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PE3IOME

BBepeHwme. PeueBble HapyLLeHWA ABNAIOTCA pacnpocTpaHEHHOI Npobnemon B AeTCKoM Bo3pacTe. B yacTHOCTH, ogHUM U3 Hanbonee pacnpo-
CTPaHEHHbIX OCJIOKHEHWIA SNUENCUN ABAIOTCA HapyLLIEHNA peyun pa3HOro xapakTepa.

Llenb nccnepoBaHna — M3yunTb KIMHMYECKNE MPOABIEHUA PeyeBbliX PacCTPONCTB y fieTell C SNMNenTUYecKnMn sHuedanonatnamm.
Marepuanbl n metoabl. B uccnegosaHune BKoYeHbl 89 AeTeit ¢ anunenTuyecknmm sHuedpanonatnamm. Y Bcex naumMeHToB NPOBOAWAN Ae-
TaflbHOE U3y4YeHNe aHaMHe3a XKN3HWM 1 3a60eBaHNsA, OLieHKY HEBPOJTIOTMYECKOrO U COMATUUYECKOro CTaTyCOB, aHaNnn3 CEMUOTUKM NPUCTYMOB,
OLIeHKY Nnonyyaemol Tepanum, apTUKynALMOHHOTO Npakcuca, poHemMaTnueckoro BOCNPUATAA, UTPOBOW AeATEeNbHOCTH, SKCNPECCUBHOWN 1 M-
NPeccrBHON peyn.

Pesynbratbl. Peub y 06cnefoBaHHbIX 60MbHBIX MMENa XapaKTep rpyboro HapyLeHnsa Nocsie Tana HopmanbHoro passutia (37,1%), c poxae-
HVA 3afiepXKKa Pa3BUTUA peun oTmeyanachb y 38,2% 6onbHbix. DoHemMaTMyeckoe BOCNpUATME HapyLweHo Y 73 (82,0%) naLyneHTOB, HapyLueHne
apTUKYNALMOHHOTO Npakcuca — Yy 63 (70,8%), HechopMUPOBAHHOCTb CBA3HOW peun — Yy 78 (87,6%), urposas feATeNbHOCTb He COOTBETCTBO-
Basla BO3pacTy pebeHKka B 50 (56,2%) cnyyasx, HapylueHne cyeTa BbifBIEHO Y 69 (77,5%) nauneHTOB, HapyLUeHMe 3BYKOMPOW3HOLIEHNA —
y 30 (33,7%).

3aknoueHne. ApTVKYNALMOHHAA anpakcua 1 MOTOPHaA ananna — caMble YacTble BUAbl PeUeBbIX HapyLLeHNI y AeTel C SNunenTrnYeckumm
3HUedanonatuAMN.

KnioueBble cnoBa: peueBble HapyLLEHUA; SKCMPECCBHAA peyb; MMPeCCMBHAA peyb; SnunenTtuyeckme sHuedanonatim
Co6niofeHne 3TMYECKUX CTaHAAPTOB. /ccneaoBaHve NpoBoAnAY Npu AO6POBOSILHOM MHGOPMUPOBAHHOM COTflaCK POAUTENEN, 3aKOHHbIX
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ABSTRACT

Introduction. Speech disorders are a common problem in childhood. Speech disorders of various types are, in particular, the most common
complications of epilepsy.

Objective. The clinical manifestations of speech disorders in children with epileptic encephalopathies were studied.

Materials and methods. The study included eighty nine children with epileptic encephalopathies. All patients underwent a detailed study
of the anamnesis of life and disease, assessment of neurological and somatic, analysis of the semiotics of seizures, assessment of the therapy
received, articulatory praxis, phonemic perception, game activity, expressive speech, impressive speech.

Results. Speech in the examined patients had the character of a gross violation after the stage of normal development (37.1%), speech
development delay was noted in 38.2% of patients from birth. Phonemic perception was impaired in 73 (82.0%) patients, a violation of
articulatory praxis was detected in 63 (70.8%) patients, coherent speech was not formed in 78 (87.6%) patients, play activity did not correspond
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to the age of the child in 50 ( 56.2%) cases, violation of the account was detected in 69 (77.5%) patients, violation of sound pronunciation was
observed in 30 (33.7%) patients.
Conclusion. Articulatory apraxia and motor alalia are the most common types of speech disorders in children with epileptic encephalopathies.

Keywords: speech disorders; expressive speech; impressive speech; epileptic encephalopathies
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BBepgeHmne

PeueBble HapyllleHUsT SBJISIOTCS PaCIpOCTpaHEHHON
npodyieMoii B IeTcKoM Bo3pacTe. CrelMaluCThl cocpe-
JOTOYECHBI HA MHOTOOOPA3HBIX acleKTaX HapyLIeHWI pe-
yu. Jloromeasl paccMaTpUBAIOT peYeBbIe PACCTPOMCTBA Ha
OCHOBE IICUXOJIOTO-JIMHTBUCTUYECKUX KPUTEPUEB, TICUXO0-
JIOTH OLICHMBAIOT IICUXOJOTMYECKHE OCOOCHHOCTU HeTeil
¢ HapyleHUsIMU pedr. HoBbIe reHeTH4eCK1e METOIbI 1C-
clienoBaHusI 0oJibliie chOKYCUPOBAHbI HA HEMPOOMONIOTH -
YeCKOM acIleKTe peueBbIX HapylIeHui [1].

B Poccuu B cpenHem 5—10% neteit UMeEIOT peveBbIe
HapyILIEHMs, a B HEKOTOPBIX CTpaHax 3TOT ITOKa3aTellb J10-
xomut g0 30% [2, 3].

B uccnenoBanuu, ocBIIEHHOM OLIEHKE pacIpoCTpa-
HEHHOCTHM JBUTaTeJIbHBIX PEUYEBBIX HAPYIICHUI Y AeTeid
C UOUOMNATUYECKOM 3aIePKKOM pe4H, BBIAECISIOT CICIYI0-
I[i€ BApUAHTHI HAPYILIEHU MOTOPHOM peuu y HETEM: NeT-
cKasl AM3apTpusl, AeTCKas allpakCusl peuu, 3aJepxKKa peun
U MOTOPUKHU, ONHOBPEMEHHAsI U3apTPUs U alpaKkcus pe-
yu [4].

OpHUM U3 Haubosiee PacIpOCTPAHEHHBIX OCIOXKHE-
HUI SIUICIICUM SBJISIOTCS HapylIeHUs pedYd pa3HOro
xapakTepa. Y JeTeii ¢ SNMMIenTUISCKUMU IPUCTYIIaMU pe-
YyeBble HapylLIEHUsI UMEIOT CBOM O0coOeHHOCTH. B pabote
JI.LA. Tpouikoit cpeny HapyleHUiA peurd B JETCKOM BO3-
pacTte IpU JaHHOM 3a00JIeBaHUM OTMEUYAIOTCS 3aaepiKKa
peueBoro pasButus (y 16% nereit), HapyleHUsT (DOHETH-
Ko-(oHemaTnaeckoro ciyxa (y 19%), CHIXXKeHue ciayxope-
yeBoii maMsTu (y 13%), ob1iee HepopaszBuTue peun (y 2%),
ceHcoMoTopHas adasus (y 2%), nu3apTpusi, CBs3aHHasI
¢ MUOKJIOHHME a3bIKa (y 1%) [3].
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Oco0y10 pa3HOBUAHOCTb PEYEBBIX HApYIICHUN Mpu
SMWIETICUM TIPEACTaBIsieT aucdasusl pa3BUTHsI, KOTopast
XapaKTepu3yeTcsl HapyIIeHUSIMUA 3KCITPECCUBHOM peun, —
JKcIpeccuBHas qucdasus [6].

Oxkono 40% cnydaeB SMUJICTICUMA C HAJaJloM B Iep-
Bble 3 TO/Ia XKM3HU TTPUXOIUTCS Ha SMWICTITUYECKIE SHIIE-
danonartuu (89) [7].

K rpynne DD oTHOCATCS paHHSSI MUOKJIOHWYECKas
sHuedanonatus, cuHapom Ortaxapa, TsKENas dMU-
JIETICUSI C MHOXECTBEHHBIMU HE3aBUCHUMBIMM (hOKycCaMu
CITaiiKOB, 3JIOKAUYECTBEHHBbIE MUTPUPYIOIINE Iapluaib-
Hble TIPUCTYIBI MJlaleHYecTBa, CUHIpoM Becta, Tspkénast
MUOKJIOHMYECKas SMWIeTICUsI MJlaJeHJyecTBa (CUHIPOM
Hpase), cunapoM JleHHokca I'acto, cunapom JlaHmay—
Kneddnepa, snumencus ¢ 31eKTpUIESCKUM SMWICTITHYE-
CKHUM CTaTyCOM BO BpeMsl MeIJIEHHOBOJHOBOro cHa [8].
B oTmenbHyIO Ipynimy 3THOJOTMYECKUX CITeHUOUIeCcKrX
BMWIETITUYECKMX CUHAPOMOB IO HOBOM Kiiaccudukaimu
ILAE 2022 r. BktoueHbl DD, CBA3aHHbIE C MYTalUSIMU
B reHax KCNQZ2, CDKL5, PCDH19, SCL2A1, nupunok-
CUH- U THpUIOKCc(aM)UH-5-dochaT3aBUCUMbIE 3IH-
JIETICUM, STTUJIETICUM, OOYCIIOBJIEHHBIE HE0CTaATOYHOCTHIO
nepeHocurka rmoko3bl 1-ro tuna (GLUTI1), cuHapom
IIItypre—Bebepa u relactudeckuie IPUCTYITHI C TUITOTaJIa-
MUYECKOM raMapTomoii [9].

Cpeny DD BbIAEHSIOT ABa SMWIENTUUYECKUX CUHAPO-
Ma, (HEHOTUNMMYECKUM ITPOSIBJIEHUEM KOTOPBIX SIBJISIIOT-
cs peueBble HapylueHus: cuHapoM Jlannay—Kneddnepa
Y BIIWICTICHUS C DJIEKTPUUYECKUM SITWJIETITUIECKUM CTaTy-
COM MeJUICHHOBOJIHOBOTO CHA.

TpynHOCTh OUAarHOCTMKM PEYEBBIX HapYyIICHUN Tpu
D3 onpenesieTcsl CONYTCTBYIOIIMMU HEBPOJOTMYECKUMU
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HapYIICHUSIMU M TSDKEJIBIM OTCTaBaHUEM B IICUXUIECKOM
pPa3BUTHM.

MaTtepuanbi n metToabl

B nccnenmoBanue BkioueHbl 89 neteit ¢ 9. JInarnos
YCTAHOBJIEH COTJIACHO CYUIECTBYIOLIEW MEXIYHAPOIHOW
Ki1acCU(UKAIIMN SIMIICTICUN U SIMMWICTITUYECKIX CUHIPO-
moB (ILAE, 2017, 2022 rr.), moaATBEepXXAEH KIMHUYECKUMU
JTaHHBIMM, pe3ylbTaTaMM 3JIeKTpodHILIedanorpa¢puIecKo-
ro, HeitpoBusyanuzaunonHoro (MPT, MCKT romoBHoro
MO3ra) M TeHETHYeCKOro ucciemoBanuii (B 47,2% ciy-
yaeB). 3aKOHHBIE MPEACTaBUTENIM BCeX OOCIIeTOBaHHBIX
MMalMeHTOB JaJ MH(GOPMUPOBAHHOE CoIjlacMe Ha yda-
CTUE B HCCENOBAaHUU U 00pabOTKY MEepPCOHAIBHBIX IaH-
HbiX. McciaenoBaHrue om00peHO 3TUYECKUM KOMUTETOM
®I'bOY BO CIIGITIMY M3 P® (mmporokon Ne 04/06
or 11.11.2021).

Bcem manmeHTaM IpOBOAMIUCH ACTAIBHOE U3YUYCHUE
aHaMHe3a XXU3HW 1 3a00JIeBaHUSs, OLICHKA HEBPOJIOTHYEC-
CKOI'0 ¥ COMaTUYECKOTO CTAaTyCOB (C BKIIIOUCHUEM OLIEHKH
MaJIbIX aHOMAJIUI pa3BUTHSI), aHATIU3 CEMUOTUKU TIPUCTY-
IIOB, OIICHKA ITOJyJaeMOM Teparuu, apTUKYISIIMOHHOTO
rpakcuca, (HOHEMAaTUYECKOTO BOCIIPUSITHSI, UTPOBOM Je-
SITEJIBHOCTH, SKCIIPECCUBHOM pe4Yr, UMIIPECCUBHOM PEYU.

CraTuCcTHUYeCcKyl0 00pabOTKy MaTepuaja IPOBOININ
¢ ucnonab3oBaHueM <«Jamovi 2.3.21». Jlng mokasareneii,
XapaKTepU3YIOIINX KAaYeCTBEHHBIE IMPU3HAKM, YKa3bIBa-

Ta6bnuua 1. PacnpepeneHue nauveHToB no ¢popme 33, n (%)

OpurrnHanbHasa cTaTbA

JIM aOCOJIIOTHOE 3HAYCHME M OTHOCUTEIBHYIO BEIUYUHY
B npolieHTax. CpaBHEHUE TPYIII MO KAYEeCTBEHHBIM ITPH-
3HAaKaM IIPOBOAMIM C MOMOILIbI0 KpuTepus x> IlupcoHa
uiu TouHomy kputepuio Puinepa. Cuia CBSIZU MEXIY
HOMUHAJIBHBIMU TIEPEMEHHBIMU OLICHUBAIM C ITOMOIIIBIO
V-Kpamepa. CTaTUCTUYECKM 3HAYMMBIMU Pa3IUUMs CUU-
tanu ripu p < 0,05.

PesynbTaTtbl

Pacnipenenenue o rmony: MaapunkoB — 42 (47,2%), ne-
Bouek — 47 (52,8%). Cpemu Hux B BO3pacTe
or 1 mo 11 mec 29 gueir — 20 (22,5%), 1-3 ro-
na — 34 (38,2%), 4—7 ner — 35 (39,3%).

B Ta6a. 1 npencraBiieHO paclipene/ieHUe MallMeHTOB
no dopMme SMUIENTUYECKON 3HUedanmonatuu. B rpymmy
«Ipyrue peakue ¢hopMbl» 00beAMHEHBI MALIMEHThI C CUH-
npomoMm Jlyse, snujiencueid MaaaeH4YecTBa C MUTPUPYIO-
UMU (HOKATBHBIMU TIPUCTYIIAMH, SIMICTICUEH C MHO-
KJIOHUYECKM-aTOHUYECKUMMU IIPUCTYIAMU, MUOKJIOHYC-3-
TMAJICTICUEH.

Cpeny TamyeHTOB ¢ CHUHAPOMOM WH(AHTUIBHBIX
CITa3MOB 3HAYMMO IIPeOOIIafaoT MaIbuuKu — 28 (63, 6%),
neBouek — 16 (36,4%) (p = 0,002), V-Kpamepa = 0,326
MOKa3bIBAET, YTO CBS3b MEXAY IOJIOM U HAJIMYKUEM 3TOrO
CUHIPOMA — CPEOHEN CUJIBL.

Y marepeit 72 (80,9%) nauueHTOB JaHHOM TPYIIIbI OT-
MEYaJIoCch OCJIOXKHEHHOE TeueHne 0epeMeHHocTH. Pusnoso-

Table 1. Distribution of patients according to the form of epileptic encephalopathy, n (%)

dopma MaJibuuKH, JleBouKkr Bcero mameHTOB
Form Boys Girls Total of patients
[MammenTsr ¢ DI (n = 89)
Patients with epileptic encephalopathy (» = 89)
CuHApoM MHOAHTUIBHBIX CITa3MOB 28 (63.6%) 16 (36.4%) 44 (49.4%)
Infantile epileptic spasm syndrome
Cunnpom Jlennokca—I'acto 4 (40.0%) 6 (60.0%) 10 (11.2%)
Lennox—Gastaut syndrome
PaHHssT MITaneHYecKast 9BOTIOIIMOHHAS K DD 3(37.5%) 5(62.5%) 8(9.0%)
C HayaJjiom Jio 3 Mec
Early infantile evolutional and epileptic encephalopathy
with onset before 3 months
Cunnpowm [Ipase 1(16.7%) 5(83.3%) 6 (6.7%)
Dravet syndrome
DTUOJIOTUYECKU cTielIU(UYECKHe SIUIETITUIECKIE 2 (40.0%) 3(60.0%) 5(5.6%)
CUHIPOMBI
Etiologically specific epileptic syndromes
Cunnpom Otaxapa 0 (0%) 3(100.0%) 3(3.4%)
Ohtahara syndrome
Panussa 59 2 (66.7%) 1(33.3%) 3(3.4%)
Early epileptic encephalopathy
Cunzpom Jlannay—Kneddnepa 1(33.3%) 2 (66.7%) 3 (3.4%)
Landau—Kleffner syndrome
CHHIPOM 3JIEKTPUYECKOTO SMUIETITUYECKOTO CTaTyca 0 (0%) 1 (100.0%) 1(1.1%)
MeUIEeHHOTO CHa
Electrical status epilepticus syndrome during
of the NREM sleep
Jpyrue peaxue (popMbL 1(16.7%) 5(83.3%) 6 (6.7%)

Other rare forms
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riuyeckue ponsl Habmonanuch B 40,4% ciyuaes, y 59,6% —
TeUeHUe POIOB ¢ OcoXHeHUsAMU. Y 43 (48,3%) nauueHToB
¢ D3 B riepro1 HOBOPOXKIEHHOCTH BBISIBIEHBI OCOOEHHOCTH:
MCKYCCTBEHHAs] BEHTWISILIMSI JIETKMX B Pa3IMYHOM BpPEMEH-
HOM amanaszoHe y 24 (27,0%) nauyeHTOB, Ha KUCIOPOIHOM
nonaaepxkke Haxomwiuch 4 (4,5%) nauuenta, B 4 (4,5%)
CcITyJasiX HaOJIIoJancs MOBBIIEHHBIN YPOBEHb OMIMPYOMHa,
y 2 (2,2%) nalmMeHTOB — CHUXKEHHE COCATeIbHOIO pedliek-
ca B [IEPHOJI HOBOPOXKIEHHOCTH, TUIIONIMKEMUSI OTMEUAIACh
y 5 (5,6%) nauueHToB, IepeHecii MHeBMOHUIO 6 (6,7%) na-
LIMEHTOB, BHYTPMKEIYIOUYKOBOE KPOBOM3IMSIHUE 3a(PUKCH-
poBaHo y 2 (2,2%) nauueHtoB. Y 61 (68,5%) nauueHra ¢ 3D
B JaJIbHEMIIIEM YCTAHOB/ICHA MHBAIMAHOCTb.

Y 33 (37,1%) nauMeHTOB OTMEYajoCh HOPMAaJIbHOE
pa3BuUTHE 00 MOsBIeHUs npuctynos, 34 (38,2%) mauu-
€HTa M3Ha4yaJbHO Pa3BUBAJIMCh C 3aJEPXKOM pa3BUTHSI,
y 1 (1,1%) nauueHTa 3amepxXKa B pa3BUTUU OTMe4Yajiach
Ha 2-M romy XusHu u 21 (23,6%) manueHT He OoTcTaBall
B Pa3BUTHMU.

IIpoBoaniics aHaINU3 YaCTOThI SMWIECITUYSCKUX MPH-
CTYIIOB B HayaJjie 3a00JieBaHusI. Pe3yIbTaThl IIpecTaBIeHbI
B Ta01I. 2.

Ha puc. 1 npencraBieHbl CpaBHUTE/IbHbIE HAaHHbIE
MEXIy TpyIIaMu 3H1Ie(haJIonaTHii Mo Ae00TY IMPUCTYIIOB.

Puc. 1. Bo3pacT ge6iota npucTynoB npu pasnnyHbix BapnaHTax 33.

Ha puc. 2 npencraBieHbl AaHHBIE M0 IJIUTEIbHOCTU
3a00JIeBaHMsI SMUJICTICUEH Y IeTell JaHHOM TPYIIIbL.

[IpoTUBOAMMIEIITUYECKYIO TEpAllMi0 Ha MOMEHT OC-
MoTpa nosnydanu 86 (96,6%) nereit. JloGUTbCS TOITHOTO
KOHTPOJISL Haj mpuctynamu yaaioch y 11 (12,4%) nauu-
€HTOB.

OrueHka peyeBoi (PYHKIIMM BKJTIOYajia OLEHKY (DoHe-
MAaTUYECKOIO BOCIIPUSATHS, apTUKYJISLUOHHOIO MPaKCU-
ca, 3KCIIPECCUBHOM pe4yr, UMIIPECCUBHOM PEYN.

donHemaTryeCcKO€e BOCIIPUATHE B IpyIie DD HapyIIEHO
y 73 (82,0%) maLueHToB, Henopa3BUTHE (hOHEMATUYECKOTO
BOCIIPUATUS BbIsABIIEHO Y 14 (15,7%) mauyeHTOB U TOJIBKO
B 2 (2,2%) cnydasx ero He orMeyvaioch. I[Ipu aTom Hapy-
meHrue (HOHEMATUYECKOIO BOCIIPUATHS HAa YPOBHE CJIOBa
orMevanoch y 88 (98,9%) mauueHTOB, HEOOCTATOUYHOCTh
mnddepeHunannm (poHeM, OJM3KUX 1O aKyCTUKO-(OHE-
MaTUYeCKOMY CXOACTBY, — y 83 (93,3%) nauueHToB.

HapyiueHue apTUKYISLIMOHHOIO MpaKCKHCa BhISIBIE-
HOy 63 (70,8%) nauueHTOB, y 26 (29,2%) MaliMeHTOB €ro
HE yJajloch OlLeHMTh. HapylleHre TOUHOCTH B apTHKY-
JISUMOHHOM IIpakcuce yctaHosjeHo y 16 (18,0%) manu-
€HTOB, HapyllleHue o0bEéMa apTUKYJISILMOHHBIX IBUKE-
Huit — y 15 (16,9%), HapyuieHue TOHKUX auddepeHLm-
POBaHHBIX ABMXKeHMI s13biKa — y 12 (13,5%), TpyaHocTH

Fig. 1. Age of onset of seizures in various types of epileptic encephalopathies.
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Table 2. The frequency of seizures at the onset in various types of epileptic encephalopathies

YacroTra npUcTyIoB B Ae00Te
Seizure frequency at the onset

€XEIHEeB- €XEIHEB-
€XEIHEeB- EXEIHEeB-
Tumn DD HbIe OoJiee HBIE C
Type of epileptic HBIC 10 HBIC 10 10pas3B  3—4paza e 1-2 paza BR lpazB6 1pa3B HeusBecT- .
yp piep 5 pa3 B 10 pa3 B B HEIEIO Mec ¥ cepuii-
encephalopathy CyTKHU B HEOCIIIO 1—2 B MECHILL 1 Griee MecC ron HOU -

da?IYT :;M io da(i:IYT 11141/1 io daily more 3—4 times times 1-2 times Once per 1time yacToTOit serial

yup yup than 10 a week a month 6 months peryear daily with

5 times 10 times a times a week 3 months unknown
a day day

a day frequency

CuHapom 10 8(18.2%) 5(11.4%) 0 3(6.8%) 0 0 0 0 11(25.0%) 7
MH(AHTUIBHBIX (22.7%) (15.9%)
CrasMoB

Infantile epileptic

spasm syndrome

CuHIpoM 4 (40.0%) 0 1(10.0%) 0 2 1(10.0%) 0 0 0 2 (20.0%) 0
Jlennokca—I'acto (20.0%)

Lennox—Gastaut

syndrome

Pannsis 0 3(37.5%) 0 0 1 2 (25.0%) 0 0 0 2 (25.0%) 0
MJIaIeHYEeCKasT (12.5%)

SBOJIIOLIMOHHAS

1 DD ¢ HavyajIoM

1o 3 Mec

Early infantile

developmental and

epileptic encepha-

lopathy with onset

before 3 months

Cunznpom JIpase 0 1(16.7%) 0 0 2 0 2 0 0 1(16.7 %) 0
Dravet syndrome (33.3%) (33.3%)

DTHONOTHYECKU 2 (40.0%) 0 0 0 0 0 1 0 1 1 (20.0%) 0
crieuduIecKue (20.0%) (20.0%)

SIMIENTUIECKUE

CHHIPOMBI

Etiologically

specific epileptic

syndromes

Cunapom Oraxapa 0 0 1(33.3%) 0 0 0 1 0 0 1(33.3%) 0
Ohtahara syndrome (33.3%)

Pannsisa 59 0 0 0 0 1 1(33.3%) 0 1(33.3%) 0 0 0
Early epileptic (33.3%)
encephalopathy

CuHIpom 0 1(33.3%) 0 0 1 0 0 1(33.3%) 0 0 0
Jlangay—Knedd- (33.3%)

Hepa

Landau—Kleffner

syndrome

Cunzrpom 0 0 0 1 (100.0%) 0 0 0 0 0 0 0
3JIEKTPUIECKOTO

SIUJIETITUIECKOTO

cTaryca

MeIUIEHHOTO CHa

Electrical status

epilepticus

syndrome during

of the NREM sleep

Ipyrue penkue 1(16.7%) 1(16.7%) 1(16.7%) 0 0 1(16.7%) 1 1(16.7%) 0 0 0
hopmbl (16.7%)
Other rare forms
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Fig. 2. Duration of epilepsy in patients with various forms of epileptic encephalopathies.

IPY BBIMOJHEHUM MPOCTHIX apTUKYJISILIMOHHBIX JBUXKE-
Huii o obpazy — y 1 (1,1%), nosiBieHre CUMHKMHE3UIA
B JIMLIEBOM Y PYYHON MOTOPHUKE IIPU BBIIOJHEHUM ap-
TUKYJISILIMOHHBIX P06 — y 6 (6,7%), apTUKYJISIIMOHHAs
anpakcust —y 59 (66,3%).

XapakTepucTuka 3KCIPECCUBHONH W UMIIPECCUBHOMN
peyu mpeacTapicHa B Ta0I. 3.

JlopeueBoii ypoBeHb pa3BUTUSI pEYU, KOTOPBIA Tpe-
CTaBJISLICSL OXMBJIEHWEM peOEHKa Ha Tojioc MaTepH, Ty-
JICHUEM, TOSIBJICHUEM JiereTa, BcTpevyanuch y 46 (51,7%)
manueHToB; 20 (22,5%) u3 3THUX MaLMEHTOB 110 CBOEMY
BO3pPACTy COOTBETCTBOBAJIM NAHHOMY BapHUaHTy PEUYEBO-
ro pa3Butus, a 26 (29,2%) — He COOTBETCTBOBAIMU. DTO
B CBOIO 0Yepelb CBUACTEILCTBYET O 3alep:kKe (GopMHUpO-
BaHUS PEUEBOIO PAa3BUTUS Y STUX ACTECH.

HechopmupoBaHHOCTh CBSI3HOM pevyd YCTaHOBJIEHA
y 78 (87,6%) malMeHTOB, OTCYTCTBUE COIJIACOBAHUS C JIMY -
HBIMU MecToMMeHUSIMU — V 2 (2,2%) naleHTOoB, YIIOTpe-
GyieHue npenioros ¢ omubkamMu — y 1 (1,1%) manuveHTa,
pacckas3 pOoCIIyIIaHHOTO TeKCTa TpeOOBal HABOISIINX BO-
npocoB — y 1 (1,1%) nauyeHTa 1 OTMEYaI0Ch HAPYILIIEHKE
MOCJIeI0BaTeIbHOCTH CIOXETa B paccKase MPOCIyIIaHHOTO
tekcTa y 3 (3,4%) nauyeHToB.

34

WrpoBasti nesiTeIbHOCTb HE COOTBETCTBOBAJla BO3-
pacty pe6éHka B 50 (56,2%) ciyuasix, cinabblii MHTEpecC
K WIpoBO#l nedaTeibHOCTH oTMmevancst v 4 (4,5%) mna-
LIMEHTOB, XaOTUYHOCTb B WIPOBOI AESITCIBHOCTU —
y 1 (1,1%), npeaMeTHO-MaHMIYJISITUBHAs UTpOBasl Aesi-
TesbHOCTh — y 17 (19,1%), urpoBast IesITeIbHOCTh B HOP-
Me —y 13 (14,6%).

Hapymienne cuera BoigBiaeHo y 69 (77,5%) naum-
€HTOB, HeC(OPMMPOBAHHOCTh HABBIKOB OIPSITHOCTU —
y 32 (36,4%), mo3HaBaTe/IbHbIC HABBIKK HE C(HOPMUPOBAHBI
y 63 (70,8%), cnabble mo3HaBaTEIbHbIC HABBIKM OKA3aIUCh
y 9 (10,1%). HaBblku caMo006CayXKBaHKS He C(OPMUPO-
BaHbl y 67 (75,3%) maimeHTOB, IpY 3TOM PeOEHOK IMpU
CcaMOOOCTYXKMBAaHUM HYXKIAETCSI B TIOCTOSITHHOM KOHTPOJIE
B 3 (3,4%) cny4asix, caMOOOCTyXMBaHUE BO3MOXHO IIpU
COBMECTHBIX IeicTBHSIX co B3pocibIM y 1 (1,1%) marmeH-
Ta, HAaBBIKM CaMOOOCTyXMBaHUsI c(hOPMUPOBAHBI YACTUY-
Hoy 3 (3,4%) nauueHTOB.

HapymeHue 3BYKOIpPOM3HOIIEHUS  OTMEYajaoCh
y 30 (33,7%) nauuenTtoB, y 3 (3,4%) mauueHTOB OHO
OBUIO HOPMAaJBHBIM; HE YAAJIOCh OLUEHUTb 3BYKOIIPO-
u3HoleHue y 56 (62,9%) nauuenrtoB. Cpenu namueH-
TOB C HapylICHHEM 3BYKOIPOU3HOIICHMST HOJIUMOP(d-
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Table 3. Characteristics of expressive and impressive speech in EE patients, n (%)

DKCIpeccuBHast peyb Bcero manveHToB

Expressive speech Total patients
Kpuk 3(3.4%)
Scream
T'ynenue 21 (23.6%)
Humming
Jlener 14 (15.7%)
Babbling
3BYKOKOMILIEKCHI 8(9.0%)
Sound complexes
OtnenbHbIE CIOBA 10 (11.2%)
Single words
®dpazoBas peub 6(6.7%)
Phrasal speech
IIpocTeie npemtokeH s 6(6.7%)
Simple sentences
IIpocThle pacripocTpaHEHHbIE MPENTOKEHUS 4 (4.5%)
Simple common sentences
PacckasbiBaet ctuxu 3(3.4%)
Tells poems
ATpaMMaTHU3MBI B peYr 7 (7.9%)
Agrammatisms in speech
Huskuii ciioBapHbIi 3amac 8(9.0%)
Low vocabulary
DXoNaun 2(2.2%)
Echolalia
3amenieHHast pedb 1(1.1%)
Slow speech
OTcyTCTBYE SKCIPECCUBHOU peyu 23 (25.8%)

Lack of expressive speech

HBI TUI HAPYLICHUS 3BYKOIPOU3HOIIEHUSI OTMEUasCs
y 21 (23,6%) mnanueHTOB, MOHOMODPGHBIA TUII —
y 1 (1,1%), curmatusm munsiaux — y 1 (1,1%), cur-
maTusM cBuctaiux — y 1 (1,1%), nmapanramomanusm —
y1(1,1%), mapaporauusm — y 1 (1,1%), nponycku 3By-
KOB, c10T0B — ¥ 3 (3,4%).

O6cyxaeHune

B nocnennee necsituieTrie BO3pOC MHTEPEC K U3YYEHUIO
KOTHUTUBHBIX OYHKIIUI y neTeit ¢ amwerncueii. [lpencras-
JIEHBI Pe3y/IbTaThl UCCIEIOBaHUI, Kacalolecs: 0COOEHHO-
CTell BBICIIMX IICUXUYECKUX (DYHKLIUM y NeTeil ¢ uauonaTu-
YeCKMMU T'eHepaIn30BaHHbIMU (hopMaMu MUJIEIICUM, TIPU
CaMOKYITUPYIOIIECS SMWIETICUM C LIEHTPO-TEMIIOPaIbHbI-
MM cnaiikamu [5, 7, 8, 10, 11]. TIpakTuyecku OTCYTCTBYIOT
JaHHbIe TI0 D3, 4YTO, BEPOSITHO, CBSI3AaHO C TPYAHOCTHIO
OLIEHKU Y OTCYTCTBUSI aIalITUPOBAHHBIX I11KAJI OLIEHKU KOT-
HUTUBHBIX GYHKLMIA y IeTell paHHEro Bo3pacrTa.

Juist mauueHToB ¢ DD XapaKTepHO OCJIOXHEHHOE Te-
yeHue Kak aHTeHaTaibHoro (80,9%), mHTpaHATaJIbHOTO
(59,6%) mepuomoB, TaKk W IepUOAa HOBOPOXIEHHOCTH
(48,3%). I1o naHHBIM JIUTEPATYPhI OCIOKHEHHOE TeYCHUE
OGepeMeHHOCTH BcTpevaeTcst oT 52 1o 91% y nmeteit ¢ pe-

Original investigations

HMmnpeccuBHas peyb Bcero maimeHTOB

Impressive speech Total patients
Ha 6rroBOM ypoBHE 4 (4.5%)
At the household level
3aTpyqHeHO TOHUMaHUE JIOTH- 3(3.4%)
KO-IpaMMaTU4eCKHX 000POTOB
Difficulty understanding logical and
grammatical phrases
CHUTyaTUBHBIA YPOBEHB 13 (14.6%)
Situational level
HoMuHaTHBHBIA YPOBEHD 3(3.4%)
Nominative level
IIpenukaTuBHBII yPOBEHBb 3(3.4%)

Predicative level

YeBBIMU HaApPYIIEHUSIMU, OCJIOXHEHHOE TeYeHHUE Mepuoaa
HOBOPOXIEHHOCTH — Y 51% GonbHBIX [12, 13].

Y GousplIMHCTBA nanueHToB (bonee 70%) ¢ DD ume-
I0TCS peueBble HapylIeHus. Peub y 00ceq0BaHHBIX 00JIb-
HBIX MMeJia XapakTep rpyboro HapylleHusl IIOCje 3Tama
HOpMajibHOTO pa3Butus B 37,1% ciayvaeB, ¢ caMOro Ha-
yaJia 3aJep:KKa pa3sBUTHsI peur oTMedanach y 38,2% 6oib-
HbIX. C HOpMaibHOI peuyeBoil (PyHKIIMEH BbISIBIEHO TOJIb-
ko 23,6% nereii. Ilo mJaHHBIM OTEYECTBEHHBIX YYEHBIX,
y 15,6% nauueHToB ¢ DD 00HapyXeHbI peYeBbIe HApyIIIe-
HMUSI, TIPEICTaBICHHbBIE IPEUMYIIECTBEHHO 3aePXKKOM pe-
yeBoro pa3putus [10, 14].

OOHapy:KeHa 4E€TKasg KOppessuusl TSKECTH Hapylle-
HUSI peveBoil (DYHKIIMK OT BpeMEHHU NeOl0Ta MPUCTYIIOB,
YaCTOThI IIPUCTYIIOB U UIMTEIBHOCTU 3a00JieBaHUS, YTO
COOTBETCTBYET JaHHBIM JIMTEpaTyphI [15].

B naHHoI1 paboTe olieHMBaIach TOJbKO peueBast GyHK-
1M1, 6e3 OLICHKU B3aMMHO CBSI3aHHBIX C HEll APYruX KOT-
HUTUBHBIX QYHKLIMIA.

3ak/ouyeHue

ApPTUKYJISIIIMOHHASI allpakCysl U MOTOpHAas ajaaus —
caMble YacThle BUIBlI PeUYEBBIX HApYLICHUN Yy neTeil ¢ D3.
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Ilo maHHBIM JIUTEpaTyphbl, HApYyILIEHUsSI MOTOPHOM peyu
Takxe IpeobianaloT y aereii ¢ snuiencuei [16]. Curya-
TUBHBIA ypOBEHb NMOHMMAHUSI PEYU, CEHCOPHAsl allajiusl,
HapylleHWe 3BYKOIPOU3HOILIEHUSI IO MOJUMOPHHOMY
TUIMY, HapylieHHe (POHEMATUUYECKOIO BOCIPUSITUS Ha
YPOBHE CJIOBa SIBJISIIOTCSI AUATHOCTUPYEMBIMU pEYeBbIMU
HapylieHusiMu y neteit ¢ DD. UrpoBas JesITeNbHOCTD,
3BYKOIPOU3HOLICHNE, CBSI3HASI Peub TakxKe HapyllaeTcs
y GonbiinHCTBa (Oosee 50%) GonbHbIX. DdbheKTUBHAS
MPOTUBOSIUJICIITUYECKAs Teparusi, MeTaboauyeckas Te-
parnus 1 JIOroneANYecKre 3aHITUS IIPUBOISAT K YPEKEHUIO
M TIpeKpalleHUI0 MPUCTYIIOB MU MOTYT CIIOCOOCTBOBATh
3HAYUTEJbHOMY YJIYYILEHHUIO IICUXOMOTOPHOTO M PEYEBO-
To pa3BUTHS AeTelt ¢ DD.
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