Ha (poHe Tepanru STOCYKCUMUIOM Y 11-1eTHero naiueH-
Ta C PE3UCTEHTHO MUOKJIOHUYECKON SMUJICTICUEl 1 BbI-
PaKEHHOI 3aAePXKKOI MICUXOMOTOPHOro pa3Butus. [logHoe
MpeKpaleHrue MUOKJIOHMYECKUX TTPUCTYTIOB (M1 HOpMaJIv-
3auus DDI) conmpoBOXIAIOCH MOSIBIEHUEM TTOBeIeHYE-
CKMX HapylIeHUM, MperuMyIIeCTBEHHO MaHUaKaIbHbIX
CHMIITOMOB.

Buraoarpun. P. Weber u coasrt. (2012) onucanm Kim-
HUYECKUI Cilydail pa3BUTHS (hbeHOMEHAa HaCWJIbCTBEHHOM
HOpMaJIM3aliMu Ha hoHe pruemMa BUrabarpruHa y 1eBOYKU-
MOAPOCTKA C PE3UCTEHTHOM K Tepanuy CUMIITOMaThyec-
KoM (poKanbHOI anuencueit (B o0CHOBE KOTOPO — MH-
CYJIBT B IIepeHEN MO3TOBOI apTepuu, pa3BUBIIMIACS 15 jieT
Ha3an). Yepes 5 Hex mociie Havajaa MpMMeHeHus Buraba-
TpYHA B J0OABOYHOM Tepanuu NPUCTYIIbI TPEKPATUINCh,
OJTHAKO CITYCTSI 2 Hell OTMEUEHO pa3BUTHE TIcuxo3a. Bura-
GaTpuH OBLT HEMEIJICHHO OTMeHEeH. OIHAaKO aBTOPHI OT-
MEYaloT COXpaHEHME MPOSIBJICHUI TPEBOXKHOTO pacCTPOii-
CTBa B COYETAHUU C BbIPaKEHHBIM YMEHbIIEHUEM YaCTOThI
U TSKECTU TIPUCTYIIOB, paclieHUBas 3TH 3(deKThl Kak OT-
JaJIEHHBIN pe3yJIbTaT NeCTBUS BUrabaTpuHa.

3onucamua. M. Hirose 1 coanr. (2003) onucanu ciay4dait
pPa3BUTUSI CMHIPOMA HAaCWJILCTBEHHOUW HOpMalu3alluu
y 5-7eTHel NEBOYKU C PE3UCTEHTHON snujericuei
NPy MpreMe 30HMCcaMuUIa; TIpeKpallieHUe SMUIeITUYSCKUX
MPUCTYIIOB COMTPOBOXIAIOCH Pa3BUTUEM TICUX03a C KOM-
MYHUKAaTUBHBIMU U IMYHOCTHBIMU HAPYIIEHUSIMU U CTE-
DPEOTUITHBIM TMOBEACHUEM. DTHU CUMITOMbBI COXPaHSUIMChH
1 TOCJIe OTMEHbI 30HUCAMUIIA Y TTIOCTENIEHHO KYyTMPOBAIUCH
Ha doHe JiedeHUs (PIIyBOKCAMUHOM, YTO COITPOBOXAATOCH
BO300OHOBJICHUEM SMWJICNITUYECKUX ITPUCTYTIOB.

Jlesetupaneram. T. Kikuchi u coast. (2013) onucanu
pa3Butue cuHapoMa JlaHgonwsra y 10-1eTHel 1eBOYKU
C HeKJIacCU(pUILIMPOBAaHHOM 3MUIENTUYECKOM sHIIedato-
naTtveil Ipu BBeNEHUHU JieBeTUpalieTaMa. JleBouka moiy-
yajia Tonupamar (6e3 a¢p¢pekra Ha TOHUYECKUE U MUOK-
JIOHMYECKUE TPUCTYIIbI), B CBSA3U C MOSIBJICHUEM HUCTarMa
no3a Tonupamara Oblta cHukeHa. Ilocie nmoGaBieHust
JieBetupartierama (250 Mr/cyT) yepe3 AeHb IPUCTYIIbI IIpe-
KpaTWJIUCh MOJHOCThIO, Ha DDl paHee BBISBISIONIECS
MapoOKCU3MaJIbHbIE pa3psiibl HE perucTpupoBaiuch. On-
HOBPEMEHHO IOSBUJIUCH apeaKTUBHOCTh U aKMHE3US.
HecMoTpst Ha To 4TO MpueM JieBeTUpalieTamMa ObUT Mpo-
JIOJDKEH, B TeYeHME Mecslia MPUCTYIbl BO3OOHOBWINUCH,
a TIICUXOTUYECKME CHUMITOMBI MpeTepriesu odbpaTHOeE
pasButue. Y. Kawakami u coaBt. (2015) onucanu ciydait
HACWJIbCTBEHHOM HOpMaju3aluu y 9-j1eTHel NeBOYKU
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http://www.ncbi.nlm.nih.gov/pubmed?term=%22Hirose M%22%5BAuthor%5D
http://www.ncbi.nlm.nih.gov/pubmed?term=Kikuchi T%5BAuthor%5D&cauthor=true&cauthor_uid=24205693
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C MIMONATUYECKOM SMUJICTICUEH TTOC)Ie BBEACHUS JIEBETH -
pauieTama. Y malMeHTKY MPOI0JIKaINCh TeHepaIn30BaH-
HbIe TOHUKO-KJIOHMYECKUE ITPUCTYIIBI C 1e0I0TOM B BO3-
pacte 4 net. Ha D3I peructpuposanuch augoy3Hbie
KOMILIEKCHl OCTpasi—MeIJIeHHas BoJiHA. Banbmpoart
1 OeH301Ma3eIIMHOBBIE ITpeTapaThl He oka3aiu adeKTa.
[1pu BBeneHUM JIeBeTHpalieTaMa OTMEYaJIMCh ITpeKpale-
HUE TPUCTYIIOB U MCUYC3HOBEHME SMMICTITU(HOPMHOMN
aKTMBHOCTY Ha DI, 0IHAKO MOSBUIUCH ITU30IbI IPOCTH
U TIpOsIBIIeHUs arpeccun. CHIDKEHUE 035l JIEBeTHpalle-
TaMa He TIPUBEJIO K YJIYYIIEHUIO, U B TaJIbHEIIEM Tpe-
rapar MpUIILIOCh OTMEHUTb.

XoTs JaKocaMu He OTHOCUTCS K IperapaTaM C Bbl-
paXXeHHBIMU ITPOTICUXOTUYECKUMHU CBOMCTBAMU, OTICIb-
HbIE CJTydau cuHApoMa JIaHIoJIbTa B IUTepaType OIUCAHBI
(L. Carazo Barrios u coant., 2020; D. Chatzistefanidis
n coanT., 2013; A. Pinkhasov u coasnr., 2015; K. Abou
Khaled u coasr., 2016). B Tom yncie D. Chatzistefanidis
U coaBT. (2013) onucanu nepBblil caydait Icuxo3a, UHIY-
LIMPOBAHHOTO MTPUEMOM JIaKOCaMU[Ia, Y MallMeHTa C pe3u-
CTEHTHOM K Tepanuu (hoKaJbHOM SMUICTICUEil Ha TIEpBOiA
Henese JedeHus 1akocamuaoM. K. Abou Khaled u coaBT.
(2016) TakKe OINMMCAIM CIIydaid y B3pOCJIOro yepe3 2 Hex
TocJie BBeICHUS IperapaTa.

TeMm He MeHee, Tak Kak Ul pa3BUTHSI TICHX03a TIEPBO-
CTENEHHOE 3HAaYCHUE MMEET Pe3KUil U BhIpAaXKCHHBII Te-
paneBTUYecKuit 3 dEKT, CMHIPOM HaCUILCTBEHHOM HOP-
MaJIu3allii MOXKeT ObITh CBsI3aH ¢ 100bIM ADIT, KOTOphbIit
BBI3bIBAET TAKOE PE3KOE yiIyullieHre. BeposTHO, OCHOBHYIO
pOJIb B pa3BUTHM (heHOMEHA HAaCWJILCTBEHHON HOpMaJI-
3auuu urpaet He Beioop ADII, a cuibHas BbIpaskeHHOCTh
ero nogoxutenabHoro a¢gpdekra (G.H. Banwari u coaBbr.,
2013). Icuxuyeckue HapylIeHUs Mpu cuHIpome JlaH-
JIOJIBTa — 3TO He TMpsIMoil hapMakogornyeckuit apgexr,
a HelPOIICHUXOJIOTMYECKIE TTOCISACTBYS YIYUIICHUS KOHT-
pons Hag npuctyramu (C.C. Hansen u coaBr., 2018).

[Toatomy cuHapom JlaHI0JIbTa ONTMCAH B €IUHUYHBIX
ciydasx 1 npu nipueme ADII ¢ 00bIuHO OoJiee Garonpu-
SITHBIM BJIMSTHUEM Ha TICUXUYECKYIO cdepy, B TOM YMCIie
namotpumkuHa (B. Clemens, 2005; L. Carazo Barrios u co-
aBT., 2020), 1TaMOTpUIX1HA B KOMOMHAIIUY C BAJIBIIPOATOM
(A. Turan u coasr., 2012), Banbrpoata (G.H. Banwari u co-
aBT., 2013), kapbamasenuHa (Y. Hirashima u coabr., 2008),
scnukapbaszenuHa (L. Carazo Barrios u coaBr., 2020).

B. Clemens (2005) onucan 2 nmauueHToB (B OIHOM
chtyyae — neBouka 10 JieT, B BTOpOM — B3pOCIIbIil MallUeHT)
¢ pa3BuTHEM (DeHOMEHA HaCUJILCTBEHHOM HOPMaJI3allii,
WHAYLIHUPOBaHHBIM BBEIEHMEM JIAMOTPUIKMHA. DTO Tep-
Bble onurcaHus (heHOMEHa HaCUJILCTBEHHOM HOpMaJIu3a-
LIMM, aCCOLIMUPOBAHHOTO C MPUEMOM JIAMOTPMIKMHA,
B uTepaType. B 00oux cirydasix Ha (poHe Tepanuu Jamo-
TPUIKMHOM OBLIM OTMEUYEHBI MpeKpallleHue MPUCTYIIOB
1 HopMmanu3zaus DI, DTo conmpoBOXKIANOCH MOSIBICHU -
€M OTCYTCTBOBABIIMX paHEe IICUXOITaTOJIOTMYECKUX MIPO-
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SIBJICHUI ¥ HApYILIIEHUS TTOBEACHUS. YMEHBIIICHUE CYyTOY-
HOI [03bl JaMOTPUIKWHA MPUBEIO K MCYE3HOBEHUIO
MOBEAECHYECKUX TTPOSIBICHUI; pu 3ToM Ha DI BHOBB
MOSIBUJIACh SMWIECNITU(DOPMHAS AaKTUBHOCTh, HO TIPUCTYIITBI
OTCYTCTBOBAJIU. ABTOPHI C/Ie/IaJI BBIBOJ O TOM, UYTO MHITY-
LIMPOBAaHHbBIC JIAMOTPUIKMHOM IIPOSIBICHUS] HACHUJIBCT-
BEHHOI HOpMaJIU3alli¥ BO3MOXHBI KaK Y B3POCJIBIX, TaK
U y JeTeli, MOTYT HOCUTh 3aBUCUMBI OT J03bI XapaKTep
Y YMEHBILATHCS TTPU CHUKEHUM JI03bI ITperapara.

Hecmotpst Ha o0lllee MHEHME O TOM, YTO Mpenaparhbl
BaJILIIPOEBOIi KMCJIOTBI HEe BHI3BIBAIOT (PEHOMEH HACUIIBCT-
BeHHOI HopManu3auuu (eie P. Wolf npeniarana BBOoUTb
BaJIbIIPOAT P pa3BUTHUM (heHOMeHa JIaHmoIbBTa KaK Ha-
nboJiee 6e30IacHbBIIM ITpenapar), a JaMOTPUIKMH OKa3bl-
BaeT OJIaroNpUITHOE BIMSHUE Ha TICUXMYECKYIO chepy,
A.B. Turan u coast. (2012) onucanu pa3BUTHE NICHUX03a
IIPU MPeKpalieHUH SMUICITUYECKHMX ITPUCTYIIOB Ha (poHe
IpreMa Iperapara BabIIpOeBOM KUCIOThI B KOMOMHAILIN
C JTAMOTPUIKUHOM. ABTOPBI ITPEATIOIOXKWIN, YTO B OCHO-
B€ Pa3BUTUS TICUX03a JIEXKHUT (heHOMEH HACHUJIbCTBEHHOM
HOpMaJIM3aluu.

G.H. Banwari u coaBr. (2013) onucanu pa3Butue e-
HOMEHa HAaCWUJILCTBEHHOU HOpMalu3alluu y 45-JIeTHEro
MalMeHTa, KOTOpbIi B TeueHue 13 JIeT cTpagal anuerncu-
el ¥ paHee He ToJIyda JiedueHre. bobHOMY OB YCTaHOB-
JIEH TUarHo3 CTPYKTYPHOM BUCOYHOI 3MWIETICUU (B OC-
HOBE — Me3UaJIbHbIIl TeMIOpalIbHbIN cKiepo3). Yepes
HEJIEJTIo TTOCIe Havyajla Teparuy BaJbIIPOEBOM KMCIOTOM
OTMEYEeHBI MPOSIBIICHUSI HeCcneln(pUISCKON arpeccuu,
KOTOpbIE OBUIM KyIIMPOBAaHbI ITPU BBEICHUU HU3KHX 103
pucniepuaoHa (4epe3 Mecsl] Mocje Havaua JIEYEHMUs).
[Ipuem pucnepumoHa IMPoAOIIKaIICS B TeYEHUE 3 MeC C TT0-
CJICIYIOIIUM IOCTEIIEHHBIM CHIKEHUEM 03b1. [1pu aTOM
MPYEM BaJIbIIPOCBOM KHCIOTHI OBUT MPOIOJIKEH (HE Tpe-
kpawaics). [Tpu katamMmHecTUUecKOM HabtoaeHUH (Yepe3
6 Mec ITocyIe 3aBepIICHMSI Tepariy PUCIIEPUIOHOM) Ha (o-
He TepalliM IIperapaTaMy BaJIbIIPOSBOM KUCIOTHI OAIEP-
JKUBAJICS XOPOILIW KOHTPOJIb HaJl MPUCTYIIaMU IIPH OT-
CYTCTBUH MOBEICHYECKUX HAPYIIICHUIA.

TakuM Xe pelKruM U Ka3yuCTUIECKUM MOXHO CYMTATh
onucaHue peHOMeHa HAaCWIbCTBEHHO HOpPMaIU3aluu
MpH TIpreMe KapoamasenuHa. JIesouka 11 Jiet, mojyyaro-
ast TPOTUBOSMUICITUYECKYIO TepaIliIoO 110 TIOBOIY 3a-
TBUIOYHOM SMWIETICUU, ObLIa TOCITUTAIM3UPOBaHA B CBSI-
3M C Pa3BUTHEM aJIbTEPHATUBHOIO TICMX03a U Jucrpaduu
B COYETaHUHU C (PEHOMEHOM HACWJIBCTBEHHON HOpMAaJM-
3auuu DT [Tocne BBeAeHUS B cXeMy JeyeHus Kapbama-
3eMrHa ObUIM OTMEUYEHBI ITPEKPAaLeHUE MU TUICCKUX
IIPUCTYIIOB U MOSIBJIECHHE CUMIITOMOB Icuxo3a. Kpome
TOTO, y A€BOYKHU OBLIO OTMEYECHO Pa3BUTHE OUCTpachuu
Ha cioBa Kanji (smonckue ueporiaudsl). Ha D3I BbIsiB-
JISUTACh CIIOPAANYeCKHe MUK-BOJTHOBBIC Pa3psiibl, IIPEH-
MYILIECTBEHHO B JIEBOM 3aTBHUIOYHOI O0JIACTU, U OIXHO-
(oTOHHAsT SMUCCUOHHAsI KOMIIbIOTepHAsI TOMOrpadust
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BBISIBUJIA 30HY TMIIONepdy3uH B JICBOI 3aThIJIOYHOM A0JIE.
M3BecTHO, UTO JieBasl 3aqHEHVDKHSISI BUCOYHAsT 00JIacTh
WUTpaeT BaXKHYIO poJib B HanucaHuu cioB Kanji. MoxHo
MPEANOJIOXUTD, YTO IMATOJIOTMYECKUE Pa3psiabl U3 JICBOM
3aThIJIOYHOM TOJI PaCIIPOCTPAHSUINCH B JICBYIO 3aTHCHIIK -
HIOIO BUCOYHYIO 00JIaCTh, Y (PYHKLIMOHATBHBIE HAPYILEHWS
B 3TOI 00J1aCTH MIPUBOAWIIM K Pa3BUTUIO TUCrpaduu; o -
HaKo TpeOyeTcsl JalbHeIee n3ydeHre JaHHOTO BOIIpoca
(Y. Hirashima, 2008).

CuHppom JlaHgonbTa Nocsie XMpyprudeckoro

JleyeHUA anunencum

B 1/3 (31,8 %) ommucaHHBIX cly4aeB, IO JAaHHBIM
KPYITHOT0O 0630pa, CUHAPOM HAaCHJIbCTBEHHO HOpMAaJIu-
3alUM pa3BuiIcs rocie xupyprudeckoro jedeHus (Y. Calle-
Lépezu coasr., 2019).

D.C. Taylor u M.D. Falconer B 1968 1. npeamnosaraiu
BO3MOXHOCTb Pa3BUTUS IICHX03a IOCJIE XMPYPrHYECKOTO
JledeHust anwiernicun. [lepBbie ciaydan cuHapoMa JlaHmomb-
Ta MOCJIe XUPYPrUIECKOro JIeYeHUsT ObUIM OIyOJIMKOBAHbI
B KOHIIE IPOIILIOTO BeKa.

L.E Andermann u coaBT. (1999) ony6iukoBaau naH-
HbIE O Pa3BUTHS IICUX03a y 6 IeTeil Mocjie pe3eKIIMU raH-
[JIMOTJIMOMBI WJIA AU33MOPUOILIACTUYECKOM HEHpOoamu-
TEJIMOMBI BUCOYHOI JOJM IO MOBOAY PE3UCTCHTHBIX
K Teparnuy SNUIeNTUISCKIX IPUCTYIOB. Y BCEX MallMCH -
TOB MOCJIe OTePALIMU MPUCTYIIBI MpeKpaTwirich. Hu y on-
HOTO 13 IMAallMEHTOB He MPUMEHSIUCH JICKapCTBEHHBIC
Mpenaparhbl, KOTOPHIE MOIJIA BbI3BaTh IICUXUYECKHE HApY-
meHus. Y Bcex 6 meTe pa3BuiIcs IM30(pPeHOTOT00HBII
CHHJIPOM C TapaHOUIHBIMM YePTaMU U BBIPAXKCHHBIMM
CHUMITOMaMM Jenpeccuu. XOTs U A0 ONepalu y YacTh
JIleTeid OTMEYaauCch HEKOTOpPbIe MPOOJIEMBI TTOBEICHUS,
HM y OMHOTO U3 HUX He OBUIO B IIPOIUIOM 3ITU30/10B IICH -
xo3a. Takoe ocioXXHeHUe, KaK TICHUX03, B ITOC/IeoIepali-
OHHOM IIeprOoJie BCTpevyanioch 04eHb penko (y 1 u3 39 ma-
LIMEHTOB MOCJE YAAJeHUSA NaHHBIX BULOB OIYyXOJEWH;
U HE BCTPEYAJIOCh MOCIIE PE3EKIINU IPYTUX BUIOB OITyXO-
Jsieit). Tak Kak pa3BUTHE MICUX03a COBITAAAJIO C ITpeKpale-
HUEM ITIPMCTYIIOB, aBTOPHI CTAaThU IIPEIIIOJIOXKUIIN,
YTO TICMX03 Pa3BUBAJICS 110 MEXaHU3MY HaCHJIbCTBEHHOM
Hopmaym3aiuu (L.F. Andermann, 1999).

S. Koch-Stoecker u coaBrt. (2013) coo0111a10T, YTO HaU-
0oJiee ySI3BUMOI MOXHO cuuTath 11 rmocieonepaliioHHy0
(hazy, mpomoIIKaIoIIyIOCs HECKOJIbKO MECSIIEB IOCIE BbI-
IMMCKY OOJILHOTO M3 CTAlIMOHAPa; B 3TOT IEPUOJ PUCK pa3-
BUTHSI TICMX03a HanboJiee BBICOK, U MallMEHT JO0JDKEH Ha-
XOIUThCA Toj HabmoaeHneM. OIHAKO B TO Xe BpeMs
HMMEIOTCSI TaHHBIE 00 YCIISIITHOM ITPOBEICHUM ONIePaTUBHBIX
BMEIIIAaTeJILCTB Ha BUCOYHOM JI0JIE TIPH PE3UCTEHTHBIX IPU-
CTynax M XpOHUYECKOM IICHX03¢ (MPOSIBJICHUST KOTOPOTO
JUTMTEIBHO COXPaHSUIUCh N0 onepaiuu). Omy0ImKoBaHbI
JTaHHBIE 00 YCITEIITHOM MPOBEACHUH TEMITOPAJIbHOM JI003K-
TOMUH Yy 5 MALMEHTOB C BUCOYHOM SMWJICTICHEH, PE3UCTEHT-
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HBIMM IIPUCTYIIAMUA ¥ XPOHUYECKIM MHTEPUKTAIBHBIM IICH -
xo30M. [locrte onepalu Hapsiy ¢ IpeKpaIieHUeM IPUCTY-
ITOB HAOTIOIAJIOCh TaKe HEKOTOPOE YMEHBIIIEHHUE ITCUXUYe-
cKux HapyireHuii. O6ocTpeHre TICUX03a He 0TMEYaIoCh
HU B omHoM ciydae (D.C. Reutens u coaBr., 1998).

llnarHocTuyeckue Kputepum

HuarHoctuka (peHOMEeHa HaCUJILCTBEHHOM HOpMaJIu -
3a1uy 6a3upyeTcs Ha COYCTAHUU KIMHUYECKUX TaHHBIX
(TosIBJICHUE TICUXMYECKUX HApYLIEHUI B COUETaHUH C TIpe-
KpallleHUeM WM 3HAYMMbIM YMEHbIIIEHUEM SITUJICTITYC-
CKUX TIPUCTYIIOB) M pe3yjibTaTax 3JIEKTpo3HIledaorpa-
(uyeckoro ucciaenoBaHus (MCUE3HOBEHUE WM PE3KOE
YMEHbIIIEHUE MMeEIoIIelicsa paHee SMWIENTUGhOPMHOMN
aKTUBHOCTH).

JuarHocTUYecKue KPUTEPUU CUHAPOMA HACUJIBCT-
BEHHOI HOpMaJIM3aluy ObUIN MPEIIOXKEHBI TPYIIITON aB-
TopoB B KoHIe npouuioro Beka (E.S. Krishnamoorthy
U coaBT., 1999, 2002) 1 BKJII0YAIOT YCTAHOBJICHHbIN AUar-
HO3 BIWJIENICUU U MOSIBJIeHUE HEOOBIYHOTO MOBEICHMS
B COYETAaHUHU C IPEKpalleHUeM IPUCTYIIOB HE MEHee
yeM Ha | Hel /Wiy CHIDKEHMEM MHAEKCa ST TUdOPM-
HOI1 aKTUBHOCTU Ha pyTUHHOM DI (B TeueHue 1 1) He Me-
Hee yeM Ha 50 %. JIoMOMHUTEIbHBIMU KPUTEPUSIMU SIBJISI-
IOTCSI 3aMEHa Tepalliy B OIVDKAMIIIMI MeCsI] U STHU30/bI
M3MEHEHMSI TTOBEICHMSI, COITPOBOXKIABIINECS YMEHBILICHM -
eM/TIpeKpallieHIeM SIUICITUICCKUX ITPUCTYIIOB, B aHAM-
Hese.

JnarnocTudeckne Kputepuu cuuapoma Jlanaosra
(E.S. Krishnamoorthy u coasrt., 1999, 2002)
OCHOBHBIEC KPUTEPHUU:

1. Ha ocHoBanum aHaMHe3a, JaHHBIX DDI u Heitpo-
BU3YAIM3allUM y TAlMEHTAa YCTAHOBJICH IMATHO3
«BITUJICTICHST».

2. OcTpo WM OIOCTPO pa3BUBIIEeC y MTallMeHTa Ha-
pYIIICHHE TIOBSICHUS.

3. IIpu peructpauun DD 6oapcTBOBaHUS B TEUEHHE
60 MMH MHOEKC 3MWIENTU(GOPMHON aKTUBHOCTHU
yMeHblIaeTcs Ha 50 % u Gojiee IO CpaBHEHUIO
¢ B3I, 3aperncTprpoBaHHON paHee B TeX XK€ YCIIO-
BUSAX 10 W3MEHEHHUS IICUXUIECKOTO COCTOSTHWS,
WIN OTMEYEHO IOJTHOE IIpeKpallleHHe IPHUCTYIIOB
(1a repron He MeHee | Hen).

HoroTHuTeTbHbIC KPUTEPUH:

1. M3meHenre apMakoTepaly B TeYCHHUE ITOCIEI-
Hux 30 gHE.

2. Brm3onbl M3MEHEHUS TTOBEICHUSI, COIPOBOXKIAB-
muecss yMeHBIICHUEM/TIpeKpalleHueM SIUJICTI-
THYECKUX IIPUCTYIIOB, B aHaMHe3¢, CBsS3aHHBIC
VTN He cBsI3aHHbIe ¢ mpruemoM ADIT.

H71s1 ycTaHOBJICHUS TUATrHO3a HY>XKHBI 3 OCHOBHBIX

KPUTEPHUS ¥ OOWH U3 TOIIOJTHUTEIIBHBIX.
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W3meHeHUA HA 3neKTpo3HUedanorpamme

[0 pa3BuTuA (heHoMeHa HaCUJIbCTBEHHOM

HOpManu3auuu

CUHIPOM HACUJIBLCTBEHHOW HOPMaau3allid OObIYHO
BCTpeYaeTcs B TeX cllydasix, Koraa Ha D3I 1o HacTyruieHust
TepareBTHYeCcKOoro a¢hdeKTa perucTprupyeTcs: BhIpaxkeHHast
snwienTudhopMHas aKTUBHOCTb BRICOKOTO MHIEKCA, JIO-
KaJM3alus 1 MOpOJIOrust KOTOPOI 3aBUCUT OT (DOPMBI
smutericuu. Tak Kak cuHapoM JIaHImobTa Yallle BCTpeda-
eTcs Mpu (OoKaJIbHbBIX (1 Yallle — BUCOYHbIX) SMUJICTICUSIX,
B 9TUX CJIy4yasiXx pErUCTPUPYETCsS] PerMOHAIbHAsT IHJICTI -
THdOpPMHAsI aKTUBHOCTh BBICOKOI'O MHIeKca (CHaiik,
CITaiiK—BOJIHA, OCTpasi—MeIJIcHHasl BOJIHA), Yallle B BU-
COYHBIX OTBEICHUSIX.

HacuibcTBeHHas1 HOpMaau3alusl TakkKe OIMcaHa
IIpU TeHEePAJIM30BAHHBIX SIMJICIICUSIX, B TOM YHUCIE
MPpY UOUOMATUICCKON TeHepalM30BaHHON STMIICTICUM
(Y. Kawakami u coaBrt., 2015), BKJto4ast u ee abcaHCHbIE
dopmsl (cuHapoM JIaHmoIbTa pa3BUBAJICS IIPU BBEACHUM
aTocykcumuaa). B atux ciayvasix peructpupyercs audys-
Hasl anuIenTUOOpPMHAask aKTUBHOCTh BEICOKOTO MHAEKCA,
B TOM YMCJIe TeHepaJn30BaHHAsI MMK-BOJTHOBAsI aKTHB-
HOCTb ¢ yacToToit 3 I11 (rmaTTepHbl aOCaHCOB).

KapTtuHa anekTpo3Huedanorpammbl

npu pasBuTUU heHOMeHa HaCUJIbCTBEHHOM

HOpManu3auuu

BoamoxkHa HopMmanm3zaiys DII win 3HaYUTEIbHOE
(HO He Bcerja MOoJTHOe) YMEHbIIIeHUe MHAeKca (He MeHee
yeM Ha 50 %, o nanubiM E.S. Krishnamoorthy 1 coasT.,
1999, 2002) paHee perucTprupyeMoii MaToJI0rMYeCcKoM 1u-
nenTudopMHOI akTuBHOCTH. Ha 3TOM (hoHE BO3ZMOXKHBI
3HAUYUTEIBHOE YBEJIMUEHUE MPENCTABICHHOCTA HU3KOAM -
mmTyaHoro (1o 20 MkB) BbIcoKOUacTOTHOro 6eTa-puTma
(puc. 2); pe3koe MOBhILIeHUE 0eTa-aKTUBHOCTU B LISJIOM

T s \m.,,w,.)r W‘,}f&(“lﬁ AN e P W
| ‘\'-'w“ka ".\ P'ka"..!f .i#f,m##hf SRy gp»-»'ﬁwwmc.\'ﬂm A e m
'M"'ﬁ" "'U\'"" M—"ﬂ i A e T P P Wt S T
g At T‘I ﬁfq’%‘(ﬁ% ﬂuW\rﬁ MR, i Mm‘wm‘ R e
Pl e e T BBt et ."J«-’W'«u.—\..-.\z-\.'q.\\'A-V,f.'r..a.-x;_v\wa._.- A
i

e s i s o AN ol g PO o ot i P b gt

L il

A A i ™ P
T Pt A S A g
B 7= e e o A S VY
L B N e L LI

A o e e o ol p AR P S g g P e i e 8 oo

il it L e sty o e

THATEIE IR IO W amiote. 0P i 6 M

Puc. 2. «Yovicmpenue pumma» — yeeauuenue npeocmaeieHHOCMU
HuzKoamnaumyonoeo (0o 20 mx B) evicoxouacmomuoeo 6ema-pumma

Fig. 2. “Rhythm acceleration” — an increase in the representation of low-amplitude
(up to 20 V) high-frequency beta rhythm
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(KaK HU3KO-, TaK M BBICOKOAMILIUTYIHOTO OeTa-puT™Ma),
YTO YacCTO BCTPeYaeTCs TAKXKeE ITPH IM30(PpeHUN; IpeodJia-
JIaHUE BHICOKO- WJIM HU3KOAMILIUTYIHBIX MEIJICHHOBOJHO-
BBIX KOJIEOaHUWI TeTa- M JeJIbTa-Iuana3oHa IpeuMyIIecT-
BEHHO B BUCOYHBIX WJIM JIOOHBIX OTBEACHMSIX; ITOSIBJICHME
anbda-puT™Ma ¢ Iepepacrpee/icHUeM ero Ha TIepeTHUE OT-
nenbl. IIpeamnonaraercs, 4To B 3TO BpeMs B JIMMOMYECKOI
CUCTEME MMEET MECTO BbIpaxkeHHAs! ITMK-BOJTHOBAsST aKTUB-
HOCTb, TIPY 3TOM HaOJIOMAeTCsl IECUHXPOHU3ALIMST pUTMA
1o Kope rojoBHoro Mo3sra (S.A. Chkhenkeli, T.Sh. Geladze,
1979; R.R. Shakarashvili, 1987; E. Oka u coaBr., 1983).

B pa6ote E. Oka u coaBT. (1983) npeacTaBieHbl 1aH-
Hbele DT 15 manyeHToB ¢ pa3BUTUEM IICUXOTUYECKOIO
snu3oaa npu snwiencun. MeHoMeH, MOAOOHBIA Ha-
CUJIbCTBEHHOM HOpMaIu3aluu, B OOJIBIIMHCTBE CIyJacB
SIBJISITICSL Pe3yJIBTaTOM TopaBieHMsT TMDOY3HON MUK-
BOJIHOBOM aKTUBHOCTU. OIHAKO MOJHOE MOIaBIecHUE
SNUJICITUYECKUX Pa3psIOB OTMEYAIOCh HE BO BCEX CITY-
qasix.

Tepanusa v nporHos

TakTuKa BefeHMs MallMeHTa TP BBISIBJICHUU CUHIPO-
Ma HaCUJIbCTBEHHOI HOpMaJIM3alluy BCeTaa IpeaCTaBIs-
€T OOJIBIIYI0 3TUYECKYIO MPOOJIEMY, TaK KaK pedb UAeT
0 BBICOKO# 3(D(eKTUBHOCTH JIeYeHHUsI OOBIYHO paHee Ts-
JKEJIBIX M Pe3UCTEHTHBIX (hopM ammienicuu. CUHIPOM
JlanposibTa Beerga ykasbiBaeT Ha BBICOKYIO 3(pdeKTUB-
HocTb ADII, Tak Kak ncuxo3 (UM Apyrue NMCUXuYecKue
HapyllIeHWs) 3TOr0 TUIIA BCEra pa3BUBaeTCs Ha (oHE
3HAYUTEJIBHOTO ypexkeHMs (ITOJTHOTO WJIM MPaKTHUYeCKU
IMOJTHOTO MPEeKpaIleHUsI) SMWICITUISCKUX MPUCTYIIOB.
[lepen BpauoM U MalIMEHTOM (€70 POAUTEISAMU U OJIU3KM-
MU) CTOMUT BBIOOD MEKITY IIPUCTYIIAMU WIIA IICUXMYECKUMMU
HapylIIeHUSIMU — 4TO OoJiee HelepeHOCUMO U O0Jiee CHU-
xKaeT kauecTBo xku3HU (T. Yamamoto u coasr., 2001). Ha-
noosee 3¢HeKTUBHA B OTHOIIEHMU HOpMAaU3allUuu TICU -
XMUYECKOTO COCTOSTHYSI OTMEHA BBI3BABIIETO ITICUXMYECKUE
HapylieHus npemnapara. ITocie ormensl ADIT ncuxuye-
ckue HapylieHus ucuesaioT B 87 % cinydaeB (Y. Calle-
Lépez u coasr., 2019). OnHako Npy 3TOM 3MWIENTUYECKUE
TIPUCTYITBI BO30OHOBJISTIOTCSI.

Eciu npyHSITO peleHre o TPOA0IKEHUH IpreMa 3d-
(bexTMBHOTO TpernapaTta, BO3MOXHA KOPPEKIIUS CXEMBbI
tepanuu ADII (M3MeHeHUe H03bl MpenapaTta, BBeAcHUE
JIOTIOJTHUTEILHOTO NperapaTa). U3MeHeHue cxeMbl Tepa-
MU B psifie clydyaeB MpUBOAUT K yayuineHuio (L. Berzen,
1999, M.R. Trimble, 1991; FE. Anzellotti u coanrt., 2014;
H.L. Lee u coasr., 2023; K. Abou Khaled u coabr., 2016).
[Ipu 3aMeHe mperapaTa, BEI3BABIIET0 PEMUCCHIO U TICH-
XW4YEeCKUe HapyIIEHUSsI, WJTU BBEIEHUU JOTIOJTHUTEIbHOTO
rpenapara peKoMeHayeTcs: mpuMeHsaTh ADII ¢ Giaromnpu-
SITHBIM BJIMSTHUEM Ha TICUXUYECKYIO chepy 1 pelKO BbI3bI-
Batolye cuHapoM Jlangonbra (HarpuMep, BaabIIpoar).
Eme B mepBbiX paboTax, MOCBSINECHHBIX CUHIPOMY
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Jlannonsra, P. Wolf (1994, 1991) moguepkuBa, 4To Bajib-
MpoaT MpakKTUYECKU HUKOTa He BbI3bIBAET CUHIPOM JlaH-
JIOJIBTA, W TIpeJIarajl Ipu MepBbIX MPU3HAKaX MICUXUYECKIX
HapylleHU# Ha hoHe JieueHUs] CYKIMHUMUAAMU abCcaHC-
HBIX DOPM SMUIETICUM OTMEHSITh 3TOCYKCUMMU/I U TIePEX0-
IUTb Ha Tepalliio BaJbIIPOATOM; IIPU HEOOXOAMMOCTH,
IUJIS. KOPPEKIMM TICUXUYECKUX HapyIlIeHUI aBTOp peKo-
MEHIO0BaJI IPUMEHSITh HEMPOJIENITUKHY 1 TIperapaThl OeH-
30[1a3enrHoOBOro psaa. Eciu oTMeHa nmpenapara He mpu-
BOAUT K YMEHBIIEHUIO BBIPAXXEHHOCTU MPOSBICHUN
HaCUJIbCTBEHHOU HOpMaIU3alliM, Ha3HAYaeTCsl CUMIITO-
MaTUyecKas Teparnus, HarpapjeHHasl Ha yCTpaHEeHUE TICHU-
XUYECKUX HapylIeHU. BoJbITMHCTBO OOIBHBIX OTBEYAIOT
Ha Tepanuilo aHTUIICMXOTMYECKMMU IIpernapaTtaMu;
MpU 3TOM PEKOMEHIOBAaHO NMPUMEHEHUEe MUHUMAaJIbHO
BO3MOXXHBIX 103 HEHPOJIETITUKOB U KYPCOB MUHUMATbHOMN
nponpokutenbHocTy (G.H. Banwari u coaBr., 2013).

Opnako T. Yamamoto u coaBT. (2001) cunTaiot, 4To BO-
npoc 06 otmMeHe ADII, BbI3BaBIlIeTo pa3BUTUE (PeHOMEHA
HACUJIbCTBEHHOU HOpMaJIM3alliM, OCTAETCS CIIOPHBIM.
Bpau 1 cembsl JOJKHBI IPUHATH COBMECTHOE pelIeHUE
0 TOM, Kakasi cUTyalus (IIpUCTYIIbI WJIM MPOSIBJIEHUST Ha-
CWIbCTBEHHOW HOpMau3alluu) sIBseTcsl 6osee Ojaro-
MPUSATHOM JIJIS1 TAalIMEHTa U CEMbM B KaXKIIOM KOHKPETHOM
clyyae.

Heob6xonumocTh B MprieMe ICUXOTPOITHBIX Mpernapa-
TOB (IJTaBHBIM 00pa3oM, HEMPOJIETITUKOB, MHOTIa B KOM-
OMHAIMU C aHTUAEIIPECCaHTaMU 1 O€H3011a3eTMHOBBIMU
npenapataMy) BO3HUKAET (MIPU 3HAYUTEIbHOMN BbIpaKeH-
HOCTH TICUXMYECKUX HapylleHuit): 1) nMpu coXxpaHeHUU
TMCUXUYECKUX HAPYIICHUI Tocjae OTMEHbI TPUUYMHHOTO
ADII; 2) ecii malMeHT WM CeMbsI AeJ1aeT BBIOOP MPOAOJI-
KaTb npueM BeicokoaddekTuBHoro ADII; 3) ecnu cuH-
JIPOM HaCUJIbCTBEHHOW HOpMaIU3allii BO3HUK B PE3YJIb-
TaTe XMPypruyecKoro Je4eHusl.

Br160p HeliposienTrka MpOBOAUTCS C Y9€TOM BO3MOXK-
HBIX B3auMogericTeuii ¢ ADI1, mexanusMma neiicteust u I19,
a Takke pucKa MpOBOKAILIMY MPUCTYIIOB MPU 3MUJICTICUN
(B. de Toffol u coant., 2020). ITo mHeHuio B. de Toffol
U coanT. (2020), onTUMaJIbHO MPUMEHEHNWE HOBBIX aHTU-
TMICUXOTUKOB C MUHUMAJIbHO BbIpa’K€HHBIMU ABUTATENIb-
HBIMU HapylIeHUsIMU B KadyecTBe [1D, B TOM uuciie npe-
nmapaToM IEepBOTO BbIOOpa MOXKET OBbITh PUCIIEPUIOH,
WMEIOIIMI HU3KUI PUCK JIEKapCTBEHHBIX B3aUMOJEHCTBUI
U TIPOBOKAIIMM MPUCTYTIOB SMUJICTICUM, C HU3KOH CTapTO-
BOI1 03011 U MeIJIEHHOM TUTpalLueil. B oTaenbHbIX Ciy-
YyasiX BO3MOXHO IMPUMEHEHME KJI03aIlHa.

ITo pannbIM 0630pa Y. Yan u coaBbrt. (2022), B 1uTe-
paTtype paccMaTpUBaIOTCS CIEAYIONINE OCHOBHBIE METO-
IIbI JISYEHUS] CUHAPOMA HaCWJIbCTBEHHOM HOpMaIu3alliu:
1) ymeHblLIeHUE 103kl ¥ oTMeHa TipernapaTa (L. Carazo Bar-
rios u coasr., 2020; A. Topkan u coaBr., 2016; Y. Kawakami
M coaBr., 2015; B. Clemens, 2005; A.L. Green u coasr., 2016);
2) TICUXOTPOITHAs Tepanusl IJIsT KOPPEKLIMHN TICUXITIECKIX
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HapyueHuit (rajonepunon, pucnepunoH) (L. Carazo
Barrios u coaBr., 2020; S. Apap Mangion u coast., 2017,
G.H. Banwari u coaBrt., 2013); 3) npuMeHeHUE dJEKTPO-
cynopoxHoii tepanuu (A.L. Green u coaBr., 2016).

ITo nanHbIM 0630pa Y. Calle-Lopez u coaBt. (2019)
193 cnyyaeB (77 ciy4aeB onucaHbl MMOAPOOHO), C LEIbIO
YMEHBIICHUS BEIPAXXEHHOCTH TICUXUYECKUX HApYIIEHUI
B paMKax cuHApoma JlaHmobra MIPUMEHSUIUCh OTMEHA
npranHHoro ADII (47 %), cHIXKeHUe T03bI MPUIMHHOTO
ADII (25 %); HelpOIENTUKY TPUMEHSUTMCH B OOJIBIITH-
ctBe ciaydaeB (73 %). B pesyibraTe 4aCTUYHBII KOHTPOJIb
CHMIITOMOB MCUXMYECKUX HAPYIICHU OBLI TOCTUTHYT
y 35 %, nojaHOe MCYe3HOBEHUE TICUXMYCCKUX Hapylle-
HMi1 —y 65 % nanueHToB. [IcuxuyecKre CUMITTOMBI TIpe-
KpaTUJIMCh: TIpyu cuHApoMe JlaHgosbTa, BbI3BaHHOM ADI,
rocjie oTMeHbI TpuunHHOTO ADIT — B 87 % ciydaes (!);
Ipy cuHIpoMe JlaHmoJIbTa TTOCIe XUPYPTUISCKOTO Jieue-
Hus — B 28,5 % ciydaes.

Takum obpazoM, HanboJee 3¢ ¢GeKTUBHA B KOPPEKLINMHT
MCUXUYECKUX PACCTPOICTB oTMeHa MpuunHHOro ASIT —
3HAYMUTENIBHO OoJee 3¢h(PeKTUBHA, YeM TPUMEHEHUE Hell-
poJienTuKoB. [1oaTOMY IporHo3 rnpu cuHapomMe JlaHmob-
Ta, BbI3BAaHHOM mpueMoM ADII, 3HaUYUTENbHO JIydlle,
YeM B CIIydasixX IMOCjIe XUPYPrUdecKoro JCUSHHUs.

Astopsl 13 Kopeu (H. Lee u coasrt., 2023) npeacraBuin
ClTyYaii, IeMOHCTpUPYIONTNI 3(HEKTUBHOCTh KOPPEKIIMKI
Teparu (YMEHBIIIEHUE J03bI TONKMpaMara, BBEICHE BTOPHIM
TMpernapaToM JaMOTPUIKMHA) B KOPPEKLIUU TICUXUYECKUX
HapylIeHU B paMKax cuHapoMa JlaHmosbsra y B3pocioro
nalueHTa. ABTOPHI OIMCANIM ClTyJaii maluenTa 41 roaa c pe-
3MCTEHTHOM K Tepalliy MWICTICUEH TOCIIe YePEITHO-MO3I0-
Boli TpaBMBI (15 et Hazan). deOroT aruierncun uMe MecTo
14 net Hazan (Ha MOMEHT HamucaHus ctatbM). [TpucTymb
OuaTepaibHbIe CYIOPOXKHBIE, BO CHE; 0€3 IIPEIBECTHUKOB.
Yacrota — 4—5 B Mecsiil. B aHaMHese rcuxuyeckue 3a0oJie-
BaHMsI OTCYTCTBOBAJIY, OQHAKO ITOCJIE YePEITHO-MO3TOBOM
TpaBMBI AMU30ANIECKI OTMEYAICH ITPOSIBIICHUS IETIPECCUM
1 MIMITYJIbCUBHOTO TIOBEICHUSI.

MarauTHO-pe30HaHCHast TOMOrpadust: OCIeACTBHS
YepeImHO-MO3rOBOM TpaBMBbI, IIOPaKeHKE ITPaBOii JIOOHOI
o, DJieKTposHIledanorpadusi: perioHabHas SMUJIeT -
TU(OpPMHas aKTUBHOCTD B MIpaBoiil JOOHOM obsacTu (4a-
CThbIe KOMILIEKCHI TUK—BOJIHA). DeHUTOMH, BaJbIIpOaT —
0e3 apdekra.

[Tpu BBemeHMM TOITMpaMara B MOHOTEpaIuM (TUTpa-
1Ms1 B TeueHue 2 mec 10 200 Mr/cyT) OTMeU4eHbl PEMUCCUS
MPUCTYIIOB U pa3BUTHE TIcKMX03a (Yepe3 3 Hel Moce mpe-
KpallleHHsI TIPUCTYIIOB — MPOSIBICHUST AMCHOPUU, arpeccust
I10 OTHOIIICHMIO K MaTepH, CEKCYaIbHBIi Ope 110 OTHOIIIe-
HMIO K MEIICECTPe, pa3npakeHre B OTBET HA MHCTPYKIIUU
MEIUILIMHCKOTO TIepCoHaIa). YXyAlleHe CUMIITOMOB B Te-
YeHUe MecsIia.

Ha snextposHuedanorpamme snuiaenTrudopMHas ak-
THBHOCTh Ha (hOHEe IpreMa TolMpaMaTa OTCYTCTBOBaJa.


http://www.ncbi.nlm.nih.gov/pubmed?term=Banwari GH%5BAuthor%5D&cauthor=true&cauthor_uid=23833348
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http://www.ncbi.nlm.nih.gov/pubmed?term=Banwari GH%5BAuthor%5D&cauthor=true&cauthor_uid=23833348
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Kypc HeliposienTUKOB 1 aHTUAETIPECCAHTOB (IajoNepuao,
KBETUAMNWH, dcuuTanonpaM) u koppekuuss ADI (cHuke-
Hue 103bl TonupamMara 10 100 Mr/cyT, BBeleH1ue BTOPhIM
npenapaToM JJaMOTpUIKKHA B o3¢ 200 Mr/cyT) npuBeIu
K CTaOMIM3alMU M HOPMaJIM3AllMU TICUXUIECKOro CO-
CTOSIHUSI, pelKue MPUCTYIIbl COXPAHSJIMCh C YacCTOTOM
2—3 pa3a B rog. Ilepuon kaTaMHeCTMYECKOTO HaOMI0e-
Hus — 10 et

Astopsl u3 beiipyra (K. Abou Khaled u coasr., 2016)
OoInMcaIu ciaydyail pasBUTUSI CUHIPOMAa HAaCUJIbCTBEHHOM
HOpMaJIM3allMy Y B3pOcIoro nauueHTa (21 roga) mpu npu-
eMe JIaKocaMMJIa U yIydllieHe MCUXUYSCKUX HapyleHU
MPY CHUXKEHUU J03bl JAHHOTO MpenapaTta B KOMOMHALIMU
C IICUXOTPOITHOM Tepamnuei.

B 7 neT mauueHT ObLUT ONIEpUPOBAH MO MTOBOAY KPaHUO-
¢apuHreoMsl, IpoBeIeHa YCTAaHOBKA BEHTPUKYJIOIEPUTO-
HeaJIbHOTO IIIyHTA.

Jeb1oT snuiiencuu ¢ 3MUJIENTUYECKOro cTaTyca,
B IaJibHEHIIIeM OTMEUYEHO HECKOJIbKO TUIIOB IIPUCTYIIOB:
¢dokanbHbIe ¢ nucdasueit, (pokaabHbIe ¢ HapYLIEHUEM
CO3HaHUsI, OuiaTepaibHble TOHUKO-KJIOHUYECKUE, HOU-
HbI€ MMPUCTYIIBI C HapylIeHeM co3HaHMs1. Habmonanoce
YXYIIIEHNE KOTHUTUBHBIX (DYHKLUIA, B TOM YUCIIE TAMATH,
peuyyr, BHUMaHMUSI.

KoMmnbloTepHast ¥ MarHUTHO-pe30HAHCHas TOMOTpa-
¢us: iuddys3Hbie KaTbLIMHATHI, TPEMMYILIECTBEHHO B JI00-
HO-BUCOYHBIX 00J1aCTSIX C 2 CTOPOH.

[Monyyan Bamenpoart, ieBeTupaneTam, Tornupamar, de-
HuTOoMH. OTMeYaiach pe3UCTEHTHOCTD K Tepanuu. [Tocie
YCTaHOBKY CTUMYJISITOpa OJIy>KIalollero HepBa MalueHT
cTaj 0oJjiee aKTUBHBIM, YIYYIIUIOCh OOIIEHUE, OJHAKO
MPUCTYIIBI TPOJOJIKAICh.

B 2013 . MHOroKpaTHO TrOCIUTAJIU3UPOBAH B CBS3U
C 3MU30AaMU SMWISTITUYECKOr0 CTaTyca, HECMOTPS Ha BbI-
COKHeE T03bl JieBeTUpalleTama, Tonupamara, beHUTOMHa,
BaJIbIIPOATa 1 KJIOHa3emnama.

Ha snexrposHiiedanorpamme ot anpens 2014 r. peru-
CTPUPOBAJIOCh OUTEMIIOpaJIbHOE JAejbTa-3aMejieHue,
OoJiblle ceBa, ¢ BKIIOYEHUEM 3MUIeNTU(MOPMHON aKTUB-
HOCTH.

B mae 2014 . B Tepanuio BBeIEH JJaKOCaMM B 03¢
100 Mr 2 pa3a B 1eHb. Banbripoar OblI OTMEHEH B CBS3U
C BBIPaXXEHHOI COHJIMBOCTBIO. [IpHUCTYMBI MOJHOCTHIO
MPeKpaTUIUCh.

Yepes 2 Hen 11ocjie BBeISHUs JIaKoCaMuaa POAUTEIN
nalyeHTa OTMETUIIM arPECCUBHOCTD M CTPaHHOE MOBEIe-
Hue. OTMeYeHbI 3pUTEIbHbIE TAJUTIOLMHALIY, pa3roBapu-
BaJI caM ¢ co00i WU ¢ BooOpaxkaeMbIMU JIFOIbMU, COBEP-
11aJ1 IeACTBUS ¢ BOOOpakaeMbIMU MpeaMeTaMu, HallpuMep
Opocast HeBUAMMBIN Ms1d. HeanekBaTHBIN cMeX, TTapaHO-
WIHBIN Opef (10 OTHOLIEHUIO K MAaTEPU U COCEIISIM).

B cents6pe 2014 1. mpu nipoBeIeHUN BUACOIJIEKTPO-
sHLedanorpadpuueckoro MoHuToprHra (BOM) ormeueHbI
3HAuYUTEJIbHOE YyJydlleHue ocHoBHOro putma (8 Iir)

1 YMEHBIIEHHUE Je/IbTa-3aMeIJICHUST B JIEBOM BUCOYHOM
00J1acTu. 3aperucTpupoBaH 3MU30/ TA/LTIOLHALIMIA, HE CO-
MPOBOXAAIOIINIACS SMISITU(OPMHOI aKTUBHOCTBIO.

ITo Ha3HaYeHUIO TICKXMATPa BBENICH PUCIICPUIOH B 103¢
0,5 mr/cyt. [lo3a 1akocamuia ymeHbliieHa 10 50 Mr/cyT, yepe3
2 Hell OTMEYEHO YMEHBILIEHUE IICUXUYECKMX HapyIICHHUIA.

B Hos16pe 2014 1. mpogoKanuch peaKkue mprucTyIibl,
peNKUe 3pUTEbHBIC Ta/UTIOIMHAIINY, YIydIIeHWE ITOBe-
neHus. [TocTerneHHO OTMeUYeHa CTaOMIM3alUsT COCTOSTHUSI.
OOT: noBkIlIeHNE NHIEKCA AMUICITUYECKON aKTUBHOCTH,
OJHAKO yJy4llleHHe Mo cpaBHeHUIO ¢ DDI" 10 BBeAeHUS
JlaKocaMua.

IIpencraBnsieM coOCTBEHHbIC HAOMIOAEHUS (hDeHOMEHA
HAaCHJIbCTBEHHOM HOpMaJIM3alliy, 3apeTMCTPUPOBAHHOTO
y HalllUX TTAallMeHTOB.

Knunnyeckun cnyyai 1

Hayuenm C., 2004 2. p., 21 200. uacnos: cenemuye-
cKas okanvHas anuaencust, 00ycA08AeHHASL Mymayueil 6 e-
He DEPDCS5 (G40.8). Dmuonoeus: mymauus é eene DEPDCS5;
nooosperie Ha POKANLHYIO KOPMUKAALHYIO OUCHAA3UIO 1€601L
8UCO4HOII donu.

Ilpucmynoi: snusenmuueckue cnazmol (6 aHamuese);
oK anbHble, 8ePCUBHbBLIE 8160, C HCECHOBLIMU ABMOMAMU3 -
Mamu caeea u opoasuMeHmapHoiMu agmoMamu3mamis; ou-
Aamepanvhvie cy0OPONCHbIE NPUCYNbL.

Jlebrom npucmynog 6 go3pacme 5 mec (3nusenmuyeckue
cnasmol; cepuiinbie). Ilpu eedenuu earvnpoama npucmynol
npexpamuaucy Ha 3-ii denw. Tlpucmynnoiii nepuod 3 neo.
Pemuccusi ¢ 6 mec 0o 9 aem (¢ 6 do 9 nem — 6e3 nevenus,
sanvnpoam bvin ommener 6 6,5 2oda).

Pazeumue nayuenma coomeemcmeosano 03pacmy.

C 9 sem — debrom hoKanbHBIX 8EPCUBHBIX NPUCMYNOB
(6 8Ude nosopoma ena3 u 20106bl 6160 ¢ 0ANbHEUUUM NOB0-
DPOMOM KOPHYca 61e60, OAUMEAbHOCHbIO HECKOAbKO CEKYHO).

C gecnbvl 2019 e. danHble npucmynsl MpaHc@opmuposa-
AUCD 6 bunamepanvhvie CyodopodcHvle (MedaeHHoe ocedarue,
Hapyuierue coO3Hanus, obuue nodepeusanus, INU300U4eCKU
JHCECMOBbIE ABMOMAMUIMBL C1e6a, OPOANUMEHMAPHbIE ABMO-
mamusmbot), dnumenvocmoto 1,0— 1,5 mun, npoxoduau ca-
mocmosmenwvHo. [lpeumyuwecmeeno 6 ympenuue 4acot, nocie
cHa. Yacmoma npucmynoe — 0o 3 6 mecsuy.

Ilpucmynot npexpamuaucs ¢ uroasn 2020 e. (6 6o3pacme
16 nem) nocae ssedenus kapbamazenuna (Punaencun pe-
mapo). C konya Hosopsa 2020 e. noséuiuce npusHaKu denpec-
cuu u ncuxo3a (bpeo u easnrouyurayuu). B mom uucase omme-
yaaucoy 6pedosvie udeu npecnedoéanus u 6030elicmeus,
HACUNbCMBEHH020 MblUACHUS, NAUUEHM CHUMAA, YMO «€20
CenasuaU», «uM Ynpaeasom uepe3 MOOUAbHbLI meneqon»,
«ee0 mose usyuarom». boir Koncyabmuposan ncuxuampom
U 20CNUMANU3UPOBAH 8 NCUXUampu4ecKoe omoenerue. Jnu-
MeAbHO NOAYYAA AedeHue Hellposenmurkamu (mpugma-
3UH, OAAH3aNUH U 0p.). B ces13u ¢ ncuxuveckumu Hapyuwenusmu
nayuenm eviHyycoeH Obin npepeamv oOyyerue 6 Koaiedice.
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Kapbamaszenun (Punnencun) 6vin 6 danvHeduem nocmenen-
Ho ommeneH 6 anpene 2021 2., npusHaku Ncuxo3a coOXpaus-
auce. 3 mas 2021 e. 3apeeucmpuposarn 3nusenmu4eckuil
npucmyn. Jlanee npucmynsl OMcymcmeo8anu Ha (hone MOHO-
mepanuu easvnpoamom (enaxun) do nosops 2021 e.

B Hosope 2021 e. 6 6oabHUle nayueHm neperec KopoHa-
BUPYCHYIO UHPEKULUIO ¢ NOCACOYIOUUM ObICMPbIM YAVMUEHU -
eM NCUXU4ecK020 COCMOsIHUS, 8bINUCAH U3 CAUUoHapa 6e3
ncuxomponHoi mepanuu. B meuenue neckonvkux mecsayes
COXPAHANACy HOPMAAUZAUUS NCUXUHECK020 COCMOAHUS 0e3
ncuxomponnot mepanuu. Pooumeau u nayuenm ne ommeua-
AU BPOOYKMUBHOU cuMnmomamuxu 8 nepsole 3 mec 2022 e.,
npu 3mMom Snuienmuseckue OUIamepatbHole Cyo0oPONCHbIE
npucmynsi npoo0oANCaANUCH C Hacmomoil 00 2 pa3 é Mecsy.

C Hosopsa 2021 e. 3apecucmpuposano 3 anu300a Henpo-
U360/1bHO20 MOYEUCHYCKAHUs HOYbl0. B Hos0pe u dexabpe
2021 e. 3apecucmpuposaro 2 omuemausvbix NpUCmMyna npu
npobyycoenuu (n0BOPOM 204108bL 8160, OUAAMEPANbHBIL CYOO-
DOJICHYLLL NPUCHIYR, 0€3 HENPOU3BONbHO20 MOHEUCHYCKAHUSL, C NO-
CAe0youUM CHOM, OAUMENbHOCHb NPUCIYNA MeHee 2 MUH,).

C anpens 2022 e. na ¢hone 6edenus raxocamuoa u om-
CYmMCmeust NPUCMYno8 60300HOBUAUCH NCUXOMUHECKUEe NPO-
saenenusn (bped u earnroyuHayuu), 60300H081eHA Mepanus
ONAH3ANUHOM.

Ilocaednuii npucmyn paszeuncs 22 dexabps 2022 e. na ¢ho-
He uzmMeHeHus mepanuu (nepexooa ¢ AaKocamuoa Ha Aamo-
MpuoNCUH) — OUAAMEPANbHBLI CYOOPOICHDLU NPUCMYN OAU-
MeAbHOCMbIO 2 MUH, ¢ NOCACOYIOUUM CHOM.

Tlayuenm onumenvHo npurHumMaem oAaH3ANUH MO HA3HA-
YeHUio ncuxuampa.

B nacmosuwee epems ommeuena cmabuiu3ayus nCuxu-
yeckoeo cocmosinus. Tlayuenm npoodoaycun oby4uenue 6 Koa-
Aedce.

Pezyaromamor 06caedosanus:

Ilpu opuenmuposournom mecmuposanuu KOSHUMUBHBIX
HapyuleHuil y nayueHma He 8bls61¢eHo.

lenemuueckue uccredoganus (noaHoe cekgeHupogarue
aK3oma, «lenomeo»): gbisisrena eemepo3uomHas Mymauus
6 eene DEPDCS5 (accoyuuposannas ¢ cemeiiHoil (hokanvHoll
anunencuell ¢ 6apuadesbHbiMu oKycamu, mun Hacaeoosa-
Hus — aymocomuo-domunaumuoiit, OMIM: 614191).

IIpu uccaedosanuu pooumeneii no Ceneepy («lenomeo»)
0aHHAs Mymauus 8vi6AeHA Y OMYa U OMCYmcmeyem y ma-
mepu. Y omya — snunenmuueckue npucmynst ¢ 6 1em, noay-
yaem ADII.

Beoicokopaspewiarowas MaeHUMHO-Pe30HAHCHAS MOMO-
epagus (maii 2021 e., yenmp Ilupoeosa): kapmurna moxcem
coomeemcmeosams HOKANbHOU KOPMUKANbHOU OUCNAQ3UU
1€6011 8UCOUHOIL 001U.

Hounoit BAM (uronwe 2020 e.; do pazsumus ncuxosa):
pedykyus anvgha-pumma caesa. PedyKuyus COHHbIX epemeH
caesa. IlpodonicenHoe pecuonanbHoe 3amedneHue no 1e8biM
3A0HeBUCOUHbIM 0mEedeHUsIM,  pide CAy4aes ¢ 3ax6amom
8ce20 3a0He20 pecloHa, pedce ¢ pacnpoCmpaHeruem Ha nepeo-
Hue omdeani caesa. B cmpykmype deavma-3ameonenus peeu-
CMPUPYIOMCS 8bICOKOAMNAUMYOHbIEe OCIMPble 80AHbL U NUK-
B0/HOBblE KOMNAEKCbl. Inuzoduyecku 3amedneHue npuHuMaem
A1amepanu308anHblil XapaKkmep, pacnpocmpaHssace Ha 6CHo
seeyro eemucepy. Iluk-60an08as akmusHocms npeodnadaem
8 /1e8blX 3A0HUX OMEedeHUsIX. YKa3anHble UsMeHeHUs peau-
cmpupyromes: 6 600pcmeosanuu U 60 cHe (puc. 3).

Ha ¢hone pazeumus gperomena HacunbCmeeHHOI HOpMANU-
3ayuu ommeyanacs Hopmanusayus D3I, komopas coxpansem-
¢ 0o Hacmosiezo epemenu. Tlocaeonuii BOM (26—27.11.2024,
Hnemumym demckoit Heeponoeuu u snurencuu um. Cesmu-
meas JIyku): ocHOGHAS AKMUBHOCMb 8 NpPeoenax HOPMbi.

i e e e

Puc. 3. Xapaxmepnuie anexmposnuyepanroepaguueckue usmenenus y nayuenma C. 0o pazeumus (heHoOMeHa HaCUAbCMBEHHOU HOPMANU3AUUU:
npo0oAdICeHHOE PecUOHANbHOE 3aMedNeHle C AKUEHMOM 8 1€60il BUCOYHOI obaacmu. B cmpykmype deabma-3amedaenus pecucmpupyemcs
SnUNENMUPOPMHAS AKMUBHOCb 8 8UOE BbICOKOAMNAUMYOHBIX OCMPbIX 80AH U KOMHAEKCO8 0CMpasi—MeOdNeHHas 60AHA. YkazaHHble usme-
HeHus peeucmpupyromes 6 boopcmeosanuu (a) u 6o cHe (6)

Fig. 3. Characteristic electroencephalographic changes in patient S. before the development of the forced normalization phenomenon: continued regional slowing
with an emphasis on the left temporal region. The structure of delta slowing includes epileptiform activity in the form of high-amplitude sharp waves and sharp-
slow wave complexes. These changes are recorded during wakefulness (a) and sleep (6)
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Puc. 4. Hopmaauzayus snexmposnyegharoepammol 6o0pcmeosanus (a) u cua (6) y nayuenma C. nocae pazeumus (heHoMeHa HACUAbCH-
BEHHOI HOPMAAU3AYUL: MUNUYHOU SNUAENMUPOPMHOU AKMUBHOCIU He 3aPeUCmPUPOBaH0 6 600PCMBEOBAHUU U 80 CHE

Fig. 4. Normalization of the electroencephalogram of wakefulness (a) and sleep (6) in patient S. after the development of the forced normalization phenomenon:

typical epileptiform activity was not recorded in wakefulness and sleep

B 600pcmeosanuu snunenmugopmHas GKmuHOCHb OMCYmcm-
syem. Dusuonoeuteckue nammeptvl CHa coxparibl. Bo che pe-
2UCMPUPYemcst NepuoOUHECKoe PecUOHAIbHOe Mema-3amMeoneHuUe
8 n1esoll (pedice — 8 NPaeoil) BUCOYHOL 001ACMU HE3ABUCUMO.
Tunuunoii snusenmugopmHoil GKMUBHOCII He 3apecUcmpupo-
8aHO 8 600pcmMBoBaHUl U 60 cHe (puc. 4).

B Hacmosuee spems noayuaem eanvnpoam 2000 me/cym +
aamompudxcur 200 me/cym.

3akarouerue: OAHHbIL KAUHUYECKULL CAYHail 0eMOHCIPU-
pyem paszgumue wu3o@ppeHono0dobH020 NCUxX03a 6 pamKax
CUHOPOMA HACUAbCMBEHHOU HOPMAAUZAUUU NPU 88e0eHUlU
8 CXeMy neueHusi Kapoamasenuna ¢ 8biCOKUM mepanesmuye-
cKkum aghgexmom (npexkpauierue nPUCMynos8 u 610KUposanue
snusenmugopmuoll akmuenocmu Ha DII) y nayuenma
16 nem ¢ HopmanvHbIM pazeumuem, POKAAbHOU InuLencuel]
COUemanHol (CMpyKmypHO-2eHemu4eckoil) 3muoiouu.
B cés3u ¢ pazsumuem ncuxo3a nayueHm ObLi @blHYHCOeH npu-
ocmaHosums o0y4erue 8 Koaieoddnce, NPOXooun ONUMeNbHOe
cmayuonapHoe neverue Hetiporenmuxamu. Ha gpone koppex-
yuu neveHus (6 Hacmosiujee pems npUHUMaem eatbnpoam +
AAMOMPUONCUH) NCUXUHECKOe COCMOsHUE CMAabUAU3UPO8a-
A0Cb, nayuenm npoodoaxcus ooy4enue, npUchynsl 04eHs peo-
Kue; 8 Hacmosiujee 8pemsi COXPaHAemcs PEMUCCUSI RPUCIYNO08
¢ dekabpsa 2022 e.

OCO00EHHOCTh TAHHOTO cIyvasl He TOJIBKO B PeIKOM
STUOJIOTUHN 3MNWJIeNicHu (CoYeTaHUe yHacJIeTOBaHHOM
myTtauuu B reHe DEPDCS5 n ¢poKaabHOM KOPTUKAIbHOMI
JMUCIUIA3WU JIEBOM BUCOYHOM TOJIN), HO TaKXe U B TOM,
YTO TICMX03 OBLT BBI3BaH KapOaMa3elmMHOM — IIperapa-
TOM, HE UMEIOIIMM IPONCUXOTUYECKUX CBONCTB, C 0J1a-
TONPUSITHBIM BJIMSIHUEM Ha IICUXUYECKYIO chepy U Ha-
CTpOEHME M He BBI3BIBAIOIIMM IICHUX03 B KadecTBe [1D
Teparuu, 1o JaHHBIM JTUTEPaTypPhl.

KnuHuueckuin cnyvai 2

Ilauyuenm A., 2005 2. p. (8 hacmosuee epems — 20 aem).
B meuenue muoeux aem (¢ 2006 no 2023 e.) naxooduacs
noo Habardenuem 6 Hucmumyme 0emcKoil Hegpoaoeuu U dnu-
sencuu um. Cesmumens Jlyxu/Uncmumyme demckoil u 63po-
cnoii Hegponoeuu u snurencuu um. Cesmumens: JIyku ¢ ouae-
Ho30M: cuHOpom Jlennokca—lacmo cmpyKmypHoil smuonoeuu
(G40.2). Dmuonoeus: cmpyKmypHas — pacnpocmpaHeHHas
Kopmukanvras oucnaasus, npednoaoxcumensro la muna,
npaeoii eemucgepsl, npeumyuecmeerno 100Hoil doau. Ilpu-
CMynbl: MOHU4ECKUe aKCUANbHbIe, ACUMMEMPUHHbIe MOHU-
yeckue, aMunu4Hble A0CAHCL, Pe3UCTNEHMHbIE K ACHEHUI.
Jlebrom anunenmuueckux npucmynog 6 3,5 mec.

3adepicka pazeumus cmana 3amemuoil ¢ 6 mec; danee
BBIPANCEHHOE OMCMABAHUE 8 PA3BUMUU; BbIPANICEHHBLE KO2-
HUMUBHbLE HAPYUEHUSL.

B meuenue mMHocux aem omme4anucs exceoHesHble MHO-
eokpamuvle npucmynsi. Tloayuan mroeouucaenHvie KomoU-
Hayuu ADII — be3 cyuecmeenroeo s¢pghexma.

B mapme 2016 e. 6 so3pacme 19 nem snunenmuueckue
NpUCMYNbL OMCYMCMBOBANU 8 MeUeHUe HECKOAbKUX MeCAUEE
nocae 6sedeHus 6 cxemy aeveHus pyguumamuoa  doze
800 me/cym (c 00HOBpeMeHHOI OMMEHOI 8AALNPOAMA) 8 CO-
YemaHuu ¢ pamee NPUHUMAEMbIM 8U2AOAMPUHOM 8 003e
3000 me/cym.

Panee nayuenm daumenwvHo noayuan eueabampun 6 co-
Yemanuu ¢ 6aAbNPOAMOM 8 0aHHOl 003 C COXPAHEHUEM
€JHCeOHEBHbIX MOHUYECKUX AKCUANbHBIX NPUCIYNOE C CepUli-
HbIM MeueHuem, NPUBOOSUUX K NAOCHUIO U MPABMAMU3AUUL.
O0dHako npekpauieHue npUucmynoe nocie 86e0eHuUs pyQuHa-
MUOG COnPOBONCOANOCH pa3sumuem NCUxo3a, ¢ Hauleil mouKu
3peHust, Kak nposieaeHus: (peHoOMeHa HacunbCMBEHHOU HOpMa-
Auzayuy (NOCMOSHHbLIL KPUK, 0MKA3 0m 00UjeHuUst, RCUXOMO-
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mopHoe 8030yxcderue). B samom nepuoo nauuenm 6bia eocnu-
maau3uposan 6 KauHuky lepmanuu 041 naanosoeo
00C1€008aHUS U NPOBEOeHUSI XUPYPUYECK020 NeHeHUs INU-
Aencuu (QpoxkanbHas KopmukaivbHas pezexyus). B céssu c npe-
Kpaujenuem npucmynos u pazeumuem ncuxosa 6 onepayuu
obl10 omkasaro. Panee y dannoeo nauyuenma ommeuanocs
abCcontOMHO pe3UcmeHmHoe me4eHue SNUAeNCUl ¢ COXpaHe-
HUeM e)ceOHe8HbIX NPUCMYNO08 HA (hOHe Npuema pa3nu4HbIX
komounauuii ASI1. B onucvieaemom cayuae npu 0obpammoi
3ameHe pyQUHAMUOa HA 8aNbNPOAM NCUXUYECKOe COCMOSHUE
nayueHma HopManu308anoch, 0OHAKO NPUCIYHbI B0300HOBUAUCY
u do Hacmosue20 8pemerU NPOOOAICAIOMCS edceOHEeBHO.

B danvHetiuiem 6bin nosyuen epemMeHHblil mepanesmu4e-
cKull aghgpekm npu npueme nepamnanesa, 4mo modice CoOnpo-
8021c0an0Ch azpeccueil U 6030yxcoenuem. lannoe cocmosnue
Maksice MOJNCHO PACUEHUMb KAK NPOsiBAeHUe HACUAbCIMBEHHOU
Hopmanuzayuu. O0HakKo nepamnauen 6via ObICMPO OMMeEHEH
8 653U ¢ yxyoduleHuem NCUxu4ecko2o COCMosHUSA nayueHma.

U panee, 6 nepuodsi pecyasipHo20 NPOOOAICEHUS RPUCTY -
noe, pooumenu nNAyUeHmMa oMmme4anll, 4mo npu yMeHvleHUuU
YucAa u maxicecmu nPUCMyno8 nCUxXu4ecKkoe coCmosiHue pe-
benka epemenHo yxyouianroce: «Ecau y neeo nHem cunvro2o
YMPEeHHe20 NpUcmyna, mo OH 04€eHb HePEHblil, OeCNOKOUHbL
U He 3Haem, Kyoa cebs Oembv».

Ilpu maeHummno-pe3oHancHol momozpaguu visi6aeHa
DACNPOCMPAaHeHHAs KOPMUKAAbHAS OUCNAQ3UsL, NPednono-
acumenvro la muna, npasoii cemucghepul, npeumyujecmeer-
HO 100H0II DoAu.

XapakmepHas ons nayuenma snekmposuyegparoepapu-
yeckas Kapmuua, Habar0arowascs 6 meuexue nocaeoHux
nem u 3apeeucmpuposanuas npu BOM (3—4.04.2023), ana-
AU3 Pe3yAbmamos Komopoeo npo8ooucs Ha nocaeoHell KOH-
cyavmayuu 6 Uncmumyme 0emckoii Hegpoao2uu U Snuiencuu
um. Ceamumens Jlyku/HUncmumyme demckoil u 83pocioii
Heaponoeuu u snunencuu um. Ceasmumens Jlyku e 2023 e.:
3amednenue 0CHOBHOU akmusnocmu ¢hona. Ilepuoduueckoe
DecUOHANbHOe 3aMe0NeHuUe NO NPABbIM GUCOYHBIM OMBEOeHUSIM.
Pecuonanvras snusenmugopmuas aKkmugHocmos no NPAGbLIM
BUCOUHBIM OMEEOCHUAM C Nepuoou4ecKoil samepaiuzayuen
Ha ecto npaegyro eemucgepy. Kopomkue oughghysnoie busame-
DANbHO-ACUHXPOHHbIE PA3pPs0bl, A MaKice OUAAMepanIbHO-CUH-
XPOHHble pa3psiobl, 3aX8amblearoujiie nPeumMyulecmaeHHo 3a0-
Hue KopmukaiavHvle omeederus. Ilpodoaxcumensrocmo
ougpgy3nvix paspadoe do 8 c. Undexc snusenmughopmHoi
akmuenHocmu 8 bodpcmeosaruu cpednuil. Bo cne Hapacmaem
UHOexc duggy3Holl HUBKOCUHXPOHUBUPOBAHHOU NUK-B0NHOBOU
aKMUBHOCMU 8 COMEMAHUU € SNU300amu YNAOUCHUS pUMMA.
Hanuuue paspsdoe dughghysnoii napokcuzmanvHoli 6bicmpo-
6oanoeoll akmusnocmu (GPFA). Huoekc anunenmugpopmuotii
aKmueHOCMU 60 CHe KpaiiHeil 8bicoKUil (puc. 5).

annvie 231 6 nepuodvl HACUNbLCMBEHHOI HOPMAAUAUUU
Ha gpone npuema pygunamuda u — 6 darvHeiuem — nepam-
nauena omcymcmeyrm, mak KaK 8 3mu nepuoosl 31eKmpo-
auyeghanroepapus ne nposodunacs. Mocrno auub npednona-

2amb GbIPANCEHHOE CHUNCEHUE UHOeKca INUNenMUPOPMHOL
aKmueHoOCmu 6 OaHHble Nepuoobi.

3akarouenue: y nayuenma A. co cmpykmypHoil ghopmoil
MANCENOI INUACNMUMECKOU IHUEPANONamULL, 8bIPANCCHHBIM
OMCMABAHUEM 8 PA3BUMUU U Pe3UCMEHMHOCMbIO K Mepanuu
MHo20uUCAeHHbIMU KomOunayuamu ADI 3a onumenvrblil ne-
puod Habnrodenus (6 meuenue 171em) 06asicowt 3apecucmpu-
POBAHBL NPOSIGACHUS (DEHOMEHA HACUNLCINBEHHOL HOPMAAU-
3auuu (npekpawerue nPUCMyno8 U NPposieaeHus NCuxo3a)
npu 86edeHuU 8 cxemy mepanuu pygunamuoda u dasee — ne-
pamnanena. [lpu ommene dannvix npenapamos ncuxu4eckoe
COCMOsIHUE NAUUEHMA HOPMAAU308AA0CH, OOHAKO IMO CONPO-
6021€0an0Cb 80300H06AeHUeM npucmynos. Ho u panee, 6 ne-
puodbl pecyasipHo20 NPOOOANCEHUs. NPUCIMYNOE8, POOUmenu
nayueHma omme4anl, Ymo npu YMeHbUeHUU YUcaa u msice-
CMU NPUCMYN08 NCUXUYECKOe COCMOsIHUE peDeHKa 8PEeMEHHO
yxyowanoce. Xoms nayuenm s611emcsi KAHOUOGMom 0451 npe-
Xupypeuueckozo 00cae008anus (npu MazHUMHO-PE30HAHCHOIL
momoepaguu visaeaeHa pACHPOCMPAHEHHAS KOPMUKAAbHAS
ducnnazus, npeonosoxcumenvio la muna, npasoii eemucge-
DPbl, NpeuUMyuecmeeHHo A00HOU 00aU), ¢ yuemom OaHHbIX
AHAMHe3a 603HUKAEM ONACEHUE 0 3HAUUMEALHOM NOBbLUEHUU
PUCKA pa3eumusi CMOUKUX NCUXUHECKUX HapYUuleHUll 8 pe-
3YAbMame YCHEUIHO20 XUPYPeuecKo20 Ae4eHUs.

OnHaKo B HACTOSIIEE BPeMs pPUCK Pa3BUTHS CTOMKIX
MICUXWYECKUX HAPYIICHUI y TAKUX MAllMEHTOB HE OIpe-
JIeJICH, U, BEPOSATHO, ONpee/IeHe PUCKa TaHHBIX Hapy-
IIEHUI TTOCJIe YCIEIIHOr0 XUPYPTUYECKOro JICUCHUS
SIUJICTICUM MOXET CTaTh OOBEKTOM OYAYIIMX MCCIIEI0-
BaHWM.

HHTepecHo, 4TO 3aMeHa CXeMBI JICYEHUSI ¢ OTMEHOM
paHee NMPUHMUMAEMOTr0 BajlbIIpoaTa TakKe OblIa OoIrcaHa
aBropaMu 13 beiipyra y B3pocjioro naiueHra, y KOTOpOro
cuHIpoM JlaHmoJIbTa pa3BUIICS TIPY BBEIEHUM JIAKOCAMM -
nma (K. Abou Khaled u coabr., 2016). MoxXHO npearioia-
raTh, YTO B JaHHBIX CIy4YasiX BaJbIIPOaT, HE OKa3bIBasl BbI-
pPaXkeHHOTO TepareBTHYECKOro 3¢deKTa Ipu SMIIETICHH,
cepXKUBaJj MPOSIBICHNE ICUXUISCKUX HApYIIICHUI, BbI-
3bIBasi HEKOTOPYIO CTAOMJIM3AIINIO.

Knunnyeckun cnyyaii 3

Tlayuenm B., 1992 e. p. (6 nacmosuee pems — 32 e00a).
Huaenos: cmpykmypHas gokanvras snunsencus (G40.2).
Dmuonoeus: hokarbHas KOpMuKaibHas OUCNAA3US NPABOLL
A00HOU 00aaCcmU, NPeUMyuecmeeHHo UHCYAAPHAS 30HA.

ITlpucmynot eunepmomopnuie, pokanvhwie ¢ agmomamus-
mamu, ouramepanvHvle cyoopodicHvle. Jlebrom npucmynoe
¢ 4 1em.

Yacmoma npucmynog cocmaeasaa do 10 é mecauy, noc-
MOSIHHO; OMME4AAACh PEe3UCEHMHOCMb K mepanuu (noAy4an
xomounayuio uz 3 AJIIl: oxckapbaszenun + aakocamuo +
Kn06azam).

Hounoii BAM (0o onepayuu, 2009 2.): ebipadxcenHas vi-
COKOAMNAUMYOHASI Pe2UOHANbHAS SNUAENMUPOPMHAS


https://www.ncbi.nlm.nih.gov/pubmed/?term=Abou Khaled K%5bAuthor%5d&cauthor=true&cauthor_uid=27522575
https://www.ncbi.nlm.nih.gov/pubmed/?term=Abou Khaled K%5bAuthor%5d&cauthor=true&cauthor_uid=27522575
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Puc. 5. Xapaxmepnbie snekmposnyeganoepapuueckue usmenenus y nayuenma A. Myasmupe2uonHanbHas SnUAenmu@opmuas aKkmusHoCmb
BbICOKUM UHOCKCOM 8 COYEMAHUU C MEONeHHbIMU OUPDQPY3HbIMU PaA3PA0aMU 8 Ude KOMNAEKCO8 OCMpasi—MeonenHas 6oana (a). boavuiun-
cmeo ough@ysHvix pazpsa0os umeiom HeHomeH MOPUHHOL OUAAMEPANbHOT CUHXPOHUZAUUL, HAYUHAIOMCA U3 NPABOLL GUCOYHOL oOaacmu.
3apezucmpuposanvt 31eKmposHyedaloepapuuecKie nammepusl SNULENMUHECKUX cnazmoe (0) u amunuyHbix abcancos (8)

Fig. 5. Characteristic electroencephalographic changes in patient A. Multiregional epileptiform activity with a high index combined with slow diffuse discharges
in the form of sharp-slow wave complexes (a). Most of the diffuse discharges have a phenomenon of secondary bilateral synchronization, originating from
the right temporal region. Electroencephalographic patterns of epileptic spasms (6) and atypical absences (8) were recorded

AKMUBHOCMb, NPeOCMAasAeHHAs 8 8Ude OCMPbIX B0AH U KOM-
nAeKco8 ocmpas—meoneHHas 60AHA, NO NPABbIM N0OHbIM
omeedenusam (puc. 6). BOM (nocae onepayuu, 2015 e.): peo-
Kue ocmpble 80AHbL 8 CPYKMYpe Nepuoduteck0e0 peeuoHanb-
H020 3amedneHUsl no NPaguiM N00HbIM 0meedeHusM (puc. 7).
Ilpu nexkomopoix BOM (2017—2018 ee.) snusenmugopmuas
AKMUBHOCMb OMCYMCME08AAA.

/o onepayuu: anuzoduuecku anamus, SnU300utecky noay-
uan pucnepudoH, meHOeHyus K nogvluienuto maccol meaa. Oo-
HAKO NAyUueHm y6neKancs HCUgONUCyI0, MHO2O PUCOBAN, U €20
pabombi OblAU UHMEPECHBIMU U, 0E3YCA08HO, MANAHMAUBLIMU.
Tlayuenm umen HopmanbHblil UHMeENNEKM.

B céa3u ¢ npodoaxcarouumucs Ha gpore npuema Komou-
nayuu ADII peeyaaprvimu npucmynamu nposedeHo 2 onepa-
yuu (oxanvrnas KopmukanvHas pesexyus 6 lepmanuu
6 2010 2., 3amem 6o @panvyuu (Ipenobas) 6 2013 2. 6 cesa3u
¢ Hedocmamounbim 3¢hghekmom nepeoli onepayuu).

Knunuueckas pemuccus coxpansemces ¢ uwons 2013 e.
nocae ycnewnot nogmopHoi onepayuu. Ecau do onepayuu
nayuenm npeKpacHo pucosa, NPo8oOUNICH €20 NepCOHANbHbIE
8bICMABKU, NOCAE ONepaylu OH CIMOLUKO ympamun UHmepec
U CNOCOOHOCMb K PUCOBAHUI) U MHO2Ue Opyeue UHmepecol;
omMmeueHbl NPOABACHUS NCUX03A, AepecCUBHoe nogedeHue,
denpeccugHvle CUMNIMOMbL, 68 OanbHeliueM — anamus; HeKo-
mopas cmabuauzayus 0ocmueHyma npu npueme Hetiponen-
muKoe 8 KombuHayuu ¢ anmudenpeccanmamu. B mom uucae
noayuan pucnepudor (Pucnonenm) é doze 8 me/cym u apunu-
npazon (3unakcepa) 5 me/cym. Peeyaspro Haxoduiacs noo Ha-
6at00eHuem ncuxuampa.

IIpu nocaeowneii koncyrsmauyuu 6 Hucmumyme demckoii
Hesposoeuu u snunencuu um. Ceasmumens Jlyxu/Uncmumyme
demckoil u 83pocaoti Hegpoaoeuu u snuaencuu um. Cesmumens
Jlyku 6 utone 2021 e. 6 sospacme 28 nem coxpausemcsi cmoii-
Kas 0aumenbHas pemuccus npUcmynoa.
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Puc. 6. [layuenm B. Hounoii éudeosnexkmposnyeghanoepagpuueckuil
MoHumopune (do onepayuu, 2009 2.): 8biparxceHHas 6bICOKOAMNAU-
mMyOHas pecUoHANbHAs SNUAENMUPOPMHAS AKMUBHOCMb, Npeo-
CMABAeHHAs 8 8U0e OCMPbIX 80H U KOMNAEKCO8 0CMPAsi—Me0AeHHAs!
604HA, NO NPABLIM NOOHBIM OMEEOeHUAM

Fig. 6. Patient V. Night videoelectroencephalographic monitoring (before
surgery, 2009): pronounced high-amplitude regional epileptiform activity,
presented in the form of sharp waves and sharp-slow wave complexes,
in the right frontal leads

B Heepoaoeuueckom cmamyce: CyXodcuabHas aHu30-
pedaexcus (S>D). lpyeux ouazo6vix cumMnmomos He 8bi-
A61€HO.

Ilo dannvim BOM (uronw 2021 e.): nepuoduueckoe peeu-
OHA/NbHOE 3aMedNeHUe N0 NPABGLIM N0OHO-UECHMPANLHbIM OM -
8edenusam. EQunuuHble ocmpble 804HbL U HUBKOAMNAUMYOHbIE
NUK-B0AHOBbIE KOMHIACKCHL MO NPABLIM UEHMPANbHO-MEMEH~
HbIM 0MEedeHUsM. DNuienmuopmMHas aKkmueHocmo cyuje-
CMBEHHO He Hapacmaem 60 CHe.

B Hacmosiwee epemsa noayuaem oxckapbazenun (Tpu-
aenman) 300 me ympom u 300 me eeuepom (600 me/cym),
pucnepudon (Pucnosenm), HaznauenHbwlii nCuxuampom, 8 00-
3e 4 me ympom u 4 me eeuepom.

Macca meaa nayuenma — 150 ke. He yuumcs, ne pabo-
maem, Hu4em He uHmepecyemcs, He pucyem. Bo epems KoH-
Cyabmayuy noCMosIHHO 6eCnOKOUHO X00um no KabuHemy.
Jloma 6 ocHosHom uepaem 6 KomnvromepHoie uepbl. 1o xo-
35iicmey He nomozaem.

Tem He menee podumenu nayueHma cuuman, 4mo om-
cymemeue maxicenvbix CyOOPOICHbIX NPUCIYN0E — 00AblUUOe
obneeuenue, u He Jcaneau 0 nPoeedeHHoU onepayull.

3akarouenue: 0cobeHHOCMb O0AHHO20 KAUHUYECK020 CAY-
Yas, cocmoum 6 mom, Ymo CUHOPOM HACUAbCMBEHHOU HOP-
MAAU3AYUU PA3BUACA 8 Pe3YAbMame YCHEeUH020 Xupypeue-
ckoeo nevenus. Hecmomps na npuem 2 Heilposenmukos,
Kauecmaeo JCU3HU NayUeHma 3Ha4UmenbHo CHU3UAOCh, U OH
ympamun cnocoGHOCMb U UHmMepec K meopyecmay (pucosa-
Hue), Xoms NPUCMYNbl, paHee 3HAYUMENbHO CHUNCABUIUE
Kauecmeo JCu3Hu NAUUEHMa U cemMbl 8 YeaoM, NOCAe One-
payuu u 00 HacmMosuwe20 8pemMerHu OMCYMCcmeym.
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Puc. 7. Ilayuenm B. Budeoarekmposnyeganroepapuueckuii MoHU-
mopuHe (nocae onepayuu, 2015 e.): peOkue ocmpble 60AHbL 8 CMPYK -
mype nepuoou4ecK020 pecuoHaAbHO20 3aMe0NeHUs N0 NPAGbIM 100~
HbIM 0meedeHUsM

Fig. 7. Patient V. Videoelectroencephalographic monitoring (postoperatively,
2015): rare sharp waves in the structure of periodic regional slowing
in the right frontal leads

BbiBoabI

C Halleil TOYKM 3peHus, IEPCIEKTUBHBIMU HaIIpaB-
JICHUSIMM TaJIbHEUIIUX MCCICIOBAHUNA MOTYT OBITh:
1) BeieIeHHEe (paKTOPOB pUCKa M TPYIIIIBI pUCKa I10 pa3-
BUTHIO CUHIPOMA HACWJIBCTBEHHOI HOPMAaJIU3aLMU CPEAU
MallMeHTOB, IJIAHUPYIOIIUX XUPYPTUUECKOE JIeUeHUE;
2) uzydyeHue (peHoMeHa HaCUJILCTBEHHOM HOpMaInu3aluu
y MJIQJICHIIEB M IeTelii paHHETO BO3pacTa ¢ TSLKEJIBIMU JITH -
JIETITUYECKUMU SHIIe(haTOMaTUSIMU.

Takke ObLIM OBl BaXKHBIMM YTOYHEHME ITaToreHesa
cuHapoMa JIaHIoJIbTa 1 IIOMCK ITyTei COXpaHEHUST pEMUC-
CMU TIpU HOpMaJu3alluu TCUXUYECKOIO0 COCTOSIHUS.
B ToM 4uciie ruoTe3a 0 CHUKEHUU YPOBHS gjodaMrHa
npu npueme Banbnpoata (H.A. IlInaiinep u coaBr., 2025)
MOXET OOBSICHUTH KaK OJarornpusTHhI 3¢ GeKT Balb-
Ipoara Ipy pa3BUTHM CUHApoMa JlaHmosbra (BOBMOXHO,
U IPYTUX TICMXO30B ITPH SIWJIETICUH), Ha YTO YKa3bIBaJl el1lie
P. Wolf B paHHMX paboTax, Tak U CIydau pa3BUTHSI IICMX03a
(BO3HUKIIIKE B KAYECTBE OMHOTO 13 (haKTOPOB Ha (POHE OT-
MEHBI BaJIbIIPOaTa), B TOM YUCJIE U 110 (heHOMEHY HaCHJTb-
CTBEHHOM HOpMaJIM3alliK, OITMCAHHBIEC B JIMTEpaType 1 Ha-
OJrtoaeMble B Hallleli KITMHUYECKOM MPaKTHKE.

HubopMrpoBaHye Bpayeil 0 BOBMOKHOCTU Pa3BUTHS
cuHapoma JIaH#o/IbTa MMeeT BaXKHOE TIPAKTUIECKOE 3Have-
HME, TaK KaK CHUHIPOM, BEPOSITHO, BCTpedyaeTcs vallle,
YeM pacIio3HAETCs, M YaCTO HEOOLIEHUBACTCS 1 HE TUarHO-
CTUPYETCSI CBOeBPEMEHHO. MeXIy TeM, 3HaHUE O BO3MOX-
HOCTU ITAHHOTO OCJIOXKHEHMSI METUKAMEHTO3HOM Teparuu
SIUJICTICUY TTO3BOJISIET CBOEBPEMEHHO OTMEHMTD TTPHYMH-
HBII Mpenapar, 4To IpephIBaeT MPOrpecCUpOBaHUE TICHXM -
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YeCKMX HapyIIeHMIA ¥ CTIOCOOCTBYET CTaOMIM3ALIY TICUXH-
yeckoro coctossHus (B. de Toffol u coasr., 2020).
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AytoummyHHaa GFAP-acTtpouuTonaTus
JleKuua c onucaHueM KAMHUYECKUX C/lyyaeB

A.C. Kotos, E.O. OBuMHHIKOBA

I'BY3 MO «Mockogckuii 061acmHoii Hay4HO-uccae008amensckuil Kaunuveckui uncmumym um. M.D. Baadumupckoeo»; Poccus,
129110 Mockea, ya. llenkuna, 61/2

KoHTaKThI:

EsreHus OnerosHa OBYMHHWKOBA ovjane@yandex.ru

AytoummyHHas GFAP-acTpouuTOonatus — pefKoe HeBposoruyeckoe 3abonesaxue, Bnepsbie onucanHoe B 2016 r., koTopoe
XapaKTepu3yeTcs UMMyHOOMOCPEAOBAHHbIM MOPAXEHUEM aCTPOLMTOB LEHTPaNbHOW HEpPBHOW cucTeMbl. 3aboneBaHue
acCoLMMPOBAHO C aHTUTENaMK K IuanbHoMy dubpunnspHomy kucnomy 6enky (GFAP) 1 nposBnsieTcs pa3HoOOpasHbIMU
KANHWUYECKMMU CUMNTOMaMM, BKIIOYAs MEHMHTO3HLe()anoMUeNUT U NopaXeHne 3puTeNnbHoi cuctemsl. BaxHocTb cBoeB-
PEeMEHHON AMArHOCTUKKU U Tepanuu NOJYEPKUBAETCSH B CBA3U C BbICOKOW 3(PPEKTUBHOCTLIO MIOKOKOPTUKOCTEPOUAOB
W BO3MOXHOCTbIO peunanBoB. Hanbonee YacTbiMu NposBAeHUAMU 3a60NeBAHUA ABAAIOTCA MEHWUHTOIHLEDAnoMUenuT
(55-60 % cny4aeB) u MeHUHTO3HUedanuT (40-45 % cnydae). OCHOBHblE CHMMTOMbI BKIIOYAIOT rON0BHYIO 60Mb, MXO-
pafKy, TOWHOTY, PBOTY, AENUPWIA, ANUNENTUYECKUE NPUCTYNbI, @ TAKKE ABUTaTENbHbIE HAapYLLEHUsA (aTakcus, TpeMop, MUo-
KnoHyc). Y 25 % nauueHToB HabMoAeTCA NOpaXeHUe 3pUTENbHON CUCTEMBI, NPOABASAIOLLEECS OTEKOM UCKA 3pUTENbHO-
ro HepBa, HEYETKOCTbIO 3PeHMA U PeAKO — HeBPUTOM 3PUTENbHOro HepBa. Y AeTel KNMHMYecKas KapTMHa Cxoxa
C TaKOBOM y B3pOC/bIX, HO Yalle BKIoYaeT 3HLUedanuT u anunentuyeckne npuctynsl.

B cTatbe npeacTaBneHsl 2 KNHUYECKUX cnyyas. Nepseliii ciyyain — y 14-netHen nauMeHTKU C MEHUHTO3HLedanoMmnenuTom,
Y KOTOpOIi nocie nepeHeceHHoi 0CTPOi pecnMpaTopHON BUPYCHON MHMEKLMKU pa3BUIUCh HApyLWeEHNUs 3peHus, aTakeus
1 Apyrue HeBpONOrnyeckne CMMNTOMbl. MarHMTHO-pe3oHaHCHas TOMOrpadua BbiBUAA MHOXECTBEHHbIE 04aru AeMuenu-
HM3auMK, a aHanu3 MKBOpa noaTeepaun Hannuume aHtuten Kk GFAP. BTopo# ciyyait — y 6-neTHeit LeBOUYKN C PE3KUM CHU-
XEeHWeM 3peHuns Nocie OCTPOit PeCNUpaTOPHON BUPYCHON MH(EKLIMN, y KOTOPOIi ANArHOCTUPOBAH OTEK JUCKOB 3PUTENbHbIX
HepBOB U BbiABNeHbl aHTUTena K GFAP B nukBope.

OCHOBHbIM IMArHOCTUYECKUM MApKepoM sBnseTcs obHapykeHue aHTuten k GFAP B cnuHHOMO3roBo# XUAKOCTH. MarHuT-
HO-pe30HaHCHble MPU3HAKM BKIOYAIOT TMHEIHOE NepUBACKYNAPHOE YCUNeHWe B GeSIOM BELECTBE U TMNEPUHTEHCUBHbIE
oyaru Ha T2/FLAIR-u3o6paxeHusx. JuddepeHumanbHas AMarHoCcTUKa NPOBOAUTCS C PACCEAHHBIM CKIEPO30M, CapKOu-
[030M, UHEKLUMOHHBIMU 33601€BAHUAMM U [PYTMMU @QYTOMMMYHHBIMU NATONOTUAMU.

OcHoBy Tepanuu cOCTaBAAT MMIOKOKOPTUKOCTEPOUALI (METUANPEAHN300H, NPeAHU300H), KOTOPblE AEMOHCTPUPYIOT
BbICOKYI0 3 eKTUBHOCTb. MMpK OTCYTCTBMU OTBETA NPUMEHAIOTCS BHYTPUBEHHbLIN UMMYHOMMOOYAUH U nna3madepes.
[ins npoduNakTUKKM peLnanBOB UCMONL3YIOTCA UMMYHOCYNpeccopbl (MMKodeHonata ModeTun, pUTykcuMan). nutenbHoCTb
Tepanuu cocTaBnsieT 2—5 NET, a B CJly4ae peLyuiBOB MOXKET TPe6OBATLCA NOXMUIHEHHOE NEYEHME.

MporHo3 nNpu afeKkBaTHOM NeYeHUn 00bIYHO 6NaroNpUATHbIA. BONbIWMHCTBO NaLMEHTOB JOCTUTAIOT 3HAYUTENBHOTO YNYY-
weHus, xota y 20-50 % BO3MOXHbI peLnAnBbI. [leTn UMEeIoT NyYLnii KpaTKOCPOYHbIA NPOrHO3 N0 CPABHEHUIO C B3POC/bl-
M.

AytoummyHHas GFAP-acTpouuMTONaTUA 0CTAETCA Manon3yyeHHbIM 3abosieBaHneM, TPeGYIOWMM fanbHERLW X UCCNeA0BAHMIA
ANA YTOYHeHUs natoreHesa u ontummusauun Tepanuu. lpeacraBneHHble KIMHUYECKME CyYan NMOAYEPKUBAIOT BaXHOCTb
paHHeit AUarHOCTMKN U MHAMBUAYANbHOTO MOAXOAA K IeYeH M.

Kntouesble cnosa: ayronmmyHHas GFAP-acTpouuTonatus, muanbHblit uOpUANSpHLIA KUCAbIK 6eN10K, MeHUHO3HLedhano-
MUENUT, aHTUTENa, IIOKOKOPTUKOCTEPOU],

IAna uutupoBaHua: Kotos A.C., OBunHHukoBa E.O. AytonmmyHHas GFAP-actpouutonatus. Jlekunsa c onucaHuem KnuHu-
Yeckux cny4aeB. PyccKuii )ypHan fieTckoii Hesponorun 2025;20(4):77-83.
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Autoimmune GFAP astrocytopathy. Lecture and clinical cases

A.S. Kotov, E.O. Ovchinnikova
M.F. Viadimirskiy Moscow Regional Research Clinical Institute; 61/2 Shchepkina St., Moscow 129110, Russia

Contacts:

Evgeniya Olegovna Ovchinnikova ovjane@yandex.ru

Autoimmune GFAP astrocytopathy is a rare neurological disorder first described in 2016, characterized by immune-mediated
damage to astrocytes in the central nervous system. Associated with antibodies to glial fibrillary acidic protein (GFAP),
the disease presents diverse clinical symptoms, including meningoencephalomyelitis and visual system involvement.
Timely diagnosis and treatment are crucial due to the high efficacy of corticosteroids and the potential for relapses.
The most common manifestations are meningoencephalomyelitis (55-60 % of cases) and meningoencephalitis (40-45 %
of cases). Symptoms include headache, fever, nausea, vomiting, delirium, epileptic seizures, and motor disturbances
(ataxia, tremor, myoclonus). Visual system involvement occurs in 25 % of patients, presenting as optic disc edema, blurred
vision, and rarely, optic neuritis. In children, the clinical picture resembles that of adults but more frequently includes
encephalitis and epileptic seizures.

The article presents two clinical cases. The first involves a 14-year-old girl with meningoencephalomyelitis who developed
visual impairment, ataxia, and other neurological symptoms following a viral infection. Magnetic resonance imaging
revealed multiple demyelination foci, and cerebrospinal fluid analysis confirmed GFAP antibodies. The second case
involves a 6-year-old girl with sudden vision loss after a viral infection, diagnosed with optic disc edema and GFAP
antibodies in the cerebrospinal fluid.

The primary diagnostic marker is the detection of GFAP antibodies in cerebrospinal fluid. Magnetic resonance imaging
findings include linear perivascular enhancement in white matter and T2/FLAIR hyperintense lesions. Differential
diagnosis includes multiple sclerosis, sarcoidosis, infectious diseases, and other autoimmune conditions.
Corticosteroids (methylprednisolone, prednisolone) are the cornerstone of treatment, showing high efficacy. Intravenous
immunoglobulin and plasma exchange are used for non-responsive cases. Immunosuppressants (mycophenolate mofetil,
rituximab) are employed to prevent relapses. Treatment duration ranges from 2 to 5 years, with lifelong therapy considered
in cases of relapse.

With adequate treatment, the prognosis is generally favorable. Most patients achieve significant improvement, although
relapses occur in 20-50 % of cases. Children tend to have better short-term outcomes compared to adults.
Autoimmune GFAP astrocytopathy remains poorly understood, necessitating further research to elucidate its pathogenesis
and optimize treatment strategies. The presented cases underscore the importance of early diagnosis and personalized
therapy.

Keywords: autoimmune GFAP astrocytopathy, glial fibrillary acidic protein, meningoencephalomyelitis, antibodies,
corticosteroid

For citation: Kotov A.S., Ovchinnikova E.O. Autoimmune GFAP astrocytopathy. Lecture and clinical cases. Russkiy zhurnal
detskoy nevrologii = Russian Journal of Child Neurology 2025;20(4):77-83. (In Russ.).
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BeepeHune

AyTOMMMYHHasI acTPOIUTOIIATHSI, aCCOLMMPOBaHHAs
C aHTUTEaMU K INTMAIbHOMY (PUOPUILISIPHOMY KUCJIOMY OeJT-
Ky (GFAP), ob11a Bniepsbie onrcana B 2016 1, MicciiemoBaHue
MPOBOIMJIOCH B JIAOOpaTOpUM HelipouMMyHoJioruu Mayo
Clinic [6]. B nmepBoHaYambHOM cepyr OBLTO OImucaHo 16 ma-
LIMEHTOB C MEIMAHHBIM BO3PAaCTOM Havyajia HEBPOJIOTMIECKIX
cuMnToMoB 42 roaa (auana3oH 21—73 roaa), 6e3 npeobana-
HuMsI 110 o1y, 3a00s1eBaHKe ObLIO OXapaKTepU30BaHO KaK «M-
MYHOTEPaITeBTUIECKI-IyBCTBUTEIbHBIN PELIMANBUAPYIOIIMIA
ayTOMMMYHHBII1 MCHMHTO3HIIe(DaTOMUETUT.

B nanwHeiimem komanga Mayo Clinic 3HaUUTEIbHO
paciiMpuiia TOHMMaHUe 3a00JIeBaHUS, OIyOJMKOBaB
B 2018 1. KpynHOe MpocneKTuBHOe ucciaenoBaHue 90 ma-
LIMEHTOB [4].

KnuHuueckas KapTUHa
AyroummyHHast GFAP-acTpouutonarust Hanbosee
4acTo MPOSBIISIeTCS KaK MEHUHTOHIedhaToMueanr (55—
60 % cnydaeB) unu MeHnHTosHIEedamut (40—45 % ciy-
yaeB) [9]. M3oauMpoBaHHBI MUETUT BCTpeUYaeTcs JIMIIb
B S5 % ciydaes [13].
OCHOBHBIE TTPOSIBJICHUST CHHIPOMa MEHUHTO9H1Ieda-
JIOMUEINTA:
* TOJIOBHAs 00JIb M CUMITOMBI MeHHHTH3Ma (60—63 %
MalMEHTOB);
nuxopanka (52—60 % manueHToB);
* TomrHOTa 1 pBoTa (60 % IMalMEeHTOB);
* meavpuii u sHLedanonats (60 % manueHToB);
» srmuienTudeckue npuctymbsl (10—20 % manueH-
ToB) [13].
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IMopaxeHue 3pUTETLHOM CUCTEMBI — XapaKTepHBIA
MpY3HaK 3a00JIeBaHUS M BCTpeyaeTcs y 25 % IMalMeHTOB.
OCHOBHBIMM TIPOSIBJICHUSIMHU SIBJISTIOTCSI:

* IBYCTOPOHHMIA OTEK T1CKa 3puresibHoro Hepsa (50 % uc-
CJICIOBAHHBIX MALMEHTOB, U3 KOTOPBIX 61 % He umenu
CUMIITOMOB);

* HeuyeTKOoCTh 3peHud (30—63 % nanneHToB);

* TIpexoasdIve HapyIIeHUsT 3pEHUS;

* UCTMHHBII HEBPUT 3pUTEIBLHOIO HepBa (PEIKo, JUIIIh
y 6 % Bcex mauueHToB) [10].

JBuraTenbHbIe HapylieHUs HabmomatoTes y 85 % na-
1veHToB ¢ GFAP-acTponuTonaTueii 1 yaiie BCcero BKItoYa-
10T aTaKCHIO, TPEMOP Y MUOKJIOHYC, peXe — AMCKUHE3UH,
PUTHIHOCTD, OTIICOKJIOHYC M XopeoareTos. [lomumo apura-
TEJIbHBIX, Y 3HAYUTEIHBHOTO YKMCJIa MAalMeHTOB ObUIN OIu1ca-
HBI IICUXUYECKIE CUMITTOMBI (IICHX03, ISTIPECCHsT, THCOMHUS
U JIp.), a TaKKe BereTaTUBHbIC HapyleHUsT (IUchyHKIIMS
MOYEBOTO ITy3bIPS WJIM KMILIEYHUKA, OPTOCTATHYECKAST TUTIO-
TOHWMsI, 9PEKTIIbHAsS TuChyHKIWMs). [ToMrmo cumrmitomoB
MEHMHTO3HLEedamTa, py ayroummyHHoi GFAP-actpouu-
TONATUM HEPEIKO HaOMI0NAI0TCs CMMITOMBI TOPaKEHUSI
MO3Xe4YKa 1 CTBOJIAa MO3Ta, CIIMHHOIO Mo3ra (OyJb0apHbIe
CUMIITOMBI, aTaKCHs1, IPOBOIHMKOBbIC HAPYILICHHSI YyBCTBY -
TEJIBHOCTH, TUTIeppediekcust u T. 4.) [1, 5, 12, 16, 18].

Y 30—67 % nmanuenTtoB ¢ GFAP-actponuromnarueit
ObUI OMMcaH MPOAPOMAaIbHBIN MepUOJ B BUAE PUHOPEH,
00J11 B TOpJIe, KallLIst, IMXOPaaK! WU IPUIITIIONOA00HOTO
cuHgpomMa [13].

VY nereil KIMHUYECKUE TIPOSIBJICHUSI CXOMHBI C TAKO-
BBIMM Y B3POCJIBIX 1 Yallle BCETO BKIIIOYAIOT SHIIe(haanT/Me-
HUHTO3HIEMATUT ¢ MUCTUTOM UJIU 6€3 HEro, JIMXOPaIKYy,
HapYILIEHUsT CO3HAHMSI, TOJIOBHYIO OO0JIb 1 SITMJICITUYECKIE
MpucTynsl [14].

BaxxHo orMeTnTh, 4T0 20—50 % TTallMEeHTOB UCITHITHI-
BalOT PELMAMBBI, YTO YACTO TPEOYET IIUTEIBHON UMMYHO-
CYIIpeCCUBHOI Tepanuu. B menom 3aboieBaHue Xapakre-
pU3YETCS XOPOIIMM OTBETOM Ha IIIOKOKOPTUKOCTEPOMIBI
(I'KC), 9ro sIBISIETCS €ro OTIMYNTETEHOM YepToit [6].

[To maHHBIM KPYITHOTO KOTOPTHOI'O MCCJICIOBaHUS
Bo ®paniuu, y 50 % nanunreHToB OTMeYalaCh OTPULIATEITb-
Hast KoHBepcust antutea GFAP [9].

Knunuyeckuin cnyyai 1

Ilayuenmra 1, 14 arem. Ilocmynuna ¢ cmayuonap
8 Hauane meKyue2o 200a HabAr0eHUs ¢ Hcarobamu Ha Hapy-
wenue 3penust (UeHMpPatbHAsL CKOMOMa), 060b 6 1e60M 21a3Y,
pacxodsujeecs Kocoeaasue, CHUNCEHUe CAyXa cnpasd, cuc-
memHOe 201080KpYICeHUe, WAMKOCHb NOXOOKU, AMAKCUI),
Hapyuienue 4yecmeumenabHOCHU 8 1e60il NOA0GUHE MYA0BUWA
U KOHEUHOCMSAX, 3A0epicKy MOYeUucnyckanus u degexayuu,
crabocmo u cHudceHue annemuma. B anamunese — nepene-
CeHHAsl 34 HeCKOAbKO Hedeab 00 e0CNUMANU3AuUU OCMpast
DPecnupamopHas upycHasi UHGeKyUs ¢ NocAe0yiouwumM Hapa-
CMAHUEeM He8POA0CUYECKOU CUMNMOMAMUKU.

4

Ilpu ocmompe ObLau KOHCMAMUPOBAHsl HApYUleHUe COo-
3HAHUSA NO MUNY CNYMAHHOCMU, HEB03MONCHOCHb CAMOCO-
samenvHoeo nepedsucenus. I1o danHbiM MaeHUMHO-Pe30HAHC-
Hoit momoepaguu (MPT) 2oa06H020 u cnunHoeo mo3ea
ONnpeodensnucs MHOJCeCMBeHHble ouazu O0eMUueauHu3ayuu
6 besoM seujecmeae 00AbIUUX NOAYUWIAPUTL, CIBOAe M032d, MO3-
JceuKe, CNUHHOM MO32e ¢ AKMUBHbIM HAKONAeHUeM KOH-
MPAacmHo2o 8ewecmaa no Mmuny «Koavua».

B aukeope onpedensaucy 04U20KAOHANbHBLEL MUN CUHME-
3a 1gG (mun 2), nosviuiennbiii yposenv anmumen Kk GFAP
(38,0 ne/ma npu nopme <9,0 He/mn), HebOOALUOU AUMPOUU-
MapHwlil Yumos.

Ananuz na aumumena k MOG u axeanopuny-4 6 kposu
Oblr OMPUYAMENbHBIM, UHMEKYUOHHDBII CKPUHUHE 8bl18UN
Haauyue IgG k eupycy Snwmeitna—bapp.

Bo epems eocnumanuzayuu Oviia nposedeHa nyavc-me-
panus memuanpednusonornom 750 me Ne 7, 3amem eeederue
8HYMPUBEHH020 UMMYHOen00yauna (BBUT) 2 e/ke na kypc
C YACMUYHbIM YAyHuleHUeM (CHUyceHue 6aina no pacuiupen-
HOUl WwKane oyeHKku cmenenu unearuouzauuu (Expanded
Disability Status Scale, EDSS) ¢ 8 do 5,5); nayuenmka 8vi-
nucaua.

Cnycms npumepHo 2 mec nocie 8bINUCKU HACMYRUIO Pe3Koe
yxyouleHue cOCMOAHUS, 8KAO4ABUIee YeHemeHUe CO3HAHUS
0o oenyuienus (ouenka no wikane komsl Ihazeo do 9 6annos),
pazeumue 6y160aGPHbIX HAPYUIEHU U 2eHePANU308AHHOZ0 CY00-
DOJICHO20 NPUCMYNA, HeOOX00UMOCMb 8 NPOBeOeHUU UCKYCCHI-
BEHHOU BeHMUNAUUL N€2KUX U MPAXeOCMOMUU, 8 Heapoaoeu1e-
cKoM cmamyce omme4anoce ygeauvernue oaiia no EDSS
00 8,5 (puc. 1).

Puc. 1. Ouaeu demuenunuzayuu 6 20106HoM mo3see nayueHmiu 1
(nepuod akmueHo2o npoepeccuposanus 3a601e6aHus)

Fig. 1. Demyelination lesions in the brain of patient 1 (the period of active
progression of the disease)

B cmayuonape 6 meuenue nocaeodyrouux HecKoAbKUX
Mecaues npoeoouaacs UHMEHCUBHASL MEPANUs. NOGIOPHbLE
Kypcwi nyavc-mepanuu I'KC ¢ nepexodom Ha npeoHU3010H
¢ NOCMeNneHHbIM CHUMICeHUeM 003bl 8 meyeHue HeCKOAbKUX
Mmecsues, HeOOHOKPamHo — naasmagpepes, 06axcovt 66edeHbvl
pumykcumab, BBUT, a makice nposedena nooddepicusarousas
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Puc. 2. JJunamuxa ouaeog 6 conosHom mo3zee nayuenmku I (nepuod
CHUDICEHUSI AKMUBHOCMU NPOYecca)

Fig. 2. Dynamics of lesions in the brain of patient 1 (period of decreased
activity of the process)

mepanus. 1o danuvim ounamuueckux MPT 201061020 u cnun-
HO020 M032a OMMEHaNaCh BbIPANCCHHAS AKMUBHOCTb NPOUEC-
€a 6 nepeble MeCAUbl NeHeHUs, 3amemM NOCIMEeNeHHOe CHUNCEHUE
KOHMPACMHO020 YCUNCHUS U YMEHbUIEHUE PA3MePO8 04A208
K uroHw (puc. 2), umo ceudemenbcmeyem 0 CHUMICEHUU aK-
mueHocmu npouecca.

IIpu evinucke nocae Kypca mepanuu: Co3HaHue scHoe,
camocmosmensHoe Obixaknue, YaCmu4Hoe 80CCMAHOBACHUE
08u2amenbHbIX U KOHUMUBHBIX (DYHKUUIL, COXPAHAIOMCs OU-
3apmpusi, oucghazus u caradbocms 8 KOHEYHOCMSX. Yemanoenen
JuaeHo3: paccessHHbLi CKAepo3, OblCMPONPOCPeCcCUpyoujull
eapuanm Mapbypea; oyenka no EDSS 8,5 6aana.

[Ipu kamamnecmuueckom HabAIOOEHUU Yepe3 HECKOAbKO
Mecsues cocmosHue 0e8OUKU 3HAUUMENbHO YAVHULUAOCL, OHA
CamMocmosmenbro nepeosueaemcs, NoAy4aem Kypcol peaou-
AUMAuUU, 00HAKO UMEIOMCSL 08U2amenbHble U KOCHUMUBHbLE
Hapyulerus.

KnuHuueckunin cnyvai 2

Tlauyuenmra 2, 6 aem. [locmynuna 6 cmayuoHap é KoHye
meKyujeeo 200a HabAOeHUS C HCanodamu Ha Pe3Koe CHUMNICeHUE
3peHUst, 20108HYH0 0041b 8 N0OHOI U BUCOYHOI 001ACMSIX, 00U
crabocms u nepuoduteckyio mouwnomy. Co ¢106 mamepu, He-
30004120 00 YXYOUleHUsi COCIMOSIHUSL, 8 COOMBEMCMBUU C KaAAeH-
dapem npususok, desouke Oblia NPoBedeHa NAAH08ASA BAKUUHA-
YUst, BCKOpe NOC/e Ye20 OHA NEPeHecd OCIPYIO PECRUPAMOPHYHO
BUPYCHYIO UH@EKUUIO C HACMOPKOM, HO 0e3 auxopadku. Yepes
HeCKobKo OHell nocie 6bi300p06AeHUsl NOABUAUCH HCAN00bL
Ha 20/106HYI0 004b, 604b 6 NPABOM 21A3Y, MOWHOMY, a 3a-
mem — Ha npoepeccupyroujee yxXyouieHue 3peHusl.

B denv eocnumanuzauuu pebeHok nepecman paziuvamo
npedmembl, COXPAHSAOCH AUULb CBEMOOWYUeHUE.

Ilpu ogpmansmonocuueckom ocmompe 6vin 8visi6AeH 08~
CMOPOHHUI OMeK OUCKO08 3pUMENbHbIX HEP80E ¢ npeobaada-
Huem Ha npasom eaazy (OD). Ocmpoma 3penus: Visus OD —
cuem naavyeg y auya; Ha aeeom 2aasy (0S) — npedmemHuoe

Puc. 3. Maenummno-pe3onancras momoepaghus 3pumenvHuix Hep8os
nayuenmxu 2. Cmpeakamu yKazauvl NPU3HAKU 60CHANEHUS 3pU-
MenbHbIX HePBos

Fig. 3. Magnetic resonance imaging of the optic nerves of patient 2. The arrows
indicate signs of inflammation of the optic nerves

3peHue ¢ 30 cm. B Heeponoeuueckom cmamyce namoaoeuu
He onpedensnoce.

Obwuit ananuz Kposu u OUOXUMUUeCKoe Uuccaedosanue
He NoKa3aau 3HAYUMbIX OMKAOHEHUll, AHAAU3 AUK8opa —
0e3 namosnoeuu (yumos 0, 6enrox 0,17 2/n).

Crneyuchuueckue mapkepwvi: 0OHapydceHbl aHmumenda
K GFAP 6 aukeope (56 ne/ma npu nopme 0o 6 He/mn). Anaau3
Ha aumumena K akeanopury-4 u MOG 6 kpoeu ompuyamens-
HbLil, NOAUKAOHAABHBLI MUN CUHME3d 8 KPO8U U AUKBOpe
(1-it mun cunmesa).

Ilo dannvim MPT 201061020 M0O32a u opbum Obiau 6bis16-
JNleHbl NPU3HAKU 80ChaneHUs 3pumenbHblx Hepeos (0D >0S)
¢ HaKonjeHueM KOHMPACMHO20 Geulecmea 6 UHMpaKpaHu-
anbHblx omdenax (puc. 3).

bvira nposedena nyavc-mepanus MemuanpeoHu3010HOM
(500 me/cym 6 meuenue 5 Oneii), 3amem blnoaHeH nepexoo
Ha nepopanvHulil NPeOHU30A0H C NOCMENEHHbIM CHUICEHUEM
003bL 8 meuenue 2 mec, nposedeH naasmagepes 5 ceancos ons
yoanenus aymoanmumen, dasee BBUT No 3.

Yepes 2 Hed mepanuu ommeueHo yayuuieHue: 0cCmpoma
3penus Ha neeom 2aa3y (OS) éoccmarosunace 0o 1,0, ha npa-
eom enaszy (OD) — do 0,06.

K momenmy 3asepuwienus Kypca aeueHus 0Cmpoma 3peHus
npaKmu4ecku NOAHOCHbI0 HOPMAAU30841ACh HA 000UX 21a3aX
(Visus OS: 1,0; OD: 0,9). Ilo danHbim onmuueckoli koeepenm-
HOll momoepaghuu ommeueHbsl 8bipaliceHHoe CHUICeHUue oouell
MOAWUHbL C1051 HEPBHBIX B0N0KOH CeMYAmMKU, NOSPAHUYHO-
BbIPANCEHHOE CHUMICEHUE MOAUWUHBI 2AH2AUO3UOHO20 KOMNACK -
ca cemuamku. Opmanvmockonus: OUCKU 3pUMENbHBIX HEPBO8
01e0H08aMbL 8 BUCOUHBIX 0MOEAAX, YMO COOMEEmMCcmayem
OCMAMOYHbIM S8AEHUAM ampopuu nocae Hegpuma.

Ilpu kamamnecmuueckom HabAOOeHUU Hepe3 HECKOAbKO
Mecaues camouygcmeue pedeHKa xopoulee, 3peHue Ha ooa
21a3a 80CCMAHOBUAOCH NOAHOCMbIO, 0e6804KA Habadaemcs
HeBpoa020M, 0QhManbmMon02om, 604e3Hb-MOOUPUUUPYIOULYIO
mepanuro He noay4aem, om NOGMOPHOI NFOMOANbHOU NYHKUUU
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CeMbsl OMKA3bI8ACMCSl, NAGHUPYEeMCsl NPO8eOeHUe KOHMPOLb-
Hoil MPT 201081020 M032a u 0pOUmM, ONMUHECKOLL KO2epeHm -
HOU momoepaguu, nepumempuu.

06cy>i<.qe|-me KJIMHUYECKUx cnyyaes

Knunnyeckmii ciryyaii 1. C yyeToM XapaKTepHbIX MarHUT-
HO-PE30HAHCHBIX ITPU3HAKOB (MHOXKECTBEHHbBIE TIOPAXKEHUST
0eJIoro BEIECTBa B TOJIOBHOM, CITMHHOM MO3Te, CTBOJIE,
MO3XEYKE), OJIMTOKJIOHAIBHOIO THIIA CUHTE3a, YaCTUIHOTO
yiyuineHus nociae 'KC u BBUT, TunmmuHoi KIMHUKY pac-
CESTHHOTO CKJIEpO3a (3pUTe/IbHbIC U ABUraTe/IbHbIC HapyIie-
HMSI) B HACTOsIIIIEe BpeMsi 00Jiee BEpOSITEH TUArHO3 «pacce-
SIHHBIH CKJIepo3, BapuaHT MapOypra».

Antutena Kk GFAP Moryt ObITh Hecnienupuieckoi Ha-
XOJIKO# JINOO CBUIETEIHLCTBOBATH O BOBMOXHOM IEPEKPhI-
BalolIeMCsl ayTOMMMYHHOM Mpoliecce, KOTOPBIH MOKa KITU -
HUYecKU He noMuHupyeT. OOpalliaeT Ha ce0s1 BHUMaHUE
TOT (aKT, yto TUTp aHTUTEeN K GFAP B 1-M KJIMHUYECKOM
cJIydae ObLT HIDKE, YeM Bo 2-M (IIpy ropaszio 0oJiee TSKeJIoM
U OOIIMPHOM MOPaXEeHUU LIEHTPAJIbHOI HEPBHOM CUCTE-
MbI). Takum 00pa3oMm, citydaii 1 ipeacTaBisieT coooit mpu-
Mep auddepeHIIMaaIbHON TMarHOCTUKU ayTOUMMYHHOM
GFAP-acTpouuTonatiu ¢ ApyruMu IEMUETUHUZUPYIOLIN -
Mu 3a6oneBaHusIMU. ClienyeT MOA4epKHYTh, YTO OKOHYA-
TEJIHYIO TOYKY B TMATHO3€ ITOCTABSIT TOJIBKO KIIMHUYECKAast
M MarHUTHO-PE30HAaHCHAas IMHAMKKa, TIOBTOPHOE UCCIIe-
JIOBaHUE KPOBU 1 JIMKBOPA.

Knuaugeckwmii ciyyaii 2. Haauyue BbICOKOTo ypOBHS
anturen K GFAP B nukBope, ABYCTOPOHHEE MTOPaKEHNE
3PUTEJIEHBIX HEPBOB, 1-ii TUII CUHTE3a, OTCYTCTBHE O4aroB
JIEMUETMHU3ALMY B BEILIECTBE TOJIOBHOTO MO3Tra TUITMYHBI
st ayroumMmyHHoit GFAP-actpouuronatiu ((heHOTUIT
ONTUYECKOTO HeBpuTa). B HacTosiee BpeMsi 3abosieBaHuE
MpoTeKaeT MOHO(pAa3HO, OMHAKO MOKA3aHO AMHAMUYECKOES
HaOJI0ECHUE.

llvarHocTuKa u neyeHme CUHAPOMA

B HacTosiee BpeMs He CYIIECTBYET AMHbBIX TUarHO-
CTUYECKUX KPUTEPUEB TSI TaHHOTO 3a00J1€BaHUsI, UTO CO-
3MaeT OIpeIeICHHbIC TMarHOCTUIECKUE TPYIHOCTH.

OCHOBHBIM AVArHOCTUYECKUM MapKEePOM ayTOMMMYH-
Hoit GFAP-acTpouuTonaTtuu siBasieTCs onpeaeieHue aH-
tuten K GFAP-IgG B CIMHHOMO3rOBOM XUIKOCTHU
(CMX). CneuuduyHocts ucciaenoBanuss CM2K 3Hayu-
TEJIBHO TPEBHIIIAET TAKOBYIO CEPOJIOTMUECKUX UCCIIENO-
BaHuil. B omHOM u3 McciienoBaHuil U3 49 manueHTOB
¢ GFAP-acTtpouuTtonaTueii, y KOTOPbIX MCCIeIOBAINCh
Kak chIBopoTKa, Tak 1 CM2K, 45 maueHTOB UMeH T10-
noxutenabHbie GFAP-IgG B CM2K, HO ToabKo 22 ObLINU
CepOoNONOXUTEIbHBIMHU [11].

B o61eM ananuze CM2K Hepenko BISIBISIOTCS JIMM-
(ouMTapHBIA IIEOLIMTO3, TTOBLIIICHUE YPOBHS O€JKa.

4

Takke MOTYT OTMEYaThbCs MOBBIIICHUE OOIIETO YPOBHS
IgG B nuUKBOpe M OJUTOKJIOHAJbHBIE MOJOCH (4YTO
He UCKJTIoUaeT nuarHosa ayroummyHHoit GFAP-acTporiu-
torratun) [16]. BermeonucanHble HAXOAKK HAOTIOAAINCH
U B Hallleil paboTe B IIEPBOM KJIMHUYECKOM IPUMeEpE.

XapaKTepHbIM MarHUTHO-PE30HAHCHBIM ITPU3HAKOM
SIBJISIETCSI JIMHEMHOE TIEPUBACKYJISIPHOE paaraibHOE YCH-
JIeHWe B OeJIOM BeIlleCTBE, PacIIpOCTPAHSIIONICeCs paam-
aJIbHO OT KeJyAOYKOB. DTOT MaTTepH HabmoaaeTcs B 42—
53 % cnydaeB [1]. dpyrue BUIBI HaXOOOK BKJIIOYAIOT
TMIIepUHTEHCHBHBIE TopaxkeHus Ha T2/FLAIR-u3o0paxke-
HMSIX B IEPUBEHTPUKYIISIPHOM OEJIOM BEILIECTBE, JISTITOME-
HUHTeaJIbHOE YCUJICHUE, TIPOIOJIBHO PaCIIpOCTPaHEHHBIE
MOPaKEHUST CITMHHOT'O MO3I'a C IICHTPAJIbHBIM YCUJICHUEM.
BaxxHo otMeTuTh, uTO HayanbHas MPT MoxkeT ObITh HOp-
MaJIbHOI, I TOBTOPHAs BU3yalu3alus yepe3 2—4 Hel Mo-
JKET BBISIBUTh XapaKTepHble U3MeHeHus [15].

GFAP-acTpouuromnaruio HeooxoauMo nuddepeHim-
poBaTh OT PACCESTHHOTO CKJIepo3a (MOXeT MMUTHUPOBATh
kaptuHy MPT paccesiHHOro ckjeposa), capkorao3a 1 Ba-
CKYJIUTA LIEHTPAJbHOU HEPBHOM CUCTEMBI, MHMPEKIIMOH-
HOT'O MEHUHTO3HIIedanrTa (B TOM YUCiIe IPU TYOepKYyJie-
3¢, TPUOKOBBIX MH(EKIUAX), MEPBUYHON TUMEPOMBI
LIEHTpaJIbHOU HepBHOI cucTeMbl, a Takxke CLIPPERS-
u SLIPPERS-cunnpomos [7, 10, 17].

[TIOKOKOPTUKOCTEPOMIBI SIBJISTFOTCST OCHOBOM JICUCHMST
ayroummyHHoil GFAP-actpouuronatuu. OnHU aBTOPHI
OTMEYAIOT, YTO 3a00JICBAHME XapaKTEPU3YeTCs IIPEBOCXOI -
HbeiM oTBeToM Ha 'K C [13], B TO e BpeMsl JaHHBbIe IPYTUX
HCCJIEIOBAaHUI MTOKA3bIBAIOT, YTO HEKOTOPBIE CYyIar MO-
ryT ObITh pepakTepHbiMu K ['KC u TpedyloT mia3made-
pesa u/wiu BeeaeHust BBUT [9].

CraHIapTHBIN MPOTOKOJI 1-i1 TMHUM BKITIOYACT:

1) BHYTPUBEHHBIN METWJIIPEIHU30J0H 1 T eXEeIHEBHO

B TedeHue 3—5 JHei;

2) MmepopaibHbBIi IPSTHU30H C MEUIEHHBIM CHYKCHUEM

JIO3HI;

3) BBUI B komOuHauuu ¢ I'KC.

[nasmadepes peKoMeHayeTCs MpY OTCYTCTBUM OTBETa
Ha I'KC u BBUI, 6picTponporpeccupylolleii JbixaTeJbHOM
HEIOCTAaTOYHOCTH, MOPaXXeHWM IPOI0JITOBaTOr0 MO3ra
1 BEpXHETO IICHOro OTAe/Ia CIIMHHOTo Mo3ra. B uccieno-
BaHMU 2 MAIMEHTOB C JbIXaTeJIbHOM HEAOCTaTOYHOCTHIO
masMadepe3 IpuBesl K 3HAYUTSIIbBHOMY KIMHUIECKOMY
VAYYILICHUIO M YCIICITHOMY OTIYYEHUIO OT UCKYCCTBEHHOI
BEHTWISILIUM JIETKUX [3].

Kak yxe otrmevanochk Beie, y 20—50 % mnanneHToB
pa3BUBAIOTCS PEeLIMAUBHBI 3a00I€BaHUsI, UYTO TPEOYeT -
TEJIbHON MIMMYHOCYIIPECCUBHOM Teparuu.

IIpenapatsl 2-it TMHUMK:

* MukopeHomaTa ModeT — HauboJiee YacTo UCIIONb-
3yeMBblii IIpenapar;
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* putykcumab — npenapat aHTU-CID20-MOHOKIOHAb-
HBIX aHTUTEJT;

* azaTuorpuH. MeHee a(ppeKkTUBEH 151 TIpeJoTBpallle-
HUS PELIUIUBOB,;

* nukiodochamua — npu pedhpakTEPHBIX CIydasix;

Takposumyc. I[1pogeMOHCTPUPOBaI XOPOILKE Pe3yib-

TaThl B HEOOJIBIIINX KOTOPTax.

MertaaHanu3 okasaj, YTo a3aTHUONPUH MeHee 3 heK-

THUBEH JUI TIPEIOTBPAILIEHUST PELIMINBOB 10 CPaBHEHMIO

¢ IpyruMu npenapatamu [1, 8].

PexomeHmyemasi mpoaoXUTEIbHOCTh UMMYHOCYTIPEC-
CHBHOMI TepallMy COCTaBJIsIeT 2—5 JIeT Mepell paccCMOTpe-
HMEM BO3MOXHOCTH OTMEHBI. B ciydae penvausa rocie
MPEKPAIIEHUST UMMYHOCYIIPECCHH CJIEIYeT PacCCMOTPETh
MOXM3HEHHYIO UMMYHOCYITPECCUBHYIO TEpaIuIo.

[Ipu amekBaTHOM JIeYeHUU ITPOTHO3 ayTOMMMYHHOM
GFAP-acTtpouuTonatuy o0bIYHO 01aronpusITHhIN. B Ko-
ropte Mayo Clinic MenraHHasi OlleHKa Mo MOIUMULIPO-
BaHHOI 1IKaje PaHkuHa cocraBuia 2 6ania yepes 20 mec
HabmoneHus. Bo dpaHity3ckom nccnenosannu 89 % ma-
LIMEHTOB MMEJIN XOPOILMI UCcXo (OlIeHKa 10 11Kaje PaH-
K1Ha <2 0aJIoB) ¢ MeAMaHHBIM MEPUOAOM HAOMIOACHUS
14 mec [2].

PermuouBel nokymMeHTHpoBaHbl y 10—14 % marmeHToB
U TIPOMCXOJISIT MOC/IE MEAMAHHOTO TIeproia HabIIoaeHUS
9 Mec (muana3zoH 3—46 Mec). Y nereit oTMedaeTcst JIyqIIriA
KPaTKOCPOYHBII MPOTHO3 10 CPABHEHMIO C B3POCIIBIMU.
Oxkono 10 % maumentoB ¢ GFAP-actporuTonarueit co-
cTaBJisItoT netu [19].
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MoBOAJOM K HANMUCAHMIO CTaTby CTana HepasHAs ny6nukaumus B xypHane Lancet (okTabpb 2025 r.) pe3ynsTaTtoB MynbTu-
LYeHTPOBOrO PaHAOMU3UPOBAHHOTO ABOMHOTO CIENOTO NAaLeGOKOHTPOIMPYEMOTO UCCIEA0BAHUS NPUMEHEHUS CyNbTUAMa,
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BeepeHue

AITHO® — YaCThIi CIYTHUK SMIWICTICUU. ATTHO? Hepe-
JIKO MOKET OBITh IPOSIBJICHUEM SMWICIITUIECKUX IIPUCTY-
MoB (MKTajJbHOE amHo3) [35], 4To MOXeT MmoTpedoBaTh
npoBeneHus 1 depeHIMaTbHON TUaTHOCTUKY C 3TTU30-
JIaMM aIlmtHO3, HarpuMep Bo cHe [3]. CUHIpOM aITHO3 BO CHE
MOXET IOBBILIATh PUCK pa3BUTUS snuiencuu [14],
WM alTHO3 MOXET CTaTh TEPMUHAJIBHBIM MEXaHU3MOM,
COMPOBOXIAIOIINM ITallMeHTa ITPY BHE3aITHOM HEOXKMIaH -
Ho#t cmepTu npu anuaerncuu (sudden unexpected death
in epilepsy, SUDEP) [41]. HenaBHuit MeTaaHaM3 TOBOPUT
0 TOM, UTO KaXXIbIii 3-if mauueHT ¢ snuiercueit (33,4 %)
MMeeT CUHAPOM OOCTPYKTUBHOTO altHO3 cHa [32], a Tepa-
MKl OOCTPYKTUBHOTO alTHO3 CHAa CHMKAET YacTOTY SIIH-
JIENTUYECKUX NTPUCTYNoB [39].

OnHaKo, HECMOTPSI Ha CTOJIb 3HAYUTEIbHYIO B3aMO-
CBSI3b, KOJIMYECTBO MyOIMKAIIMIA 110 JAHHOM TeMe (TTOMCK
B PubMed no kio4eBbIM ciaoBaM “apnea + epilepsy”)
He TaK BEJIMKO U He3HayuTeabHO mpeBbiaeT 100 pabot
3a 2025 1., xota u geMoHcTpupyeT pocT >30 %. JdanHas
CTaThs MMPU3BaHa PACIIMPUTh 3HAHUSI STTUJICTITOIOIOB B OT-
HOIIICHUH BOIIPOCOB TUATHOCTHKHU Y TepaIliy altHO? Y T1a-
LIMEHTOB C 3MMJICTICUEH.

AnHo3 BO BpeMsA 3NUAeNTUYECKUX NPUCTYNOB

(vKTanbHoe anHo3)

HxranpHOe amHO3, MO JaHHBIM ITOJIMCOMHOIpadun
(I1CT), umeet Mecto B 25—40 % snmienTHIeCKUX MpPH-
CTYITOB; MPOAOJIKUTEIBHOCTD €ro cocTansieT >10 ¢ (au-
ama3oH: 10—63 ¢, Bo3MoxxHO — 10 150 ¢; B cpenHeM 24 ¢),
M BO3HMKAET OHO KaK B OOAPCTBOBAaHWU, TaK W BO CHE.
He Gbu1O BBISIBJICHO CBS3M JaTepaIu3aliii SITHICTITHYC-
CKOIo oyara ¢ UKTajJbHbIM amHod [9, 35]. I[Ipu aHanuze
Hayajla UKTaJbHOI0 allHO? OTHOCUTEIbHO MHULIMAIIUU
HMKTaJIbHOM KapTUHBI Ha 3/ieKTposHLedanorpamme (D)
OBLIO BBISIBJICHO, 4TO Y 43,8 % manueHTOB ¢ (poKaIbHOM
SIUJIETICUE alTHO3 OBUIO TTEPBBIM UKTAJTbHBIM IIPOSIBIIC-
HMEM JI0 BOSHMKHOBEHMS 3JIeKTpo3HIIedanorpadpuiecko-
ro nmaTTepHa 3nuienTudecKoro mpucrymna [35]. B atux ciy-
Yasix CpeIHEee BpeMsl MEXITy HA9aIoM altHO3 M ITOC/IEIYIOLITIM
HavayioM uKTainbHoi D3I cocrasisano 9,0 + 7,9 ¢ (muama-
30H: 1—27 ¢), 1 HEPEeIKO alTHOD COXPAHSIOCH ITOC/IE OKOH-
YaHUSI UKTAJIBHOTO pa3psifa. Y MalMeHTOB ¢ AMUIEIITHYE-
CKOI1 3HIIebaonarreii BO3HUKHOBEHME UKTAJIBHOTO alTHO3
BCera COBIANAJIO C TeHEPAJIM30BaHHBIM UKTAJIbHBIM pa3-
psimoM [35]. Yacrota rumokcun mocturana 43,9 % cpenu
MPUCTYNOB, CBSI3aHHBIX ¢ MKTaJIbHBIM amHod [13, 35].
ITpu nkTanbHOM armHO? HanboJee yacto (81,2 % cimydaeB)
oTMeYaJlach TaXMKapausl, TOTa Kak OpaarKapays HabIo-
Janach TobKo B 18,8 % ciydaes [35].

B pa3BUTUM MKTaJBHOTO allHO® MOXET WUIpaTh POJIb
KakK LeHTpaJIbHbIN, TaK U OOCTPYKTUBHBIN MexaHusM [35].
B reHe3 uKTaqbHOTO 1IEHTPAJIBHOTO alTHO BOBJICYEHBI PEeTy-
OHBI JIMMOMYECKOI,/TTapaTMMOMUYECKOM CeTH (MUHIATIEBAIHOES
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TEJI0, TUITIIOKAMII, TIepeIHSST TTaparuiroKaMIlaabHas U3BH-
JIMHA ¥ TiepelHecpeIuHHasl BepeTeHOoOpa3Has U3BWIMHA)
[28, 35, 36]. BbUTO IPOIEMOHCTPUPOBAHO, UTO MPSIMOIA 3JIEK-
TPUYECKOIM CTUMYJISILIM AMUTIAJIBI U €€ CIISIM(MIIECKUX SIIep
(LeHTpaJbHBIX U 0a3aJbHBIX) TOCTATOYHO TSI UHAYKLIUU
TpaH3UTOPHOro (heHOMeHa armHo? [28]. S apa MUHAAIEBUTHO-
T'O TeJIa TECHO B3aMOCBSI3aHbI C IbIXaTeIbHbIMU LIEHTPAMU,
pacroioXeHHBIMU B CTBOJIC TOJIOBHOTO MO3Ta, a UMEHHO
B ITPOJIOJITOBATOM MO3Te ¥ MOCTY. BoB/leueH1e TMMOMYECKOi
CETH TaKKe MOXET YKa3bIBaTh HA TO, YTO BUCOYHBIC SITHJICTI-
TUYECKME TIPUCTYIIBI 3HAYUTEIBHO CBS3aHbI C UKTAJIbHBIM
artHo? [35]. KTanbHbIi JapyHTOCTIa3M BO BpeMsl SITJICTITH -
YECKOTO ITPHUCTYIIA C OCTAHOBKOI JBIXaHMST MOXKET Pa3BUTHCS
BCJICICTBHE TOHUYECKOTO COKPAIIICHMSI BEPXHUX JIbIXaTeIbHBIX
ITyTel, MPUBOMIS K OOCTPYKTUBHOMY aItHO3. MKTambHbI J1a-
PUHTOCIIa3M — PEIKOe MTPOSIBIICHUE SMWICTITUYECKOTO TTPH-
CTyIIa, HO TIPEIATIONIOXMUTEILHO MOXET IIPEACTABIISITh COO0IM
elle oAvH noreHuuanbHbIl MexaHusM SUDEP [29]. beuto
BBICKa3aHO TPEATIOIOXKEHNE O TOM, YTO MKTAIbHBIN JIApUH-
rocIia3M MOXKET ObITh BbI3BaH PaCHpOCTPaHEHMEM ST -
YEeCKOro paspsiia Ha KOPKOBBIE 00JIaCTH, KOHTPOJIUPYIOIIINE
MOTOPHUKY FOpTaHU (TTepruCcHIbBUapHast MOTOPHAsT KOpa U Tie-
penHsIs YacTh OCTpOBKa) [45].

IMocT- v epuMKTaIbHbIE PECITUPATOPHBIC HapyIIe-
HMSI — HEPETYJISIPHOE IbIXaHUE I TPAH3UTOPHOE aITHOD —
MOTYT HaOII0AaThCsl B TEYCHUE IITUTEIBHOIO BPEMEHM
Iocjie OKOHYAaHUSI UKTaJIbHOTO paspsiaa. MccienoBaHue
MORTEMUS (mechanisms of cardiorespiratory arrests
in epilepsy monitoring units) BBISIBUJIO TSKEJble KapAnO-
pecnpaTopHble HapyIlIeHUs, KOTOPbIe BO3HUKAIOT B Te-
YyeHHWe 3 MMH MOCJIe OKOHYaHUS MKTAJIbLHOTO pa3psjaa
U, Bo3mMoxkHo, mpuBogaT K SUDEP [41].

Bce u3BecTHbIE 3aperncTpUPOBAHHDbIE CIIy4aH CMEPTH
npu SUDEP nmem euHyro 3aK0HOMEPHOCTD M BCErIa HAYM-
HAJIUCh C OCTAHOBKH JIbIXaHUS, KOTOPasi PHBOIIIA K OCTA-
HoBke cepmma (ucciaenosanie MORTEMUS) [41].

Tyl SIIMIENTUYECKUX TIPUCTYITOB, IIPY KOTOPHIX Ha-
nboJIee YaCTO BOZHMKAET UKTAJIBHOE alTHO3:

* (hoKaJIbHBIE TIPUCTYIIBI, IPEUMYILIECTBEHHO C Hapy-
IIEHUEM CO3HaHMSI, OCOOCHHO ITPU BMCOYHOM SIH-
Jiericuu. MIKTajibHOE alTHO® MOXET ObITh OCHOBHBIM
WM €IWHCTBEHHBIM IpOsBIcHUEM B 15 % cityyaeB
BUCOYHOI amwienicuu [9, 35];

* (hoKaJIbHbIC TUTIEPKUHETUYECKIE MPUCTYITBI. MoXeT
Pa3BUTHCS MKTAJIBHOE YIYIITbe BO CHE (IIPU CBSI3aHHOM
CO CHOM TMIIEPMOTOPHOM amuiernicumn). MKTaibHoe
YIYIIbEe — PEIKOE UKTAJILHOE COOBITHE, KOTOPOE BO3-
HMKaeT BCJICACTBHE OCTPOTO JIAPMHTOCIIa3Ma KakK 130~
JIMPOBaHHBIN UKTAJIbHBII CUMIITOM BO CHe [9];

* (hoKaJIbHBIE C TIEPEXOI0OM B OMIaTepaibHbIe TOHUKO-
KJIOHWYEeCKUEe MPUCTYIHI [9, 35];
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* TeHepaJIM30BaHHbIE TOHUYECKUE TTPUCTYIIHI [35];
* TeHepaM30BaHHbIE TOHUKO-KJIOHWYECKHE MPUCTYTILI [35].

AnH03/rMnonHo3 BO CHe

Kputepun artHo BO CHe (IOJKHBI ObITh BBITIOJTHEHBI
Bce Kputepun) 5, 11]:

1. CHMXEeHME aMILUTUTYIbl OpOHA3aJIBHOTO MOTOKA BO3-
nyxa Ha >90 % OT UCXOMHOM.

2. InuTeNbHOCTD 3MK130/1a HapylleHus abixaHus >10 c.

3. He menee 90 % miauTeabHOCTU COOBITUSI COOIIONAIOT-
cs1 KpUTEpUHM aItHOd.

ITo MexaHM3MY pa3BUTHSI alTHO? Pa3Ae/sIoOT Ha LIEHT-
pajibHOE, 0OCTPYKTUBHOE, CMEIIaHHOE. DTO pa3neieHue
OCHOBaHO Ha HAJIMYWU UJIM OTCYTCTBUU JABIXaTeIbHOTO YCU -
Jst. OGCTPYKTUBHOE alTHO XapaKTePU3YeTCsl OTCYTCTBUEM
JIBIXaTeJIBHOTO ITOTOKA, PETMCTPUPYEMOT0 Ha BBIXOJIE U3 IT0-
JIOCTH HOCA 1 PTa, COIPOBOXKAACTCSI COXPAHHOCTBIO MJIH JIa-
K€ YBEIMYCHHEM MHTCHCUBHOCTH JbIXaTe/IbHBIX IBUKCHMIA
IpyAHOI1 U OprolHol cTeHoK. LleHTpaabHOe alTHO? XapakK-
TepU3YeTCsl OTCYTCTBUEM KaK OPOHA3aIbHOIO IbIXaTeIbHO-
'O TIOTOKA BO3/TyXa, TaK 1 AbIXaTeIbHbIX IBYDKCHUI TPYIHOM
1 OpIoIIHOM cTeHOK. CMeIlIaHHOE alTHO3 aCCOLIMUPOBAHO
C OTCYTCTBMEM JIbIXaTeJIbHBIX YCUJIUI B HaYasle COOBITUS
U BOCCTAHOBJICHHEM PECITUPATOPHBIX YCUJINI B KOHIIE CO-
obiTus [10, 11].

Kputepun runomnHo? Bo cHe (J0KHbBI ObITh BBITIOJ -
HEHBI Bce Kputepum) [5, 11]:

1. CHMXEeHME aMILTUTYIbl OpOHA3aJIBHOTO MOTOKA BO3-
nyxa Ha >30 % OT UCXOIHOM.

2. InuTeNbHOCTD 3MK130/1a HapylleHUs aAbixaHus >10 c.

3. HapyireHue apIxaHMsI COMPOBOXIACTCS CHIDKEHUEM
caTypaiuu Ha >3 % OT UCXOIHOM 1/WIN acCOLUMPO-

BaHO C peakIiell akTUBaIlH.

CMHAPOM 0GCTPYKTUBHOIO anHO3 CHA
Cunapom obctpykTuBHoro anHos cHa (COAC) (cu-
HOHMM: OOCTPYKTUBHOE arHod cHa) (G47.32) — Hapylie-
HME TbIXaHMS BO CHE, XapaKTePU3YIOILEeCs [IOBTOPSIIONI -
MUCS 3MU30JaMU IOJHOM (alTHO3) WM YacTUYHOM
(TMUMOMHO3) OOCTPYKILIMU BEPXHUX IbIXaTeJbHBIX ITyTEH,
BO3HMKAIOIIMMU BO CHE, YTO OOBIYHO BBI3BIBACT CHIKCHHE
HACBIIIEHUST KPOBU KUCJIOPOAOM, 1 3TU SIU30/bI 3aBep-
IIAIOTCSI TTPOOYKICHUSIMU WJIN peakleil aKTUBALMK (MU~
KpornpooyxneHusiMun) [1, 25, 26].
B Hacrostiiee BpeMs1 BbISIBIEHO KaK MUHMMYM 4 OCHOBHBIX
MexaHM3Ma, criocoocTByrommx pazsutuio COAC [15]:
* HapyllIeHWe aHATOMMU BEPXHUX IbIXaTeIbHBIX IYTEIA;
* CHWXKEHHAasl peaKTUBHOCTb MBIIIII] BEPXHUX TbIXaTe b~
HBIX MyTE;
* HECTaOMJIBLHOCTD JABIXaTeIbHOTO KOHTPOJISI (BBICOKUI
KO23(DULIMEHT YCUJIEHUS IbIXaTeJIbHOMN NEeTIN);
* HU3KUI MOPOT MpoOyXneHus1 (o4eHb JIeTKOoe Mpoody-
XIeHue).

4

Haubonee BaxHbie (pakTopbl pucka pazputust COAC:
M30BITOYHAST Macca TeJla, MyXXCKOM 1moJ1, Bo3pacT >50 JieT,
OKPYXHOCTD I1Ier >43 ¢cM Y My>KUMH U >38 CM y XKEeHIIUH,
YepernHo-aulieBble aHoMauu, Hanuue JIOP-matonoruu,
HEPBHO-MBIIIIEYHBIC PACCTPOMCTBA, KYpeHUE, YIIOTPE-
oneHue ankorous [4, 5, 7]. Cpeau NpuYMH Pa3BUTUS
COAC y B3pocibiXx HanboJiee YacToil ABSIETCST OKUPE-
HUe, y IeTell — aJeHOTOH3WLIsIpHas runeptpodus [7].
IMocnennue uccaegoBaHusd nokxkaspiBaioT, uTo COAC —
retTeporeHHoe 3abojeBaHue [42]. OTHOCUTEIbHBIN BKJA,
4 MeXaHU3MOB Y KOHKPETHOTO 4YeJIoBeKa (DOpMUPYET ero
SHAOTUI. DHIOTHUITBI IPEIOCTABIISIOT TePalleBTUICCKIE
MMIIICHHU, KOTOPbIE MOTYT CITOCOOCTBOBATh pa3paboTKe
HOBBIX METOJIOB JICUEHMSI, IPOTHO3MPOBATh OTBET Ha Te-
panuio, He cBg3aHHy0 ¢ CPAP-Ttepanueii (Continuous
Positive Airway Pressure), 1 00bSICHSITh KIMHUYECKHUE
(GEeHOTUITHI.

CornacHo MexayHapoaHoi KjaccupuKaluu pac-
crpoiicTB cHa 3-ro uznanus, COAC pazaesnsercs B 3aBUCH-
moctu oT Bo3pacTta: COAC y B3pocibix (COAC B3poC/IbIX)
n COAC y neteit (COAC niemmnatprdeckumii) [7, 25, 26].

PacnpoctpanenHocts COAC y B3pOCIbIX COCTABIISET
1-3 % (3—7 % y myxxumH u 2—5 % y xeniun) [25]. [k
pazButusi COAC y B3pocibix — nociie 30 j1eT, y KeHIIUH —
C HACTYIUICHUEM MEHOIIay3bl.

JInarHocTHYeCKHEe KPUTEPUN 0OCTPYKTHBHOTO AITHOD
CHa y B3pocJibIX [25, 26]:
1. MmeeTcst OMMH WM HECKOJIBLKO U3 CICAYIONINX IIPH-
3HAKOB:

1. 2KayioObl Ha COHIMBOCTD, YCTaAOCTh, OECCOHHUILLY
WU IPYTHE CUMIITOMBI, IPUBOJISIIIIUE K YXYIIIEHUIO
KavyecTBa XXW3HH, CBSI3aHHOTO CO CHOM.

2. UMeroTcst mpoOyKaeHUs ¢ OlIyLIeHUEM HeXBaTKU
BO3/1yXa, 3aTPYAHEHM BIOXA WU YAYLIbA.

3. OKpyxaloliyie OTMEYaloT IIPUBBIYHBIM Xpaln
1/WJIN OCTAHOBKM JIbIXaHUS BO CHE™,

1. Insa COAC y B3pocibIX TpeOyeTCs =5 31U3010B all-
HO3/TUITOITHO3 B Yac BO CHe (MHAEKC alTHO3—THUITOITHOD
(UAT) =5), unu, nipu OTCYTCTBUM BhILIEYKa3aHHBIX
KJIMHUYECKMX ITPU3HAKOB, YaCTOTA COCTABISIeT >15 amu-
30108 B yac 1o gaHHbIM [1CI" (MAT >15) — ansrepHa-
TUBHO yaosaeTBopsieT Kputepusim COAC [25].

*[lynkm 4 ¢ ykazanuem Ha credyrouwue paccmpoiicmea npu COAC
¥ 63pocabix: «Y nayuenwma OUaCHOCMUPOBAHA 2UNEPMOHUS, pac-
CMPOLICMBO HACMPOEHUSl, KOSHUMUBHAS OUCQYHKUUs, UueMU-
ueckas 00Ae3Hb cepoua, UHCYAbM, 3AcMOUHA CceplevHas Hedo-
CIMAMOYHOCMb, MepUAmenbHas apummusi Uau caxapHuli ouabem
2-20 muna» — yoanen coenacho [26].

V¥ B3pocabix Tskecth COAC omnpenessieTcsi ¢ TOMO-
mibto otieHKU MAT Bo cHe: UATT = 5—14 — nerkasi cTeneHs;
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HAT = 15-29 — cpennsg crenedb; MAT = 30 u Gosee —
TsKesas cTerneHs [1].
PacnpoctpanenHocts COAC y neteit coctabisieT 2 %.

IMux pazsutuss COAC y neTeil mpUXOAUTCS Ha BO3pacT
2—8 net [25].

JlnarHocTuyecKue KpUTEpHUH 00CTPYKTUBHOIO AIHOd
CHa y aereii [25, 26]:
A. Hanuuue omHOTO WJIM HECKOJIBKMX U3 CIEIYIOIINX
MPU3HAKOB:

1. Xpar.

2. 3aTpyaIHeHHOE, MapagoKcaJlbHOE JbIXaHUE BO Bpe-
M CHa peOeHKa.

3. COHJIMBOCTbh, TUIEPAKTUBHOCTD, MTOBEIACHUYECKUE
MPOOJIEMBI WJIU TPYTHOCTU C OOYYEHUEM U IPYTUE
KOTHUTHUBHbBIC HapYyIICHUS.

b. ITonucomHorpadust A6eMOHCTPUPYET OOVH U3 CIIEIY-
IOIIUX MTPU3HAKOB:

1. OmHO Wi HECKOJBbKO OOCTPYKTUBHBIX alTHO3, CMe-
ILIAHHBIX aITHOA WY TUITONMHO3 Ha 1 4 cHa (MAT >1).

2. [TaTTepH 0OCTPYKTUBHON TMIIOBEHTUJISILINM, OIpe-
nensemoit Kak runepkanuusa (PaCO, >50 MM pT.
CT.), B TeUeHHEe He MeHee 25 % oO0lero BpeMeHu
CHa B COYETAaHUM C OJHUM WJIU HECKOJIbKUMU
W3 CJIeIYIONIUX MTPHU3HAKOB:

* Xpar;
* YIUTOIIEHHWE Ha KPUBOI HOCOBOTO IbIXaTeJIbHO-
IO TOTOKa;
* MapanoKcajJbHble IbIXaTeJIbHbIC ABUXKEHUS
IPYIHOU 1 OPIOLIHON CTEHOK.
B. D11 cMIITOMBI HE OOBSICHSIIOTCS APYTYM TEKYILIMM pac-
CTPOICTBOM CHa, MHBIMU 3200JI€BaHMSIMU, IIPUEMOM TIpe-
T1apaToB WK YIOTPEOJeHUEM IICUXOaKTUBHBIX BEILICCTB.
Bce xputepun (A—B) D10KHBI OBITH COOJTIONEHBI.

Komop6uaHocTb anunencuu

U CUHAPOMA ANMHO3 CHA

PacnpocrpanenHocts COAC y MalleHTOB C SIUIIETI-
cueii coctaBisieT 26—44 %, y 0koi10 4 % naluueHTOB JI1-
arHOCTHPOBAH CUHAPOM LIEHTPAJIBLHOTO aIlTHO3 CHa, a 8 %
MMeEIOT cMellaHHoe arHo? Bo cHe [20, 33, 48]. COAC
MOXeT urpatb pob B pazsutur SUDEP, yalie Bcero Bo3-
HUKaloIlleil HOUblO, IPEUMYIIIECTBEHHO BO CHe. Tspkenast
creneHb COAC cBs13aHa ¢ noBbilIeHHBIM pruckoM SUDEP
[16]. COAC cpenHeii M TSKEJIONM CTEIIEHW OBUT BBISIBJICH
y 53,8 % B3poCIIbIX C SHLIe(ATONaTUSIMU PA3BUTHUS U SITH -
JIENTUYECKUMU (TIPEUMYIIECTBEHHO CUHIPOM JIEHHOK-
ca—Iacro) [43].

Ha paszButue u reueHrne COAC y 60JIbHBIX 3MUJIETICH -
ei1 0Ka3bIBaIOT BIMSIHUE pa3TuuHble (pakTopsl [27, 33]:

* YBEJIMYCHUE MACChI TeJIa Y MalMEHTOB C SIIICTICUEH,
B TOM 4YMCJIe Ha (hoHE MpreMa HEKOTOPBIX aHTHUAIIM -

4

nenTtuyeckux rpenapatoB (ADI]) (mperadaavH, Baab-
poart, KapdamasenuH, (peadamar, BUrabaTpuH);

* OEH301a3eIMHBI MOTYT CHU3UTh PEAKTUBHOCTD JbI-
XaTeJIbHOTO LICHTPA;

* ADII, BozaeiicTBylOlIME HA PELIENITOPHI Y-aMUHO-
MaciasiHoi kuciaoTtel (TAMK-B) cTBos1a Mo3ra, omoc-
pPEeTOBAaHHO B3aUMOJEICTBYIOT C [L-OMUOUJAHBIMU pe-
LIETITOPaMU: BaJILIIPOEBast KMCJIOTa, rabarneHTH;

* OapOuUTypaThl U OEH30IMA3ENUHBLI CHMXXAIOT TOHYC
MBIIIII BEPXHUX JbIXaTEIbHBIX ITyTEI;

* CTUMYJISILIVS OJTy>KIAIOILIETO HEPBAa MOXKET YXY/IIIATh Te-
yeHue yxe cymectpytoiero COAC, Momympyet Heiipo-
TPAHCMUCCUIO K MBIIIIIAM JIbIXaTeIbHbBIX ITyTEH.
Bmusanue COAC na teuenne smuinencud. COAC ycunu-

BaeT (hparMEHTAIIMIO CHA, BBI3bIBAET KPATKOBPEMEHHBIC
TSDKEJIbIE 3ITU30/Ibl TUIIOKCUM Y TUIEPKAITHUU, YTO TIPH-
BOJIIUT K YaCThIM MPOOYXICHUSIM 1 XpOHUIECKOM IeTIprBa-
LIMU CHA, K CTOMKOI Ie3a1anTUBHOI XeMOpehIeKTOPHOM
aKTUBALIMM CUMIIaTUYECKON HEPBHOM CUCTEMBI. DTO MO-
JKET OKa3bIBaTh HeXelaTebHble 3G (eKThl Ha pa3IMyHbIe
ACITeKTHI SIWICTICUU, TaK1e KaK KOHTPOJIb SIWICIITUYE-
CKUX IPUCTYITOB, HApyIIEHUS] HACTPOSHMSI, KOTHUTUBHAs
nuchYHKIMS (HapylaloTcs MeXaHU3Mbl HEHPOILIaCTUY -
HOCTH), CEPIEeYHO-COCYAMCTasi, METabOJIMIYeCKast THC-
(byHKIIMSI, KaUeCTBO XMU3HU, a TAKKE MMEET BEPOSITHYIO
cBs13b ¢ SUDEP [15, 30, 31]. COAC MoxeT NpuBOIUTH
K yyalnieHuto snujaentuyeckux npuctymos [30, 31]. ITo-
Ka3aHo, 4To y 78 % mnanmeHToB Hayaymo cumnToMoB COAC
COBIMAJIO C U3BMEHEHUEM KOHTPOJISI HaJl SIS TUICCKUMU
MPUCTYIaMU: TUOO YBEIMYEHUE YACTOThI ITPUCTYIIOB, JIM-
00 HaYaJI0 HOBBIX TUIIOB MPUCTYIIOB, MO0 pa3BUTHE ST -
JIeTITUYeCKOro craryca. Cpeay malueHToB ¢ IWICIICHEei
u conyrcTByomM COAC 23 % vMenu Ype3MepHYIO THEB-
HYIO COHJIMBOCTb (aHOMaJbHBIM Oant >10 mo mkae co-
HJIMBOCTU DIIBOPTA), IIPU 3TOM TOJBKO 9 % MallMeHTOB
¢ anuiencueii 6e3 COAC cooO1uIn 0 THEBHOU COHIU-
BocTH [34].

ﬂuarl-locmxa CUHAPOMA ANMHO3 CHa

7151 IepBUYHOTO CKPUHMHTIA allHO® CHa 4acTo HC-
Moab3yloTcsl onpocHuku, HanmpuMep STOP-BANG —
oueHka pucka COAC, mnikaja COHJIMBOCTH DIBOPTA,
MoauGULUMPOBaHHbIN onpocHUK CTpagiuHra, bepauH-
CKWI1 ONTPOCHUK U Apyrue mKainsl [44]. Knaccudbukamnus
Mannammaru (Mallampati test, 1985) MoxeT ObIThH TO-
JIE3HOM 1711 cTpaTU(UKALIMK PUCKOB M OIpeaeIeHUS
nanpHelimei ctpateruun geyeHuss COAC [5]. KoHcynb-
Talusl OTOPUHOJAPMHTOJIOTa MOXET ITOMOYb BHISIBUTH
JIOP-naronoruio [4].

K MHCTpyMeHTaIbHBIM METOaM OOBEKTUBHOTO KOHT-
poasa u puarHoctuku COAC otHocsTes [1, 5, 8]:

* pecnipaTopHast moJurpadus ¢ OLeHKOU JIbIXaTellb-
HBIX YCUJIUH (KapauOopecIIupaTopHOe U PeCIupaTop-
HO€ MOHUTOPHUPOBAHUE);
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* pecripaTopHas nonurpacdus 6e3 OLEeHKHU AbIXaTe/b-
HBIX YCWINM Y KOMITbIOTePHAs! IMYJIbCOKCUMETPUS;
 crauuoHapHas I1CI (=7 kaHanoB) (0OBIYHO BKIIOYA-
eT 6 ayIeKTposHIedaorpahMIecKuX OTBEICHMI).
ITpoBenenue cranmaptHoii [1CI" orpaHuuuBaeT BO3-
MOXHOCTb €€ ITPUMEHEHUS B TUarHOCTUKE SIUJICTICUU.
I1CTI Hepenko Ha3HayaeTcs ¢ Lesblo AMddepeHInanbHON
JMMAarHOCTUKY Pa3IMYHBIX MapOKCU3MAaJIbHBIX 3MU3010B
BO CHE WJIM AUATHOCTUKY KOMOPOUIHBIX HApyIIEHU CHA
npu srwiernicuu (Hanpumep, COAC), Ho 11 AMarHOCTU -
KU 3IUAJIETICUM He0OXoauMo He MeHee 16 kaHaioB DII
[21]. ITpu Hanuuuu nokazaHuit coBpemeHHas I1CI tpe-
oyeT 3anucu DI ¢ MOTHOLIEHHBIM KOJIMYECTBOM 3JIeK-
TpoaoB (MUHUMYM 21 3J1eKTPO.), HEOOXOAUMBIM JIJIsI Y-
arHoctuku snwierncui [19]. Takum obpa3om, y malieHTOB
¢ amwIencueid ¥ KOMOPOUIHBIMU PACCTPOMCTBAMU CHA
(B TOM 4mcie nbIXaTeJIbHBIMUA HapyIIEHUsSIMU), a TaKXKe
IpY npoBeneHnU A GepeHIIMaIbHOIO AMarHo3a Heal-
JIENITUYECKUX JABUTATEbHBIX U BEreTaTUBHBIX COOBITUI
C SMWICNTUYECKUMU MPUCTYIIAMK BO CHE PEKOMEHIIYeTCSI
MPUMEHEHNE MOJTHOI0 KOMIUIEKTa 3JIEKTPOIOB COOTBET-
CTBEHHO MexXayHapoaHoit cucteme «10—20» [21]. C tenbio
YIIyYIIEHUST TUarHOCTUKU SIWJICTICUU U pacCTPONCTB CHa
y HAIlMEHTOB C 3MUJIETICUEil ObLIO MPEIIOKEHO 00be -
HeHue TexHuku crtaHgaptHoi ITCIT 1 BUae031eKTpOIH-
1edanorpacnyeckoro MOHUTOPMHTA — BUACOIIEKTPOIH-
unedanorpaduueckas IICI. IlpumeHsieTcss MOJHBIA
KOMIUIEKT 3JIEKTPO3HIIe(haTorpapuIecKux 3JeKTPOI0B
COOTBETCTBEHHO MexKayHapoaHoi cucteme «10—20»; aHa-
3 DOI nmpoBoautes npu ckopoctu DI — 30 mm/c,
allCT — 10 mm/c [2, 3, 17, 21].

BauAHMe NeyeHns CUHAPOMA 06CTPYKTMBHOIO

anHo3 CHAa Ha TeyeHue 3NUNEencumn

HNmerotcst maHHbIe 0 ToM, uTo peaykiuss COAC MoxeT
CITOCOOCTBOBATh CHUKCHUIO YACTOTBI M TSKECTH SITHJICTI -
TUYECKUX ITPUCTYITOB Y MALIMEHTOB C SIWICTICUEH 1 TaxKe
6e3 yBeanueHus 103bl ADIl mpuBOAUT K YMEHBIICHUIO
KOTHUTHBHBIX HapylieHuii [ 18, 47].

‘YmenblueHue BoipakeHHocTH COAC cHMXXAeT TUIOK-
CEMUIO, CBSI3aHHYIO C alTHO3 BO CHE, YMEHBIIIAET MPo0y-
KIEHUS U3 CHA C AaTbHEUIITNM YIydIlIeHHEeM CTa0MIIbHOCTH
CHA, CHIDKEHUEM BEPOSITHOCTH Pa3BUTHS SITICTITUIECKIX
MPUCTYNOB U YMeHblleHueM nocaeactBuii COAC, takux
KaK KOTHUTUBHbBIC HapylIeHUs, a TaKXe CepAcUHO-CO-
cyaMcTas 1 MeTaboamdeckast TMChyHKIIMU.

3HauyuTeIbHBIN 3(P(PeKT HAa yMEHbIIEHHUE KOJTNYECTBa
MPUCTYIIOB OOHAPYXEH y B3POCJIBbIX MAIIUEHTOB C PE3M-
CTEHTHOM anujernicueii, accouuupoBaHHoit ¢ COAC,
MPY IPUMEHEHUHN TTOCTOSTHHOTO MOJIOKUTEILHOTO IaBJie-
HUS BO3ayXa B AbIXxaTteabHbIX NyTsax — CPAP-tepanuu
(Continuous Positive Airway Pressure) [33].

CornacHo JaHHBIM MeTaaHaiu3a [32], mauueHThI
¢ anuiernicueit, monydasiiuue CPAP-Tepanuio, uMenu cHU-
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JKE€HME YaCTOTHI IIPUCTYIIOB U THEBHOM COHJIMBOCTH O0JIee
YeM B 5 pa3 110 CPaBHEHMIO C MallMeHTaMU, He IToJIyYaB-
IIMMM JaHHBIA BUJI JICUCHMUS.

HanpagjieHuss B Tepanuud CMHAPOMA 0OCTPYKTHBHOIO
anHoo cHa [4, 5, 49]. K ocHoBHOMY MeToy Teparuu altHO?
otHocuTcst CPAP-Tepanus. MeTton octaeTcs cTaHAapTOM
neueHrst COAC u B OCHOBHOM (POKYCUPYETCSI Ha MEXaHU-
YeCKOM pacCIIMPEHUM BEPXHUX ABIXaTEJIbHBIX ITyTEM.
Ho CPAP-Tepanus umeet psii orpaHUYeHU, CBSI3aHHBIX
C HU3KOM MPUBEPKEHHOCTHIO MAIIMEHTOB K €€ IpUMe-
Henwnio, — 30—50 % maiyeHToB ¢ alTHO3 He COOIIoNaloT
npuemiieMyio npusBepxkeHHocTh K CPAP-tepanuu B noJ-
rocpoyHoii nepcriektuse |38, 40]. Y malueHToB ¢ anuien-
cueii 1 arHod nipuBepxkeHHOCTh K CPAP-tepanuu okasa-
Jlach B 6 pa3 XyxXe, yeM B rpymiie cpaBHeHus, — 78 % (!)
TMAalEHTOB C SMWICTICUEH He COXPaHSUIU PUBEPKEHHOCTh
K TIpuMeHeHu10 3Toro meroaa [30]. JleueHue oxupeHus
TaKXKe SIBJISICTCS BaXKHBIM METOJIOM, KOTOPBI MOXKET 3Ha-
YUTEJIbHO YMEHBIIUTD ITPOSIBIICHUSI alTHO3, — TUP3CMaTHI,
arOHUCT TJII0KAaroHOIIOAOOHOIO IMeNnTuaa, ObUT 0100peH
s neyeHust COAC B 2024 1. [38]. JleueHue 3a00eBaHMiA
JIOP-opraHoB no3BosisieT ObICTPO YCTPAHUTD alTHO3, €CIIN
ero npuunHoii osuta JIOP-naronaorust (4To 0COOGEHHO aK-
TyaJIbHO Y JieTeii). POTOBBIC allIuIMKaTOPHI C MTOCTENEHHBIM
M3MEHEHMEM BEJIMYMHBI BBIABYKCHUS HIKHEH YSTIOCTH
cymuTaroTcs MeHee 3(DGhEKTUBHBIMM METOIaMM, HO TaKXKe
PEKOMEHIOBaHbI; TIPX 3TOM BaXKHO YYMTHIBATH BO3MOX-
HOCTb HOYHBIX MpUCcTynoB [38]. K xupypruyeckum MeTo-
JlaM Tepaliii OTHOCST YBYJIonaiaTohapuHIOIUIaCTUKY U,
B IIOCJIEIHEE BPEMsI, CTUMYJISIIIMIO TIOIbSI3BIMHOTO HEpPBa.
OnHako KpyMHbIX UCCIIEAOBAHMIA, MMOCBSIIEHHBIX 3(hdeK-
TUBHOCTH JaHHBIX METOIOB, HE ITPOBOIUIOCH.

3 heKTUBHOCTb CY/IbTUAMA B JIeYEHUU

CUHAPOMA 06CTPYKTMBHOIO anHO3 CHa

Enie oguH TepaneBTUYECKUIT TOIX0/I ObLT BBISBICH
MyTeM YCUJIEHUS Y MALIMEHTOB ABIXaHMsI, KOTOPOE Tpe.-
CTaBJIsAeT CO0O0I BaXKHBI KOMIIOHEHT KaK MpU LIEHTPaJlb-
HOM, TaK ¥ IIp¥ OOCTPYKTUBHOM aImtHO3 Bo cHe [49]. Dep-
MEHT KapOoaHTuIpasa 2-To TUMa (IIMPOKO MPEACTABICHHBIIA
B 9PUTPOLIMTAX KPOBU U OJIMTOACHIPOIIMTAX LIEHTPATbHOM
HEPBHOM CHCTEMBI) OBLT ONpe/ie/ieH Kak MomuduImpyemast
MUILIEHB JUIS JIEYEHMS] STTMICTICUM U BEICOTHOM TMITOKCHUM
[37]. CynbrnaM — HanboJiee CeIeKTUBHbBIN U CaMblii MOILI-
HBI MHTUOUTOP KapOoaHTuapasbl 2-ro Tuma cpeau ADIT
[46]. OH obmamaeT mepHeHANKYJISIPHBIM PacOOXKEHUEM
LIMKJIMYECKUX KOJIELl B XUMUYECKOI (hopmyJie, Oaaromapst
YyeMy JIydille BCTPauBaeTCs B aKTUBHBIN cailT KapOoaHTH-
JIpa3bl 2-TO TUIIA, 3a0CICTBYS OOJIBIIICE KOJTUIESCTBO CBSA3CH
Ban-nep-Baainbca [46].

CynbrnaM — xopoio u3BecTHbI ADII [6], TakKe yxKe
OBLT pAaCCMOTPEH Kak Iperapar JJIsl Tepaluu amHo?d [4,
22]. UHrubupys kapboaHTuapasy, OH CHUXKAET YCUJIEHUE
JBIXaTeJIbHOM METIM 1 YJIy4dlllaeT TOHYC MBI BEPXHUX
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JIbIXaTeJbHBIX TyTeil — IBa MEXaHU3Ma, KOTOPbIe YMEHb-
1IAIOT YaCTOTY artHO3 Bo cHe [40].

Uccnenosanue J. Hedner u coaBt. (2022) BnepBbie
MPOIEMOHCTPUPOBAJIO, YTO CYJIETAM BbI3bIBAaeT 3HAYM -
TEJIbHOE CHIDKEHUE YaCTOThl OOCTPYKTUBHBIX aITHO3 BO CHE
(6osiee yeM Ha 20 coOBITHI B Yac B 3aBUCUMOCTH OT J03bl),
yJIy4dlaeT HOYHYI0 okcureHaluio y nmauueHToB ¢ COAC
CO CPEIHUM WJIY TSLKEJIBIM TeUSHHEM MOocIIe 4 Hell IIprueMa
B no3e 200 u 400 mr/cyt [22]. B mocnenyomux uccieno-
BaHUSIX OblJIa TAaKXKe ITPOACMOHCTPUPOBaHA BhICOKas 3¢-
¢extuBHOCTH cyabTrama B Tepanuu COAC [23, 24, 40].
HoBoe uccienoBaHue B OTHOIICHWM CyJbTHaMa OBLIO
HemgaBHO omnyoaukoBaHo W. Randerath u coant. (2025)
B xxypHaJje Lancet [40].

MHOroLeHTPOBOE PaHAOMU3MPOBAHHOE Mapaliesib-
HOE JIBOHOE CJIETIOoe IUIalle00KOHTPOIMPYEMOE UCCIIEN0-
BaHue nondopa 103 (¢assl 11) 6110 MpoBeaeHO B 28 KIIK-
HuKax 5 crpaH (benbrun, Yemnrckoit Pecrryomke, @panimm,
Iepmanuu u Ucnmanun) [40]. B uccnenoBaHum yyacTBOBAJIU
298 B3pocibix nanueHToB (18—75 net) ¢ COAC cpenHeit
u Tskenoi crenenu Tsekectd (MAT ot >15 no <50 coObiThit
B 4ac), KOTOpbIe ObUTM PAHIOMM3MPOBAHbBI B TPYIIIHI TIa-
1e6o (n = 75), cynpruama 100 mr (n = 74), cyapTuama
200 Mr (n = 74), cyastuama 300 mr (n = 75) B TeueHUe
15 Hen.
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Mnaue6o / I(ynbmaM ‘(ynbmam I CynbTuam '
Placebo~ 100mr/  200mr/  300mr/
Sultiame ~ Sultiame  Sultiame
100mg 200mg 300mg
Puc. 1. Abcorromnuoe uzmenenue UAI'3a (unoexc anHoa—eunonHo?
¢ eunonno3 >3 % decamypauuu Kucaopoda uau npodyxcoenuem) (a),
HAT4 (undexc annos—eunonnos ¢ eunontod >4 % decamypayuu
Kucaopoda) (6), undexca decamypayuu kucaopoda (23 % decamy-
pauuu) (8) u cpedHeii camypayuu Kucaopooa (2) mexcoy ucxooHsim
ypoerem u 15-ii nedeneii
Fig. 1. Absolute change in AHI3a (apnea—hypopnea index with hypopnea
>3 % oxygen desaturation or awakening) (a), AHI4 (apnea—hypopnea index
with hypopnea >4 % oxygen desaturation) (6), oxygen desaturation index
(=23 % desaturation) (8), and mean oxygen saturation (e) between baseline
and week 15
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ITo pesynbraTaM McciieaoBaHus, CyJIBTHAM CHIKAT TSI~
KeCTh anmHod cHa, MAT 1 uHaeKkca aecatypaimm KUCIopo-
na mpuMepHo Ha 30—50 % (B moze 200—300 mr/cyT).

AHaIN3 U3MEHEHUI CPETHETO 3HAYeHUSI OTHOCUTEb-
Horo VAT 1o nepBUYHOIM KOHEYHOM TOUKE UCCIICTOBAHMS
MAT 3a (MHIEKC alTHO3—TUIIOITHOS ¢ TUIIONHO3 >3 % ne-
caTypalyy KUCIopoaa WIK ITPOOYXIeHMEeM) TIoKa3al Clie-
JIYIOIIIME Pe3yJIbTaThl uepe3 15 Hell Tepanuu: IS CyIbThaMa
100 mr: 16,4 % (95 % noBeputenbHbIil MHTEpBan (J1N)
—31,3...—1,4; p= 0,032); nnsa cynsruama 200 mr: 30,2 %
(95 % O —45,4...—15,1; p <0,0001); wrst cynsrrama 300 mr:
34,6 % (95 % AN —49,1...—20,0; p <0,0001) (puc. 1).

s HapylIeHW CHa, CBSA3aHHBIX ¢ OOCTPYKTUBHBIM
aItHOd CHa, 3apaHee 3alaHHbI aHAJIM3 YYACTHUKOB C Upe3-
MEpHOI THEBHOI COHJMBOCTHIO (OOLLIMIA Oa To 1IKajie
COHJIMBOCTH DriBopTa =11 Ha ncxomHoM yposHe y 120 (40 %)
13 298 y4aCTHMKOB) ITOKa3aJl CTaTUCTUYECKH 3HAYMMOE YITyd-
1IeHue oO1Iero 6ajaia Mo IIKaje COHJIMBOCTA DIBOpTa
B rpymme cyasruama 200 mr (p = 0,031) (puc. 2).

®parMeHTalMs CHa, U3MepsieMasi 110 00IeMy MHIEK-
Cy MPOOYXAEeHUs, CTATUCTUYECKU 3HAYMMO YIIy4dlIuiIach
B rpyrmnax 200 1 300 Mr co cHuXeHueM Ha 5,7 COOBITUS
B4ac (95 % AN 8,7—2,7; p = 0,0002) u 6,7 cOOBITHS B Yac
95 % AN 9,6—3,8; p <0,0001) cOOTBETCTBEHHO IO CpaB-
HEHMIO C TUIa1eoo.

CyJIbTHaM He BbI3bIBaJI IOOOYHBIX CEPACYHO-COCYIM -
CThIX 3((PEeKTOB, HEe BIMSI Ha YaCTOTY CEPACYHBIX CO-
KpallleHUIT; CUCTOJIMYECKOe apTepraibHOe daBieHue 6e3
yJera mianebo yBeamumiock Ha 1,0 MM pt. cT. (95 % AU
—1,8...3,9) B rpynne 100 Mr u cHU3WIOCH Ha 3,2 MM PT. CT.
95 % AN 0,3—6,1) m 2,0 MM pT. cT. (95 % AN —0,8...4,9)

.

T T T
Cynbram ~ Cynbruam  CynbTuam
100 mr 200 mr 300 mr
(n=74)/ (=74 =75/
Sultiame  Sultiame  Sultiame
100mg 200mg 300mg
(n=74) (n=74) (n=75)

bannwi / Points

T
CynbTam
200 mr
(n=30)/
Sultiame
200mg
(n=30)

T
(ynbTram
100 mr
(n=31)/
Sultiame
100mg
(n=31)

Mnaue6o
(n=31)/
Placebo
(n=31)

Mnaue6o
(n=75)/
Placebo
(n=75)

(ynbTuam
300 mr
(n=28)/
Sultiame
300 mg
(n=28)

Puc. 2. Abcoaromnoe uzmenenue odbweeo 6a11a mexncoy UCXOOHbIM
yposHem u 15-ii Hedenell das 6cex nayueHmoe (a) u nayueHmMos
¢ upe3mMepHOli OHeGHOIl COHAUBOCMBIO HA UCXOOHOM yposHe (0ouiuil
bann no wkane conausocmu Sneopma >11) (6). lannvie npedcmag-
/IeHbl CKOPPEKMUPOBAHHbIMU CPeOHUMU 3HaveHusmu u 95 % dose-
DUMenbHbIMU UHMEepP8aiamu

Fig. 2. Absolute change in total score between baseline and week 15 for all
patients (a) and patients with excessive daytime sleepiness at baseline
(Epworth Sleepiness Scale total score >11) (6). Data are presented as adjusted
means and 95 % confidence intervals
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B rpynmax 200 u 300 Mr cooTBeTcTBeHHO. CpeHee CHU-
KeHHME DUACTOJMYECKOro apTepualibHOTO IaBJICHUS
0e3 yueTa 1miaue0do He MPeBBILLAo 2,5 MM PT. CT. U He ObI-
JIO HU KIIMHUYECKM, HY CTATUCTUYECKU 3HAYMMBIM. Kitn-
HUYECKHU 3HAYMMOTO 3JIEKTPOJUTHOTO 1rcOasaHca 1 Apy-
IMX CUCTEMHBIX PA3JIMYMil MEXIY TPYIIIIaMH C TeYSHUEM
BpEMEHM He HaOJII01aJI0Ch.

Haub6onee yacTbiMu MOOOYHBIMU 3P HEKTaAMU Y AL -
€HTOB B Irpynmnax rmiaue6o, cyastruama 100, 200 u 300 mr
ob1n mapectesust (y 7 (9 %) uz 75, 16 (22 %) u3 74,
32 (43 %) w3 74, 43 (57 %) u3 75 NalMeHTOB COOTBETCT-
BEHHO), ToyioBHas 6ok (y 6 (8 %), 5 (7 %), 12 (16 %),
11 (15 %) naueHTOB COOTBETCTBEHHO).

CyJbTHaM BBI3BIBAET CTOMKOE T0303aBUCUMOE YMEHb-
IIEHXE CUMITTOMOB OOCTPYKTUBHOTO alTHO? CHa, HOYHOM
TMITOKCHM, YJTydIlaeT Ka4yeCTBO CHa ¥ YMEHbIIIAeT JHEBHYIO
coHnuBocTh, BhidBaHHYI0O COAC. ITo6ouyHbIe 3 HEKTHI
OBUIM MPEUMYIIECTBEHHO JISTKUMHU WJIM YMEPEHHBIMU
U J0303aBUCUMBIMU, ¢ HanboJee 61aronpusITHBIM COOT-
HOIIIEHMEM IT0JIb3bl M PUCKa B TPYIIIE CyJIbTHaMa B J103¢
200 Mr Ha HOYb. DTU pe3yJIbTaThl OTKPHIBAIOT MEPCIIEKTU -
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