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Inunencua y aeten ¢ CMHApomom PeTra

E. B. ManuHuHa, U. B. 3a6o3naeBa

0xHo-Ypansckuli 2ocydapcmseHHbili meduyuHckull yHusepcumem Mun3dpasa Poccuu, 2. YensbuHck

Llenb nccnepoBaHmA: U3y4nTh KIMHUYECKNe 0COOEHHOCTU 3NUAENCUM NPU CMHAPOMe PeTTa B JETCKOM BO3pacTe.

NlM3aiH: NpoCcTOe OTKPBITOE UCCNEef0BaHME.

Marepuansl u metoabl. 3yyeHo coctosHue 11 feBouek ¢ cMHAPOMOM PeTTa, NOATBEPXAEHHBIM reHeTYeCcKuM BepuduLmpylowmm obcneosa-
Huem. Bospact 60nbHbIX cocTaBnsan ot 2 o 14 ner.

B xope nccnefoBaHus NpUMEHANN KNMHUKO-aHAMHECTUYECKUIN, KNUHWUKO-NCUXONATONOMMYECKUIA U KNNHUKO-ANHAMUYECKUI METOAbI, INeKT-
poaHuedanorpaduyeckuit (33) BUACOMOHUTOPUHT B COCTOSAHUM GOAPCTBOBAHWA U CHA, KOMMbIOTEPHYIO TOMOrpaduio rofoBHOro Mo3ra.
BblpaxeHHOCTb ayTUCTUYECKUX NPOABIEHUI U MOBEAEHYECKUX HApYLIEHNIT OLeHMBaNW N0 PeiTUHIOBOI WKane [eTCKOro ayTu3Ma.
Pe3ynbrarbl. Y 5 3 11 nauueHTok c cuHppomom PeTTa Gbina 3acukcuposaHa anunencus. Mpu 33T-uccnepoaHuu BoisiBneHsbl A dysHas
1 peruoHanbHas anNunenTUdopMHas akKTUBHOCTb (N =1 U n = 2 COOTBETCTBEHHO), AO6POKAYECTBEHHbIE 3NUNENTUHOPMHbIE NATTEPHbI AETCTBA
(n = 4), peruoHanbHoe unu auddysHoe 3ameanenue (n = 4), aneKTpUYeCcKMit anunentudeckmnit ctatyc (n = 1). HopmanbHas 33M-kapTuHa oTme-
YeHa TONbKO Y 2 AeBOYEK.

3aknioyeHue. Inunencus npu cuHapome PeTra Gbina oKanbHOI C aTUNMYHBIMU abCaHCaMK, MOTOPHBIMU U BTOPUYHO-TEHEPASIN30BaAHHbIMMU
npuctynamu, febotuposana Ha I, IT u III ctagusx 3a6onesaHus. InunentudopMHas aKTUBHOCTb Onpeaensiach Ctagueil cuHapoma Petta
1 3aBUCeNa OT NPUMEHEHUA aHTU3INUIENTUYECKUX NPenapaToB.

Kniouessie cnosa: cuHppom Petta, reH MECP2, anunencus, anunenTudopMHas aKTUBHOCTb, JOGPOKAYECTBEHHbIE ANUNENTUPOPMHbIE NATTEPHBI
LEeTCTBa.

Epilepsy in Children with Rett Syndrome

E. V. Malinina, I. V. Zabozlaeva
South Ural State Medical University, Russian Ministry of Health, Chelyabinsk

Study Objective: To study clinical features of epilepsy in children with Rett syndrome.

Study Design: This was a single-blind, open-label study.

Materials and Methods: The study was designed to evaluate the health status of 11 girls with Rett syndrome confirmed by genetic testing.
The patients' age ranged from two to 14 years.

The study methods included review of clinical and medical-history data, clinical examinations, psychopathological assessments, clinical
follow-up, video-electroencephalogram (EEG) monitoring, including recording when awake and asleep, and computed tomography of the
brain. The severity of autism and behavioral symptoms was assessed using the Childhood Autism Rating Scale.

Study Results: Five out of the 11 patients with Rett syndrome had epilepsy. EEG showed generalized or regional epileptiform activity (n=1
and n=2, respectively), benign epileptiform discharges of childhood (n=4), regional or generalized slowing (n=4), and electrical status
epilepticus (n =1). Normal EEG activity was observed only in 2 girls.

Conclusion: These children with Rett syndrome had focal epilepsy with atypical absence seizures and motor or secondarily generalized
seizures. Onset occurred in stages I, I, or III of the disorder. Epileptiform activity depended on Rett syndrome stage and the use of anti-
epileptic medications.

Keywords: Rett syndrome, MECP2 gene, epilepsy, epileptiform activity, benign epileptiform discharges of childhood.

uHgpom Petta (RTT, MIM 312750) — Tsxenoe nporpec- K 06s3amenbHbIM QuazHOCMUYECKUM KpUmMepuam OTHOCATCSA:

cupylollee HacneAcTBeHHoe 3aboneBaHue, 0ObIYHO Cro-

pajuyeckoe, cBAzaHHOe C HapyweHuem passutus LHC.
3T0 caMmblii pacnpoCcTpaHeHHbIN X-CLEenNeHHbIl reHeTUuYecKuii
CUHAPOM, NPUBOAAIWMA K pa3BUTMIO ayTU3MA, YMCTBEHHOMN
OTCTANOCTU U, HepepKo, anunencum [1-5].

CuHapom PeTta conpoBOXAaeTcs HapyleHUAMU HepBHO-NCHU-
XMYECKOro Pa3BUTWA NaLWEHTOB C HOPMaNbHOW AMHAMUKOA A0
6-18 mecaues v nocnepytoLleit yTpaton chopMUPOBaHHbIX paHee
HABBIKOB CaMOOBCNYKUBAHUA W LieNIeHanpPaBNeHHbIX ABUXEHUI
pyK. MNocnefHue 3aMeLLaloTCcA CTEPEOTUNHBIMU «MOKLWUMUY ABU-
KEHUAMM, COYETALMMUCA C NONHON noTepeit peuun. PacnpocTpa-
HEHHOCTb Cpefu NuL XeHcKoro nona cocrasnser 1 : 10 000 —
1:15 000, y Manb4yMKoB BCTpeYaeTcs KpaiHe peako [1].

KoHcopuuym 3kcnepto B 2010 r. npu noggepxke Mexay-
HapogHoro ¢onAa cuHapoma Petta nepecmoTpen AnarHocTuye-
CKUe Kputepuu 3a60neBaHus U NpULLEeN K HOBOMY COMALIEHUIO.
CornacHo emy Ans AWArHOCTUKM TUMUYHOMO BapuaHTa CUHAPOMA
Petta npu Hanuuun perpeccun HepBHO-NCUXMYECKOTO Pa3BUTMA
LOCTaTOYHO YEeTbIPEX OCHOBHbIX KpuUTepues [6, 7].

1) yacTMyHasA WAW NonHas yTpata NpUOOPETeHHbIX LieneHa-
NpaBneHHbIX ABUXEHUI PYK;

2) YaCTMYHas WUAW MONHAsA yTpaTa NpPUOGPETEHHbIX HABbIKOB
3KCMPECCUBHON peyu;

3) aHOManuu NOXOAKMW: HapylleHHasn NOXofkKa (Aucnpakcus)
WAN OTCYTCTBME CMOCOBHOCTU XO[UTb;

4) cTepeoTUNHbIE ABUXEHUA PYK, Takne Kak cxatie/chaBnu-
BaHWe, XIOMKWU/MOCTYKMBAHWE, COCAHWE MNanbLEeB, «MoloLex
ABUXEHW:/aBTOMATUYeCKOe TPEHNE PYK.

Kpumepuu ucknoyerus:

1) noBpexAeHue TONOBHOTO MO3ra B pe3ynbraTe TPaBMbl
(B Mepu- N1 NOCTHaTaNIbHOM NepUOAE), HeHPOMETAbONUYECKUX
GonesHeit unu TAXeNo WUHMEKLMM, KoTopble 06YCNoBANBAIOT
topmMMpoBaHWe HEBPONOTMYECKUX NpobeM;

2) HapylueHWe NCUXOMOTOPHOTO Pa3BUTUA B NepBble 6 Mecs-
LieB XKU3HM.

MocTHaTanbHOE 3aMeAieHne pocTa rofioBbl GbII0 UCKIIYEHO
W3 4Yucna KpuUTepueB AMArHOCTUKM CuUHApoma PeTTa, Tak Kak
HabnlofanoCh He y BCEX JIUL, C TUMUYHOI hopMOit 6oNe3HK, XoTs
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LaHHBI CUMNTOM ABNAETCA KNMHUYECKUM NPU3HAKOM W npepy-
NpexpaeT chneyuanucTa 0 BO3MOXHOCTM pa3BuTUA 3abone-
BaHus [6].

Cnyyan 6GonesHu, ynosneTBopsiowne BCeM 006A3aTeNbHbIM
KpUTEpUAM, MONYYMAWM Ha3BaHME KIACCUYECKUX, NMPAKTUYECKM
BCE OHUM HabnwpatTcs y geBovek [8].

B 1999 r. 6bina onpefeneHa reHeTuyeckas npuYMHa CUHLPOMA
Petra. 3Tnonorus 6ones3Hn ceszaHa ¢ mytaumsmu B reHe MECP2,
pacnonoXeHHOM Ha ANMHHOM Nieye XpoMOCcOMbI X B yyacTke Xq28
u koaupytouwem metun-CpG-ceasbiBatowuii 6enok 2 (MECP2);
3TOT FeH WUrpaeT KIYeBY0 PONib B 3MUreHeTUYECKON perynauum
aktusHoctn redos LIHC [1]. Mytauum reHa MECP2 BbisiBRsioTCA
y 6onbwmHcTea (35-90%) MHAMBUAYYMOB C KNMHUYECKUMU NPH-
3HaKaMu Knaccuyeckoit popmbl cuugpoma Petra [4, 7, 9-11].

CneumanbHOro NeYeHUs K HacTOsAWeEeMy BpeMeHW He pas-
paboTaHo. CuMNTOMaTuyeckas U nojjepxuBaiolas Tepanus
HEOOXOAMMA MpW [blXaTeNbHbIX PACCTPOACTBAX, HAPYLIEHUAX
CHa (MenatoHMH), BO3OYXAEHUM (ATUMUYHBIA AHTUMCUXOTUK
pUCNEpPUAOH), MblleYHO purngHocTu (kapbugona, nesofona);
LN KOHTPONSA 3NUNENTUYECKUX NPUCTYNOB NMPUMEHSAIOTCSA aHTU-
anunentuyeckue npenaparsl (A3MM).

MporHo3 HeGNaronpusTHbIA, 3aBUCUT OT THAXECTU TeUYeHMs
3ab0neBaHusA: HEKOTOpPbIE MALMEHTbl YMUPAIOT B AETCKOM WM
IOHOWECKOM BO3pacTe, B TO BpeMs KaK Apyrue [LOXMUBAKOT
10 20-30 net u paxe Gonee.

CambIM pacnpocTpaHeHHbIM 3a60JeBaHUEM, acCOLMMPOBAH-
HbIM C CMHAPOMOM PeTTa, ABNAETCA 3NUNENCUA: OHA BCTPEYaeTcs
B 50-80% cnyyaes [12]. [e6T 3anunenTMyecKUx nNpucTynos
npuxogutca npeumywectseHHo Ha II u IIT cragum cuuppo-
Ma PeTTa, BO3pacT 6OMbHLIX MPU 3ITOM MOXET BapbUpPOBaTb
B [iMana3oHe oT 4 mecsues go 28 net. OnucaHbl ciyyan gebroTa
cuHapoma Petta ¢ 3anunenTuyeckux NpUCTYNoB C nocnepy-
foWMM pa3BepTbiBAHNEM TUMUYHBIX KIMHUYECKUX CUMMTOMOB.
CornacHo 6ONbWUHCTBY HAGAOAEHUA, TUMBI 3NUAENTUYECKUX
NpUCTYNoB pa3nuyHbl: 60% cnydaeB ABNATCA (DOKaNbHbIMY,
13 HUX 1o 70% — C BTOPWUYHOI reHepanu3auueir; ecTb JaH-
Hble M 0 npeobnajaHNM reHepanu3oBaHHbIX NpuUcTynos (3nu-
NenTUYeCcKUil MUOKIOHYC M abcaHcel) [2]. InunenTuyeckue
NPUCTYNbl BO3HUKAIOT C Pa3NIMYHOIA 4YacToTOi; 0Cc060i xapak-
TEPUCTUKON Npu cuHOpome PeTTa ABAAEGTCA MX PeE3NUCTEHTHOE
TeYyeHue: NPUCTYNbl He KyNWUPYlTCA WAW MIOXO MNOAJAITCA
NpOTUBOCYNOPOXHOMN Tepanuu (HO No Mepe pa3BuTUs 3abonesa-
HUSA UX YaCTOTa MOXET CHWXaTbCA). [ns cuHapoma Petta Takxe
TUNUYHLI pedNeKTopHble NPUCTYMbI, MPOBOLMPYEMble €fOH,
CTpPeccoM, runepBeHTUAALNEN; HEPEKO OTMEYaeTCs ayTOUHAYK-
umus [13, 14]. B 40% cnydyaes Habntogaercs passuTMe 3nuaen-
TW4eckoro cTatyca [14].

N3meHeHus Ha 33T MoryT ObITb PasAUYHBIMK, PETUCTPH-
pyloOTCA KaK C MOABJEHWEM 3NUAENTUYECKUX MPUCTYNOB, TaK
W 330/IT0 [0 MX [ebioTa M BKNIOYAKT PErvOHaNbHYI0, MYbTU-
pervoHanbHyo 1 guddysHyo 3nunenTuhopMHYI0 aKTUBHOCTS,
a TaKKe Me[JIeHHOBOJHOBYIO (TeTa-) aKTUBHOCTb (4acToToii
4—6TU) B LEeHTPasbHbIX, MaBHbIM 06Pa30M IOOHO-LEHTPANbHbIX,
oTgenax [15]. B oTgenbHbIX cny4asx pasBMBAeTCA TMNCapUT-
Mus [16]. PernoHanbHas anunenTuhopmMHas akTUBHOCTb, BbisiB-
NsemMasn B LEeHTPasbHbIX OTAENaX B BUAE KOMMIEKCOB «0CTpas —
MedJieHHas BOJIHA», MUK — BOJIHa», N0 MOphOoNOrun HepepKo
COOTBETCTBYET [06POKAYECTBEHHBIM 3NUNENTUHOPMHbIM naT-
TepHam petctBa ([3M[) c HapacTaHuem npefcTaBNeHHOCTU BO
cHe [2]. Hanbonee yacto oTMeyaeTcs coyeTaHue AucdysHoi
W PeruoHanbHOM aKTUBHOCTU C NpeobnafaHuem B LeHTPabHbIX
otBeferusax [15]. Ouddy3Has akKTUBHOCTb UMEET TEHAEHLMIO K
HapacTaHuio B thase mefieHHOro cHa. MiHoraa peructpupyetcs

INEKTPUYECKNIA INUNENTUYECKMIA cTaTyc BO BpeMma asbl Mea-
JIEHHOTO CHA, 0COOEHHO NpU paHHeM febtoTe anunencum [16].

N3meHeHus Ha 33T MoryT 6bITb CBA3aHbI C ANUTENbHOCTbIO
TEYEHUA U OTpaXalT CTAAMNHOCTb CMHApoma Petta: nocte-
NEHHOE YMEeHblUeHUe WMHAEeKca 3nNunenTUdhOpPMHOM aKTUBHOCTH
1 HapacTaHue TeTa- W Jenbra-3amMefieHus no Mepe nNporpeccu-
poBaHus 3abonesanus B IV ctaguu [2]. B T0 e Bpems npume-
HEHMEe aHTUINUNENTUYECKON Tepanuu MOXeT YMeHblaTb npea-
CTaBNEHHOCTb 3NUNenTUdOPMHbIX U3MeHeHuid Ha 33 Ananus
JaHHbIX BuAeo-33M-MoHnTOpUHra y 82 naumeHToK C CUHAPOMOM
PetTa B BO3pacTe 2-30 neT nokasan Hannume umeHeHuin Ha 330
B 100% cnyyae [17]. Makcumym 3nunentudopmHONA aKTUB-
HOCTU 6bIn 3aperucTpupoBaH B a3y MepfieHHoro cHa (97%).
Mapokcm3manbHble 3MM30/bl 0TMEYanuch B 28% cnyvaes, npuyem
B 16,8% HabNOfEHUIA BEIABAANUCH 3NUNENTUYECKUE NPUCTYMbI,
a 11,2% 3nu30[40B pacUeHMBANUCL Kak He3anunenTuyeckue
napokcusmbl. Y 36% nauueHToB B xome BuAeo-I3M-MoHMTO-
pUHTa 3NuUAenTUYecKue NPUCTynbl OblIW BbIBNEHLI BNEpBbIE.
Moka3aHo, YTO He BCe MAPOKCU3MasbHble COCTOAHMA MpPU CUH-
apome PeTTa ABAAKOTCA 3NWAENTUYECKUMW MPUCTYNAMKU, 3TUM
obycnosnneaetcs HeoOGXofMMOCTb npoBefeHus Buaeo-33M-mo-
HWUTOPMHIa C BKIKOYEHMEM NEpUOoAA CHa Y NaLMEHTOB C CUHAPO-
MoM PeTTa, NOCKONbKY OH NO3BONSET pa3rpaHUyYnNBaTh COCTOAHMUSA
3NUNENTUYECKON W He3aNuNenTUYecKoit npupoasl [17].

Llenb uccnepoBaHuA: U3yynTb KNAMHWUYECKME OCOOEHHOCTM
anunencuu npu cuHapome Petta B geTckom Bo3pacTe.

MATEPWUAJbI U METOL,bl

B KnMHMYeckom uccnepoBaHUM NpuHAnu yyactme 11 pgeBoyek
B BO3pacTe OT 2 0 14 net, KoTopble 06CnefoBanuch 1 nonyyanu
neyeHune Ha kKadeppe ncuxuatpun HxHo-Ypanbckoro rocy-
[apCTBEHHOTO MeAuuMHCKoro yHusepcuteta (r. YensibuHck).
MauneHTKM menu anarHo3s cuHapoma PetTa, NnoATBEPIKAEHHBIN
reHeTUYecKUM BepuduLMpyioWnM obcieoBaHNEM W BbISBIEH-
HOM MyTaumeit reHa MECP2 v 0TBeYaBIWMIi KpUTEPUAM PyOPUKM
F84.2 «Cnuppom Pettan MKB-10.

Bbinn npuMeHeHbl cnegytowne METoAbI:

1) KAMHUKO-aHAMHECTUYECKUIA, KIMHWUKO-NCUXONATONOrMYe-
CKUIA U KNUHUKO-AMHAMUYECKMI C OLLEHKON CUMNTOMOB COrnac-
HO AuarHocTuyeckum kputepuam MKB-10;

2) Helipodusnonoruyeckuit — Buaeo-33M-MOHUTOPUHT B
COCTOSHWUU BOAPCTBOBAHUA U CHa;

3) Heitpopaguonoruyeckuit — KT ronoBHoro mosra.

OueHKy cTeneHu BbIpaXKeHHOCTHN ayTUCTUYECKMX NPOABAEHU
1 NOBEAEHYECKUX HapyleHWA NPOBOAUAN C UCMONb30BAHNEM
PeitTuHrosoi wkanbl getckoro aytnama (aHm. Childhood Autism
Rating Scale, CARS). Lkana BkntoyaeT B cebs 15 no3uuuii, onu-
CbIBalOWMX BCE 3HAYMMble ans obcnefoBaHus 061acTu NposB-
NIeHnii pebeHKa, No Kax[oMy napameTpy faertcs oueHka oT 1 go
4 6anno.. ViTorosas oueHka oT 15 go 29 6annoB COOTBETCTBYET
OTCYTCTBMIO ayT3Ma, oT 30 0 36 — NEerkoMmy,/yMepeHHo Bblpa-
EHHOMY ayTu3Mmy, oT 37 10 60 6anNoB — TAKENOMY ayTU3My.
B nmanasoHe Taxenoro aytu3ma B pafe Cly4yaeB BblAeNAioT
KpaiiHe Tsxenblit — oT 42 po 60 6annos..

PE3VNbTATbl U OBCYXAEHUE

Knunuko-ncuxonamonozauyeckue xapakmepucmuku. B ocHoy
KIMHWYECKON OLEHKM BbIABAEHHbBIX CUMNTOMOB Bbiny Monoxe-
Hbl CTafuyu TeyeHus 3abonesaHus. Mo aaHHbIM nuTEpaTypsl [2],
cTagus «aytuctudeckoro perpecca» (I) Habntopaercs B BO3-
pacte 6-18 mecsLeB W XapaKTepusyeTcs OCTAHOBKOW pa3Bu-
TWsl, ayTUCTUYECKUMU popmamu nosefeHus. B ctagum «6bicTpo-
ro perpecca» (II) B Bo3pacte o1 1,5 roga A0 3 feT NosBAAIOTCA
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cneuunduyeckmne fBuratenbHble CTEpeOTUNNM B pyKax U HapacTa-
0T HEBpoONOrMyeckue HapyweHus. B «nceepgocTaunoHapHOM»
craguu (III) B BO3pacTe 3-8 neT oTMevaloTcs CTabunMsauus
MCMXONATOAOrNYEeCKNX CUMNTOMOB, NOABNEHME 3NUAENCUU.
Ha craguu «no3gHux pBuUratenbHbix HapyleHuity (IV) nocne
8 N1eT XKWU3HW pa3BMBaeTCA NoJHas 00€3[ABUKEHHOCTb 6ONbHbIX
1 hOpPMUPYIOTCA BTOPUYHbIE KOCTHbIE AedopMaLnm.

B npouecce nposefeHHOro McciefoBaHns GblI0 BbISBAEHO,
4TO BCe NaLMeHTKW B Bo3pacTe oT 12 fo 24 mecALeB nepeHecnu
«ayTUCTUYECKMIA perpecc» C OCTaHOBKOW peyeBoro, MCUXoMo-
TOPHOrO pPa3BUTMA W 3aMefIeHNeM POCTa OKPYXHOCTU rON0BbI.

Ha momeHT ob6cnefoBavus y 3 nauueHtok 6Gbina II cTa-
OWs TeyeHUs cuHppoma PeTTa, xapaKTepusylowascs «ObICTpbIM
perpeccomM» (mabs.). B KNUHMYECKOW KapTUHE OTMEeYanuch
perpecc pa3BuTHsA C NOTEPeN LeneHanpaBAeHHOro MaHyanbHOro
MpaKcmca, KOTOpbIN 3aMellanca NnaTorHOMOHUYHbIMU CTEPEOTH-
NUAMK, HAMOMUHAKLWMMU MbITbE PYK, MOTUPAHUE pyKa 00 PYKY,

Kannnyeckue XxapaKTepUCTUKH 00CACGAOBAHHBIX ITAIIMEHTOK C

C NepuUofMYECKUM KacaHMeM pTa pyKoi U 00nu3bIBAaHUEM PYK.
OueHka npoasneHunii aytuama no wkane CARS cooTtsetcTBOBana
TAXENOMY U KpaiiHe TAXeNoMy ypoBHI0O — 37, 42 1 60 6annos.

B 6 cnyyasx Habntoganack III, uam «nceBAoCTaLMOHapHan»,
cTagus 3aboneBaHus (CM. mabJi.), BO3pAcT NaLMEHTOK Bapbupo-
Ban ot 3 net 10 mecaues fo 6 net. CoctosiHMe BONbHbLIX Xapak-
TEepU30Banoch CTabunusauuein NpoLecca C HaNUuUeM TAXKENOil
YMCTBEHHOM OTCTaNnocTy, ayTuamom. Ha 3Toi ctaguu nauneHTKu
npuoGpeTanu HaBbiKM COLMANBHOMO OBLWEHNS, Y HUX yBENUYU-
Banacb fiBUrate/ibHas akTMBHOCTb, HO MPOAYKTUBHOIO KOHTaKTa
He MPOWUCXOAMIO0 M3-3a OTCYTCTBUA peyn. IKCNPecCcMBHAA peyb
Oblna npeacTaBieHa OTAENbHbIMU 3BYKaMu, CEHCOPHOE BOC-
npusTUe pedyn NPaKTUYeCKU OTCYTCTBOBaNO. MauueHTKU Obinu
6e3yyacTHbl B MOBEAEHUN, CO CTEPEOTUMHBIMU [BUNKEHUSMU B
BUZE COCAHMA NasbLEB, KMOIOWUX» OBUXEHUNA PyKaMu, C OpyK-
CU3MOM W OECNPUYMHHBIM CMEXOM, Mpu Xofbbe HYXAANUCH
B MOCTOPOHHeN noppepxke. [lposBneHna aytusma no wkane

TabAuma l

cuaapomoMm Perra

MauneHTKH Bospact
Ha MOMEHT

o6cnepoBaHus

Crapuu
RTT

Bo3pacr gebiota
3a6oneBaHuns

®opma
anunencuu

AHTH3NUNEn-
TH4yecKue
cpeacTBa

Bo3spact
pebiota anu-
JNIeNTUYECKUX thuueckue

npuUCTynoB XapaKTepUCTUKM

AnekTpo-
3Huedanorpa-

1.Jluza B. |3 ropa 10 mecsues |1 rop 6 mecsues |IIT

- 3MNNAKTUBHOCTUN HET -

2.lm3al. |2ropa 10 mecaues |2 roga II

- 3NUAKTUBHOCTb AU(- | Banbnpoesas
thy3Has Kucnota

3. Mawa 4. |[1rop 11 mecaues |1 rog 4 mecsaua II

_ oang _

4. Kpuctu- 111

Ha K.

4 ropa 11 mecaues |2 roga

thoKanbHas
anunencus

3 roaa pernoHasnbHas 3nu- | Baabnpoesas
aKTUBHOCTb B JIEBOM | KMCNOTA

1 BUCOYHOI 06/1a-
crax + A3N0; Ha
MOMeHT 06cnefoBa-
HUA — 3amefJieHmne

5.Bukall. |3 ropa 10 mecsues |1 rop 3 mecsua II1

- HopMa -

6. Buka M. |5 net 2 roga IIT

- anddy3Hoe 3amen- |-
NeHne

7. Anunna C. |6 net 1rop 8 mecaues |III

thoKanbHas
anunencus

4 ropa pervoHanbHas anu-
aKTUMBHOCTb B BUAE
03N[ B Bo3pacTe
2 net 8 mecsLes;

¢ 3 neT — HopMa

BanbnpoeBas
Kncnota

8. Xenal. |14 ner 2 rofa v

- yMepeHHble obLye-
MO3roBble U3MeHe-
Hus, O3MN[ B nesoit
LLleHTpanbHo-
BUCOYHOI 061acTu

C vpputauueii B npa-
Byto remuctepy

Banbnpoesasn
Kucnota

9. AnnHa M. |1 rop 1rop II

thoKanbHas
anunencus

1 rog 3MIEKTPUYECKUI

cTaryc

BanbnpoeBas
KNCNoTa

10. Apu- 11 net 1rop 4 mecaua v

Ha I,

thoKanbHas
anunencus

2 ropa anddysHoe 3ames-
JIeHue B TeTa-

AnanasoHe

Ba/IbNpoeBas
Kucnota

11. Aua C. |5 net 1rop 5 mecaues |III

thoKanbHas
anunencus

3 roga 0yar 3nNUakTMBHOCTU
B LIEHTPa/IbHbIX OTBE-
LeHUsAX;

B 5 1eT — 00wWemos-
roBble HapyleHus,
nepuogmMyecKoe
GudpoHTanbHoe
3amenfieHune

B T€Ta-Anana3oHe

Tonupamar

[Mprmeuanne. ADITA — arobpokadectBernbie armAenrTrudopmMubre marrepusr AetcrBa; RTT — cunapom Perra.
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HEBPOAOTUA |

CARS oueHMBanuch Kak KpaiiHe Tsxensle — oT 42 fo 60 6annos..
Ha 3Toit e cTaguu 06blYHO pa3BMBaNach anuaencus.

Y 2 nauyueHToKk 6onesHb nepewna B IV craguio (cMm. ma6a.).
Y 04HOI 13 NaLMEHTOK Pa3BMANCh KOHTPAKTYPbl TONEHOCTOMHbIX
CYCTaBOB C BO3MOXHOCTbIO NepeABUraThCa TONbKO Ha Koje-
HAX. Y Apyroit 60NbHOM B KNMHUYECKOW KapTUHe oTMedanach
cTabunn3aums COCTOAHUA: OHA CTana CMOKoiHee, ynyywmnach
0CaHKa, NOABMIOCL GONblIe COLMANbHbLIX HABLIKOB (Hayyunach
NeTb, YATATb CTUXMW C MOMOLLbIO MaTepy), NaLMeHTKa 3aHUMAETCA
niaBaHWEM, KaTaeTca Ha Niblax. B MHTeNneKTyanbHOM passuTum
3TUX 6ONbHLIX CHOPMUPOBANCA YMCTBEHHbIN fedeKT, B peun
oTMeYanuch axonanuu, oueHka no wkane CARS cocraBuna 42 u
50 6annoB (KpaiHe TAXKENbIA ayTU3M).

KnuHuko-3nunenmuyeckue, Helpogu3uonozuyeckue u Hel-
popaduonoauyeckue xapakmepucmuku. N3 11 obcnenoBaHHbIX
nauuMeHTok ¢ cuHapomom Petta y 5 Gbina 3aduKcUpoBaHa
3NUNENCHUSA, YTO COCTABUNO 45,5% (cM. mab.). Y Bcex 60NbHbIX
oTMeyanach GokasbHas hopma INUNENCUU, B TOM YUCNE Y OJHO
nauMeHTKN UMen MecTo 3N1eKTPUYECKMIt INUNENTUYECKNiA CTaTyC
B (haze Me[EHHOBOJHOBOrO CHA. [1pUCTynbl, COOTBETCTBEH-
HO, HOCMAM (HOKANbHbIA XapaKTep: HAOMO[ANMUCH ATUNUYHbBIE
abCaHCbl, MOTOPHbIE, BTOPUYHO-TEHEPAIN30BAHHbIE MPUCTYMbI.
BospacTt gebiota npuctynos BapbupoBan ot 1 roga fo 4 ner.

Kak nokasaHo B mabsiuye, HopmansHas kaptuHa I3 umenach
TONILKO Y 2 A€BOYEK, B OCTANbHbIX CIy4Yasx Oblnu 0GHApY:KEeHbI
cnepyowme deHomeHbl: anddy3Has anunenTMhOpMHaAA aKTUB-
HocTb (n = 1), pernoHanbHasa 3nuaktusHocTb (n = 2), [A3MN]
(n = 4), pernoHansHoe unu auddysHoe 3ameaneHne (n = 4),
anekTpuyeckuit ctatyc (n = 1). Cnefyet oTMETUTB, YTO XapaKTep
n3meHeHnn Ha I3 Obin cBA3aH co cragueit 3abonesanus. Tak,
Kak npaswuno, npu II cTaguu perucTpupoBanuch pasiuyHole BUALI
3NUNenTUHOPMHON aKTUBHOCTM C BLICOKUM WHAEKCOM npef-
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Bubnuorpaduyeckas ccoika:

CTaBNEHHOCTH, INEKTPUYECKMil cTaTyc (Npu paHHeM febioTe 3nu-
nencuu), a npu III n IV — auddysHoe u pernoHansHoe 3amepie-
HUEe NPU CHUXEHUN MHAEKCA 3NUNenTUHOPMHOI aKTUBHOCTH, Y4TO
MOTIO CBULETENbCTBOBATb O CHUMXEHUM (DYHKLMOHANBHON aKTUB-
HOCTM TOJIOBHOTO MO3ra W CTabMM3aunm YacToTbl NPUCTYNOB.

KT ronoBHoro mo3ra npoBefeHa BCeM MaLMeHTKaM C 3nu-
nencueit. Y Tpex U3 HUX BbisBNeHa ruppouedanus, y 2 601bHbIX
naTosornu He obHapyxeHo.

Tepanus A3M npoBopunach y 5 feBoYeK C anunencuen uny
AByx 6e3 anunencum (cm. ma6a.). B nepsom cnyyae HaszHave-
Hue A3JM Gbino 06ycnoBieHO Ae6TOM 3NUAENTUYECKUX MpU-
CTYNOB, PeKOMeHAO0BaNUCh Banbnpoatsl B fo3e 30-40 mr/kr
u Tonupamar B fo3e 3 mr/kr. Mpu 3ToM BO BCex HAOMOAEHUAX
OTMEYEHO CHUXEHWE YacToTbl NpUCTYNoB Ha 50%, y naLneHTKn
C 3/1eKTPUYECKUM CTaTyCOM CHU3MICA MHLAEKC 3MNUAKTUBHOCTHU.
Y 2 naumeHToK 6e3 anunencuu Banbnpoatbl HasHayanUCb B
CBA3M C BbICOKOW NpeACTaBNEHHOCTbIO 3NUaKTMBHOCTM Ha I3,
Y ofHO AeBOYKM B BO3pacTe 14 feT Npu AAUTENbHOM npuMme-
HEHWM Banbnpoata W BblpaXeHHbIX n3MeHeHusx Ha I3 B Buge
D3N anunpuctynsl oTCyTCTBOBANU.

3AKJIIOYEHUE

CornacHo pe3ynbTataM NpOBEAEHHOTrO UCCNeA0BaHMA, Y 45,5%
AeBoYeK C cuHApomMoM PeTTa Habniofanack anunencus, oTMeya-
nncb oKanbHble GOPMbI C aTUMUYHBIMKU abCaHCAMK, MOTOPHbIMY
1 BTOPUYHO-TEHEePasM30BaHHbIMK NpUcTynamMu. Inunencus febro-
Tuposana Ha L, IT v III cTagusax 3ab6onesaHus. InunentudopmHas
aKTUBHOCTb KaK MpW anunencuu, Tak u 6e3 Hee onpeaensnach
cTaguen cuHapoma PetTa u 3aBucena OT NpPUMEHEHUs aHTU3MK-
NenTUYecKUx npenaparoB. He WCKIIOYEHO, YTO MCMONb30BaHWe
BaJIbMPOEBOW KMCNOTbI CHUXANO PUCK BO3HUKHOBEHWS NUAENTU-
YECKMX MPUCTYNOB Yy NALMEHTOK C CMHApOMOM PeTTa.
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