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6 sucounvix omeedenusx. MPT & pesxcume snuckaHuposanus namonozuu He ooHapyscuna. Ilayuenm nonyyan neee-
mupayemam u 2OpMOHANbHYI0 mepanuio (2nokokopmuxocmepouovt, ananozu AKTI) ¢ peepeccom snunenmuueckux
NpUCMynos, SNULenmu4eckux paspsaoos ¢ 331" u nonojicumenbHol OUHAMUKOU pedesblX U OPYeUX KOCHUMUBHBIX (DYHK-
yuu. Yepes 15 nem y nayuenma Habniooancs ymepennviii KoehumusHuiil degpuyum. IIpusedenvl dannvie tumepamypul
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LANDAU-KLEFFNER SYNDROME
E.V. Mandra, O.E. Zinovyeva, G.G. Toropina
I.M. Sechenov First Moscow State Medical University (Sechenov University), Moscow, Russia

Abstract

The article presents a long-term catamnestic observation (15 years) of a patient with Landau—Kleffner syndrome
(LCS), in its debut manifested by epileptic paroxysms, total aphasia, cognitive and behavioral impairment, on EEG
spike-wave complexes. MRI in epileptic mode was without pathology. He received levetiracetam and hormone therapy
(glucocorticosteroids, ACTH analogues) with regression of epileptic seizures and epileptic discharges on EEG and
pronounced positive dynamics of speech and other cognitive functions. After 15 years, the patient had a confident
cognitive deficit, speech disorders were almost absent.
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Coxpawenus: CJIIK — cuagpom Jlangay—Kneddne-
pa; 90 — smwrentudeckas sHuedanomnarus; 0 —
anekTposnnedanorpamma; IOCMC — snekrpuye-
CKHI SIWICNTHYECKUI CTaTyC MEMIESHHOTO CHa (aHTJI.
electrical status epilepticus during slow sleep).

BBeI[eHI/Ie. KOHL[CHI_[I/IH SIMUICIITUYICCKUX 3Hue(1)a—

monaruii (33) 6pu1a chopmynupoBana H. Gastaut u co-
aBT., KoTopsle B 1963 . HCIOMb30Baid 3TOT TEPMHUH
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mpu OOCY>KAEHUHM CHUHIpOMa Y3CcTa M cHUHIApoMa JleH-
Hokca—I acTo [1]. HeckonbKo JeT CIycTs ero mpemioxu-
i W. Landau u F. Kleffner npu HaOntoneHnn naiueHToB
C perpeccoM pedyeBbIX (QYHKIUH W AIIICTITHICCKUMHU
npuctynamu [2]. CoBpeMeHHOE HMOHMMaHue D3 ObLIO
cthopmuposano B 2000-x romax — 310 Tpyrmma 3adone-
BaHWU{, TP KOTOPBIX «arpeccUBHasH SMHICTITHPOPM-
Has aKTUBHOCTH aCCOIMUPOBAHA C 33/IEP>KKON IICHXOMO-
TOpPHOTO pa3BuTHA [3-5].
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Cunnpom Jlangay—Knedduepa (CJIK) sBusercs
OJTHUM U3 SIPKUX MpuMepoB . PacnpocTpaHeHHOCTH
3TOro paccrpoiictBa cocrapiser 1,46% cpemu Bcex
(dhopmMm snmnencum y gerei mo 14 net; daime cTpajgaroT
MapIuKHy B Bo3pacte 2—8 meT [6]. s CJIK xapakrepHa
TpHaJia CAMIITOMOB: SIIICITHYECKHIE IPUCTYTIBI, HAPY-
[ICHUE BBICIINX MCUXUYCCKHX (YHKIHH, STHIIETTHYIC-
CKasi aKTMBHOCTh Ha 3JeKkTpodHnedamnorpamme (O31),
YCHJIMBAIOMIAsICS BO BpeMsI CHa. DMUJICTITHYECKUE TTPU-
CTYIIBI PA3HBIX THUIIOB BO3HUKAIOT MMPUMEPHO Y %3 Mallu-
eHToB [7]. Moryt HabmonarsCst POKaNbHbIC IPUCTYIIHI,
TreHEepaIN30BaHHbIE TOHUKO-KIOHUYECKHE, a0CaHCHI
U aToHWYeckue npunajaku. OIHAKO TIaBHBIM CHMITO-
MOM 3a00JIeBaHMS SBISETCSI CEHCOPHO-MOTOpHas ada-
3Wsl, IPOTPEeCCUPYIONIasl y JeTel C UCXOAHO HOpMallb-
HBIM PEUYEBBIM U IICHXOMOTOPHBIM pa3ButueM. Perpecc
(YHKIIUH peYH Y9acTo acCOUMUPOBAH C APYTMMH KOTHU-
TUBHBIMH, SMOIIMOHAIGHBIMHA U TTOBEIEHYECKUMH pac-
CTPOWCTBAMH, TAKUMH KaK CHHJPOM JcQHIIUTa BHIMA-
HUS1, CHUKEHUE ONEPaTUBHON MaMATH, SMOIIMOHAIbHAS
TaOMIBHOCTD, TPEBOTA, IEMIPECCHs, HApyIIeHUs CHa [8].

Uzmenenuns va 331" mpu CJIK BrmouaroT (oxaib-
HBIE W, WHOINA, MYIbTH(QOKAIBHBIE SIHIICTITHYCCKUE
paspsabl B BHJIE TIHKOB M MHUK-BOJHOBBIX KOMIUIEKCOB
MPEUMYILIIECTBEHHO BUCOYHOW JIOKaIu3aluu. Pa3psanbl
MOTYT HOCUThH OWJIaTepallbHO-CHHXPOHHBIA XapakTep,
CUMMETPHUYHBIN U ACUMMETPUYHBIN. THIIHUHO ycuieHue
Pa3psIoB BO CHE BILUIOTH JIO Pa3BUTHS «IIIEKTPHUECKOTO
SMUJIETITHYECKOTO cTaryca MeaiieHHoro caay (39CMC)
[9]. CBA3p AOUIENTUYECKON AKTUBHOCTU B BHUCOYHBIX
00NacTsX ¢ BOHHUKHOBEHUEM ada3uu, IPyruMH KOTHU-
TUBHBIMH W TIOBEJICHUECKHMH PACCTPOHUCTBAMH JI0 CHUX
MOP OCTAETCA MPEIMETOM AUCKYCCUM.

ot
cTa ™

F-Tp
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JnTenbHbIe KaTaMHECTHYECKUE HAOMIONEeHUs 00Tb-
Heix ¢ CJIK (> 10 ;meT) HEeMHOTOYHCIICHHBI, TIPH 3TOM
JTaHHBIE B OTHOIIEHWH BOCCTAHOBJIEHUS KOTHUTHUBHBIX
¢yHKIMN (B TIEPBYIO OYEpEh PEUr) W HOPMAaH3aAI|H
OHMOANIEeKTPHUECKOM aKTUBHOCTH MO3T'a IOCTaTOYHO MPO-
TuBOpeuMBhl. [IpuBOaMM KIMHUYECKOE HAOTIONCHHE.

[Tanment /. BepBble NOCTYIUI B KIMHUKY B BO3-
pacre 4 et ¢ GpoKaIbHBIMHU SMUIEHTUICCKIMU IPUCTY-
NMaMH M perpeccoM pedeBbIX (QyHKIWA. MaTh maiueH-
Ta OMNMCHIBAJa YXYyALICHHE MOTOPHKHM PEUH; BIH30.bI
3aMHpaHHs, MOPTaHUs, TOBOPOTA TOJOBHI U IJ1a3 BIEBO
JUINTENIBHOCTBIO HECKOJIBKO CEKYH/I; KPOME TOT0, 3MU30-
JIUYECKH OH «OCenam» U majan 6e3 moTepy CO3HAHUS.

PeGenok pomuiics ot 3-if GepeMEeHHOCTH, MTPOTEKaB-
meit 6e3 ocobennocrei. Pombl cpodnble, depe3 ecre-
CTBEHHBIE pojoBhIe MyTH. Macca npu poxxaenuu 3500 r,
IHa 53 cM, oreHKa 1o ImKaie Amrap 7 u 8 Gasios.
Ilpy poXneHHMH OTXOAWIM MYTHBIE OKOJIOIUIONHBIE
BOJIBI, ObIJIa IMAarHOCTHUPOBaHA BHYTPHYTPOOHAs THIO-
KCHSL.

Ha ¢one HOpMaIbHOTO peueBOro U MCUXOMOTOPHOTO
pas3BUTHSA B Bo3pacte 3 JieT y peOeHKa OSBUIOCH Hellpa-
BUJIbHOE 3BYKOTIPOU3HOIICHHE — CTaJl IICTIEISIBUTHY.
B Bo3pacte 3,5 roga BO3HHMKIM 3IM30[bl 3aMHUpaHus,
MOpraHus, IMOBOPOTa TOJOBHI W TJIa3 BIEBO JIUTEINb-
HOCTBIO HECKOIBKO ceKyHH. CIycTs HEKOTOpOE BpeMs
MIPUCOENNHUINCH AaTOHNYECKHE MPHUCTYTIBI B BUJIE «OCe-
JaHWsD» U MageHuil 6e3 morepu co3nanus. [locne noiy-
TOIOBOTO TEpHOAA CHOHTAHHOW PEMHCCHH IPHUCTYIIBI
BO300HOBWJIUCh, M POXUTENN peOeHKa O0paTuiInch
B Kimmauky HepBHBIX Oonesneit uMm. A.Sl. KoxeBHHKOBa

C HCJIbIO YTOUHCHUS AWArHo3a U ONpCACICHUA TAKTUKU
JICUCHUA.

Puc. 1. OOT nauumenra /1. B Bo3pacte 4 JieT Ipy MepBOi rocnuTanu3anun: A — QoKaibHbIE pa3psabl KOMIDIEKCOB ITUK-BOJIHA aMILTH-
Tynoi 10 200 MkB He3aBUCHMO B NIPaBBIX U JIEBBIX BUCOYHBIX OTBEICHUAX, b — OuarepaibHO-CHHXPOHHBIC OJJMHOYHBIC U CEPHIHBIC
TeHEepaTN30BaHHbIE KOMIUIEKCHI MK-BOJIHA BHICOKOHM aMILIUTY/b! (BBIACIEHBI KBaJPaTHON paMKoii); B — aHanoruunsle Ouiarepais-
HO-CHHXPOHHBIE Pa3psiIbl C MEHBIIUM YCHIICHHEM — aMIUTUTyAa gocturaet 500 MmxB

Fig. 1. EEG of patient D at the age of 4 years at the first hospitalization: A — independent focal spike-and-wave discharges up to 200
mkV in the right and left temporal leads; b — bilateral synchronous discharges of single and serial spike-and-wave complexes of high
amplitude; B — similar discharges with low amplifier sensitivity — the amplitude reaches 500 mkV
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HacnencrBeHHslil aHaMHE3 110 HEBPOJIOTHYECKUM 3a-
OoJieBaHMSM HE OTATOILEH, 32 HCKIIIOYEHUEM JIEBILIECTBA,
KOTOpO€ y TalleHTa HaOllIoAaIoCh C paHHETO JIETCTBA;
orel peOeHKa — IepeyUueHHbIH JieBiia. B HeBponornye-
CKOM CTaTyce MpH NOCTYIUIEHUH B KIMHUKY OTMEYaJIOCh
HapyIlIeHHe pedd 1o Tuiry curmarusMa. Ha 321" Obutn
0o0OHapyXeHbI TpyOble H3MEHEHHUS B BUJIE HE3aBUCHMBIX
(hOKYCOB SMUIIENTUYECKOH aKTHBHOCTH B IPaBOU U Jie-
BOIl BUCOYHBIX 00JacTAX, a TaKke OmiIaTepatbHO-CHH-
XPOHHBIE DPa3psAbl KOMIUIEKCOB MHK-BOJHA (pHc. 1).
Ha ¢one neuenus npenaparaMu BaJbIPOCBO KHCIOTHI
B no3e 450 mr/cyT Habmromanace MOJyrofoBas peMHC-
CHSl U perpecc SMIIeNTHYeCcKod akTUBHOCTH Ha DOl
UYepes monroga BO30OHOBMIIMCH NMPHUCTYIIBI MOPraHHs
U «OCEIaHusA», OTMEYaJINCh SMU30/bl Ma/eHUil, BHOBb
MOSBUINCH (DOKaNbHBIE W TEHEPaJU30BAHHBIC BIIH-
nentuaeckue paspsiasl Ha DOT. K nevenuro Obi1 106aB-
neH okckapOasernmH a0 500 Mr/cyT, Ha QoHE KOTOPOTro
OTMEYAJIOCh yCyTyOlIeHNe SMIIENTHYECKOM aKTUBHOCTH
Ha OOT, mpHUCTYyNBI IO THITY IIPUCETAHUSI» U «KUBKOBY»
MpuoOpeNny CEepUiHbBIN XapakTep, pedb cTajda HEeBHAT-
HOM, CJIOBapHBIN 3arac 3aMEeTHO YMEHBIIHJICS.

[Mocne 3ameHbl OkckapOa3enuHa Ha JIAMOTPHUIKHH
B no3e 62,5 MI/cyT 3NMMIeNTUYECKUE MPHUCTYIHI Tpe-
KpaTUJINCh, ofHako Ha DOl coxpaHsAiIoCh /1Ba HE3aBU-
CHUMBIX (JOKyca 3MUICNTHYECKON aKTUBHOCTH B BHCOU-
HBIX OTBEICHUSX, TIOSBUINCH TPOOIEMBI C 3aChIITAHNEM,
MPOrpeccupoBaId HapyLIEHUs MOTOPHOTO KOMIIOHEHTa
peuu, NPUCOEANHUIICS CeHCOpHBINH KommoHeHT. K 4 ro-
JlaM peueBble HApyLICHUs JOCTUIIIN CTETIEH! TOTAIbHON
acdasuu. B Bo3pacTe 5 nieT BiepBbie BO3HUKIIM ITOBEICH-
YEeCKHE PacCTPOCTBa B BUJE SIM3010B HEKOHTPOIUPY-
€MOH arpeccuu U rHeBbIX KpukoB. K jeuenuro O6bL1 10-
OasneH neserupameraM (2000 Mr/cyT) ¢ MOCTETIEHHOM
OTMEHOM JaMOTPUAKUHA U BaJIbIIPOECBON KHUCIIOTHI.

Heponoruueckuii cratyc npu NOBTOPHON rOCIUTA-
JU3aIMd B Bo3pacTe 5 JeT: CO3HaHME SICHOE, TPOU3HO-
CHT OTAEJbHBIE 3BYKH, pexe — cloru. Jlerkoozoyanm,
JIBUTATENIbHO PAacTOPMOXKEH, AMOIIMOHAIBHO JIaOHIIEH.
Jlumo cuMMeTprUYHOE, MUMHUYECKHE TPOOBI BBIMOIHS-
€T YAOBJIETBOPUTENHbHO. TOHYC U CHJIa MBI HE U3Me-
HEHbl. AKTUBHBIC M ITaCCHBHBIC JIBM)KEHHS B ITOJIHOM
o0BbemMe, HEJTOBKOCTh IPH BBIMOJHEHUH KOOPAWHATOP-
HBIX NPO0 W AWUCANMANOXOKMHE3 ¢ 2 cTopoH. B mpobe
Pombepra ycroiiuuB. CyXOXHUIbHBIC U TIEPHOCTAILHEBIC
pedieKchl ¢ pyK U HOT XHBbIE, 0€3 aCHMMETPUH U pac-
mupeHus pedekcoreHHsIX 30H. [loBepxXHOCTHAS U Iy~
OoKasi YyBCTBUTEIBHOCTD HE H3MEHEHBI.

JlabopaTopHble MOKa3aTeny B Mpeaeaax BO3PACTHON
HopMbl. Ha D3I 3adukcupoBanbl OugoxanbHble 3TH-
JIENTHYECKHE Pa3pAbl B JIEBBIX W MPABBIX BHCOYHBIX
otBencHusIX. MPT romsoBel — 0€3 MaToi0ruu.

[To maHHBIM HEHPOTICHXOIOTHIECKOTO 00CIICIOBAHUS
BBISIBJICHO IPpy00€ pacCTPONHCTBO BBICIIUX ICUXHYECKUX
(yHKIMH Ha pa3HBIX YPOBHSX OPTaHM3ALNU TICHXHYeE-
CKOH eATENbHOCTH.

B coBokymHOCTH aHamHe3, KIMHHWYECKas KapTHHA
1 1aHHble D31 MO3BOJIAIN TOBOPUTH O HAJIMYHMH Y MallH-
€HTa AMHJIETICHH C BBIPAXCHHBIMH SIBICHUSAMU dHIE(a-
JIOTIaTUH, TPOSBIISIIONICHCS TOTaIbHOU adasuei, yrpa-
TOW paHee MPHOOPETCHHBIX [IBUTATENbHBIX HABBIKOB,
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IMOIHOHABEHO-a(P()EKTUBHBIMH 1 TIOBEICHUYECKUMHU Ha-
pylLIeHusIMH. XapakTep W MPOrpecCcHpylollee TeueHHE
pacctpoiicTs, Hamuune B DO mepuognyeckux jarepa-
JMU30BaHHBIX Jmmientudeckux paspsaoB (ILJIDP) nma-
BaJI OCHOBAaHHE MOCTABUThH AMATHO3: SIUJIETITUIECKAs
sHuedanonarus, cuaapom Jlanpay—Knedduepa.

bruta Hayara Tepamus NMPEeIHU30JIOHOM W3 pacyeTa
2 MI/KT/CYyT, TOTYYHI TAKKE S HHBEKLUNH CHHTETHYECKO-
ro ananora AKTI cunakrena-gerno no 0,5 mr, mpomoi-
*aJl mpuHuMarth Jesetupaneram 2000 mr/cyT. Ha stom
(oHEe SIHUIENTHYECKHE MPHUCTYIBI MPEKPATUIINCh, pe-
rpeccupoBaIy SNIWICNTHYECKHE pa3paasl Ha DOI.

B Teuenme mocnexyrommx 2 €T MPOBOIWINCH IIO-
BTOPHBIE KYPChl Tepanuu MPEeAHN30JI0HOM B g03e 1 mr/
KT B CYTKH, JOTTOTHUTEIHHO Moay4w 10 BHyTpUMBIIIey-
HBIX UHBEKUUN cuHaKkTeHa-nemno mno 1,0 mr. Ha npoTtsixe-
HUHM MHOTHX JIET C TIAI[IEHTOM aKTUBHO 3aHUMAJIach €ro
Mars, Jioronen no npogeccun. Ha ¢one Tepanuum orme-
YaJicsa MOCTENEeHHBI perpecc MOBEAEHYECKUX, MCUXO-
SMOLIMOHAJIBHBIX M pEUeBBIX HapyleHuil. Buadane Boc-
CTaHOBHJIACh MOTOPHAsI GYHKILINS PEUN — apTUKYIISAIHS,
3areM ceHcopHasi. C ynoBIETBOPUTENBHBIMUA OLIEHKAMHU
MAIAEHT 3aKOHYMJI OCHOBHYIO 00IIIe00pa30BaTeIHHYIO
mkony (9 kimaccoB), IPOAOIDKHUI O0yUeHHE B TEXHHUYE-
CKOM KOJIJIEIIKE.

Tpetbe oOpaleHne NmanueHTa B KIMHUKY HEPBHBIX
Oome3Heil B Bo3pacTe 18 JIeT ¢ MeNbio perieHws Borpoca
0 LEeJIecO00Pa3HOCTH MPOJOJKEHHUS TEPaIuy JIeBeTUpa-
1eTaMOM. AKTHBHO )Kajio0 He MPexbIBISIeT. DINIETTH-
YECKHe MPUCTYTBI OTCYTCTBYIOT B TedeHue 10 ner. Co
CIIOB MaTepy, OTMEYAIOTCA TPYAHOCTH KOHIEHTPAIIUU
BHUMAaHUS 1 IPOOJIEMBI C TAMSITHIO.

IIpu ocmotpe — poct 175 cm, Bec 60 k1, UMT 19,6.
Umerotes crpun OneqHO-pO30BOTO LBETa HA YKHBOTE,
BHyTpEHHeH MoBepXHOCTH Oexmep, roieHeit u pyk. He-
BPOJIOTHYECKUH cTaTyc 0e3 OTKJIIOHEHUH 0T HOpMBL. Jla-
OopaTopHBIC TTOKa3aTeNH 03 MaTOIOTHICCKUX M3MEHe-
HUH.

Pesynpratel pyturnoit D3I u D3I -BuneomMonuTO-
pHUHTa HOCie EeNpUBALMU CHA: B COCTOSHUM OOAPCTBO-
BaHUS O-PUTM OTCYTCTBYET, B IE€PETHUX OTBEACHUIX
PEeruCTpUpYETCs PUTMUYHASA TE€Ta-aKTUBHOCTh CHHYCO-
unanpHON hopmel 6,5—7 I'm 1o 70 MxB. O0mmii aMIiTH-
TYAHBIM T'paJUeHT CHIKAETCS OT MEPENHUX K 3aHUM
OTBEZICHUAM. B COCTOSHHMHM ApEeMOTHI B LEHTPATBHBIX
obnactsax npobexku mro-purma 10 I'm go 40 MxB TO
B cIipaBa, To ciieBa. DO CHa CTPYKTYpUpOBaHa I10 CTa-
IUsIM, (PU3UOIOTHYECKHE AaTTEPHBI XOPOIIO BHIPAXKEHBI.
B 7106GHBIX MOMIOCHBIX OTBENEHUSIX, TPEUMYIIIECTBEHHO
B OHMIIOISIPHOM KOPOHApHOM MOHTaXE, 3MU30JHYECKU
PEeTHCTPHUPYIOTCI MHWHHUATIOPHBIE THK-BOJHOBBIE KOM-
TIeKcsl Thna «(antom» (peHoMeH HesICHON KIMHUYe-
CKOW 3HauMMOCTH) (pHC. 2). TUMUYHBIX pa3psI0B IITH-
JENTUYECKON aKTUBHOCTH HE 3apeructpuponano. O9T
paciieHeHa Kak yMepeHHO nuhdy3HO n3MEeHEHHAs.

IIpu nposenenun MPT B pexxume 3IUCKaHUPOBAHUS
MIPU3HAKOB CTPYKTYpPHOH MATOJIOTHH TOJIOBHOTO MO3Ta
HE BBISBJIEHO.

Heiiponcuxonornueckoe  obciemoBanne  (K.M.H.
H.H. KoGepckas): mauueHT JeBlla C paHHETo [ET-
CTBa; MPH OCMOTPE PACTOPMOXKEH, TYBCTBO AMCTAHIIUU
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CHIKCHO. BBISBISIOTCS JeTKHe MO]laHI)HO-HeCHeLII/I(bI/I- pC€Ub, 3HAYUTCIIbHO YMCHBIINJIACHh BBIPA)KCHHOCTH KOI'-
YCCKHUC HAPYUICHUS MaMATU B BUAC MOBBIIIICHHOM TOp- HUTHUBHBIX HapymeHHﬁ.

MO3HMMOCTH CJI€aa IIaMsITH HHTep(i)epeHHHeﬁ Ha BCEX ITo JaHHBIM JIUTEPATYpPhl, CTCIICHb BOCCTAHOBJICHUA
YPOBHAX CEMaHTHUYECCKOM OpraHuv3anuun; BBEACHUEC CTpa- PEUYCBBIX (l)YHK]_II/If/i Pa3HUTCH OT MALNUCHTA K TAIUCHTY.
TCTrUM 3alIOMUHAHUA W IMOACKA30K IPHU BOCIIPOU3BCIC- TaK, B paGOTe HUTAJIBAHCKUX YYCHBIX (cpe;lHee BpECMs

HUM TIOJIHOCTBIO HOpManmu3yeT mamsaTh. OTmewarorcs — HaOmrogeHuss 9 jeT 8 Mec.) NMpH MOCIEAHEM BH3UTE
3aTpyIHEHHE 3BYKOTIPOU3HOIICHHUS, TPYJHOCTH B CMEHE  TOJBKO B 2 ciayyasx u3 11 Habmioganoch mojHOE BOC-
APTUKYJSLHOHHBIX 1103, YTO NPOSABISIETCS MAay3aMH M 3a-  CTaHOBJICHHE PEeUH, Y 5 peub BOCCTAHOBHJIACH YaCTHUY-
MHUHKaMH (0COOCHHO B CJIOKHBIX COUETAHUSIX — NPU TI0-  HO, MUHAUMaJIbHOE BOCCTaHOBJICHHE OBUIO 3aUKCHPO-
BTOPEHUH CKOPOTOBOPOK), MPOOIeMbl B ()OPMYAUPOBKE  BaHO y 2 MAalMEHTOB, a y 1 — coXpaHMJIach TOTaJIbHAS
npeiokeHuit. OO0IIas cxema cjioBa M CTpykTypa npea- — adasust [10]. B kuTalickom Hcclie0BaHUM TPU JJTH-
JOKEHHs coxpaHeHa. [ oBopHUT mpaBuibHO, Oe3 arpamM-  TeapHOM HaOmrogenuu nanuentoB ¢ CJIK smumnentu-
MaTu3MoB. B 1ienoM HapylleHuss pedr MOXKHO Tpak-  4YecKHe NMpUCTynbsl oTcyTcTBoBaiu B 100% cmyuaes,
TOBaTh KaK ITUHAMUYECKYIO a(a3uio JITKOW CTENEHH. B TO BPEMs KaK 3JEMEHTHl MOTOPHOH M CEHCOPHOM
C npo0oit Ha KOHCTPYKTHBHBIN MPAKCUC HE CIIpaBWICA.  ada3uu coxpaHuiack y 5 u3 8 marueHTos [11]. Takum
JuHamMuuecKkuil mpakcuc HapyIIeH Mo THITY TPYAHOCTeH  00pa3oM, SMUIIENTHYECKHUE MPHUCTYIBl PErpecCUpyIoOT,

YCBOCHHS TIPOTPaMMEI. BBISBISIFOTCS BEIpaXKEHHBIE IPO- @ peueBbie HApYIICHU B BUe ada3uu pa3InyHoOM cTe-
OJeMbl C KOHIIEHTpauue BHUMaHus. B cdepe Mplte-  MEHW BBIPAXKEHHOCTH COXPAHSIOTCS Yy OOJIBLIMHCTBA
HUSL: 3aTPyIHsIeTCs] COPMYIMPOBATh OCHOBHYIO MBICITE  OOJBHBIX.

MIPOYUTAHHOTO PaccKasa. 3aKIIOUeHUE: yMEPEHHBIE KOT- OnHaxo He TOIBKO perpecc AMUIECNTHYECKUX IPUCTY-
HUTHBHBIC HApPYyNICHUS MPEUMYIIECTBEHHO JAEPETYNs-  IOB M PEYEBHIX HapyIICHHH OOYCIOBIMBAET KadeCTBO
TOPHO-HEHPOAMHAMHUUYECKOTO XapaKkTepa. sku3Hu nanuenToB ¢ CJIK. Tak, npencraBneH KInHUYE-

B cBsi3u ¢ 0TCyTCTBHEM SMUIENITUYECKUX IPUCTYIIOB  CKUH ciydail 26-netHero nmanuenta ¢ CJIK, y xotopo-
1 SOWIENTHYECKUX U3MEHEHHH Tpu DO -MOHUTOPHUHIE  TO OTMEYaJoCh MPAKTUYECKH MOJTHOE BOCCTAHOBIEHHE
MIPUHATO pElIeHHe O MOCTENEeHHONW OTMEHE JIEBETHpAa-  PeYd M OTCYTCTBHE 3MUJICNTUYECKUX MPUCTYIOB. Tem
uetama. Ha ¢oHe oTMeHBI mpenapara B TeyeHHE 3 Mec.  HE MEHEE COXPaHsUINCh TPYIHOCTH COLMAIBHON afanTa-
SMUIEITUYIECKHE TIPUCTYIIBI HE BO30OHOBISIINCE. Uepe3  IMU: 3aMe/JICHHOCTh PEUH, 3aJIepyKKa PEaKkIUu MPU KOM-

MecAIl MoCJIe OTMEHBI MPOTHBOAMMIECNTHYECKOTO Mpe-  MYHHKAallUU, pUTHIHOCTbH BO B3aMMOJEHCTBUAX. JlaHHBIE
naparta MOBTOPHBINH OO -MOHUTOPUHT TOCHE AeNpuBa-  HAPYUICHHUS MPUBETH K Pa3BUTHIO SMOLIMOHAIFHBIX pac-
UM cHa — 03 OTPHULATEIbHON AUHAMUKH. CTPOMCTB TPEBOKHOTO Kpyra, KOTOpPbIE BIOCIEICTBUU
Oocyxnenue. [IpencraBieHHbIA KINHUYECKUH CIy-  OBUTH CKOPPEKTHPOBAHBI IICHXOTEPANEBTUUYECKUM Jie-

yail XapaKTepHU3yeTcsl BICYATIIAIONUM YIIydllleHHeM co-  4eHueM. HecMoTps Ha 3To, ManMeHT UCHBITHIBAT TPYI-
CTOSTHUS TTAIIMEHTA 3a MTePHOJT HAOIIOIEHUSI — PEerpeccu-  HOCTH NpHU 00y4eHnu u Tpynoycrpoiictse [12]. Ilo nan-
POBaJIM SNHUJIEITUYECKUE TPOSBICHHUS, BOCCTAHOBHJIACH ~ HBIM JOJITOCPOYHBIX HAONIOACHUI 3a NauueHTaMu
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Puc. 2. 0TI nanuenta H. B Bo3pacte 18 ser: A — B nepuos 601pCTBOBaHUS B IEPEAHUX OTAEIAX MO3ra PETUCTPUPYETCS PUTMUYHAS
aKkTUBHOCTH 6,5—7 'y o 80 MxB, ammnmutyasslii rpaguent OO magaeT ot nepeqHuX K 33 lHUM oTAeIaM Mosra; b, B — B moBepxHocT-
HOM CHE TPOOEKKU apKooOpa3HOi akTHBHOCTU 14—6 'l (BBIIEIIEHBI IPSAMOYTOJIBHBIME PaMKaMH); [ — 3MH30AMYEeCKH B TIOBEPXHOCT-
HOM CHE MMHHATIOPHbIE KOMIUIEKCHI IIMK-BOJIHA THIIA «(AHTOM» B IIEPEAHHUX OTAENAaX (BbIICICHBI KBAIPATHON PaMKOil)

Fig. 2. EEG of patient N. at the age of 18: A — in wakefulness, the rhythmic activity in the anterior parts is 6.5-7 Hz to 80 My, the
amplitude gradient falls from the anterior to the posterior parts of the brain; b, B — in light sleep, the arch-like activity is 14—6 Hz
(highlighted by frames); I' — occasionally, in light sleep, miniature peak-wave complexes of the “phantom” type in the anterior areas
(highlighted in a red frame
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WNCCNEAOBAHNA N KNIMHUYECKE HABITIOAEHWA

¢ CJIK momnHasg ObITOBasg M COLMAJIbHAS amarnTanys sB-
JsieTcsl, CKopee, HeTUIINYHONW. BoNbIIMHCTBO ManueHToB
BBIHYKJIEHBI ITOCEIIaTh KOPPEKIIMOHHBIE 00pa30BaTellb-
Hele yupexaenus [10]. Habmromaemblii HaMU mManpeHT
JIOCTAaTOYHO courain3upoBaH. OH 3aKOHYMII OCHOBHYIO
0011e00pa30BaTeNIbHYI0 IIKOJIYy C YOOBJIETBOPHTENb-
HBIMH OLIEHKAMH, TOCTYIMJ B TEXHUYECKHH KOJIEIK.
Ha ¢one Tepanuu y nanueHTa COXpaHsUIUCh JHIIb yMe-
pEHHBIE KOTHUTHBHBIE HAPYIIEHUS MPEUMYILIECTBEHHO
JeperynaTOPHO-HEHPOJMHAMUYECKOTO XapakTepa, 4YTo
coryiacyercsl ¢ JaHHBIMHU JIUTEpParypel O TOM, YTO KOT-
HUTHUBHBIA Je(QHUUUT 4acTO MOJHOCTHIO HE BOCCTaHAaB-
nuBaercs. Tak, M0 JaHHBIM (UHCKHX aBTOPOB, TOJBKO
y 3 u3 9 marmenTtoB ¢ CJIK (cpennee BpeMst HaOMIONEHUS
coctaBuio 5,4 romga (muanazon 0,3—13,4 roma) BoccTa-
HOBMJICS MCXOIHBIH KOTHUTHBHBIA ypoBeHb. HeGmaro-
MPUSATHBIN KOTHUTUBHBIN HcXox ObUT 00ycIioBIieH Oomee
MOJIOJBIM Bo3pacToM nebrora DDCMC, Gonee HH3KUM
1Q Ha MOMEHT MOCTaHOBKM IMAarHO3a U OTCYTCTBHEM pe-
aKIIMU Ha MeJIMKaMeHTO3Hoe JeueHue [13].

Hamemy naruenTty npoBoauiachk Tepamnus IpOTHBO-
SMUJIEITHYECKUMHU TpenaparaMy, a TakXe I[IFOKOKOp-
THKOCTEPOUJIaMU U cUHTeTHYeckuM aHajnoroM AKTT.
[lo naHHBIM NHUTEpPATypHl, Tepamus TOJBKO MPOTHUBO3-
MUWIENTHYSCKUMH MTperapaTaMu MOXKeT ObITh Headdek-
THUBHA B JiedyeHnH adarndeckux paccrpoiicts npu CJIK
[14]. Tem He MeHee B TPOAHATU3UPOBAHHBIX HAMH OITy-
OJIMKOBaHHBIX HAOIIOACHUSIX 3aBUCUMOCTH MEXIy NpH-
MEHEHHEM TJIFOKOKOPTUKOCTEPOUJIOB M YPOBHEM HIIH
CKOPOCTBIO BOCCTAHOBIICHHSI PEUeBOM (DYHKIIMH TaKKe
He oOHapyxeHo. llomHoe BOCCTaHOBIEHHE pedH Ha-
omonanock y 10 u3 51 manueHTa (MUHUMATBHOE BPEeMsI
HaOoneHuss — 3 rojxa, MakcuMaibHoe — 18,5 roma),
13 KOTOPBIX JIMLIb TPOE NPUHUMAIH CTEPOUIHBIC IIpe-
napatrel [10-17]. Bcero koMOMHUpPOBaHHYIO TepaIHio
[TFOKOKOPTHUKOCTEPOUAAMHU M MPOTHBOAIHIIETITUYECKU-
MU TIperaparaMy Hodydain 6 MarueHToB, U3 KOTOPBIX
y 3 oTMeyancs perpecc peueBbIX HapylleHuM, y 2 —
YacTUYHOE BOCCTAHOBJIEHHE U Y 1 — OTCYTCTBHE BOC-
cTaHoBJeHHs pedeBbIXx (yHkrwmi [10, 15, 16]. Takum
00pa3oM, BOIPOC d3PPEKTUBHOCTH MPUMEHEHUS TJTFOKO-
kopTukocTepounoB npu CJIK ocTaercss HepemeHHBIM.
B kauecTBe anbTEepHATHBHBIX METOIOB OBLIO paccMo-
TpeHO Xxupypruueckoe iedeHue mnanueHtoB c CJIK.
B uccnenosanun M. Downes U COaBT. U3y4anoch BIU-
STHUE MHOXECTBEHHOH CyONMalIbHOW PE3eKUMHU 3aJHUX
OTJIEJIOB BUCOYHOH JIOJIM Ha OT/IAJIC€HHBII MPOTHO3 Y Jie-
teil ¢ pesuctenTHbIM CJIK (OTCYTCTBHE HONOKUTEIb-
HOU JMHAMUKH IIPU IPUMEHEHUY aJIEKBaTHOM J103bI CTe-
pouaoB — HE MeHee 2 MI/KI/CYT B TeueHue 6 Hell. U 1o
KpalHel Mepe ABYX IPOTHUBOCYAOPOXKHBIX IIPENapaTroB
B TeueHue 6 mec.). Kak B rpymme, rie mpoBOAKMIOCH
OTIEpaTHBHOE JIEYEHNE, TaK W B TPyIIe KOHTPOJISI Ha-
Oirofanach CXOIHasi CKOPOCTh BOCCTAHOBJICHUSI TaKHX
nposinennid CJIK, kak MoTopHasi 1 ceHcopHas adasus,
MOBEICHYECKHE PAaCCTPONCTBA, KOTHUTUBHAS AUCHYHK-
IIUSI, YTO TOBOPHUT 00 OTCYTCTBHHU NPEHMYIIECTBA JaH-
HOT'O XUPYPru4ecKoro BMEIIaTENbCTBA B JIEUEHUH MTALlH-
eHToB [18].

bonapmmuctBy mnanuentoB ¢ CJIK gns BoccTa-
HOBJICHHSl pEUYEBBIX (QYHKIHUA HEJOCTATOYHO JUIIb
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MEIMKAaMEHTO3HOM Tepanuu. B MUPOBOH mpakTHKE
00CY)XIAaroTCsl Ppa3iIM4HbIC CTPATErHd COLMAIH3aLUuU
JMAHHBIX ManueHToB. O0ydeHune S3bIKy JKECTOB YCIel-
HO TIPUMEHSETCA B psifie cirydaeB. DakTHuecKu MHOTHE
metu ¢ CJIK BrmrogaroTcss B 0Opa3zoBaTeNbHBIE IIPO-
rpaMMBbl UMEHHO JUIS y4daluxcs ¢ norepeit ciayxa [19].
Uccnenoanus kacareiabHO 3PPEKTUBHOCTH JIOTOTEH-
YECKOT0 BOCCTAHOBJIEHUS JAHHBIX IMALIMEHTOB KpalHE
orpanmueHHbl. Omaako B 2021 . rojutaHICKUMH yde-
HBIMU OIYOJIMKOBaH KIIMHUYECKUH CiTydall YaCTUYHOTO
BoccTaHoBNIeHms peun y marnuenta ¢ CJIK, Bmepsbie
MIOJTyYMBLIETO JOTONEINYECKYIO IOMOII B Bo3pacte 16
net (CJIK neOrotupoBan y mai@eHTa B Bo3pacte 3 JIeT,
MI0JTy4as JISYEHUE MPOTUBOUIENITHYECKUMH TIpernapa-
TaMH, MPEIHU30JI0HOM 0e3 3¢ (deKTa OTHOCUTEIILHO Pe-
4yeBbIX (DYHKLUIL, B CBSA3U C YeM OB ONpEAEsIeH B KO-
oy Ui AeTed ¢ HapymeHweMm ciyxa). CreruanucThl
HCIIONIB30BANIN CXOKMH MOAXO0A K Tepanuy, Kak B CiIyda-
AX TIAIIMEeHTOB C aa3ueil B MCX0e OCTPhIX HAPYIIEHUI
MO3TrOBOTO KpoBooOpameHus. Llenpio noronennyeckoit
MOJIEPKKH Tepanuyd OBIJIO PaCIIMPEHHE CIOBAapPHOTO
3amaca, obneryeHue MpOU3HOLICHUS JIUYHOCTHO 3HAYH-
MBIX CJIOB, YITy4IlIeHHE HaBBIKA ayIMpOBaHUs, oOyierye-
HUE COCTaBIEHMs MPOCTHIX NpeniaoxeHui. Ilo pe3yns-
TaTaMm JUINTENIbHON paboTHl C MAlMEHTOM OTMEYaIOCh
3HaUMMOE YIIy4llIeHHE PEYeBbIX (QYHKIHMHA. YKe yepes
2 men. 3ausatuit manuedt ¢ CJIK cMor ycBOUTh 3HaUeHNE
1 3anoMHUTE Oosiee 100 HOBBIX CIIOB, BEIYYHI HECKOJIb-
KO TpaMMaTHYECKHUX KOHCTpyKIui. bomnee Toro, oH ymen
MIPaBMJIBHO MCIONB30BaTh 3TH CIOBAa U BBICKAa3bIBAaHUS
B ITOBCeHEBHOM oOmienun [20].

Hopmanuzanua O0I" y npencraBieHHOro HaMu Ia-
[IUEHTa TaKXe COIIACyeTCs] C NaHHBIMU JIUTEPaTypBHl.
B otHOCHTENBHO KpyITHOM HaOmoAeHuH 29 ManueHToB
¢ CJIK (cpemnnmii mepuon Habmromenus — 12 et (3—
21 rox)) onucano ucuezHoBernne IICMC u oTcyTcTBUE
SMUWICTTHICCKUX m3MeHeHn Ha D01 y 27 u3 29 Ha-
OmonaeMbIx manueHToB [15]. OmxHako oTCyTCTBUE 3ITH-
JIENTUIECKON aKTHBHOCTH 110 JaHHBIM D1 BO B3pOCIOM
Bo3pacte He siBisercs oonurarieiM. M.H.C. Duran u co-
aBT. 3a(hUKCHpOBaIM HE3aBUCHUMBIE JIByCTOPOHHUE JITH-
JIEITUYECKUE pa3psaasl B JTOOHO-BHCOYHBIX OONAcTsX,
HE YCUJIMBAIOIIHECS BO BpeMs cHa, y manuenta ¢ CJIK
yepe3 18 neT HaOMIOACHUS; B TOXKE BpeMsl y HalueHTa
OTMEYaJICSl pErpecc PeueBbIX HAPYIIEHUH 1 OTCYTCTBUE
SMWIESNTUYECKUX NPUCTYIOB [16].

Bo3MokHasi KOppenmsaius MeXAy IPOFOIKUTENh-
HOCTBIO COXpPaHEHHS SHWICNTHYECKOM aKTHBHOCTH
Ha OOI 1 CKOPOCTHIO BOCCTAHOBJICHHUS PEUEBbIX (PyHK-
LM HEe HAIlUIa TOATBEPKACHUS B KIIMHUYECKON MPaKTHU-
ke [11, 15]. Onnako B uccnenosanuu 18 mereit ¢ CJIK
perpecc ceHcopHol auchazuu, XapakTepH3yromeics
HapyIIeHHEeM TOHNUMAaHUS PEYH OKPY)KAIOIIUX BCIeI-
CTBHE MOPa)KeHMsI BUCOYHBIX JI0JIeH (CpemHuil BO3pacT
Hayana pedeBbIX HapymeHui 4 rona 9 mec.), u 93CMC
HaOJIIONaMNCh Yy BCEX MalUeHToB. VIMEHHO MpOmomKu-
TenbHOCTh DDCMC CTaTHCTUYECKH 3HATYMMO KOPPEIH-
poBajia ¢ MPOAOJIKUTEIBLHOCTBIO TEpHOAA MEXIY Ha-
yajoM 0OJIe3HH M HAdaJloM BOCCTAaHOBJICHHS PEUEBBIX
¢ynkuuii (p < 0,006). Hu y ognoro pedenka c 929CMC
JUTTENBHOCTHIO Ooiee 36 Mec. He 0TMEYaJIoCh MOTHOTO
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perpecca pedeBbIX HapyIIEHUN M COXPaHAINCh MOTOP-
Has U CeHcopHast ananus [17].

Otunonorus CJIK sBusercs temoit nuckyccuii. O6-
CyXZAaeTcsl pojib reHeTudeckux ¢akropos. PasButue
3a00J71€BaHNUsI MOXET OBITh aCCOIMMPOBAHO C HaJHU-
gyueM mytanmuii rera GRIN2A (16pl3.2). [anHbrit
I'eH KOJIupyeT cuHTe3 Oenka moja Ha3zBanueM GIuN2A
(Takxe m3BecTHBIH Kak NR2A), KOTOpbBIH sBIsSETCS
cyobenununeit N-merui-D-acmaprarnoro (NMDA)
peuenTopa INyTaMar-3aBUCHUMbBIX HOHHBIX KaHaJOB.
Konupyemsiii rerom Oenmok NR2A wmaentuduimpo-
BaH B BBICOKMX KOHIEHTpauUMAX B oOnacTax Mo3ra,
UMEIONINX pellapllee 3HadyeHne ais GpopMupoBaHUs
peun (mpedpoHTabHAS KOpa), B TO BpeMs KaK perer-
Topsl NMDA y4acTBYIOT B peryisiiiid IHpOLECCOB,
CBSI3aHHBIX C MaMAThIO u oOydeHuem [21, 22]. Hpy-
TUe uccienoBanus mokasanu, uro y aereit ¢ CJIK pe-
TUCTPUPYETCA MOBBIIICHHBIH YPOBEHb ayTOAHTHUTEN
K Heliporpoduueckomy daktopy mosra [23]. Toren-
LUaJbHOE BOBJEYEHHE HMMMYHHOH CHCTEMBI TaKxe
MOXET OOBSCHUTH MOJOKUTENBHYIO PEakUUIo Malu-
€HTOB Ha TEpalui0 KOPTHKOCTEPOUIaMH B OONbIINH-
ctee ciaydaeB CJIK [24].

3akia0ueHne. YHUKaJIbHOCTb NPEICTaBICHHOIO
KJIMHUYECKOTO ClIy4as 3aKJII0YaeTcsl B JIJIUTEIbHOM
KaTaMHECTUYECKOM HaOJIIOICHUM C [AaHHBIMM HEMW-
POTICHXOJOTHYECKOTO0 ©  HEWpOPHU3NOIOTHYECKOTO
oOcnenoBanust cnyctst 10 jer mocie HacTymIeHUS
pemuccun. [Ipu HEMmoIHOM BOCCTaHOBIEHUHU PEUYEBBIX
(yHKIUH y MaueHTa COXPaHsUINCh IpyTHe KOTHUTHB-
HbIe HapyLICHUs, XOTS UX BBIPRKEHHOCTH HE TPEBbI-
[jajia YMEPeHHOU CTENEHH, U HNAlUeHT ObLI XOPOIIOo
COLIMAJIM3UPOBAH — 3aKOHUYWJI OCHOBHYIO 00IIe00-
Pa30BaTENIbHYIO LIKOJIY, YUUTCS B TEXHUYECKOM YUH-
JMINe, BBINOJHAET OOsS3aHHOCTU 1o jaomy. [lo maH-
HBIM JUTeparypsl, He 6onee 50% maumentoB ¢ CJIK
B aHaMHe3e CIOCOOHBI BECTH HOPMAaJbHBIH 00pa3
JKU3HH, Y MHOTUX coxpansetcs adazus [25]. Ha nam
B3I/, OJIArONPUATHBIA UCXOXl Y HAOII0AaeMoro mna-
LUEHTA, BEPOSATHO, OOYCJIOBJIEH PAHHHM AaKTHBHBIM
y4acTHEM MaTepH, OCYIIECTBIABIIECH Ha MPOTSIKEHUU
MHOTHX JIET HOCTOSHHBIE JIOTONEAMYECKUE 3aHATHUS
C MALUEeHTOM.

KondaukT uHTEpecoB. ABTOPHI 3asBISIOT 00 OT-
CYTCTBHU KOH(IIMKTa UHTEPECOB.

duHaHcupoBaHue. lccienoBanue He UMENO CIIOH-
COPCKOM MOJAEPIKKH.
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