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Axmadeeea J1. P., Bawkesuy A.T., BopoHuoea JI. M. Cungpom OTaxapa Il kak npumep pegkom anunenTudeckomn sHueda-
nonatuu. CapaToBCKMI Hay4YHO-MeAMLMHCKKUM KypHan 2018; 14 (1): 123-126.

OnuceiBaeTcst cuHapom OTaxapa |l kak BapuaHT anunentuyeckon aHuedanonaTum, NpMBOAATCA pesyrnbraTbl CO6-
CTBEHHOro HabnoaeHus 4-netHero pebeHka ¢ gaHHon hopmon 3abonesaHus.

KntoueBble cnoBa: anunenTiyeckas aHuedanonatus, cuiapom Otaxapa Il.

Akhmadeeva LR, Vashkevich AG, Vorontsova LM. Ohtahara Il sydrome as a rare epileptic encephalopathy (a case re-
port). Saratov Journal of Medical Scientific Research 2018; 14 (1): 123-126.

We present information about Ohtahara Il syndrome which is a rare epileptic encephalopathy, and our own clinical

case: a 4-year old child with this disorder.
Key words: epileptic encephalopathy, Ohtahara Il syndrome.

BBepeHue. CuHgpom Otaxapa || — pegkuin anu-
NenTUYEeCKUn CUHOPOM, KOTOPLIM MO Kraccudumkaumm
ILAE B 2001 1. BHECEH B CMUCOK 3MNUMNEnTUYEeCKMX 3HLe-
danonatuii [1]. B aTOM e rpynne HaxogaTca CUHOPOMbI
BecTta u JleHHOKca — acTo, a Takke paHHSs MUOKITOHU-
Yyeckas sHuedanonatusa. Cungpom OTaxapa Il aBnsetca
CamMbIM paHHUM M3 BO3PaCT3aBUCUMbIX SNUAENTUHECKNX
3HUedbanonatiin, Npy 3ToM OH B OOSMbLUMHCTBE Cry4yaes
nepexoauTt B cuHapombl Becta unu JleHHokca — lMacto
[2—4]. BnepBble 3abonesaHune onucan L. Otaxapa (Sh.
Ohtahara), npodheccop getckon HeBponornm YHnBepcu-
TeTa Okasima. B 1990-x rr. npodeccopa Sh. Ohtahara n
Y. Ohtsuka ganv Ha3BaHWe JaHHOMY 3MNUNENTUYECKOMY
CUHAPOMY: Tshkenasi anunencus ¢ MHOXeCTBEHHbLIMU He-
3aBucumbIMK pokycamm cnamkos (SE-MISF) [5].

Omuonoeus u namoeeHe3. OCHOBHbIMU MPUYMHAMMU
pa3suTna cuHgpoma OTaxapa |l ABnATCs CTPYKTYypHbIE
NopakeHWs roffoBHOTO MO3ra, reHeTUYECKN AeTePMUHN-
poBaHHble cMHApombl. Bonee yem B 70% crnyyaeB oH
CMMMTOMaTMYECKUN N BbI3BaH MpeHaTanbHbIMU U NOCT-
HaTanbHbIMK hakTopamun. B npoekte mexayHapoaHON
Knaccudmkauum anunencun 1 aNUNenTu4ecknx CUHAPO-
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MOB JaHHasi NaTonorMs OTHOCUTCS K SNUMAEenTU4EeCKUM
3HUedanonatnsaM HeoHaTanbHOro W MrageH4Yeckoro
BO3pacTa:

— paHHsa MnageHdyeckast aHuedpanonatuss c cy-
npeccnBHO-B3PbIBHbIM NatTepHoM (OTaxapa);

— Tsbkenas anunencus ¢ MHOXEeCTBEHHbIMU (hOKy-
camu cnankos (Otaxapa ) [6].

KnuHuuyeckue nposieneHusi. NpenpacnonoXXeHHOCTb
K BO3HMKHOBEHMWIO MPUCTYNOB UMEET TECHYK CBSA3b C
Bo3pacToM. [e6T npucTynoB MpoUCXogmT OCTPO, Ha
¢OoHe MOMHOro 340poBbs. XapakTePHO MPOrpeccupyo-
Lee yXyAlleHWe COCTOSHUSI C YBENMYEHMEM 4YacToTbl
NPUCTYMNOB W 3a0EPXKOW MCMXOMOTOPHOIO PasBUTUS.
[etn Hepeako ocTatoTcs nHeanuaamu [7]. Mpu cungpo-
Me Otaxapa |l BcTpeyatoTcs pasnuyHble BUAbl NPUCTY-
noB. B TO ke BpemMsi OCHOBHbIM TUMOM 3MUNENTUYECKNX
NPUCTYNOB SIBMSIOTCA «Marible reHepanu3oBaHHbIE Npu-
CTyNbl», NPEUMYLLECTBEHHO MO TWUMY TOHMYECKMX cnas-
MoB [8]. ToHu4Yeckune crna3mbl MOTYT ObiTb OOUHOYHLIMU
U NMETL KNnacTepHoe TeYeHne, BO3HNKaKT B Nepuoabl
6oapcTtBoBaHMs 1 cHa. [MpogormKMTENbHOCTL chnas3mMa
okono 10 cekyHA, nHTepBan Mexay crna3mamu B OOHOM
cepumn (knactepe) go 15 cekyHa. Cnasmbl MoryT ObITb
OLMHOYHBIMY UK NOBTOPATLCS Kractepamu o 300 pas
B CyTKu. B psige cnyyaeB HabniogalTcsi napumanbHble
MOTOPHbIE MPUCTYMbI, rOpasgo pexe MUoknoHun. B 6o-
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nee cTapluem BO3pacTe MOryT BCTpevaTbCs reHepanu-
30BaHHbI€ TOHMKO-KNOHMYEeCKMe npucTynbl [9].

OnekmposHueghanoepaguyeckoe  uccredosaHue.
HanbGonee xapaktepHbiM J3I-npusHakoMm cuHApoma
Ortaxapa sBnsieTca naTTepH «suppression-burst», Bos-
HUKaIOLWMIA NOCTOSAHHO UMW NEPUOANYECKN B COCTOAHMM
cHa n 6ogpcTBoBaHUA. OTOT MaTTEPH XapakTepusyeT-
Csl BbICOKOBOMLTaXHbIMU pa3psgamMun, CMEHSHOLWMMUCS
NpakTU4eCKN NAOCKMMU pa3aMu YTHETEHUS aKTUBHOCTM
[10]. Paspsigbl cOCTOAT M3 HeperynsapHbIX BblCOKOAM-
NAUTYAHBLIX MeaneHHbIx BonH go 150-350 mkB, nepe-
MeXarLMxXca co cnamkamm u koneoénwowmxea ot 1 go
3 cekyHg no npogomkutenbHocTu [11-12]. TMpogon-
XWUTENbHOCTb (pasbl yrHETEHUS cocTaBngaeTr okono 3—4
cekyHA. VIHTepBanbl, NOACYUTAHHBIE OT Hayana Of4HOro
paspsga 0o Hadana gpyroro, coctaenstoT 5—10 cekyHn
[13]. MNMepexoa k MeAneHHOWN Cnank-BOSHOBOW aKTUBHO-
CTKW, KOTOpas xapakTtepHa Ans cuHgpoma JleHHokca —
[[acTo, MOXET NPOMCXOANTbL B paHHEM AETCKOM BO3pacTe
[5]. B gpyrux cny4vasax cuHapom OTtaxapa TpaHchopmu-
PYETCA B TSHKENYHO NapuuanbHy aNUNerncuto, npu KoTo-
poii anunenTndopmMHasi akTUBHOCTb NpuobpeTaeT npu-
3HaKM poKanbHOW B OrpaHNUYeHHON 06nacTy unm Lenom
nonyLiapum ronoBHoro moasra [6].

Hedlposusyanu3sayus. PesynsraTel HEMPOBU3yanuaa-
uun npu cuHapome OTaxapa Il HecneundmyHbl. B 6ornb-
LWUMHCTBE cny4yaeB HabmwopatTcss Mopdonormyeckme
NPU3HaKK MMNOKCUYECKN-MULLIEMUYECKON NepuHaTanbHON
3HUedanonatnn. B oTaenbHbIX cryvasx NpU4nMHOn pas-
BUTUSI MOXET SIBNSATbCA pokanbHas KopTukanbHasi Anc-
nnasus [7].

lpoeHo3. Yacto npuctynel npu cuHapome OTaxa-
pa |l Hekynupyemble U He NOAAAKTCHA NEYEHU aHTU-
anunenTUYeckummn npenapatamu. NonoBmHa NnauneHToB
YMUPAKT B TEYEHME HEAErNb NN MecsLleB nocne aetio-
Ta 3aboneBaHusi, Yy OCTalbHbIX Pa3BUBAETCSt CTOMKWUIA
HEBPOMOrMYECKUIN U MCUXNYECKNI OednumT [6].

JucbpepeHyuansHbili duazHo3. Hanbonee 4vacto
ondbdpepeHumManbHbIi AnarHo3 MpoBOAUTCHA C CUMHOPO-
MOM paHHeN MUOKINOHMUYeCcKon aHuedanonatumn. K Tomy
xe guddepeHumpoBate cuHgpom Otaxapa |l cnegyet
c cungpomamu Becta nnun JleHHokca — lacto. Cyule-
CTByeT 60nbLUOE KOMMYECTBO CryvaeB TpaHchopmaLmm,
«nepexofHbIX» OopM, ANArHOCTUYECKNE KPUTEPUU KO-
TOPbIX MOTYT BbITb pa3MbIThl. CrieayeT Takke UCKITIYUTb
HacnencTBeHHble 3aboneBaHusi ¢ HapyLeHnem obmeHa
BELLECTB U XPOMOCOMHbIe cuHApoMbI [10].

JleyeHue. Tak Xe kak W Npu ApYrMx BO3pacT3aBu-
CMMbIX 3MUIEenTUYeCcKMX 3Huedanonatuax, npuMeHs-
loTCA  Banbnpoarbl, 3Tocykcumug, OeH3ogmasenuHsbl,
BurabaTpuH, eHnTonH n 3oHucammg [8]. Manbie re-
Hepanu3oBaHHble 3nunenTu4eckMe npucTynbl cnabo
YyBCTBUTENbHbI K aHTuanunentudeckon tepanumn [11].
AHTMaMMNENTMYECKMe NpenapaTbl MUMET NULLb YacTU4-
HYyI0 9P(PEKTUBHOCTb. XMpypruyeckoe redeHne mnpu
cuHgpome OTaxapa Il, B otnuumne ot dokanbHbix opM
anunencuun, Kak npaBuno, He nokasaHo. VcknoveHus
CYLLECTBYIOT Mpu criy4asix obHapyXeHNs YeTKoro CTpykK-
TypHOro gedekra, 06ycrnosnmBaLLero JOMUHNPYOLLNIA
3NWMMAENTOreHHbIN o4yar ¢ hakToMm abcontoTHoW hapma-
KopesncTeHTHocTm [13].

KnuHuyeckun cny4van. Hamu Habniogancsa 6onb-
Hou H., 4 roga. Oe6ioT npucTtynoB 3adukcupoBaH B
2-HepgenbHoM Bospacte. OTMevanucb reHepanusoBaH-
Hble TOHMWKO-KIOHWYECKNE NPUCTYMbl MNPOAOIKUTENb-
HOCTbIO A0 5 MUHYT, exenHeBHble, 4-5 pa3 B aeHb. C
OBYX NeT NosiBUNUCh NPUCTYMbl NageHU C TOHNYECKAM
HanpskeHneM KOHEYHOCTEeW M NoTepen COo3HaHus A0
30 pa3 B AeHb, @ Takke KnacTepHble CEpPUNHbIE TOHU-
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Yyeckue cnasmbl U MUOKMOHYC B pykax. [locne gebioTa
NPUCTYNOB POAUTENN HayYann OTMeYaTb MOBbILUEHHYHO
B0O30yQMMOCTb U OTCTaBaHue pebeHka B NCUXOpeYeBOM
pasBUTUX, ayTUCTUYECKMNE NPOSBMEHUS.

AHamHe3 Xu3HU. PebeHok oT BTopor 6epeMeHHOCTH,
BTOPbIX poAoB. B nepBoii nornoBuHe 6epeMeHHOCTH OT-
Mevanach yrposa ee npepbiBaHUsl, BO BTOPOV NMOMOBUHE
ycTtaHoBreHa aHemus |l ctenenn. Poabl npousownu B
cpok (40—41-a Hepenst), Yepe3 eCTECTBEHHbIE POAOBbLIE
nyTu, 6e3 ocnoxHeHuin. 3akpuyan cpady. Macca Tena
npu poxgeHun 3500 r. OueHka no wkane Anrap 8-9
6annoB. HacneacTBeHHOCTb MO 3NMMENCUMN U HEBPOMO-
rmyeckum 3aboneBaHNsaM He OTAroLLEeHa.

Heeponozauyeckuti cmamyc. Co3HaHue sicHoe. Ye-
penHble HepBbl: 6e3 o4yaroBon cuMMNTOMaTUKW. Bynb-
OapHbIX HapyweHuin HeT. CucTemHas aucnnasus
coeanHuTenbHOM TKaHu. MblweyHas runotoHus. Cratu-
KO-AMHaMmnyeckasa atakcus. AyTUCTUYECKMMU MposBne-
HMS: 3aUMKIEHHOCTb, HapyLlleHne KOHTakTa, CTepeoTu-
nus B pykax, putyansl. Jucnpakcus. AKTUBHOWN peyn Her,
NMOHVMaHue HapyLLEHO.

Mpu npoBeaeHnn nepBoro 33/ -uccredosaHus B BO3-
pacte 1 mecsua y pebeHka Habnoganack HU3koamNn-
TyOoHast NONMPUTMUYHast akTUBHOCTb C NpeobnagaHvem
MeAJTIEHHOBOMHOBOW aKTMBHOCTM B LiEHTparbHbIX OTBE-
AeHnax. JlokanbHOM M NapokcM3MarnbHOM natonorunye-
CKOW aKTUBHOCTU HE BbISIBMNEHO.

B 1 rog 8 mecsiueB npu npoBegeHun I3l -uccre-
OOBaHWs BbISBIEHA pervoHarnbHas anunentugopmMmHas
aKTMBHOCTb B LiEHTParbHO-TEMEHHO-BUCOYHON obnacTu
cnesa.

B Bo3spacTte 4 net 3apeructpupoBaHa nartosiornye-
CKasi akTUBHOCTb:

— OAMHOYHbIE, TPYNMNOBblE KOMMMEKChl «Chnamk —
BOIMHay, «nomucnamk — BonHa» amnnutygon go 150
MKB B GubpoHTanbHbIX 06nacTax 6e3 YeTKOM akLeHTy-
aLunmn CTOPOH;

— OAMHOYHbIE, TPYNNOBbIE KOMMIEKChl «OCTpas —
MeaneHHas BonHa» amnnutygon o 200 mkB B ueH-
TparnbHO-TeMEHHO-BMCOYHOM obracTu cneBa;

— OunaTtepanbHO-CUHXPOHHbBIE BCMbILLKA  BbICOKO-
amnnuTygHbIxX (8o 200 MkB) koMnnekcoB «cnawk — Bori-
Ha», «OCTpad — MefJieHHasi BOnHa» amnnuTyaon Ao
150 mMKB;

— penkve OUCUHXPOHHbIE BCMbILLKN  KOMMIEKCOB
«CMnank — BOMHa», «ocTpasi — MeAneHHas BOMHa» am-
nnutypon o 100 mkB B noBHbIX obnacTsx;

— MEepuoaNYECKN PErncTpupyroTca paspsgbl nonu-
CMawkoB 1N MeAneHHbIX BonH amnnutygon o 300 mkB co
CHWXEHVWeM aMnnuTyabl (hOHOBOW akTMBHOCTU (hopmu-
poBaHuWe naTTepHa «BCMbILLIKa — nogasrnexHvey) (puc. 1).

Mpu npoBegeHun MPT 205108H020 Mo32a BU3yanusu-
poOBaHO ONCrapMOHUYHOE pa3BUTUE KOpbl MpaBon 1o6-
HOW A0 1 NpaBov TEMEHHON JoNu (BeposiTHa dhokanb-
Has KopTuKanbHas gucnnasus) (puc. 2).

JleyeHue. TMaumeHT nonyyan 6a3oBble aHTUANUMNEN-
TUYeECKMe npenaparbl B pa3nuyHbiX COYETAHUSAX U JO3aX.
Mocne nosiBneHns NepBbIX NPUCTYNOB Ha3HavyeH gena-
KWH-XpoHOCepa, KOTOpbIM OKasan KpaTKOBPEMEHHbLIN
a(pdeKT B BUAE YMEHbLUEHUS MPUCTYNOB Ha 1 mecsu,
3aTem npoBogunachb kombrHaumsa ¢ neeeTMpaLeTamMmomM
1 NamMoTPUIPKUHOM, KOTOpble He okasanu addekTa. No-
Ccrne BO3HMKHOBEHMS MPUCTYMNOB NafeHun (gpon-atak)
B 2 roga pebeHoKk Havan npuHMMaTb MHOBENOH, Ha KO-
TopoMm Habntoganacb pemucceus 3 mecsiua. 3atem no-
SABUINIUCb MUOKMOHYC B pyKax W CepuiHble TOHUYEeCKue
cnasmbl. Kypc rrtokokopTukoctepongoB (kopted) Obin
addpekTmBeH. B HacTosiwee Bpemsi y pebeHka meguka-
MeHTO3Hasi pemuccusi Ha doHe aobaeneHusi cabpuna
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Puc. 1. Pesynbrathl 33IM-uccnenosanus nauveHTa H., 4 roga. Cuigpom OTaxapa |l: 3HauymTenbHble N3MeHeHNs1 BUO3NEKTPUYECKO
aKTMBHOCTW MO3ra B cTagmu 6oapcTBoBaHus. 3aMeafieHne OCHOBHOM akTUBHOCTU; MynbTUdOKanbHas anunenTndopmMHas akTuB-
HOCTb B BUPOHTanbHbLIX 0bnacTax 6e3 YeTKOM akueHTyaLmUn CTOPOH, LeHTpanbHO-TEMEHHO-BMCOYHOM obriacTu cnesa

Puc. 2. Pesynsratel MPT-uccnegoBanus nauveHta H., 4 roga. CuHgpom Otaxapa |l: B npaBovi TeMeHHoM gone (B npoekunm
HaZKpaeBOWN N3BUIUHbI) ONpeaensieTcss AUCrapMOHUYHOCTb KOPTUKanbHOro crosl. B nepeaHux otaenax npasov TOGHON Aonv B
NpoeKuMn cpefHen NobHON N3BUMUHBI TakKe onpeaensieTcsl HapyLleHve pasBuTKS Kopbl B BUAE YNMOLEHUS U HEpaBHOMEPHOTO
yToniieHusi. BepoaTHa chokanbHas kopTukanbHas avcnnasus
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(nonutepanusa: genakMH-xpoHocdepa + 30HerpaH + ca-
6pvn). Ha cdoHe npuMeHeHns gaHHOW nmonuTepanuun y
pebeHka oTMevaeTcsl NonoXxuTenbHast AuHaMuKka B BUAe
KynMpoBaHUsA NpUCTYnoB B TedeHne 1 roga, yny4lleHus
KOHTaKTa 1 NCMXOpPeYeBOoro pa3sutus, Ho Ha O3l coxpa-
HSAIETCsl NaTTEPH «BCMbILLKA — MNOAABIEHNEY.

3akntoyeHue. Takum ob6pasom, B ONMUCAHHOM KIu-
HUYECKOM CcriyyYae npeacTtaBrneHbl 0COGEHHOCTN NPOsiB-
neHusa pedkoro anunentudeckoro cuHgpoma OTaxapa
I, rae BaXHO OTMETUTb PaHHWIA BO3pacT BO3HUKHOBEHUS
NpUCTYNOB, NporpeccupytoLlee yxyaleHme COCTOSHUS,
3a[lepXKKy MCUXOMOTOPHOIO PasBUTUS U XapaKTEPHYHO
kapTuHy O3l -uccnemoBaHusA. YcTaHoBneH Hebnaro-
NPUATHBIN NPOTrHO3 B BMAE CIOXHOKYMNUPYEMbIX aHTu-
3NMNENTUYECKMMW NPenaparamMmmn NpUCTynoB 1 pa3BuUTUSA
CTOMKOro HeBpororudeckoro aedpuumta. MNoatomy Bpa-
Yam, HabnogawwmM NauMeHTOB C TakUM OMarHo3oM,
cnepnyet nogobpaTb 3deKTUBHBIN Kypc hapMakoTepa-
MK, HaLENeHHbIN Ha NOMNOXUTENbHYHO AUHAMUKY.

ABTOpCKMI BKNad: KOHUENUNUS 1M OM3alH Uccneano-
BaHua — J1.P. AxmageeBa; HabnogeHe 3a naumeHTa-
MU, nonyyeHne gaHHbix — J1. M. BopoHuoBa; obpaboTtka
JaHHbIX, aHanu3 1 YHTepnpeTauns pesynsraTtoB, Hanu-
caHue ctatbn — A.T. BalukeBuy; yTBepxaeHue pykonu-
cu ans nybnukauun — J1. P. AxmageeBa.
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Llernib: OUEHUTb KNMHNYECKYIO KapTuHY paccesiHHoro ckneposa (PC) n nokasatenu MMMyHHOrO ctatyca y 60mbHbIX
C peakTuBauuen nepcucTupytoLlen repnecsupycHon nHdpekumm (MrBN). Mamepuan u memodsl. ObcnegoBaHo 56
6onbHbIX ¢ goctoBepHbiM PC 1 20 nauneHToB, NPOXOAMBLLUX KypC NeYeHns Apyrnx 3abonesaHnii HEPBHON CUCTEMBI
(kopeluKoBbI CUHAPOM Ha (POHe AereHepaTUBHOrO 3aboneBaHus MO3BOHOYHKKA) (rpynna cpaBHeHUs ). MNauneHTbl ¢
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