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Cunopom Jlanday— Knegpgpnepa (CJIIK) — 3ab0reéanue u3 epynnvl 603pacm3agucuMbix SNUACNMUYECKUX SHUeGaronamuil ¢ (peHoMeHoM
NPOOOANCEHHOU NUK-B0AHOB0U AKMUBHOCIU 8 (ha3y MeONeHHO20 CHA, NPOSASIouleecst NPUOOPEMeHHOL CeHCOMOMOPHOU agasuell, Hapyuie-
HUEM BbICULUX NCUXUYECKUX QYHKUUL 6 COUeMAaHUU ¢ PA3MUYHbIMU SNUACNMUHECKUMU NPUCMYRAMU U OUGDY3HbIMU SNUIENMUPOPMHBIMU
UBMEHeHUAMU Ha 3neKkmposnyedanroepamme (D) npu omcymemeuu cmpyKmypHsiX usmeHeHuill 6 Mosee. Bnepevle KAuHuuecky KapmuHy
3aboaesanus onucanu demckuii Heepoaoe W. M. Landau u noeoned F.R. Kleffner 6 1957 e. y 6 6oavHbix. Agmopsi cés13a1u 603HUKHOBEHUE
aghaszuu He ¢ INUACHMUMECKUMU NPUCMYNAMU, A C InusenmudopmHoi akmuerocmoro Ha DI, m. e., no cymu, cpopmyauposanu cogpemen-
HYH KOHUenyur snuienmu4eckux sHyegaronamuil. B nacmosuee epems dokasano nogpedcoaroujee 8o3oeiicmeaue npoooadiceHHoll oug-
@y3HOI SnUIenMUPOPMHOL AKMUBHOCMU HA PA3BUBAROUUICS MO32 POCHKA, Peanu3yroueecst 8 HapyueHuu pedi U Opyeux ebiCUUX ncuxu-
yeckux @ynxyuil. Bospacm 6oavnoix npu manugpecmayuu CJIK (3—5 rem) seasemcs kpumuueckum nepuooom 6 CMAaHOB8ACHUU peHesoll
@yuxyuu. Coenacro konyenyuu H.P. Doose (2003) 6 ocnoge paszsumus CJIK aexcum «8podcdennoe HapyuieHue npoyeccog co3peeanus
Mo32a».

Asmop paccmampugaem npedcmasaerus o npoucxoxcoenuu CJIK, exaouas 603modicHble eeHemu1eckue 0CHO8bL 3a001e6aHUS, INUOeMU-
o/n02udecKue acneKmol, KAUHUK0-2I-nposgaenus ¢ noOpo6HbIM Onucanuem UKManibHolX U UHMepUKmanbhuix usmenenuti Ha 231, noo-
X00bl K AeqeHuro, gxaiouas cobcmeentvie danHsle. Jlns 3a001e6aHUS XAPAKMEPHA INeKMPO-KAUHUYECKAs mpuada: Snuienmuieckue
npucmynst (Mo2ym omcymcmeo8ams uau Obims eOUHUUHBIMU 8 AHAMHE3e), HapyuleHUe 8bICIUX NCUXUecKux QyHKyuil (¢ npeobaadanu-
emM agamuecKux paccmpoiicma), Inusenmu@opmuas akmugHocms Ha D31 (couemanue pecuoHANbHBIX U OUGOY3HbIX NAMMEPHOE ¢ HA-
pacmatruem 6o cHe).

Karouesvle caoea: snunencus, 3nuienmuseckas sHyeaionamus, (peHoMeH npoo0oaNCeHHOU NUK-80AHO80U AKMUBHOCHU HA SNeKMPOIHYe-
panoepamme 6 azy meonennoeo cHa, cunopom Jlanoay— Kneppgprepa, smuonoeus, KauHuka, OuUazHOCMUKA, Ae4eHue
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LANDAU-KLEFFNER SYNDROME (ACQUIRED EPILEPTIC APHASIA)
WITH A FOCUS ON ELECTROENCEPHALOGRAPHIC CRITERIA

K. Yu. Mukhin
Svt. Luka's Institute of Child Neurology and Epilepsy; 6 Svetlaya St., Puchkovo Village,
Pervomayskoe Settlement, Moscow, 143396, Russia

Landau— Kleffner syndrome (LKS) is a disease from the group of age-dependent epileptic encephalopathies with the phenomenon of prolonged
spike—wave activity in slow-wave sleep, which is manifested by acquired sensorimotor aphasia, impaired higher mental functions concurrent
with various epileptic seizures and diffuse electroencephalographic (EEG) epileptiform changes in the absence of cerebral structural changes.
In 1957, W.M. Landau, a pediatric neurologist, and F.R. Kleffner, a logopedist, first described the clinical presentation of the disease
in 6 patients. The author associated the occurrence of aphasia with epileptiform EEG activity rather than with epileptic seizures, i. e. they per
se formulated the modern concept of epileptic encephalopathy. There has been currently evidence that prolonged diffuse epileptiform activity
has a damaging effect on a child’s developing brain, which is seen in impairments of speech and other higher mental functions. The age of pa-
tients with manifestations of LKS (3—5 years) is a critical period for the development of speech function. According to the concept of H. Doose
(2003), congenital brain maturation disorder underlies LKS.

The paper considers ideas on the origin of the LKS, including the possible genetic bases of diseases, epidemiological aspects, clinical and
EEG manifestations with a detailed description ictal and interictal EEG changes, and treatment approaches, including the author’s data.
The disease is characterized by an electroclinical triad: seizures (may be absent or may be single in a history), impaired higher mental
functions (with a predominance of aphasic disorders), epileptiform EEG activity (a combination of regional and diffuse patterns with an
increase during sleep).

Key words: epilepsy, epileptic encephalopathy, phenomenon of prolonged spike—wave electroencephalographic activity in slow-wave sleep
syndrome, Landau—Kleffner syndrome, etiology, clinical presentation, diagnosis, treatment
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CunapomM Jlannay—Kinedpdpuepa (CJIK) — 3aboie-
BaHMe W3 TPYMITBI BO3PAaCT3aBUCUMBIX SIMUJICIITUICCKIX
sH1edantonaruii ¢ peHoMeHOM MPOJOKEHHOM dMUJIeT -
TH(OPMHOI TTMK-BOJIHOBOM aKTUBHOCTH B (ha3y MeIJIeH-
Horo cHa (IT9MC), npossasiolieecss MPUOOPETEHHON
CEHCOMOTOpPHO# acda3ueil, HapyllIeHUeM BBICIITNX TICH-
XUYECKUX (DYHKLMA B COUCTAHUU C PA3IUMIHBIMUA DITH-
JIENTUIECKUMH IPUCTYITAMU 1 T GY3HBIMU STTAJICITTH -
(bopMHBIMU U3MEHEHUSIMU Ha 2JIEKTPOIHIIehaorpaMMe
(D3T') mpu OTCYTCTBUU CTPYKTYPHBIX U3MEHEHUI B MO3Te€.
CUHOHUM: CUHAPOM IIPHOOPETEeHHON SMIICTITUYECKOM
aazuu. CJIK BximoueH B MexkryHapoIHyo KilacCuhuKa-
LIVIO STTAJICTICHI, STTICIITUYECKIX CHHIPOMOB U CXOXKIX
3a0oseBanuii (1989) B pasaen 3: «DopMbl SMUIEICUN,
He MMEIOIINe YeTKOM KiTacCu(PUKaIINM KaK IapiiaIbHbIe
WJIN TeHepalIn30BaHHEIC». B IpoekTe HOBOM Kitaccudu-
Kanuu snuienTnaeckux cuaapomoB CJIIK pacmonoxen
B TpYIINe SNUJIENTUYEeCKNX dHIIedaronaTuii [17].

BniepBble K1MHUYECKash KapTUHa 3a00eBaHus ObI-
Ja ommcaHa aMepukanmamMu W.M. Landau (merckmii
Hesposior) u E.R. Kleffner (Jioromen) B 1957 . y 6 60J1b-
HBIX IOl HA3BaHUEM «CHUHIPOM IIPUOOPETeHHOM adaznu
u cymopor» [26]. O6cyxknas MpuunHy pa3sBuThs adasnn,
W.M. Landau u ER. Kleffner mucanu: «/Ipodoaicernvie
cydopodicHble pazpsadsl 8 MO32080i MKAHU NPUBOOIM K (PYHK-
YUOHANBHOMY OAOKUPOBAHUIO KOPKOBLIX UeHmMPO8 peuu». Ta-
KM 00pa3oM, yxxe B 1957 I. oHU CBsI3aIii BOSBHUKHOBEHUE
ada3um He ¢ AMUICITUISCKIMMU IIPUCTYIIaMU, a C SITWJICTI-
TU(POPMHOI aKTUBHOCTBIO HAa DT, T.e., mo cytH, chop-
MYJIMPOBAJIA COBPEMEHHYIO KOHLICTILIVIO STIMICTITUYECKUX
sHiledanonaruii. B HacTosIIiee BpeMs 10Ka3aHO MOBPEXK-
Jarolee Bo3aeiicTBrE TIPOAOKeHHON Tuddy3HOI smn-
JenTU(GOPMHOM aKTUBHOCTU Ha pa3BUBAIOIIMIACS MO3T
pebeHKa, peanu3ylollieecs B HapyLIeHUU Peun U IPYrux
BBICIIUX TICUXUUeCKUX (pyHKLMi [4, 10, 24, 45]. Bo3pact
6oabHbIX py MaHudectauu CJIK (3—5 ner) saBaseTcsa
KPUTUYECKUM MEPUOIOM B CTAHOBJICHUU peueBOi (PyHK-
muu [1, 11, 32]. CornacHo koHuenuuu H.P. Doose (2003)
B ocHoBe pa3Butusi CJIK nexur «BpoxkaeHHOe HapyleHUe
MPOLIECCOB CO3peBaHMsI MOo3ra» [16].

B nocneaHue roasl yoeauTeabHO MPOAEeMOHCTUPOBA-
Ha postb MyTaiu reHa GRIN2A (i1okyc 16p13), 3arparuBa-
JOIIIel TITyTaMaTHbIE PeLleNTOPbI, B BOSHUKHOBEHUH SITH -
JIETICUM, peUYEeBBIX 1 KOTHUTUBHBIX HapYIICHWH, a TaKXKe
(hbeHOMEHA TTOCTOSTHHOI TIPOIOJKEHHOM SMMIIETITU(HOPM-
HoW akTUBHOCTH Ha DI B (pa3dy meaneHHOro cHa [18,
27]. IlokazaHO reHETUYECKOE POJACTBO POJIAHINYECKOM
SIUJICTICUY C aTUITMYHBIM TeUCHUEM W STTMJICTITHYECKIX
sHuedanonatuit ¢ narrepHom INOMC, Bkitouass CJIK
[35]. B oTnenbHbIX MyOIMKaLUSIX 00CYKAAETCS POJIb MY-
Tauuu reHa SRPX2 B BOBHUKHOBEHUU TSKEJIbIX peueBbIX
U KOTHUTUBHBIX HApYIIEHUI Y OOJIbHBIX amuiierncueii [38].

B penkux cirydasix BO3MOXHO TIOSIBIECHUE «CUMIITO-
MaTtuyeckoro» BapuaHta CJIK y 60JIbHBIX C pa3BUTUEM
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anuiencuu Ha GoHe CTPYKTYPHOTO MOPaKeHUS FOJ0B-
Horo mMo3ra. Takue ciayyau onmucaHbl MPU OJUTOAEHAPO-
[JIMOME W IPYTMX OITyXOJISIX, a TAKKe KUCTaX, IIUCTULIEeP-
KO3€, 3aTparuBaoluX JOMUHAHTHYIO 10 PeYU BUCOUHYIO
J0JI10, OunatepaibHON mojJuMmukporupuu [13, 19, 31,
37]. OnHako OTHECEHME TAHHBIX CIYYaeB K «<ACTUHHOMY»
«uauonatuyeckoMy» BapuaHty CJIK Becbma nuckyccu-
OHHO.

CumMnmomamuka

Yacrora CJIK B monyasuuu 00JbHBIX 3MUJIeTIcueit
He YTOUYHEHa; 4allle cTpafgailoT MaipunkKu. CorjlacHO Ha-
wuM gaHHbIM, yactota CJIK cocrasnsier 1,46 % cpenu
Bcex (hopm anusenicuu y nereii go 14 et [4].

CJIK maHmndecTupyet B Bo3pacTe OT 2 10 8 JIeT, Ipu-
YeM MaKCHUMYM CJIydaeB Ie0I0Ta IIPOMCXOIUT B MHTEPBa-
ne 5—7 net [45]. B knaccuueckoMm BapuanTe CJIK mo Mo-
MEHTa AeboTa 3a00JeBaHUSI MOTOPHOE, TICUXUUYECKOe
¥ peueBOC pa3BUTHE MAIIMEHTOB COOTBETCTBYET BO3PACTY.
ITpyHUMOMATBHO BaXHO, YTO JaXKe MPU PaHHEM Je01oTe
CJIK (Hampumep, B Bo3pacTe 2—3 jieT) peueBas pyHK-
1I1sI U3HAYAIBHO COOTBETCTBYET BO3PACTHBIM HABBIKAM.
[ns 3a0ojieBaHUSI XapaKTepHa 3JIEKTPO-KJIMHUYECKast
TpHana: SMUJICTITUIECKUE TIPUCTYIBI (MOTYT OTCYTCTBO-
BaTh WJIN OBITh €IMHUIHBIMU B aHAMHe3¢), HapyIleHue
BBICIIMX IICUXUYECKUX (QYHKIUH (C TTpeodaamanueM ada-
TUYECKUX PACCTPOMCTB), SNMIIeNTU(OPMHAS aKTUBHOCTD
Ha O3I (coueraHue perMOHAIbHBIX U TU(MGY3HBIX MMaT-
TEpHOB C HapacTaHueM BO cHe) [24, 26, 32, 46]. B nojo-
BuHe Bcex cinydyaeB CJIK neGloTupyeT ¢ anmuaenTu4ecKux
MPUCTYIIOB, ¥ OCTAJIbHBIX MAlIMEHTOB — C KOTHUTUBHBIX
M pedeBbIX HapylieHuit [45]. OgHako B HallleM UCCIIen0-
BaHMU y TeX OOIbHBIX, Y KOTOPBIX MpUOOpeTeHHAas ada3us
coyeranach C SMWISIITUISCCKUMU MapOKCU3MaMu, TIPUCTY-
MBI BCeraa MpealiecTBOBaIN pa3BUTuIo adasuu [4].

DNuIenTUYEeCKre MPUCTYITbl — BaXKHbII, HO HE 00-
JIMTaTHBI cuMnToMokoMItieke pu CJIK. ¥V 25 % ma-
MeHToB, o naHHbIM R. Guerrini u C. Marini (2013),
MPUCTYIBI OTCYTCTBYIOT JIMOO POAMTENN UX HE 3aMedaroT
[21]. DnunenTryeckue NPUCTYIIbI AEOIOTUPYIOT B BO3pac-
Te OT 2,5 10 6 steT (B cpenHeM B 4 rona) [6]. Cemuomorust
npuctynos nipu CJIK noBojibHO pa3HoOOpa3Ha, BKIOYast
dokanbHBIE U MCEBIOTEHEPATM30BAaHHBIE TAPOKCU3MBbI
[32]. dns 6oabHbeIX CJIK XapakKTepHbI CIEAYIONINE TUITbI
TIPUCTYIIOB:

* aTUNWYHBIC a0CAHCHI;

* SIUJICTITUYECKUIT MUOKJIOHYC BEK;

* (hokasibHbIe MOTOpPHBIE, BKITIOUYast (hapuHTOOpaTh-
HbIe, rTeMH(aaaIbHble I TeMUKOHBYJILCUBHEIC;

* BTOPUYHO-TEHEPAIN30BaHHbBIE CYTOPOKHBIE;

* ATOHWYECKME U aTOHMYECKU-aCTaTUIeCKUeE.

ATunmaHble a0CaHCH — KaK MPaBUJIO, JOMUHUPYIO-
LM TUTI TIPUCTYIIOB (HEPEIKO B COUCTAHUY C MUOKIIOHY-
com Bek). g CJIK xapakTepHO TosIBIeHUe aTUITUYHBIX
abCaHCOB ¢ MUKJIOJECNTUUYECKUM TCUCHUEM: CepHUITHEIC
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TPUCTYITBI B TeYeHNE HECKOJIBKUX HEeleb NI MECSIIEB,
3aTeM MX MCYe3HOBEHWE Ha HECKOJbKOo Henmeslb. do-
KaJIbHbIe MOTOPHbBIE TIPUCTYITBI, BO3HUKAIOIIME TIPU 3a-
ChIMIAHWUU WY TIPU NPOOYXAEHUHU (4allle), UIeHTUIHbI
TAKOBBIM TPU POJIAHINYECKON SMUJIETICUU U CUHIPOME
nceBno-JIeHHokca. [1posBisioTcs (hapuHTOOpabHBIMU,
reMudalnmanbHbIMU, palmodpaxruaaibHBIMU MAPOKCU3-
MaMH, a TakKKe TeMHKOHBYJIbCUBHBIMU MTPUCTYIIAMH.
B MOMEHT mpucTymna XxapakTepHO BOZHUKHOBEHUE «I110-
KaoIIX» WU «OyJIbKAIOIINX» 3BYKOB, MOSIBICHUE TH-
repcajuBallii U aHAPTPUM TIPU COXPAHHOM CO3HAHUU.
Bo3MoxXHO TIpricoeMIMHEHNE PeIKUX BTOPUYHO-TEHEpa-
JIN30BaHHBIX TIPUCTYIIOB, TAKKE B TIEPUO IIPOOYKICHUS.
B ocHOBe BO3HMKHOBEHUSI aTOHWMYECKNX M aTOHUIECKU -
aCTaTUYECKUX TIPUCTYIOB JEXKUT (DEHOMEH HETaTUBHOTO
MHOKJI0oHyca. OHU MPOSBIISIOTCS BHE3aITHOM KOPOTKOM
ITOTEPEeil MBIIIICYHOTO TOHYCA, YTO MHOTIA COITPOBOXKIACT-
CsI MTHOBeHHBIM mafeHreM. [1pHuCcTyITbl BO3HUKAIOT OOBIT-
HO CepHifHO, yJaIlasch B yTpeHHEe BpeMs.

IMpu CJIK snunenTtruyeckue MPUCTYIbI HUKOTIA
HE CTOAT Ha 1-M MecTe TT0 TSLKECTH KIIMHUIECKIX CUMIITO-
MOB 3a6oJieBanus [47]. [TpucTyIibl, Kak IpaBUJIo, peaKue,
eIMHUYHBIC (32 UCKIIOUeHNEM aOCAaHCOB), M UX aKTUB-
HBII TIepro He TIPeBBIIIAaeT HECKOJBKUX MECSIIEB, pexke
1-2 net. bBosee Toro, y Bcex MauMeHTOB MPUCTYIIBI KYITH -
PYIOTCSI CAMOCTOSITEILHO VUIM IIPU TPy aHTUSITAJISTI-
TUYEeCKUMU Tiperapatamu (ADI1), 9To0 OOBIYHO TPOUCXO-
IIUT yXe B mpenybdepTaTHOM Tiepuoae. Onpeaensonmm
KpUTEpUEM TSKECTH 3a00JIeBaHMS U CTeTICHU WHBaIUI -
3alLIMU SIBJISIETCS BBIPA’KEHHOCTh aa3uy, KOTHUTUBHBIX
PacCTPOMCTB U HAPYILIEHUI TTOBEICHUSI.

KitoueBoit cumntoMmokomrieke CJIK — BepbanbHas
CJTyXOBasl arHO3MSI C TTOCICIYIOIIUM TTyOOKHUM PErpeccom
peueBoit GyHKkunu. Adasusi — NepBblii CUMIITOM 3a00J1e-
BaHus1y 50 % GosbHbIX [45]. [le6roT adasuu B rpyrine 00-
CJieIOBaHHBIX HAMU TMallMeHTOB KOHCTaTUPOBAJICS B BO3-
pacTHOM uHTepBae ot 4 a0 7 et (B cpenHeM 5,4 rona) [4].
B ocHoBe cuHApOMa MPUOOPETEHHOM SMMJICNTUYECKOMN
acdazuu JIeXKUT HapyIIeHUe CIyXOpeuyeBOro BOCIIPUSITUS,
T. €. BOBHUKHOBEHME aKyCTUKO-BepOaIbHOUW arHO3UM,
MpU KOTOPOI OJIOKMpYeTCs Jto0ast JIMHTBUCTUYECKAST
nHbOpMalMs, TOCTynaoIias ¢ nepudepuu, Co CTOPOHbI
opraHa ciayxa [8]. IlepBuuHO Bcernma cTpagaeT MOHUMa-
HME peuH, a 3aTeM cama peub. B TsSKeNbIX cirydasix IeTu
CO3/1aI0T BIIEYATICHHWE MOJHOCTBIO TIYyXUX (TepecTalT
JTaxke pearupoBaTh Ha Pe3KUl MHTEHCUBHBINA 3BYK Y HUX
3a CIUHOI), a MPU pa3BUTHU 3a00JIEBAaHUS — U HEMBIX
[30]. PeueBble HapyllIeHUST Yallle pa3BUBaIOTCS TTOCTENEeH-
HO, B T€UeHNE HECKOJbKUX HENIETh U MECSIIeB, peXe —
KaTacTpodruecku ObICTPO, 3a HECKOIBKO aHell. HaBbiku
YTeHHEe U NMMCbMa OOBIYHO TakxKe cTpaaalot [7]. PeueBblie
HapyweHus ipu CJIK uMeroT Hepenko (IoKTyupyloliee
TEUEHUE; IIPY STOM TIEPUOJIbI KPATKOBPEMEHHOTO YJTydllie-
HUS 1 1akKe BOCCTAHOBJICHUST Y€PEIYIOTCS C HapacTaHUEeM
adaTryeckux npospiaeHui [15].
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KorHutuBHbIE U MOBeJEeHUYECKHUE PaCCTPOMNCT-
Ba HabJwogaroTcs y Bcex 0onbHbIX CJIK, HO cTeneHb
WX BBIPAXXEHHOCTU MOXKET OBITh Pa3JIMYHON: OT MUHM-
MaJbHBIX HapylIeHUH N0 Pa3BUTUS TCUXOTUYECKUX
PaCcCTPONMCTB U «IJI00AJTBHOTO perpecca» KOrHUTUBHBIX
(GYHKIMI ¢ HEBO3MOXHOCTBIO 00ydyeHuss. OTMevaeTcs
HapacTaHue BO30yIMMOCTH, TUTIEPAKTUBHOCTH, HEpe-
JIKO C aTrpeCCUBHBIM TTOBENEHUEM, pEeaKIIUsIMU TIPOTECTA
W HETaTUBM3Ma; BO3MOXKHO TOSIBJIEHUE XKECTOBBIX CTE-
peorunuii. [1pearmonaraeTcsi, 4To TaHHbIE HAPYIIEHUS
SBJISIOTCS peakldell Ha paccTpoicTBO obOieHus [45].
Cpenu 6oapHbIx CJIK onucaHo pa3BUTHE TICUXOMATO-,
K130(hpeHO- U ayTUCTUKOMOAOOHOTO MOBEACHUS, BO3-
HUKHOBECHME TIPUCTYIIOB HEMOTUBUPOBAHHOI arpeccuu,
TpeBoru u ctpaxoB [37]. Bo Bpems akTUBHOTO Tlepuoja
3a00JIeBaHUS y BCEX IMAIlIEHTOB HAOTIOMAIOTCST Pa3Imd-
HOI1 CTeTICH! BBIPAXKCHHOCTH KOTHUTUBHBIC HAPYIICHMUS:
yXyaiieHne naMsITi (0COOeHHO 3aITOMUHAHMSI HOBOTO),
BHUMAaHUS, CKOPOCTH PEaKIIMU; pacCTPONCTBO UTCHMS,
MMCchMa, TIPOCTPAHCTBEHHOM OPUEHTAIIM, TIPOSIBICHUS
JIUCIIPAKCUU; TSDKENIble HapylIeHUsI KOMMYHUKAaLuu |36,
48]. Takum 00pa3oM, MMEHHO peueBble, MOBEACHYECKIE
¥ KOTHUTUBHBIC HAPYIIICHUS, a HE IMICITUICCKHE TTPH-
CTYITBI OTIPEACIISIOT TSKECTh 3a00JIeBaHUSI U CTETIIEHb CO-
LIMATBHON NIe3amarTaluy MalueHTOB.

PyTuHHOE HEBpOJOTMUECKOE UCCIeI0BAHME MTAIlCH-
TOB, KaK MPaBUJIO, HE OOHAPYKMBAET KaKUX-IM00 09aro-
BBIX CUMIITOMOB.

MarnuTtHo-pe3oHaHcHas Tomorpadusa (MPT) npu
CJIK, kaxk mpaBUJIO, HE BBISIBISIET KaKOW-TM0O0 maTo-
JIOTUM, OJHAKO IMO3BOJISIET UCKIIOUUTH CUMIITOMATHYE -
cKuii XxapakTep 3a0oseBaHus. MHTepecHO uccaeaoBaHue
M. Takeoka u coaBt. (2005), KOTOpble COOOIIMIN O pe-
OYKIMU 00beMa BEPXHUX BUCOUYHBIX U3BUJIMH C 00EeUX
CTOpOH y 4 60abHbIX TUNTMYHBIM CJIK mipu BonoMeTpu-
yeckoM aHanusze MPT-uzob6paxenuit [44]. Penykuus
o0beMa B 00JIACTH CIIYXOBOI KOPBI cocTaBisiia 25—57 %
OT HOpPMaTUBHBIX MToKa3zaTeseit. O0cyxkaaeTcsl TUIoTe3a
0 TOM, YTO ITOCTOSTHHAS ITPOIOJIKEHHAs STTUJISNTUDOPM-
Hasl aKTUBHOCTb MOXKET BbI3bIBaTh Pa3BUTUE KOPTUKAIb-
Hoit atpodun. N. Fejerman u coanT. (2007) He UCKITIO-
YaloT, YTO UMEHHO JIOKaJbHasl KOPTUKaIbHAas aTpodust
(yMeHblIeHre 00beMa BUCOYHBIX J0JIei) IPUBOIUT K TO-
My, uto peueBas dhyHkuus npu CJIIK BoccTtaHaBiuBaeTcs
HE TIOJIHOCTBIO JaXe TMOCje MCUYE3HOBEHMS SIUJIEIITH -
dopmHoIt akTUBHOCTU Ha DI [19].

JuarHo3 CJIK MoxXeT npencTaBisiTh 3HAUUTEbHbIE
TPYIHOCTHU, OCOOEHHO B OTCYTCTBUE SIMUIETITUICCKUX
npuctynoB (Tada. 1). Ha nepBbIX aTamax AUarHOCTUKU
HEeoO0XOIMMO THIATEJbHOE UCCIIeJOBAaHKE CIyXa y BCeX Ma-
LUEHTOB IS UCKTIOYEHUS HEPOCEHCOPHOU Tyroyxoc-
tn. CleayeT UMeTh B BUIY, UTO OCTpOe pa3Butue adazuu
y neteii 2—8 neT 6e3 KIMHUYECKUX MPU3HAKOB UHCYJIbTA
i SHIlebanTa UMeeT HanboJsiee BEPOSITHYIO TPUINHY —
CJIK [19].
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Tabmuma 1. J[ugpepenyuanvhbiii duaenos cunopoma Jlanoay—Kaegpgrepa co cxoxcumu snusenmuueckumu cunopomamu [6]

Table 1. Differential diagnosis of Landau— Kleffner syndrome with similar epileptic syndromes [6]

Yacrora
Incidence rate

Bospact nebrora
Onset age

YacroTta BcTpeyaeMoc-
TU SMWJIECTITUYECKUX
TIPUCTYTIOB

Degree of epileptic seizures
incidence

Xapakrtep anuaenTuye-
CKUX IIPUCTYIIOB
Nature of epileptic seizures

YacroTa npuCcTyIIoB
Frequency of seizures

3aBUCUMOCTbH TTPUCTY-
TIOB OT PUTMa COH—
00/IpCTBOBaHNUE
Dependence of seizures on
sleep—wake rhythm

OnuIenTUYECKui
CTaTyc IMPUCTYIIOB
Epileptic status of seizures

M3meHeHusT B HEBPO-
JIOTMYECKOM CTaTtyce
Changes in neurological
status

Landau—Kleffner syndrome

He nzyyena
Not investigated

3—7 ner
3—7y. 0.

B cpenteM y 70 % GobHBIX
In average in 70 % of patients

DokanbHbIE MOTOPHBIC ITPpU
MPOOYXIAEHUN; aTUTTUYHBIE
abCaHChI; PEIKO — BTOPUYHO-
T€HEpaJIN30BaHHbIC

Focal motor seizures on awakening;
atypical absences; rare — secondary
generalized seizures

OOBIYHO HEBBICOKASI, UCKITIOYAst
aTUITUYHBIE a0CaHChI

Generally low, excluding the atypical
absences

3achlllaHue v MpoOYXKIeHNE:
(oKasbHBIE MOTOPHBIE (Yallle
reMudanuaibHbIe); B 00IPCTBO-
BaHUU — MPEUMYIIECTBEHHO
aTUMUYHBIE A0CAHChI

Sleep onset and awakening: focal
motor (more often hemifacial)
seizures; during the wakefulness —
mostly atypical absences

He xapakTepeH
Not characteristic

He xapakTepHbl
Not characteristic

Electrical status epilepticus during
slow-wave sleep syndrome

He nzydyena
Not investigated

Ot 8 Mec 10 15 siet, B cpeHeM
4—6 et

From 8 months to 15 y. 0., in average
4—6y. 0.

B cpennem y 60 % GobHBIX
In average in 60 % of patients

DokaabHbIE MOTOPHBIE U PEIKIE
BTOPUYHO-TCHEPAJIM30BaAaHHbIC
MpY MPOOYXIESHUW; aTUTTUYHbIE
a0caHChl; BO3MOXHBI aTOHUYE-
CKUue

Focal motor seizures and rare
secondary generalized seizures

on awakening; atypical absences;
atonic absences are possible

OOBIYHO HEBBICOKAS, UCKITIOYAsT
aTunmIHbIe abcaHchl; B 30 %
CJIy4aeB MPUCTYIIbI €IUHUYHBIC
Generally low, excluding the atypical
absences; single seizures in 30 %

of cases

3ackIaHe U MpoOyKIeHUE:
(boKaJIbHbIE MOTOPHBIE

1 BTOPUYHO-T€HEPAJIM30BaHHbIC
Sleep onset and awakening: focal
motor and secondary generalized
seizures

He xapakTepeH
Not characteristic

Temumapes mpumepHo y 1/3
OOJIbHBIX («CUMITOMATUYECKUI»
BapuaHT)

Hemiparesis approximately in 1/3

of patients (“symptomatic” variant)

Pseudo-Lennox syndrome

5 % cpenu BceX OOJIBHBIX
POJIAHINYECKON SMUJIETICUEN
5 % of all patients with rolandic
epilepsy

1,5—7 ner
1,5-7y. 0.

B 100 % cnydaen
In 100 % of cases

®DokambHbIE MOTOPHBIE, PEXe —
BTOPUYHO-TEHEPATN30BAHHbIC;
aTUIMMYHbIE A0CAHChI; aTOHUYE-
CKME U aTOHUYECKU-aCTaTAdE-
CKUE; peXe — MUOKIIOHUYECKNE
Focal motor seizures, more rarely —
secondary generalized seizures;
atypical absences; atonic and
atonic-astatic; more rarely —
myoclonic seizures

BbICOKaH; HEPEAKO €KEITHEBHBIC
CEepUITHBIEC MPUCTYIIBI CO
CKJIOHHOCTBIO K CTaTYCHOMY
TEYECHUIO

High; often daily seizure clusters with
a tendency to status course

3acelmanue u mpooyKIeHue:
(oKaIbHbIE MOTOPHBIE;

B 0OJPCTBOBAHUM — aTUTUYHbIE
abCcaHChl, aTOHUYECKIE

M aTOHUYECKM-aCTaTUYECKUE,
MUOKJIOHUYECKIE

Sleep onset and awakening: focal
motor; during wakefulness — atypical
absences, atonic and atonic-astatic,
myoclonic seizures

XapaKTepHO pa3BUTHE MUICTTH-
YECKOTI0 cTaTyca aTUITUYHbBIX
abcaHCOB 1 (POKATTLHBIX MOTOP-
HBIX TIPUCTYTOB (OMEPKYJISPHbII
craTyc)

Characteristic development of epileptic
status of atypical absences and focal
motor seizures (opercular status)

Hepenko ormeuaroTcst atakcusl,
TUIIOTOHUS, IIPOSIBIICHUST
OpO-JIMHIBO-0YKKO-MOTOPHOM
JICIIPAKCUN

Often ataxia, hypotonia, signs

of oro-linguo-bucco-motor dyspraxia

[a—
—
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Landau—Kleffner syndrome

3

Ilpoodoaxcenue mabauyv 1
Continued of table 1

Pseudo-Lennox syndrome

Electrical status epilepticus during
slow-wave sleep syndrome

B])Ipa)KCHHBIe KOTHUTHUBHBLIC

HapymeHus B 100 % ciyuaes.
Bo3MoxxHO pa3BUTHE ayTUCTH-
KO-, TICUXOTIaTO- 1 INU30(PEeHO-
MOA0OHBIX HAPYIIIEHUI MOBEIe-
Hus. CHuxenue 1Q no 78—45.
VYxynmeHue peueBoit pyHKIUN
Expressed cognitive disorders

in 100 % cases. Possible development
of autistic-, psychopathic- and
shizophrenia-like behaviour
disorders. Lowering of IQ to 78—45.

CencomoropHas adasus B 100 %
CJIly4aeB; BO3MOXHBI HApYILLIEHUS
TIOBEICHUS U KOTHUTUBHBIE
paccTpoiicTBa

Sensorimotor aphasia in 100 %

of cases; possible behaviour disorders
and cognitive disorders

Bricie KopkoBbie
byHKIIMHN

Higher cortical functions

WMHTeniekTyaibHO-MHECTUYE-
CKH€ pacCTPOMCTBA pa3IMIHON
CTEIEHU BBIPAXKEHHOCTH.
PeueBbie HapyIieHUsI (BIUIOTh
JI0 aHapTPUM) 33 CYET OPO-JIMH-
TrBO-0YKKO-MOTOPHOM IUCITPaK-
cun

Cognitive and mnestic disorders

of various degree of expression. Verbal
disorders (up to anarthry) due to
oro-linguo-bucco-motor dyspraxia

Deterioration of verbal function

PeruoHaibHble KOMITJIEKCHI TUTIA
JIDI1/1 B BUCOUHBIX M TEMEHHO-
BUCOYHBIX OTBEACHUAX. Hpe—
00s1alaHe PErMOHaAIbHBIX
MaTTEPHOB OT JOMUHAHTHOM

0 peun reMucdepbl

Regional complexes of BEDC type
in temporal and parietemporal leads.
Prevailing regional patterns from
hemisphere, which is dominant

by speech

DnekTpoaHIedano-
rpamMma 00IpCTBOBAHUST
Electroencephalogram

in wakefulness

J10B

T. Deonna u coaBt. (2009) BeIOCISIOT CASIYIOIINE T -
arHoctuyeckue kputepuun CJIK [15]:

1) mpuobpereHHas adasus, BOSHUKINAS B I€TCKOM
BO3pacTe;

2) mapokcusManabHbie HapylieHust Ha DI pokanb-
HbIe, MYJBTU(MOKAIbHbIC OCTPHIC BOJIHBI CO 3HAYUTEIb-
HBIM HapacTaHueM B (ha3y MeJIEHHOTO CHa;

3) sanuaenTUYECKUE MPUCTYITbI, OOBIYHO «I00pOoKave-
CTBEHHBIC» — PEIKUE U HETSDKEIbIE, C CAMOKYITHPOBAaHUEM
B MCXO/ie 3a00JIeBaHUSI;

4) OTCYTCTBHE JIOKAJIBHOTO CTPYKTYPHOTO MOPaXKEHMS
TOJIOBHOTO MO3Ta;

5) crabunuzaiys 3a0o0JieBaHUs C TeYEHUEM BpEMEHU
C TIOCJIEIYIOIINM YJIYYIIIeHUEM pedeBOil (PYHKIINN.

JleueHue u nporso3s

Tepamusa CJIK Bkmtouaet npumeHeHue ADI, KopTuko-
CTEepPOUIIOB U MPOBEACHUE JTOTOMEANYECKUX 3aHATUMA.
Hawubounee apdpexkTuBHbiMU ADIT 1ipu JieueHU M OOJIbHBIX
CJIK gBistoTcs BaJIBIIPOATHI, STOCYKCUMUI*, CYJIBTHAM™,
OGeH30aMa3enuHbl (K1obazaM*) U KOPTUKOCTEPOUIHI [6,
21, 45].

*[Ipemnapartsbl, He 3aperuCTpUpPOBaHHbIC B PD.

PerroHanbHbIe KOMIUIEKCHI TUTIA
JIDI1]I ¢ mpeobiagaHueM

B JIOOHBIX OTIeIaxX U nuddy3Hast

aKTMBHOCTD OCTpasi—MeIJIeHHAsT

BOJIHA B BUJIe KOPOTKMX pa3psi-

Regional complexes of BEDC type,
prevailing in frontal areas and diffuse
action is acute—slow wave

in the form of short discharges

Turnuunbie Komriekebl ADTT]T

B BUJIC CAMHWUYHBIX U CTPYIIITN-
POBaHHBIX IMATTEPHOB C JIOOHO-
LIEHTPAJbHBIM MTpeobIafaHuEM.
JNuddy3Hasg akTHBHOCTh
ocTpag—MeIJIeHHas BOJIHA

B BUJIE KOPOTKUX Pa3psiioB
Typical BEDC complexes in the form
of single and grouped patterns with
frontal central predominance. Diffuse
action is acute—slow wave in the form
of short discharges

CraproBasi Tepanusi Ipyu HATMYKUK SMTUIEITHYSCKUX
MPUCTYIIOB OCYILLIECTBIISIETCS ¢ IPUMEHEHUEM IIperapaToB
BaJIbIIPOEBOI1 KMUCHOTHI (JlermakuH xpoHochepa, [demakuH
XpoHO) B cpenHeit noze 20—40 mr/kr/cyt. [1pu HepocTa-
TOYHOI 3P (PEKTUBHOCTU PEKOMEHAYETCSI KOMOMHALIMS
BaJsibripoaTa (JlemakuH) ¢ 3TOCYKCUMUAOM, CYJIbTHAMOM
WY KJ100a3aMoM. B OTIeIbHBIX ClTydasix MpOAEeMOHCTPH -
poBaHa 3¢ dextuBHOCTb Apyrux ASII, B yacTHOCTH Jie-
Berupaterama [9]. ¥ 80 % GOJbHBIX TOCTATOYHO OBICTPO
yIaeTcsi MOOUTHCS MOJHOIO KyIHUPOBaHUS MPUCTYIIOB
Ha (poHE aHTURMUICNITUIECKON Tepanuu. B ocTaJbHBIX
cydasix HaOJIio1aeTcss 3HaYMTeJIbHOE YPesKeHUEe TTPUCTY-
OB C MTOCTENMEHHBIM JOCTUKEHUEM PEMUCCUU BO BCEX
clyJasix K Havally myoepTaTHOTO Teprojia He3aBUCUMO
OT TIPOBOAMMOI Tepanuu (Kak ¥ MpU POJaHINYECKOMK
snuuerncun) [32].

ITo-apyromy o6CcTOUT IeJ10 C OJOKUPOBAHUEM ITUD-
Gy3HBIX 3MWIENTUGOPMHBIX MaTTepHOB Ha DB 1 Kop-
pexKuueil pedeBbIX HapylieHU. DnuientudopmHas
akTuBHOCTBH nipu CJIK pe3ucTeHTHa K TPOBOAUMOMN Te-
panuu, a BOCCTaHOBJIEHUE peyeBOil (pyHKLUU 0e3 cy-
IIECTBEHHOTO YMeHbleHuss DD -aHoManuii (0cobeHHO
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Oxonuanue mabauywt 1
End of table 1

Pseudo-Lennox syndrome

Electrical status epilepticus during
slow-wave sleep syndrome

IMocTosTHHO, MHOTHE MECSIIIBI
1 TOIIBI BO BpeMmsi ha3bl MeJIeH-
HOTO CHa OTMEYAaI0TCsI TPOAOI-

Hapacranue nuddysHbix
pa3psiioB BO BpeMs (has3bl
MEUICHHOTO CHa, SMM30INYeCKU
JIO YPOBHSI «3JIEKTPUYECKOTO

>keHHbIe (0osee 85 % 3amucu)
b Ghy3HbIE KOMITIEKCHI
ocTpasi—Me/UIeHHas! BOJIHA

C aKIICHTOM B JIOOHBIX OTBE/ICHM -

OTMevaeTcsl HapacTaHue
nuddy3HON SMUIEITUHOPMHOMK
aKTUBHOCTHU B (Da3y MeIJIEHHOTO
CHa, 3MM30IMYECKU 0 YPOBHS

BnekTposHuedano- cratyca». [lepcuctupoBanue sIX. PU3MONOTHYECKIE MATTEPHBI «3JIEKTPUYECKOTO CTATYCa».
rpamMma cHa uddysHoil snunenTudopmuoii  CHA OTCYTCTBYIOT. biokupoBanue g y6xpposanmne IOMC B dasy
Sleep aKTUBHOCTH B (pa3y REM-cHa HIBMC B dasy REM-cHa REM-cHa

electroencephalogram Intensification of diffuse discharges

during the slow sleep phase,
occasionally to “electrical status”.
Persistence of diffuse epileptiform
activity during REM-sleep phase

Continued (more than 85 %

of record) diffuse complexes sharp—
slow wave with the accent

in frontal leads during the slow sleep
phase are observed permanently,

Intensification of diffuse epileptiform
activity during the slow sleep phase,
occasionally to “electrical status”
level. CSWS blocking during
REM-sleep phase

during months and years.
Physiological sleep patterns are
absent. CSWS blocking during
REM-sleep phase

OTHOCHUTEIHHO MPUCTYTOB —
GaronpusaTHEIA B 100 %
ciayJaeB. B oTHoleHUM peueBbIX
PacCTpOMCTB — CePhE3HbIN:
perpecc acda3nu Bo Bcex
cliydyasix, HO MOJIHOE BOCCTAHOB-
JIEHWe peYr — TOJIbKo y 1/3
OOJTBHBIX

With respect to seizures —favourable
prognosis in 100 % of cases. With respect
to verbal disorders — serious: regress

of aphasia in all cases, but full speech
restoration in 1/3 of patients only

ITpornos
Prognosis

OTHOCUTETHLHO MPUCTYTIOB —
GmaronpusitHbii B 100 %
cliyyaeB. B OTHOIIIEHUM KOTHU-
TUBHBIX (DYHKIIWI — COXpaHEHUE
B OOJIBIIMHCTBE CIyvyaeB
WHTEJUIEKTYaJIbHO-MHECTAYEC-
CKMX HapylIeHUN pa3anyHON
CTEIeHU

With respect to seizures —favourable
prognosis in 100 % of cases. With
respect to cognitive functions —
remaining cognitive and mnestic
disorders of various degrees in the
most of cases

HecMoTpst Ha pe3UCTEeHTHOCTh
TIPUCTYMOB K aHTURTIWJIENITUYE-
CKUM Mpernaparam, B KOHEYHOM
UTOrE TOCTUTAETCS TOJITHAS
pemuccus B mybeprate. Coxpa-
HEHNE YMEPEHHBIX KOTHUTUBHBIX
HapymeHui mpuMmepHo y 50 %
OOJIbHBIX

Despite the resistance of seizures

to antiepileptic drugs, the complete
remission is achieved in puberty.
Moderate cognitive disorders remain
in approximately 50 % of patients

Ilpumeunanue. /1211J] — dobpokauecmeennvie snusenmughopmusie nammepuvt demcmaa; [I9MC — npodoaxcennas snusenmugpopmuas

l’lLlK-d)OﬂHO@dﬂ AKmMueHocms 6 li)tl&‘y MedAeHHO20 CHA.

Note. BEDC — benign epileptiform discharges of childhood; CSWS — continuous spike wave during slow sleep.
I —

[IBMC) HeBo3MoxHO [19]. B ciyyae uzonupoBaHHOMI
ada3uu (Mpu OTCYTCTBUU SMUICTITUYECKUX MPUCTYTIOB)
JIeYeHUe HauMHAaeTCsl ¢ MOHOTepanuu ogHuM u3 4 ADII:
Banbnpoat ([JdenakuH xpoHocdepa), aTocykcumun (20—
35 mr/xr/cyt), cyabtuam (10—15 mr/kr/cyr), Kiiobazam
(okosio 1 mr/kr/cyT) [32, 37]. B ieziom ADI 3HaUnTEIHEHO
O6osee a3(pheKTUBHBI B OTHOUIEHUU KYMUPOBAHUS DU~
JIETITUYECKUX MPUCTYTIOB, YeM PeUYeBBIX PACCTPOUCTB.
ITpu HepocTaTouHoO# 3hdexkTuBHOCTH ADIT pekomeH-
JlyeTcsl TpUMEeHEeHNEe KOPTUKOCTEPOUIHBIX TOPMOHOB:
aJIPEHOKOPTUKOTPOITHBI! TOPMOH, CUHAKTEH JIETIO, TIpe/I-
HU30JI0H, MeTUtIpe (ITyJIbC-Teparusi), THAPOKOPTHU30H,
nekcameTa3zoH. Koptukoctepou bl BBICOKOIGh(MEKTUBHBI
B OJIOKMpPOBAaHUY SMWJIENTU(HOPMHON aKTUBHOCTH U yJTy4-
IeHUU pevyeBbIX QYyHKIIMIA |3, 6, 43, 45]. B neuenuu CJIK
ONTUMAJTEHO TTepOpaTbHOE TTPUMEHEHUE TUIPOKOPTU30HA

[12]. PexomenayeMasi 103MpoBKa TUAPOKOPTU30HA —
8—10 mMr/Kr/cyT B TeueHMe 2 Hell, 3aTeM CHYDKEHUE MPH-
MEpHO Ha 2 MTI'/KT/CYT KaX/ble 2 Hel MoJ KOHTPOJeM
BUae0-DD-MOHUTOPUHTA C BKIIOYEHUEM CHA; TIPU MO-
JIy4€HUH TTOJIOXKUTEIBHOTO KIIMHUYeCcKoro u DD -pe3yiib-
Tara — MOIAepPXKUBaoIIas 103a 2 MI/KI/CyT B TeUeHUE
emie 3—6 Mec. OTMeueHa BbicoKast 3(PHEKTUBHOCTD TO-
JIOOHO# CXeMbI IPUMEHEHUsI TUIPOKOPTU30HA B OJIOKM-
pOBaHWU AMIETTU(OPMHON aKTMBHOCTU U BOCCTAHOB-
sneHuu pedyeBoii dyHkiuu. J.J. Riviello u S. Hadjiloizou
(2008) pexoMeHAYIOT NepopaibHOE MPUMEHEHUE MPe/-
HuzosoHa rpu CJIK (ta6u. 2) [37]. B ciayyae HapacTaHus
peYeBBIX PACCTPOMCTB MOCJIe OTMEHBI KOPTUKOCTEPOUIOB
MOBTOPHBIN Kypc BO3MOXKEH yepe3 6 Mec.

B oTnenbHbIX mybaukauugax oocyxaaeTcs: apdex-
TUBHOCTh MMMYHOTJIOOYJIMHOB, KETOTCHHON MUETHI

—_
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Tabmuna 2. [llecmumecsuHbiil Kypc hepoparsHo2o npuema
NpeoHU3010Ha 8 neveHUU 00AbHbIX ¢ cuHdpomom Jlanday—Kaegpgh-
nepa [37]

Table 2. Six months course of oral administration of prednisolone
in treatment of patients with Landau— Kleffner syndrome [37]

Dose of prednisolone Duration
of administration
with this dose

2 mr/Kkr/cyT (MakcumyM 60 Mr/cyT) 1 mec
2 mg/kg/day (maximum 60 mg/day) 1 month
1,5 mr/kr/cyT 1 mec
1,5 mg/kg/day 1 month
1 mMr/kr/cyt 1 mec
1 mg/kg/day 1 month
1 Mr/Kr/cyT yepes IeHb 1 mec
1 mg/kg/day alternate days 1 month
0,75 Mr/Kr/CcyT Yyepe3 AeHb 1 mec
0,75 mg/kg/day alternate days 1 month
0,5 Mr/Kr/CyT Yepe3 IeHb 1 mec
0,5 mg/kg/day alternate days 1 month

Ilpumeuanue. Baxyunayus doaxcrna 6bims nposedeHa

U 3aKOHYeHA neped Ha41aioM Kypca KOpmuKocmepouoos.
Note. Vaccination shall be done and ended before the beginning
of corticosteroids administration course.

U XUPYPrUYECKUX METOIOB (CTUMYJISIINS OTYyXKIaI0IIero
HepBa Y MHOXECTBEHHbIC CyOMUaIbHbIe TPAHCKOPTHU-
KajbHbIe TpaHccekuuu) B jedyenuu CJIK [7, 14, 25, 37].
CyliecTBeHHOEe BHUMaHKe B KoMITieKcHo Tepanuu CJIK
JIOJKHO OBITh YAEJIEHO JOTONMEANYSCKIM 3aHSITUSIM U pa-
00Te C IMCUXO0JIOTOM B LEJISIX KOPPEKIIMY peYeBbIX, KOTHU-
TUBHBIX U MOBEACHYECKUX HapylieHuit [1, 15].

ITpu CJIK nporHo3s cieayeT NpoBOAUTH OTAEIbHO
IUTSL STUJIENTUYECKUX TPUCTYIIOB, C OJHOW CTOPOHBI,
U peuyeBbIX U KOTHUTUBHBIX HApyIIEHUN — C APYroi.
[TporHo3 OTHOCUTEILHO MTPUCTYITOB BCETIa OJIarONnpusiT-
HBII: SMUICTITUYECKUE TTPUCTYITBI KyMTUPYIOTCS, a DIH-
JenTuopMHasi aKTUBHOCTh OJIOKMPYETCsSl TIPU HACTY-
IUIeHUU TTybepTaTHOro rnepuona. OnHako OOJBITUHCTBO
aBTOPOB Mpu HabmoaeHuu 6oabHbIX ¢ CJIK B kKaTramHe-
3¢ MOAYEePKUBAIOT CTOMKOCTh PEUEBBIX 1 KOTHUTUBHBIX
HapyueHuit [13, 15]. CornacHo 0060011IeHHBIM JaHHBIM
E.R. Kleffner m W.M. Landau (2009), a takxe P. Van
Bogaert u P.F. Paquier (2009) oTHOCUTEIbHO MOJIHOE BOC-
CTaHOBJIEHWE peueBbIX (DYHKITMIT BO3MOXHO B 2/3 city4a-
eB CJIK [24, 46]. HeGnaronpusiTHOE MPOrHOCTUYECKOE
3HAUYEHUeE JIJISI BOCCTAHOBJICHUST PeYeBOUl (DYHKIINY UMEET
JUTUTEJIbHOE TIEPCUCTUPOBAHUE M TU(HDOPMHBIX U3ME-
HeHuit Ha D3OI, ocobeHHo nuddy3HbIX. B nccnenoBannu
A.M. Soprano 1 coast. (1994) H1 y OZHOTO U3 TTAIIUCHTOB

3

He OBIJIO TOCTUTHYTO CYIIECTBEHHOTO YIYYIIeHUs peun
0e3 HopMmanuzauuu DI, ¢ Apyroil CTOPOHBI, TOJIBKO
npumepHo 30 % GoabHbix CJIK ¢ Hopmanuzanueit DOT
MOJTHOCTBIO BOCCTAHOBWIIM peueByto dyHkuo [42]. K He-
OJIAaTOTIPUSATHBIM ITPOTHOCTUYECKUM (haKTOpaM B OTHO-
IIEHUU PEYEeBBIX 1 KOTHUTUBHBIX HAPYIICHUI OTHOCSIT-
cs: cumnromatuueckas atuoaorust CJIK; paHHuit nedoT
anuIericuu (MPUCTYTNOB 1 acha3uu); BHICOKASI IPOTOJIKM -
TeJbHOCTH (00see 18 Mec) peructpauuu 1ubdy3HbIX SMU-
snentudopmHbix aHoManil Ha DT (ocobenHo [IDMC);
BBIpasKEHHbBIE peUeBbIe U KOTHUTUBHbBIC HAPYIIIEHUS B JIe-
Orote 3a00s1eBaHus; ipuMeHeHue ADII, HeraTUBHO BJIUSI -
IIUX Ha KOTHUTUBHBIE hyHKIMHU [47].

3nexmpo3nuedanorpaguyeckue u3MeHeHus npu CuLpome

Nanpay-Kneddnepa

Hanuuue D3I -napyuwenuii seasemcs 00aueamuovim npu-
snaxom npu CJIK u nabniodaemes, no onpedeaenuro, ¢ 100 %
cayuaes. IMeHHO TIpOIODKeHHAS SIMIIeNTUMOPMHAST aK-
TUBHOCTh IIPUBOIUT K PA3BUTUIO KapIMHATLHOTO CUMII-
TomokoMiuiekca nipu CJIK — snunenTuyeckoit adasun,
YTO OBLIO BITEPBBIC OTMEUCHO TIEPBOOTKPBIBATEIISIMU CH]I -
poma. B 1957 . W.M. Landau u E R. Kleffner mucanmu:
«IIpodonicennvie cydopoxcHbvle paspsdvl 8 M032080i MKAHU
npueoodsm K QYHKUUOHANLHOMY OAOKUPOBAHUI KOPKOBHIX
uenmpog peuu» [26]. BBuay BO3MOXHOCTH OTCYTCTBUS
SMUJICITUIECKUX MPUCTYIOB IIPU JaHHOM 3a00JIeBaHUU
aHanu3 DDI-u3MeHeHUI MMeeT BaXHeiiliee 3Hadye-
HUeE [JI YCTAaHOBJICHUSI TOYHOTO AuarHosa. MisMeHeHus
Ha D3I MHOroobpa3HbI, BapuabeIbHbI K BMECTE C TEM JIO-
CTaTOYHO CIIel(PUYHBI.

OcHoBHas akTUBHOCTb. OCHOBHAsI aKTUBHOCTH (DOHO-
BOI1 3amMcH, KaK IMPaBUJIO, COOTBETCTBYET HOPMATUBHBIM
BO3pPACTHBIM XapaKTepUCTUKaM. B eIMHUYHBIX Caydasx
MOXKET HaOM0JaThes Jerkoe 3aMeayieHue (poHOBOI 3a-
nucu [45].

DnuaentTuopMHas aAKTUBHOCTh. TUNTMYHBIMU DTIU-
nentudopmubiMu BT -nmarrepHamu nipu CJIK sgBasitoT-
cs1 BeicokoaMmuiuTyaHbie (200—400 mxB) pernoHaiabHbie
CHaiiKu, OCTpble BOJHBI WM, Yallle BCEr0, KOMIIEKCHI
ocTpasi—MeUIeHHast BojiHa. JlaHHbIe KOMIUIEKCHI JIOKa-
JIMBYIOTCSI TIPEUMYIIIECTBEHHO B BUCOYHBIX (3aIHEBU-
COYHBIX) WJIM TEeMEHHO-BUCOYHBIX obnacTsax [10, 20].
ITo Mopdosorun oHM MAEHTUYHBI JOOPOKAYECTBEHHBIM
SMWIENITU(GOPMHBIM MATTEPHAM IETCTBA W ITPENCTABIISIIOT
CJIOXKHBIN IUTIONIb C MAKCHUMYMOM TTOBEPXHOCTHO-HeTa-
TUBHOTO OTKJIOHEHMSI B BUCOUHBIX OTBeAeHUsIX [28]. DTu
KOMIIJICKCHI COCTOSIT M3 «IISITUTOYEIHBIX» OCTPBIX BOJH
C MaKCUMaJIbHBIM TTPOSIBJICHWEM B 3aTHEBUCOYHBIX OTBE-
JIEHMSIX, Yallle cieBa (IOMUHAHTHAsI TIo peuur remucdepa)
(puc. 1). ITo mHeHuto A. Arzimanoglou u coast. (2004),
¢okyc narojornyeckoit aktuBHoctu rpu CJIK noxkanu-
3yeTcsl B 00J1aCTU BepXHeil BUCOUHON M3BUJIMHBI, @ TOY-
Hee — u3BWINHGI [enwd [8]. [ITMK-BOJHOBbIE KOMILJIEKCHI
HEPEeIKO TPYMNIUPYIOTCS B TeUEHUE 3aIMMCH, BO3HUKAS
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Puc. 1. llayuenmka I1.4., 10 aem. Juaenos: cunopom Jlanday—Knegpgpnepa. Inexkmposnyegharoepamma, 6o0pcmeosanue. Pecucmpupyromces evicokoam-
NAUMYOHbIE KOMUAEKCbL OCMPAsi—MeONeHHAs 80AHA (S-moueuHblli Ounonb, 006poKauecmeertble nuienmugopmuvie nammephot dememea (ADI11)), rame-
paauzosartvle no 1eeoli cemucepe. B omeedenusx T3—F7 onpedeasromes cepynnuposanmvie I

Fig. 1. Female patient P.Y., 10y. o. Diagnosis: Landau—Kleffner syndrome. Electroencephalogram, wakeful state. Sharp—slow wave high-amplitude complexes,
which are lateralized over the left hemisphere, are recorded (5-point dipole, benign epileptiform discharges of childhood (BEDC)). The grouped BEDC are

determined in the leads T3—F7

B BUIIE «IyTUIETOB» U «TPUILIECTOB». Bo MHOTUX ciydasx
SNWIeNTUMOPMHAsT aKTUBHOCTb BO3HUKAET MYJIbTUPE-
TMOHAJIBHO, a TaKXe B 00enx remucdepax, aCHHXPOHHO
He3aBucumo. H.P. Doose (2003) moaguepkuBaeT Hepe-
JIKO€ pacnpocTpaHeHUEe dMUIeNTU(hOPMHON aKTUBHOCTU
Ha JIOOHBIE OTaENbI [16].

BaxxHeiiiasi XxapaKTepuCTUKa 3MUIeNTU(GOPMHOMI
aktuBHOCTU npu CJIK — TeHaeH1us K nuddy3Homy pac-
npocTtpaHeHuto. B ocHoBe n1dy3HOro pacnpocTpaHeHUs
MUK-BOJHOBBIX KoMILIekcoB npu CJIK nexut peHoMeH
BTOPUYHOI OuaTepaibHOl cuHXpoHu3aimu. [Ipu aTom
MPaKTUYEeCKU BCeTAa YAaeTcs] yCTAHOBUTh BPEMEHHY 0
ACMHXPOHUIO KOMIIJIEKCOB, a TAKXKe aMIUTUTYIHOE TIpe-
obJlamaHre ux Ha TOMUHAHTHOM 1o peun cropoHe. Hau-
Oosiee BbICOKAsI aMIUIMTYyda OTMEUaeTCs B BUCOUYHBIX
OTBEJICHUSIX, Yallle C aKIIEHTOM CJieBa; XOTSI OMMCAHBI
cJlydau pacriojioKeHUs odara B CyOMOMUHAHTHON reMu-
cdepe. B tpyne kopudee — W.M. Landau u ER. Kleffner
(1957) — momuepKUBaIOCh, YTO CTOPOHHOCTh HAPYIICHUH
O8I He Bcerna COOTBETCTBYET JOMUHAHTHOW CTOPOHE,

orpeaessieMoil 1o pyKe W IJ1a3y, U aNUIenTuhopMHbIe
MaTTepHbl MOTYT HAOJIIOAATHCS KaK B JOMMHAHTHOM, TaK
¥ B CyOIOMMWHAHTHOM Tronyirapusx [26]. B psne ciydaes
BBISIBJISIETCSI HEYCTOMUMBasi aCUMMETPUS C MEPeMEHHBIM
npeobaagaHeM MUIenTUhOPMHON aKTUBHOCTH TO CITpa-
Ba, TO CJeBa Yy OJJHOTO M TOTO Xe MalleHTa B Ipeaeaax
onHoit 3anucu D3OI uau B 6aMKalIIMX MOCHAEIYIOLUIMX.
Junddy3Hble MTUK-BOTHOBbIE pa3psiibl BOSHUKAIOT B BUJIE
KOPOTKUX WJIM OOBIYHO 00JIe€ WU MEHEee MPOAOJIKUTETb-
HBIX BCMBIIIEK ¢ YacToToi 2—3 [i1, MTHTEpUKTaJIbHO B (DOHE
WJIXA BO BPeMsI IIPUCTYTOB aTUITUYHBIX aOcaHCOB [45].
JaHHble anuAenTUGOPMHbBIE U3MEHEHUST YCUIU-
BaloTcs BO BpeMs cHa. CieayeT OTMETUTh, UYTO Yy HEKO-
TOPBIX MALIMEHTOB, 0OCOOEHHO Ha (oHe JieueHus: ADII,
snuaentTudopMHasi aKkTUBHOCTb Ha DBI' oTCyTCTBYET
B Mepuoj 00APCTBOBAHUS, U IUATHO3 MOATBEPKIAAETCS
MCKJIIOUUTEIbHO HA OCHOBAHUM 3aMucu BO cHe [2, 4].
B MoMeHT 3achinaHust HaOI0AaeTCS aKTUBALIUS STTUJIETT-
TU(HOPMHOIN aKTUBHOCTU B BUIE MOSIBJIECHUS KOPOTKUX
nudy3HBIX pa3psioB KOMIUIEKCOB OCTpasi—MeIeHHast

15
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BosHa. B (hazy MemieHHOTO CHa OTMEYaeTcsT BBIpaXKeHHOe
MTOBBIIIICHHE MHIEKCA TTPEICTABICHHOCTH 1 PETYJISIPHOCTH
MMUK-BOJIHOBOI aKTUBHOCTH, BOBJIEKaloOIel 00a MmoJTyIia-
pusi, HepeaKO MPUBOISIILEE K IMOSIBICHUIO TTPOIOKUTEIb-
HBIX TUK-BOJIHOBBIX KOMIUIEKCOB, KaK IPH SIUJICTICUT
C JIEKTPUYECKUM BIMWICTITUIECKUM CTaTyCOM MeJIeH-
Horo cHa (electrical status epilepticus in sleep, ESES)
(puc. 2). I[Ipu 3ToM Ha DDT cHa oTMeYalTCsd MPOIOJ-
skeHHbIe (10 50—100 % Bceii 3anucu) nud@y3Hbie Oua-
TepaTbHbIE KOMITJIEKCHI OCTpas—MeUIEHHAasI BOJTHA, OObIU-
HO HeperyJsipHble, ¢ yacTtoToii oT 1,5 1o 3,5 1. B aTtom
ciydae (pu3mMoIoTHYECKUe TTAaTTEPHBI CHA MPAKTUYECKU
OTCYTCTBYIOT [45]. JlaHHBII (haKT SIBUJICS OCHOBAaHUEM
s rpearonoxenus, uro CJIIK u ESES mpencrapnsitor
c000i1 pa3HBIe MPOSIBJICHUST OMHOTO 1 TOTO e 3a00J1eBa-
Hus [29, 41]. MHOTrMe aBTOPHI MOTYECPKUBAIOT HAJIMIHE
IIBMC y 6onpmmHcTBa 6016HBIX CJIK. Tak, P.G. Rossi

P52 37 001V 3 <
N —— N

3

U coaBT. (1999) KkoHcTaTUpOBAIM HATUYKME MPOAOIKEHHBIX
MMUK-BOJTHOBBIX KOMILJIEKCOB Ha DD, perucCTpUpyIOIINXCs
Kak B ¢a3y MemieHHoro cHa (ITOMC), Tak u B mepuos
REM-cHa, y 100 % o6cnenoBaHHbIX UMK 60bHBIX ¢ CJTK
[39]. B cBsI31 ¢ 9TUM BO3HMKAET 3aKOHOMEPHBII BOMPOC:
yeM 3Ke OTJIMYaroTcs aekTpudeckue kpurepuu rpu CJIIK
u snwiencuu ¢ ESES? Tlo muenuto P. Genton u R. Guer-
rini (1993), eIMHCTBEHHOE OTIUYUE 3AKTIOYAETCS B TOM,
YTO MPOJOJIKeHHAs AMWIeNTU(GOPMHAs aKTUBHOCTh
Ha O0TI Bo3Hukaet npu ESES Tonbko B haze MemyieHHOro
cHa, a ipu CJIK nponomxkaetrcsa u B REM-cHe [20]. Kpo-
Me Toro, Mbl cuntaeM, yto mpu CJIK IT9MC BozHuKaeT
snu3oanydecku, a mpu ESES — mocTossHHO Ha TipoTske-
HUU BCETo 3a00JIeBaHUsI, MHOTHE MECSIIIBI ¥ ToAbl. IMeH-
HO 10 3TOI MPUYNHE KOTHUTUBHBIC 1 TIOBEACHICCKIE Ha-
pymenus ipu ESES, kak mpaBmito, 6oiree BEIpaskeHEI, YeM
npu CJIK [32, 47].

w0l 1578 A0 00
N

20/8/2016 15:20:35.001, 30 waslcex, | 337530 MkB/MM, 0,570 T, kxema "BASE MONOFOLAR®

Ve =)

Puc. 2. ITayuenm F0.A., 11 aem. Juaenos: cundpom Jlanoay— Knepgprepa. Inexkmposnyegharoepamma, pegpepenmmniii monmangyic, con. Auggysnoie, bunra-
MepanbHO-CUHXPOHHbIE BLICOKOAMIAUMYOHbIE KOMNACKCbl OCMPAsi—MeONeHHAs BOAHA, N0 MOPGoa02UU — 000POKa4ecmeeHHble SNUAeNMUGOPMHble hammep-
Hbl demcemea, KpaiiHe 8bicoK020 unoekca. Makcumanshas amnaumyoa snuaenmugopmHeIX KOMRACKCO8 — Negble N00Hble U BUCOUHbIE OMEedeHUs. D1eKmpo-
IHUEDAN0ZPAMMA COOMBEMCMBYEM INEKMPUHECKOMY SNUAENMUYECKOMY cmamycy Mmeosenno2o cHa. Obpauwjaem Ha cebs GHUMAHUE OMHOCUMENbHAS

COXPAHHOCMb COHHbIX 6€Pemer

Fig. 2. Male patient Y.A., 11Yy. o. Diagnosis: Landau—Kleffner syndrome. Electroencephalogram, reference montage, sleep. Diffuse, bilateral and synchronous
high amplitude sharp—slow wave complexes, according to morphology — benign epileptiform discharges of childhood, extremely high index. Maximum amplitude
of epileptiform discharges — left frontal and temporal leads. Electroencephalogram corresponds to electrical status epilepticus of slow wave sleep. The relative

integrity of sleep spindles attracts attention
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[1pu nMHaMKUYecKoM aHaliu3e pesyabratoB DD -uc-
caenoBaHus y 6onbHbIX ¢ CJIK oGpaiiaet Ha ce0s BHU-
MaHU€ HEYCTOMYMBOCTb 3MUIENTUDOPMHBIX MaTTEPHOB,
U3MEHEeHUE UX JJOKAIU3alluK B Mpeeaax OnHoi remucde-
PBI WK axe B 000UX MOJTYIIApUSIX, MOSIBJICHUE MYJIBTH -
peruoHaIbHbIX MaTTepHOB [28]. [laHHbINA (haKT Mo3BOJISIET
MPEANOJ0XUTh (DYHKLIMOHAJIbHYIO (0€3 CTPYKTYpPHOTO Jie-
dekTa) npupoay HapyLIEHUI OMO3TEKTPUIECKON aKTUB-
HOCTU FOJIOBHOTO MO3Ta MpU 3TOI (hopMe IMUIECTICUH.

HxranbHasa DOT npu CJIK 3aBUCUT OT xapakTepa
npuctyna. Tak, BO BpeMsl aTUIIUYHBIX a0CAHCOB BO3-
Hukaet tuddy3Has CHHXPOHU3UPOBAHHAS AKTUBHOCTh
C YacTOTOM KOMIUIEKCOB OCTpas—MeIJieHHas BOJIHA
B mipenenax ot 1,5 mo 4,0 Ii1, ¢ naTepanu3amueii mo om-
HOMY U3 BUCOYHBIX oTBeneHuit (puc. 3). [lepen Hauamom
pa3psiza OOBIYHO BCETIa 3aMeTHA periOHAaIbHAS SITHIICTI-
T OPMHAS aKTUBHOCTD, YTO ITOATBEPXKIACT KOHIICIIIINIO
0 (hOKaJIbHOM XapakTepe aTUIMNYHBIX adbcaHcoB npu CJIK
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W pa3BUTHH UX B pesybrare peHOMeHa BTOPUYHOM O1-
JjatepaJibHOM cuHxpoHM3auuu [5]. JJaneko He Bceraga
no OOI (6e3 momepXKu BUAECO) yaaeTcsl CyAUThb 00 UK-
TaJbHOM WJIM MHTEPUKTATBLHOM Xapakrepe Auddy3HbIX
paspsinoB. [TpomomkuTebHOCTD b (Y3HBIX THK-BOJTHO-
BBIX pa3psaoB Ha DO He UMeeT TaKOTro OMpPeaeIsSIOIIEro
3HAUEHUS TSI TTOATBEPKICHNS MKTATbHOW CYIITHOCTH pa3-
psiza, Kak mpy TUMTMYHBIX abcaHcax. Bo3moskHa 00:biiast
MPOAOJIKUTEIHLHOCTD MUK-BOJTHOBBIX pa3psinoB Ha DD
(KaK TIpaBWIIO, C MEHBIIIEH CHHXPOHU3AIINEN, YeM TIPU TH-
MUYHBIX a0caHcax) MPU OTCYTCTBUM KIMHUYECKUX TIPO-
SIBJICHUIi, U HA000pOT. [UrnepBeHTUIALMS U HOTOCTUMY-
JISIIYST OOBIYHO HE MIPOBOLUPYIOT TIPUCTYITBI U YCUJICHUE
snwienTudopMHbIXx aHoMmanuii Ha DT pu CIIK.
Men1eHHOBOJIHOBASI AKTHBHOCTD. [1aTTepHBI MeIIeH-
HOBOJTHOBOU akTuBHOCTHU Tipu CJIK HecrennuduaHbI.
B bonoBoit DD MOKeT oTMEUaThCS TTIEPUOTNTIECKOE PUT-
MHYECKOE 3aMeIJICHNE B BUCOYHBIX OTBEICHUSIX, HEPEIKO

Puc. 3. layuenm A.H., 10 aem. Juaenos: cunopom Jlanday—Knegpgpnepa. Inexmposnuyegparoepamma, 6oopcmeosarue. [lpucmyn amunuuroeo abcauca.
Peeucmpupyemcsi pasps0 ough@y3Hvix 6bICOKOCUHXPOHUUPOBAHHBIX 8bICOKOAMNIAUMYOHBIX KOMNACKCO8 0CMPAsi—MeONeHHAs 0AHA ¢ NPeobAAOaHUeM 6 ne-

peonux omeedenusx. Yacmoma komnaexcos 6 pazpsde — okono 2,5 Iy

Fig. 3. Male patient A.N., 10y. o. Diagnosis: Landau—Kleffner syndrome. Electroencephalogram, wakeful state. Atypical absence seizure. The discharge of
diffuse highly synchronized high amplitude sharp—slow wave complexes with predominance in the frontal leads. The complexes frequency in discharge is

approximately 2.5 Hz
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B COUYETAHUU C TIaTOJIOTMYECKOM O6eTa-aKTUBHOCTHIO [1, 7,
11]. JanHOe 3aMenieHUMEe MOXKET BO3HUKATh KaK Ha CTO-
pOHE TOMWHAHTHOI MO pe4yr reMucdepsl, Tak 1 cyo10-
MWHAHTHOM, a TaKXe OuTeMmnopajibHO. Bo3MOXHO 110-
SIBJICHE KOPOTKOTO 3aMeUIEHUST B OTHOM M3 BUCOYHBIX
(WM TeMEHHO-BHUCOYHBIX) OTBEICHUIA, TIPEIIIECTBYIOIIC-
TO WJIM CJIEYIONIETO 3a pa3psiaoM auddy3Hoil aKkTHBHOCTH
oCTpasi—MeJJIeHHasT BOJIHA.

Marnnrosnnedanorpadus (MOI) u ciryxoBble BbI3BaH-
Hpie noteniuaibl. MOT ipu CJIK uneHTndumpyer craii-
KU, TEHEpUpPYeMble B MHTPaCWJIbBUAPHOI KOPKOBOI 30HE
[23]. MBI peructpupyeT Haaudue OMIaTepaTbHBIX SITH-
JIenTUhOPMHBIX Pa3psiIoB B 00JIACTU CIIYXOBBIX U pede-
BBIX LIEHTPOB MEePUCUIBBUAPHOI Kophl 6osiee yeM B 80 %
cinydaeB, a'y 20 % manyMeHTOB OTMeYaeTCsl yHUIaTepaib-
HbI TIEPUCWIbBUAPHBIN NECMENKep, MHULIMUPYIOLLIUIA
BTOPUYHYIO OMIatepaibHylo cuHxpoHusamuio [33]. Ua-
TEPECHO, UTO B PSIZE CAyIaeB MAaTHUTHOE T10JI¢ YKA3BhIBAJIO
Ha BOBJICUCHNE HEIIPOHOB, OTBETCTBEHHBIX 33 3BYKOBOE
BOCHIPUSITHE, OTIKE K CPSIHUM U 3aIHUM OTICIaM CHIIb-
BUAPHOU 00JIACTH, YTO HAXOIUTCS BHE 30HBI TIEPBUYHBIX
CJIyXOBBIX IIEHTPOB, HO 3aXBaThIBACT aCCOLMATUBHYIO CIIy-
XOBYIO Kopy [33].

[Ipu nccnenoBaHUM CIIYXOBBIX BBI3BAaHHBIX ITOTCH-
uuanoB y 6 nereit ¢ CJIK ObUTO TTOKa3aHO, YTO CHAKK
B BUCOYHBIX OTIeJaX BbI3BIBAIOT CHMKCHUE aMILIATYIbI
U yBenmdyeHue tateHuun N1-kKommoHeHTa oTBeta [40].
ABTOpBI IenaioT BeiBoj, uyTo npu CJIK Bo3HuKaet Hapy-
IIIEHUE Ha YPOBHE LIEHTPAIbHBIX CTYXOBBIX ITyTeM, IIPUBO-
Jsiiee K MHAKTUBAIIMU CITYXOBBIX IIEHTPOB KOPBHI.

JdnddepeHunanbHasgs ATUArHOCTUKA SMUJIEIITH-
dopMmHubIX DBI-narrepHoB npu CJIK u psge apyrux

3

GopmM snuencuu MOXeT ObITh Ype3BBIYAiHO CIIOKHOM
(cm. ta6a. 1). Otamunte CJIK 1 cuHapom nceao-JIeH-
HOKCa Ha OCHOBAaHUM DJIEKTPUUECKUX KPUTEPUEB TIpa-
KTUYECKU HEBO3MOXHO. HeKoTopble aBTOPBI OTMEYatoT
npeobaagaHue anuienTudopmHoit akTuBHocTH rpu CJIK
B TEMEHHO-BHUCOYHBIX OTBEIEHUSIX, a TIPY CUHIPOME TICEB-
no-JIeHHOKca — B JIOOHO-LIEHTpaJIbHBIX [5, 8], 4TO, OJHA-
KO, TOCTaTOYHO YCJIOBHO. PasrpaHnueHue ABYX JaHHBIX
CUHIIPOMOB MCKJTIOUUTEIbHO KIMHUYECKOe. BaxkHbIM
oTmureM anuientudopmuoit aktusHoctu nipu CJIK
ot ESES sBnsieTcst ee BOSHUKHOBEHUE TTPU SITWJICTITUYE -
ckoit apazum, Kak B a3y MeIJIEHHOTO, TaK U OBICTPOTO
cHa [8, 20]. Kpome 3TOTO, (DeHOMEH ITOCTOSIHHOM IIPO-
TTOJKEHHOM aMmienTudOMHOM aKTUBHOCTHU B (hazy Men-
JIeHHOTO cHa Becerma npucyterByet npu CJIK, HO He Tak
rmoctosiHHO, Kak 1ipu ESES [45]. BeipaskeHHOCTH perno-
HaJIbHOM 3MMIeTITU(OPMHON aKTUBHOCTH JOOPOKAIECT-
BEHHBIX SIMIICIITU(OPMHBIX TTATTEPHOB JIETCTBA M PETHO-
HanbHOTO Havasna auddy3HbIx pa3psnos Boiie mpu CJIK,
a uHaexc nuddy3HO MUK-BOTHOBON aKTUBHOCTHU BBICO-
KO crerreHn cuuxpoHusaunu — rpu ESES [6].

B psine ciaydaeB HeobxommMo nuddepeHIIMPOBaTh
D3I-npogsnenus npu CJIK u npmonatuaeckux ¢do-
KaJIbHbIX 3MWJIENCUSIX AeTCKOro Bo3pacta. [Ipu ponaH-
IMYECKOM BMUICTICUN SMUIenTU(GOpPMHbIE MaTTePHbI
JIOKQJIM3YIOTCSI B LIEHTPaJIbHO-BUCOUYHBIX OTBEACHUSIX
M BO3HUKAIOT OMJIaTepajibHO-aCMHXPOHHO, HE3aBUCHMO.
[NosBneHME BTOPUYHOI OMIaTepalibHOM CUHXPOHU3ALIUN
CBUJIETEJbCTBYET, KaK IPaBUJIO, O TpaHChOPMALIMU PO-
JIAHIMYECKOM SMMIETICUM B aTUITUYHbBIE (POPMBI.

Hnst cunapoma Jlennokca—Iacro (CJIIN) xapakrep-
Ha guddy3Hasg anuiaenTud@opMHasi aKTUBHOCTh B BUIE

Taomuua 3. Joaeocpounsiii kamamues 4 demelii ¢ cundpomom Jlanoay—Kneppuepa [19]

Table 3. Long-term catamnesis of 4 children having Landau—Kleffner syndrome [19]

Patient No.

Age of deteriora-
tion, years

Age of BEDC
detection
on EEG, years

1 3 8
2 5 8
3

4 4 8

Age of the last
seizure, years

Age of EEG
normalization,
years

Age of discontinu- | Current age, years

ation of antiepilep-
tic drugs
administration,
years

11 11 19,5
10,5 14 14 26
11,5 12 29
10,5 11,5 12

Ilpumeunanue. J[211J] — dobpokauecmeaennbie snusenmughopmusie nammephvl demcemaea; IIDI" — anexmposnyegharoepamma.
Note. BEDC — benign epileptiform discharges of childhood; EEG — electroencephalogram.
____________________________________________________________________________________________________________________________|
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MeUIEHHBIX KOMIUIEKCOB OCcTpasi—MeieHHast BosHa (2,5 Tix
U HUXKE) U KOPOTKUX MPOOETroB ObICTPOIi aKTUBHOCTH (Te-
cruiting epileptic rhythm) npu BeIpa)keHHOM 3aMeJIEHUU
OCHOBHOIT akTUBHOCTHU (hoHa [5, 10]. OnHako Hepenko
CXOJICTBO U3MeHeHUt Ha DI B Buae OMCUHXPOHHBIX ME/I-
JICHHBIX KOMITJIEKCOB OcTpasg—MemjieHHas BosiHa ripu CJIK
u CJIT tpebyet TiiaTeabHON auddepeHnanbHOi quar-
HOCTUKU. BackHOe oTiinune — MosiBJieHUe PermoHaTbHbBIX
SMUIENTU(OPMHBIX TTATTEPHOB C BUCOYHBIM ITPeodIaiaHu-
eM nipu CJIK u reHepanuzoBaHHast aktTuBHOCTh ripu CJIT.
OnHaKo 3TO He CIYXKUT 0e3YCJIOBHBIM KPUTEPUEM pas3rpa-
HUYEHUS 2 CUHAPOMOB, Tak Kak mpu CJIT" Takxke BO3MOX-
Ha JaTepaJM3alys HapylIeH!I, a B peIKHX CIyJasiX U Ha-
JInYMe peruoHabHbIX U3MeHeHuit Ha DI [37]. Crenyer
ITOMHUTB, YTO BO BCEX CIIyJasiX TMarHO3 JODKEH yCTaHaB-
JINBAThCSl HA OCHOBAaHUHN COYECTAHMUST KIIMHUYECKUX, SJICK-
TPUIECCKUX, a TIP HEOOXOMMMOCTH U HeMpOBU3YyaTN3aIIM-
OHHBIX U TCHETUIEeCKNX KpuTepreB. [1osBieHne pa3psmoB
OBICTPOBOJIHOBOM aKTUBHOCTH, OCOOEHHO BO CHE, CBHUJIC-
TenbeTBYeT ITpotuB muarHo3a CJIK u xapakrepno mist CJIT
1 CUMITTOMAaTHYeCKUX (DOKATTbHBIX SIUJIETICUii [45].
JIunamuka DOI'-narrepHoB. BaxkHass 0coOCHHOCTD —
daykryauusa sanuiaenTudOopMHBIX HapymeHuit D91 mpu
CJIK nHa mpoTsxkeHuu 3abosieBaHus. I[lox geiicTBueM
Teparuy, a MHOTa ¥ 0e3 BUIMMOIM MPUIMHBI KOHCTATH -
PYIOTCS IEpUOIbI, KOTJa OTMeUaeTcs yiaydieHue D91
C TEHACHILIMEN K HOpMaIn3aluy KOPKOBOI PUTMUKU U pe-
IYKIIUY 3MUICNT(OPMHOM aKTUBHOCTHU, a TAKXKe IepH-
O/Ibl HapacTaHUs JAHHOI aKTMBHOCTU C ee TP Y3HBIM
pacmnpocTpaHeHueM 1 hopMupoBaHueM natrepHa [ITOMC
[32, 37]. OnHako yeTKoit Koppeasaiuu u3aMeHeHuit Ha DI
CO CTEIIeHbIO PEUEBbIX PACCTPOMCTB, a TeM 0oJjiee C BbI-
PaX€HHOCTbHIO SMUJICTITUYECKUX IPUCTYIIOB HE CYIIEeCT-
ByeT [11]. BmecTe ¢ TeM B OOJIBIIMHCTBE UCCAEIOBAHUI
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MMOAYEPKUBAETCSI HU3Kasi BEPOSITHOCTh TOCTVXKEHUST KOP-
PEKIIMY peYeBbIX HAPYIIEHW ITPY BbIPAXKEHHO SITHIIETI-
TUHOPMHOI aKTUBHOCTU Ha DI [21, 45].

H3menenus Ha D31 npu CJIK umeroT 4eTkyio 3aBu-
CUMOCTb OT BO3pacTa: BO3HUKAIOT B 3—9 JieT U, Kak mnpa-
BUJIO, TIOCTETIEHHO rcye3aloT K 13—15 rogam (tabu. 3) [4,
19, 22]. ITponoKUTETbHOCTh MAKCUMAJIBHO BbIPAXKEHHBIX
nuddy3Heix DT -anomanuii (Bkiouass [IDMC) cocTas-
JisieT B cpeaHeM oT 1 10 5 1etT. OObIYHO MaKCUMabHasl Bbl-
paxxeHHOCTb AU(dy3HON annUaenTUdOPMHOI aKTUBHOCTH
Ha D3OIy 6onbHbIX CJIK Habmonaercs B Bo3pacte 7—8 jieT
[19]. ITocne 9 et nHAEKC 3NUaenTUMOPMHON aKTUBHOC-
TH TIOCTETICHHO CHIKAaeTCsI, YMEHbIIIaeTCs BEIPasKEHHOCTh
nuddy3HO TUK-BOTHOBOM aKTMBHOCTU (CHavas1a B 6omp-
CTBOBAHUU, 3aT€M BO CHE): OHA CTAHOBUTCS MEHEe CUHXPO-
HU3WPOBAHHOI 1 6oJtee (pparmMeHTapHOI [32].

B oTHOIIICHNM TTOTHOTO MCUYE3HOBEHMST SIIIICTITH -
¢dopMHOIT akTUBHOCTH Y 00JbHBIX ¢ CJIK maHHBIE TIpO-
TUBOpedYUBHl. OOIIETPUHSITO, YTO AIMIICTITU(MOPMHAS
aKTUBHOCTH B TIOJABIISIIONIEM OOJBITMHCTBE CIyJIaeB HC-
Yye3aeT ¢ HaCTyIUICHUEM ITyoepTaTHOTO Tieproaa. Bmecre
¢ tem B ucciaemoBanum C.A. Tassinari u coasT. (2012),
OCHOBaHHOM Ha OOJIBIIIOM KOJIMYECTBE HAOMIOAeHUI, ObUIN
Hepelnku ciaydau, Korma y 6onbHbIX ¢ CJIK mpu pmvress-
HOM KaTaMHe3¢ SMIMIeNTU(OPMHAsT aKTUBHOCTh TIEPCH-
cTupoBaia aecatuneTusamu [45]. B atux ciaydasx peub uaet
0 PETHOHAJIBHBIX OCTPBIX BOJHAX M KOMITIEKCAX OCTpasi—
MeIJICHHAsI BOJIHA HEBBICOKOT'O MHIEKCA, BOSHUKAIOIINX
IJIaBHBIM 00pa30M BO CHE U HE OKa3bIBAIOIIUX HEraTUBHO-
ro BO3JAEHCTBUS Ha KOTHUTUBHbBIC (DYHKIIMU MALlEHTOB.
Pazymeercsi, mpu IIMTEIbHOM MEPCUCTUPOBAHUM PETH-
OHaNBHON ANUIeNTU(GOPMHOIN aKTUBHOCTU HEOOXOIUMO
MPOBOAUTH BhIcOKOpa3pelatoryto MPT nist uckimoueHus
CUMIITOMATUYECKOTO XapakTepa 3aboyieBaHusI [34].
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