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KnuHuyeckoe 3HaueHue anunenmucopmHoil akmusHocmu
Ha anexkmpo3xueganorpamme

JL.IO. I'myxoBa
000 «Hncmumym demckoli negpoaoeuu u snusencuu um. Cesmumens JIyku»;
Poccus, 143397 Mockea, noc. Ilepsomaiickoe, dep. [Iyukoso, ya. Ceemaas, 6

Konmaxmor: Jlapuca IOpvesna Inyxoea center@epileptologist.ru

B cmamve paccmompetst 60npocsl cneyudUUHOCIU U 4Y8CMBUMENbHOCIU INUAENMUPOPMHOL AKMUBHOCMU HA I1eKMPOdHUedaroepamme
(D3I). Dnusenmugopmnas axkmuenocms — 3mo ocmpwle 804Hbl U huku Ha III. Hopmanrvnas III ve uckarouaem duaeHo3a snunsencuu
u, Haobopom, oOHapyiceHue dnusenmugopmuoil akmusrnocmu Ha DI He 00513amenbHO c843aHO ¢ dnuaencueil. lns 0OHapysceHus Inuien-
MmugopMmMHOU aKkmueHocmu y 004bHbIX INULencuell Moxcem nompebosamocs npogederue Heckoavkux DII. Beposmuocmo visa6aenus snu-
nenmupopmHoil akmuerocmu yeeauuueaem npogederue DI 6o cHe ¢ npumeHeHUeM Pa3UMHBIX CHOCO008 AKMUBAUUU (UNEPBEeHMUAAUUS,
pummuueckas pomocmumyasyus, denpusauus cHa). OOHApYICeHHYIO SnuUrenmUu@opmHyo akmuenocmo Ha D3I caedyem unmepnpemupo-
6amy 6 COOMEEMCcmeUU ¢ KAUHUYECKOI KapmuHoli. Paccmampugaiomces 60npocsl Kaaccugpukayuu SnuienmugopmMHol akmusHocmu u oug-
pepenyuanvHoil unmepnpemayuyu om opyeux 6udog snekmpuueckoii akmugnocmu. Ilpedcmaenenst 0CHO8Hble InULIENMUPOPMHBIE nammep-
Hbl, UX HEUPOPDU3UOA0UHECKAs OCHOBA U KAUHUHECKAS KOPPeASYUs.
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CLINICAL SIGNIFICANCE OF EPILEPTIFORM ACTIVITY IN ELECTROENCEPHALOGRAM

L.Yu. Glukhova
Svt. Luka’s Institute of Child Neurology and Epilepsy;
6 Svetlaya St., Puchkovo Village, Pervomayskoe Settlement, Moscow 143397, Russia

The article is devoted to some issues of sensitivity and specificity of epileptiform activity in the electroencephalogram (EEG). Epileptiform
activity — it is sharp waves and spikes on EEG. Normal EEG does not exclude the diagnosis of epilepsy and vice versa: presence of epilep-
tiform activity on EEG is not necessarily caused by epilepsy. Several EEGs may be needed to detect epileptiform activity in patients with
epilepsy. EEG recording during sleep with the use of different activation methods (hyperventilation, rhythmic photic stimulation, sleep
deprivation) can increase the probability of epileptiform activity detection. Clinical presentation should be taken into account while inter-
preting EEG results with registered epileptiform activity. The issues of epileptiform activity classification and differential interpretation
of other electrical activity types are also discussed in the article. Main epileptiform patterns, their neurophysiological basis and correlation
with clinical manifestations are described.

Key words: epilepsy, epileptiform activity, electroencephalogram, hyperventilation, sleep deprivation, rhythmic photic stimulation

I1ocne onucaHust HeMELKKUM TIcuxuaTpoM XaHcom bep-
repoM B 1929 1. anekrposHIIedanorpaMmsl (D3I yenose-
Ka Hayajach HOBAsI 3pa pa3BUTHUSI SIWICIITOIorun. Bmecte
C TeM 3HAYUTEJTLHBII Iporpecc B pa3Butun DI Kak BaxKHO-
IO KJIMHUYECKOTO MHCTpYMeHTa Iipon3oiiel B 1935 1, korma
TPYIITIOi aMepUKaHCKUX yIeHBIX B bocToHe — dpeneprkom
[166com, XamnoyamioMm [d3BucoM u YuibsimoM JIeHHOK-
CcoM — OBUIM TpeacTaBieHbl Bredamisiomuye DI 12 neteit
C SIWIENITUYECKUMHU IIPUCTYIIaMU petit mal [46, 47].

AnuentrudopMHasg aKTUBHOCTD IPEACTaBIsIET CO-
00i1 31eKTpruUYecKUe KoaebaHUsl TOJJOBHOTO MO3ra B BUIE
OCTpPBIX BOJIH U IMMKOB, 3Ha4uTeIbHO (00jee 50 %) ot-
JINJaromuecs oT (POHOBOM aKTUBHOCTH U, KaK IIPaBUIIO

(HO He 00s13aTeNbHO), OOHapyxXuBawIiuecs Ha D30T
y JIMLI, CTpajamoliuux snwiencueii [60, 64, 72, 89].

Anunentud@opMHass aKTUBHOCTh B BUJAE NHKOB
M OCTPBIX BOJIH B MEXIIPUCTYITHOM IIEPHOJIE IPEICTABIIS-
eT co0oii CcyMMHUpOBaHME BO30YKIAIOIIMX U TOPMO3HBIX
MOCTCUHANTUYECKUX MOTCHLUATIOB, CBSI3aHHBIX C TU-
MMePCUHXPOHHBIM HEMPOHAJIBHBIM Pa3psiioM, IMApOKCH3-
MaJIbHBIM CMEILCHUEM JCTIOISIPU3ALMY U TOCIIeAYIONIei
rurieprojsspusamnueii. [Ipy aToM pa3mndHOe IIPOSIBIICHUE
Ha DT snmmienTdOpMHOM aKTUBHOCTH OTPaXKaeT CTpe-
MUTEJIbHOCTb HEMPOHAJIbHOM CUHXPOHU3ALUU U MYTh,
IO KOTOPOMY pa3psl pacIpOCTPaHSICTCS B KOPE TOJIOB-
Horo Mo3ra [72].
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Hecmotpst Ha ob11iee coriacre B OTHOLLIEHUM XapaKTe-
PUCTUK SIUIETITU(OPMHOM aKTUBHOCTH, UMEIOTCST TIPO-
6yieMbl TepMuHOIOTHN [72]. HazBaHUs «3muienTrdecKast
aKTUBHOCTB», «CYIOPOKHBII pa3psid» ObUIM ITOIBEPTHYTHI
KPUTHKE B CBSI3U C TEM, UTO TTOIOOHBIE M3MeHeHUs Ha DO
MOTYT BO3HMKATh KAK Yy JIIOACH C AMAJICTICUEH, TAK U Y JIULI,
Y KOTOPBIX HUKOTIA He ObUIO SMIIETITUYCCKUX IIPUCTY-
moB. Jlaxke TepMUH «ITapOKCU3MAJILHBIN pas3psimy», HECMO-
Tpsl HA TO, YTO OH 00JIee OCTOPOKHBINM, HEe Hallle] 0DILEero
npusHaHud [65]. HazBanus «ammmenTonaHast aKTUBHOCTE>
(T.e. momoOHas ANUJIECNTUYECKON) caeayeT U30eraTh, Tak
KaK MPYICTaBKa «31I1» BBOIUT B 320 TyKIICHIE ITPAKTHUECKO-
IO Bpavya ¥ MOXET IIPUBOIUTD K KIIMHUIECKMM OIIIOKaM,
WHIYLMPYS YCTaHOBJICHUE AruarHo3a. bosee Toro, B HacTo-
sttee Bpemst DI sIBisieTcs e IMHCTBEHHBIM OOBEKTUBHBIM
METOIOM PETMCTPALIMi KOPKOBBIX HEMPOHABHBIX pa3psi-
IIOB, U TIOSABJICHNUE B 3aKJIIOYCHUU Pa3MBITOTO OITMCAHUS
«CXOKECTH HEKOETO IaTTepHa ¢ AIMICIITU(POPMHBIMH U3-
MEHEHUSIMU» CTABUT MO COMHEHUE OOBEKTUBHOCTD 00CIIE-
nmoBaHMSI. HEKOPPEeKTHO BRITJISIIUT M TEPMMH «ITOBBIIICH-
Hasl CyJIOpPOKHasi TOTOBHOCTh», KOTOPBII ObLT IPUMEHEH
B 9KCIIEpUMEHTAX Ha XKMBOTHBIX LIS U3yYEeHMS BO3IEHCTBIS
Ha MO3T pa3HbIX KOHBY/ILCOIeHHBIX areHToB [22]. Hanbonee
aKKypaTHBIM OBUI IIPM3HAH TEPMUH «3MMJICTITH(OPMHAS
AKTUBHOCTb», KOTOPBIA XOTh X IEMOHCTPUAPYET OCHOBHOM
SIUJIETITUYECKUI TaTOGU3NOJOTUYESCKUN MEXaHU3M,
HO €T0 M30JIMPOBAaHHOE HAJIM4YKE 03 KIMHUIECKOM KapTH-
HBI HE YCTAaHABJIMBAET AUATHO3 «anuiencus» [65]. Kpome
3TOT0, OOIICTIPUHATHIM TEPMIHOM, OIIPEHCIISTIOIINM SITH-
JIeNTU(MOPMHYIO aKTUBHOCT (3MAIENTU(OPMHBINI TTATTEPH,
DOI'-KapTUHY SNWIENTAYECKOTO NPUCTYIIA), TPU3HAET-
csa «paspsany» [64]. Ho «paspsim» Takke paccMaTpuBaeTcs
KaK COBOKYITHOCTb WJIM TPYyIIIa BOJIH, MaTTepHOB Ha DO
[3, 34], 1 oH He Bcerna TOYHO OTpaXkaeT OIpeIeIeHIe HEKO-
TOPBIX SIMWIECTH(MOPMHBIX (heHOMeHOB Ha DT, Harpumep,
3TO MOXET OBITh ITMK-BOJHOBOM MaTTepH (T. €. OMUH CIIe-
IMOUIHBIN KOMIUIEKC 3IMICITH(OPMHON MOP(hOIOTHN)
i i y3HBINA pa3psia TMK-BOJTHOBOM aKTUBHOCTH (TPYII-
a crelOUIHBIX 10 MOP(GOJIOTUH KOMITIIEKCOB MUK — Me/I-
JICHHasI BOJTHA ¢ TU((PY3HBIM pacIIpOCTPAaHEHHUEM).

OrunentudopMHas aKTUBHOCTh HE SIBIISIETCS CIIe-
nudpuyeckum DD -peHoMeHOM y OOJbHBIX SIMUJICH-
cueit. Tak, mpu MpoBeIeHNM CTAaHAAPTHON (PYyTUHHOI)
DT B 00111e] TpyIITIe B3pOCBIX TTAIEHTOB C SIMUICTICH -
el yactota OOHapy:KEeHUS SMIETTTU(DOPMHON aKTUBHO-
ctu BapbupyeT ot 29 10 55 % [72]. Ho noBropHbie DB
(mo 4 uccrenoBaHUiA) ¢ AeNIpUBALIMCH CHA YBEIMIMBAIOT
BEPOSITHOCTD BBISIBJICHUS SIMIUICIITU(MOPMHBIX U3MEHE-
HUii y 6onbHBIX srmierncueit 1o 80 % [80]. JymrenbpHbIi
DBI'-MOHUTOPUHT MOBHIIIAET BBISIBIIIEMOCTD SIUJICTITH-
(GOpMHOIT aKTUBHOCTH Ha DTy OOJIbHBIX STUIETICUEH
Ha 20 % [80]. 3anuchk DD Bo CHe MOBHIIIAET BbISBISIC-
MOCTB SIMWIENTU(POPMHBIX U3MeHeH M 10 85—90 % [37].
Bo BpeMs ammienTHIeCKOro MpYCTYIIa MPeACTaBICHHOCTD
MKTaJbHOU SMAIENTU(POPMHON aKTUBHOCTU Ha DI

jJocturaet yxe 95 %, oqHaKo Py HEKOTOPIX (POKATbHBIX
SIUJICTITUYECKNX MPUCTYIIAX, UCXOMSIIINX U3 TTYOMHHBIX
OTIEI0B KOPhI C HEOOJIBIIONM MPOeKIKeid Ha TOBEPXHOCTD,
XapaKTepHBIC IS SIUICIITUIECKOTO IIPUCTYIIa N3MEHE-
HUS MOTYT HE perucTpupoBathes [43].

YyBCTBUTETBHOCTD MEXITPUCTYITHON SIIICTITU(HDOPM-
HOI akTUBHOCTU Ha DI 3aBUCUT OT MHOTUX (DaKTOPOB.
DNWIeNTUISCKUIN CMHIPOM, I10 BCE BEpOSTHOCTU, WT-
paeT BeAyIIyIo POJIb IO BIMSHUIO HA YaCTOTY OOHapyXe-
HUSI MEXIIPUCTYITHBIX SMIICTITUMOPMHBIX U3MEHEHUI
Ha O30T [72]. Hanmpumep, y malMeHTOB ¢ AETCKOI abcaHC-
HOM anmiencueid, npu cunapome JlenHokca—Iacro, po-
JIAHIWYECKOM SMImiernicuu, cuanpome Becra moutu Becerna
00HApYXMBAIOTCS CIICHM(UISCKIE SMICIITU(DOPMHBIC M3-
MeHeHU yke Ha riepBoit DI [1pu Me3naabHOM BUCOYHOM
SMUJIETICUU PEIKO TPeOyIOTCs IMTOBTOpHBIE DI 17151 00HAa-
PYXEeHUS SNMIenTU(OPMHOI aKTUBHOCTH, TOTIA KaK JIO0-
Hasi, TeMEHHasl, 3aThIJIOYHAST SIIIETICUN YacTO UMEIOT HOp-
MaJIBHYIO MEXTIPUCTYITHYI0O DI 1axke 1pyu MHOTOKPaTHBIX
zanucsax [70]. Kpome sToro, D3I uMeeT 6oj1ee HU3KYIO
YYBCTBUTEILHOCTh Y MALIMEHTOB, UMEBIINX OTMHOYHBII
SIUICTITUYCCKHUI MPUCTYIT WIN yKe MMPUHUMAIOIINX aH-
TUANIENITHIeCKKe mperapaThl (ADI]), — B 3THX Clrydasx
BEPOSITHOCTL OOHaApyKeHus1 cocrasiser 12—50 % [72].

OrcyrcTBUE criel(pUIECKUX MEXITPUCTYITHBIX 3T -
nenTU@OPMHBIX U3MeHeHU Ha DD mpu HEKOTOPHIX
¢dopMax SMUICTICUN CBSA3BIBAIOT C TIYOMHHOM JIOKAJIM-
3alMell oyara pa3apakeHus, TAHTeHIIMAIbHBIM TUITOIEM
VI HEAOCTATOYHBIM BOBJICUCHHEM B SIMMICIITUICCKUI
paspsia 001acTeit KOphl TOJIOBHOTO MO3Ta, YTO YMEHBIIIA-
€T BEpOSITHOCTb OOHAPYKECHUS SMUICITUGOPMHOM aK-
TUBHOCTU NpU cKaibroBoii DDI. B cBs3M ¢ 3TUM Bpaun
MMO-TIPEeXXHEMY IOJDKHBI I0JIaratbCsl Ha KIMHUYECKYIO
OLICHKY B TMAarHOCTUKE SIMIICTITUICCKUX IIPUCTYIIOB [72].

Knaccuueckas snumientucdopMHass aKTUBHOCTD
Ha D3I MoxXeT 00HApYXKMBAThCS B MOIYISLMA JIIOACH
0e3 BIWICIICUM, YTO, BEPOSITHO, CBSI3aHO C TeHETUYC-
CKOM IMPeapactoOXeHHOCTBIO 3THUX JIUI, HO MIPU 3TOM
OHU HE BCErIa MMEIOT BOCIPUMMYMBOCTD K Pa3BUTUIO
SMWIENITUYECKNX NMpucTyroB [72]. CoraacHo 6OJIbIIOMY
nonysimuoHHoMY uccienoBanuio R.P. Gregory u coasr.,
nposeaeHHOMY B 1993 . cpeau 13 658 310pOBBIX B3pOC/IbIX
MOJIOIBIX JIIOACH B Bo3pacTe 17—25 JIeT, IpOXOIUBIINX
0o0y4eHue B y4eOHbIX 3aBEACHUSIX BOCHHO-BO3MYIIIHBIX CHJT
BenukobpuTtanuu, amutentrudhopMHas aKTUBHOCTD BISIB-
seHa B 0,5 % ciy4daeB (69 4yeioBek), U3 KOTOPLIX B 58 %
(44 ob6creqoBaHHBIX) CIy9aeB SMUICITU(OPMHAST aKTUB-
HOCTh OOHAPYKMBAIACh TOJIBKO IIPH ITPOBEACHUM PUTMHU-
yeckoit horoctumysaiun (POC), mpuyeM HUKTO U3 HUX
He UMeJl cepbe3HbIX 3a00J1eBaHUli B aHaMHe3e. JlanbHel-
1ee HaOIIOAEeHME 3a IEPUOI OT 5 10 29 JIeT moKasajo,
YTO TOJIBKO y 1 M3 00C/IeIOBaHHBIX Pa3BIIIACH SITMIICTICHS
[49]. Y 2 % B3pOCIbIX B IONYISLAK 0€3 SIS TUYECKUX
MIPUCTYIIOB 3anrch DD Bo cHe 00HAPYKMBAET SIMUICTITH-
(dopMHEBIe U3MeHeHus [72].
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Yaie snuientudopMHasi aKkTUBHOCTh OOHApYKMBa-
€TCSI B TTOMYJISILIAN JIeTei 0e3 SIMICIITUISCKUX IIPUCTYIIOB.
CornacHO HECKOJIbKMM OOJIBIINM MOMYJISIIIMOHHBIM HC-
caenoBaHussM DTy 310poBBIX AeTel B Bo3pacte 6—13 Jier,
Ha D3I BBIABIICHBI SIMIETITU(DOPMHBIE U3MEHEHUSI (PEeru-
OHaJIbHbIE U reHepanu3oBaHHbie) y 1,85—5,0 % nereii [19,
32, 66]. JIumb y 5,3—8,0 % nereii, y KOTOpBIX ObL1a O0HA-
pykeHa snuiaenTudOpMHasi aKkTUBHOCTh Ha DI, B majb-
HeHIlIeM pa3BUIMCh SITWICNTUYECKUE MPUCTYIIH [18, 32].
B omHoM 13 nocnenHux uccnepoBanuii 331y 393 3mopo-
BBIX JeTell B Bo3pacte 12—60 Mec ObII0 ITOKa3aHo, 4To pac-
MPOCTPAHEHHOCTh SMUIIETTTU(OPMHOI aKTUBHOCTH Y JIETei
B Bo3pacTe 10 5 JieT coctaBmiia 0,76 %, 4To 3HAYUTEIHHO
HIDKe, 4eM y IeTeil cTapiiero Bo3pacra [23].

Oco0eHHO MHTEPECHBI Pe3yJIbTaThl MCCIEeIOBAHUMI
D3I y mauueHTOB 6e3 AIMUIENTUYSCKUX MPUCTYIIOB,
HO C pa3IUYHbIMH 3a00JIEBAHUSIMHU TOJIOBHOTO MO3Tra —
IIpU O0BEMHBIX ITOPAXEHMUSIX TOJIOBHOTO MO3Ta, TaKUX
Kak abcIecchl M MEIJICHHO PACTYIIUEe OITyXOJIHU, TOCTe
MEPEHECEHHOM TSDKEJION Y€pEMHO-MO3TOBOM TPaBMbI, TH-
CyJIbTa, IIPU BPOKICHHOM ITOBPEXXKICHUN TOJIOBHOTO MO3Ta
u 1ap. Yacrora oOHapyKeHMS SIMIENTTUDOPMHON aKTUB-
Hocti Ha DTy 3Tux nauveHToB gocturaet 10—30 %.
Y 14 % 3Tux nauueHTOB BIIOC/IEACTBUM Pa3BUBAIOTCS
SIUJIETITUYECKHE IPUCTYITHI [72, 93].

HccnenoBanue, nposenenHoe B 2006 . M. Wolff
M COaBT., IT0KAa3ajJI0 BHICOKYIO YAaCTOTY BBISIBISIEMOCTH
pEeTUOHAJILHOM 3MMIeNTU(MOPMHON aKTUBHOCTH B BU-
IIe TOOPOKAYEeCTBEHHBIX SMIICTITH(OPMHBIX TAaTTEPHOB
nerctBa (JIDI1J) Ha DOI y mereil ¢ IepUBEHTPUKYIISIP-
Hoii neiikoMassuueit (ITBJI): cpenu 24 mauueHToB B 62 %
cayqaeB (15 mereit ¢ paszHoii crerrernio [1BJI) Ha D3I 06-
HapyxuBamuch AT, u muuib y 3 (12,5 %) 13 Hux aua-
THOCTUPOBAHA SITWJICIICUSI. DTU Pe3yIbTaThl IO3BOJIMIIN
aBTOpaM IIPeAroyoxXuTh, 4yTo I1BJI siBisieTcst mMyCKOBBIM
MEXaHM3MOM JUISI JAHHOTO TeHEeTUYEeCKOIro MpHU3HaKa
(ISI1d va B3TI) [92]. Beicokas yacToTa SIMUJICIITH-
¢dopmHOI akTUBHOCTHU y TTauueHToB ¢ [1BJI u gerckum
nepeopanbHbeIM MapaandoM (JILIIT) mpu oTcyTcTBIT 311~
nericun noarBepxkaaercs B padore K. 1O. Myxuna u co-
aBT. [18]. B patdore I'.B. Ky3pmuua y manmenros ¢ JLITT
MIPY OTCYTCTBHMU SIICTICUM SIMUICTITU(OPMHAS aKTUB-
HocTb Ha DT BoisiBisUIach B 44,5 %, Ipy 3TOM IIPaKTU-
YeCKU MOJIOBUHY U3 HUX (48,3 % OT Bceil perucTpupyeMoii
snuaenTudopMHOit akTuBHOCTH) coctaBuu BT [13].

BuuenTudopMHast aKTUBHOCTh MOXET BBISIBJISITHCS
y NalMeHTOB C TeHETUYECKOM MaToJIoTueit 6e3 amuiier-
TUYECKUX MPUCTYIIOB, HaIIpuMep, y 23 % aereii ¢ CUH-
IPOMOM JIOMKOI X-XpOMOCOMBI JaXe IPU OTCYTCTBUU
SMWJICNITUICCKUX TIPUCTYIIOB OOHAPYKMUBACTCS SIUJICII-
TUdOpMHAS aKTUBHOCTh Ha DDI, B OOJBIIMHCTBE CTy4acB
nMmeromasg xapakrep DI [27, 74].

ArunentrudopMHast akTUBHOCTD 1o Tuny DI/ mo-
XKET BBISBJISATBCS Y JETEU CO CHUXKEHUEM IIIKOJIBHOM YCIIe-
BacMOCTH, TIPOSIBIICHUSIMM CUHAPOMA TUIIEPAKTUBHOCTH

¢ mepUIIMTOM BHUMAaHUSI, 3aUKaHUS, TUCICKCUH, TIPU ay-
TUCTUYECKHUX PACCTPOMCTBAX U ap. [6, 20, 84].

[eHepanm3oBaHHBIE KOMIUICKCH ITMK — MEIJICHHAS
BOJIHA UMEIOT MeCTO IpuMepHO y 10 % ponureneii u 35 %
JIPYTHUX YWICHOB CEMbH ITAIIMEHTOB C TOHMKO-KJIOHUYECKH -
MU MIPUCTYIIAMU 1 TeHEPAIM30BaHHON AMIICTITU(hOPM-
HOM aKTUBHOCTBIO Ha DI [41].

OrunentudopMHas aKTUBHOCTD B Bujie TUPPy3HBIX
¥ MYJIBTUPETHOHAIBHBIX ITMKOB, OCTPBIX BOJH MOXKET 00-
HapyXUBaThCS Y MAIIMEHTOB C METa0OIMISCKIMU DHIIE-
danonaTuaMu 6e3 SMWICITUYECKUX IIPUCTYIIOB — IIPU M-
AIN3HOU OEeMEHLNHU, TUIIOKAJIbIIMEMUUN, YPEMUYECKOM
sHIedaIomaTum, dKJIAMIICUN, TUPEOTOKCUKO3E, IHIIE-
damonatum XammmoTto [72]. DnmnenTudecKkue npucTy-
ITBI MOTYT Pa3BUBATHCS Y HEKOTOPBIX M3 3TUX ITAIIUEHTOB,
HO mayieko He Bcerma [72]. [eHepann3oBaHHBIC SMIUJICII-
TUHOPMHBIE pa3psiAbl ObUINA 3apETUCTPUPOBAHBL Y 8—9 %
MAalMEeHTOB C XPOHUYECKON MOYEYHOU HENOCTATOYHO-
ctbio [53]. HexoTophle nmpemnaparsl, TaKue KaK XJIOPIIPO-
Ma3WH, TUTHI 1 KJI03aIMH, 0COOCHHO B BBICOKMX J103aX,
MOTYT IIPOBOLIMPOBATH MOSIBJICHUE SMIICTITU(OOPMHOMI
akTuBHOCTH [72]. OTMeHa 6apOUTYpaTOB y MTallMEHTOB
0e3 AIUJICIICUY WHOIAa MOXET IIPUBECTH K MOSBICHUIO
TeHePaIM30BaHHBIX AMUICITU(MOPMHBIX pa3psaaoB U ¢o-
TonapoKCcHU3MaJbHOro oTBeTa Ha DOI [72].

OnpHako HECMOTPS Ha TO, YTO SMMJIENTU(OPMHAsT aK-
THUBHOCTHh MOXET BBISIBJIATHCS Y JIIOMEH 0e3 SIMIenTHIe-
CKUX IIPUCTYIIOB 1, HA000POT, Y MAIIMEHTOB C HEKOTOPBI-
MU OopMaMU STTUIIETICUY SNTUAeNTH(GOPMHAsT aKTUBHOCTh
He 00HapyX1BaeTcsl, ee 0co00e 3HaUeHUE MOAYEPKUBaACT-
ca B quarHocTtuke snuierncun. R.S Fisher u S. Cordova,
n3ydaBiye poiab DD B nMarHocTuke SMWIETICUN, IPU-
IIJTY K CJICAYIOIINM BBIBOIAM:

*  HopMaybHasg DOI" He UCKITIOUAET SIUIETICHIO;

*  HaJIM4yMe MUKOB M OCTPHLIX BOJH Ha DI camo

110 cebe He TMarHOCTUPYET SITUJICTICHIO;

«  DOI Bo BpeMs SMWIESNITUYECKOTO ITPUCTYITIA OObIY-
HO MMeeT U3MCHEHUSI;

*  IIyOWHHBIE JOOHBIC MPUCTYIIHI WM MaKCHMah-
HO JIOKAJIM30BaHHbBIC SIWICIITUICCKIE TTPHUCTYITHI
MOT'YT HE COIIPOBOXIATHCS MKTATbHBIMU U3MEHE-
HusaMu Ha DT,

D3I MoxeT MOMOYb KJIIACCUDUIIUPOBATH TUITHI
SIMWIESTITUICCKUX ITPUCTYTIOB;

D3I MoxeT ITOMOYb JIOKAIM30BaTh (POKAJbHBI
SIMWICITUYECKUIA IIPUCTYII,

*  moBropHasg DI, DI cHa 11 aKTUBUPYIOLINE TTPOOBI
ITO3BOJISTIOT OOHAPYXXUTH ITATOJIOTUIECKYIO aKTHB-
HOCTB;

* B HauboJIee CJIOXKHBIX CIIy4asix MOXET IT0TpeOoBaTh-
cs nmpoBeeHne Buaeo-D3-Mounropunra [43].

OrnunenTrudopMHast aKTUBHOCTD SIPKO IEMOHCTPUPYET
KOPKOBYIO BO30YIUMOCTb U TUIIEPCUHXPOHUI0. Hannuue
SMIenTU(GOPMHOM aKTUBHOCTH Ha DT momoraer ycra-
HOBUTbH KJIMHUYICCKUM TUATHO3 SIUJICIICUH, ONIPEICTUTD
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ee (hopmy, momoopats ADII, onpeneanuTbesi C BO3MOXHO-
CTBIO XUPYPTUUECKOTO JISUeHUSI dITIIeTicuu [72].

Perynsproe npoBenenue DDI gaBisgeTcs MoJe3HBIM
JIJIST TIPOTHO3MPOBAHMS 110 MEHBIIICH Mepe B 3 CUTyaIusIX:

1) B3I maer BaxkHYI0 MHGMOPMALIUIO IS KJIacCUpU-
KaILIMY TUIIOB SMUJICIITUYCCKUX IIPUCTYIIOB M Pa3IMIHbIX
SMIICIITUYESCKUX CUHIPOMOB, YTO HEPEIKO ITOMOTAeT
B IIPOTHO3MPOBAHUU TCUCHUS SMMJICTITUICCKOTO CUH-
npoma [11];

2) 98T mpemocTaBisieT BO3MOXKXHOCTD IIPOrHO3UPOBa-
HUS peUMINBA SMWICITUYSCKUX IMPUCTYIIOB ITOcIe 1-To
npuctyna [2]. UccnenoBanue 347 neTeil ¢ eTMHUYHBIM
HECTIPOBOLIMPOBAHHBIM SIMUJICITUICCKUM IIPUCTYIIOM
IM0Ka3ajio, YTO HAIWYME SIIICITAGDOPMHBIX N3MEHE-
Huil Ha DDI GbLIO CBSA3aHO ¢ peLMINBOM Y 54 % U3 HUX,
a B TeX clIydasx, Korna DI 6buta HOpMaJIbHOM, peluIUB
Habmonancs y 25 % nereii [81]. Y B3pocibix DI mocie
1-ro mpucTyIa oka3blBaeTCsl 0COOEHHO IOJIE3HO MpHU Ae-
0I0Te MIMOITaTHYECKUX (DOPM SMUIETICUN: ecliu 1Be DO
(pyTUHHAA U C AeNpUBaIldeil CHA) SIBJISIIOTCS HOpMaJlb-
HBIMU, YACTOTA PELIMAMBOB COCTaBJsIET 12 % B TeueHUe
2 JIeT, B TO BpeMs Kak eciau Ha 1 mim obenx DII snm-
JenTudOpMHAsI aKTUBHOCTb OOHAPYKMBAETCSI, YaCTOTa
peLUAMBOB yBennurBaercs 10 83 % [85];

3) B3I B psage ciaydyaeB IO3BOJISIET MPEIOCTABUTH
WH(MOPMALINIO O PEIUANBE SMIICHTUICCKUX IIPUCTYIIOB
Ha ¢oHe OoTMeHBbI uian nmocjie otMeHbl ADII [2]. Hop-
MaibHasg DOI cunTaeTcs BaKHBIM YCJIOBUEM XOPOIIETO
nporHo3a nocie otMeHbl ADIT [62]. ConpsizkeHbI ¢ BbI-
COKMM PHUCKOM pellMIMBa TakKue M3MeHeHus Ha DT,
Kak, HampuMep, (OTOUYBCTBUTEILHOCTD, ITIOJUIIMUK-BOJI-
HOBasl aKTUBHOCTh, peTMOHAIbHAS SMIICIITU(GOPMHAS
AKTMBHOCTD IIPM CUMITOMATUYECKMNX (hOopMaxX SITHICII-
cuu [68]. IIpu Hanmnuun >nmIeNnTUOOPMHON aKTUBHO-
ctr Ha O3OI puck pelmanBa IPUMEPHO B 2 pa3a OoJIbIIIe,
yeM Ipu HopMaJibHOM DT, Torga Kak mporHocTuyeckast
LIEHHOCTh HeaNMIenTU(GOPMHBIX U3MeHeHUi Ha DT
4YeTKO He yctaHoBieHa [90].

KpomMe aToro, HekoTopble crienmduueckre DD -mar-
TepHBI (KaK, HaI[puMep, PETMOHAIFHOE IPOIOIKEHHOE
3aMeJICHHE, TIPEeXOMsIINe PUTMUYHBIC JeIbTa-BOJHBI,
MIepUOINYECKUE JaTepaM30BaHHbBIC MICTITU(DOPMHEBIC
MMaTTepHBI, TpU(a3HbIe BOJIHBI) MOTYT CUTHAIM3UPOBATh
0 BO3MOXKHOM JIOKQJIBHOM ITOBPEXICHUY TOJIOBHOTO MO3-
ra, a Takxke 0 HapyIIeHUsIX (DYyHKIIMM TOJIOBHOTO MO3Ta
Pa3sIMYHOTO TeHe3a (MeTaboIMUYeCKMX, TOKCUIECCKUX,
AHOKCHYECKUX, TpaBMaTHIeCKUX U ap.) [14, 53, 55].

CylecTByeT HECKOIBKO CIIOCOOOB MOBBICUTDH BEPO-
SITHOCTh OOHAPYKEHUS SMUICTITU(OOPMHBIX U3MEHEHUI
Ha D3OI, Haubojee BaxXHBIMU aKTUBUPYIOIIMMU METO-
IaMU SIBJISTIOTCS TeTIpUBaIMsI CHA, COH, TUIICPBEHTUISI -
s, POC, mpoba ¢ OTKphIBAHUEM M 3aKphIBAHUEM TIJ1a3,
HEKOTOpPBIC APYTHe aKTUBUPYIOIINE IIPoLeayprl [72, 82].

[IpoBoKanmss MEXIPUCTYITHBIX 3MUICTITHGOPM-
HBIX Pa3psiaoB NPU NPeabIBICHUN TUIEPBEHTUWISIINT

Habmogaercs B 22,2 % ciayyaeB y HallMEHTOB ¢ reHepa-
JIN30BaHHBIMKA (popMaMu srmierncuu u B 6,0—10,7 %
caydaeB — rpu GoKanbHBIX (hopMax snuiericuu [61, 78].
B omHOM mpoCTIeKTUBHOM MHOTOIIEHTPOBOM HMCCIICI0BA-
HUM, TpoBeJeHHOM B Benmnkoopuranuu [57], n3 3170 na-
LIMEHTOB C TIOMO3PEHMEM Ha SIMIJICTICHIO YUIM BO3MOXHYIO
SIUIEIICUIO JIUIIb Y 2,2 % pa3BUIKCh SMWICITHYECKUE
IIPUCTYIBI, CIIPOBOIIMPOBAHHBIC THIIEPBEHTUISIINCH.
M3 smmtenTUYeCKUX MPUCTYIOB, BOZHUKIIMX Ha (hOHE
TUTIEPBEHTUJISIIAY, TOMUHUPOBAIN a0CAHCHI, HO TOJIBKO
y 0,03 % naimeHTOB pa3BUJICS [eHePaTM30BaHHbIA TOHU-
KO-KJIOHMYECKMUA IIPUCTYIIL.

IIpu npeabsiBaenun POC B uenom 5—10 % Bcex
OOJIbHBIX 3MUJIETICUE UMEIOT (POTOIIapOKCU3MaJIbHbII
otBeT Ha DB [80, 91]. [Toka3zaHo, 4TO (HhOTOIMAPOKCHU3-
MajbHas peaklus uMena Mecto y 15,2 % manmeHTOB
C TeHepaIM30BaHHBIMU (hOPMaMU SIMUJICTICUU U TOJBKO
y 2,7 % nauneHToB ¢ (OKaIbHBIMU (hopMaMU SIMIEIICUU
[91]. B omHOM M3 OCIEAHUX ITPOCTICKTUBHBIX MHOTOLICH-
TPOBBIX MCCJIeNOBaHUI, MpoBeaeHHOM B Benukobpura-
Huu, 13 5383 MauMeHTOB ¢ IpeariojaraeMbIM IMAarHo-
30M anmiencuu rpu npeabsasieHun POC y 0,7 % 6putn
CIIPOBOLIMPOBAHBI SIMIICTITUYCCKUE TIPUCTYITH (U3 HUX
B 92,3 % ciny4aeB — reHepajinu30BaHHbIE IIPUCTYIIbIL, IIpe-
UMYIIECTBEHHO B BUIE SIMUJICIITUICCKOrO MUOKJIOHYCA
u abcaHcoB, U B 7,7 % — (oKallbHbIE IPUCTYIIbI), & PUCK
IIPOBOKAIINM TeHEPaIN30BaHHBIX TOHUKO-KJIOHNYECKUX
npucrymos coctasui 0,04 % [87].

JlerpuBaliysi CHa yBeJIMUYMBAeT BEPOSITHOCTb OOHApY-
JKeHus anenTudopMHoii aktusHocTy Ha 30—70 % B Tex
cllyyasix, Koraa rnepBoHavajabHasg DI ee He TeMOHCTPU-
pyeT [72]. Bo cHe anunentudopmHas akTUBHOCTh Ha DO
peructpupyercs mpumMepHo y 40 % GOJIbHBIX SIMIEIICUEH,
Y KOTOPBIX SMIICITU(MOPMHBIE NU3MEHEHMS He OBLIN OT-
MEUYeHBI B 00apcTBOBaHUH [72].

CoH gaBnsgeTcs BbICOKO3(®(EKTUBHBIM METOIOM
MPOBOKALIMY SMUICNTU(POPMHOM aKTUBHOCTH (puc. 1).
OrunentudopMHas aKTUBHOCTb Ha DDI peructpupyer-
cs1 BO BpeMsI cHa TpuMepHO Yy 40 % GOJIbHBIX SIUIETICHU -
eii, Y KOTOPBIX 3IUJICITH(OPMHBIC M3MEHECHUS HEe ObUTH
OTMeYeHBI B boapcTBoBaHuu [37, 72]. Y GoabpIIMHCTBA
IMAIIMEHTOB SMIICTITU(DOPMHASI aKTUBHOCTb BOZHUKAET
BO cHe B TeueHue 15—30 MuH mociie Havaia cHa. Ha ce-
TOOHSIIIHUM IeHb COH SIBJIICTCSI PYTUHHOI aKTUBHPYIO-
et mpoueaypoit mpu DBI. [IpemcraBieHHOCTD SIS~
TU(HOPMHOI aKTUBHOCTH BO CHE 3aBHUCUT OT 2 COCTOSTHUI
CHA, KOTOPBIE OTJIMYAIOTCS MEXIY CO00# pa3mMIHBIMU
¢usnonornyeckumMu MexaHumamamu. B NREM-cHe
(non-rapid eye movement, «COH 0e3 OBICTPOTO ABIKCHUS
IJIa3»; B PYCCKOSI3BITHOI JIUTEpaType M3BECTEH KakK hasza
MeIJICHHOTO cHa), ocodbeHHo B I u Il ctagusx, mpoucxo-
INT MOSIBJIEHUE WM HapacTaHue Kak Iud(y3HbIX, TaK
1 PETMOHAJBHBIX SMIICHTU(GOPMHBIX MI3MEHEHUI Jaxke
IIPY OTCYTCTBUM KIIMHUYECKON MaHU(ECTAlIUM SITU-
nenTudeckux npuctynos [75]. B REM-cHe (rapid eye

11
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Puc. 1. ITayuenmrka I1.A., 8 rem. Juacros: uduonamuueckas 3amoli04Has
anunencus ¢ pannum debtomom (curndpom [lanatiomonynoca), amunuunoe me-
YeHue ¢ nammepHOM NPOOOAICEHHOL FSNUNENMUPOPMHOLL AKMUBHOCIU 8O CHe.
Dnekmposryegaroepamma noepyscerst U3 RACCUEH020 600pcMBeosanus 8 1-10
cmaouio cha (N1). B cocmosnuu naccuenoeo 600pcmeoganus pecucmpupyem-
¢ anvgpa-pumm wacmomoii 10 Iy; noepyscenue 6 con HemeoneHHO bi3bieaem
nosenenue OUGPY3HbIX GbICOKOAMNAUMYOHBIX OUAAMEPANbHO-ACUHXPOHHBIX
KOMNAEKCO8 NUK — MeOAeHHAs 80AHA (MOpghoaoeusi A0OPOKauecmEeHHbIX INU-
NenmuOpMHbIX HAMMEPHO8 0eMCmea) ¢ PecUOHANLHIM AKUEHMOM 8 1e60U
UYEeHMPAaNbHO-3a0HeBUCOUHO-MEMEHHO oonacmu

Fig. 1. Patient Ts.A., §y. o., female. Diagnosis: early-onset idiopathic oc-
cipital epilepsy (Panayiotopoulos syndrome), atypical course with continued
epileptiform activity during sleep. Electroencephalogram at the transitional
stage between passive wakefulness and first stage of sleep (N1). Alpha rhythm
with a frequency of 10 Hz is registered during passive wakefulness. Transition
into sleep immediately causes appearance of diffuse high-amplitude bilateral
asynchronous spike — slow wave complexes (morphology of benign epilepti-

form discharges of childhood) primarily located in the left central posterior

temporoparietal area

movement, «COH C OBICTPBIM IBMKCHUEM TIJIa3»; B PyCCKO-
SI3BIYHOM JIMTepaType U3BECTeH Kak (paza OBICTPOTO CHA)
nuddy3HbIe NMUIeITU(GOPMHbBIE pa3psiabl, HA0OOPOT,
OJIOKMPYIOTCSI, a PeTHOHAIbHBIC SIUICIITU(MOPMHBIC M3-
MEHEHMSI CTAHOBSITCS 00JIee JIOKATM30BaHHBIMU, YTO CBSI-
3aHO C YMEHBIIICHUEM TaJJAMOKOPTUKATBLHBIX CHHXPOHU-
3UPYIOLINX MEXaHM3MOB U IECUHXPOHM3AIIE KOPKOBBIX
HeupoHoB [75].

DrunenTu@opMHasi aKTUBHOCTD TIPEICTaBISET CO-
0011 HEOMHOPOIHYIO I'PYINTY ITOTEHIINAIOB TOJOBHOTO
MO3ra B BUIE ITMKOB, OCTPBIX BOJH, KOMOMHAIIMY ITMKOB
U OCTPBIX BOJIH C MEIJICHHBIMM KOJICOAHUSIMU, KOTOPBIC
MOTYT OTJIMYAThCA APYT OT ApYra He TOJbKO IEPUOAOM
1 (popMOiIi, HO I aMIUIUTYION, PEryJISIPHOCTBIO, CHHXPOH-
HOCTBIO, pacIpeaeieHueM, peaKTUBHOCTBIO, YaCTOTOM
1 PUTMUYHOCTBHI0. KOMILIEKCHI MK — MeIeHHAs BOJIHA,
ocTpasi—MemJIeHHast BOJTHA — 3T0 2 (WIH 6oJiee) Imocieno-
BaTe/IbHbIE BOJIHBI, UMEIOIIME XapaKTepHyIo (opMy [64].

H.O. Liders u S. Noachtar npenjioxuiv noapooHyIo
CHCTEeMATUKY SIMICNTA(OPMHOI aKTUBHOCTH, KOTOpast
oTpaxaeT U 0c000 MOAYCPKUBAET TeTEPOreHHOCTD pa3-
JINYHBIX €€ BUIIOB:

* UKW,

*  OCTpBIC BOJIHEI;

*  10OpOKavYeCTBEHHBIC SMICIITU(hOPMHBIE TIATTEP-
Hbl getctBa (JIDI11);

*  MHUK-BOJHOBBIE KOMIUIEKCHI,

*  MeUICHHBIE KOMIUICKCHI ITMK — MEUICHHAS BOJTHA;

*  KOMIUICKCHI ITMK — MeIjIeHHas BoiHa 3 Ii1;

*  TOJIUIVKW;

*  TUIICAPUTMUS;

*  ¢poTomapoKcu3MaabHas peaKIus;

«  DOOI snuinenTuyecKoro NpucTyIa;

«  O3I smunentuyeckoro craryca [60].

BMmecte ¢ TeM yHMBepcaabHas CUCTeMaTU3AIINS ST -
JnenTUOPMHOI aKTUBHOCTH TaK U He orpenesieHa [72].

CiemyeT OTIMYIATh MEXIIPUCTYITHYIO (MHTEPUKTAIb-
HYI0) SIIIENITU(OPMHYIO aKTUBHOCTD, KOTOpast HE aCCo-
LHUKAPYETCS ¢ KIIMHUYECKOM KapTUHOM SIMMIENTUYECKOTO
npucTyma, ot DD -KapTUHBI SMUIESOTUYECKUX PUCTY-
rmos [64].

ITuku (cnaiikn) — amuienTtudOpMHBIN (PeHOMEH, OT-
JIMYHBIA OT OCHOBHOM aKTUBHOCTU U UMEIOLIUI MTUKO-
obpasnyio ¢opmy. Ilepnoa nuka cocrapiset 40—70 mc;
B HEKOTOPBIX MCTOYHUKAX eCTh yKaszaHus Ha 80 mc [60].
D10 crienuUYHbBIN 3nuaenTU(GOPMHBIN MTaTTepH, KOTO-
PBIil HAOMIOOACTCS B paMKaX Pa3INIHBIX (DOPM SITMIICIICHH
(reHepaan30BaHHBIX U (POKATBHBIX). OOIMHOYHBIE TUKH
BCTPEYAIOTCSI UCKITIOUMTEIHHO PEIKO, OOBIYHO OHM TIPEeI-
LIECTBYIOT IMOSIBJICHUIO MeAJIeHHbIX BOJH [1]. BaxkHbIM
SIBJIACTCSI OTJINYME ITUKOB OT (PHU3MOJIOTUYECKUX TTaTTeP-
HOB, 0COO€HHO BO CHe. B meTckoMm Bo3pacTe 3TU BOJIHBI
HepeaKo UMEIOT OCOOEHHO 3a0CTPEHHbIM BHEIIHUIA BU]L
U MOTYT OBITh HEBEPHO MCTOJIKOBAHBI KaK ITMKH WA KOM-
IJIEKCHI IIMK — MejIeHHast BojiHa [60, 65].

Ocrtpas BotHA — 3MIUIeNTUGOPMHBII (PeHOMEH, OT-
JIMYHBIA OT OCHOBHOUM aKTUBHOCTH, IIEPUOL KOTOPOTO
cocrasisieT 70—200 mc [60]. OcTpbie BOJHBI MOTYT BCTPE-
YyaThCs MPU pa3TMYHBIX (popmax snumericui. OcTpbie BOJI-
HBI TaK Xe, KaK ¥ ITMK1, MOTYT PETUCTPUPOBATHLCS B BUIIE
perMoHAaIbHBIX, MYJBTUPETUOHATBHBIX U TeHEPaIN30-
BaHHBIX (peHOMeHOB. OcTpast BOJIHA MOXET BCTpeUaThCs
KaK M30JIMPOBaHHO (0COOEHHO ITpU (hOKATBHBIX (hopMax
SIMJICTICUHN), TaK W MPEAIIeCTBYSI MEIJICHHO BOJHE.
OueHb HEOOBIYHBIN TUIT IMTOBTOPSIIOIINXCS MEIICHHBIX
OCTPBIX BOJIH MOXET O0HAPYKMBAThCS Y HEAOHOIIEHHBIX
IeTell ¢ BHYTPUIKEIIYIOUYKOBBIM KPOBOM3IUSHUEM; 3TH
OCTpPBIE€ BOJHBI UMEIOT IIPEUMYIIIECTBEHHO ITOJIOXUTEIb-
HYIO TIOJISIPHOCTD ¥ OTPaXKarOTCSI B OCHOBHOM B POJIaHIN-
YeCKOM 00JIACTH ¢ BO3MOXKHBIM MaKCUMYyMOM B BEPTEKC-
HoM otuene [35].

Jlo6pokayecTBeHHbIE SMIIENTH(OPMHBIE MATTEPHbI
nerctBa (JIDIIJI) — peruoHanbHBIC UIN MYJIBTAPETHO-
HaJIbHBIC OCTPBIC BOJIHEBI, 32 KOTOPBIMU CJICIYIOT HETaTHUB-
HbIC MEIUICHHBIE BOJTHBI C MEHBIIICH aMIUIMTYIOM, YeM He-
raTMBHO HampasjieHHas ocTpas BoiHa [60] (puc. 2). Dtor
MMaTTepH JIETKO y3HaBaeM OJiaromaps TUIIMIHON MOp-
¢domornu, HamoMmuHawmei kommmieke QRST Ha aiek-
Tpokapauorpamme [15]. Eciiu 3T¥ BoJIHBI BO3HUKAIOT
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Puc. 2. Ilayuenm JI. H., 6 aem. Juaenos: uduonamuueckas goxanvhas snu-
Aencusi 0emcK020 603pacma ¢ YeHmpo-meMnopanbHbIMU RUKAmu (PoAaHOU-
yeckas snunencus). Inekmposnyeganroepamma, 6odpcmeosanue. Peeu-
CIMPUPYIOMCS Pe2UOHANbHBIE C2PYNNUPOBAHHbIE KOMNACKCb MUK — MEeONeHHAS.
80/1HA 6 N1€60ll YeHMPAAbHO-8UCOHHOU obaacmu (Mopgosoeus do6pokaue-
CMBEHHbIX HNUAENMUPOPMHBIX NAMMEPHO8 Oemcmea)

Fig. 2. Patient L.N., 6 y. o., male. Diagnosis: idiopathic childhood focal
epilepsy with centrotemporal spikes (rolandic epilepsy). Electroencephalogram
during wakefulness. Regional grouped spike — slow wave complexes are de-
tected in the left centrotemporal region (morphology of benign epileptiform
discharges of childhood)

B IICHTPaJIbHO-BUCOYHOM 00JIACTH, OHU TAKXXe MMEIOT
Ha3BaHUe «poJlaHaudYecKue muku» [64]. g DI/ xa-
paKkTepHa TCHACHIIUS K TPYIIIUPOBAHUIO (IYILICTHI, TPHU-
IUICTHI U T. II.), @ TAKXKE YCWICHHUE UX IIPEICTaBICHHOCTH
u amruiatyasl B NREM-che (cm. puc. 1). AT/ ooHapy-
KMBAIOTCS B AETCKOM Bo3pacte (ot 2 1o 15 net). C HacTy-
IUIeHUeM MmybepTarta BeIpaxeHHOCTh JIDI1]] ymMeHbIaeT-
Csl, 1 OHU B OOJIBIIIMHCTBE CJTy9aeB MOCTEIIEHHO NCUE3ai0T
nocJie 15 net. [Ipeamnonaraercs, YTo JaHHBIM NATTePH SIB-
JISIETCSI BO3PACT3aBUCUMBIM M TeHETUYECKH TETEPMUHM -
POBaHHBIM C ayTOCOMHO-IOMHUHAHTHBIM HacJIeJOBaHUEM
C HU3KOI TTIEHETPAHTHOCTBIO M BapruabeIbHOI dKCIIpec-
cuBHoCTbIO [38]. ADIT/I MoTyT BCTpedyaThCs IIPU MHOTHUX
dopmax snurenicun (Jaiie Ipu MIUONATUICCKOMN (ho-
KaJIbHOM M SMIJICITUICCKUX DHIIE(DAIOMATUIX JETCKOTO
BO3pacTa), TPy Pa3INIHBIX 3a00IeBaHUSIX, HE CBSI3aHHBIX
C SmuJIeTicuell (HampuMep, IIpU THKaX, CHHIPOME TUIIe-
PaKTUBHOCTU ¢ Ae(UIIMTOM BHUMAHMSA U Jp.), a TAKXKeE
y 3nmopoBbIX geteit [17]. Yacrora Bctpeuaemoctu JADT1]]
B nonyjisiuuu aeteit nocruraet 5 % [38]. Juuib y 8—12 %
nereit, umetonux DI/ na DT, pa3BuBaeTcst Muien-
cus [18, 38].

Kommieke nuk — MemjieHHas BOJIHA IIPEACTABIISIET CO-
00If MaTTEpH, COCTOSIINI 13 TIMKA U CIISAYIONIEH 3a HUM
MemieHHoi BoHbI [60]. Hamnbosee yacTo KOMILIEKCHI
MK — MEJICHHAsT BOJIHA PETUCTPUPYIOTCS B BUIIE TeHEpa-
JIM30BAaHHBIX Pa3psaoB, IIPEACTABICHHOCTh U aMILIUTYIa
KoTopbix ycunuaroTcss B NREM-cHe npu runepBeHTUIsI-
muu u POC. KoMIuiekesl MUK — MeQjIeHHasd BOJIHA BbI-
COKOCTICITM(bUYHBI UTSI HIUOIMATUYECKUX TeHEePaIM30BaH-
HBIX (DOPM BIMIIETICUM JIETCKOTO 1 IOHOIIIECKOTO BO3pacTa.

Puc. 3. Ilayuenmrxa M.C., 6 rem. Jluaeno3s: demckas a6CaHCHAas SNUNENCUSL.
Dnexmposnyepanocpamma, boopcmeosanue. CHOHMAHHO 3apecucmpuposan
2eHepanu308anHbLl SNUAENMUGOPMHDBLL pa3ps0 6 8ude pecyaapHbIX 8blCOKO-
aMnAUMYOHbIX KOMNAEKCO8 NUK — MeonerHas éoana yacmomoii 3 Iy u npo-
doaxcumenvrocmuto 11 ¢, Kaunuvecku conposoicoaguuiics 0CmaHo8Koll
830pa ¢ omcymcmeuem peakmugHocmu (KAUHUKO-21eKmpodnuedanoepa-
uueckasn KkapmuHa NPoOCcMo2o MUNUYHO20 adcaHca)

Fig. 3. Patient M.S., 6. o., female. Diagnosis: childhood absence epilepsy. Elec-
troencephalogram during wakefulness. A generalized epileptiform discharge,
presented by regular high-amplitude spike — slow wave complexes with a fie-
quency of 3 Hz and duration of 11 seconds, was spontaneously detected. Clinical
manifestations included gaze stopping with a lack of reactivity (clinical and elec-
troencephalographic picture of the simple typical absence seizure)

Puc. 4. llayuenmrxa M.C., 6 aem. [luacnos: demckas abcanchas nUAencus.
Dnekmposnyepanroepamma, 6oopcmeosarue. IIpodonscenue 2eneparuz08an-
HO020 INUNenmMUGOPMHO0 paspsoa 8 8Ude pe2yAsPHbIX 8bICOKOAMHAUMYOHbIX
KoMnaekcoe nuk — meoaenHas eoana wacmomoil 3 Iy. B konye paspada
omMmeaemcsi CHudCeHue 4acmomol Komnaekcos 0o 2,75 Iy

Fig. 4. Patient M.S., 6y. o., female. Diagnosis: childhood absence epilepsy.
Electroencephalogram during wakefulness. Continuation of generalized epi-
leptiform discharge, presented by regular high-amplitude spike — slow wave
complexes with a frequency of 3 Hz. A decrease in a frequency (to 2.75 Hz)
is observed at the end of the discharge

B Buae eqMHUYHBIX TATTEPHOB KOMILIEKCHI ITMK — Me/I-
JICHHAsI BOJTHA (MJIX OCTpas—MeIJIcHHAsI BOJIHA) BCTpeya-
I0TCS TIPY KPUIITOTCHHBIX M CUMIITOMAaTHYECKUX (popmax
NapUUATIbHON SITMIECIICUN.

Kommeke nuk — meaiennas soJsiHa yacroroi 3 Iy —
PeTYJISIPHBIN pa3psii reHepaln30BaHHBIX ITAaTTEPHOB,
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Puc. 5. Ilayuenmka O.A., 2 eoda. [Juaeno3: cundpom Jlennokca—Iacmo.
Dnekmposnuyeghanroepamma, 600pcmeosarue. 3apecucmpuposar CHOHMAHHbLIL
dughghy3Hblil buramepanbHO-acUHXPOHHbLIL SnUNeNMUPOPMHBLE Pa3pso 6 sude
DESYASIPHBIX BbICOKOAMNAUMYOHBIX MEONEHHbIX KOMAACKCO8 NUK — MeONeHHAs!
6oana uacmomoii 1,5—2 Iy, ¢ pecuoHarvhbim npeobaadanuem 6 1e6oil 3anbi-
JN04YHOU 06aacmu, NPOOOANCUMENbHOCIbIO 6 ¢

Fig. 5. Patient O.A., 2 y. o., female. Diagnosis: Lennox—Gastaut syndrome.
Electroencephalogram during wakefulness. A spontaneous diffuse bilateral
asynchronous epileptiform discharge, presented by regular high-amplitude
spike — slow wave complexes with a frequency of 1.5—2 Hz with regional pre-
dominance in the left occipital area and duration of 6 seconds, was detected

COCTOSIIMX U3 IIMKOB C NOCIEAYIOIE MEIJIEHHOMU BOJI-
Hoi1 yactoroit 2,5—3,5 Iix (puc. 3, 4). CornacHo Kaccu-
dukanum HapyumeHuii DT, 111 oTHECeHUsI MaTTepPHOB
B TaHHYIO TPYITIY IIPOIXOKUTEIBHOCTD STUX KOMILJIEKCOB
ITOJIKHA cocTaBisITh 6ostee 3 ¢ [60]. KoMiuieke nmuk — men-
JIeHHasl BoytHa yactoTol 3 11 ripeacrasnsieT co00ii Cl1oX-
HBI (DEHOMEH, KOTOPHIN COCTOUT U3 4 KOMIIOHEHTOB:
HaYaJIbHBIM TTO3UTUBHBIN MEpexo, 2 HeTaTUBHBIX ITHKa
1 KOHEYHasl HeTaTUBHAs BOJIHA. AMIUIMTYIA «KJIacCHIe-
CKMX» IIMKOB BapbUPYyeT B 3aBUCUMOCTH OT IIPOJIOJIKI-
TEJIBHOCTH pa3psiga M OOBIYHO CHIXKACTCS K KOHILY pa3-
psina. KoHeuHast HeraTiBHasI BOJIHA 3aBEpIIacT KOMIUIEKC
U IIPEICTABIISIET CO00I BEHICOKOAMILIATYIHOE MEIICHHOE
HETaTMBHOE OTKJIOHEHHUE, IIEPHOI KOTOPOTO COCTABIISICT
6omee 200 mc. YacToTa KOMITJIEKCOB BO BpeMsI pa3psiaa
He MMOCTOSTHHA: B HavaJie pa3psiia oHa cocrasisier 3—4 Iii,
a K ¢puHany cHmxaercsd go 2,5 Ii1. XapakTepHO aMILIN-
TyAHOE MpeodjagaHue MaTTepPHOB B JOOHBIX OTBEICHUSIX.
B NREM-cHe oTMedaeTcss akTUBausI MUK-BOJTHOBBIX
koMIuiekcoB B 100 % ciyuaeB. [Ipu 3TOM MPOIOIIKM-
TEJILHOCTH Pa3psigoB BO BpeMsI CHA YKOPAYMBACTCS U OfI-
HOBPEMEHHO BO3MOXHO HEKOTOPOE 3aMeIJICHIE YaCTOTHI
KoMIuteKcoB [38]. JlaHHBII TaTTepH XapaKTepeH I IIpH-
CTYIIOB TUITMYHBIX a0CAHCOB B paMKax abCaHCHBIX (DOpM
SIUJIETICUU — JETCKOM aOCaHCHOM 3MUJIETICUM, IOHOIIe-
CKOIt abCaHCHOI 3MUJIETICUHA, STTWIEIICUU C MUOKJIOHYE-
cKMMHU abcaHcaMu (CHHAPOM TaccmHapu) M HEKOTOPHIX
JIPYTHUX.

MenjieHHbIe KOMILIEKCHI MUK — MeIJIeHHAs BOJHA TIPEI-
CTaBJIAIOT COOOM HEperyasapHBIe pa3psabl KOMILIEKCOB
MUK (YaIre — OcTpasi BOJIHA) — MeIJICHHAs BOJIHA YaCTOTOM
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Puc. 6. llayuenmxa U. U., 14 arem. Juacnos: uouonamu4eckas eeHepaiu-
308AHHAS INUAENCUS C SNUACNMUMECKUM MUOKAOHYCOM 8€K. DAeKkmposHye-
anoepamma, 600pcmeosanue. Cpazy nocie 3aKpbl6anus 2Aa3 peucmpupy-
romes 2 caedyrougux opye 3a 0py2om 2eHeparu308aHHbIX SNUACNMUPOPMHBIX
Dpaspa0a 8biCOKOAMNAUMYOHbIX NOAUNUKOE 00Uleli NPO00ANCUMENbHOCHbIO
4,5¢

Fig. 6. Patient I.1., 14 y. o., female. Diagnosis: idiopathic generalized epilepsy
with epileptic myoclonus of the eyelids. Electroencephalogram during wakeful-
ness. Two consecutive generalized epileptiform high-amplitude polyspike dis-
charges with total duration of 4.5 seconds are recorded immediately after closing
the eyes

MeHee 2,5 Ii1 (puc. 5). CornacHo KinaccubuKauy Ha-
pymieHuit 30T, MpomOIKUTEILHOCTh 3TUX KOMIUIEKCOB
IOJKHA cocTaBasaTh oonee 3 ¢ [60]. XapakTtepHoil oco-
OCHHOCTBIO 3TOTO MAaTTepHA SIBJISICTCS TCHACHUMS K YCH-
JIEHUIO BhIpaXKeHHOCTU u3dMeHeHui Bo BpeMsi NREM-cHa
[31]. MenneHHbIe KOMITIEKCHI MUK — MeJJIcHHAsI BOJIHA
XapaKTePHBI LIS SIMWICITHICCKUX dHIIehaTonaTHiA, IIpe-
Xne Bcero cunHapoma JlenHokca—Iacro. I[ossBneHue aToro
snienTUdOpPMHOro narrepHa Ha DIOI aBisgeTcsa Heba-
TOIPUATHBIM IIPOTHOCTUICCKUM IIPU3HAKOM, OCOOEHHO
B COUYCTAHUM C 3aMEVICHEM OCHOBHOM aKTUBHOCTHU (Po-
HOBOM 3aIlvCH.

Iommmuku (MHOXKeCTBEHHBbIE MMKH) OITPEACIISTIOTCS
KakK Ipymiia reHepaJIn30BaHHBIX OMJIaTepabHO-CUHXPOH-
HBIX CJIEAYIOLLMX IPYT 3a APYyroM 3 1 0oJiee MUKOB C 4acTo-
toii 6omee 10 Iix [60]. Kaxmast rpyrina moJunmKoB MOXET
3aBepIIAThCA MEIICHHON BOJHOM (ITOJUIIHK-BOJTHOBEIE
KOMIUIEKCHI) (puc. 6). [eHepann30BaHHbIE ITOJIMIIUKY SIB-
JISTIOTCS CIeI(UIHBIM AaTTEPHOM UISI MUOKJIOHUIECKIX
¢op™M sIIITeTICUH, TAKMX KaK IOHOIIIECKAs MUOKJIOHNYE-
CKasl 3IIICTICHUsI, TOOpOKayeCTBeHHAsI MUOKIOHWYECKast
SIWJICTICUS MJIaleHYeCTBa, (DOTOCEHCUTUBHAS SITHIICII-
cust. OmHAKO 3TOT MaTTEPH MOXKET BCTPeYaThes M pu ¢o-
KaJIbHBIX (pOpMax SMUICTICUH, Y TTALIIMEHTOB C CHHIPOMOM
JlenHokca—IacTo, a TakKe B CiIydasix IIPOTrpecCUpPYIOLIMX
SMUIIETICUIA ¢ MUOKJIOHYcoM (0ose3nu Jlacdopa, YHpep-
puxta—JIyHaoopra u ap.).

TuncapurMusa — snmienTUOPMHBIN NATTEPH, Xa-
pakTEepU3YIOLINICS HeperyJasIpHoi 1uddy3HO nmpo-
IOJDKEHHOM BBICOKOAMILTUTYOHOU (6osee 300 MkB)
MEIJICHHOBOJIHOBOM akTUBHOCTBIO (1—3 Ii1), Ha ¢doHe
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Puc. 7. layuenmka A.A., 8 mec. Jluaenos: snurenmuueckas sHyegparonamus
PpaHHe20 demcko2o eo3pacma (cundpom Becma). Dnexkmposnyeganroepamma,
6odpcmeosanue. Kapmuna euncapummuu 6 ude oughghy3roii npoooasxceHHoil
BbICOKOAMAAUMYOHOU MeONEHHOBOAHOBOU AKMUBHOCHU 0eAbMA-0Uanasond,
6 cmpyKkmype KOmMOpou pecucmpupyromcs MyAbMUpecUOHAAbHbe NUKU
U ocmpble 601Hb

Fig. 7. Patient A.A., 8§ months, female. Diagnosis: epileptic encephalopathy
of early childhood (West syndrome). Electroencephalogram during wakeful-
ness. Picture of hypsarrhythmia, presented by diffuse continued high-amplitude
slow-wave activity in the delta range with multiregional spikes and sharp waves

KOTOPOI PEeTUCTPUPYIOTCA MYJIBTHPETUOHAIBHBIC TTUKHU
U ocTphble BojiHbI [60] (puc. 7). [uncaputMus u ee BApuaHT
C TIaTTEPHOM BCITBIIIKA—YTHETCHUE SBJISTIOTCSI BHICOKO-
cneunOUIHBIMY TS STIIJICHTUISCKUX dHIIehaaonaThit
pPaHHETO JETCKOIo Bo3pacTa (paHHSSI MUOKJIOHUYECKAs
sHnedanonarusa, cuaapombl Otaxapa u Becra). I[Toce
1-ro roma XKM3HM MMEETCS TeHACHIINS K ITOCTEIIEHHO-
MY MCYE€3HOBEHUIO TUIICAPUTMHU U €€ TpaHC(hOopMaIlun
B IpyTHe SIMIeNTA(GOPMHBIC TTATTEPHEL.

DoTonapoKCH3MAaJbHbI 0TBET XapaKTepU3YeTCs T0-
SIBICHUEM JIMUIeNTA(GOPMHON aKTUBHOCTH KaK TeHepa-
JIN30BaHHOTO, TaK ¥ PETHOHAIBHOTO (IIPEUMYIIIECTBEHHO
B 3aTBIJIOYHBIX OT/IE/IaX KOPHI TOJIOBHOTO MO3Ia) XapakTepa
npu npeabsisiennn POC paznuyHoit yactoTsl [12, 60]
(puc. 8). MakcuMaIbHBII OTBET HAOJIIOMAETCST HA YaCTOTaxX
P®C 15-20 Tix mpu 3aKkphITHIX Ti1a3ax. PoTonapoKcus-
MaJIbHBIN OTBET XapaKTepeH Mt (POTOCEHCUTUBHBIX (hopM
SIMUIETICUY — IOHOIIIECKOM MUOKJIOHUYECKOM SMUJIETICUH,
IOHOIIIECKOI aOCaHCHOI 3MUJISIICUM, TaKKe HabJtogaeTcs
IIPY IPYTUX IEPBUIHBIX (DOTOCCHCUTUBHBIX SITIIICTICHUSIX,
IIPpY UAMONATUIECKON (POTOCEHCUTUBHON 3aTBLIOYHOM
SMnuiiericuu, 6one3nn YHdeppuxra—JyHgoopra u np.
R. Papatheophilou u D.N. Turland cpenn Manb4uKkoB
IIKOJIPHOI'O BO3pacTa 0e3 SMUICITUICCKUX IIPUCTYIIOB
HabJronau GoToIapoKCU3MaibHbIi OTBET B 1,3 % ciyya-
eB [71]. H. Doose u H. Gerken o6Hapyxkuinu (poTomapok-
CH3MaJIbHYIO PEeaKlnIo cpeau 662 3M0poBLIX aeTeil B 7,6 %
cliygaeB ¢ ipeobiaganueM y geBodek [38]. C.D. Binnie
u P.M. Jeavons o0HapyXmin (hOTOIMapOKCU3MAJIBHYIO pe-
akuuo y 2 % moneii 6e3 snuiencuu [29].

IIaTTepH 3anmmiIenTHYECKOro mMpHCTyna (MKTaJbHAS
DII') — 210 KapTuHa B[ BO BpeMs SMIIETITUYECKOTO

@i 01 M 0000 b o sy
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Puc. 8. Iayuenm JI.H., 12 nem. luaenos: ioHouweckas MUOKAOHUHECKAs INU-
Aencus (mpancghopmayus uz 0emckol abcancHoil dnuaencuu). IneKmposx-
yegpanocpamma, 600pcmeosarue. [lpedsssaerue pummuueckoii homocmumy-
asyuu na wacmome 16 Iy evizvieaem nosienenue Ougd@y3Hvix capynnupoeanHbix
DPaspsi008 GbiCOKOAMAAUNTYOHBIX KOMNAEKCO8 NOAURUK — MeONeHHAs 80HA
npodoadxcumensHocmoio 2,5 ¢, HeMeONeHHO npekpawarouieecs nocie ocma-
HOBKU NPOOYL U KAUHUYECKU CONPOBONCOAIOUEECs. INUACNINUYECKUM MUOKAO-
HycoM 6 pyKax (¢homonapoKcusmanbHas-ghomoKoH8YAbCUBHAS PeaKUUst)
Fig. 8. Patient L.N., 12 y. o., male. Diagnosis: junior myoclonic epilepsy
(developed from childhood absence epilepsy). Electroencephalogram during
wakefulness. Usage of rhythmic photostimulation at frequency of 16 Hz in-
duces the occurrence of diffuse grouped high-amplitude polyspike-and-slow
wave discharges with a duration of 2.5 seconds, ceasing immediately after
stopping the exposure. Clinical manifestations of it include epileptic myoclonus
in hands (photo-paroxysmal, photo-convulsive reaction)

npuctyna [60]. Usmenenus Ha DI Bo Bpems smujer-
TUYECKHUX IIPUCTYIIOB SIBJISTFOTCS] BBICOKOCTICIM(MIHBIMHU,
M 9acToTa MX oOHapyxkeHus mocturaer 95 % [43]. Ipu-
cTymHas (MKTajbHas) SMIICITUGOPMHAS aKTUBHOCTD
XapakTepu3yeTcsI U3MeHeHHeM (OHOBOM 3JIEKTpUYe-
CKOI aKTUBHOCTHU C OTHOCHUTEJbHO BHE3aITHBIM HAa4aJIoM
M OKOHYAaHMEM, C XapaKTepHOM AMHAMMKOWN KapTUHBI
U JUTUTEIBHOCTBIO TI0 MEHBIIIE Mepe HECKOJIbKO CEKYHIT
[64]. B GonbinHCTBE ciiydaeB KaptuHa DDI Bo BpeMst
SMIUJICIITUYECKOIO MPUCTYIIa UMEET APYIre XapaKTepu-
CTUKH, OTJIMYHBIC OT MEXITPUCTYITHOM SIMMICTITU(DOPM-
HO#1 aKTMBHOCTH U 3aBUCSIINE OT TUIA SIJICIITHICCKIX
IIPUCTYIIOB — reHepaIn30BaHHbIC I (hOKATbHBIC.

[Ipu ompeneneHnM AMMWICITUGOPMHON aKTUBHO-
CTH CJIEAYET IIOMHUTD O IPYroi, OYeHb BaXKHOM CTOPOHE
BOIIpOCa — HETNPaBWILHON MHTEPIPETALMU Pa3TMIHbIX
3JIEKTPUYECKUX TTOTeHIIMANOB Ha DDI" 1 nx TonKoBaHUU
Kak 3MmIenTUOpPMHOI akTuBHOCTH [26, 59]. DTO MOTYT
OBITH TOOpOKauecTBeHHbIE DD -BapraHThI B 00IPCTBO-
BaHUM (HAIIpUMeEp, JISIMOmAa-BOJHBI, OIU(Ma3HBIE IT0-
TEHIIMAJIbI, TUTICPBEHTWISLIMOHHAS TUTIEPCUHXPOHUS),
BO CHE (HampuMep, TMITHArOrmIecKast THIIepCUHXPOHU -
3alMsI, MAJICHBKIE OCTPBIC ITMKHU, BEPTEKC-TIOTCHIINAJIBI)
(puc. 9) wm aptedaxTsi |3, 8, 40, 82]. B cBsi3u co cxoxe-
CTBIO HEKOTOPBIX DD -TTIOTEeHLIMAJIOB C 3MIIETTTU(OPM-
Hoit aktuBHOCTBIO D.W. Klass 1 B.FE. Westmoreland maxe
NpeIIOXKUIN OCOObI TePMUH IS UX 0003HAUYEHUS —
«HE3MWJIETITOTeHHAST SMUIeNTH(OPMHAs aKTUBHOCTh»

15
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Puc. 9. ITayuenmxa b.B., 3 ec00a. Jluazro3: 3a0epiicka ncuxopeueeoeo pas-
sumus. Dnekmposnyedanoepamma, con. Bo cue (1-s5 cmaous cua, N1) 3a-
peeucmpuposan Kopomkuii (OaumenvHocmoio He 6onee 3 ¢) dugghysnuiii
BCHAECK BbICOKOAMIAUMYOHBIX MeONeHHbIX 601H Mema-0eabma-o0uanasona
€ GKAKUEHUEM OMHYeMAUB020 NUK -60.1HO8020 KOMHOHEHMA — SUNHA202UHe~
CKasi 2UNEPCUHXPOHU3AYUUS (8APUAHM 803DACHHOU HOPMbL)

Fig. 9. Patient B.V., 3y. 0., female. Diagnosis: delays of mental and speech
development. Electroencephalogram during sleep. A short (not more than
3 seconds) diffuse high-amplitude theta-delta slow waves discharge with
distinct spike-and wave component (hypnagogic hypersynchronization,
considered as a normal variant for this age) was detected during sleep (stage
1, NI)

(nonepileptogenic epileptiform electroencephalographic
activity) [59], moggepkuBasi, YTO JaHHBIC ITATTEPHBI MOP-
(donOoTUYECKU SABISIOTCS SIUIETITU(OPMHBIMU, HO HE OT-
BE€YAIOT 3a reHepaunio SMWICIITUYECCKUX IIPUCTYIIOB
1 HEC UMCEIOT ITPAKTUYCCKOro 3HAYCHUA )11 JTUAaTrHOCTUKU
SIUJICIICUN.

ITo muenuio S. Winesett u S. Benbadis, cymectByer
ype3MepHasi 3aBUCMMOCTD Bpaya, paciinpoBbIBAIOIIETO
D3I, ot peBepcun (as3bl, KOTOpast YaCTO SIBJISIETCS UCTOY -
HUKOM pa3HOuTeHUi. MIMeeTcs pacmpocTpaHeHHOE 3a-
OIyXAeHMe, YTO Ha SIMIETITUMOPMHOE TTPOMCXOXKICHNE
pa3psIOB yKa3bIBaeT HANPaBIEHHOCTh 3JIEKTPUUECKUX
KoJeOaHuit ApyT K apyry (peBepcust dasbl), SBISIOIIAS-
cs rmatoreHHoM [89]. OmHAKO OCHOBHBIE IIPUHIIUITBI IO~
JIAPHOCTU M JIOKAJTINU3AallUM ITOKA3bIBAIOT, YTO 3TO HE TaK
U peBepcus (asbl CBUICTEIBCTBYET JIUIID O JIOKATA3ALINI
OTPULIATEJIBHOTO pa3psijia, KOTOPHI HEPEIKO SBIISIETCS
COBEpIIEHHO HOPpMaJIbHBIM (peHOMEHOM, 1, KOTAa Ipo-
WCXOOUT HAcJIOeHWEe PUTMOB APYT Ha Apyra, cO37aeT-
¢S BIIeUYaTIeHUE O TIMKe U MeIjIeHHOM BoHe (puc. 10).
Kaxk mpaBmio, 0630pHbIi aHaIN3 (POHOBOM aKTUBHOCTU
IIOMOTracT OTJIMYNUTD 3TO COBMCIICHNEC PUTMOB OT UCTUH-
HOM IaTOI0TM4YeCcKOoi 3MMIenITU(POPMHO aKTUBHOCTH.
IMocnencreuit HeBepHOM TpakToBKU DDI MHOTO [89].
DTO MOXET 3alepKaTh MOCTAHOBKY ITPaBUJIbLHOTO AUa-
rHo3a. Ilocie mMocTaHOBKM IMarHo3a ero yxXe TPYIZHO
OTMEHUTH, TaK KaK HEOOXOJUM aHa/IM3 OpUTUHAJIbHOMI
D3OI u ee mepeocMbICIIEHNE, a TIPOCTast peKOMeH AU

Puc. 10. [Tayuenm M.K., 14 aem. /luaeno3: ghokanvhas snunencus demckoeo
803pacma co CMpyKmypHbIMU USMEHEHUAMU 8 20108HOM Mo32e U 000poKaye-
CIMBEHHbIMU INUNENMUPOPMHBIMU NAMMEPHAMU 0emCMEa Ha INeKMPOIHYe-
ganoepamme (PBACUM-JDIIN). Knunuveckas pemuccus 2,5 eoda. DI,
600pcmeosanue. B cocmosnuu akmueHoeo 600pcme08aHus pecucmpupyion -
€51 PecUOHANBHO-AKYEHMYUPOBAHHbIE NPOJOAJNCEHHbIE APKOOOPA3Hble npodeeu
Koneoanuii wacmomoii 9— 10 [y é aesoti yenmpanvhoii obaacmu (pesepcus
aszvt noo anexkmpodom C3) — mro-pumm (6apuanm HopmbL)

Fig. 10. Patient M.K., 14 y. o., male. Diagnosis: focal childhood epilepsy
with structural brain changes and benign epileptiform discharges of childhood
detected by electroencephalography (FECSBC-BEDC). Clinical remission for
2.5 years. EEG during wakefulness. Active wakefulness is characterized by
regionally accentuated continued arcuate-shaped oscillatory patterns with a

frequency of 9—10 Hz in the left central region (phase reversion under C3

electrode) — mu rhythm (as a normal variant)

MOBTOPUTEL DD HE OTMEHSIET «HEHOPMaTbHYIO» DI, Tak
KaK I1aTOJIOrMYeCKHe MAaTTePHBI He 0053aTeIbHO TTOSIB-
JsttoTest Ha Kaxaon D91 [89]. HekoppekTHast TpakToBKa
D3I MoXeT mpuBeCT K HEOOOCHOBAHHOMY Ha3Hade-
a1 ADII ¢ BO3MOXHBIMU TSKEJIBIMU ITOCISICTBUSIMU
[5]. IpaBuabHast MHTEPIIPETALUS STUICTITUGOPMHOI
akTUBHOCTU Ha DT TpedyeT 3HAYUTEIHLHOM MOATOTOBKH
U OIBITA Bpada. B ciayvasx, Korma cjI0XXHO OOTHO3HAYHO
TpaKTOBaTh Te WM Apyrue ¢peHoMeHbl Ha DT, ¢pusmo-
JIOTUYECKUE WM TaToJIoThYecKue, Heobxonuma ocobast
OCTOPOXHOCTDb B UX MHTEPIIPETALIMU C pACCMOTPEHUEM
BOIIpOCca O HAOIIONCHUU B TMHAMHUKE W BO3MOXHOCTH
KOJUIETHAJIbHOTO OOCYXIEeHUS B CIICIIUAIN3UPOBAHHBIX
SIUJICTITOJIOTUIECKUX LIEHTPAX.

Takum obOpa3oM, Ha 3ape pa3Butug DDI yemoBeka
KJIMHUYeCcKasi MPOHUIATEIFHOCTD U TJIYOOKUIT aHaIU3
HabmomaeMblXx Ha OOI gBneHUit mpuBean K mopa-
3UTEIbHBIM onucaHusIM DD -(peHoMeHOB, KOTOpPEIE
BBIZEPXKAJIU UCIIBITaHME BpeMeHeM [65]. U, HecMoTps
Ha HEOAHO3HAYHYIO CIEHU(MDUIHOCTh U YYBCTBUTEIb-
HOCTb 3MMJIeNITU(GOPMHOIM aKTUBHOCTH Ha DDI B nmar-
HOCTHUKe snuiencuu, 3a DI ocraercs 3HaYUTEIbHAS
pPOJib B 000CHOBAHUM KJIIMHUYECKOTO IMarHo3a 3IH-
JIETICUM, KTacCU(DUKALIY U JICUEHUH Pa3TUIHBIX (DOPM
SIWJICTICUU.
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Bo3MOHOCMU NPUMEHEHUA aHmu3nunenmMuYecKux npenapamos
B NIEYEHUU MUKO3HbIX rUNepKuUHe3oB U cukapoma Typemma y gemei

B.I1. 3bikos!, D.A. KammnpunaZ, 10.B. Hayroabnbix?

IPrBOY JI10 «Poccuiickas meduyunckas aKaoemus HenpepbleHo2o npogeccuonanbiozo obpazoeanus»> Munzdpasa Poccuu;
Poccus, 125995 Mockea, ya bappukaonas, 2/1;
2I'BY3 «/lemckas 2opodckas noauraunuxa Ne 110> o. Mockewt; Poccus, 127490 Mockea, ya. Jexabpucmos, 39

Konmaxmoi: Basepuii [lemposuy 3vikoe zykov_vp@mail.ru

Ileas uccaedosanusn — oyenka sgpghekmusrnocmu monupamama 6 0ozax 1—2 me/ke 'y 34 6oavnuix 6 gospacme om 7 do 17 rem ¢ mukos-
Hbimu euneprkunezamu u cunopomom Typemma (CT).

Mamepuaavt u memoodst. Knunuueckas oyenka msaxcecmu eunepKuHe306 U NoKa3amenu CoMamoCeHCOPHbIX 8bi36AHHbIX HOMEHUUAN08
(CCBII) u nogepxnocmuoii anekmpomuoepapuu (IMI) gpukcuposarucey 0o npuema npenapama u Ha ore neuenus yepes 6 Hed. HUccae-
dosanue CCBII nposodunocs no cmarndapmmoii memooduke. Ha mpaccax Cp—Fpz (D, S), Cerv6—Fpz (D, S), Erb’i—Erb’c (D, S) oyenu-
BANUCH MENCNUKOBblE NAMEHMHOCMU 045 OnpedeieHus npoeederus adepenmayuu mexncoy cOOmEemcmeyuUMU CMpyKmypamu mosea:
N9—N13, NI13—N20, N9—N20. l[lomenyuans: N20— P23 ompasicaru nepguuHyo akmueayuio comamoceHcopHoli 30nul kopul. Hecaedo-
BaHUE MUKO3HbIX 2UNEPKUHE306 NPOBOOUNOCH C ROMOWbIO nogepxHocmHol DMT ¢ mumuyeckux motwy, (m. orbicularis oculi), moiuy nae-
yeg0e0 nosca (m. supraspinatus), mvluly, 6epxHux koneyrnocmeil (m. flexor digitorum superficialis) no cmandapmuoii memoduke. 3anuco
uHmeppepeHYUOHHOI KPUBOH 0CYUeCMBAAAAC 8 PelcUMe NOKOS U NPU CIMUMYASUUY UNEPKUHE3A C NOMOWbIO NPOBOK AUUOHHBIX HPOOD.
3a 3aan06yt0 akmueHoCmb NPUHUMAAU BCRBIUKU 8bICOKOAMNAUMYOHOU Kpugol 6oaee 500 mk B. Taxcecms KauHu4eckoi KapmuHsl oye-
Huganu no Mexcoynapoonoii Heavckoii wxane (1989 2.), a makce ¢ nomoussio noocuema muxoe 3a 20 mun (B.I1. 3vikos, 2009 2.).
B koumponsryio epynny eouinu 15 300posbix demeii, conocmagumbix no nNOAY U 03pacmy.

Pesyabmamut. [Ipumenenue monupamama 3HA4UMO YMEHbULAA0 NPOSIGACHUS SUNEPKUHE308 Y NAUUCHIMO8 ¢ XPOHUHECKUMU MOMOPHO-
gokanvhoimu muxamu u CT, onpedensemvie no Henvckoii wikane oyenxu maxcecmu muxog (p < 0,05) u ¢ nomowpro noocuema muxos
3a 20 mun (p < 0,05), a maxce pacnpocmpaneHHOCMs 3aA1080U akmusrocmu no IMIT npu pecucmpayuu eunepKuHe308 ¢ pa3nuyHbIX
motweunvix epynn. Ilo dannoim CCBII Gviau onpedenensl HOpmanuzayus noKazameneil MeXCnUK08blx AameHmHocmell U yMeHbuleHue
nokasameanei amnaumyost nomenyuanoe N20— P23, ompadxcarouux cHujICeHue aKmueayuu cCOMamoceHCopHOl cucmemyl Mo32a — ma-
AAMOKOPMUKANbHBIX CIPYKIYP.

Boieoovt. Memoouku nosepxnocmuoiit IMT u CCBII moeym npumensamocs 015 oueHKU IpheKkmusHocmu nposoouMo2o Ae4eHus muKo3-
Hbix eunepkune306 u CT.

Karoueevie caosa: mukosnoie eunepkunessi, cundpom Typemma, Mexcdynapoonas Henvckas wikana, comamoceHcopHble 8bi36aHHblE NO-
MeHYUAaNbl, NOBEPXHOCMHAS INEKMPOMUOPAPUS, MORUPAMAM
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POSSIBILITIES FOR ANTIEPILEPTIC DRUGS USE IN THE TREATMENT OF TIC HYPERKINESIS
AND TOURETTE SYNDROME IN CHILDREN

V.P. Zykov!, E.A. Kashirina?, Yu.V. Naugol’nykh?
1 Russian Medical Academy of Continuous Professional Education, Ministry of Health of Russia;
2/1 Barrikadnaya St., Moscow 125995, Russia;
2Children’s City Polyclinic No 110; 39 Dekabristov St., Moscow 127490, Russia

Objective: to evaluate the efficacy of topiramate at a dose of 1—2 mg/kg in 34 patients aged 7— 17 with tic hyperkinesis and Tourette syn-
drome (TS).

Materials and methods. We performed clinical evaluation of hyperkinesis severity along with the assessment of somatosensory evoked
potentials (SSEP) and the analysis of surface electromyography (EMG) data prior to treatment initiation and after 6 weeks of therapy.
SSEP investigation was carried out in accordance with a standard protocol. Interpeak latencies on the tracks Cp—Fpz (D, S), Cerv6—Fpz
(D, S), Erb’i—Erb’c (D, S) were evaluated in order to determine the afferentation between relevant brain structures: N9—N13, N13—N20,
N9—N20. N20— P23 potentials reflected primary activity of somatosensory cortex. The investigation of tic hyperkinesis was conducted
using surface EMG of facial muscles (m. orbicularis oculi), the muscles of the shoulder girdle (m. supraspinatus), and the muscles
of the upper extremities (m. flexor digitorum superficialis) according to the standard protocol. Interference curve was recorded at rest and
after hyperkinesis stimulation with the use of provocative tests. High-amplitude (more than 500 mkV) oscillations were considered as burst
activity. The severity of clinical manifestations was evaluated using the Yale Global Tic Severity Scale (1989) and the method of tics count-
ing during 20 minutes (V. P. Zykov, 2009). The control group comprised 15 healthy children matched for sex and age.
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Results. The use of topiramate in patients with chronic motor/vocal tics and TS has significantly decreased the severity of hyperkinesis
manifestations, evaluated both by the Yale Global Tic Severity Scale (p < 0,05) and by the method of tics counting during 20 minutes
(p < 0,05). It also helped to decrease the prevalence of burst activity in EMG while registering hyperkinesis in different muscle groups.
SSEP data showed the normalization of interpeak latency values and the decrease of N20—P23 potentials amplitude, which reflects
the decline in the activity of brain somatosensory system, represented by thalamo-cortical structures.

Conclusion. Surface EMG and SSEP methods can be used for evaluation of treatment efficacy in cases of tic hyperkinesis and TS.

Key words: tic hyperkinesis, Tourette syndrome, Yale Global Scale, somatosensory evoked potentials, surface electromyography, topiramate

Bsepnexue

Tukm 9BASIOTCS OCHOBHOM (hOPMOI TUIIEPKUHE30B
IIETCKOro Bo3pacTta. PacipocTpaHeHHOCTh MX Y IeTel
npocturaet 6 % [7, 8, 10, 14], xponndeckue GopMbl aua-
THOCTUPYIOTCS Y 1 % B MOMYyJISILUM U COYETAIOTCS C Ha-
pylIeHHneM OOyUYEHMSI, TPEBOTOM, CUHIPOMOM AeduInuTa
BHUMaHM [9]. XpoHMYECKNE TUKA MOTYT TpaHC(hOPMHU-
poBatbes B cuHApoM Typerra (CT) [8, 15].

OngHuM 13 HanboJIee CIOXHBIX BOIIPOCOB SIBIISIETCS
MeIUKaMEHTO3Hasi KOPPEKIINSI TAKO3HBIX TUIIEPKIHE30B
[17]. BeposiTHO, B OCHOBE IaToreHe3a r'uinepKUuHEeTUYe-
CKMX CMHIPOMOB JieXXaT HapylIeHUsI oOMeHa HefipoMe-
INATOPOB 0a3aIbHBIX TAHIJINEB, B YACTHOCTU HAPYIICHUS
IohaMIHOBO PeleTIIN 1 AU3PETYIISIIINSI IOOHO-CTpHUap-
HBIX B3aUMOCBs3eil [2]. DTo BIusHUE TIPOSIBIISIETCS B aK-
tuBauuy TAMKeprudeckoii u 6;10Kaze riryramaTeprude-
CKOM CHCTEM, OTBEYAIOIINX COOTBETCTBEHHO 3a 0a30BHIC
IIPOIIECCH TOPMOXEHUS M BO30YXIEHMS LICHTPAIbHOMI
HepBHOI cucteMbl [11—13]. OCHOBHBIM MeXaHU3MOM
IIEHCTBUYSI TIPENapaToB, KOTOPBIC MCIIOIb3YIOTCS IS KYTIH -
POBaHUS TUKOB, SIBJISICTCS BO3IEHCTBHE Ha To(haMUHEPIH-
YyeCKUi MeTaboJI13M, B YACTHOCTU ITyTeM OJI0Kaabl OCT-
CHHANTUIECKNX T0(PaMIHOBBIX pelleNnTopoB. Tommpamar
SIBJISIETCSI aKTUBATOPOM 000pOTa OMOreHHOI raMMa-aMu-
HoMacstHOM KucioTel (TAMK) — 0CHOBHOTO TOPMO3HOTO
MeauaTopa HelipoHHO# cucteMbl [18]. OmHOBpeMeHHO
npenapat MHTMOUpPYeT AeMCTBUE TIyTamaTra — 0a30BOro
BO30yXarolero Helipomeauaropa. Tornpamar 0JIOKUpy-
€T ITOTeHIINAI3aBUCUMBbIC KaHAJIBI IPOHUKHOBEHUST NOHOB
HaTpysl U KaJblIKsl, THAKTUBUPYS TEM CaMbIM 2 OCHOBHBIX
IIIyTaMaTHBIX PELeNTOpa — KaMHATHBIN (apPUHUTETHBIN
K KamHaTtHO# Kuciore) 1 AMPA (adhMHUTETHBII K aJlb-
¢a-aMUHO-3-TUIPOKCH-5-METUI-4-N30KCa30JI-TIPOITHO-
HOBOI KHMCJIOT€), OTBEYAOIIIHE 32 TIPOLIECCHI BO30YKICHMS
B cMHanTU4eckoi cucreme [11—13].

B HacTrog1ee BpeMs OTCYTCTBYIOT JaHHbBIE 00 3¢ dek-
TUBHOCTHU IIPUMEHEHUS TOIMpaMaTa B JICYCHUU THKOB
Y POCCUMCKUX IETEN C OLIEHKOU TMHAMUKA KIIMHUYECKOUN
KapTUHBI TUTIEPKUHE30B C TOMOUIBIO METO/Ia TOBEPXHOCT-
Hoi1 anexTpomuorpacduu (OMI).

B nmurepaTtype MBI HallTM OTpaHUICHHOE KOJIMYECTBO
IMyOJIMKAIINA, TIOCBSIIEHHBIX N3YYEHUIO BBI3BAHHBIX I10-
TEHIIMAJIOB B IETCKOM Bo3pacTe. MI3BeCTHHI MCCIIeIOBaHMS
B.I1. 3p1koBa, JI.A. Cadponona (2009) 1o qruarHocTHKe 1ie-
peOpalibHbIX HApYLIeHUH 3peHUs] y O0JIbHBIX 3MUJIeTICueit

paHHETro BO3pacTa C IIOMOIIBIO 3PUTEILHBIX BEI3BAHHBIX
ITOTEHIIMAJIOB, BBISIBUBIINE YIJIUHEHUE JTAaTCHTHOCTHU
W CHIDXKEHUE aMITJIUTYIbl OCHOBHOTO KoMmItoHeHTa P100,
SIBJISTIOIIIETOCSI TIPOTHOCTUIECKMM KPUTEPUEM TSKECTH Te-
YEeHUSI CUMIOTOMATAYECKOMU SMMICIICUN Y AETEM PAHHETO
Bo3pacTa [5].

BuosnexkTpuyeckass aKTUBHOCTD MBIIIIIL IIPU TUKO3-
HBIX TUIIEPKMHE3aX Y IeTel ¢ TIOMOIIBIO METOIA IIOBEPX-
HocTHOM DMI m3yyanach pssagoM aBTopoB. M3BeCTHEI
pabotsl I.T. [llanbko (1975), B.I1. 3pikoBa, 10.1. Ma-
seimeBa (2002), roe TpUBOISATCS JaHHBIE O PETUCTPAIINA
3aJIMTOBOI aKTUBHOCTH TTpH 3anucy DMI Bo BpeMs TUKOB.
®opMHUpPOBaHHE 3aJITIOBOM aKTUBHOCTH OCYIIIECTBIISIETCS
3a CYET MOTOKA MMITYJIBCOB OT KOPKOBO-ITOJKOPKOBBIX
CTPYKTYP K crimHaIbHBIM MoToHelipoHaM (FO.C. FOceBuy,
1958, 1972; B.[1. bunsik, 1964, 1972) [1].

CoueraHue MeTOIOB ITOBepxHOCTHOM DMI 1 comaro-
CEeHCOPHBIX BeI3BaHHBIX oTeHIHanoB (CCBIT) momoxer
00BEKTUBHO 3apPETUCTPUPOBATH TUIIEPKIUHE3bI U OLICHUTD
TaJJaMOKOPTHKAJIbHBIC B3aUMOIeCTBUS ITpu THKaxX v CT.

Iless uccienoBaHuA — OlIeHKA KIIMHUYECKOM 3 heK-
TUBHOCTH TOIIMpaMaTa y allieHTOB C TUKO3HBIMU TUIICP-
kuHe3amu u CT.

Mamepuans! u Memofbl

OOcnenoBaHbl 34 malmMeHTa ¢ TUKO3HBIMHU TH-
nepKuHe3aMu B Bo3pacte oT 7 1o 17 net. U3 Hux y 22
OBLIM BBISBJICHBI XPOHMUYECKNE MOTOPHO-BOKAJIbLHEIC
tuku (XMBT), a y 12 6su1 quarnoctupoBan CT co-
rmacHo kputepusiMm DSM-IV (Diagnostic and statistical
manual of mental disorders IV) u pekomenmanusim The
Tourette Syndrome Classification Study Group 1993 .
Tepanusa TormmpamaTroM ObLIa TipoBeaeHa y 30 mauneH-
ToB (10 — ¢ CT, 20 — ¢ XMBT). TskecTh KIIMHUIECKOM
KapTUHBI OLIEHUBAJIU MO MeXnyHapoaHOM Nenbckoii
IIKaJIe C ONPEeNcIeHUEM COBOKYITHOM U CYMMApHOM TSI-
XecTH TMKOB [18], a TakKe ¢ MTOMOIIIBIO MOACYETa TUKOB
3a 20 muH [7]. B KoHTpONbHYIO rpynnny Bouuin 15 310-
POBBIX JIeTeil, COMOCTABUMBIX C M3y9aeMBIMU IO I10O-
ny u Bo3pacty. UccnepoBanue CCBII npoBoaniaoch
Ha ckaitbokce «Heitpo-MBII-5» pupmer «Heiipocodt»
(Poccust) mo cranmaptHoit Mmetoguke. Ha tpaccax Cp—
Fpz (D, S), Cerv6—Fpz (D, S), Erb’i—Erb’c (D, S) oue-
HUBAJIMCh MEXITMKOBBIC TATCHTHOCTH JJISI OIIPEIeICHUS
npoBeaeHus addepeHTalN MEXITY COOTBETCTBYIOIINMU
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CHILD

NEUROLOGY

Ta6muna 1. Kiunuueckue NpoA6AeHUSA c2UNEePKUHe306 Y naUUeHMO0o6, 6KAUYEHHbIX 6 uccaedoganue

Table 1. Clinical manifestations of hyperkinesis in patients recruited in the study

Semiotics of ticks

Mopranue
Eye blinking

3axkMypuBaHUe I1a3
Eye squinting

OTKp])IBaHI/Ie pTa C BBIABMKECHUEM BIICPC HWXKHEH YeJIIoCTU
Mouth opening with putting the lower jaw forward

3aHp0KI/II[I>IBaHI/I€ TOJIOBBI Ha3az
Head lag

TToBOPOTHI TOJIOBBI B CTOPOHY
Head turning

I[BI/I}KCHI/IFI B IVICYEBOM I1051CE
Shoulder girdle

BbiGpachiBaHUE PYKU B CTOPOHY, CTMOaHUE U pa3rnbaHre KUCTH U MajiblieB

Ejection of the arm aside, flexion and extension of the hand and fingers

Banparusanus
Twitchings

TlonnpeiruBaHue, npuceraHue
Jumping, squatting

PutyanbHble XecTbl
Ritual gestures

CoKpallleHre MBIIIIL XXUBOTa
Abdomenal muscle contraction

IIMbIraHbe HOCOM
Sniffing

TToakanuiuBaHue
Tussiculation

TTpouzHoIlIeHNE TTACHBIX 3BYKOB
Vowel sounds production

Dxoamis
Echolalia

Komnponanus
Coprolalia

Tourette syndrome, %

Chronic motor/vocal tics,

%

65 80
34 50
50 55
15 20
35 0
80 65
80 14
28 20
15 0
6 0

60 10
60 75
65 80
20 40
5 0

2 0

crpykrypamu mo3ra: N9—N13 (BpeMs IIpoXOXIeHUS
UMITYJIbca OT TOYKu Dpbda go crBoma), N13—N20 (Bpe-
Ms IIPOXOXKIEHUsI UMIIY/IbCa OT HUXKHUX OTIEIOB CTBO-
Ja Mo3ra o Kopsl), N9—N20 (BpeMs IIpOXOXIeHUSI
OT TOYKH Dpba 10 KOPBI TOIOBHOTO Mo3ra). [ToTeHIIMabI
N20—P23 oTpaxanu mepBUUYHYIO aKTUBALIMIO COMATO-
CEHCOPHOI 30HBI KOPHI [3, 4]. YimnHeHne MEeXITNKOBBIX
JIaTeHTHOCTEN Ha 2,5—3 curma 1mo cpaBHEHUIO C HOP-
MaJIbHbIMM BEJIMYMHAMU paCCMATPUBAIM KaK I1aTOJOTH -
YyecKoe, OTpaxaloliiee 3a1epKKy IPOBeAeHUS UMITYJIbca

MEXIy COOTBETCTBYIOIIMMHU CTPYKTYpaMu HEPBHOM CHC-
teMbl [3]. Tak, HarpuMep, yIJIMHEHNE MEXITMKOBO J1a-
TeHTHOCTU N13—N20 nHTEepIpeTUpOBaNoCch Kak 3aaep-
JKKa TIPOBEACHMS MEX Ty KayIaJIbHbIMHU OTIEIAMHU CTBOJIA
MO3ra 1 KOpOi.

HccnenoBaHre THKO3HBIX TUTIEPKUHE30B IIPOBOIM -
JIM ¢ TOMOIIBIO MeToAa MOBepXHOCTHOM DMI ¢ Mumu-
YeCKUX MBI (m. orbicularis oculi), MBIIIII TUICYEBOTO
nosica (m. supraspinatus), MBIIII BePXHUX KOHEUHO-
creit (m. flexor digitorum superficialis) mo cTaHmapTHOMI
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Cunapom Typetta / Tourette syndrome
~——XpoHuyeckve MoTopHO-BokanbHble Tukm / Chronic motor/vocal tics
——Ipynna kontpons/ Control group

Puc. 1. llokaszamenu mescnuxosvix samenmuocmeil N13—N20 (comamo-
CEHCOPHbIe 8bI36AHHbIC NOMEHUUANbL) Y NAYUEHIN08 C XPOHUHECKUMU MOMOP-
HO-80KaNbHbIMU muKamu u cunopomom Typemma

*p < 0,05 ¢ epynnoii konmpoas; **p < 0,01 ¢ epynnoii Konmpoas

Fig. 1. N13—N20 interpeak latency values (somatosensory evoked potentials)
in patients with chronic motor/vocal tics and Tourette syndrome

*p < 0.05 compared to control group; **p < 0.01 compared to control group

Mmetonuke [4]. 3anmuchk nHTEpGEPEHIMOHHOM KPUBOM
OCYILIECTB/ISIACH B PEXUME ITOKOSI U IIPU CTUMYJISLIUKA
FUIepPKUHE3a C IOMOIIbI0O MPOBOKALIMOHHBIX MPOG:
npob6a ¢ 10 mopranusamu u 10 crubaHnusMu 1 pa3ruda-
Husmu nanblieB kuctu (B.I1. 3eikos, 2009) [7]. 3a 3ai1-
IOBYIO aKTUBHOCTh IIPUHUMAJIU BCIIBIILIKY BHICOKOAM-
NauTyaHoi Kpusoii 6omee 500 MmxB. JnutenbHOCTH
3amoBoii akTuBHOCTH He TipeBbimrana 100 mc(J.F. Leck-
man, 2006).

st KoppeKLMKM TUKOB MCIIOJIb30BaJICs Ipernapar
TOIMpaMaT, OKa3blBAIOIIUl BIAMSHHUE HAa MEXaHU3M
BO3HUKHOBEHMSI TUKO3HBIX THIIepKHHe30B. [Toka3za-
tean CCBII u moBepxHOocTHO#T DMI pukcupoBanuch
2 pasa: 1o IIpueMa nperapaTa u Ha (DoHe JIeYeHU S ue-
pe3 6 Hep.

Pe3ynbmambi

Tuku y marmeHToB ObLUTH IIPEACTABICHBI Pa3IMYHBIMU
MOTOPHBIMM M BOKaJIbHBIMU TUIIepKUHe3aMu (Ta0i. 1).

Y Bcex oGciienyeMblX TUKO3HbIE TMIEPKUHE3BI
UMEIN JUIUTEJbHOE TeUeHUEe C MepuomaMu 00ocTpe-
HUS ¥ YaCTUIHOM peMuccun. CTerneHb BRIPAXKEHHOCTH
KIIMHAYECKUX MIPOSIBJICHUI, OIIpeaessseMasi C ITIOMOIIBIO
MexayHapoagHoit Meabckoii MIKaibl OLIEHKU TSIXECTU
TuKOB, y mauneHToB ¢ CT cocraBmuna 70,7 + 10,5 6anna
(0—100 6amroB), moacyet TKOB 3a 20 muH (B.I1. 351-
koB, 2009) BersiBrr 130,8 = 45,5 MOTOpHBIX 3MKU301a
u 80,3 £ 25,8 BokanpHBIX. Y nauueHToB ¢ XM BT komu-
4yecTBO GasuIoB 1Mo Menbckoit mkane cocrasmio 40,5 +
8,7 (0—100 6amroB), TOoACYET TUKOB 3a 20 MUH BBISIBUJI
85,5 & 25,7 MmoTopHBIX runepkuHesa u 56,7 = 18,9 Bo-
KaJIbHBIX THKA.

ITpu mpoBenenu CCBII ¢ n3ydeHneM nokasaresein
MEXITMKOBBIX JJaTeHTHOCTEe# (puc. 1) OBUIO BHISIBICHO
3HAYMMOE YBEIMICHHNE BPEMEHH ITPOXOXKICHHUS UMITYJIb-
ca 1o Tpacce N13—N20: y manmenroB ¢ XMBT — 9,8 +
2,3mc (5,3 £0,3; p <0,05 c rpynmoit KOHTPOJIST), Y Halld-
enroBc CT — 15,1 £2,2Mmc (5,3 £0,3; p <0,01 c rpyrmoit
KOHTPOJIS).

60

50
258 £6,1 MC**

40

30

N N\
17435 nk\
10
0 »

—e—Ipynna kontpons/ Control group
—=—XpOHUYeCK1e MOTOPHO-BOKanbHble Tk / Chronic motor/vocal tics
Cungpom Typetta / Tourette syndrome

Puc. 2. Ilokazameau amnaumyos: coMamoceHcopHOi 30Hbl KOPbl 20108HO20
M032a (COMAMOCEHCOPHbIE BbI36AHHbIE NOMEHUUANbL) Y NAYUCHMOB C XPOHU-
YeckuMUu MOMOPHO-60KaNbHbIMU muKkamu u cundpomom Typemma

*p < 0,01 c epynnoii koumpoas; **p < 0,001 ¢ epynnoii koHmpoas

Fig. 2. Amplitude values of somatosensory cortex activity (somatosensory evoked
potentials) in patients with chronic motor/vocal tics and Tourette syndrome

*p < 0.01 compared to control group; **p < 0.001 compared to control group

WccnenpoBanue nmokasareneid aMrumtyasl N20—P23
00HAPYKIJIO 3HAYMTEIbHYIO aKTUBALIMIO COMATOCEHCOP-
HOI1 30HBI KOPHI (puc. 2) y marmeHToB ¢ XMBT — 17,4 +
3,5 MxB (2,6 £ 0,2 MxB; p < 0,01 ¢ rpyrmmoit KOHTPOJIS);
y manueHtoB ¢ CT — 25,8 + 6,1 mxB (2,6 = 0,2 MkB;
p <0,001 ¢ rpynmoit KoHTposIs). MakcuMasbHbIC 3HaUe-
Hus 60Ut 3apeructpupoBansl Ipu CT (p < 0,05).

MKB / pV
2500 - 21503 £ 315,4****
2000 4 1624,5 £ 108 3**
13347 + ]
1500 -
1000 -
550,4+78,
500

VIHTepdepeHumonHas npoba B nokoe / HTephepeHLMoHHas Npoba ¢ BbinonHeHnem
Interference testing at rest YHKLMOHaNbHbIX NP6, onpeaenstLmx
TUNePKUHETYECKYI0 FOTOBHOCTb MblLLL /
Interference testing with multiple functional
tests for the assessment of hyperkinetic
readiness of the muscles
m [Tokasatenu Hopmbl / Normal parameters
m [TaumeHTbI ¢ XPOHUYECKMI MOTOPHO-BOKaNbHbIMU TUKaMi /
Patients with chronic motor/vocal tics

o MauvenTsl ¢ cuippomom TypetTa / Patients with Tourette syndrome

Puc. 3. [lloxazameau nosepxnocmuoi snexmpomuoepaguu m. flexor
digitorum superficialis cnpasa 6 ummepghepenyuonnoi npobe 6 nokoe
U NpU GbINOAHEHUU QYHKUUOHAALHBIX NPOO Y NAUUEHMO8 C XPOHUHECKUMU
MOMOPHO-B0KANbHBIMU MUKamu u cunopomom Typemma

*p < 0,01 ¢ epynnoii koumpons; **p < 0,001 c epynnoii konmpoas 6 unmepghe-
PeHUUOHHOI npobe 6 nokoe; ***p < 0,001 ¢ epynnoii konmpoas; ****p < 0,001
¢ epynnoi KOHmpoas 8 unmepghepeHUUOHHOIL npode ¢ BbINOAHEHUEM QYHKUUO-
HANbHBIX NPOO, ONPedensoUusUX SUNEPKUHEMUMECKYI0 20MO8HOCb MblUY,

Fig. 3. Surface electromyography of m. flexor digitorum superficialis (right):
interference testing at rest and after functional tests in patients with chronic
motor/vocal tics and Tourette syndrome

*p < 0.01 compared to control group; **p < 0.001 compared to control group,
interference testing at rest; ***p < 0.001 compared to control group; ****p
< 0.001 compared to control group, interference testing with multiple
functional tests for the assessment of hyperkinetic readiness of the muscles
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XpoHuyeckue p!
BOK/IbHble TUKM nocne
neyenua / Chronic motor/
vocal tics after treatment
XpoHuyeckme MoTOpHO-
BOK/IbHbIE TUKM A0 NIeYeHus /
Chronic motor/vocal tics
before treatment

24,6+5,2
6anna / points **

49,3+£12,5
6anna / points
I

40,5+6,7
6anna / points *

(uxgpom Typerta nocne neuenus /

+
Tourette syndrome after treatment 70,7£10,5

6anna / points

Cunppom TypeTTa 1o neyenma /
Tourette syndrome before treatment

0 0 20 30 40 50 60 70 80
ollenbckas WKana oLeHKM THKECTH TUKOB /
The Yale Global Tic Severity Scale
allocne neyenua / After treatment
aJlo neyenus / Before treatment

Puc. 4. Jlunamuica kaunuueckoil kapmunsl MuKog Ha oone npuema monu-
pamama c yuemom HenbcKoil wikanot 04eHKY maicecmis muKoe

*p < 0,05 — kaunuueckas oyenxa no Heavckoii wikane oyerxe maicecmu
mukos y nayuenmog ¢ cunopomom Typemma nocne nevenus; **p < 0,05 —
Kaunuueckas oyenka no Heavckoii wikane ouenKu maicecmi mukoe y na-
YUEHMO8 ¢ XPOHUHECKUMU MOMOPHO-BOKANbHBIMU MUKAMU NOCAE AeHeHUs]
Fig. 4. Dynamics of clinical manifestations of tics (according to the Yale
Global Tic Severity Scale) in response to topiramate therapy

*p < 0.05 — clinical evaluation of tics (according to the Yale Global Tic
Severity Scale) in patients with Tourette syndrome after treatment; **p <
0.05 — clinical evaluation of tics (according to the Yale Global Tic Severity
Scale) in patients with chronic motor/vocal tics after treatment

40 T
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Tourette syndrome 110 neyenma / nocne neyenus /

after treatment  Chronic motor/vocal tics  Chronic motor/vocal tics
before treatment after treatment

CuHapom TypetTa
10 neyeHna /
Tourette syndrome
before treatment

@ [Tokasatenu mexnukoBoit natentHoctn N13—N20 / Interpeak latency values
m [loka3aTenu amnANTy /bl COMATOCEHCOPHOI 30HbI Kopbl N20—P23 /
Amplitude values of somatosensory cortex activity
O Bbi3BaHHble COMaToCeHCOpHble noTeHuyansl / Somatosensory evoked potentials

Puc. 5. /lunamukxa noxazameneii comamoceHcopHbIX 6bI36AHHbIX NOMEHUU-
anos Ha gone npuema monupamama

*p < 0,05, **p < 0,01 — nokaszameau coMamoCeHCOPHbIX 8bI36AHHbIX NO-
MeHYuanoe 00 AeveHus U nocae AedHeHus Y NAYUeHMO8 ¢ MUKAMU;
**%p < 0,05 — nokazamenu comMamoceHCOPHbIX 8bI36AHHbIX NOMEHYUAN08
00 nevenus u nocae Aevenus y nayuenmos ¢ cunopomom Typemma

Fig. 5. Dynamics of somatosensory evoked potentials in response to topiramate
therapy

*p < 0.05; **p < 0.01 — somatosensory evoked potentials prior to treatment
and after it in patients with tics; ***p < 0.05 — somatosensory evoked
potentials prior to treatment and after it in patients with Tourette syndrome

Amruutyaa noreHuuanoB N20—P23 (25,8 + 6,1 MxB)
y maneHToB ¢ CT koppenuponaina (p < 0,004) ¢ rmokasa-
tensimu Menbekoit 1kambl (COBOKyIHas Tsokects XMBT
u CT — 70,5 £ 10,5 Gasuia).

867,5 £ 34,7

(urapom TypeTTa nocne neyenus / MKB / V%%

Tourette syndrome after treatment

550,3 + 33,2
MKB / iV ***

3758 +205,7
MKB/ Vi
12588+1209

I MKB/uV*
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21503 +315,4
Vv

Cunppom TypeTTa fio neyenma /
Tourette syndrome before treatment

XpoHuueckue MOTopHo-
BOKanbHble TMKM nocne
neyenua / Chronic motor/
vocal tics after treatment

XpoHUueckue MOTOpHO-
BOKa/bHble TUKI [0 neyeHns /
Chronic motor/vocal tics

before treatment

1334,7 £ 56,5
MKB / pV

992,5 £ 219
MKB/pV
1500

2000 2500

o JInHamuka nokasateneil NOBEPXHOCTHOIA 3NEKTPOMUOTPadM NOA BAMAHUEM TonupamaTa /
Dynamics of the surface electromyography parameters in response to topiramate therapy

u IHTepder npoba c npob,
TUNEPKUHETUYECKYI0 FOTOBHOCTb MbiLLIL| / Interference testing with mulnple functional tests
for the assessment of hyperkinetic readiness of the muscles

o llHTepdepenunonHas npoba B nokoe / Interference testing at rest

Puc. 6. Juunamuka nokazameneii no8epXHOCMHOU 3aeKmpomuoepaguu
¢ m. flexor digitorum superficialis 6 npouecce neuernus monupamamom y na-
YUeHMO08 ¢ XPOHUYeCKUMU MOMOPHO-60KanbHbimu mukamu (XMBT) u cun-
dpomom Typemma (CT)

*p < 0,05 mexcdy nokaszamenimu unmeppepeHyUOHHoOU Npoodbl 8 NoKoe
do u nocae aeverus monupamamom y nayuenmos ¢ XMBT: **p < 0,01 memxnc-
Jdy nokazamensmu uHmeppepeHyUoHHOU nPodbl ¢ 8bINOAHEHUEM QYHKUYUO-
HANbHBIX NP0, ONPedeNsUWUX UNEPKUHEMUHECKYI0 20MOBHOCMYb MblilY,
do u nocae aeuenus monupamamom y nayuenmos ¢ XMBT; ***p < 0,01
Medcdy noKazamensamu uHmepgepeHyUoHHoU npobsl  Nokoe 00 U nocie ae-
ueHus monupamamom y nayuenmos ¢ CT; ****p < 0,01 mexncdy nokazame-
ASIMU UHMEPDePeHUUOHHOU NPOBbL ¢ BbINOAHEHUEM QYHKUUOHANBHBIX NPOD,
onpedensirouux eunepKUHemU4ecKyio 20MoeHOCb MbliY, 00 U NOCAe Aede-
Hus monupamamom y nauuenmos ¢ CT

Fig. 6. Dynamics of the surface electromyography parameters of m. flexor
digitorum superficialis in response to topiramate therapy in patients with
chronic motor/vocal tics (CMVT) and Tourette syndrome (TS)

*p < 0.05 when comparing the results of interference test at rest before and
after treatment with topiramate in patients with CMVT; **p < 0.01 when
comparing the results of interference testing with multiple functlonal tests for
the assessment of hyperkinetic readiness of the muscles before and after
treatment with topiramate in patients with CMVT; ***p < 0.01 when
comparing the results of interference testing at rest before and after treatment
with topiramate in patients with TS; ****p < 0.01 when comparing the results
of interference testing with multiple functional tests for the assessment
of hyperkinetic readiness of the muscles before and after treatment with
topiramate in patients with TS

TuKO3HbIE TUITEPKUHE3BI PETUCTPUPOBATIUCH C IIOMO-
1IbIO TTOBepXHOCTHOM DMI B BUe 3a1IT0BOIT aKTUBHOCTH
(BCIBILIKY BEICOKOAMILIUTYAHOM KPUBOI) B Pa3IMUHbBIX
npobax. JIMHaMuKa moka3aTesieil aMIUIMTYIbl 3aJIITOBO
aKTUBHOCTY IPU 3aIlUCU ITOoBepXHOCTHOI DMI ¢ pa3s-
JMYHBIX MbIeyHbix rpym npu CT u XMBT orpaxena
B TabJI. 2 1 Ha puc. 3.

MakcumajbHash BbIpaXKeHHOCTh aMILIATYIbI 3aJII10-
BOI1 aKTMBHOCTHU oTMedasachk B rpymire ¢ CT (p < 0,05).
CrioHTaHHas 3a/1110Basi aKTUBHOCTD BBISIBJISLIACH C 00-
LLIEro MOBEPXHOCTHOIO CrubaTesis NajiblieB Y MallMeHTOB
¢ XMBT (991,4 + 37,6 MmxB) u mattmentos ¢ CT (1138,7
* 44,1 MxB). AHaylornyHasi TeHIEHIIS OOHapYyKUBAIACh
TIpU 3anMcu oBepxHOCTHOUM DMI ¢ m. orbicularis oculi
B UHTep(PEPEHLIMOHHBIX IIPO0ax B IIOKOE U IPU BbIIOJI-
HeHUM (PYHKLIMOHAIBHBIX P00, ONpeAesisiolnX TUIep-
KUHETUYECKYIO TOTOBHOCTD MBIIIILI, ¢ HAMOOJIbIIMM IIPO-
apneHueM y mauneHToB ¢ CT.
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Ta6muna 2. JJunamuka noxazameneii amnaumyost 3aano6oi akmugnocmu (MkB) no dannvim nogepxnocmuoii snexkmpomuoepaguu
€ PA3MUUHBIX MbLUEHHbIX 2pYnn npu cundpome Typemma u XpoHuHecKUX MOMOPHO-B0KANbHBIX MUKAX 00 AeHeHUs]

Table 2. Dynamics of the burst activity amplitude values (uV) at surface electromyography of different muscle groups in patients with

Tourette syndrome and chronic motor/vocal tics prior to treatment initiation

Muscle groups

HHrepdepeHiImoHHas mpoda
B 1oKoe, m. flexor digitorum
superficialis

Interference test of m. flexor
digitorum at rest

HMHrepdepeHiimoHHas mpoda
C BBITTOTHEHNEM (DYHKIIMOHATb-
HBIX TIPOO, ONPEAESIOIINX

TS

1624,5 = 108,3*
(U TETHPHOCTH
75,3 £ 0,6 mMc)
1624.5 £ 108.3*
(duration 75.3 £
0.6 ms)

2150,3 &+ 315,4*

CMVT

992,5 + 219**
(ITUTETBHOCTh
79,3 = 4,4 mc)
992.5 + 219**
(duration 79.3 =
4.4 ms)

1334,7 £ 56,5**

TUNEPKUHETUYECKYIO TOTOB-
HOCTb MBI, 1. flexor digitorum ézsméﬂ 16?21140:4?; (ITUTETbHOCTh
supelﬁcialis 2 1’50_3 + :;154* 55’9 MC)
Interference testing with multiple (duration 95.6 + 1334:7 + 56.5%*
functional tests for the assessment ) (duration 55.9 ms)
of hyperkinetic readiness
of the muscles, m. flexor digitorum
superficialis

138 + 289,5* 1099 + 115%*
HHrepdepeHImonHas mpoba (ITUTETPHOCTh  (IUTMTEIBHOCTH
B IIOKO€, M. supraspinatus 499+ 55mc) 55,6 £10,5mc)
Interference testing of m. 138 £+ 289.5* 1099 + 115**
supraspinatus at rest (duration 49.9 + (duration 55.6 =

5.5 ms) 10.5 ms)

HHrepdepeHiImoHHas mpoda
C BBITIOJTHEHUEM (DYHKIIMOHAIb-

2010,5 + 66,4*

1678,3 + 66,4**

HBIX IIPOO, ONPENENAIONINX (LUTENLHOCTD (IUTATETBHOCTD
TUMEPKUHETUIECKYIO TOTOB- 78,3mc £ 0,7 8?14 + 34,3 mc)
HOCTb MBIIIILL, M. Supraspinatus MC) 16,78_3 i 66 Ak

Interference testing with multiple 2010.5 £ 66.4* (dura'tioi 88.4 i
functional tests for the assessment (duration 78.3 + 34.3 ms). B
of hyperkinetic readiness 0.7 ms) .

Control group

122,7 + 47,82
MKB
122.7 + 47.82 pV

550,4 £ 78,9
MKB
550.4 + 78.9 pV

122,7 + 47,82
MKB
122.7 + 47.82 uvV

550,4 + 78,9
MKB
550.4 + 78.9 pV

Significance (p)

*p < 0,001 (mexmy CT u mokazatensi-

MU B TPYIIIE KOHTPOJIS)

**p < 0,01 (Mmexxny XMBT u mokazare-

JISIMU B TPYTITIE KOHTPOJIST)

*p < 0.001 (when comparing the TS group

with the control group)

**p <0.01 (when comparing the CMVT

group with the control group)

*p < 0,001 (Mmexxny CT u mokazarensi-

MU B TPYIIIIEe KOHTPOJIS)

**p < 0,001 (Mexmy XMBT u mokaza-
TEJISIMM B TPYIITIE KOHTPOJIS)
*p <0.001 (when comparing the TS group

with the control group)

*p < 0.01 (when comparing the CMVT

group with the control group)

*p < 0,001 (Mmexny CT u mokazarensi-

MU TPYIITBI KOHTPOJIST)

**p < 0,001 (mexxmy XMBT 1 moka3are-

JISIMU TPYTIITBI KOHTPOJIS)

*p < 0.001 (when comparing the TS group

with the control group)

*p < 0.01 (when comparing the CMVT

group with the control group)

*p < 0,001 (mexmy CT u mokazarensi-

MU TPYIITbI KOHTPOJIS)

*¥p < 0,001 (mexxny XMBT u mokasarte-

JISIMU TPYTIITBI KOHTPOJIST)

*p < 0.001 (when comparing the TS group

with the control group)

**p <0.01 (when comparing the CMVT

of the muscles, m. supraspinatus

group with the control group)

Ilpumenanue. CT — cunopom Typemma; XMBT — xporuueckue MomopHo-60KaAbHble MUK,

Note. TS — Tourette syndrome; CMV'T — chronic motor/vocal tics.

Ha ¢one mpuemMa Tonmpamara Oblia JOCTUTHYTA T10-
JIOXUTEIbHAs IMHAMUKA B BUAE YMEHBILICHUS KIMHUYE-
CKMX MPOSIBIIEHUI TUKO3HBIX TUIIEPKUHE30B COTJIACHO
MenbcKoii 1IKajte oleHKH TSXKECTU THKOB Y MAllUeHTOB
¢ XMBT u CT (puc. 4), 970 COOTHOCUIIOCHh C METOIOM
moacyeTa TUKOB 3a 20 MUH.

Jwunamuka nokasateneit CCBII Ha ¢oHe eyeHUs
TONIMpaMaTOM ITIpeacTaBieHa Ha puc. 5. M y manmeHTOB
¢ XMBT, n y mauuenToB ¢ CT oTrMevanach 3HaUYMMas
HOpMaJM3alus MMoKa3aTeleid MeXIMUKOBBIX JTATeHT-
HocTeil. JlocToBepHOe YMeHbIIeHUE aMILUIMTYIHBIX
nokaszartejieil ObIIO BBHISIBAEeHO y manueHToB ¢ XMBT.

V nmanuenTos ¢ CT 3HaYMMBIX U3MEHEHUI ITOKa3aTeaeit
AMIUIATYIBI COMATOCEHCOPHOM 30HBI KOPHI 3aPETUCTPH-
pOBaHO He ObLIO.

IIpuem Tormmpamara IMO3BOJIII 3HAYMMO YMEHBIINTh
BBIPAXXEHHOCTh THKO3HBIX TUTIEPKUHE30B, YTO OTPA3MIOCh
TIpY PETUCTPAIIMU 3aJIITIOBOM aKTUBHOCTH BO BpEeMsI 3aITH-
cu moBepxHOCcTHOM DMI' B uHTEphepeHIIMOHHOM! MPO-
0e B MOKOE ¥ C BBINMOJHEHUEM (PYHKIIMOHAIBHBIX P00,
OITPEIEeISIONINX TUIICPKUHETUIECKYIO0 TOTOBHOCTD MBIIIIII,
¢ m. flexor digitorum superficialis (puc. 6). AHaIOrM4Has1
KapTWHa HabJromanach v npu ucciaegosanu OMI ¢ npy-
TUX MBIIIEYHBIX TPYIIIL: m. orbicularis oculi, m. supraspinatus.
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Takum oOpa3om, MpUMeHeHUe TonupamMarTa JIJis Jie-
YeHUSI TUKOB TOCTOBEPHO YMEHBIIAIO KIMHUYECKHE
MMPOSIBICHUS TUKO3HBIX TUIIEPKMHE30B Yy IMallMEH-
T0B ¢ XMBT u CT, cTeneHb BEIpaXKeHHOCTH KOTOPBIX
onpenensnaach no MexayHapoaHoOM Nenbckoii mkaie
OIIEHKM TSKECTH TUKOB M C IIOMOIIBIO ITOACYETA TU-
KkoB 3a 20 muH. Ha ¢poHe nipuemMa Tonmmpamara BbISIBIISI -
JIOCH TOCTOBEPHOE YMEHBIIICHUE 3aIITOBOM aKTUBHOCTH
IIPY UCCIICAOBAHUM PA3TMIHBIX MBIIICUYHBIX TPYIII C ITO-
MOIIbIO TToBepXHOCTHOM DMT y manmuentos ¢ XMBT
n CT. MakcuManbHBbIi1 3¢ deKT ObLT 3aperUCTPUPOBAH

y nauueHToB ¢ XMBT. B npoliecce jeyeHus Tonupa-
MaTOM OTMedYalach HOpMaJIM3allusl ITOKa3aTeIeii MexX-
IMMKOBHIX JaTEHTHOCTEH U ITOKa3aTejaeil aMILUIUTYIbI
pu uccienopannu CCBII y manimenToB ¢ XMBT u CT.
MaxkcumanbHbIH 3¢ GEKT OB TaKXKe 3aperucTpUPOBaH
y nnauueHToB ¢ XMBT.

3aKnoyeHue

Metomuku nosepxHocTHoit DMI u CCBII moryt
MPUMEHSTBCS TSt OLIEHKU 3(P(PEKTUBHOCTY ITPOBOIUMOTO
JIeYeHUsI TUKO3HbIX TunepkuHe30B u CT.
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NMopa:KkeHue oprana 3peHus y 60nbHbIX ¢ My6epo3HbiM CKNepo3oM
(0630p numepamypbi)
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Lleaw 0630pa — 0630p docmynHwix ny6AUKAYULL, NOCEAUCHHBIX U3YUeHUI0 nopadceHus opeana 3peHus npu TC.
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LESIONS OF VISION ORGAN IN PATIENS WITH TUBEROUS SCLEROSIS (REVIEW OF LITERATURE)

A.S. Olshanskaya, N.A. Shnayder, D.V. Dmitrenko
Prof. V.F. Voyno- Yasenetskiy Krasnoyarsk State Medical University, Ministry of Health of Russia;
1 Partizana Zheleznyaka St., Krasnoyarsk 660022, Russia

Background. The review provides information on the nature and the modern methods of diagnosis of the lesions in organ of vision in patients
with tuberous sclerosis.

Objective: to explore available publications devoted to studying of the eye lesions in patients with TS.

Materials and methods. The review of available full text publications in foreign and Russian databases is carried out.

Results. Presented literature review indicates a high variability of the lesions of organ of vision in tuberous sclerosis in the clinical course
(slowly progressive, stationary, and rapidly progressive), severity (from asymptomatic to severe disabling), and clinical forms.

Conclusion. During the observation of patients (probands) with tuberous sclerosis and their family members, a comprehensive examination,
accompanied by widespread introduction into clinical practice of modern diagnostic methods, including dynamic control of asymptomatic
members of family genealogy, is important. The multidisciplinary approach has great significance for diagnostics, treatment and dispensary
observation of tuberous sclerosis.

Key words: phakomatosis, tuberous sclerosis, Bourneville— Pringle disease, lesion of eye, optic nerve, hamartoma

BseneHue

Ty6eposnsiii ckiiepo3 (TC) (6one3nb bypHeBULII—
IIpuHria, HeHTpaabHbIA HEHPOHOMATO3, HEHPOKOKHBIA
CUHApOM Tuna bypHeBWLISI, CMHAPOM cebopeitHol ajae-
HOMBI, CYIOPOT Y YMCTBEHHOM OTCTaJIOCTH) — HACJICICT-
BEHHOE MOHOTI€HHOE 3a00JIeBaHUE, XapaKTepU3YyIOlleecs
CUCTEMHBIM MTOPaKEHUEM KOXW, KOCTE, OpraHa 3peHusl,
SHIOKPUHHON CUCTEMBI X IEHTPAJIbHOM HEPBHOM CUCTE-
MBI, 00YCJIOBJICHHOE HapyIlIeHNEeM PO epaliiy, MUT-
payu u guddepeHIauy KJIETOK Heiiporanu, GpopMu-
pPOBaHUEM OITYXOJIE€ BO BHYTPEHHUX OpraHax U TKaHSIX.

Tun HacaemoBaHUSI — ayTOCOMHO-ITOMUHAHTHBIN C HETION -
HOM meHeTpaHTHOCThIO. Bece nameHenus npu TC nmeroT
eIMHYIO0 TTaTOMOP(OIOTHIECKYIO OCHOBY — raMapToMa-
TO3HYIO ITposudepaumio [5].

B nuteparype onucanue TC BriepBbie BCTpedaeTcs
B 1862 ., xorma Hemeukuii matosoroaHaToM Ppuapux
¢on PeximHaTXay3€eH onumcan KIMHNISCKIE CUMITTOMEI 3a-
00Js1eBaHMS T10CJIE BCKPBITUSI MEPTBOPOXKIEHHOIO peOeHKa
C MHOTOYMCJICHHBIMH OITyXOJISIMU TOJIOBHOTO MO3Ta 1 Cep-
ma. OgHaKo caM TepMUH «TyOEepO3HBIN CKIEPO3» OBLIT
MPpeUIOKEH CITyCTS 18 J1eT hpaHIly3CKMM HEBPOITATOJIOTOM
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Jle3upe-Marnyapom bypHeBuiiem, neTaau3upoBaBIINM
MaTOJIOTUYECKME U3MEHEHUST B TOJIOBHOM Mo3re 15-met-
HEM JeBOYKHU C MPU3HAKAMU 3aIEPXKKU IICUXNISCKOTO
pa3BUTHS, CTPANABIICH SIIUJICTICACIA M UMEBIIEN KOXHBIC
npossieHus. B 1890 r. anrmiickuii aepmaroJor JIxxoH
Hxerimc [TpuHT onrcan aHTHoGUOPOMEI JTvia (aIeHOMY
IMpunrna) y 6onsHbx TC. B 1908 1. HeMenkuii HeBpoIa-
tosor [erpux DorT onmcai KIIacCUIeCKy0 KIMHAIECKYIO
tpuany TC — Tak Ha3biBaeMbIii KoMruieke TC (cynopox-
HBIE TIPUCTYIIBI, aleHOMa CaJIbHBIX JKeJIe3 U 3aIepKKa yM-
CTBEHHOTO Pa3BUTHSI), KOTOPBI B TEUCHUE JTUTSIHHOTO
BPEMEHHU CUMUTAJICS TATOTHOMOHWYHBIM JIJIST JAHHOTO 3a-
6oneBaHus. 3a00ieBaHNE XapaKTepU30BaJIOCh BHICOKOM
paHHEN JETCKOM CMEPTHOCTBIO 1 CHUKEHMEM MPOAOJI-
XUTEJIBHOCTH XKU3HU Y B3pocibix moaeit. B 1921 1. ron-
JaHACcKMi oTanbMoior SH BaH Aep XyBe onucan Xxapak-
tepHble Wit TC n3aMeHeHUs Ha IJIa3HOM JTHE — CHUMIITOM
«TYTOBOIA Airoel» (hakomy) [6, 13].

B mMupe pacnpocrpanenHocts TC Bapbupyert oT 1
Ha 30000 mo 1 Ha 50000 yenoBeK, HO B OTAEIBHBIX ITOIY-
nsimsix TC BcTpevaeTcs vaie — 1 caydait Ha 6000—15400
HaceJieHus [25]. My>X4MHBI ¥ XXEHIIWHBI 00JICIOT OAMHA-
KoBO 4acto. B 80 % cinyyaeB 3abosieBaHUe SIBISIETCS pe-
3yJlIBTATOM CITOHTaHHOU MyTanuu [3]. PacueTtHoe yucio
6onbHBIX TC B Poccnu cocrasnsier okono 7000 [2].

B HacTOsIIMIT MOMEHT B 3aBUCIMOCTH OT J€(DEKTHOTO
reHa BeIIENAIOT 2 Tuna 3aboneBanus. TC 1-ro Tumna oo0y-
cioBneH MyTtauueit reHa 7SCJ Ha IIMHHOM IIJIeUe Xpo-
MocoMBI 9 (9q32); 3TOT TeH KOOUpYyeT KPYITHBIM OEJIOK ra-
mapTuH. TC 2-ro Tuma obyciaosieH myTtauueii reHa 7.SC2
Ha KOPOTKOM ILIeYe XpoMocoMbl 16 (16p13.3); aTOT reH
komupyeT 0esok TyoepuH [14]. Cunraercs, 4TO y Imaiu-
€HTOB ¢ MyTauMsIMu B reHe 7.SC2 3aboyieBaHNe TTPOTEKAET
bosee TSKE0, YeM B ciydae MyTauuii B reHe 7.5C1.

ITpu moctanoBke nuarHo3a TC HeoOXomUMO MC-
ITOJIB30BaTh AMATHOCTUYCCKNE KPUTEPUU 3a00JIeBaHMS,
KOTOpBIe OBUIM MPUHSTH B 1998 I. U1 mepecMOTpeHBI
B 2012 1. B pamkax International TSC Clinical Consensus
Conference. HecomuenHbIii nuarHo3 TC ycTaHaBIMBaeTCs
Ha OCHOBAaHUM HAJIWYMS 2 TIEPBUYHBIX IIPU3HAKOB WIIN
1 TIepBUYHOIO U 2 BTOPUYHBIX IPU3HAKOB; BO3MOXHBIN
JIMarHO3 — HA OCHOBAHUY HanW4us 1 mepBUYHOrO U 1 BTO-
PUYHOTO MIPU3HAKOB; IPEAIIOIOXUTEIbHBIN TUAarHO3 —
Ha OCHOBAaHMU HAJIWYUS WX | TIepBUYHOIO IIpH3HAKA,
win 2 (1 OoJbllle) BTOPUYHBIX MpU3HAKoB. [loarBep-
XneHHas maroreHHas mytaums redHa 7.SCI v TSC2 —
IJIABHEMIIWMN KPUTEPUIA, JOCTATOYHBIN IS TIOCTAHOBKU
nuarHosa TC.

[MepBuunple (0onpimme) mpu3Haku TC: aHrnopuodpo-
MBI Tula (He MeHee 3) win ¢puOpo3HKIE OISIIKY Ha JI0Y,
TUIIONIUTMEHTHBIC IISITHA (HE MeHee 3 1 He MeHee 5 MM
B IMaMeTpe), HETpaBMaTHUECKIE OKOJIOHOITEBBIE (hHOPO-
MBI (He MeHee 2), «IIIarpeHeBbIe OJISIIIKI» , MHOXECTBEH-
HBIE TAMapTOMBI CETYATKI, KOPKOBBIE TUCILIA3NH (HE Me-
Hee 3) — KOPKOBBIE TyOephl M MUTPAIIMOHHBIE TPAKTHI

B 0€JI0M BellleCcTBE I'OJIOBHOTO MO3ra, cy03mneHaumMallb-
HBIC Y3761 (HEe MeHee 2), CyO3IIeHIuMaIbHas TUTAHTOKJIe-
TOYHAs aCTPOLIMTOMA, MHOXECTBEHHBIC WU ONMHOYHBIC
pabIoOMUOMBI cepalia, TMMMaHTHONEHOMIOMATO3 JIETKHUX,
MHOXECTBEHHBIC aHTMOMHUOJIUIIOMBI ITOYEK (He MeHee 2).

Bropuunsie (Manbie) npusHaku TC: MHOTOYMCIICH-
HBIE YIUIyOJIeHUS B 9Maiu 3y00B (He MeHee 3), hruOpoMBl
B ITOJIOCTHU pTa (HE MEeHee 2), TaMapTOMBbI BHYTPEHHHUX Op-
raHOB, aXPOMATHYECKMI yIACTOK CETUATKU, «IIITHA-KOH-
(eTTH» HA KOXE, MHOXECTBEHHbIE KMCThI IIOYEK.

IHeanio 0030pa ABUIICS TOMCK M CUCTEMHBIN aHAJIN3
JMOCTYITHBIX ITyOJIMKAIIAi, TTOCBSIIICHHBIX U3YYEHHUIO T10-
paxxeHus opraHa 3pexus npu TC.

Mamepuanbl u Memofbl

Jlumepamypmuouii nouck. Jlutepatypa, MocBsILeHHAs
U3YyYEeHUIO TTOopaxXeHMIo opraHa 3peHus npu TC, ObI-
JIa TIOJIy4eHa ITOCPEACTBOM IOMCKA JaHHBIX B HAYIHOM
anekTpoHHoi 6ubauoreke Poccum — e LIBRARY.RU,
a TaKKe B MEXXIYHApOMHBIX 0a3ax JAaHHBIX, BKIIOUYAIOIINX
PubMed/MedLine, Springer. [Touck nurepatypsl OBLT
OrpaHMYEH PYCCKUM M aHIIMMCKUM SI3BIKAMHU; paccMa-
TPpUBAIUCH pabOTHI, onyoMKoBaHHbBIE ¢ 1965 Mo 2016 .
BKJIIOUMTENIbHO. B pe3ynbraTe ObUIM M3yYeHbI BCE MEIU-
LIMHCKHUE ITyOJIMKAIIMK, B HAa3BaHUSIX KOTOPBIX, TEKCTaX
WIN TE€3MCaxX BCTPEUYAIUCh CSAYIOIINe KIII0UeBhIe CI0Ba:
TyOepO3HBI CKJIEpO3, TaMapToMa CeTJYaTKU, O(pTaIbMO-
JIOTMYeCKMe TIPOsIBIICHUsI, 0030p, T1a3 (tuberous sclerosis,
retinal hamartoma, ophthalmic manifestations, review,
eye). DTOT B[ MOMCKA IO KJIIOYEBBIM CJIOBaM ObLT CAMBIM
MMPaKTUYHBIM.

Buibop u kauecmeennas ouenka nyoauxauuii. B 0630p
OBLIM BKJIIOYEHBI MCCICIOBAHMS B YIIOMSHYTHIX BBIIIIE
0a3zax MaHHBIX, C TIOJTHBIM TEKCTOM, a TAKXKE OIMCAHUS
B BUIE TE3MCOB, IIPH yUIeTe S3bIKa OPUTMHATIBHOTO TeKC-
Ta. Bce HaiiieHHbIe IMyOaAMKalUMKU MOAPOOHO M3YyJaauCh.
B crnircox BKII0YaIMCh TOJABKO T€ MaTepHUajbl, KOTOPBIC
YIOBJICTBOPSIIA KPUTSPUSIM ITOMCKA.

Pe3ynbmambi

B uenom 3a 0603HaYEHHBIN TTIEpUO ObLIU UACHTHU-
¢uumpoBaHbl 386 MyOaMKaALIMA, U3 HUX B 3apyOEKHBIX
0aszax JaHHBIX, NocBAEeHHBIX TC 1 mopaxkeHHuIo opra-
Ha 3peHus npu TC, — 293, poccuiickux aBTopoB — 93.
M3 oburero yncia ToapKo 37 myoauKauuii ObLIN BKITIO-
YeHBI B 0030p Ha OCHOBAHUM KPUTEPHEB ITOKCKA.

OdranpMosioTuyecKre HapyleHus y 60abHbIX TC
BBISABJIIOTCS Npubau3uTeabHo B 70 % caydaes [9]. Xa-
pakTep IopaxeHus opraHa 3peHus npu TC Bapuabdennb-
HBIN gaxe cpeay OOJbHBIX, SIBJISIOIIUXCS YeHAMU OTHOMI
CEeMBbHU.

Odranpmonorndeckue rnposisiieHns TC MoxXHO pas-
JIeJINTD Ha 2 TPYIIIIHL:

*  peTHMHaJIbHBIC (KOJIOOOMBI XOPMOUIEH U IMCKa

3puteabHoro Heppa ([I3H), ouarn mucrnmrmMeH-
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TallMUA CETYATKU, aCTPOLUTAPHBIE TaMapTOMBI
ceruatku u JI3H);

*  HepeTHHaJIbHbIE (AHTMO(GUOPOMBI BeK, CYOKOHB-
IOHKTHBAJIbHBIC Y3€JIKU, KOJIOOOMBI pamyXKHOM
000JI0YKH, XpyCTaJnKa, IMIMApHOTO Tea, Ha-
PYIICHUSI MUTMEHTAIIUU PanyKHOM 00OJIOUKH
U PECHUII, TIOMYTHEHHE XPYCTAINKA).

B nipaktuke HanboJiee 4acTo 0OHAPYKMBAIOTCS aCTPO-
LIMTapHbIC TaMapTOMBI IJIA3HOTO THA — OHU BCTPEYAIOTCS
6oiee yeM y 53 % GonbHbIX TC, mpu 3TOM y HOJOBUHBI
3TUX NALMEHTOB raMapTOMbl OOHAPYKUBAIOTCS OuIaTe-
panbHoO [17].

lamapmoma cemuamxu — no6poKayeCTBEHHAsI, CJIeTKa
IIPOMUHUPYIOIIAS, YACTUIHO MUTMEHTUPOBAHHAS OITy-
XOJIb, JJOKaau3oBaHHas BokpyT JI3H wnu Ha nepudepnn
rna3Horo gHa. [ucronornyecku oHa npeacTabiisieT co0oit
CEeTb BBITSIHYTHIX IJIMAJIbHBIX ACTPOIIUTOB 1 KPOBEHOCHBIX
COCYIOB, JTOKAJTHU3YIOIINXCS IIPEUMYIIECTBEHHO B CJIOE
HEpPBHBIX BOJIOKOH ceTyaTKu. YacTo MaHM(peECTUpPYET
B IIepBBIC 2 roma XU3HU pedeHKa. [aMapTOMBI ceTIaTKu
OBIBAIOT KaK eAMHUYHBIC, TAK 1 MHOKECTBEHHEIE.

Brigensior 3 ThIia peTMHAJIbHBIX TaMapTOM:

*  raMapToMbl 1-TO TUIA — ITOJYIIPO3PaYyHBIE TI0-
CKMe OKpyIible 00pa3oBaHus Ha ceTyatke. Mx 00-
HapyXuBaloT Y 60J1bIMHCTBA (10 70 %) OOIbHBIX
TC c BoB/IeUeHMEM B MATOJOTUIECKUI IIPOIIECC
opraHa 3peHHSI;

*  raMapToMmhl 2-ro tumna (pakoma, CUMIITOM «Ty-
TOBOU SITONBI») — O0JIee KPYITHBIC IIPOMUHUPYIO-
e OJecTslire MHOrOy3eJIKOBble 00pa3oBa-
HHS Ha ceTYaTKe, 4acTO comepKallle KaJIbIIHii.
Kak nmpaBwmio, raMapTOMEBI 2-Tr0 TUTIA ITEPEeKPHI-
BAIOT JIeXKaIllMe IMOJ HUMU COCYABI CEeTUYATKH
U BCTpeydaloTcs y 46—55 % maiueHToB ¢ mopa-
XeHueM a3 Ha ¢pone TC;

*  ramMapTOMBbI 3-TO TUIIA OOBECAMHSIIOT ITPU3HAKH ra-
MapToM 1-To 1 2-To TUIOB U BCcTpevarorcs B 14 %
cayuaeB. Y 30—35 % nauueHToB Ha 1 rja3y Mo-
I'YT pa3BUTHCS HECKOJIBKO TaMapTOM pa3IMIHbIX
turoB [18].

TamapToMBbI ceT4aTKU y OOJBIIMHCTBA 00MbHBIX TC
CYIIECTBYIOT OECCUMIITOMHO M HE IIPETepIICBAIOT U3Me-
HEHMI B TedeHUe Xu3HU. OnucaHbl eIMHUIHBIC CIyIan
CIIOHTaHHOTO perpecca ramaptoM [19]. IIporpeccupoBanue
raMapToOM XOTSI M BCTPEUYaeTCs pexke, HO COIMPOBOXKIACTCS
WHBATUIN3UPYIOIINMEI OCIOXHEHUSIMH (CyOpeTUHATbHAS
SKCCYIAIsI, MaKYISIPHBINA OTEK, KPOBOM3IUSIHHIE B CTEKIIO-
BHIHOE TEJI0, HEOBACKYJIIpHAS IJIAyKOMa U JIp. ), YTO MOXET
MPUBECTU K pe3KOii moTepe oCTPOTHI 3peHus [31, 28].

TamMapTOMBI ceTYaTKM OTMArHOCTUPYIOTCS C IMOMO-
IbI0 O(pTATBMOCKONMHY, (BIyOPECLIEHTHOM aHTHOTpachu
(DAT), ontuueckoit KorepeHTHOI ToMorpaduu (OKT)
M YIABTPa3BYKOBOIO MCCAemOBaHUS Ta3a. CunuTaercs,
YTO CaMBIMM MH(DPOPMATUBHBIMU METOTAMU TUATHOCTUKU
ramaptoM saBisiorcss OKT u AT, ¢ ToMonibio KOTOPBIX

MOXHO OOHaApyXUTh 00pa30BaHUsSI Ha PaHHUX CTaAUIX
Pa3BUTHS, UTO HEBO3MOXKHO ITpU oTabMocKonuu [12].
JduddepeHIMalIbHYIO TMaTHOCTUKY FaMapTOM CeTYaTKU
HEeo0X0IUMO IIPOBOJIUTH C PETUHOOJIaCTOMO, MeJIaHOMOM
XOPUOUIEU, PETUHOLIMTOMOM, PETUHAIBbHON KallWJLISIP-
HOW TeMaHTMOMOW.

Tucanmoxaemounvie acmpoyumomovt cem4uameu co-
CTOSIT U3 KPYIIHBIX KJIETOK C M300MJILHOM LIMTOILIA3MOM
U TUIEOMOPGHBIMU SApaMU U MO MOP(HOIOTNUYECKOMY
CTPOEHNIO HATIOMUHAIOT CyOaIeHAMMAaIbHbIe 00pa3oBa-
HUS. [MraHTOKJIETOUHBIE ACTPOLIUTOMBI OOBIYHO JIOKAIH-
3YIOTCS B IIEPUTTAITMJUIIPHON 00JIaCTH, MX IUAMETP MOXET
nJocturarh 5—6 pasmepos JI3H, a Beicora — 4 MM [22, 30].
OHUM TUaTHOCTUPYIOTCS C IIOMOIIBI0 O(DTAIIBMOCKOIINH,
®AT u OKT.

Tamapmoma 3pumeavrnoco Hepea — 310 OIIyXOJIb, Pa3-
BUBAIOIIASICS M3 TJIMATbHOM TKAaHW CETIATKH, Yallle BCETO
B 00J1acTu 3agHero moJjtca. [laTonoruueckuii mpoiiecc,
KakK MmpaBujIo, OofHOCTOpOHHuUM. IIpencrasisieT coboit
OyrpucTble OejiecoBaThie, CEphble WK XEJITOBaThle OKPYT-
JIple 00pa3oBaHMsI, OMMHOYHBIC WM B BUIC KOJOHUM,
pacriojiararIuecs B IepUNaIIIIPHON 30He 1 10 Kpaio
J3H. ITpu mporpeccupoBanum omyxonu JA3H npeacras-
JISIETCSI YBEJIMYEHHBIM M HECKOJIBKO ITPOMUHUPYIOIIUM
B CTEKJIOBUIHOE TeJIO. MOXET COIPOBOXAATHCSI OTEKOM,
KPOBOU3IUSIHUEM, PACIIUPEHUEM COCYIOB, YTO CO3aeT
kaptuHy 3acroiiHoro JI3H. lamaproma I3H co BpemeHem
MOKET ITOCTEIIEHHO KaIbIIN(UIIMPOBATLCS M BHEIITHE Ha-
roMuHaTh npy3bl JI3H. I1py nuHamMmaeckoM HaOMIOIeHII
JIJISI TAMapTOMBI 3pUTEJIBHOTO HepBa XapaKTepeH MEIJICH-
HBIA pocT B TeueHue MHorux JieT. [1pu rirybokom pacro-
JIOXKEHUM raMapToMa OKa3bIBaeT MaBJICHHE HAa BOJIOKHA
3PUTEILHOTO HEPBa, YTO MOXKET BBI3BIBATH IOCTEIICH-
HOE YXYIIIeHWUE 3pCHUS U MOSIBJICHUE CKOTOM Ha MECTe
pacrojioxeHus. JIMarHocTUPYyeTCsT C TIOMOIIBIO O(pTaIb-
mockormu, OKT, DAT, snekTpodu3noa0rnyeckoro uc-
CJIeIOBaHMS M KOMITBIOTEpHOM nepuMeTpun. [amapTomy
Heobxoaumo nuddepeHIMPOBaTh He TOJBKO C Ipy3aMU
3pUTEIbHOrO HEPBA, HO U C peTuHOO1acToMOM. PeTnHo-
OyracToMa, B OTJIMYME OT FaMapTOMBI 3pUTEJIEHOTO HEpPBa,
XapaKTepU3yeTCs OBICTPHIM POCTOM M UMEET 3JIOKAYECT-
BeHHBIN xapakTep [20, 11].

Xopuopemunaavnasa denuemenmanyus, Kax mpaBuio,
MMeeT BUJI OKPYTJIBIX Oo4akKoB guamerpom 0,1—1,5 pas-
Mepa JI3H, KoTophle pacrioyaraloTcst Ha CpeIHel Iepu-
¢epuu r1a3HOrO JHA, pexXe — B MaKyJie U 3aIHEM ITOJIIOCE.
Y 9 % 60nbHbIX TC HabMI0maETCS CONMTAPHASI UJIU MYJIb-
TdoKambHasg popMa TUIIEPTPOPUN ITUTMEHTHOTO 31~
tenus cetdyatku. [1pu OKT ovaru menmmurMeHTaliiM Xa-
PaKTEepU3YIOTCS YaCTUIHBIM MJIU ITOJTHBIM OTCYTCTBHEM
IMUTMEHTHOTO 3IIUTENINS, a TAKKe YCHJIEHUEM (DOHOBOTO
CHUTHAJIa OT XOPHUOUIIEH, TTOSIBJISTIOIIMMCST B CBSI3U C TeeK-
TOM IMUTMEHTHOTO 3nuTtenus [37].

«Illazpenesvie 6aamku» — 3TO ydacTKu pubpoma-
TO3HOI MHGMUIBTPALIUU KOXH, OOBITYHO pacrojaraio-
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murecs Ha BeKaX U B MOSICHUYHO-KPECTIIOBOM 00Ia-
ctu. IlpencraBnsiioT cobolii clierka BO3BbILLIAIOIIMECS
HaJ OKpPYXKaIeil TOBEPXHOCTHIO YUYACTKH YTOJIICHUS
KOXH CBETJO-KOPUUYHEBOTO MJIM CEPOBATO-3EJICHOTO
uBeTa. Bcrpeuaroresi, Kak npaBujio, Y OOJIbHBIX CTap-
me 10 jeT, XOTSI MOTYT BBISIBASTHCS M IIPH POXICHUUN
pedenka ¢ TC [1].

Aneuogpubpoma eex (anzuoma ckaeposupyrouas, 2eman-
euogubpoma) — n0OPOKAYECTBEHHASI OITYXOJIb, COCTOSIIIAS
M3 COCYIMCTOU 1 BOJIOKHUCTOM COCIMHUTEIIbHON TKaHU,
MMEIOIIAas BUI HEOOJIBIIIOTO BHIITYKJIOTO INTOTHOIO Orpa-
HUYEHHOTO y3J1a IUaMEeTPOM OT 3 MM OO0 HECKOJIbKHX
caHTUMETpOB. Takoe yIUIOTHEHUE 3NuUAepMuca B 00J1b-
IIMHCTBE CIy4aeB HE BBI3BIBACT CYOBEKTHUBHBIX XKaJIO0
y IMalMeHTa U MOXET IJIUTEIbHOE BPeMs HaXOIUTHCS
B cTabMabHOM cocTtostHUM. LIBeT aHrmopubpoMbl BeK
BapbUpPYeT OT PO30BATOTO, XKEJATOBATOTO 0 OYpOro, KOH-
CHCTECHIIMS IJIOTHAS, djacThudHas1. [1oBepXHOCTb aHTHO-
¢GUOPOMBI BHITJISIAUT MOJYIPO3PaYHOIl, CKBO3b KOXY
IIPOCBEUMBAIOT KAIIWJLISIPHI, XOPOIIIO 3aMETHBIC IIPH AepP-
Mockonuu. OIyXoyib pacTeT MEIICHHO, TOIaMU COBEp-
IIEHHO He M3MEHSSACh. Pa3BuBaeTcs: mpenMyIeCTBEHHO
nociie 40—50 JreT, OMMHAKOBO YacTO Y MYKYMH Y XKEHIITWH.
AHTHO(MUOpOMa BEK OTHOCUTCS K PEIKAM KOKHBIM HOBO-
obpazoBanusam npu TC [32].

Iemepoxpomus, uau cekmopaavhas sunonueMeHmMauus
(Oenuemenmauus), i Koa06oma paoyxcroti 060404Ku siB-
JISIIOTCSL peIKUMH (OopMaMy ITOPaKEeHUsI OpraHa 3peHMUS
npu TC. TeTrepoxpoMus XapaKTepu3yeTcs JIOKAJILHOMI
arpodueii CTPOMAJIBbHOTO CJI0S PagyXKW, B pe3yJIbTaTe
Yero ee IIBET CTAHOBUTCS CBeTIee. [eTepoXpoMus MOXeT
COITPOBOXKIATHCS Ne(HEKTOM PaLyKK1 (aTUITUIHAS KOJIO-
0OoMa) U CO BpeMEHEM CIIPOBOLIMPOBATh pa3BUTHE HEOBaA-
cKyJsipu3auuu panyxku. Komnodboma pamyxxHoit 000104~
K1, KaK IPABUJIO, COYETACTCS C 2AMAPMOMON UUAUAPHO20
meaa (upudouuauapnoili 2amapmomoii), BEI3BIBAIOIICH e~
dopManmio pagyxHoii nruadparmel, 4To IIPUBOAUT K Ha-
PYIICHUIO 3paYKOBOI PeaKIIM! U MOXKET BBI3BAaTh CBETO00-
SI3Hb, CJIC30TEUCHNE, CHIDKCHIE 3peHUS Ha ITOPaKeHHOM
a3y [15, 21].

Jumepaneuoma xonsronkmuenst (cocyoucmasn zamap-
moma aumamuueckozo npoucxoxncoenus) — CKOILUICHUS
pacIIMpeHHBIX HOBOOOpPA30BAaHHBIX JUMGATHIECKUX
COCYIOB, BHYTPEHHSSI IOBEPXHOCTh KOTOPBIX BHICTJIA-
Ha SHAOTEINEeM. DTU COCYIBI CoIepkKaT CEPO3HYIO KU -
KOCTb C IPUMECHIO 3PUTPOLIMTOB. OITyX0JIb TOKATU3YeTCsI
B KOHBIOHKTHBE IJIA3HOTO SI0JI0Ka WM €€ CBOIAX, B IIPO-
1IeCC MOTYT BOBJICKAThCSI ITOJTYIYHHAsI CKJIaIKa 1 CJIE3HOE
Msiciio. OITyX0JIb BEITJISIINT KaK ITOIYIIPO3pavHOe XKEeJITO-
BaTOE YTOJIICHNE KOHBIOHKTUBEI M COCTOUT M3 MEJIKMX
ITOJIEK, 3aIIOJIHEHHBIX IIPO3PavyHOil KUIKOCThIO, MHOTIA
¢ mpuMechio KpoBu. Ha moBepxHoCcTH TMMMaHTOMBI HE-
PEeIKO BUIHBI MEJIKME KPOBOU3IUSIHUS [16].

Anupudus — BpOXICHHBIA IOPOK pPa3BUTHUS, Xa-
PaKTepU3YIOIINICA OTCYTCTBHEM panyXku riraza. OH

COIIPOBOXIAETCS CBETOOOSI3HBIO, HUCTAIMOM, CUJIbHBIM
CHVZ>KEHMEM OCTPOTHI 3p€HUS C BO3MOXHOM ACTeHEpalieii
POroBULIbI, KATAPaKTOM, IJIayKOMOI 1 APYrUMU MpodJie-
MaMu T71a3a [24].

B enmnmunbx ciaydyasx npu TC BcTpedaroTces kepa-
mokonyc [35], nepumaxyaapuuiii eauo3, nomymnenue xpy-
cmaauka [33), kocmuas camapmoma opoumot [ 7], KOTOpHIE
B JaJIbHEMIIIEM, BO3MOXHO, TAKXe OYIYyT SIBJISATHCS AMAar-
HOCTUYECKMMU KPUTEPUSIMU MopaxeHus rias npu TC.

Kocoeaazue (cemepomponus, cmpabusm) — BUIIMOE
MPOSIBJIEHNE TIATOJIOIMU IJ1a30ABUraTeIbHOIO ammapara,
XapaKTepU3yIolleecsl HePaBWIbHBIM, HellapajuleIbHbIM
noyioxxeHueM porosull. CornmacHo naHHbIM K. W. Wright
3a 2007 1., B TIOMyJISILIMY PacIIpOCTPaHEHHOCTh TeTEPOTPO-
nuii y gereit 1o 1 roga cocrasisieT okosno 1 %, a B Bo3pa-
cre 3—7 ner — npubausuTeasHo 3,5 % [36]. C. Williams
U COaBT., mpoaHamu3uponas B 2008 I. pe3yJbTaThl 00CIe10-
BaHus 7825 neteit B Bo3pacte 7 JIeT, pOXKIEHHBIX B pETHOHE
DIIBOH, BBIIBUJIM Kocorjiasue y 2,3 % u3 Hux, runepme-
tponuio — y 4,8 %, ambauonuio — y 3,8 %. I1pu oGcee-
nmoBanun 11-merHux gereit B Beaukoopuranuum y 5,9 %
13 HUX Obl1a OOHapyxXeHa muonud, v 1,5 % — rumnep-
Metponus, y 1,5 % — ambauonus [34]. ITo nociaegHum
JaHHBIM, 4aCTOTa BCTpeyaeMOCTU B Poccuu ameTponuit
y meteii ¢ TC cocrasisiet 58 %, Kocorjiasue yCTaHOBJICHO
y 21 %, am6nuonus — y 63 %, 4TO TOBOPUT O BBICOKOI
HAaCTOPOXKXEHHOCTU Bpayeil B IUIaHEe KOPPEKLIUU aMeTPO-
MU y JaHHOM KaTeropuu nauneHTos [4, 8]. O4eHb BaxkHa
OITUYECKAsI KOPPEKIINS aMETPOITHIA ¥ YCTpaHeHHUE KOCO-
[J1a3Usl B paHHEM BO3pacTe, YTO B JAajibHEMIIIEM IT03BOIUT
YMEHBIIUTDb TSIXKECTh (PYHKIIMOHAJIbHBIX PACCTPOMCTB
y 60abHBIX TC.

B 1menoM K 4acTo BCTpedYalolIMMCS MOPaXeHUSIM
oprana 3peHus npu TC OTHOCSTCS acTPOLIUTAPHBIE ra-
MapTOMbI CETYATKU WJIU 3pUTeIbHOro HepBa (50—75 %),
ouvaru genurmeHTauuu (39—40 %), anrnohuGpPOMbI BeK
(37—39 %), «uiarpeneBble Ostiku» (20 %), aHoManuu
pedpakuuu: muonusa (22 %), runepmerponust (22 %)
u acturmaTuaM (27 %). Takue u3MeHeHUsI, Kak KOJI00o-
Ma panyXKHu, XpyCTaJIMKa, XOpPUOUIEH, CEKTOpabHAasI e~
MUTMEHTALMS PaayKK1, HelapaIuTUIecKoe KOcoriasue,
TUIIONUIMEHTALUS PECHULI, BCTpevaroTcs pexe (3—5 %),
HO TeM He MeHee MH(POPMUPOBATh HEBPOJIOTOB U O(p-
TaJIbMOJIOTOB O JaHHOI ATOJ0ruu Heobxomumo [26, 29].
OueHb BaxXHO TMHAMMYECKOE TMCIIAHCEPHOE HAOJIIOAEHME
60JbHBIX TC ¢ MpUMeHEHUEM COBPEMEHHBIX BbICOKOTEX -
HOJIOTMYHBIX METOJOB TMarHOCTUKU. HemocTaTouHas nH-
(opMHPOBAHHOCTH HEBPOJIOTOB U IEPMATOJIOTOB 00 0CO-
OEHHOCTSIX M BaXHOCTU CBOEBPEMEHHOM TMArHOCTUKHU
ropaxeHust oprata 3peHus rnpu TC, a Takke HA3Kas Ha-
CTOPOXEHHOCTb MPAKTUKYIOIIMX 0(DTAIbMOJIOIOB 1 Bpa-
Yeil IepBUYHOIO 3BeHA 30PaBOOXPAHEHUSI B OTHOLICHUM
TC MOryT IpMBECTU K Pa3BUTHUIO U ITO3AHEN JUATHOCTUKE
Takux ociaoxHeHnit TC, Kak oTciiolika ceT4aTKu, KPOBO-
W3JIASTHUE B CTEKJIOBUIHOE TEJIO0, aTpOdus 3pUTEIBHOTO



IETCKOM
HEBPOAOT UM

HEpBa, [ITO3, U APYTUX HAPYLLIEHUIA, CIIOCOOHBIX TPUBECTU
K HeoOpaTUMBbIM IpolieccaM U B UTOTe K ciaenotre. bosb-
IIMHCTBO MMAIlMEHTOB 00paIialoTCs K HEBPOJIOTY, SIIICII-
TOJIOTY, O(PTAIIBMOJIOTY U IEPMAaTOJIOTy Ha 0oJiee ITO3MHUX
aTamnax 3aboneBaHus1. dtuorponHoro JieueHuss TC Ha ce-
TOOHSIIITHUU AeHb HE CYIIECTBYET, HO paHHEEe CUMIITOMA-
TUYECKOE JICYSHHE TTO3BOJISCT YIIyYIIUTh KAYeCTBO XKU3HU
MMAIleHTOB ¥ CHU3UTD PUCK MHBAIUAN3AIINN. YIUTHIBAS,
YTO B pslie CIy9aeB 0(TaTbMOJIIOTMYECKIE CUMITTOMBI MO-
TYT OBITh IIEPBBIMHA U €AUHCTBEHHBIMU KIMHUYECKUMU
nposBieHusayMu TC, odTaabMoJIOT TOIXKEH YMETh pac-
IMO3HABATh BHIIICIICPECUNCIICHHBIC KIIMHUYEeCKNE (POPMBI
ImopaxkeHus1 opraHa 3peHus npu TC, TIIaTeJIbHO U3YINTh
CeMeHbII aHaMHe3, YTOOBI B MTOCJIeAYIOIEeM HallpaBUTh
MalMeHTa Ha KOHCY/IBTALMIO K IPYTUM CIeLUaIMCTaM
(HeBpoJOry, 1epMaTOJIOTy) C LEIbl0 UCKIIOUEHUs] MaTo-
JIOTUYECKUX U3MEHEHUI B IPYTUX OPraHax U TKaHAX.

00cy:#aeHue

[IpoBemeHHass HaMU cCHCTeMaTU3ausI UHGOPMAIINH,
MMOJIYyICHHOM M3 MOCTYITHBIX PYCCKOSI3BIYHBIX M aHIJIO-
SI3BIYHBIX PabOT, OCBEIIAIOIINX BOIIPOCHI XapaKTepa Io-
paxkeHus opraHa 3peHus rmpu TC, BKITioyast 0cOOEHHOCTU
CYOBEKTUBHOM U OOBEKTUBHOM KJIMHUYECKOU KapTUHBI,
BBIOOD HanboJIee MHGOPMATUBHBIX METOIOB TMAarHOCTUKH,
CBUACTEIBCTBYET O TOM, UTO ITOpaXKeHHE OpraHa 3peHUS
npu TC B OOJBIIMHCTBE ClTydyaeB HAYMHAETCS HE3aMETHO,
porpeccupyet MeajieHHO, pexe — obicTpo. Kak npaBu-
JI0, TIOpaXkeHue opraHa 3peHus y 6oiabHbIX TC nmporeka-
€T aCUMIITOMHO (MaJIOCUMIITOMHO) M BKJIIOYAeT TaKHe
U3MEHEHMUS, KaK TMII0- WA JENUTMEHTALUS PaLyXKKK,
KanpHuGUIIMPOBaHHAS raMapTOMa CeTYaTKU, XOpHope-
TUHAJIbHAY AMcnUrMeHTalus. B To xxe BpeMsi cepbe3Hble
B IIPOTHOCTUYECKOM IUIaHE TTOPaXKeHMSI OpraHa 3peHUsI,
BKJTIOYAIOIIEe 00beMHBIE 00pa30BaHUs (OBICTPO IIPOrpec-
CHUPYIOIIUE), MOTYT IJIUTEIFHOE BPpeMsI HITHOPUPOBATHCS,
B CBSI3M C YeM IAIIMEHTHI 00paIaoTcs K opTaIbMOIOTy
Ha TT03IHUX CTAIUsIX ITaTOJIOTUYECKOTO IIpoliecca, Koraa
YK€ YITyIIeHBI TepareBTUYECKIe BOSMOXHOCTH, a OIlepa-
THBHOE JICUYCHNE MOXET JaBaTh JIUIIb HE3HAYUTEIbHBIN

addekT. IIpoBeaeHHBIN 0030p TTOKa3al, YTO BO MHOTHUX
CIIyJasiX OTCYTCTBYET MEKIMCIIUTLTMHAPHBIN ITOAXO K Be-
neHuto manueHToB ¢ TC. DTo, BO3MOXHO, 00YCIIOBJICHO
HEIOCTATOYHBIM YPOBHEM TMOATOTOBKU CIEIIMATUCTOB
B 00J1aCTH HACJIEACTBEHHBIX HEMPOOKYIOKOXHBIX CHH-
IpoMOB. B GonbILIMHCTBE cllyyaeB B MOJUMKIMHUKAX OCY-
IIECTBJISIOTCS JIMIIh BU3OMETPUS M OMOMMKPOCKOITHS,
PEIKO MPOBOISATCS WJIM BOBCE HE HAa3HAYAIOTCS IIEpUMe-
Tpusl, ODTATHBMOCKOITUS B YCJIIOBUSX MEIMKAaMEHTO3HOM
mkstoruteruu u TeM 6osnee @A’ u OKT. Ha ceromasirnmi
JIeHb JaHHBIC METOIUKH ITO3BOJISIOT BBIIBUTD N3MEHEHMS
Ha IJIa3HOM JHE Ha paHHUX CTaIMsIX Pa3BUTHS, a TAKXKE
MOMOTAIOT MpoBecTr TP depeHIINATLHYIO TUATHOCTUKY
MEXXITy 3JI0KaYeCTBEHHBIM 1 OOPOKAYECTBEHHBIM POCTOM
00BeMHBIX 0OpaszoBanuii [10, 23, 27].

JaKknoyeHue

Takum 06pa3om, 1o Mepe BHEAPEHUsI COBPEMEHHbIX
METOI0B TUAaTHOCTUKHU PACIIUPSIETCS Hallle IIOHUMaH1e
odranbMosiornueckux npospiaeHuii TC. IIpoBeneHHBIN
0030p JINTEePaTyphl CBUAETEIBCTBYET O BHICOKOIT Bapra-
OeTbHOCTHU TTopaxKeHus1 opraHa 3peHust pu TC 1o Kim-
HUYECKOMY TeUeHMIO (MEIJICHHO IIPOTpecCcUpylolee,
CTallMOHApHOE, OBICTPO IIPOTPECCUPYIOIIIEE), CTCIICHH TSI~
KeCTH (0T aCHUMIITOMHOTI'O MJIM MAJIOCUMITTOMHOTO IO TsI-
2KeJIOTO MHBAJIMAN3UPYIOIIET0) ¥ KIMHUIECKUM (popMam.
[Ipu Bepenun naumeHToB (1Ipob6anmnoB) ¢ TC u 4wieHOB
HX CeMeil BaXKHO KOMILIEKCHOE 00CJIeIOBaHHIE C IMMPOKUM
BHEIPEHUEM B KIIMHUYECKYIO IIPAKTUKY COBPEMEHHBIX ME-
TOOB TMATHOCTUKU, BKJIIOYAsl TMHAMUYECKU KOHTPOJIb,
B TOM YHCJIC 32 aCHMITOMHBIMH YWIEHAMU POIOCIOBHOM,
C YYETOM ayTOCOMHO-IOMMHAHTHOIO THUIIA HaCJIeIOBa-
HUSI, KIMHUYECKOTO ITOJUMOpP(dr3Ma 1 BEICOKOM TTeHe-
TPaHTHOCTH (CTEIICHU IIPOSIBJICHUS I'eHa B IIPU3HAKE).
BaxeH MexXaucIUIIIMHAPHBIN ITOAX0A K TMAarHOCTUKE,
IHUCITaHCEpHOMY HaOmoaeH1Io 1 JledeHu1o TC ¢ TeCHBIM
COTPYIHUIECCTBOM HEBPOJIOTOB (HEMPOTEHETUKOB), OG-
TaJbMOJIOTOB M AEPMAaTOJIOTOB, HEOOXOIMMO ITOBBIIIATH
ypoBeHb ocBegoMIeHHOCTH 0 TC y Bpadeil IepBUYHOTO
3BEHA 3IPaBOOXPAHCHMSI.
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Cundpom Denan — Maxlepmud (COM) — mukpodeseyuoHHbLi CUHOPOM, CONPOBONCOAIOULUTICS NOMeEPell KOHUEBbIX YHACMK08 XPOMOCO-
Mot 22, uHo20a ¢ 0bpazoeanuem koavyegoil xpomocomst 22. Knunuvecku COM nposgasemces snusencuell u nCUXU4eCKUMU HAPYUWeHUAMU
(aymusm, yMCmeeHHas: Omcmanocms, OMCYmMcmeue SKCRpeccuHoll peuul, paccmpoiicmea cHa, ¢ ROOPOCMKO08020 803paAcma — paccmpoli-
cmea Hacmpoerus). Heeponoeuueckuii cmamyc xapakmepusyemcs Oughghy3Hoil MbluleuHOl 2UNOMOHUeIl ¢ NepebixX OHell HCUSHU, 3A0ePIHCKOL
popmuposanus 08u2amenbHbIX HAbIK08, YYHKYUOHANLHBIMU PACCMPOICMEAMU Jceay00HHO-KuueuHo2o mpakma. Y demeii cmapue 1 20da
CIMAHOBUMCSL SIGHBIM PACCIMPOUCIBO AYMUCMUMECKO020 CReKmMPa, HAON00aemcst c60e00pasHas HeA08Kas NOX0OKA ¢ YACMbIMU NA0eHUAMU
U HU3KAs 4y8cmeumensHocms K 60au. Xapakmepro epyboe omcmaganue 6epoaibHoeo unmentekma (IKCNpeccusHas peus omcymemeyem
UAU npedcmaenena omoeabHbIMU CA08AMU). DNUAENMUPOPMHAS AKIMUBHOCb NO MUNY 00OPOKA4eCMEeHHbIX NAMMePHO8 0emcmaea 6 moii
uAu UHOU cmenenu visgasemcs y écex nayuenmog ¢ COM, a snurenmuyeckue npucmynst (papuHeoopanvhvie u 6MopuUYHO-2eHepaIu30-
BaHHblE, B03PACM3AGUCUMbLE) ONUCAHBL 8 NOA0BUHE cAy4aes. B pade cayuaes snunencus npuodpemaem apmaxopesucmenmnoe mevenue.
B nacmosiweii cmamve npedcmaenenst onucanus 2 kaunuueckux caysaee COM.

Karoueevte caosa: cundpom Penan—Marlepmuo, del 22q13, r(22), dobpokauecmeentvie snusenmugopmHvle nAMMmMepHbl 0emcmea, aymusm,
snunencust
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PHELAN-MCDERMID SYNDROM (del 22q13 AND r(22)): LITERATURE REVIEW AND 2 CASE REPORTS
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Phelan— McDermid syndrome (PMS) is a microdeletion syndrome associated with the loss of terminal segments in chromosome 22, some-
times with development of the ring chromosome 22. Clinical manifestations of PMS include epilepsy and mental disorders (autism, mental
deficiency, lack of expressive speech, sleep disorders, mood disorders since adolescence). Neurologic status is characterized
by diffuse muscle hypotonia since birth, delayed development of motor skills, functional gastrointestinal disorder. Children over I year
develop autism spectrum disorders; they have a specific awkward gait with frequent falls and decreased sensitivity to pain. Severe delay
in the development of verbal intelligence (when expressive speech is absent or represented by individual words) are typical for these patients.
Epileptiform activity appearing in a form of benign epileptiform discharges of childhood is usually diagnosed in all PMS patients; epileptic
seizures are documented in half of the cases. The disease is characterized by secondarily generalized, age-related epileptic seizures with
oral-pharyngeal manifestations. In some cases epilepsy becomes drug-resistant. Current article describes 2 clinical cases of PMS.

Key words: Phelan—McDermid syndrome, del 22q13, r(22), benign epileptiform discharges of childhood, autism, epilepsy

Cunnpom ®enran—Maxk/depmun (COM) (del 22q13
u r(22)) — MUKpOIEICIIMOHHBI CUHIPOM, COIIPOBO-
KIAOLIUKICS TTOTepe TEpPMUHAIBHOIO CETMEHTA IJIH -
Horo 1ie4da xpomocoMbl 22 [13]. beun onmcan B 1985 1
aBropamu Kotu ®@enan u Xusep Mak/lepmua, mosto-
MY II0 ITpaBMJIaM PYCCKOTIO sI3bIKa Ha3BaHWE CUHIPOMA
He ckJIoHsieTcs: cuHapoMm Penan—Max/epmu.

Pacnpocrpanennocts. YactoTa Bcrpegaemoct COM
olieHMBaeTcs Kak 2,5—10 ciydaeB Ha 1 MITH SKUBOPOKIEH-

HbIX. UcTuHHas pacnipocTpaHeHHOCTh Hen3BecTHa: COM
PEIKO TUATHOCTUPYIOT M3-3a OTCYTCTBHS ITAaTOTHOMOHNY-
Horo ¢penotumna. [MauuenTel ¢ CAOM 00BIYHO HAOTIOIAIOT-
cd ¢ AMarHo3aMu «HeandgepeHINPOBaHHAs YMCTBEHHAsT
OTCTAJIOCTh» UJIU «ayTH3M>».

Dtnonorna u naroreres. [Ipnunnamu COM Moryt
ObITh MUKpOJIEJIeLIUS, HeCOalaHCUPOBAaHHAs TPAHCJIO-
Kamus, 00pa3oBaHNE KOJbILIEBOM XPOMOCOMEI M APYTHUe
CTPYKTYPHBIE XPOMOCOMHEIE TIEPECTPONKHN.
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KomnbueBas xpomocoma 22 06pa3yeTcst M3-3a MOJJOMKU
TepMUHAJBbHBIX KOHIIOB Ha 00OMX IJIeYaX XPOMOCOMBEIL.
IToBpexaeHHbIE KOHLIBI CKJIEMBAIOTCSI MEXIY COOOM Mpo-
TUBOITOJIOXXHBIMU TeJIOMEPaMH, TP 3TOM TeHETHIECKUIA
MaTepural MOXeT YTpaurBaThCs (TOrga BO3HUKAET MUKPO-
IeJIeLINs) WIM He yTpaunBaTbes. KimmHMyeckass KapTuHa
C®M pazBuBaeTcs Npy HAIMIUU MUKpoaeaeuu. B ciy-
yae 00pa3oBaHUs KOJIbLEBOU XpOMOCOMBI 0€3 MUKPO/Ie-
Jlenuu (PeHOTUII OCTaeTCsI B HOpME, HO BOZHUKAET PUCK
MUKPOIEICIINI Y TIOTOMKOB.

[ToTtepst TeTOMEpPHBIX YacTeil XpOMOCOMBI 22 — 1(22) —
IIPUBOINT K PSIIY KITMHUIECKNX IIPOSIBJICHU, 3HAUUTETh-
HO BapbUPYIOIIUX B KaXKIOM KOHKPETHOM CIIy4ae 1 3aBU-
CSIIMX OT MPOTSKEHHOCTY MUKPOIEIICIINY, CTAOMIIEHOCTH
KOJIBLIEBUITHOM CTPYKTYPHI M CTEIICHN Mo3auLm3Ma. Koib-
1eBas XpoMocoMa 22 BO3HHUKAET de novo, OMHAKO B JINTE-
paType BCTpedaloTcs ONUCAaHMs U CEMEIHBIX clrydaeB [9].
Muxkpopeneunu 22q13.3 (6e3 06pazoBaHUS KOJBIIEBOM
XpPOMOCOMBI 22), KaK IpaBuIo, 00pa3yioTcs de novo.

Kinmangeckre KapTUHBI 00emx MyTauuii — r(22)
1 Mukponenenuu 22q13.3 — cxomHbI MexXay coboii. Mu-
HUMaJIbHAsI MOJICKY/ISIpHAsI Macca yJacTKa, HEOOXOIUMOTO
s popmupoBanust COM, cocrasiser 100 x1a. s pa3-
BUTUS KJIIMHUYecKoi kKapTuHbl COM mukponeseums
JIOJIKHA 3aTPOHYTh KaK MUHUMYM JIoKyc TeHa SHANK3,
MUKpOZeIeIun 0e3 BOBJICUSCHHUS JIOKYCa TaHHOTO IreHa
He oTHOcAT K COM. Mukpoaeneuusa mpu COM moxeT
BKJII04YaTh 6osiee 90 reHoB. JInarHo3 moaTBepKIaeTcs -
TOT€HETUYECKUM MCCIIeA0BAaHNEM UIM METOIOM (hIyopec-
LIEHTHOI TMOpUAU3aLIuU in Situ.

Ien SHANK3 xomupyeT OOHOMMEHHBII OEJIOK
Shank3 — cTpyKTypHBIii 6€JIOK TOJJOBHOTO MO3Ta, Cep/-
11a, MOYeK U IPYrux BHYTPEHHUX opraHoB. Haubonee
BaxHyI0 poJib Shank3 urpaetr B LeHTpaabHOU HEPB-
Hoit cucteme (IIHC), mockoibKy M3 HEro COCTOMT
IMOCTCUHANTHYEeCKass MeMOpaHa TIyTaMaTepTruIecKoro
NMDA-peuenTopa. [ltyramMaT — ofyH U3 OCHOBHBIX BO3-
OyXIaroInX HEpOMEINaTOPOB, TIIyTaMaTepTHICCKIe
CBSI3M YYaCTBYIOT B IIpolieccax o0yuyeHus U rmaMsTu. [en
SHANK3 HaunHaeT 3KCIIPECCUPOBATHLC HO POXIACHUS
M yYacTBYeET B IIporieccax cmHanToreHesa. [1pu Hapyme-
HUM CTPYKTYphI 6enka Shank3 B mpoiiecce cMHanTore-
He3a HeMPOHBI TUIIIIOKAMIIOB U MO3XXeUKa He 00pa3yioT
JIOCTATOYHOTO KOJIMYECTBA JEHIPUTHBIX IIIUITUKOB, YTO,
COOTBETCTBEHHO, CHMKAET INIOTHOCTh HeHpOHAJIBHBIX
cBsa3eit. Takoe Xe SIBJICHUE, HO IO APYTUM IIPUIMHAM,
HabomaeTcs npy cuHapome PeTta u TyGepo3HOM cKiie-
po3e.

YV nanuentoB ¢ COM oTMeyaloTcs paccTpoiicTBa
ayTUCTUYECKOTO CIEKTpa, MPUUEM CTEIICHb 3aIePKKHU
Pa3BUTHS U MOBEICHUYCCKNE HAPYIICHUS KOPPEIUPYIOT
C TIPOTSKEHHOCTBIO MUKpoaeaeunu reHa SHANK3. Y ya-
CTU MALIMEHTOB UMEET MECTO ayTH3M C 3aIePKKOM IICHX0-
pEeYeBOro pa3BUTHS, B APYTUX CIydasix HaOMIONAETCs 3a-
JIeP>KKA TICUXOPEUYEBOTO PA3BUTHS C JIEMEHTAMU ayTU3Ma.

Ponb rmyTamareprudecKoi CUCTeMBI IIPU ayTU3ME XOPOIIIO
M3BECTHA Y IIOATBEPXKICHA HE TOJIBKO TaHHBIMU (DYHKIIH-
OHAJIbHOM MarHUTHO-pe30HaHCHOM ToMorpacduu (MPT),
HO U TICUX0(hapMaKOJIOTUIESCKUMH HCCIEeTOBAHUSIMM.
B oTiimume ot ayTu3ma IaToreHe3 SIWISIICUA IIPU MyTa-
uu SHANK3 B HacTosIee BpeMsT HeusBecTeH. [1pemmno-
JIaraeTcsl, 9YT0 HeAOCTaTOYHOE KOJIMIECTBO HEHPOHAIBHBIX
CBsI3eld B HEMpPOHAX TUIIIOKAMIIOB CIIOCOOCTBYET TUIIEP-
Bo30yaumocTH [12].

ITomumo rena SHANK3 Ha xpoMmocoMe 22 HaliaeHbI
Y IpyT1ie KaHAWIATHbIE TeHbI, OTBETCTBEHHBIE 32 Pa3BUTHE
C®M, B TOM 4mcIIe TeHbl, yIacTBYIOIIME B pabOTE KaTexo-
JIAMUHEPTUIECKON CUCTEMBI M Pa3BUTUN MO3XEUKa.

ITocne otkpeiTus reHa SHANK3 ero nmpoBo3riacu-
JIV ellBa JIM He OCHOBOI1 ayTu3ma. OgHako JajibHelIme
HACCIIefOBaHUS MOKa3aau, YTo Mukpoaeineuus 22q13.3
BCTpevaeTCsT JaJIeKO He BO BCEX CiIydasx ayTusma. Kpyrr-
HOe McceJoBaHue Ha JaHHYI0 TeMy npoBeau B 2004 1.
K. Nair-Miranda u coaBT., 00cienoBaBIIie Ha IpeaMeT
Hammyusg mytauuu reHa SHANK3 82 mauneHToB ¢ ayTh3-
MOM B Bo3pacTte 10 18 neT. B pe3ynbrare nuib y 2 u3 HUX
ObL1a BhIsiBIeHA MuKpoaenenus 22q13.3 uy 1 — Komble-
Basi XxpoMocoMma 22 ¢ To# ke MuKpozaeenneii [12], T.e. ga-
crtora COM B naHHoOI1 (cay4aiiHO1) BHIOOPKE MALIMEHTOB
C ayTU3MOM COCTaBMWJIA BCETo JIUIIb 3,66 %. Takum obpa-
30M, B HacTosee Bpems n3BectHo, yto CDOM Bcerna co-
IIPOBOXKIACTCS YepTaMM ayTU3Ma, HO JaJIeKO He BCE CIIy-
Yyay ayTM3Ma MOXHO OOBSICHUTh MUKpopaenenyeii 22q13.3.

Kmmanyeckue nposiiieanss. COM — moBeneHUIeCKUI
(beHOTUII, XapaKTepU3YIOIIMICS ITPEUMYIIIECTBEHHO TICH-
XUIECKUMH HapyIIeHUSIMH (ayTHU3M, YMCTBEHHAsI OTCTa-
JIOCTB), OTCYTCTBMEM 3KCIIPECCUBHOM peyM, pacCTpOii-
CTBaMU CHA M 3MWJIETICHel. B HeBposlormaecKoMm craryce
BBISIBJISIIOTCS U (y3HAsT MBIIIeYHAsI TUTIOTOHUS, Hal-
OoJjiee BbIpaxkeHHasl y IeTei 1-ro roga Ku3HU, 3aepKKa
(opMUpoOBaHYSI ABUTATEILHBIX HABBIKOB (B CpeIHEM IETH
HAYMHAIOT XOIMTh B 22 MeC), CPhITUBaHUE, Ne(DUIINT Beca.
Ha 1-M rony HabJtogaeTcs IUIOXOM r1a3HOM KOHTAKT, IeTU
He MOApaxKaloT urpam («WIagyliKu», «COpoKa» U T.1.). I1o-
cJie 2 J1eT HabIromaeTcsl CBoeoopa3Hast IoXoaKa, ITOX0XKast
Ha aTaKTUIECKYIO, HO B CTPOTOM CMBICJIC 3TO HE aTaKCHs,
a HEJIOBKOCTh I HEBHMMATEIBHOCTb, XapaKTepHasl I pe-
OeHKa c 3aaepkKoit pa3BUTUs. Takoil peOGeHOK OBICTPO
Oeraet, He oOpalllasi BHUMAaHUS Ha IIPEISITCTBUS, YaCTO
MmajgaeT WM HAaTBIKACTCS Ha YIVIBI. XapaKTEePHOTO II0-
IIATBIBAHUS WJIM PE3KOTO OTKJIOHEHUS OT TPaeKTOPHH,
KakK IIpY TYJIOBUIIHOM aTaKCUHU, TIPYA 3TOM HE OTMEYACTCS.
DKcnpeccuBHAs PeYb OOBIYHO OTCYTCTBYET WUIIM TIPEICTaB-
JICHa OTIEJbHBIMU CJIOBaMU. XapaKTePHBI HU3KasI TyBCT-
BUTEJIBHOCTD K 00JIM, OOJM3BIBAHNE WU ITOSJaHUEe He-
CheMOOHBIX IIpeaMeToB [9, 11]. AyTrcTdecKoe MoBeacH1e
BKJIIOYACT IBUTATEIbHBIC CTEPCOTUIINN U PUTYAJIBI, a TaK-
K€ HeIOpa3BUTHE KOMMYHUKATUBHOM cephl (HapyIIeHe
KOHTaKTa). XapaKTepHbI TUIIEPAKTUBHOCTD, CIIOKHOCTH
KOHIICHTPAallMd BHUMAaHMs, ayTOarpecCcusi, arpeccus.
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C noIpoCcTKOBOIO BO3pacTa OIMMCAaHbl PaCCTPOMCTBA Ha-
crpoenus [8, 9].
BMmecTte ¢ TeM usBecTeH ciay4ait COM (KoJblieBast
XpoMocoMa 22) ¢ HOpMaJIbHBIM Pa3BUTHEM pEYU U TTOrpa-
HUYHOM YMCTBEHHOM OTCTAJOCTBIO IIPU IMOJTHOM COLIM-
ajJbHOI amantauuy. GeHOTUIIMYESCKH 300POBast KEeHIIM -
Ha ObL1a 00c/Ieq0BaHa IMOCJIe TOrO, KaK POAMIa MaJlbyruKa
¢ BeJoKapauodauaaIbHBIM CHHAPOMOM (menernst 22q11
M KOJIblIeBast XxpoMocoMa 22). Kapuotun matepu okazajics
caenytomum: 46, XX r(22) [9].
Buewrnunit penornn COM Hecnennduuen. Jdaxe
IIPY MPOTSLKEHHOM MYTALMU KIMHUYECKUE MOSIBJICHUS
CJIMIIKOM HEBBIPA3UTENIbHBI, YTOOBI XapaKTepu30BaTh
CHUHIIPOM:
*  KpaHuodaluajabHble aHOMAJIMU: JJIMHHOE JIULIO,
SIMKAHT, OOJIbIIKE YIIIM, HOC KAPTOIIKOI, TOH-
Kue TyObl, OCTPbIil BBICTYIAIOIIMI ITOA00POIOK,
TUIIEPTEI0PU3M, TITO3;
* aHoOMayMM KucTeil u crolr: cuHmaktwiua [ u 111
MajblieB, CAaHIAJIEBUAHAS LIEb, KITMHOIAKTUINS;

* aHOMaJWM BHYTpPeHHuX opraHos npu COM
BCTPEYAIOTCSI PEAKO: BPOXKIEHHbIE [IOPOKHU Cepa-
1la 1 MOoYeK, My3bIPHO-MOYEeTOYHUKOBBIN ped-
JIIOKC U CBSI3aHHBIN ¢ 3TUM THAPOHEdPO3, aTpe-
3Us aHyca, aHOMaIus TMMMATUYECKUX COCYIOB
HIXHMX KOHEUHOCTe! (IuMmdbenema).

VY nauyeHTOB ¢ aHOMAaJIMSIMU BHYTPEHHUX OPTaHOB
BBISIBJIEHA 3HAYMUTE/IbHASL IIPOTSKEHHOCTh MYTALIMU: 10~
MUMO JIoKyca 22q13 oHa 3axBaTbhIBacT IMMPOKCUMAaILHO pac-
IOJIOKEHHbIE F'eHbl, OTBEYAIOII1E 32 OpraHoreHe3 Ioaa
(22q12, 22q11) [8].

HaubGonee moyiHasi KIMHUYECKAs XapaKTepUCTHKA
C®OM npeacrasiena B paborax H.A. Ishmael u coasr. [§],
npoaHanu3upoBaBmmx B 2003 1. 53 ciryyast, ormyoJUuKoBaH-
HbIX K TOMY BpEMEHU B MEAULIMHCKOM JIUTepaType, U I10-
0aBMBIINX 5 COOCTBEHHBIX HAOIIOAEHUI, OTIICAB, TAKUM
obpasom, nposipiieHuss COM y 58 marmeHToB (Tabdu. 1).

Mopdoaorus. MPT ronoBHoro Mmosra obHapyxKuBa-
eT aHoManuu He Oojiee yeM y 10 % maumentoB ¢ COM:
pacimpeHre 60KOBBIX XKeJIyI0YKOB, aTpodus O0JIBIIOTo
MO3ra ¥ MO3Ke4Ka, OCOOEHHO €ro YepBsl, MCHUHIMOMbI
U OIYXOJIU MO3XeuKa [8].

J. Delcan 1 coaBT. ony0JIMKOBAJIM Pe3yJILTaThl MOP-
(o0rnyecKoro U rucTOJNOTMYECKOTO MCCIeAOBaAHUS
16-HemenpHOrO IUIOAA ¢ KapuotuiioM 46, XX, KoJblie-
BOI1 XpoMocoMoii 22 n Mukpopaeneuneii 22q13.3. ABTopbl
He BBISIBUIM aHOMAJIMI BHYTPEHHUX OPraHOB, 32 UCKJIIO-
YeHUEM ITOPOKA Pa3BUTHUSI MO3ra — areHe3U1 MO30JIMCTOTIO
TeJla, CBOAA M ITpo3pavyHoii neperopoaku [3].

COM n neiipopuopomaro3 2-ro Tuna (HD2). Ien
H®2 — NF2 (neiipogpubpomun-2) — reH OIyXOJEBOM Cy-
MIPECCUM, PACIIONIOKEHHBIN Ha XpoMocoMe 22 B JIOKyce
22ql12.2. B cinydasix, Korga MUKpPOJETEAs pacpocTpa-
HSIETCST Ha 3TOT yyacToK, CPM comnpoBOXKIAETCS CUMITTO-
mamu H®2. Y 90 % 6onpabix HD2 HadmromaroTcs oviare-

4

Taomma 1. Kaunuueckue cumnmomot cunopoma DPenan—
Makx lepmuo no daunoim H.A. Ishmael u coasm. [8]

Table 1. Clinical features of Phelan—McDermid syndrome
according to H.A. Ishmael et al. [§]

Clinical features

The number of patients (out of all
known) having these features

YMCTBEHHAsT OTCTAJIOCTh S55u3 58
Mental deficiency 55 out of 58
I?;:gsﬁ;lﬁ(; TMICUXOMOTOPHOTO 43 3 58
Psychomotor retardation AEQUEEI
MpliieqHas TMIMOTOHUS 23 u3 58
Muscular hypotonia 23 out of 58
ATtakcus 7 u3 22
Ataxia 7 out of 22
Onunencust 13 u3 43
Epilepsy 13 out of 43
SJ:P)IITCTBI/IC SKCIPECCUBHOM 24 13 58
Lack of expressive speech A
PaccTpoiicTBO HacTpoeHUs 18 u3 38
Mood disorder 18 out of 38

paJIbHBIE BeCTUOYJIIpHBIE ITBAHHOMBIL. BcTpedaroTcst Takcke
KOXXKHBIC MSITHA KOEIHOTO 1IBeTa U MHOXECTBEHHBIE OITy-
xou ITHC (MEHUHTHMOMBI, aCTPOILIUTOMBI, STICHIUMOMBI,
HelipoGUOPOMBI, MHOXECTBEHHbBIE IIIBAHHOMBI CITMHHO-
ro mo3ra). Couertanne COM u H®2 onucano B 1997 r.
aBctpuiickumu yaeHbIMU H. Kehrer-Sawatzki u coaBr.
y XEHIIUHBI 38 JIET ¢ KOJIbIIEBOI XpOMOCOMOM 1 MUKPO-
Jenenreii xpomocoMsl 22 (kapuoru 46, XX r(22) | 45, XX
22q12.2). CemeliHbIl aHAMHe3 MTallUeHTKNA He OTSATOIIEH,
paHHMII aHaMHe3 B HopMe. Ha oTcTtaBaHme B pa3BUTUM
obpaTuiav BHMMaHue B 4 roga. [TanneHTka Hayaaa ooyde-
HME B CPEIHEN IIKOJIEC, HO M3-3a HU3KOM yCIIEBA€MOCTHU
10 BCEM MpeaMeTaM ObLIa IiepeBeieHa B KOPPEKIIMOHHYIO
IIKOJIYy IJISI YMCTBEHHO OTCTAJIbIX IETE, B KOTOPOU y4u-
Jack 1o 15 net. B aToM Bo3pacTe cTana OBICTPO HapacTaTh
JIEMEHITNS, TIOSIBIUIMCH TICUXOTUIECKIE SITM30/IbI, TU3apT-
pus. B 17 net maumeHTKa nepeHeca rajJioluHaTOPHO-
IMapaHOMIHBIN IICMXO03 C BHIPAXKEHHBIM ICUXOMOTOPHBIM
BO30YXI€HUEM, B CBSI3U C UeM ObllIa FOCIIUTAIU3UPOBaHA;
nIajiee IMpoXKBajia B MHTepHaTe. B cTaTyce oTMevanuch
KaTaTOHMS U MBIIIeYHas] pUTUAHOCTh. [1pu HelipoBU3y-
aJM3alliy y TAlMEHTKU THarHOCTUPOBAaHbI MHOKECTBEH-
Hele onyxonu LIHC, B ToM uncie JByCTOPOHHSIST BECTH -
OyJsipHas IIBAHHOMA, MCHUHTMOMA, MHTPACITMHAIbHAS
oryxoJib. HecMOTpsI Ha 4aCTUIHYIO HEHPOXUPYPIUUIECKYIO
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Pe3eKIMIo, Y MAMeHTKN HapacTaIk TeTparnape3 U pe3u-
CTEHTHBIEC K Tepanuy 3NWIeNTuYecKe npuctynsl [10].
AHaJIOTMYHBIN clTydaid pa3BUTUSI BECTUOYJISIPHON 11IBaH-
Hombl orrcaH B 2009 1. E. Denayer u coaBT. y HallMeHTKHA
C KOJIbLIEBOi1 XpoMocoMmoii 22 [4].

B. Zirn u L. Arning, yuuThIBasi 4acToe couyeTaHUe
COM ¢ HD2, pexomenayot nanueHTam ¢ COM me-
puoanyeckoe npoegeHue MPT rojioBHOro u CmuHHO-
ro Mo3ra ISl IMarHOCTUKYA W CBOEBPEMEHHOM pe3eK-
IUY crenupuIecKnx OIyxoJyieii. ABTOPHI YKa3bIBaIOT,
yto HabmoaeHue npu COM gomKHO BKITIOYaTh OCMOTP
HEBpOJIOTa IIJIsSI OLIEHKM aTakcuu (2 pa3a B TOH), ayauo-
METPHIO C ILIeJIbIO BBISIBJICHUS CHUKEHMS CIyXa U paHHe
IVATrHOCTUKY MEHUHTMOM M BECTUOYJISIPHBIX IIBAHHOM
(2 paza B rom). Takxke menecoodbpasHo moBTopsaTs MPT
TOJIOBHOTO M CIIMHHOTO MOo3ra B Bo3pacte 15—20 neT, Tak
KaK 3TO KPUTUIECCKUI1 BO3PACT ISl MaHU(PECTALINK OITyX0-
neii mipu H®2. Jlanee nepuonnudocts MPT onpenensiercs
MIPEIbITYIINMA JAHHBIMA U HEBPOJIOTUICCKUM CTaTyCOM
nauueHTa [17].

C®M nu Teparounnnie omyxosu ITHC. Eme 60-
Jiee TIPOKCUMaJIbHO, B JIoKyce 22ql1.2, HaxoguTcs TeH
SMARCBI1 (INI1/hSNF5), mpu iopaskeHUM KOTOPOTO pa3-
BuBaetcs pabgounHas omyxosb IIHC. TepaTonmabie pad-
nmounHble onyxonu [IHC BcTpeualoTcst penko 1, Kak mpa-
BWJIO, MAJIUTHU3UPYIOTCS, TIPOSBIISISICH y IeTei 10 3 JIeT.
IIponykt rena SMARCB]I sKcripeccupyeTcsl BCeMU KJIeT-
KaMH OpraHM3Ma, BXOJs B COCTaB IJTABHOTO KOMILIEKCa
TUCTOCOBMECTUMOCTH.

Ipynmoit KopeiicKrux aBTOPOB OIKMCAH MalMeHT C Ka-
puotuniom 46, XY u Mukpozaeneuueit 3,5 M6 B siokyce
22q13.31q13.33. Pebenok ponuicg Ha 37-if Henene re-
craunu ¢ maccoit 2500 r. C poxxneHUsI OTMeYaIucCh MbI-
IIeYyHasi TUIIOTOHUS, rTunopediaekcusi. MoTopHoe pas-
BUTHE TIPOUCXOAUIO C 3alepKKoi: K 11 Mec ManbyuK
He nepeBopaunBaics. B 11 mec nocne nageHus: pedbeHOK
TOCIIMTAIM3UPOBAH C MOTepeil co3HaHms. [IpoBeaeHa
MPT pnst uckioyeHus yuunoa Mo3ra, U B YepBe MO3Ked-
Ka BBISIBJIEHO 0Opa3oBaHue pasMepoM 5,6 x 5,0 x 7,6 cwm,
BBIIIOJIHEHA XUpyprudeckass pesexkuus. [Ipm rucrono-
TUYECKOM HCCIIEIOBAHUM BBISIBICHBI KJICTKM TUITMYHOM
pabmoungHoit onyxonu. I[locTronepauMoHHBIA TEPUOL,
OCJIOXXHUJICSI pa3BUTHEM SMIUJICIITUYECKOTo craryca. M3-
3a [IPOrPeECCUPOBAHMS TMAPOLIEDATNI B JaIbHENIIIEM OBLTO
IIPOBEICHO BEHTPUKYJIOIICPUTOHEATbHOE IITYHTUPOBAHNE.
3areM peOeHOK MOMYYUJT XUMUOTEpanuio (BUHKPUCTHH,
LIMCIUIATHH, JOKCOPYOMITMH, IuKiodochammn). Kaprotn-
MMMPOBaHME BBISIBUIIO KOJIBIEBYIO XpOMOCOMY 22, TIpY CpaB-
HUTEJIbHOM TeHOMHOM THOpUIN3aIIN BEISIBIIEHA MYyTaIIHsT
22q13.31q13.33. KapuoTurm odboux poaureneit B HopMme [5].
CxonmHbIii ciry4aii orvcaH y IeBOYKH B Bo3pacTe 4 et [14].

COM Takxe MOXET COYETAThCSI C CUHIPOMOM
Cmurta—Jlemmn—Onuia.

CO®M n arakcua. CrimHouepebennsIipHas aTak-
cusa 10-ro tuma (CIHA10) — ayTocOMHO-TOMMHAHTHOE

3a00JIeBaHNE, BRI3BAHHOE HAKOIIJICHMEM YHCIa HYKJIe-
OTUIHBIX TTOBTOPOB B reHe ATXN 10, pacmoioXXeHHOM
B nokyce 22ql13.3. CLHA10 — penkast (popma aTakcum,
B HACTOsIIIIee BpeMsI OIIMCaHHAsI TOJBKO y IIPeACTaBUTE-
neit JlatuHcKoi AMepuku. 3a00J1eBaH1E XapaKTepU3yeTCs
MO3KEYKOBOM aTaKCcueil U anujencueit (eciim MyTamus
pacmpocTpaHsieTcs Ha jokyc 22q13) [16].

Onuiaencusa npu COM. Dnuiencus y NaiueHTOB
¢ COM Berpeuaetcst B 30 % ciyuaeB [13]. XapakrepHbl
CIIeIYIONINE THUITBI SMUICIITUUYCCKUX IIPUCTYIIOB: (hebd-
PUJIBHO-TIPOBOLIMPYEMbIE, TeHEPAIM30BaHHBIE TOHUKO-
KJIOHUYECKHE, (hOKaTbHBIC, TUITNIHBIC A0CAHCHI.

M.G. Figura u coasr. B 2014 1. o6¢caenoBanu 6 maru-
eHTtoB ¢ COM (1 MyXCKOTO ToJia M 5 KeHCKOro I110J1a,
B Bo3pacte oT 11 1o 30 jeT) [6] 1 moay4YurIu cienyolue
JTaHHBIC.

ITanuenr 1, xeH., 23 roga. [lepunamanvHolii aHamues:
HopMa. Pannee pazeumue: muddy3Hast MbIIIICYHAsI TUTIOTO-
Husl. XoouT ¢ 1 rona, riepBble cjioBa nocie 7 JieT. Penomun:
JIMLEBOI Tu3Mopdu3M (JUIMHHOE JINLIO, BHICTYIAIOLINIA
Moa00POI0K), CKOJIMO3, BAJIBIYC HUKHMX KOHEUYHOCTEI,
IIPOJIATIC MUTPAJIBHOTO KJlanaHa. [lcuxoresponozuyeckoe
o6caedoganue: YMCTBEHHAST OTCTAJIOCTh, ayTU3M, OeqHast
peyb, axonaanu. [MmoTpodus MBI rojieHel, runepped-
JeKkcust. Dnexkmposnyepanroepamma (D31): MyasTrhOKATb-
Hasl AImIenTU(GOpMHask aKTUBHOCTD, TIPEUMYIIIECTBEHHO
B JIeBOM JIOOHOM 00JiacTH, yCUIMBaILasics Bo cHe. MPT:
ITOJIOCTH IIPO3PAaYyHOIl IEPEropoOaKn. Fnusencus: NeOOT
B 10 net. IIpucmynsi: HeTaTUBHBII MUOKJIOHYC, 3aBSICHUE
IJ1a3 BBEpX, IoTepst co3HaHus 10 1 MuH. Yacmoma: 1 pa3
B Mecsll. Jlewenue: TaMOTPUIKUH — 0e3 addeKTa.

ITanuent 2, xeH., 30 ner. [lepunamanvuoiii ana-
MHe3: HopMa. B 9 Mec MeHUHTUT. Pannee pazsumue: C 3a-
nepxkoi. Heepoaoeuueckuii cmamyc: MUKpotuebams,
nuddy3Hasa MbIlIedHast TMIIoToHusA. B 18 Mec nuarHo-
cTUpOBaH ayTu3M. XOIUT C 4 JIeT, epBbie CJI0Ba C 7 JET.
Denomun: MULIEBOI TU3MOPDOU3M, YIJIMHEHHOE JIUIIO,
mukpotedanus (50 cM), 6oJbIINEe KUCTH, TNIOCKOBAIb-
TYCHBIE CTOIIBL. [IcuxoHesponoeuueckoe 00caedosanue; yM-
CTBEHHAasl OTCTAJIOCTh, O€IHBIN CIOBAapHbIA 3arac, Mbl-
LIeYHasi TUIIOTOHMS. DT 60dpcmeosarus: OCTPbIE BOJTHBI
B JIEBOM BUCOYHOI1 001aCTU, peAK1e BHICOKOAMILIUTYIHbIS
MYJIBTH(OKaIbHBIE OCTPhIe BOJHEI. AT cha: HapacTaHue
stunenTudopMHoOit aktTuBHocT. MPT: aTpodust neBoit
BUCOYHOM J0JIM, pACIIMPEHUE 3aThbLJIOYHBIX POTOB OOKO-
BBIX XKEJIYIOYKOB, U3MEHEHHE CUTHAJIa OEJIOro BellecTBa
B 3aTBIJIOYHBIX JONSIX. Dnusencus: nedIot B 3 roga Ha ¢o-
He OPBU ¢ nuxopankoii. [lpucmynsi: 0OMsIKaHUE, KJIO-
HUYECKUE TTOACPTUBAHUS TIOJIOBUHBI JIUIIA, PYKU, HOTH.
Jleuenue: BaabIIpoaT — JOCTUTHYTA PEMMCCHS B TEUCHUE
7 net; B 10 et Teparnust oTMeHeHa (B CBSI3U C IJIUTEJIbHOM
pemuccueit). B 11 1eT pa3BuTie snmaenTUIECKOro CTaTy-
ca, rmoJjry4yaja BHyTPMBEHHO OCH30IMa3eIIMHBI, 3aTeM Ha-
3HaYeHbI KapbamasernuH, BuradatpuH. B 13 net Tepanus
oTMeHeHa. B Bo3pacTe 23 JneT: mosiBaeHEe MUOKIIOHYCA
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B BepxHUX KoHeuHocTsax. [Tonyyana kapbamasernuH, ja-
MOTpUIKWH. [Ipomoiskannce penkue reHepajan30BaHHbIC
MUOKJIOHMYECKUE MPpUCTYIIbL. [1oyyana Tonupamar (He-
MepeHOCUMOCTh), KapbamMa3enuH (COXpaHSIOTCS peaKue
IIPUCTYIIBI).

ITanuent 3, xkeH., 16 ner. [lepunamanvHolii aHamHes:
He oTsroleH. Paunee pazsumue: ¢ 3aaepxkoit. Inddys-
Hasl MBIIIeYHast TUITOTOHMSI. KOHTpOJIB TOI0OBHI ¢ 4 Mec,
nosizanue ¢ 12 mec, xoaur ¢ 14 mec. /1o 1 roga 6egHOCTD
BOKaJIM3alluii, JiereTa, nepBbie cyioBa B 4 rona. Ha ¢one
3aHSTHUH C JIOTONIEIOM — KOPOTKUE (hpa3bl ¥ BHIITOJTHEHUE
uHcTpyKuui. K 16 romam perpecc peuu u yrpara HaBbl-
KOB ONpSITHOCTU. PerHomun: HA3KOPOCIOCTh, MUKPOIIE-
damus, nuneBoit nu3Mopu3M (Taruouedanus, y3Kui
100, Oosbinne yiu). Hapywernus nogedenus: ayTusM,
TUIIEPAKTUBHOCTD, arpecchsi, HeAOCTATOYHOCTh KOHTAK-
Ta 1 OOIIeHUsI, U30UPATEILHOCTh B €/1e, CTEPEOTUIINH,
sxonanusi. Al ¢ 3 eoda: ocTpble BOIHBI, KOMIUIEKCHI
MUK—BOJIHA B JJOOHO-IIEHTPAJIbHBIX OTAEIaX ¢ JUPPy3-
HBIM pacIpocTpaHeHueM Bo cHe. DI ¢ 6 sem: HOpMa.
MPT: acumMmeTpuYHass BEeHTpUKYJoMeraansa (0oJibIie
CIIpaBa), IEPUBEHTPUKYIISIPHAS JICUKOMATUSL. Dnuiencus:
IIPUCTYIIOB HUKOTIA He OBLIO.

ITanuent 4, xeH., 23 roga. [lepunamanvHolii aHamHe3:
He oTaromieH. Pannee pazeumue: nuddy3Hass MBIIIed-
Hasl TUIIOTOHMSI, MOTOPHOE pa3BUTHE 110 Bo3pacTy. [lep-
BbIE cJioBa ¢ 3 neT. benHblil cmoBapHbIil 3amac. HaBbiku
OIIPSITHOCTH KOHTPOJIMPYET HEIMOCTOSIHHO. YMCTBEHHAS
oTcTanocTh. Hapywenus nogederus: TunepakTUBHOCTD,
arpeccusi, UMITyJIbCUBHOCTb, pPUTYaJIbl, HApYIICHNUE CHA,
oymumust. Peromun: TALIEBOM TU3MOPGU3M (TIaruole-
¢anus, 6OabIINE YIIN, BEICOKUI JIOO, aCUMMETPUIHOE
JINIIO), BBICTYITAIOIINE JIOMMATK!, TUIICPIIOPIAO03, BAIbIYC
HIDXHUX KOHEYHOCTEH, IIJI0OCKOCTOMNNE, TUIIePMOOUIIb-
HOCTb KPYITHBIX CYCTaBOB, Ha KoXe 2 TISITHa LiBeTa Kode
¢ MoJIOKOM. Hespoaoeuueckuii cmamyc: MOTOpHas HEJIOB-
KOCTb. DIl B 8 neT — mapokcu3MajibHas aKTUBHOCTD
B JJ0OHO-BUCOYHBIX OTAEJIAX C YCWICHUEM BO BpeMsI HOU-
Horo cHa. B 15 ner — Hopma. MPT: HopMma. Dnusencus:
IIPUCTYIIOB HUKOTA He OBLIO.

ITanuent 5, myx., 11 net. Ilepunamanvrolii anamues:
3amep:KKa BHyTPUYTPOOHOTO Pa3BUTHS IUIONA, POIBI B CPOK
(macca tema 1700 1, poct 48 cM). Paunee pazgumue: nud-
¢dy3Hasg MbIlIeyHas runoroHus. B 3 mec onmepupoBaH
T10 TIOBOY ITaX0BO¥ I'pbDKM. 3aliep:KKa MOTOPHOTO U pede-
Boro pa3Butusi. Hapyuiernus nosederus: TATIEPaKTUBHOCTD,
arpeccusi. Penomun: MTUIEBOM TU3MOPGHU3M (ILIaruole-
danus, HU3KUIT pOCT BOJIOC, TOTUYECKOEe HeDO0), TUIep-
MOOWJIBHOCTb CYCTaBOB, BRICTYIAIOIINE JIOMATKHU, TUIOCKO-
cromme. Heaponoeuueckuii cmamyc: muddy3Hast MBIIIICUHAST
TUTIOTOHMSI, MOTOPHAS HEJIOBKOCTD. DI MynbTi(OKaIb-
Hasl SMWIETITU(hOPMHAS aKTUBHOCTD (B BUIE KOMILJIEKCOB
IMMK—BOJIHA) B JIOOHO-IICHTPAJIIBHBIX OTIeNaX, 00Jiee BbI-
paxkeHHas1 Bo BpeMst HouyHoro cHa. M PT: atpodust T0OHBIX
noneit. Bnunencus: MpUCTYIIOB HUKOTIA HE OBLIO.

ITanuent 6, XkeH., 14 ner. [lepunamanvHolii aHamHes:
OCTpasi TUIOKCHS TIJI0Ia, SKCTPEHHOE KecapeBO CeUCHHE,
acukcus npu poxneHuu. Pannee pazéumue: epBbIe
cioBa B 7 JIeT, YMCTBEHHAsl OTCTaNOCTh. Hapywenus no-
6edeHuUs: TUTIEPAKTUBHOCTD, arpeccusi, OpyKcusm. Heapo-
Aoeuyeckuil cmamyc: nudGy3HasT MbIIICYHAS TUTTOTOHMS,
Mukpouedanusa. 99 mynbTudOKaIbHas SIIUIIEIITH -
¢opMHast aKTUBHOCTh, HanboJiee BeIpaXkeHHas B JIOOHO-
BUCOYHBIX OTAEaX, C HapacTaHMEM BO BpeMsI HOUHOTO
cHa. M PT: runoruia3usi MO30JMCTOIO Tejla, BEHTPUKYJIO-
MeTaNNsl, JIeMKonaTthst. Dnusencus: ¢ 2 10 7 JIeT OTMEYECHBI
reHepaJIM30BaHHBIC TIPUCTYIIBI ¢ YaCTOTOM 1 pa3 B ToOI.
Jleuenue: xapbaMa3ernuH, BajbIIpoeBasi KUCJIOTA, JIeBe-
THpAlEeTaM.

Takum o6pa3oM, y 3 U3 6 MaumeHTOB OTMEYaINCh
reHepaJTU30BaHHBIC SMUJICIITUYCCKIE IPUCTYIHI (TOHM-
KO-KJIOHMYEeCKHe 1 MUOKIoHnYeckue). [1pu mpoBene-
HuM Buaeo-A3I-moHutopunra (BOM) ¢ BkIoueHEM
CHA y 3TUX ITaIlMeHTOB BBISIBICHA MYJIBTUPETNOHAIBHAS
SMUICTTUGOPMHASA aKTUBHOCTD, IIPEUMYIIIECTBEHHO
B JIOOHO-BHCOYHBIX OTIEJIaX, YCYUIMBAIOIIASICSI BO BpeMsI
CHa. ABTODHI cIeaiy 3aKaioueHue o ToM, uyto a1 COM
XapaKTePHO HATMYNE «POJTaHINICCKOM» MICIITU(hOPM-
HOM aKTMBHOCTH, HapacTalolleil BO CHE, ¢ 100poKavecT-
BEHHBIM TeYeHHEM [6].

Janusle, moayyeHasie B 2016 . N. Ishikawa u coasr.,
BKItOYaroT ciaydaii COM ¢ mo3mHUM I1e0I0TOM SIUJIeII-
TUYECKUX IIPUCTYIIOB Y MYJIBTUPETHOHAIBHOMN SIMICTITH -
¢dopMHOIT aKTUBHOCTHIO (Ta0:1. 2). KimmAHMYeckast KapTruHa
SIHUJICTICUM COOTBETCTBOBAJIA cCUHApPoMY JIeHHOKCca—
Tacto [7].

ABTOPBI cIieNIajii 3aKJIIo4eHue o ToM, uto mpu COM
MMeeTcs THITYHBIN naTTepH DI B BUae MynbTU(OKAIb-
HOM 3muienTU(OPMHON aKTUBHOCTHU C IIpeobiIagaHueM
B JIOOHO-IIEHTPAJIbHBIX WJINU JTOOHO-BUCOYHBIX OTHE-
JIaX, C HapacTaHMEM BO BpeMsl HOYHOro cHa. I1pm aTom
SIUJICTICUS] OTMeYaeTCsl y OOJIBIIMHCTBA IMAIIMCHTOB,
MIPUCTYIBI Yallle HAYMHAIOTCS B IETCKOM BO3pacTe,
110 XapakKTepy — MHUOKJIOHUYECKHUE, TeHEepaJTn30BaHHbIE
TOHUKO-KJIIOHNYEeCKH1E, (POKaIbHBIE WM aOCAHCHI, C 10-
OpoKayeCcTBeHHbIM TeueHueM. [IpucTyIibl MOryT IIpOBOLIM-
pOBaThC IOBBILIEHNEM TeMItepaTyphl. CrienpudecKnx
n3MeHeHui Ha DT He BoIsgBIeHO. [1pU cTaTCcTUYECKOM
aHaJIM3e MEXIY MPOTSKEHHOCTHIO MUKPOIEICIINHI U U3~
MOpGU3MOM BHISBJICHA IPSIMasi KOPPEISIIINS, a TSIKECTh
SMWIETICUH C IIPOTSKEHHOCTBIO MyTAIlH HE KOPPEIIUPYET.
K TomMy ke y HECKOJIBKMX ITAIIEHTOB BBISBICHBI HE TOJIb-
KO F€HETUYECKUE, HO U OPYTrUe BO3MOXHBIE IPUYUHBI
snwiencuu (IepeHeceHHas IepruHaTaIbHas TUIIOKCHS,
MEHUHTUT). B mTaHHOM MccIenoBaHUM He BBISIBJICHA B3a-
MMOCBSI3b MEXIY TSKECTBIO SMUJICIICUM U YMCTBEHHOM
OTCTaJIOCThIO WX pacCTPOMCTBAMU MOBeAeHUS [5].

B pa6ote L. Soorya 1 coaBT. armienicusi Oblia BHISIBIIC-
Hay 13 u3 32 (41 %) nauuentoB c COM. Y 7 (22 %) nauu-
€HTOB OTMEYAJINCh TOJIBKO (PeOPMIIHLHO-TIPOBOILIUPYEMBIC
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Taomuna 2. Kiunuueckue oannvie, noayuennvie N. Ishikawa u coasm. [7]

Table 2. Clinical data obtained by N. Ishikawa et al. [ 7]

Patient Seizures

(gender, age)

OTBeneHusI I1a3 ¥ TOJIOBBI BJIEBO
Deviation of eyes and head to the left

Myx., 3,5 mec
Male, 3,5 months

He ormeuanoch
Not documented

Myx., 13 ner
Male, 13 years

Myx., 5 ner Jle6roT ¢ 3 neT
Male, 5 years Disease onset at 3 y. o.
Myx., 13 ner Jle6roT B 3 rona

Male, 13 years Disease onset at 3 y. o.

1-i mpuctym B 3 rona, 2-it — B 34 rona.

C 39 net yyanieHue, (hhapMaKoOpe3uCTEHTHOE
TEYECHUE

The first seizure at the age of 3, the second one

at the age of 34. Since 39 y. 0. — increased
frequency, pharmacoresistant seizures

XKeH., 40 net
Female, 40 years

Changes in electroencephalogram

OrnuientrudopMHasi aKTUBHOCTb B IIPaBO 3aTLIOYHOMN
00J1aCTH, BRICOKOAMIUIUTYIHAS TIOJTMPUTMHUYECKAS
JE€JbTa-aKTUBHOCTb

Epileptiform activity in the right occipital region, high-amplitude
polyrhythmic delta activity

ﬂOGpOKa‘IeCTBeHHLIe 3HI/IJICHTI/I¢)OPMHI)IG IIaTTCPHBI ACTCTBA

BO BpeMs CHa
Benign epileptiform discharges of childhood during sleep

IMuK-noIUMNUK-BOIHOBAsA AaKTUBHOCTD U3 JIEBOI JIOOHO 00J1aCTH
Spike/polyspike—wave activity in the left frontal region

PervonanbHas snunentrdopMHas aKTUBHOCTD B JIOOHOI 10J1e
Regional epileptiform activity in the frontal lobe

HuskoaMmrumrygHas snuienTu@opMHast aKTUBHOCTb, 3aMe/I-
JIEHV€ OCHOBHOI aKTUBHOCTU
Low-amplitude epileptiform activity, slowing of background activity

npuctynsl, y 4 (13 %) — abeOpuibHbIe IPUCTYIIHI, Y 2
(6 %) — hebpUIbHO-NIPOBOLIMPYEMbIE U acheOpUIbHbIE
npuctynsl. Y 5 u3 6 (83 %) nauueHToB ¢ adeOpUIbHbI-
MM IIPUCTYIIAMU OTMEYAJIMCh FeHepaTu30BaHHbIE IIPH-
crynbl, y 1 (17 %) nauuveHTa — CJIOXHBIE MMapLalbHbIe
MPUCTYIBI; Y Bcex 6 manueHToB Ha DI BuIgBlIeHA He-
cnenudurdeckas SIMIeNTU(GOPMHAsT aKTUBHOCTh. OgHO-
My U3 6 ALIMEHTOB IIPOBEICHO XUPYPruyecKoe JeueHHe
(BHCOYHAs! TOO3KTOMMSI) B CBSI3M C TSKEJIbIM TEUEHUEM
smwienicuu. Y 4 uz 13 (31 %) mauentoB Ha DT BbI-
SIBJICHBI M3MEHEHUs 0€3 KIMHUYSCKUX IMPOSIBICHUIA.
Ha MPT o6HapyxXeHbI TakMe HecnienupuieckKne u3mMe-
HEeHUsI, KaK YMEHBIIIEHHe O0€JI0ro BeIllecTBa (JIeHKomaTusl),
areHe3usl MO30JIMCTOrO Tejla, BEHTPUKYJIOMErajius, KOp-
TUKaJIbHag aTpodusi. ABTOpBI mogdYepKuBaioT, yto MPT
HE BBISIBUJIA AaHOMAJIMM MO3XeUKa WIN 3aJHEN YEPEeITHOM
SIMKU (TUIIOILIA3MS MO30JIMCTOrO Tejla WM mega cisterna
magna), KOTOpbI€ 4aCcTO OOHAPYXKMBAIOTCS Y €Tl ¢ ay-
TU3MOM [15].

B Poccnut COM mnocssiiieHbl 2 nyOJuKannm, ofi-
Ha U3 KOTOPBIX — OJIOI MaMbl J€BOYKU C JaHHBIM CHUH-
IPOMOM, a Apyrasi — OoIKcaHue KIMHUYECKOTO CiIydast
B3pocjoro nanueHTa (30 jger). ABTOpH IyOIMKaIni
MOAYEPKUBAIOT BaXKHOCTh YCTAHOBJICHUS [€HETUYECKOTO
JIMarHo3a IpU pacCTPOMCTBAX ayTUCTUYECKOIO CIIEKTpa,
IIOCKOJIbKY 3TO MO3BOJISIET OCO3HAHHO ITOIOMTU K BBIOO-
Py JIeKapCTBEHHOTIO Mperapara, OM0JIOrMYeCKy aKTHUBHBIX
100aBOK, BATAMUHOB U IIPOAYKTOB IMUTaHUsI. DTU METO-
IIbI TIO3BOJISIIOT BOCCTAHOBUTH (DOJIATHBIMA LIMKJI, CHU3UTD

[JIyTaMAaTHYIO TOKCUYHOCTh, IPUMEHUTH HEIOCTAIOIIHIA
MeTa0OJIUT W IOBJIMATH Ha OalaHC CepOTOHMHA U Ka-
TeX0JJaMUHOB. [IpaBUIIBHO MOCTaBICHHBIN TeHETUYECKMIA
IMAaTHO3 ayTHU3Ma IIOMOTaeT BOBpeMs IT0H00paTh JICUCHUE
1 1306e3KaTh OIIMOOK B IMOBENEHUM POAUTENICH Y BOCITUTA-
HUM nanyveHTa [2].

Ipencrasnsiem 2 ciydyags COM y manmeHToB C 3IH-
nencueii. Xorenoch 06 00paTUTh BHMMaHHWE Ha TO,
YTO Y OOHOM MaIlMEHTKM OTMEYaeTcCs COCTOSHHE, ac-
COLIMUPOBAHHOE C JOOPOKAYECTBEHHBIMU SIUJICIITU-
¢dopmHaBIMHE TTaTTepHaMu netcTBa (ADI1J1) Ha B3I, Oe3
KIIMHWYECKUX MMPUCTYIIOB, a y Apyroii mauueHTku DT -
aCCOIMMPOBAHHOE COCTOSIHUE TIPOSIBISIETCS TSKEIBIMU
SIUJICTITUYCCKUMU TIPUCTYIIAMM CTATYyCHOTO TCYCHMUSI.

Knunuveckuii cayyaii 1

Ilayuenmra 1., 11 nem, nabaodaemcs 6 kaunuke HUn-
cmumyma demckoii Hegpoaoeuu u snunsencuu (MIHD)
um. Ceamumens JIyku no noeody deaeyuu xpomocomvt 22
(q13), aymusma, omcmasanus 8 NCUXope4eeom paseumul,
cumnmomamu4eckoll snunencuu, accoyuuposantoii ¢ 111
Ha D3I meduxamenmosnas pemuccus 6onee 21em. U3 anam-
He3a: desouka om I-ii bepemenHocmu, npomexasuteli Ha gho-
He cmpecca y Mamepu, U CPOYHBIX (PU3UOA02UYECKUX POO0B.
Bakuunayus no eéospacmy. Mano yavibanacs, do 1 200a bvina
8030y0umoti, ommeuancs 6ecnokolinblii con. B éece npubas-
514 N0 HUdICHel epanuye Hopmbvl. Momophbie Hasbiku gop-
Muposanucs ¢ neekoil 3adepickoil (nouira 6 1 200 6 mec)
Ha one dugpghyzroil mviueuroii eunomonuu. o 3—4 aem
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ommeuanocs Hapyuerue noxooku. Peuesoe pazeumue npouc-
X00un0 ¢ 3a0epruckoil, renem obia crabo evipaicet, k 1 200y
6 Mec croeapHblil 3anac cocmaensin 0koao 12 cnoe, noav3osa-
Aacs umu HeakmugHo. B 1 200 6 mec ommeuancs peepecc pe-
4e6020 pa3gumusi, 6 peuu OCManuch AUUb eOUHUYHbIE Nenem -
Hble cno8a, nepecmaina peazupoeams Ha obpaujeHue,
ympamuaa eaasznoil koumaxkm. Ilosguauce deueamenvras
PACMOPMOJNCEHHOCMb U PA3HO00PA3HbIE CEPeomUnHble 08U~
JHCeHUs — KpYveHuUs, 8epueHus, KpydceHus, e no kpyey,
«X00b0a Ha HOCOYKAX»; SMU NPOsIBAEHUS OblAU 0COOEHHO Gbi-
paxcenvt 0o 4-nremueeo eo3pacma. K 2 2odam nposieuaucs
nogedenueckue HapyuieHus, cmana 6036y0UMotl, UCmepuuHo.
[locae 2 nem ympamuaa Hagvlku onpsamuocmu (Ha4aia om-
Ka3bl86ambCcsi OM 20pUKA, MOHUAACH U ONOPOJICHANACD 8 Oe-
ave). C 2 nem duaeHocmuposana 3a0epicka peueoeo, a 3a-
mem ncuxopeuegoeo pazeumus. Ilocae 3 nem duaeHocmuposan
aymuzm. Tloayuana cumnmomamuueckoe aeuenue u pazeuea-
rowue 3anamus 6e3 sghghekma: coXpaHsAUcs Heycuo4ugocmo,
dsucamensHble crmepeomunuy, OmeaeKaemocns, OmMcymcm-
8le yeleHanpasnenHoll desmeavHocmu, epybas 3a0epicka
peuesoeo pazeumus. llo 7 nem 6 naccuenom caoeape 0vi10
oko00 30 cn08, komopble pedKo UCHOAb308ANUCD 04151 OOUleHUS,
He ObL10 hpazosoil peuu. B pamkax komnaexcHoeo obcaedo-
eanus 6 9 nem ocmompena ncuxuampom. XKanrobvr mamepu:
nompsaxueaem KUCMAMU, KPYMUM 2010800, «NUUM», OM-
cymcmeyem no3HaeamenbHblil UHmepec, GCHbLIbYUBAS, UCHe-
puuHas, bbleaem azpeccusHoOll — MoiIcem YKycums, oyapa-
names. Ilcuxuueckoe cocmosinue: U3yanbHblii KOHMAKM
HenpoooacumensHblil, Ha obpauenue peazupyem yawe. Ipu-
machuuaem, npvleaem, Kpymum 2040801, NOMpsaxugaem
Kucmsamu, bbicmpo nepebupaem nansbyamiu, UMNYAbCUBHA,
ommeuaromes evlkpuku. Hacmpoenue aabunvroe, smoyuo-
HaAbHO Hesbipazumensra. B peuu uzpedka omdenshble c108a,
6 ocHogroM aenem. K coemecmmoii OessmensHocmu npuenexa-
emcs Ha KOPOMKoe 8peMsl, HenpoOyKmuena, npecolujaemd.
Koenumuenutit degpuyum. B UITHD um. Cesmumens Jlyku
podumenu 00paAMUAUCY 8 CE:3U C INUACNMUMECKUMU NPUCMY -
namu y peberka. Ilepeviii npucmyn 6 7 rem (HakaHyHe omme-
4anocs 00bIYHOE NOBedeHlUe U Xopouiee CaMouy8cmeue), paHo
YMPOM, 80 CHe: CeAambl@anue CAIOHbL, PBOMHbLE HO3blBbL,
0podicb 6 KOHEUHOCMSAX, 3aMupanue, omeedeHue 8321104
8 CIMOPOHY, HANPSIJICEHUe MbLULY, MYA0BULYA U KOHEYHOCMEIl,
3amem KaoHuueckas gaza. B amom momenm eépauom ckopoii
NOMOWU BHYMPUMbIUIEHHO 88e0eH peaaHuym, be3 sgpgpexma.
Cydopoeu npodoascanucs. llegouka eocnumanu3upogana,
6 cmayuoHape nogmopHoe egederue peaanuyma, 6e3 sggex -
ma. Ilepesedena 6 omoenerue peanumayuu. Cydopoeu Kynu-
poganucy npu 8eedenuu dopmuxyma. Qouas npodoadicumens-
Hocmb npucmyna — okoa0 3 4. Bmopoit npucmyn uepes 1,5
Mec; aHan0eu4Hblil, KOpOMKUil, Kynupogaics 0o npue3oa
ckopoti nomowyu. Peaanuym e éeoduau. Ilocae 2-20 npucmy-
na Hawama aHMUdRUIENMU4ecKdas mepanus: legemupaye-
mam 6 pacmeope 6 0oze 350 me/cym (150 me ympom u 250 me
seuepom). boira pekomendosana boaee evicokas 0o3uposka,
HO npu 66edeHUU Ne6emMUpayemama omme4eHo yxyoueHue

nogedenus: nayuenmka cmana 60aee pacmopmodiCeHHOU, ae-
PECcCUBHOU, UMNYAbCUBHOU. Tpemuil npucmyn — uepes
4,5 mec; ananoeuyHolii, drumenbHocmsb 6onee 24, KynuposaH
6 omdenenuu peanumayuu. Ilocae gvinucku uz cmayuoHapa
anepebvle nposeder HouHoi BOM, komopulii nokazan 8bicoxkuil
UHOeKC MYNbMUPe2UOHAAbHOU INUAeNnMUDOPMHOL aKMUG-
Hocmu (¢ npeobaadanuem 8 npagoil u A€ol 106Hol obaac-
mu) 6o epems cha. llo3a nesemupayemama ygeauueHa
do 1000 me/cym 6 2 npuema (aepeccusHocms U UMNYAbCUB-
HOCMb npu ygeauueHuu 003bl makdice ycuauaucs). Yemeep-
moLil npucmyn — uepes 1 mec: caronomeuenue, 0podicy, 06Msi-
kanue. K nesemupayemamy 0obaesern 1amompuolcuH.
Ilamoiit npucmyn — na porne mumpayuu 1aMOMPUOICUHA
(12,5 me eeuepom): carusayus, ezdpaeusanus. Ilpodoaxcu-
menvHocmb 0k040 30 mun. Ha gpone npodonscenus npuema
aamompudxcura DII 6e3 usmenenuil. Jlamompuodicumn om-
MeHen. Beeden oxckapbazenun. Yepes 1 mec nHa goone npuema
okckapbaszenuna 6 doze 600 me/cym npubauzumenvHo 6 6 4
ympa é meyenue 2 OHell NOOPsI0 omMmeyeHbl 1eeKle KopomiKue
830pazueanus (makoe coCmMosiHue paree Omme4anoch 8 Hava-
Ae npucmynos). Yepes Heckonbko OHeli n000OHbIe 830pasusa-
HUs nosieuAuCs U nocae 3aceinanus. Ha gone npuema okckap-
bazenuna pebeHoK cman CNoKoiiHee, ycuouueee, yMeHbUIUAACh
aepeccugnocmo. llpu yuawenuu 630pazusanuii 60 8pems cHa
8pau peKkomMeH008a OMMeHUMb OKCKapbasenut, Ho pooume-
AU He XOmeau OMKAa3bl6ambCsi OM npenapama, Komopblil
yayuwun nosedenue peberka. [lonsimrka nomensms okckap-
0a3zenun Ha MONUPAMam npueena Kk momy, 4Hmo 830pasueaHusl
cmanu pesice, H0 NOAHOCHIbIO He NPOWALL, NPU SMOM B03HUKAO
pe3Koe 8030yicoerUe: YCUAUAUCH A2PeCCUBHOCHb, PA30padicU-
MeAbHOCHb, NOABUAUCH NOCIOSHHbIE B0KAAU3AUUY («<NULA-
Hue»). Tonupamam 6bin ommenen. K neeemupayemamy do-
baenen npenapam anvnpoesoii Kuciomsl. B nauane eeo
86e0eHUs OMMeHanucs 2 NPUCMYNa: KOpomrkuii poKanbHolil
(apuneoopanvhelil) npucmyn, Kynuposasuiuiicss Camocmosi-
menvHo uepe3 2 MuH, U yepe3 2 Hed — 8MOPUYHO-2eHEPaNU30-
BaHHbIIL npucmyn oaumensbHocmoto 30 MUH, Kynupoeasuiuics
66edenuem peaanuyma. Hounvie @30pacueanus npekpamu-
auch. Aepeccusi u 8030yiucoeHUe NOCMENeHHO YMEeHbUUAUCS.
Ha gpone kombunayuu nesemupayemama c nogviuleHuem 00-
360 0o 1000 me/cym u 6anvnpoesoil Kucaomol 6 003e
1000 me/cym emopuuro-eeHeparu308anHvle NPUCMYNbL Ky-
nuposanucs. Coxpansauce pedkue (1—2 paza 6 20d) goxans-
Hble (hapuHeoopansHbie) NPUCMYNbL 80 8PEMsL HOUHORO0 CHA,
4emKo 00yca061eHHble HAPYUEHUEM CXeMbl npuema npenapa-
moe@ (Hanpumep, HEB03MONICHOCMbIO Npuema AeKapcme
npu 8030yxucoeHuU, ucmepuxkax u m.Jd.). B neeponoeuueckom
cmamyce (6 éospacme 11 1em): uepenHole Hepevl — cA1abOCHb
KOHBepeeHyuu U aKkomodayuu ¢ obeux cmopoH, gpomopeax -
Yuu Jcugsle, AUYO CUMMEMPUHHO, A3blK NO CPeOHell AUHUU,
HecKkoabKo ycunena casusayus. /leueamensnas cghepa: moi-
weurblii monyc  Hopme. CyxodicunbHble peghiexcol NOBblUUeHb!
be3 uemxoii pasznuysl cmopon. IlosoxcumenvHolii cumnmom
babunckoeo ¢ obeux cmopon. Koopounamopruie npoobvt He 8bi-
noausiem. Ilpu nabaodenuu ommeuaemcs MOMOPHAsL HEAOB-

39



40

wssis' IETCKOM
HEBPOAOT UM

Ta6aumna 3. Junamuueckue usmenenus 6 HeepoiocUu1ecKkom cmamyce nayueHmKu H.

Table 3. Dynamic changes in the neurological status of the patient N.

2015

BoipaxkeHHast TOCTOSTHHAST CaBaLIUS
Constant excessive salivation

Muxkporaatus
Micrognathia

Cma3M amIyKTopoB 6enep
Spasm of the adductor muscles of the thighs

BripaxxeHHast atakcust
Severe ataxia

Hapymenue ocanku, GyHKIMOHAIBHOE YKOPOYEHUE TTPaBOit
Horu Ha 0,3 cm
Posture disorder, functional shortening of the right leg for 0.3 cm

BripakeHHBII TUTIEPTrUAPO3 U KPACHBIM AepMorpadu3mM KUCTei
M CTOII C IEPEXOIO0OM B ,Z[I/ICTaJII)HHﬁ aKpolIMaHO3

Hyperhidrosis, red dermographism of the hands and feets turning into
distal acrocyanosis

BrlpakeHHast rTUIepakKTUBHOCTD, IT0JIEBO€ BHUMAHUE, HU3KUI
KOHTAaKT, HE BBIITOJIHACT HHCTPYKIIUHN

Obvious hyperactivity, field attention, low contact, does not follow

the instructions

‘YMepeHHas cajiuBalivsi, B OCHOBHOM B CBSI31 C YaCThIM
JIBUKEHUEM «pyKa B pOT»
Moderate salivation, mostly due to frequent putting of hands into mouth

VYKperuieHre MBI JTUIa
Strengthening of the face muscles

HopManbHbIi MBIIIIEUHBIN TOHYC ¢ TEHAECHIIMEH K TUTIOTOHUM,
CcoXpaHsIolecs B BUae NMepepa3rudaHus B KPYITHBIX CycTaBax
W APYTUX IPU3HAKOB COCAUHUTEIbHOTKAHHOM AUCILIA3UU
Normal muscle tone with a tendency to hypotonia, which appears

as hyperextension of the large joints and other signs of connective tissue
dysplasia

Hepeskas atakcusi, B 00Jb11I€1 CTENEHU 3a CYET HEJIOBKOCTH
Mild ataxia, mostly due to awkwardness

BoipaxkeHHbI TUTIEPJIOPA03
Severe hyperlordosis

CYXOCTI) KOXMH B IUCTAJIBHBIX OTACTIaX KOHEYHOCTEeU
Dry skin in the distal extremities

JlocTaToOuHO yCUIYMBa, IPUBJIEKAECTCSI K KOHTAKTY U COTPYIHM -
YECTBY Ha HEIMMPOAOJKUTEIIBHOE BPEMS, BBIIIOJHACT HEKOTOPHIC
WHCTPYKIWU, CHUKEHO YYBCTBO TUCTAHIIAY, IIPUCYTCTBYIOT
CTEPEOTUITNH, C(POPMHUPOBAHBI ITPOCTAsI CIOXKETHAS UTPa,
noapaxaHue, CJIOTH, CJIOBapHbIi 3amac He 6ojee 10 cioB

The patient is quite plodding, can be involved in a contact and
cooperation for a short period of time, follows some instructions,

has impaired distance perception, stereotypies; the patient is able

to take part in a simple plot game, can imitate, can pronounce syllables;
vocabulary is not more than 10 words

Kocmb. Bvinoansem npocmuie uHcmpyKuyuu, u3oupamensua.
ImoyuonanvHo aabunrvha. Ucmowaema. Axkmuemblii crosap-
Hblll 3anac 3Ha4UmMenbHo Hudice 803pAcMHOL Hopmbl (okono 70
cn08). Ilocae 10 nem yseauuenue ca06apHoeo 3anaca npouc-
Xo0um bvicmpee, cmaia NOBMOPAMs CA08A, CMUXU, NECHU.
Lumupyem ux, ucnoav3ys wabnoHbl 0451 OMEEMa Ha 60NPOCHL,
HO omeeyaem He eceed0a Ha memy 3adanHozo. Heycuduuea
(akmueHoe sHumarnue okono 15 mun). YyecmeumenvHovix Ha-
pyuenuii nem. Hagviku onpsmuocmu cgpopmuposarst. Hou-
Hoil BOM (aesemupayemam 1000 me/cym 6 2 npuema, 6anb-
npoam 1000 me/cym 6 2 npuema): 0OCHOBHAs PUMMUKA
chopmuposana no eozpacmy. Pecuonanvras snunenmugopm-
Has aKmueHocms 8 600PCMEOBaHUL 6 1e60 N00HO-UeHM -
DANbHO-BUCOUHOU 004ACMU, HE3A8UCUMO — 6 NPABOLL 3a0He-
BUCOYHO-MeMEeHHO-3amblA04HOI 0baacmu. B xode cHa unoekc
npeocmasaeHHOCMU SNUACHMUPOPMHBIX USMEHEHUTI 3HAYUMO
Hapacmaem, YCMOUHUBO Pe2UCMPUPYIOMCA Pe2UOHANbHbLE
UBMEHeHUS: 8 €60l N0OHO-YEeHMPANbHO-8UCOYHOU obaacmu
¢ pacnpocmpanenuem Ha 3a0HUe omaoeavl U OUCAHMHBIM
DACHPOCMPAHeHUeM Ha 20MOA02UYHble Omdenbl NPOMUEONO-

JN0JUCHO0 NOAYUADUSL; HE3A8UCUMO 8 NPABOLL 3A0HEGUCOYHO-
MeMeHHO-3aMbLAOYHOU 004aCMU ¢ PACHPOCMDPAHEHUEM
Ha 3a0Hue omdenvl U OUCTMAHMHBIM PACHPOCPAHEHUEM
Ha 20MOA02UUHbBIE 0TOeAbI NPOMUBONOAOICHO20 NOAYUADUSL.
InusenmugpopmHas akmugHOCMs No MOpGoaoeUU Ha omoenb-
HbIx 3noxax 3anucu coomeemcmeyem DI, B ounamuxe
no pesyamamam BOM (2012—2016 22.) ommeuaemcs: ymeHo-
ueHue uHdeKkca npedcmaesaeHHOCIMU U AMAAUMYObl Fnuaen-
Mu@opMHOU aKkmueHoCmu. 3a 8pems HAbAO0eHUs Y 0e60YKU
KYRUPOBAHBI 8BMOPUYHO-2eHEPANU308AHHbIE CYOOPONCHBLE
npucmynst. CoxXpanames nogedenyeckue HapyuleHus é uoe
UMNYAbCUBHOCIU, HeNPOU3BOAbHbIX 60Karuzayuii. Peuesoi
3anac ygeauyuacs 0o 100 caos. Cmana 3nauumensvuo bonee
KOHMAKMHOU: cmpemumcsi K 00UjeHUr, 8081eKaemcsi 6 C08-
Mmecmuyio desmenvHocms. [Ipodoaycaem obyyenue 6 wikone
KoMneHcupyruezo 8uoa no UHOUBUAYarbHOMy HAGHY (8 co-
npogodcoeHuy moromopa). B 3axarouenue caedyem omme-
MUmMb, Mo meuerue INUACNCUU He 8AUSN0 HA CIeNneHb Noge-
denueckux Hapywienuii npu aymusme. KoeHumugHbie
CROCOOHOCMU He UBMEHUAUCH npu Oebiome 3nuiencuu
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Taomuna 4. Junamuueckue usmenenus na D3I nayuenmru H. ¢ unmepeanom ¢ 1200

Table 4. Dynamic changes on EEG of the patient N. within 1 year

EEG parameter

OcCHOBHasI pUTMHKA,
¢oHOBasE GMOBNEKTPH-
YyecKasi akTUBHOCTD
Mo3ra (6ompcTBOBa-
HHE/COH)

Basic rhythm, background
bioelectrical brain activity
(wakefulness/sleep)

30.11.2014, night VEM

OcHOBHasI aKTUBHOCTh C(DOPMUPOBAHA B TIpeIeTax
BO3PAcCTHOM HOPMBI, TIpeACTaBiIeHa (parMeHTap-
HO. OTMeyaloTCsI MOBBILIEHHbIE MHIEKC U aMILIU-
Tyma OBICTPOI aKTUBHOCTHU OeTa-Irarma3oHa.

B 6onpcTBOBaHNY PETUCTPUPYIOTCS TIEPUOTAYE-
CKME MEIJIEHHOBOJIHOBBIE aKIIEHTYalllH, [IPEUMY-
IECTBEHHO TeTa-Arana3oHa, TO B JIEBOH,

TO B MPaBO# JOOHO-1IEHTPAIbHO-BUCOYHOM
obJacTu.

B GonpcTBOBaHWM PETUCTPUPYIOTCS €MTUHIIHBIE

25.11.2015, night VEM

OcHoBHas putMuKa chopMrpoBaHa

10 BO3pAacTy.

Bo cHe oTMeuaeTcsi MOBbBIIIEHHbI MHAEKC
MPEACTABIEHHOCTU OBICTPOBOJTHOBOM aKTUBHOCTHU
OeTa-auara3oHa, BhISIBIISIOTCSI HEYCTOMYMBBIE
MEIJIEHHOBOJIHOBbIE aKLIEHTYalluX B IPaBOM
JIOOHO-1IEHTPaJIbHO-BUCOYHOM 00J1aCTU
Background activity is within the norm according

to the age. Increased index of fast activity was detected
during sleep; unstable slow-wave accentuations

3a0CTPEHHbIE TIOTCHIIMABI B JIEBOM, pexKe
B MpaBoii T0OHO-1IEHTPAJbHOM 00J1aCTH.

in the right frontal-central-temporal region are also
registered

Bo cHe peructpupyercs mepuoanIecKoe 3aMeie-
HUe TeTa-IeIbTa-Iuamna3oHa B JIEBOM JTJOOHO-

BUCOYHOI 00Jy1acTu

Background activity is within the norm according to the
age, is presented fragmentally. Increased index and
amplitude of the fast activity in the beta range is detected.
Periodical slow-wave accentuations mostly in the
teta-range in the left and right frontal-central-temporal

regions are registered during wakefulness.

Individual peaked potentials in the left (sometimes in the
right) frontal-central region are detected during

wakefulness.

Slowing of the theta/delta range activity in the left
frontal-temporal region is recorded during sleep

AnunentudopMHast Her
aKTMBHOCTb (bompcr-  None
BOBaHNE)

Epileptiform activity
(wakefulness)

U He YAYHWUAUCS NPU Kynuposaruu npucmynos. Heboavuioe
YAVMULeHUE NCUXUMECK020 COCMOSHUS, D0aee 8ePOSMHO, C85-
3AHO C 83POCACHUCM U HENPEKPAUARUUMUCS PA3BUBAIOUUMU
sanamusmu. K coxcanenuro, Heav3s ckazams, 4mo npu 3Ha-
YUMEAbHOM YMEHbULeHUU UHOCKCA SNUNERMUPOPMHBIX U3Me-
HeHuil Ha DII 60 8pems HOUHO20 CHA Y 0e8OUKU YAYHUIUAOC
neuxu4eckoe pasgumue.

Knunuyeckui cnyyaii 2

Hayuenmra H., 5 sem, nabarooaemcs 6 kaunuxe UJIHD
um. Cesmumens JIyku no noody eepuguuupo8arHHoeo Cu-
dpoma Koavuyesoil xpomocomnol 22 (q13), aymuszma, 3adep-
JACKU NCUXOPEUe8020 PA36UMUSL, COCMOAHUS, ACCOUUUPO-
6anHoeo ¢ Huskum unoexcom A na IDI. U3 anamuesa
u3gecmHo, umo degouxa om 1-ii bepemeHHoCmU, NPomeKas-
weil Ha gone mMHo20600us 6 111 mpumecmpe, u onepamug-
HbIX 0008 8 CPOK nymem IKCMPEHHO20 Kecapeda CeveHus.

B cocTrossHMM G0aPCTBOBAaHUS PETUCTPUPYETCS
SNUIeNTU(POPMHAST aKTUBHOCTD B BUIE CIMHUY-
HBIX OCTPBIX BOJIH, KOMIUIEKCOB ITMK—BOJIHA,
OCTpasd—MEIJICHHaA BOJIHa

B MPaBOM LIEHTPaJIbHO-BUCOYHOI 00JIaCTH,
MEePUOANIECKH C PACIIPOCTPAHEHUEM

Ha IpaByIo JIOOHYIO 00JIaCTh

Epileptiform activity is detected during wakefulness.

It includes isolated sharp waves, spike-and-wave and
sharp-and-slow wave complexes in the right central-
temporal region, periodically spreading to the right frontal
region

IIpu poxcdenuu macca mena 2690 e, pocm 51 cm, no wkane
Aneap 8 uz 9 6annos. C podicoeHuss ommeuaemcs 8bipadlceH -
Has dug@ysnas moluieuras eunomorus. Paunnee pazsumue
npoUCxoouno ¢ HeboAbUWOU 3a0epPIHCKOl: Ha1ala nepegopa-
yueamoscs 6 5,5 mec, cudemsv u noazame — 6 8 mec 3 Heo,
eécmasams u xo0ume y onopsi — 6 9 mec, xooums — 6 1 200
3 mec. Ilepsoe cro6o «daii» — 6 3 eoda. B 1 200 4 mec 06-
caedosarna ¢ HIII JII1. DI chuxcernue nopoea cyoopodic-
Holi comosHocmu. Komnvromepras momoepaghus 201081020
Mo3ea: eunonaasus uepes moziceuka. Koncyaomayus op-
moneoa: sunepmoOUILHOCI CYCMABOE, NAOCK08ANbEYCHbLE
cmonbl, nepekoc maza enpaso. Ilpogedeno eenemuyeckoe
obcaedogaHue: Kapuomun — Koavyegas xpomocoma 22
(22q13.3). D3OI’ 6 1200 10 mec: snusenmughopmHoii akmue-
Hocmu He ebisisaeno. Ocmomp ncuxuampa 6 1 200 10 mec:
IMOUUOHANBHOMY KOHMAKMY 00CMYNHA, usbupamens-
HO QKMUBHA, PACMOPMONCEHA, 8 Peull OMOeAbHble CA02U.
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EEG parameter

OnunentudopMHas
aKTUBHOCTD (COH)
Epileptiform activity
(sleep)

30.11.2014, night VEM

B xone cHa HUBKMM MHAEKCOM IIPENCTaBIeHHOCTA
PErUuCTPUPYIOTCS perMoHaTbHbIE SMUIENTUHOPM-
HbIE U3BMEHEHUS B BUIE KOMIUIEKCOB MUK — MEJI-
JIEHHAs BOJIHA CpeHEN aMIUIMTY/bl B JIEBOW
nepeaHeI00HoM 001aCTH, SMU30IUYECKU

B [IPaBOYi MTePeIHEI00HON 00IacT

Rare regional epileptiform changes are detected during
sleep. They include spike-and-slow wave complexes of
moderate amplitude in the left anterior frontal region,
periodically in the right anterior frontal region

4

Oxonuanue mabn. 4
End of table 4

25.11.2015, night VEM

Bo cHe peructpupyercs anuaenTuGopMHast

aKTUBHOCTD B BUIE CITAiKOB, OCTPBIX BOJIH,

KOMIUTEKCOB TTMK—BOJTHA, OCTpas—MeIJIeHHAasT

BOJIHA, IIPEICTaBICHHAS:

* B IpaBoii JIOOHOI 00J1aCTH;

© B IIPaBOU IEHTPATHHO-BUCOYHOI OOJIACTH,
MEPUOAUNIECKH C PACIIPOCTPAHEHUEM

*  Ha IIpaBylO JIOOHYIO 00J1aCTh;

*  BJICBOWM JJOOHOW 00JIaCTH;

© B JIEBOW BUCOYHOI 00JaCTH, IEPUOIUIECKHU

* € pacnpoCTpaHEHUEM Ha JIEBYIO LEHTPAIbHO-
JIOOHYIO 00JIaCTh;

©  eIMHUYHBIMU KOPOTKMMU OM(MPOHTATBHBIMU
pa3psiiaMu HU3KOM CTENeHU OuiaTepaaibHOM
CUHXPOHU3ALIUU.

Bo cHe oTMeuaeTcst HapacTaHue MHAEKCA Mpea-

CTaBJEHHOCTH SMUICNTUDOPMHOI aKTUBHOCTH,

Ha OTHebHBIX 21oxax nqocturawoiiee 20—30 %,

B 1IEJIOM He TpeBblmaromee 5—15 %

Epileptiform activity is detected during sleep.

It includes spikes, sharp waves, spike-and-wave and

sharp-and-slow wave complexes, registered:

. in the right frontal region;

. in the right central-temporal region, periodically
spreading to the right frontal region;

. in the left frontal region;

. in the left temporal region, periodically spreading
to the left central-frontal region;

. isolated short bifrontal discharges with low-level

bilateral synchrony.

o Epileptiform activity increases during sleep, reaching
20—30 % in some recording periods, but not
exceeding 5—15 % in total

DrnunenTudopMHast aKTUBHOCTD T10 CBOE MOP(OJIOTUY Ha OTAEIBHBIX SITOXaX 3aIIMCU COOTBETCTBYET
JI0OPOKAYeCTBEHHBIM SMIJIENITU(OPMHBIM NTAaTTEPHAM IETCTBA
Morphological features of epileptiform activity match those of BEDC during some recording periods

Ilpumenanue. DII" — snexkmposnuyeganoepamma; BOM — eudeo-II3T monumopune.

Note. EEG — electroencephalogram; VEM — video- EEG-monitoring.

C mamepovio obwaemcs ywcecmamu. Ilonsimka cumnmoma-
MmuvecKk0eo MeOUKaAMeHmMo3H020 AeUeHUs] NOBeOeHUEeCKUX
HapyuwleHull pucnosenmom U CmuMyasyus HoOmponHoIMU
npenapamamu (nanmozam) npueea K Hapacmauur eunep-
OQUHAMUYECK020 CUHOPOMA, Aepeccull U UMNYAbCUBHOCU.
[locae ommenst mepanuu cocmosue yayuuuaocs. C 3 aem
cucmemamuuecku noayvyaem ABA-mepanuro, adanmusHyio
Quskyavmypy u 3auamus c arozonedom. Ha gone 3anamuii
ommeuaemcs yay4uieHue paseumus u nogedenus (maba. 3).
Hunamuueckue usmernenus Ha D31 nayuenmru ompasjceHvl
6 maoba. 4 u na puc. 1—4.

[1pu cpaBHEHUYM B TMHAMUKE OTMEYaeTCs TOSIBJICHUE
peaKoi anmIenTU@OPMHON aKTUBHOCTH B OOAPCTBOBA-
HMM, a TAKXE HapacTaHUe MPeICTaBJICHHOCTH U U3MEHe-
HHeE ee JIOKAJIM3alluK BO CHE.

006a KJIMHUYECKUX cllydast JEMOHCTPUPYIOT CXOJ-
CTBO KJIMHMYeCKUX npossienunii. [Ipu COM snurern-
cusl MMeeT BO3pacT3aBUCHUMOE TeUeHUe: MOsIBICHUE
JADIIM na D3I ¢ ganpHEeWIIMM HapacTaHUEeM MHIeKca
MU TU(GOPMHON aKTUBHOCTU BO BpeMsl CHa, Ie0I0T
(hapuHroopaabHbIX IIPUCTYIIOB B LIKOJIbHOM BO3pacTe.
[IpuCTyIbl UMEIOT CKJIOHHOCTh K BTOPUYHOI T'eHepali-
3allMM U CTAaTyCHOMY TedeHuo. [Ipu Tepanuu ciaeayeT
u30beraTh Ha3HauYeHUs JIaMOTPUIKXKMHA U KapbaMa3se-
nuHa. [Ipemapatsl BbIOOpa — BajIbIIpOeBasi KMCIOTA,
JIeBeTUpaLleTaM.

JlekapcTBeHHas Tepamnus 3aAepXKKKU pa3BUTHUS U ay-
tu3Mma y gereii ¢ COM HeomHo3HayHa. Tak, B o6oux
HaIllMX HAOJIOAeHUSIX MONbITKA IPUMEHEHUs HEpo-
JIENITUKOB [/ KOPPEKLMH OBEASHUECKUX HAPYILIEHUI
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Puc. 1. Oaexmposuueganoepamma nayuenmxu H., nepexod ko cHy
(30.11.2014). PecuonanvHas snurenmug)opmHas GkMueHOCmMs: UK — Me0-
JIeHHAs1 0AHA 8 NPABOLl N0OHOI 06AGCMU ¢ PACNPOCMPAHEHUEM HA NPABYIO
NnepeOHesUCOUHYH0 001aCMb, HEe3A8UCUMO 8 NPABOU UEHMPANbHO-BUCOHHOL
obaacmu, He3a8ucumo 8 1e6oil 100HOl obaacmu (006poKauecmeeHHble SnU-
nenmughopmHble nammepHsl 0emcmea)

Fig. 1. Electroencephalogram of the patient N., transition to sleep
(30.11.2014). Regional epileptiform activity: spike-and-slow wave in the right
frontal region spreading to the right anterior temporal region, independently
in the right central-temporal region, independently in the left frontal region
(benign epileptiform discharges of childhood)

Puc. 2. Daexmposnyepanroepamma nayuenmxu H., nepexod ko cny
(25.11.2015). Peecuonanvhas 3nusenmugpoOpmMHas aAKmMUHOCMb: NUK —
MeONeHHAs 80MHA 6 NeB0l 3a0HeN00HO-8UCOYHOU 004aCmU, He3A8UCUMO
6 npaesoil 100HOU obaacmu ¢ pacnpocmpaHeHuem Ha NPagyr nepeoHesu -
couHyo ob6aacme (doOpokavecmeeHHble INUAENMUDPOPMHbIE NAMMEPHbL
demcmea)

Fig. 2. Electroencephalogram of the patient N., transition to sleep
(25.11.2015). Regional epileptiform activity: spike-and-slow wave in the left
posterior frontal-temporal region, independently in the right frontal region
spreading to the right anterior temporal region (benign epileptiform discharg-
es of childhood)

npuBeja K napagokcalbHoMy 3 @PeKTy — HapacTa-
HUIO MOTOPHOI PAaCTOPMOXEHHOCTU ¥ BO3OYIUMOCTH,
a IpUMMEHEeHMe TaK Ha3blBaeMbIX MSIKUX HOOTPOIIOB,
pa3pelleHHbIX B I€TCKOM Bo3pacTe (FOIMaHTeHOBask KMC-
JIOTa), YCUJIMJIO BO3OYIMMOCTD B IIOBEIEHUM U VXYL~
10 KaptuHy D3OI 3HaunTeabHO Oosee 3PPeKTUBHBIMU
0Ka3aJIMCh Pa3BUBAIOIINE 3aHSITHS C IPUMEHEHUEM Me-
Toauku ABA, HelipoKoppeKIIMs, JTIOTONeAUIECKUIA Mac-
cax ISl YMEHbIIEHUS TUIlepCaluBallii, aganTUBHAasI

Puc. 3. Inexkmposnyepanroepamma nayuenmxu H., con (30.11.2014). Pe-
2UOHANbHAS INUNENMUPOPMHAS AKMUBHOCMb: NUK — MeOAeHHAs 601HA,
ocmpas—meoneHHas 604HA 8 NPABoi N06HOU 06AACMU ¢ PACHPOCIPAHEHUEM
Ha npagyio nepeoHesUCOHHY0 001aACMb, He3A8UCUMO 8 NPABOLL UEHMPANbHO-
BUCOYHOL 001aCMU, HE3ABUCUMO 8 18011 N0OHOI 06AaAcCmU ¢ PACHPOCMpPaHe-
HUeM Ha Ne8YH0 UEHMPANbHYIO U 8UCOUHYI0 004acmu U OUCIAHMHbIM Pac-
NPOCMPAHEeHUeM Ha 20MOA02UUHbIE OMOebl NPOMUBONOAOICHO20 HOAYUIAPUS]
(OobpokauecmeeHHble SnuULenMUPOPMHbIe NAMMEPHBL Oemcmea)

Fig. 3. Electroencephalogram of the patient N., sleep (30.11.2014). Region-
al epileptiform activity: spike-and-slow wave, sharp-and-slow wave in the
right frontal region spreading to the right anterior temporal region, indepen-
dently in the right central-temporal region, independently in the left frontal
region spreading to left central and temporal regions and with distant spread
to the homologous regions of the opposite hemisphere (benign epileptiform
discharges of childhood)

Puc. 4. Dnexmposnyegpanoepamma nayuenmxu H., con (25.11.2015). Pe-
2UOHANbHAS HNUNENMUPOPMHAS AKIMUBHOCMb: NUK — MeOAeHHAs 80AHd,
ocmpas—meoNeHHas 804HA 8 NPABOLL N0OHOT 00AGCIU ¢ PACHPOCMPAHEHUEeM
Ha npasyio nepeoHesUCoHHyo 004acmb, He3a8UCUMO 8 NPABOLL UEHMPANbHO-
BUCOYHOI 001aCMU, HE3A8UCUMO & Ne80I N0OHOI 0baacmU ¢ pacnpocmpane-
HUeM Ha Ne8yI0 UeHMPAAbHYIO U 8UCOUHYI0 00aacmu U OUCAHMHbIM Pac-
NPOCMPAHeHUeM Ha 20MOA02UHHbIE OMOenbl NPOMUBONOA0ICHO0 NOAYIADUS
(Dobpokavecmeenvie InULenMUPoOpmMHble NAMMEPHbL 0eMCcmea)

Fig. 4. Electroencephalogram of the patient N., sleep (25.11.2015). Region-
al epileptiform activity: spike-and-slow, sharp-and-slow wave in the right
frontal region spreading to the right anterior temporal region, independently
in the right central-temporal region, independently in the left frontal region
spreading to left central and temporal regions and with distant spread to the
homologous regions of the opposite hemisphere (benign epileptiform discharg-
es of childhood)

¢bu3KyaBTYpa IJIs1 KOPPEKINU TIOCKOCTOIIMS, HAapy-
IICHUST OCAHKM, YJIYYIICHUS MMOXOAKHA M MEJIKOIl MO-
TOPHUKH.
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Onunentud@opMHasgs aKTUBHOCTb y ITallMEHTOB
¢ COM B OOJBIIMHCTBE Cily4aeB MMeeT XapakKTep
JADIIA. JaHnHag aKTUBHOCTDH BCTpeUaeTCsl Y 3I0POBBIX
JIeTeil MKOJBbHOIO BO3pacTa Ipu OOJIBIIIOM KOJIMIESCTBE
3aboneBanuii ITHC, a Takke 1ipy pa3InyHbIX TeHETUYE-
CKMX CHUHAPOMAX, KaK B COYETAHUM C SMICTITUIECCKI-
MU IpUCTyIlaMu, Tak U 06e3 Hux. K cuHapomam c amnu-
JNeNTU(MOPMHOI aKTUBHOCTBIO 1o Tuity ADI1/ Ha DT,
HO 0€3 3MICITUICCKUX IIPUCTYIIOB OTHOCATCSI CHHIPOM
JIOMKOM X-xpoMocoMbl (cuHIpoM MaptuHa—bemn)
u cunnpom Kumaiingensrepa (47, XYY). JJaHHBINA CHH-
JIIPOM SIBJISIETCSI €Ille OMHUM ITOATBEPXKICHUEM KOHIICTI-
uuu H. Doose 0 BpoxXJIeHHOM HapylleHUU MPOLIeCCOB

CO3peBaHUS MO3Ta, KOTJa ¢ HaCTyIUICHHEM IybepTraTa
SIIMJICTICUS ITOCTeIIeHHO yracaeT [1].

BaxHo manpHeiilnee n3ydeHUe TSICHUS SMICTICHI
u u3MeHeHnit Ha DDI y manmeHToB ¢ COM. HezaBucumo
OT HAJIMYMS Y TTIAIIMEHTOB SIICIITUYECKIX IIPUCTYIIOB pe-
KOMeEHIyeM TTpoBoauTh BOM ¢ BKiIioyeHreM HOUHOTO CHa
JeTsIM (M TI0 moKa3aHusIM B3pociabiM) ¢ CDOM Kak MUHH-
MyM 1 pa3 B rofi, YTOObI BEISIBUTh XapaKTep BO3PACTHBIX U3~
MeHeHmit DD npu naHHOM cuHApoMe. B cBsI31 ¢ BEICOKOI
BEPOSITHOCTBIO pa3BUTHS OITyXOJIEH 3aqHEN YepEeTHOMN SIMKA
Takke Heooxoauma MPT. [ToMruMo 3TOro nokazaHbl Ha-
OroeHYE ¥ JICYCHUE Y HEBPOJIOTa, SITMJICTITOJIOTA, TICUXM-
aTpa, a B JETCKOM BO3pacTe — KOPPEKIIMOHHO-Pa3BUBaI0-
LIME 3aHSTHUS C TICUXOJIOTOM, Je(EKTOIOrOM U JIOTOIEIOM.

Asmopbt evipaxcatom 6aazo0apHocms podumensm nayuenmos ¢ cunopomom Pesan—Makepmud 3a uHgopmayuoHHy0

HOMOUb.

Poccuiickue cembu ¢ demomu ¢ OAQHHBIM CUHOPOMOM MOZYM NPUCOCOUHUMBCS K NALUeHMCKOMY 00seduneruro «Cunopom
Denan—Max Jepmud» (https://www.facebook.com/groups/755372414572077/), aeaaowemycs nodpazoesernuem meicoyHa-

POOHO20 coobulecmea cemeil ¢ demomu, umerouwumu cunopom Peasan—Mak epmud.
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Jnunenmuyeckan 3Huethanonamud, UHAYUUPOBAHHAA NUXOpaAKoIl,
Yy Aemeil wxonbHoro so3pacma (FIRES): 0630p numepamypbl
u cobcmseHnble HabnoaeHus

C.JI1. Kymukosal, C.A. JIuxaues!, C.A. Benas!, T.B. Ceunkonckas!, A.P. Kamuna2
! Pecny6ukanckuii Hay4HO-nPaKMUH4ecKuil YeHmp He6poAoUY U HelpoXUPYpeUlL;
Pecnybauxa Benapyce, 220114 Munck, ya. @. Ckopunbt, 24;
2Y3 «4-1 20podcKas 0emcKas KAuHU4eckas noaukaunuka»; Pecnybauxa beaapyce, 220055 Munck, ya. Haauboxckas, 15

Konmaxmoi: Ceemaana Jleonudosna Kyauxosa sviatlana.kulikova @gmail.com

Dnunenmuveckasn uyegaronamus, uHAyyUposarras auxopaokoil (febrile infection-related epilepsy syndrome — FIRES), — 310xauecmeennas
Gopma snunenmuueckoil SHUeGaronamuU HeyCMaHoBACHHOI SMUON02ULL, BO3HUKAIOWAS. HA (hOHe NOAHO20 300P08bs Y Oemell WKOIbHO20 8603pacma,
XapaKkmepusyrouascst 0CMpbiM Ha4anoM, AUXOPAOKOLL, ¢ NOCACOVIOUUM PA3EUMUEM SNUAENMUHECK020 CHIAMYCA, KOHUMUBHbIX HApYuleHU U gap-
MaKopesucmeHmHou snuiencuu. B cmamoe npuseden 0630p aumepamyput no 3muosoeul, OUAZHOCIUKe, KAUHUMECKUM NPOSGNCHUSIM U NeHEeHUIO
dannoeo 3abonesanus. Onucan coocmeerHtblll onvim HaobAOeHUs 3a 4 nayueHmamu ¢ dedromom 6oae3Hu 8 gozpacme om 4 0o 14 .aem ¢ npodoaicu-
menvHocmblo dnunenmuyeckoeo cmamyca om 3 do 27 cym. Bce nayuenmsi Hyscoaaucs 8 UHMeHCUGHOL Mepanuill ¢ UCN0Ab308anuem 6apoumypo-
6020 HAPKO03a U PecnUpamopHoil oddepicku. B ocmpulii hepuood 60ae3HU aHANU3 CHUHHOMO32080i1 HCUOKOCMU U MACHUMHO-PE30HAHCHAS. MOMO-
epaghus (MPT) ne sviseunu cyuecmeeHHbIX OMKAOHEHULL HU 8 00HOM cayyae. B 1 nabarodenuu Obin 06HapysceH aupyc npocmoeo eepneca 6-eo muna
6 NelKOYUmax nepugeputeckoil Kpogu nocpedcmeom NOAUMEPA3HOU UenHoi peakyuu. Bee nayuenms: noayvaiu anmusnuienmu4eckue, npomu-
606UPYCHble, AHMUOAKMEPUANbHbIE NPENapamyl, Cmepoudsl U 6HympuUeeHHble UMMYH02100yauHbL. Tlocie Kynuposanus snunenmu4ecko2o cmamy-
Ca 80 6CeX CAYHAAX OMMEHUEHO pazgumue QapmaxopesucmeHmnoi snutencuu. KoenumusHvie HapyuieHus 8biseAeHbL Y 6ceX NAUUEHMO8: 8 2 cayHa-
X — Om feekux 00 ymepeHHbix, 6 2 opyeux — mscenvle. Jleekue 0gueamenshvie HapyueHUs paseuaucy 8 2 cayuasx, 6 1 cayuae — msicensiti
cnacmuyeckuti mempanapes. HumepuxmansHas sneKkmposnyedanoepamma 6 Xxporuueckyro gazy y 3 uz 4 nayuenmog gviseasna ougysroe 3a-
MedneHuUe KOPKOBO20 PUMMA: 8 2 CAYMASIX — SNUACHMUPOPMHYI0 AKMUBHOCTb 6 8U0e KOMNACKCO8 CNALK—B0AHA, 0CMPAS—MEONeHHAS B0AHA 8 100~
HO-BUCOYHBIX 0MBeOeHUsIX, 8 1 cayuae — npooonsiceHHoe HepummuuHoe 3amedieHue 6 A00H0-6UCOMHOU oonacmu cnpasa. Hccaedosarue ¢ noMouibro
MPT evinoaneno y 3 uz 4 nayuenmog 6 xponu4eckyro gpasy 6oaesnu. Toavko 6 1 cayuae nabarodancs ampoghuueckuii npoyecc 8 100HO-BUCOUHBIX
0meeOeHUsIX.

FIRES npusodum k pazeumuio papmaxope3ucmeHmHo SNUANCUl U KOCHUMUBHbIM HAPYUEHUSM 60 8CEX CAVHASIX.

Karoueewie caosa: snusenmuueckas snyegparonamus, undyyuposannas auxopaokoi (FIRES), kaunuueckue ocobenHocmu, seuerue

DOI: 10.17650/2073-8803-2016-11-4-45-53

FEBRILE INFECTION-RELATED EPILEPSY SYNDROME (FIRES) IN SCHOOLCHILDREN: LITERATURE
REVIEW AND OWN OBSERVATIONS

S.L. Kulikoval, S.A. Likhachev!, S.A. Belaya!, T.V. Svinkovskaya®, A.R. Kashyna?
Republican Research and Clinical Center of Neurology and Neurosurgery; 24 F. Skoriny st., Minsk 220114, Republic of Belarus;
24" City Children’s Clinical Polyclinic; 15 Nalibokskaya St., Minsk 220055, Republic of Belarus

FIRES (febrile infection-related epilepsy syndrome) — an epileptic syndrome that presents with multifocal refractory status epilepticus
in previously normal children following a nonspecific febrile illness and evolves into a chronic, refractory, focal epilepsy with associated cogni-
tive and behavioral difficulties. The article provides an overview of the literature on the etiology, diagnosis, clinical manifestations and treatment
of this disease. We describe our own experience of observing the 4 patients with FIRES with the onset at the age from 4 to 14 years, with status
epilepticus of duration from 3 to 27 days. All patients required intensive care treatment using burst-suppression coma and ventilatory support.
Analysis of the cerebrospinal fluid, magnetic resonance imaging were no significant during the acute period in all patients. In one case, herpes
simplex virus 6 type was detected by polymerase chain reaction in the serum and leucocytes. All patients were treated with antiepileptical, an-
tiviral and antimicrobial drugs, steroids and IVIG. After status epilepticus drug-resistant epilepsy developed in all children. Two patients had
mild cognitive impairment, the other 2 — severe. Light motor disturbances occurred in 2 children, I child had severe spastic tetraparesis. Inter-
ictal electroencephalography in chronic phase in 3 of 4 patients identified diffuse slowing of cortical rhythm, in 2 cases — epileptiform activity
in the form of a spike-and-wave, sharp—slow wave in the fronto-temporal areas, in 1 case — the continuation irregular slow in the fronto-
temporal region. Follow-up magnetic resonance imaging was performed in 3 cases: 2 were normal and 1 had mild diffuse cortical atrophy.
FIRES resulted in the development of drug-resistant epilepsy and cognitive impairment in all cases.

Key words: epileptic encephalopathy, FIRES, clinical features, treatment
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DrmenTudeckas dHLehaToNnaTs, THAYINPOBaHHAS
ymxopankoii (febrile infection-related epilepsy syndrome —
FIRES), — 3n0okauecTBeHHas1 (popMa SMUIECTITUIECKOM
SHIIe(aTIONaTUN HEYCTAaHOBJICHHOM 3THOJIOTUH, BO3HU-
KamImas Ha (poHE ITOJTHOTO 340POBbS Y OETeil IIKOJb-
HOTO BO3pacTa, XapaKTepU3YIOIIasiCs OCTPHIM HavYaJIoM,
JIMXOPAIKOM, C MOCICAYIOIINM Pa3BUTHEM SITIICITHYC-
CKOTO cTaTyca, KOTHUTUBHBIX HAapyIICHU 1 (dapMaKo-
pe3ucTeHTHOU anuiencuu. Bnepsrie 3a0ojieBaHue C TTO-
IOOHOI KIIMHUYECKOM KapTUHOM ObLI0 onrcaHo B 1961 1.
KaK ocTpas dHIIe(haIonaTis HesICHOTO IMPOMCXOXICHUS
[10], mo3xe, B 1986 . — KaK 60Jie3Hb, IIPOTEKAIOLIASI
C OCTPHIM HadvajJoOM, pa3BUTHEM SHIledaanuTa y paHee
3MOPOBBIX Y MHTEJJICKTYaJIbHO COXpaHHBIX meteit [10].
HMmeroTcs equHUYHbBIE ITyOIMKALMM C ONTMCAHUEM JIe0I0Ta
3a00y1eBaHUS Y B3POCHBIX [2].

B nutepatype 3a0oieBaHUe UMEET pa3iMuHbIe Ha-
3BaHUsI, KaXI0€ U3 KOTOPHIX YKAa3bIBaeT Ha BO3MOXHBII
STHOMATOTEeHE3 M 0COOCHHOCTH KJIMHUYECKOM KapTUHBI,
cpenu HUX:

*  «OCTpHIN 3HLEGANTUT C YCTOHUYUBO MOBTOPSIO-
IIUMUCS TTaplIraIbHBIMU IIPUCTyIaMu» (acute
encephalitis with refractory repetitive partial sei-
zures — AERRPS) [24];

*  OINWIECNTUYECKUN CTATYC C YIIOPHOM JIMXOpal-
KOl BBHIY IIpEATIOIaraeMoro 3HIledaiuTa» (se-
vere refractory status epilepticus due to presumed
encephalitis) [18];

*  «MIHOTIATHYECKasl 3JI0KAaYeCTBEHHAS SIUJICIITH -
yeckas dH1Iedaonarus» (idiopathic catastrophic
epileptic encephalopathy) [17];

*  «IIEpPBUYHBINA pedpaKTEepHBIN SMUICHTUIECKUA
craryc» (new-onset refractory status epilepticus —
NORSE) [2];

*  «pa3pylIdTeSIbHAs 3MMUJICIITHIecKas SHIedano-
naTus y AeTeil IKOJbHOro Bo3pacTa» (devastat-
ing epileptic encephalopathy in school-aged child-
ren — DESC) [17];

*  «CHHIPOM SMIWIEIICUN, MHAYLIMPOBAaHHBIN (hed-
punbHOI mHbekmuei» (febrile infection-related
epilepsy syndrome — FIRES) [11];

*  «OnuIenTudeckKas 3HIehaToNaTus, HHIYLINPO-
BaHHAas IMXOPAIKOM, Y JETel IIKOJbHOIO BO3pa-
cra» (fever-induced refractory epileptic encepha-
lopathy of school-age children) [21].

Ha teppuropuu EBporsl yaiiie MCOIb3YeTCs TEPMUH

FIRES, a Bpauu SInonun npeamnounraror AERRPS [6].

OtuonaroreHe3 FIRES no cux mop ocTtaercst HeBbI-
SICHEHHBIM. BBIIBUTAIMCh pa3TMIHbIC TUITOTE3bl BO3HUK-
HOBEHUSI JAaHHOTO 3a00JIeBaHUS: MMMYHOJIOTHMYECKasI, Te-
HeTUyecKasi, nH¢peknuoHHas. [IepBoHaYaIbHO B CBSI3U
C HEOOJIBIIINM TTPOMEXKYTKOM BPpEMEHM MEXIY JIMXOpaI-
KO U IMWJICTITUICCKUM CTaTyCOM JOMMHUPOBaIa MH(EK-
LIMOHHAS Teopus. Psim aBTOpOB Ipedronraraim, 4To B OC-
HOBe 3a00JIeBaHUS JICXKUT pa3BUTUE MHOPEKIIMOHHOTO

sHIedannTa, BHI3BAHHOTO HEU3BECTHBIM BO30YIUTEIEM
[6, 7, 18]. OnHako, HECMOTpPSI HAa UMEIOIIUIACS IS0~
TO3 B LiepebpocrmHanbHOM xkuakocty (LIC2K) HeKoTophIx
manueHToB [ 10, 24], mouck Bo3oynuteneit FIRES cyiect-
BYIOLLIMMH METOAAMU He Iajl pe3yabTaTosB [6, 7, 18]. B ka-
YeCTBE BO30yIUTEICH IIPEIIOIaraiich BUPYC IIPOCTOTO
repreca (BIIT') 1-ro 1 2-ro TUIIOB, SHTEPOBUPYC, BUPYCHI
repreca 6—8-ro Tunos, uuromeranosupyc (LIMB), Bupyc
Omureiina—bapp, Bupychl Kokcaku, ECHO, rpumnma A u B,
naparpurnma 1—3-ro Turos, renmatuta A u B, mapBoBu-
pyc B19, Bo30OynuTens sammuaeMUuecKoro ImapoTuTa, aie-
HOBHpYC, apOOBUPYCHI, BUPYC KOPHU, PETPOBUPYC, BUPYC
KjenieBoro sHuedanura. Cepojaornuyeckoe ucciaenoBaHue
mmpoBoauiiock mist Toxoplasma, Mycoplasma pneumoniae,
Borrelia burgdorferi, Bartonella n Rickettsia. [1pn 3TOM Bce
aHaJIu3bl ObUIX OTpULIATeIbHBIMU [11].

B cBs13u ¢ oTCyTCTBHEM SIBHOTO MH(PEKIIMOHHOTO
areHTa cpopMrpoBaiach UMMYHOOITOCpeaOBaHHas (BOC-
MmajauTe bHas ) Teopus. Y yacTtu marueHToB B LIC2K ompe-
JIEJISITU TIOBBIIIICHNE HEONITEPMHA, KOTOPOE HAOIIOMAeTCsT
IIPY LIUTOTOKCUYECKOM UMMYHHOM OTBETe (OCTpBIC BU-
pPYCHBIEe MH(PEKIINY, ayTOMMMYHHBIC 3a00JICBaHMS U JIP.)
[21]. Takke B HEKOTOPBIX CIIy4asiX OTMEUYAJIOCh MOBBIIIIE-
HHE TaKuX aHTUTeN, Kak aHTU-GluR2 (aHTHTEN0 K CYyOBE-
nuanie NMDA-penieniropa) u antu-GAD [8, 24]. OgHako
IIpY OMOTICVM MO3Ta U TTaTOJIOT0aHATOMUIECKUX UCCIIEeI0-
BaHusx nauueHToB ¢ FIRES He oTmMeuanoch mpu3HaKoB
BocniajieHus [11, 17]. [IpumeHeHEe UMMYHOMOMY/ISITOPOB,
KOPTUKOCTEPOMIOB, MMMYHOIJIOOY/IMHA U Ta3Madepesa
npu neyeHun FIRES B ocTpylo mim XpoHUUYECKYIO cTa-
IO PENKO IMIPUBOIWIIO K YIYYIICHUIO COCTOSTHUS TallM-
eHToB [8, 10, 24]. Takoii xxe 3pdeKT oT™Medascs U B MO -
IPYIIIIE IeTeil, Y KOTOPBIX ObLIM OOHAPYKEHBI aHTUTEIA
antu-GluR2 [24]. Takum o06pa3oM, UMMYHOOIIOCPEH0-
BaHHas (BOCHAIIMTENIbHAST) TEOPHUSI TAKKe SIBJIICTCS COM-
HUTEJIBbHOM, a HEMOCTOSTHHBIE «MapKePhI» BOCIAJIEHMSI,
obHapyxuBaeMmble B ocTpoit ¢paze FIRES, moryr cBuze-
TEJILCTBOBATh O HEMPOHAILHOM ITOBPEXKICHUM.

YYuTHIBast HEKOTOPOE YAYUIICHNE COCTOSIHUS P
MMPUMEHEHNM KEeTOTeHHOM AUeThl B OCTPOil (pa3e 3aboJe-
BaHUs, BRIIBUTAINCH TIpennonaoxeHust, yto FIRES mo-
KeT OBITh CBSI3aH C ACDUIIMTOM MEPEHOCUYNKA TITIOKO3BI
(Glut-1) [11].

B nocnenHee BpeMmsi HauboJiee IMPOKO 00CyXaa-
eTcsl reHeTndecKas reopus. Ilpenromnaraior, 4To ocTpast
daza FIRES npencraBisger coboil ocTpeiilliee Hayamxo
BIUJIETICUU, OO0YCIOBIEHHO TeHeTUYECKOM Mpeapaciio-
JIOKEHHOCTBIO M HAIMIMEM TPUITEepa B BUIE JIMXOPAIKKA
I HEYCTAHOBJIEHHOTO MH(pEKIIMOHHOTo areHTa. OmHako
MyTalli{ B TeHaX, CBSI3aHHBIX C SIIUJICIICHE, YyBCTBU-
TeJIbHOM K JTUXopanke, Takux Kak SCNIA (curapom [pa-
Be) u PCDH 19, vim B reHaX, CBSI3aHHBIX ¢ MH(MEKIINei, 3a-
ITyCKAIOIIMX SHIIe(aTIOMaTHIO U SIMWICHTUICCKHIA CTaTyC,
Takux Kak POLGI (curapom AJbliepca), Kak IIpaBuio,
OTCYTCTBYIOT [12].
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Takum oOpa3oMm, B COOTBETCTBUM C PEKOMEH AU -
aMu MexXayHapoaHOU JUru no 0opbbe ¢ 3MUJIEICHU-
el (International League Against Epilepsy — ILAE) [4]
FIRES cnenyer cunuTaTh peIKUM HEOKOPTUKAILHBIM DI -
JISITUYECKIM CUHIPOMOM HEM3BECTHOM STHOJIOTUH C TIe-
PUCHJIBBHAPHBIMU U TIEPUPOIAHINICCKUMU IIPUCTYITAMHU.

BoAbIIMHCTBO MMEIOIIMXCS MYyOIUKALIMi, TTOCBSI-
meHHbIX FIRES, onmuchiBaloT efMHUYHBIE KIIMHUYECKHE
Habmogenusd. B 2010 r. H. Sakuma u coaBT. mpoBenu
MYJIbTULIEHTPOBOE KccaenoBaHue B AnoHuun, o06001IuB
KJIMHUKO-JIabopaTOpHBIE JaHHBIe O 29 mamumeHTax
¢ FIRES [18]. Tomom mo3xe U. Kramer 1 coaBT. peTpo-
CIEKTUBHO 0000IIIMIM BCe ONMCAHHBIE B IMTEpaType Cy-
yau 3a nepuof, ¢ Hosgops 2001 1. o utonb 2010 1., BKITIOUNB
B HcciiegoBaHue 77 manueHTos [6].

CornacHo ganHbIM utepaTtypbl, FIRES mpossis-
eTCSI MPEUMYIIECTBEHHO Y IeTeil paHHETO IIKOJHHOTO
BO3pacTa, MUK 3a00JIEBACMOCTH MPUXOAUTCS Ha BO3PaCT
4—9 net. OgHAKO MMEIOTCS CIIydau ¢ Ie0I0TOM Kak B OoJee
paHHeM Bo3pacte — 1 ron [24], Tak 1 B 60Jiee MO3THEM —
17 ner [6].

InmaBHOM 0COOEHHOCTBHIO KJIMHMYECKOW KapTUHBI
FIRES saBnsieTcs To, 4TO y paHee 300pPOBLIX AETEi C He-
OTATOIIEHHBIM CEeMETHBIM aHAMHE30M Ha (hOHEe JIErKoit
WHGEKINNA BEPXHUX ObIXaTeJIbHBIX ITyTel (pexe — ra-
CTPOHTEPHUTA) OCTPO pa3BHBAETCS HecIeUnduIeckas
JIMXOpaaKa ¢ IMOCAeAYIOIINM ITPUCOSINHEHUEM TSIKEIBIX
CYIOPOT, IIePEXOISIIIX B AIMICITHYECKUIA cTaryc. BpeMst
OT HavaJia JIMXOPaIKu BappupyeT ot 1 1o 21 cyT u B cpen-
HeM cocrasisteT 4 cyr [5, 6, 18].

[IpucTymsl, Kak IpaBUjIo, CIOXHBIC MapliMaJbHbBIC
WJIM BTOPUYHO-TeHEPATU30BaHHBIC TOHMKO-KJIOHUYE-
ckue (BI'TKII). Kpome Toro, Moryr orMedarbcsi HEBpO-
JIOTHYECKUE, TICUXUIECKIE U IBUTATeIbHBIC HAPYIIICHHS.
Cpenu mauyeHToB, omMcaHHbIx H. Sakuma, cioxHbIe
napLuaabHble IIPUCTYITB HAOII0IaIMCh B 25 u3 29 ciay4da-
eB, BITKII — B 24 u3 29. Y 4 nanueHTOoB HAOII0IAINCD
MHOKJIOHMYECKUE TIPUCTYIIBL, Y 1 manmeHTa — IMpoCThIe
napuuaabHble. Cpeny mapLUUaJIbHBIX IPUCTYIIOB 69 %
MIPOSIBJISUIACH JeBUALIAEi IIa3HbIX 0JI0K, 62 % — remu-
¢amaabHBIMU TTOASPTUBAHUSMU C ITOCJICIYIONIMM pa3-
BUTHEM UIICIIATEPATIbHBIX KIIOHMYECKHMX CyIOpOr Takke
y 41 % nauueHTOB BbISIBICHBI ABUTATeIbHbIE HAPYLLICHUSI,
y 31 % — ncuxudeckue paccrpoiicta [18]. CornacHo
naHHbIM U. Kramer, nmapiuyajibHble IPUCTYIbl HabJ10Aa-
Jmch y 58 u3 77 maumeHToB. Y 9 MalMeHTOB OTMEUAICh
IepruopabHbIC WIN JIMIIEBBIE MUOKIOHUM, YTO MOXKET
YKa3bIBaTh Ha BOBJICUCHHE B ITATOJIOTUUECKUI TIPOIIECC
OIIEPKYJ/ISIPHOM 30HBI [6].

IIpucTtynsl OBICTPO HApacCTaIOT MO YAaCTOTE U Iepe-
XOIST B SIWICTITUYECKUIA CTATyC, KOTOPHIN JIUTCS OT 4
1o 90 cyt (B cpeanem 30 cyr) [11, 17, 24]. Insg Kkynupo-
BaHUs SIIICIITUISCKOTO CTaTyca TpeOyeTcs IIpuMeHe-
HUE MEIMKAaMEHTO3HOTO CHA B CBSI3U ¢ He3(D(HEKTUBHO-
CTBIO aHTURIMIENITHYeCKUX TpenapatoB (ADI). TTocie

3aBEPIICHMs OCTPEHIIIero mepruoaa HacTyImaeT CTamaus
BOCCTaHOBJICHHUSI TICUXOMOTOPHOTO pa3BuTUs. OMHAKO
CJIemyeT OTMETUTD, 9TO 10 MCXOTHOIO YPOBHSI KOTHUTUB-
Hble HaBBIKM He BoccTaHaBiauBaorcs [6, 24]. Hecmorps
Ha TO, 9YTO HE 3aMEUYEHO KOPPEJISAIINN MEXIY JJIUTSTbHO-
CThIO MEIUKAMEHTO3HOTO CHA 1 MCXOI0M 3a00JIeBaHMS,
CYIIIECTBYET CBSI3b MEXIY CTCIICHBIO YMCTBEHHOM OTCTa-
JIOCTY U MPOJIOJKUTEIbHOCTBIO OCTpelilero nepuoaa [7].
IToce BBIXOmA M3 cTaTyca Y BCeX IMAIlMEHTOB pPa3BUBAETCS
papMaKope3rCTeHTHas SnuJeTicusl. B HEKOTOphIX HA0II0-
JIIEHUSIX OIMCAH TaK HAa3bIBA€MBIN CBETJIBIM ITPOMEKYTOK
MEXKITY SIAJICITUICCKUM CTaTyCOM 1 Ha9aJIOM SIIIIICTICUI
IIPONOJIKUTEILHOCTHIO OT HECKOJIBKMX HEIeb 10 3 Mec.

Ocob6enHocTtrio nuarHoctuku FIRES sBistercst ot-
CYTCTBHUE CIIeIM(PUISCKUX U3MEHEHUI B JJaOOpaTOPHBIX
noka3arensgx. H. Sakuma u coaBT., aHanu3upys pe3yJibra-
THI 00cIeToBaHUs 29 MAIIMEHTOB ¢ JAHHBIM CUHIPOMOM,
OTMEYaloT, YTO UBMEHEHUI B O0I1IEM U OMOXUMUYECKOM
aHa/IM3aX KPOBU BBISIBIIEHO He ObLIO. YPOBHU TJIHOKO3bI,
aMMMaKa, JIaKTaTa, KakK IpaBWIO, He OTINYAIMCH OT HOP-
Mbl. OTHaKO HaOJTI04aJI0Ch MOBBIIIeHUE (hepPUTHHA B KPO-
BU Y 4 u3 4 obcnenoBaHHbIX (221—2370 Mr/mi), a TaKke
MoJIOXUTeNbHbIe aHTUTe1a aHTU-GIuR2 y 6 u3 9 o6eneno-
BaHHBIX. B LICXK y 19 u3 29 manmeHTOB HAOMIOMAJICS TIe-
ouTo3 Gosee 5 ki1eTok B 1 MM3 (6—25/MM3), y 5 13 29 —
MOBBILLIEHUE YPOBHsI Oesika 6osee 45 mr/mi (46—85 mr/mn),
v 4 13 4 00cIemOBaHHBIX — MOBBILIICHUE HeolTTeprHa (245—
1154 Hmoib/Mit), y 2 13 6 ALMEHTOB — MTOBBILLICHUE YPOB-
Hsl HelipoHcnenuduaeckoii sHonasbl (33—34 Mr/mwin) uy 5
u3 9 — nojoxuTenpHble aHTuTena antu-GluR2. IIpose-
JIeHHOe BUpYycoyiornueckoe ucciuenoBanue Ha LIMB, BIIT'
6-1o THMA, BUpyC DmiuTteiiHa—bapp, a TakxKe Ma3Ku U3 HO-
COIIOTKM OBUTM OTpULATEIbHEIMH [18].

AnanornyHslie faHHble mpuBoaut u U. Kramer, aHa-
JM3Upys TedeHue 3aboneBanus y 77 mamuenToB ¢ FIRES.
IIpu GuoxumMuyYecKoM aHaliM3e KpoBU Ha ammuak, pH,
MOJIOYHYIO KMCJIOTY, aMUHOKMCJIOThI, KADHUTUH, allMJI-
KapHUTHH, a TaKXe Ha JJIWHHOIEIOYEeYHBIE XUPHBIC
KMCJIOTBI, BUTaMUH B,,, OMOTHH, TSAXeJble METAIIbI,
MeJb, UEPYJIOILIA3MUH, TOMOLUCTEUH, MOYEBYIO KUCIIOTY
" TpaHCchepprH OTKIOHEHUI He BBIsIBIICHO. [1pu mmpoBe-
JMIEHUU MCCICIOBAaHMSI MOUYM Ha HAaJM4YME OPOTOBOM KHC-
JIOTBI, OPTAHUYECKUX KUCIOT, COOTHOIIIEHHUE ITyPHUHOBBIX
1 TPUMHUIMHOBBIX OCHOBAHUI, a TAKXKE OMOTEHHBIX aMH-
HOB B JINKBOPE UCCJICAOBATEIM MTOTYIaId OTPULIATEIbHEIC
pesyasrathbl. Bcem 77 nalmeHTaM NpoBoaMUIach JIIOMOAsb-
Hasl MyHKUYs, Ipy 3ToM y 44 (57 %) u3 Hux HabJoaacs
IUIEOLIMTO3. YPOBEHD JIEHKOIIUTOB cocTapsut 2—100/mm3,
HO B 65 % 3THX cIy4aeB YMCIIO JEMKOLIMTOB OBLIO MEHEE
10/mm3. Takke ObLI IIPOBEEH Psia BUPYCOTOTMYECKUX
HCCIeIOBAaHMI, BCE M3 HUX ObUIM OTpULIATEIbHBIMU [6].

Kpome Toro, BEIMOJTHSINCH UCCACIOBAaHUS Ha Ha-
JINYMEe CHCTEMHBIX 3a00JIeBaHMI: M3yYEeHUE YPOBHS
WMMYHOTJIO0YJIMHOB, aHTUHYKJICAPHBIX aHTUTE, KOM-
MJIeMeHTa, aHTU-SM-aHTUTEJl, aHTUHEUTPOPUIbHBIX
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LIUTOIIA3MATUICCKUX Y aHTUKAPINOJIUITNHOBBIX aHTH-
TeJ1, 6eTa-2-IIIMKOIPOTeHA, BOTYAHOUYHOTO aHTUKOATy-
JITHTA, aHTUPUOOCOMAJIbHBIX aHTUTENI, PEBMATOMITHOTO
¢dakTopa, aHTUTEJI K MUEJIMHY OCHOBHOI'O OeJiKa, aHTH-
TUPEOUIHBIX aHTUTEJI, AHTUTEN K TAHIIMO3UIAM 1 K 3H-
nomMusuio. Pe3ynbraThl BceX MCCIeNOBaHUM TakKxKe ObLInd
OTpHULATEIbHBIMU [6].

JJIsT UCKIIOYeHNT ayTOMMMYHHBIX HEBPOJIOTHYE-
CKMX 3a00JieBaHU y 6 13 77 MalMEHTOB OBIJIM BBITIOJ-
HEHBI MCCIeI0BaHMsI, HallpaBJICHHBIC Ha ONpeAcICHUE
AHTUTEJI K TTOTCHIIMAI3aBUCUMBIM KaJHEeBBIM KaHalaM
(VKKL-Ab), y 5 manimernToB — aHTu-GAD-aHTHTET,
y 4 — Ha onpenenenne aHTH-GluR3-anTuren, y 12 mamm-
€HTOB MCCIEI0BAIN OJIMTOKIOHAIbHBIE aHTUTeaa B LICXK.
B pesynbrate o6ciemoBaHNMS OJTUTOKIOHAIBHBIC aHTUTEIA
B LICXK 0butn 06HapyXeHbI Y 4 13 12 maliMeHTOB, aHTU-
GAD-anturena —y 2 u3 5, antu-GluR3-anturena —y 1
n3 4 o0caenoBaHHBIX [6].

Pesynwrarer anekrposHuedanorpadpum (D3I Takke
HecnenuUIHBL. B mepron anmienTudeckKoro craryca
DOT xapakrepusyercs nosiBiieHueM IU(P@Py3HON BBI-
COKOAMILUIMTYIHOM HOebTa-aKTUBHOCTU. [lepuommye-
CKM BO3HHMKAeT IIpeodIanaHne MeIJIeHHOM aKTUBHOCTHU
CIIpaBa WIH cJieBa (CO CMEHOM CTOPOH) MJIX B JIOOHBIX OT-
BeneHusax. [IpogomkenHas 3anuch Buaeo-O31 Bo Bpe-
MsI SIIUJICTITUYECKOIO cTaryca, 1o JaHHBIM Y. Mikaeloff,
npoBoauaach 11 nauveHram. Y 7 U3 HUX OTMEYAJICS IMTU-
JIENTUYECKUI CTAaTyC BUCOUHOM JIOKANIN3aluH, y 4 — 3J1eK-
TPOKJIMHUYECKHUE YEPTHI IIePUCIIIBBHAPHOTO CHHIPOMA
C TOCJICAYIOIINM Pa3BUTHEM BTOPUUYHO-TeHEPATN30BaH-
HBIX CYIOPOXKHBIX ITpUCTynoB [1, 11].

B xponnueckyio ¢asy FIRES, cornacno U. Kramer
M COaBT., poKajbHas SMIENTU(MOPMHAST aKTUBHOCTD
HaOmonanachk y 59 u3 77 nmaumeHroB. D3I xapakTepuso-
Bajlach 3aMeJIeHeM OCHOBHOM aKTMBHOCTU (DOHOBOI1
3aIMCH Pa3IMYHON CTEIIEHM BBIPAXKCHHOCTU. TUITMIHO
IIPONOKEHHOE PEeTMOHAJBHOE 3aMeIJICHUE, OOBIYHO
B 1 M3 BUCOYHBIX WJIN JIOOHO-BUCOYHBIX OTBEIACHUIA, a TaK-
Ke bureMnopainbHo [1, 6, 7].

HeiipoBu3syanu3zalus npoBoAuach o KpaiiHeid Me-
pe 1 pa3 y Bcex nanmenToB. ITo manaeiM H. Sakuma, y 2
n3 14 o6ceqoBaHHBIX, Y KOTOPBIX OblIa poBeaeHa MPT
B Te4eHHUe NepBBIX 14 cyT Mmocie Havaia 3a00jeBaHus,
OTMEYAJICSI OTEK TOJIOBHOI'O MO3Ta, Y OCTaJIbHBIX U3MEHE-
HUI He 3apuKcupoBaHo. B mocienyoieM y 6 malueHTOB
Bo FLAIR-pexumMme oTMevyanach TUIIEPUHTEHCUBHOCTD
TUIIITOKaMIIa ¥ MUHIAJIEBUIHOTO Tesla 6e3 hopMupoBaHUs
SIUJICTITUYECKOrO oJyara B JaHHOM 30He. Y 4 MMalueHToB
B T2-pexxume ompenessuiach TUIIEPUHTEHCUBHOCTD CHUT-
HaJIa B IEPUBEHTPUKY/ISIPHBIX OTIEaX, Y 2 — B 00JIaCTH
orpansl [18].

Cornacuo U. Kramer, MPT B octpoii ¢paze FIRES
ObUTa MpoBeaeHa y 63 mamueHToB u3 77, Ipyu 3TOM y 35
W3 HUX ITaTOJIOTWY He BBISIBIeHO. HapymieHusi, BBISIB-
JICHHBIC Y OCTaJIbHBIX 28 00Cem0oBaHHBIX, BKIIOYAIN

OMIaTepalbHYIO0 TUIIEPUHTCHCUBHOCTD B THIIIIOKAMIIE
(7 maMeHToB), B MEPUMHCY/ISIPHOM obnaacTu (3 maum-
€HTa), OMHOBPEMEHHYIO TUIIEPUHTEHCUBHOCTh CUTHAJIA
B TUIIIIOKAMIIE U TIEpUMHCYJISIPHOI 001acTH (2 IMaiyeHTa),
JICNITOMEHUHTHAIbHBIE VTN STICHIVMAIbHbBIC N3MEHEHMUS
(4 maumenTa), muddysHyto arpoduto (2 maruenra). MPT
B xpoHuueckyio ¢a3y FIRES 6ru1a BeITToHEHa 58 matm-
eHTaM, TIipu 3ToM nuddy3Has arpodust Habmonanach B 28
CIIyJasix, TIOKAJIbHBINA TUIICPUHTCHCUBHBIN CUTHAI — B 17
(B 11 13 HMX UMEJIOCH TOBBIIICHUE CUTHAJIA OUJIaTepaIbHO
B 00JIacTH ruImokamia) [6].

TakuMm oGpa3om, Ha OCHOBAHUU IIPOBEIECHHOTO
MYJBTULIEHTpOBOTrO uccienoBanus H. Sakuma u coaBT.
pa3paboTaiy IMarHOCTUYECKHE KPUTEPUHU, XapaKTePHBIC
mist FIRES, xoTopble mompa3mensioTcss Ha OCHOBHBIE
U JOTIOJTHUTENbHEIE [18].

OCHOBHBIE KPUTEPUU:

*  OCTpOE Hayajo CyIOpOT WJIM HapylIeHUEe CO3Ha-
HUS y paHee 300POBLIX JAETE;

*  yYacThIe U pedpaKTepHbIC MAPIIUATLHbIC IIPUCTYIIHI,
MePEXOISINNE B AIMICITUICCKII CTaTyC: KaK Ipa-
BIJIO, HAOTIOMAIOTCS IPUCTYIIBI C BEPCHEH INIa3HBIX
SI0JIOK Y MOACPTUBAHMEM MUMUIECKOM MYCKYJIa-
TYphI C MHTEpBaJIaMU MeXy TpuctyrnamMu 30 MUH
1 MeHee, TpeOyIoIre IPUMEHEHNS METUKAMEHTO3-
Horo cHa (2 Hen 1 60J1ee) ¢ BHyTPMBEHHBIM BBEIC-
HUeM 6apOUTypaToB WK OEH30IUA3EITMHOB JIJ151 [I0-
JIaBJICHUS STTAJIETITUYECKONM aKTUBHOCTH Ha DT

* pasBuTue (PapMaKOPE3UCTEHTHOM AIIICIICUUA
0e3 JTaTeHTHOrOo Ieproaa MOCIe SIUICTITUYC-
CKOTO CTaTyca.

JormomHuTeIbHbIE KPUTEPUHN:

*  neOroTy 3ab0oJieBaHUS MPEIIISCTBYeT JUXOpaaKa
MPOJOJKUTENBHOCTBIO OT 2 10 10 cyT;

*  CTOMKAasl TUXOpaaKa COIPOBOXIAET OCTPYIO a3y
0o0J1e3HU;

+  IICX: yMepeHHBII TUICOLIUTO3 U/ WK HEOOIBIIIOE
yBeJInueHue 0enka (MapKepoB BOCIIAJICHUSI, Ta-
KUX KaK UHTEPJIEUKUH-6 UM HEONTEPUH);

+ OOl 3amemeHne akTUBHOCTH (DOHOBOI 3aIch
BO BpeMsI OCTPOT'O IIEPHOIa M MYJIBTH(OKAIBHBIE
CHaliKy BO BpeMsI XpOHMYECKOro Ieprona (UK-
TanbHasg DI BuIsIBIsIET BaprabeabHbie (OKYCHI
SIWIENTU(OPMHON aKTUBHOCTU U BTOPUUHYIO
reHepaIn3allnio);

*+  MPT: orcyrcTBYIOT crienuruecKre U3BMEHEHMUSI,
3a UCKJIIOYCHHUEM CIIy9aeB TUIIEPUHTEHCUBHOTO
CUTHAJIa OT ME3UATBHBIX OTJEJIOB BUCOYHOM TOJIN
B T2/FLAIR-pexumax;

*  HEBPOJIOTMYECKHME OCIOXHEHUS B BUIE KOTHHU-
TUBHBIX HAPYILIECHUN, IICUXUYECKUX PACCTPOMCTB,
CHIDKCHUSI TTaMsTU, BO3MOXHBI IBUTATCIbHBIC
HapyIICHMSI.

Hcxon FIRES HebaronpusaTHBIN. YpOBEeHb CMEPTHO-

ctu gocturaet 30 % [6, 7, 11], y BbLKUBIIMX IALIMEHTOB
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pas3BuBaeTCsl (papMaKOpE3UCTEHTHAs Snuercus [6, 24].
B 66—100 % ciydaeB OTMe4aeTCsl YMCTBEHHAsI OTCTATIOCTb.
OrmmcaHbl eTMHUYHBIC CIIydan IIepeHeCeHHOTOo 3a001eBa-
HUsI 0e3 KaKNX-JIM00 HEBPOJIIOTMYECKUX HApyLIEeHWI [6, 7].

Huddepennmanbvhbiii nuario3 FIRES Heobxonumo
IIPOBOIUTH C TAKUMHM 3a00JICBAaHUSMHM, KaK BUPYCHBII
sHIIehATUT U BUPYC-aCCOIMMPOBAHHBIC SHIICDaAIOaTUI
(sH1EedanuT, BeI3BaHHLIN BIII, ocTpast HeKpoTudeckas
SHIIe(haIONATHSI, SIOHCKHI HIIedannT, ocTpas nHpaH-
THJIbHAS SHIeDaonaThs ¢ IPEeUMYIIEeCTBEHHBIM IT0pa-
XKEeHUEM JIOOHBIX M0JIeil, OCTPBIN TMMONYeCKHi SHIIe(Da-
JuT (TIapaHeoIuIacTUUEeCKUil, HeTlapaHeoIIacTUIeCKUIA:
accounnpoBaHHBIN ¢ aHTU-VGKC-aHTuTenamMu, ¢ aHTHU-
NMDA-anTutenamun), MetTadbondecKue sHIedanronaTuu
(opraHuyeckas allMypusi, HapyLlIeHH s LIMKI1a MOYEBUHBI,
HapyIlIeHNe OKCUTEHAIINY XXUPHBIX KMCIIOT, MUTOXOHIPH-
aJbHBbIC 3a00JIeBaHMsA), IPYTUe SIMIICTICHH (9HIIedaauT
Pacmyccena, Murpupyoie napuyiaibHbIe TPUCTYIIBI
MJIafieHYecTBa)) [24].

Metonnl neuenust FIRES BkiouaioT mpuMeHeHUe
ADII, BHYyTpMBEHHOTO UMMYHOIJIOOYJIWHA, CTEPOUIOB,
MEIMKaMEHTO3HOIO CHAa, KETOTEHHOI IMETHI, a TaKXKe
B PEIKUX CIy4yasiX IPYTuX Hecrenuduieckux npemnapa-
ToB. OOHAKO CTOUT OTMETUTh, YTO HU OAWH U3 IICPECUM-
CJIEHHBIX METOIOB JICYCHUS HE IIPUHOCUT TOJIKHOTO Te-
pameBTUYECKOTO OTBETA B BUIE MOJHOIO IPeKpalleHUs
IIPUCTYIIOB.

Hcronp3oBaHne MEIUKAMEHTO3HOTO CHA C IIPUMEHE-
HHUEM TUOIIeHTaJIa HAaTPHs SBISETCS CTaHAAPTOM ITOMO-
LM TIPH TSDKEJIOM pepakKTepHOM SIICIITUIECKOM CTa-
Tyce, XOTs 3((HEKTUBHOCTh 3TOTO METOAA COMHUTENbHA,
1 y OOJBIIMHCTBA MAIIMEHTOB CYIOPOXHAs aKTUBHOCTD
BO300HOBJISIETCS TIOCTIE TIPeKPaleHNs] BBEACHUS TIpeTia-
pata [15, 16]. Psam aBTOpOB YKa3bIBaIOT, YTO JUIUTEILHOE
IMpUMMEHEeHNE TUOTICHTAaJIa HaTPUsI CBSI3aHO U ¢ OoJiee TS-
XKeJIBIM KOTHUTUBHBIM PETPECCOM B IOCIIECAYIONIEM (p =
0,005). OgHaKo 3Ty CBA3b HY>KHO pacCMaTpUBaTh CKENTH -
YeCKHU, TaK KaK IJIUTEIbHOCTD er0 IPUMEHEHUST 3aBUCUT
OT IIPOAOJIKUTEIBHOCTH SMUJICIITUIECKOTO CTaTyca, T. €.
TSDKEJIbIe KOTHUTUBHBIC HAPYIIIEHUS MOTYT OBITh O0YCJIOB-
JIEHBI 00JIee TSDKEIBIM TeueHUEM 3a0oieBaHusd [8].

T. Uchida 1 coaBT. onmcaay onbIT MpUMEHEHUS OYeHb
BBICOKUX 1103 (peHOOapOuTana (40—75 Mr/Kr/cyT) B code-
TaHUU C ITYJILCOBBIM BBEICHUEM MAJIbIX 103 0apOUTypaToB
KOPOTKOTO AeHCTBUS (2 MTI'/KT TUOIICHTAaJIa HATpUs 4 pas3a
B CYTKH) IIpA OMHOBPEMEHHOM HETIPEPHIBHOM TUTPOBA-
Huu muaazonama (0,3 Mr/xr/4) y nauueHTa B Bo3pacTe
9 net. [To6ouHbIe 3 HEKTH BEICOKMX 103 (heHobapOuTaia
OBUTM HE3HAYUTEJIBHBIMU 110 CPAaBHEHUIO C TEMU, KOTO-
pBIe CBSI3aHBI C HEIIPEPBIBHBIM BHYTPMBEHHBIM BBEICHUEM
THONEHTala HaTtpus [9].

00 3(p(peKTUBHOCTU IPUMEHEHUS B OCTPHIN TTEPUOT,
OYeHb BBICOKUX 103 (heHoOapouTaa (80 Mr/Kr/cyT) mmocie
OoTCyTCTBUS 3 PeKTa OT BBEICHUS TUOTIEHTAJIa HATpUs B I0-
3e 9 Mr/kr/4 coobiiator Takke S. Watanabe u coasr. [23].

HekoTopsiMu aBTOpaMu OTMEUEHA MOJIOKUTEIbHAS
IWHAMMKa TI0cjIe IIPUMEHEeHUS TUI0KanHa, ToImpaMaTa
u ¢peHOOapouTana. Y 3 u3 9 malmeHTOB B OCTPOil CTaIUK
MPUCTYIIBI IPEKPATUIUCH ITOC/Ie MHOY3UU TMaoKaruHa (6—
8 Mr/Kr/4), y 3 ApyruxX — IIOCJIe BBEACHUS BBICOKMX 103
(henobapoburana (1o ypoBHs 60—80 MKI /M) B COYeTAHUM
¢ rornupamaroMm (15—20 mr/xr/cyr) [9].

IMonydyensl maHHbIe 00 3PPEKTUBHOCTU JIeBETUPA-
mmerama: ero mpuMmeHeHue B octpyio ¢aszy FIRES B coue-
TaHuu ¢ ¢peHobapOoUTaIOM U OPOMUIOM KaJlUsl TIPUBEJIO
K CHMXKEHHUIO BHYTPUBEHHOI 103bl 0apOuTypatoB. B xpo-
Huueckoit paze FIRES npuem neBetupainerama B 1o3e
750—1500 Mr/cyT crtocoO6CTBOBA YMEHBIIICHUIO YaCTOTHI
IPUCTYIIOB GoJiee yeM Ha 75 % B TeueHue 5—18 mec Ha-
omoaeHud [20].

IIpumeHeHMEe MMMYHOIJOOYJIMHOB U CTEPOUAOB
He 0OKa3bIBaeT oxXXugaeMoro 3¢p¢exra, OTMeYaroTcs JTUIIb
eIMHUYHBIC CIyJ9au MOJIOKUTEIBHOTO TepareBTUIECKO-
ro orBeta. Cpenu mauueHToB, onmMcaHHbIx H. Sakuma
U COAaBT., 9(deKT NPpU BBEICHUU METWIPEAHU30I0HA
Habmomancd B 2 u3 12 ciydaeB. UMMyHOTI00yJIMH KC-
Moib30BaIu B 13 ciryyaeB, B KaXI0M U3 KOTOPBIX Tepanus
6b11a HeddekTuBHA. B 1 cinyyae mpoBoaunu mia3madgde-
pe3, KOTOPBIN TaKKe He IMOBIUSII Ha TeUeHHe 3a00JIeBa-
Hus [18].

IMonoxurenbHbIN 5 HEKT KETOTEHHOM JUEThI B XpO-
Huueckoit pasze FIRES Y. Mikaeloff u coaBT. onuchiBaoT
st 1 marenTa u3 4, MpoaoJIKUTEILHOCTD SITHICTITHYC-
CKOTO cTaTyca y KOTOpPOTro cocTaBuiia 0osee 55 cyt, a Ko-
JIMYECTBO TIPUCTYIIOB 3a cyTKU Ob110 00Jiee 100. ITocie
MMPUMEHEHNS KETOTCHHOM TUETHI CYIOPOTH IMPEKPATUIINCh
B TeyeHue 2 ¢yt [11]. OcHOBBIBasich Ha JAHHOM HaO0JII0/1e-
Huu, R. Nabbout 1 coaBT. UCITOIb30BaJIM KJIACCUYECKYIO
KeToreHHyto aueTy B jedeHun 9 marmenTos ¢ FIRES. ITo-
JIOXKUTENBbHBIN 3(p(deKT oTMeuancsa y 7 U3 HUX Ha 2—4-¢
cytku aedenud [12]. R.H. Caraballo u coaBT. orvcanu 1o-
JIOKUTEIbHBIN 3(PDEeKT MpruMeHeHUSI KETOTCHHOM TUETHI
B ocTpoii ¢a3e FIRES y 2 maumeHTOB: y OIHOTO M3 HUX
4acToTa IPUCTYIOB CHU3MIach Ha 50—75 %, y Broporo —
MeHee yeM Ha 50 % [5]. Takxe B auTepaType BCTpedaeT-
csl ONIMCaHWe MPUMEHEHMS KeTOTEHHON ITMETH HapSIay
¢ ADII y 2 manmnenrtoB ¢ FIRES kak B octpoM mnepuone,
TaK M B XpOHUUYECKYIO (ha3y CPOKOM OT HECKOIBKUX Me-
cdaueB 10 1 roga. ABTOpBI OTMEYAlOT, YTO Ha (hOHE ITPOBO-
MO Tepalliy ITaplaJIbHbIC IIPUCTYITB ObUIA PEIKIMU,
a KOTHUTUBHBIC HAPYIIICHUS — JIETKOI CTEIICH! BBIpaXKEeH-
HocTu [14].

[Monx HammM HaOIOIeHNEM HaXOMWINCH 4 TIallueH-
ta ¢ FIRES: 2 — mykcKoro 1mojia 1 2 — 3K€HCKOTO I10J1a
(cm. Tabmuiy). Cpok HaOIIOoeHUS COCTaBMIA OT 1 10 5 JIeT.
Cpennuii Bo3pact aebiora 6o1e3Hu coctaBuia 8,75 roma
(4—14 net). Bece mamments! 1o Havana FIRES 6putn He-
BPOJIOTUYECKH 3IOPOBBI, C HEOTSITOIICHHBIM HACJICICT-
BEHHbIM aHaMHEe30M Mo anuiencuu. B nediore 3aboe-
BaHUs Ha (poHe MupeTudyecKoi uxopaaku (Boiiie 39 °C)
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Xapaxmepucmuka nayueHmos ¢ SnUNenmu4eckoll sHuedaronamueil, UHOYYUPOEaAHHoU AUXOPAOK O

Characteristics of the patients with fever-induced refractory epileptic encephalopathy

Parameter

Bo3spacr nebrora
320071 BaHMS
Age of disease onset

Tlon
Gender

IIcuxomoTopHOE
pa3BUTHE OO Havyajia
3a00J1eBaHUS
Psychomotor development
before onset of the disease

I[JII/ITCJ'IBHOCTI) JIMXopasi-
Ku 1o Hayasa OC
Duration of fever prior to SE
start

Jpyrue npusHaku
uHbekmu 1o Hayana 3C
Other signs of infection prior
to SE start

IIponomkurenbHOCTH DC
1 0apOUTYpPOBOrO
Hapko3a

Duration of SE and
barbituric narcosis

O06111e;1a00paTOPHBIE
AHAJIN3BI

General laboratory tests
results

CHMHHOMO3roBas
KUAKOCTb
Cerebrospinal fluid
investigation results

Bupyconoruaeckoe
MCCICI0BaHUE
Virological investigation results

MPT B ocTpblii iepuon
MRI findings in the acute
phase

KornutuBHbIe HapyIie-
HUS B XpOHUYECKol dasze
Cognitive disorders

in chronic phase

JIBUraTebHbIC HapYIIIe-
HUS B XpOHUYECKOI (haze
Motor disorders in chronic
phase

Patient 1

6 et
6y.o0.

KeHcknit
Female

Hopma
Normal

6 cyt
6 days

Bs1ocTh, COHJIMBOCTB,
roJIoOBHasi 00JIb,
TOLITHOTA
Tiredness, drowsiness,
headache, nausea

3cyr
3 days

Hopma
Within the norm

Hopma
Within the norm

Hopwma
Within the norm

Hopwma
‘Within the norm

Jlerkue
Minor

Jlerkas MHKOOpAHA-
ust
Minor coordination
dysfunction

Patient 2

11 et
11y.o.

Myxckoit
Male

Hopma
Normal

6 cyt
6 days

Bsutocts, TonoBHasS
00J1b, OMHOKpaTHAas
TOIIIHOTA
Tiredness, headache, one
episode of nausea

27 cyt
27 days

Hopwma
Within the norm

Hopma
Within the norm

Hopwma
Within the norm

EI[I/IHI/I‘IHI:IC TUIICPUH-
TEHCUBHbIC O4Yaru
B T2-pexXume mepuBeH-
TPUKYJISIPHO
Solitary periventricular T2
hyperintense lesions

BripakeHHBIE (MOTOP-
Hasi U CEHCOpHas
achaszus)

Major (motor and sensory
aphasia)

CracTiyecKuii
TeTpanapes, TUIEPKU-
He3bl, OyJIbOapHbIe
HapylLIECHUS
Spastic tetraparesis,
hyperkinesis, bulbar
disorders

Patient 3

14 net
14y. o.

XKencknit
Female

Hopma
Normal

10 cyT
10 days

CmabocTh, repreTude-
CKUE BBICHITTAHUS
Ha rybax
Weakness, herpetic
eruption on lips

14 cyr
14 days

Hopma
Within the norm

Hopma
Within the norm

Bupyc mpocToro
repreca 6-ro ThIa
Herpes simplex virus type 6

Hopwma
Within the norm

Jlerkue
Minor

Hopma
Within the norm

Patient4

4 Troma
4y. 0.

Myxckoit
Male

Hopma
Normal

5 cyr
5 days

BHJ'IOCTB, COHJIMBOCTb
Tiredness, drowsiness

5cyr
5 days

Hopwma
Within the norm

Hopma
Within the norm

Hopwma
Within the norm

E,ZlI/IHI/I'{HI:IC TUIICPUH-
TEHCUBHbLIEC O4Yaru
B T2-pexxume mepuBeH-
TPUKYJISIPHO
Solitary periventricular T2
hyperintense lesions

Beipaxennsre (ayTu-
CTUKOIOI0OHOE
MOBEIECHUE)
Major (autistic-like
behavior)

Jlerkue HapyleHUs
KOOpAWUHALUA
Minor coordination
dysfunction
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OkoHuanue maoauybl

End of table
Parameter Patient 1 Patient 2 Patient 3 Patient4
r Cf}? 1: 113 epcheg)H lipwous (o COII ¢ Bepcueit
DnuienTuieckue ani)CHXOMg?gi)HHM TIPUCTYIIBI € IJTOHITE- TOJIOBBL Hprna3
C®II ¢ BepCUBHBIM CKUM TOAEPIUBaHEM 2
gggglgg:; B XpoHue- Bos%yrx,?li}gmM’ xomnioHeHToM, BI'TKII mpaBeix KoHeuHOCTEH, o, ETTLIN,
A S . . CES with versive BI'TKII QUELYEIEPEEE
Epileptic seizures in chronic CES (head and eye CEFS with eye and head

phase version), CFS with

psychomotor agitation,
SGTCS

component, SGTCS

Simple focal seizures
with clonic jerking
of the right limbs, SGTCS

version, tonic seizures,
SGTCS, opercular seizures

YacroTa npucTyImnoB JlocTUrHyTa MEearKa- LuknonenTuyeckoe
B XpOHUYECKOM (hasze 4—10 pa3 B Mecs1l MEHTO3Hasl pEMUCCHUSI TeUeHue 4—5 pa3 B Mecsil|
Frequency of seizures 4—10 times per month Pharmacological remission  Cycloleptic course of the 4-—5 times per month
in chronic phase has been achieved disease
Jnddy3Hoe 3ameie-
HUE, KOMIUIEKChI IIponomkeHHoe
> HuddysHoe 3amenie- 15
HnTepukranbHast CITaiik—BOJTHA Hite, OCTpas—MeIIeH- HEPUTMUIHOE 3aMelie-
9JIEKTPOdHLIE(haIOrpam- B JIOOHO-BUCOYHBIX ’ - HUE B JTJOOHO-BUCOYHOU
BT orb Hasi BOJIHA B JIEBOI HuddysHoe 3amene-
Ma B XpOHUYECKOI (hase OTBEIECHUSIX OUDPOH- BHCOYHOM OBIACTH o0JiacTu cripaBa e
Interictal TAITBHO Continued nonrhythmic

electroencephalogram

Diffuse slowing, spike-and-
findings in chronic phase

wave complexes
in frontotemporal leads

Diffuse slowing, sharp-
and-slow-wave in the left
temporal region

Diffuse slowi
slowing in the right s e

frontotemporal region

(bifrontal)
[lepuBeHTPUKYASIPHBII
JIMO03, YMEPEHHbIE
MPT B xpoHHUYECKOI aTpoduyeckue
daze Hopma He BbimonneHo Hopma M3MEHEHUS B JIOOHO-
MRI findings in chronic Within the norm Not performed Within the norm BHMCOYHBIX OTIeIax
phase Periventricular gliosis,
moderate atrophic changes
in frontotemporal regions
Kapb6amazenuH,
Banbmpoar, Tonupamat, Bambempoar, kapbamase- ¢deHnTOMH, TONMMpPaMar,
KapbamasenuH MUH, OeH30HAI
p y > > Banbmnpoart, Tonupamar, R RO LD
cDapMaKOTCpaHI/IH 66H30H3J'[, JICBETUpALIC- TOoIIMpaMar, JaMOTPUI - JNeBeTHpaLeTaM KJIOHa3emnam, JIEBETUpa-
Pharmacotherapy ] 2 Valproate, topiramate, INEIREL, EEDITSNTRIeRr

Haub6onbimas apdexkTun-
HOCTb

Drugs showing the highest
efficiency

Valproate, topiramate,
carbamazepine, benzonal,
levetiracetam

benzonan + nesetupa-
eraM
Benzonal + levetiracetam

Valproate, carbamazepine,
benzonal, topiramate,
lamotrigine

beHzoHan + namoTpu-
XUWH + Tonupamar
Benzonal + lamotrigine +
topiramate

Banbmnpoar + Tonupa-
Mar + JieBeTUpareTam
Valproate + topiramate +

Carbamazepine,
phenytoin, topiramate,
lamotrigine, clonazepam,
levetiracetam, valproate

Banpmnpoar +
JIEBETUPALIETAM
Valproate + levetiracetam

Ilpumenanue. OC — snusenmuveckuit cmamyc; COII — caoxchvie ghokanvhvie npucmynovt; BITKII — emopuuno-eenepanuzosantoie

moHuko-Kkaonuueckue npucmynot; MPT — maenumuo-pesonancnas momoepaghusi.
Note. SE — status epilepticus; CFS — complex focal seizures; SGTCS — secondary generalized tonic clonic seizures; MRI — magnetic resonance

imaging.

BO BCEX CIy4yasix HaOII0JaINCh BSUIOCTh, COHJIMBOCTb, [O-
JIOBHas 007b, B 1 cayyae — reprieTudeckue BBICHITTAHUST
Ha ry6e. JJI1TeIbHOCTh IMXOPaaKy 10 Havajla IIPUCTYIIOB
cocraBuia 6,75 (5—10) cyr. [1pogo/KUTEIbHOCTD SIH-
JIENTUYECKOIO cTaTyca, HOTpeOOBaBILIEro MPUMEHEHUS

0apOUTYypOBOro HapKo3a, cocraBmia 12,25 (3—27) cyT.
ITpn manudecTauu 3a00JieBaHKS BO BCEX CAy4Yasx OT-
Meuajiach BepCusi FOJIOBbI U [J1a3 B CTOPOHY, B 1 ciiyyae —
FeMUKJIOHUM U TeMUalralbHble MOTOPHBIE IIPUCTYIIbL.
Oo6menabopaTopHblie aHanmu3bl, LICXK, comaTnyeckuii
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CTaTyC y BCeX IalMeHTOB ObLIM 0e3 oTKJIoHeHui. MPT
nokasajiay 2 u3 4 mallMeHTOB MeJIK1e TUIIEPUHTEHCUBHBIE
B T2-pexnMe odarn B MepUBEHTPUKYISIPHBIX OTIEIaX.
D3I B ocTpoM neproe He ObliIa BHIIIOJIHEHA HU B OMTHOM
ciy4ae. [1pu BUpycOIOrmuecKoM UCCaeI0BaHUM Y | Talm-
€HTa B JIEUKOLUTAX IepudepudecKoiil KpOBU ITOCPEICTBOM
nonuMmepasHoii nenHoi peakiyu (I1LP) 611 06HapyxeH
BIII 6-ro Tuna, ogHako IgM orcyrcrBoBaiu (MMMYHO-
depMeHTHBIN aHanu3). KpoMe Toro, He OBLIO OTMEYEHO
HapacTaHMsl TUTpa npu KoHTpoJibHOM [T P-uccinemona-
Huu. Bo Bcex citydasix B OCTpoM Ieprojie 00JbHbIE MOy~
YaJIv IPOTUBOBUPYCHYIO (aLIMKIIOBUD (3 TallMeHTa) ¥ raH-
uKiIoBUp (1 manueHT)), aHTHOAKTEpUATBHYIO TePAIIHIO,
WMMYHOTJIO0YJINH (2 T/KT B Te4eHUE 3—5 CYT) U INIFOKO-
KOPTHKOCTepOUIbl (MeTmpeaun3o0aoH 20—30 Mr/kr
B TeUEHUE 5 cyT).

[Tocne kynmupoBaHMS cTaTyca y BCeX ITAIlMEHTOB pa3-
BUJIACh IIUICIICUS CO CIAEAYIOIIUM TUIIOM IPUCTYIIOB:
¢okapHBIC ¢ BepCHUEii TOJIOBBI U IV1a3 (B 4 ciIydasix), IIpo-
CThIe (hOKaTbHBIC B BUAC KJIOHUI B IIPABBIX KOHEYHOCTSIX
(B 1 cayyae), IpUCTYIBI B BUIAE TICUXOMOTOPHOTO BO3-
oyxneHus (B 1 ciaydae), BTOpUYHO-TeHEpaI30BaHHBIE
CyIOPOKHBIE TIPUCTYIIHI (Y BCeX MarueHToB). KOrHMTUB-
HBbIE HApYIICHUSI OTMEYEHBI Y BCeX OOJIBHBIX: B 2 CIIydasix
OT JIETKUX J10 YMEPEHHBIX, B 2 IPYTUX — TsLKelble. Jlerkue
IBUTATEJIbHbIC HAPYIICHMS B BUAC HAPYIICHUSI KOOPIM-
HallU¥ Pa3BIJINChH Y 2 IMAIIMEHTOB, B 1 cllyyae — TSDKEIbIin
CIIaCTUYECKUI TeTpamnapes.

HurepukranpHas DI B xponnueckyio ¢pasy FIRES y 3
13 4 TaliMeHTOB BhISIBIIsIA MU dy3HOE 3aMeieHe KOPKO-
BOT'O pUTMA: B 2 CITydasix — SMIeNTU(MOPMHYIO aKTUBHOCTD
CITAK—BOJIHA, OCTpasi—MeIJICHHAs BOJIHA B JIOOHO-BHCOY-
HBIX OTBEICHUSIX, B | ClIyyae — IIPOIO/DKEHHOE HEPUTMUY-
Hoe 3aMe/lJieHre B JIOOHO-BHMCOYHOIT 00J1aCTU cripaBa.

MPT BoimosnHeHa y 3 13 4 TallMEHTOB B XpOHNYECKYIO
¢as3y FIRES. Tonbko B 1 cimydae Habmomancs aTpoduye-
CKMI1 TIPOIIECC B IOOHO-BUCOYHBIX OTBEICHUSIX.

VY Bcex manieHTOB OTMEYeHO (PapMaKOPE3UCTEHTHOE
TeueHue amiernicu. Yucio npuMenseMbix ADIT Bapbu-
poBasio ot 3 1o 7. B 1 ciy4yae ynanoch JOCTUYb MeIMKa-
MEHTO3HOU KOMITeHCAallMu Ha (DOHE OTHOBPEMEHHOTO
npuema 3 ADII. UaTepeceH TOT (paKT, YTO TepareBTU-
yeckuii 3¢ deKT ObIT JOCTUTHYT y TaleHTa ¢ Haubosee
Tskenoit octpoit pazoit FIRES u BelpaxkeHHBIMM HEBPO-
JIOTUYECKMMU HapylleHUsIMU B mocaeaytoiieM. HanGonb-
masi 3¢ GEeKTUBHOCTh B OTHOIICHUH KYITMPOBAaHUS TIPU-
CTYMOB OTMEYeHa y JieBeTupareTama (y 3 u3 4 maiueHToB),
6eH3oHaina (y 2 u3 4), tonupamarta (y 2 u3 4) 1 IperapaToB
BaJIBIIPOEBOi1 KUCIOTHI (y 2 13 4). Haumenpieit apdex-
TUBHOCTBIO 001a7aj1 KapOaMa3eIH.

Hecmortps Ha To, yTo niepBoe ynomuHanue o FIRES
npatupyercs 1961 . [10], HauGoJiee moApPOOGHOE ONKMCaHUE
KIMHAYECKUX, HEHPOPU3NOJIOTHISCKIX, PATUOIOTHYC-
CKUX 0COOeHHOCTel 3a00ieBaHMs ObLIO MPEICTaBIEHO
B TedeHue rmociaenHux 5—7 et [6, 18]. Marepec k FIRES
BO3pacTaeT y Bpaueil BCero Mupa B CBS3M C HEOJIaronpu-
SITHBIM T€YEHHUEM, IIPOTHO30M 1 OTCYTCTBHEM ITOJIOXM -
TeJbHOIo 3 deKTa oT JeyeHUsT JaHHOTO 3a00JIeBaHMsI.
OcobeHHO ApaMaTUIHBIM siBJisieTcs To, uTo FIRES pa3s-
BUBAETCA y IIPEXKIE 3M0POBBIX ACTEl, B KOPOTKHE CPOKH
IIPUBOISA K CEPbe3HOM MHBAMUAN3ALMHA. JI0 HACTOSIIIETO
BpPEMEHU OCTAIOTCS HESICHBIMM 3THOJIOTHS M TaTOTeHE3
FIRES. OtrcyrcTBUE IBHOTO MH(MEKIMOHHOTO areHra,
HETaTUBHBIM OTBET HA MMMYHOMOIYJHUPYIOIIYIO Te-
panuio, pa3BUTHE 3a00JIeBaHUS TOJBKO V IAllMEHTOB
IETCKOrO BO3pacTa, CXOXUN CLeHApUA pa3BUTUSI CUM-
MTOMOB IS KaXJ0ro ciiydasi B Buae aediora 601e3HU
CO CTaTyca BepCHBHBIX IPUCTYIIOB HABOIST Ha MBICIb
O BO3MOXHON reHeTU4YeCcKOl Mmpupoje 3adoaeBaHUs.
Taxke TpeOyrOTCS gaabHelle HaOM0AeHUs, Kacalo-
muecs 3(pGeKTUBHOCTH pa3NInIHBIX rpyrm ADII, cro-
Cc000B KYyIMPOBaHUSI SMIICTITUIECKOTO CTaTyca, OIeH-
Ka 5POEeKTUBHOCTA KETOTE€HHOMN TUETHl Y CTUMYJISLIMUA
OJIyXIarolero Hepsa.
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3dhdpekmusHocmb pydhuHamMupaa B neveHuu dapMakopesucmeHmHoI
thoxanbHoil 3nunencuu B neUaMpuUYecKoii npakmuxe
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Haubonrvuwue mpyonocmu 6 mepanuu papmakope3ucmeHmHoil snuiencuu npedcmasasitom nuienmu4eckue CUHoOpoMbl, npUu KOMopsixX om-
Meuaemcsi couemaHie HecKoabkux munos npucmynos. OOHuUM u3 makux cunopomos sgasemcsi cunopom Jlennoxca — lacmo, nposeasio-
wuticss ROAUMOPPHBIMU npUCMynamu (MoHu4eckKue aKCcuanbHble, MUAMOHUYecKUe, Aamunu4tsle abCancol, INUNERMUMECKUT CIAMYC «<Manblx
MOMOPHBIX NPUCMYNOB» , MUOKAOHUHECKUe, 2eHepaau308aHHble CydopodcHble, hokanvhble). Imo eemepoeerHoe 3a001esanue, npedcmaensi-
rouee coboii onpedenentblll KOMNACKC KAUHUMECKUX U INeKMPodHyedharoepapuueckux cumnmomos pasiuyHoil smuonoeuu. Hacmoswas
cmamus codepicum 0030p Aumepamypbl, NOCESIULEHHOL HOBOMY AHMUINUACNIMUYECKOMY NPenapamy ¢ RPUHUUNUANBHO HOBbIM MEXAHUZMOM
deticmeus — pygunamudy. anuwiii npenapam 3apeeucmpuposar 6 Poccuu ¢ 2015 . Aémopamu npedcmaenen codOcmeeHHblli Onbim npume-
HeHusi py@uHaAMuoa npu AeveHuu Gapmakope3ucmenmuol oKarbHol snulencuu 8 KOMHAEKCHOU mepanuu noAUMOP@HLIX NPUCMYNOG.
Y 1-20 nayuenma bvina docmueHyma KauHu4eckds pemuccus 6 mevenue 16 mec, y 2-20 — cHudicernue uacmomot npucmynos oonee uem Ha 50 %
¢ Kynuposanuem npucmynog nadeHui.

Karoueevie caosa: chapmaxopezucmenmunas snunencus, nosumopgrole npucmynst, cunopom Jlennoxca—Ilacmo, pygpunamuo, Huosenron
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EFFICACY OF RUFINAMIDE IN THE TREATMENT OF DRUG-RESISTANT FOCAL EPILEPSIES
IN PAEDIATRIC PRACTICE

L.O. Shchederkina®> 2, K.A. Orlova® 2, I.E. Koltunov’ 3, M. Yu. Dorofeeva*
! Morozov Children’s City Clinical Hospital, Moscow Healthcare Department; 1/9 4" Dobryninskiy Pereulok, Moscow 119049, Russia;
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YAcad. Yu.E. Vel'tishchev Research Clinical Institute of Pediatrics, N.I. Pirogov Russian National Research Medical University,
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Among drug-resistant epilepsies, epileptic syndromes, characterized by combination of several types of seizures, are considered to be
the most difficult in terms of treatment. Lennox—Gastaut syndrome is one of them. It manifests with polymorphic seizures (fonic axial,
myatonic, atypical absence seizures, status epilepticus of minor motor seizures, myoclonic, generalized convulsive, and focal seizures).
This is a heterogeneous disease, represented by a complex of clinical and electroencephalographic manifestations with various etiology.
Current review is devoted to a novel antiepileptic drug rufinamide, which has a new mechanism of action. The drug has been registered
in Russia in 2015. The authors also describe their own experience of rufinamide usage in the treatment of drug-resistant focal epilepsy
as a part of multicomponent therapy for polymorphic seizures. One patient achieved clinical remission for 16 months; the second one had
more than 50 % decrease in seizures frequency with a remission of drop-attacks.

Key words: drug-resistant epilepsy, polymorphic seizures, Lennox—Gastaut syndrome, rufinamide, Inovelon

Dnunencus U CygopoXHbIe CUHAPOMBI IBAsSIOTCS  ciaydyaeB Ha 1000 HaceleHMsI, TOrga Kak pacipocTpa-
OJHUM M3 HauboJiee YacThiX 3a00JeBaHUIl LIeHTPaJIb- HEHHOCTHh cygopor — 17—20 cayygaes Ha 1000 [16]. Jle-
Holi HepBHOM cucteMmbl (IIHC). PacripocTpaHeHHOCTh  YeHME SIUJICIICUM IIPEACTABISIET COO0M CEPhEe3HYIO Me-
SMUJIETICUUA B OOIIEN Momyiasuuu cocTtaBisgeT 5—10  IUKO-COLMaNbHYIO ITPOOIEMY C YUEeTOM XPOHUUYECKOTO,
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a MHOIA 1 KaTacTpopUIECKOTo TeUYSHUS JTaHHOTO 3a-
0oJieBaHUsI.

HMMeHHO B JETCKOM BO3pacTe MpU BbIOOpE IIpernapaTa
0COOEHHO BaXKHO YUYUTHIBATH CleAyIONINe (DaKTOPhI: (hopMy
SIWICTICUU U XapaKTep MPUCTYIIOB, BO3PACT U MOJI MallM-
€HTa, MPUBEPXKEHHOCTD JICYCHMIO (JIeKapcTBeHHas (popma,
cxeMa J03UPOBaHMSI, IIPOCTOTA UCIIOJB30BaHUSI 1 T.11.), CO-
MaIbHOEe (PYHKIIMOHUPOBAHYE, BIMSHIE HAa KAUeCTBO XKI3-
HH, 3aTpaThl HA TEPAITMIO U TOCTYITHOCTD Iperapata [2, 4].

B mocnemnme roapl meanaTpudeckKas HEBPOIOTHUS
03HAaMEHOBAJIach YCIIEXaMM B JICUCHMU SITIICIICUHN, HO,
HECMOTPS Ha 3TO, SIMIICITUICCKIE TIPUCTYIIBI COXPaHSI-
10Tcst ipuMepHo y 30 % nauueHTOB ¢ anuierncueii [14],
T. €. y 30 % naiumeHTOB MOXKHO FOBOPUTH O (papMaKope3u-
CTEHTHOM 3IMIWICTICUM, IIPUYEM B OOJIBIIMHCTBE CIyJYacB
peyb uaeT o GOKAJTbHOM SIUJICTICUN.

ITpu BEIOOpE TAKTUKM JIeUeHUS (papMaKOPe3UCTEHTHBIX
MMALEHTOB PACCMATPUBAIOTCST HECKOJIBKO TIOIXOIOB C LIENIBIO
MIPEONOJICHMSI PE3UCTEHTHOCTH 3a00IeBaHMS K METUKaMEH-
TO3HOM TepaIlvu: HEUPOXUPYPIrAIECKOE BMEIIATEIbCTBO,
WMILIAHTALMS CTUMYJISITOpa OIyXKIAIOIIero HepBa, KeTo-
TeHHasI 1eTa, IPUMEeHEeHNEe TOPMOHAIBHOM Tepariy U M-
MyHorJ100y1rMHOB. Ho Bcerna ocraercst Hamexaa, 4To I1o-
SIBJIEHME HOBOTO aHTUAITIJICIITUIECKOro Tperapara (ADIT)
C HOBBIM, PaHee He MCITOJIb30BABIIMMCS MEXaHU3MOM JICCT-
BHSI MOXKET TIPUBECTH K CHIDKCHUIO YaCTOTHI WJIU TIOJTHOMY
MCYE3HOBEHUIO SMUJIEIITUYECKUX IPUCTYNOB [15].

HauGonbliiive TpyaHOCTU B Tepaluu NpeACTaBISIOT
SIUJICIITUICCKIE CUHIPOMBI, IIPU KOTOPHIX OTMEUYaeTCs
COYETaHME HECKOJIbKUX TUIIOB IIPUCTYIIOB. OTHUM M3 Ta-
KUX CUHAPOMOB sBiIsieTcsl cuHapoM JleHHokca—TacTo
(CJIT), mposBASIONIMIACS TOJIUMOPGOHBIMU IIPUCTYIIAMU
(TOHMYECKME aKCUATbHbIC, MUATOHUYECKHE, aTUITMYHBIC
abCaHCHI, SMIICIITUISCKUN CTAaTyC «MaJIbIX MOTOPHBIX
IIPUCTYIIOB», MUOKJIIOHNYECKIE, TCHEPAITM30BaHHBIC CY-
IIOPOXKHBIE, (POKaTbHBIC), KOTHUTUBHBIMU HapyIICHUSI -
MM, MEIUICHHOM 3MUIENITU(OPMHOM aKTUBHOCTBIO (MEHEe
2,5—3 Ii1) ocTpasg—MenjieHHAs BOJIHA B UHTEPUKTAJIbHOM
Iepuoje Ha 3eKTposHLedatorpamme (D3I') 1 mpobera-
MH ObIcTpoii akTuBHOCTH (10—20 Iir), Hepenko accomuu-
POBAaHHBIMU C TOHUIECKMMU IPUCTYIIAMU, PE3UCTEHTHBI-
MU K MEIUKaMEHTO3HOM Tepanuu [8]. DTo reTeporeHHOe
3a0os1eBaHue, MIpeacTaBisolliee CO00i orpeaeeHHbII
KOMIIJIEKC KJIMHUYECKUX U DD -CUMIITOMOB pa3iny-
Hoii atnonorun. [Mpuannoii pazsutuss CJII' MoryT OBITH
KOPTUKAJIbHBIC TUCIUIA3WH, TIEPUHATAIBHOE TTOpaXkKeHIE
IIHC, omyxoiu roJIoOBHOTO MO3Ta, BOCHaJIUTEIbHbIE 3a-
0oJIeBaHUS TOJIOBHOTO MO3Ta, HAPYIICHUS MO3TOBOTO
KPOBOOOpAaIIeHUsI, HACICICTBEHHBIC HAPYIICHHUST METa-
0oM3Ma, XpOMOCOMHBIC aHOMAJIMHU U APYTHUe (haKTOPHI
[11]. TTpn knaccnueckom kpuntoreHHoM CJIT aTnonorust
OCTaEeTCsI HEU3BECTHOM.

BoaMmozkHocTu Teparmu mist nauueHtoB ¢ CJIT orpa-
HUYEHEBI B CBSI3U C PE3UCTEHTHOCTBIO 3a00JIeBaHMSI K MEIH-
KaMmeHTo3HOM Tepanuu. CJIT" octaeTcst oqHUM 13 Haubojee

TPYIHOKYpPaOEIbHBIX STMMJICHTUISCKUX CUHIPOMOB, He-
CMOTpsI Ha cyllecTBOBaHME HeCcKOIbKuX ADII, adpdex-
TUBHOCTB KOTOpBIX B Tepanuu CJIT Obla qjokazaHa B XoJe
PaHIOMU3UPOBAHHBIX KOHTPOJIMPYEMBIX NCCICIOBaHUI, —
JIAMOTPHUIKMHA, TOITMPaMaTa 1 MpernapaToB BaIbIIPOSBOM
KUCJIOTHI, ¥ KOTOPBIE Han0OoJIee YacTo IIPUMEHSIIOTCS B Ka-
YyecTBe MperapaToB MHULIMAJILHOW MOHOTepanuu [7].

IMosiBnenue HoBBIX ADIT ¢ MPUHLIMNINAIBHO UHBIMUA
MeXaHU3MaMU AeHCTBUS MOXET IToMOYb B JiedeHuu CJIT
W IPYTUX TSLDKEIBIX (hOPM SIMIIICTICUH [5].

Pypunamun — ADII, aBasgiommiicss Mponu3BOIHBIM
KapboKcaMuaa U He TTOXOXUI 0 XMMHUIECKOMY CTpOe-
Huto Ha apyrue ADI1. OCHOBHOI MeXaHW3M IEUCTBHUS Py-
(¢rHAMMIA — OTpaHUYEHHE Pa3psIIOB HEMPOHOB, CBSI3aH-
HOE C OJIOKMPYIOIINM BJIMSIHUEM Ha HaTPHUEBBIC KaHAJIBI
(perynmmpoBaHUe aKTUBHOCTH HATPHEBBIX KAHAJIOB 32 CUET
YBEIMYCHUS IUTEILHOCTU MX HEAKTUBHOTO COCTOSTHUS),
U cTabumir3auust MeMOopaH HelipoHoB [17].

B opranusme pydmHamug MeTadbonnu3upyeTcs, HO
He JaeT aKTUBHBIX MeTabomToB. bonbiias yacts (91 %)
MeTaboNIUTOB pyprHAMUIAa BEIBOTUTCS ¢ MOo4oii. buo-
TpaHcdopMals IpemnapaTa IMIPOUCXOIUT 0e3 yJyacTus
n3odepMeHTOB IMToXxpoma P450. Ilepuon 1moryBeIBe-
JIeHUs1 COCTaBysieT 6—12 4; BpeMsl JOCTMKEHUST MAKCH-
MaJIbHOI KOHLIEHTpaluu B I1a3Me — 46 4. HeaHauuTeb-
HO (26,2—34,8 %) cBs3biBaeTcs ¢ Oeakamu. PybuHamung
He BJIUSIET HA KOHIeHTpaluio apyrux ADII, ogHako de-
HUTOMH, (peHOOapOUTaJl, BAJILITPOAT U MPUMUAOH MOTYT
U3MEHSITh KIIMPEHC py(pruHaMmIIa, IIpuIeM BaIbIIpoaT yBe-
JINYMBAET, a OCTAJIbHBIC IIPEITapaThl YMEHBIIAIOT IIEPUOI
€ro TTOJTyBBIBEICHUS.

B 2008 1. mpenapar 6nu1 3apeructpuponad B CIIA,
ac 2015 . noctyneH u B Poccuu B TONOJIHUTEILHOM Tepa-
MU IPUCTYTIOB, accounnupoBaHHbIX ¢ CJIT, y manueHToB
crapiie 4 1eT. OcobeHHO OH 3P PEeKTUBEH NPU JCYCHUN
MIPUCTYIIOB MAaIeHM («IpoIT-aTaK», TOHUIECKUX,/aTOHU-
YeCKHUX MPUCTYITOB), TaKXKe JoKa3aHa ero 3p(peKTUBHOCTD
B TepaIliy TeHepaJTn30BaHHBIX IIPUCTYIIOB (TOHUYECKUX,
ATOHMYECKUX Y TOHUKO-KJIOHUYECKNX) [6].

Tpynrnoctu moctaHoBKu auarHo3a CJII, BeIcokast ya-
CTOTa IIPUCTYIIOB M MX MOIUMOPDU3M ITOPOKIAIOT PSIIT
CJIOXKHOCTE, CBSI3aHHBIX C KAY€CTBEHHBIM ITPOBEICHUEM
KJIMHWYECKUX MccaenoBanuii y mauueHToB ¢ CJII, B cBI31
C 4eM IIporpamMma KIMHUYECKHNX UCCIIeI0BaHUMA pydrHa-
munaa y nauveHnToB ¢ CJIT Bkimioyana B ce6s1 6a30Boe peru-
cTpaliMoHHoe uccienoBanue 022 — paHIOMU3UPOBAHHOE
I1a1Ie00KOHTPOIMPYEMOE IBOMTHOE CIIETIOe UCCIICAOBaHIE
npenapara y manyeHToB ¢ CJIT [10], pe3ynsraThl KOTOPOTO
OBLIM TOMOJHEHBI JaHHBIMY ITOCEAYIOIIETO OTKPHITOTO
npoaieHHoro ucciaenoanus 022E [13].

B 6azoBoM perucTpaliiOHHOM HCCJIEIOBaHUU PY-
¢unamuga npuHsaau ydactve 138 mammenrtos ¢ CJIT
B Bo3pacte oT 4 1o 30 neT ¢ monuMopGHBIMHA TTPUCTY-
maMu (BKJIF0Yasi TOHMYECKUE /aTOHNISCKIE TIPUCTYIIBI
W IIPUCTYIIBI 110 TUITY aTUIINYHBIX abcaHcoB). [1ammmeHTH
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ObLIM CIIydaliHBIM 00pa30M pacrpelesieHbl 110 Ipymnnam
IJIsI ToTydeHus pybuHamuaa (74 malmeHTa) WK IUIa-
11e60 (64 nanueHTa) B JONOJHUTEIbHOM Tepanuu. Cpen-
HUH MIPOLEHT PeAYKIIUU 0011Ieil YaCTOThI MIPUCTYIIOB ObLT
CTaTHCTUYECKM 3HAYMMO BBIIIIE B IpyIIIe pyOuHaAMMIA,
yeM B rpyrine riane6o, — 32,7 u 11,7 % cooTBeTCTBEHHO
(p = 0,0015). IToay4eHbI TOCTOBEPHBIC Pa3INIMs II0 Ya-
CTOTE IPUCTYIIOB MaAeHUN (TOHUYECKNX/aTOHUIECKIX)
(p <0,0001) B rpyrme pybuHamuna (CpeaHsIsT peayKIIus
4acToThl — 42,5 %) 10 CpaBHEHMIO C TPYIIION ILIaLe60
(yBenunueHue yacToTel Ha 1,4 %). B rpynne pyduHamuna
OTMEYECHBI 3HAUYUTEJIbHOE YMEHBIIICHUE TSKECTU MpPH-
crynoB (p = 0,0041) u 6ojee BBICOKAs HOJISI ITAIIMEHTOB,
OTBETUBIIINX Ha Tepanuio (IMaIlMeHTOB, Y KOTOPBIX 3ape-
TUCTPUPOBAHO CHUKEHME 4acTOTHI MpUCTYyoB Ha 50 %
u 0oJiee) KaK B OTHOIIICHUM YAaCTOTHI BCEX ITPUCTYIIOB
(p = 0,0045), Tak u «apom-atak» (p = 0,002) [10]. Ha-
n0oIee JYaCTHIMU HeXeJaTeAbHBIMU SIBJICHUSIMH, OT-
MedaBIIUMUCS Gosee yeM y 10 % maiMeHTOB IPYIIIbI
pydbuHamMuna, IBISUIMCHh COHIUBOCTD (24,3 % B rpyie
pyduHamuaa B cpaBHeHuu ¢ 12,5 % mauneHTOB IPyMITbI
miane6o) u touHoTa (21,6 u 6,3 % cootBeTcTBeHHO) [10].

B manHoMm mcciienoBaHuM Hapsiay ¢ OJIarONpUSITHBIM
npoduiieM 6e30IacHOCTH py(pHUHAMMIL TTPOAEMOHCTPUPO-
Bas cBOIO 3((HEKTUBHOCTD B JOMOJIHUTEILHOM Teparmuu
MpUCTYNoB, accouuupoBaHHbIX ¢ CJIT.

ITo oxoHYaHUM pPaHIOMM3UPOBAHHOTO MCCIEI0BA-
HUs 124 mamueHTa IPOJOIKIIN YIaCTHE B OTKPBITOM
npoajieHHo da3e uccnenoBanus [13]. B Teuenue 12 mec
Tepamuu CHUXXEHHE YaCTOTHl BCEX THUIIOB IIPUCTYIIOB
Ha 50 % u 6oj1ee otMeueHO y 41 % malveHTOB, CHUXKEHME
YaCTOThl TOHMYECKUX,/aTOHMYECKUX MPUCTYIIOB Ha 50 %
u 6onee — y 47,9 % nauuenroB. Hanbosee pacrpoctpa-
HEHHBIMU HEeXXeIaTeTbHBIMU SIBIICHUSIMU B XOIE OTKPBITOI
MpoUIEHHOI (ha3bl ucciienoBaHusa Obu1i TomHoTa (30,6 %
MalMeHTOB) 1 YyBCTBO Xapa (25,8 % nanueHToB). HOBBIX
HEOXMIAHHBIX HEXeIaTeJIbHBIX SIBICHUI B XOIE OTKPBI-
TOM (pa3bl MCCICAOBAHUS HE BBISIBJICHO.

B nipuBe e HHBIX BEIIIIE UCCIEIOBAHUSIX OBLIO MIPOIE-
MOHCTPUPOBAHO OJIATOIIPHUATHOE COOTHOIICHUE TTOJIB3bI
M pUCKa B NOMOJHUTEIbHOM Tepanuu maunreHToB ¢ CJIT,
B TOM YHCJIC U TIPU IJIATEIbHOM IIPUMEHEHNH, KPOME TO-
ro, ObUIO OTMEUEHO, YTO Tpenapar MOXeT ObITh 3PPeKTH-
BEH B JIOMOJHUTEIPHON TepaIiu SIUJICTICUY ¢ (papMaKo-
PE3UCTEHTHBIMM (DOKATBLHBIMU MTpUCTynamu [12].

G. Coppola u coast. (2014) 0600IIMIN OMBIT U Olle-
HUIU 3(PpGEeKTUBHOCTh U 0€30MAaCHOCTh IMTPUMEHEHUS
pybunamuna y 600 gereit. CpeaHsis 4acTOTa BHICOKO-
ro tepamneBTudeckoro apdexra pybunamuna npu CJIT
¢ (hapMaKOpe3MCTCHTHBIMM TIPUCTYIIAMU Y IeTei cocTa-
Buia 38 %, npu 3ToM peMuccust Obuta gocturiyray 2,4 %
manueHToB. PypuHaMua Takke MpoaeMOHCTPUPOBA
3¢ (HeKTUBHOCTD NPU APYTUX SMUIETITUYECKUX dHIIEha-
snonatusx. [ToaTBepxaeHo, YTO Mpenapar MOXeT ObITh
3¢ dpexTUBEeH B TOMOJHUTEIBHON Tepanmuu SIUIETICUN

¢ (bapMakope3nCTEHTHBIMU (POKAJILHBIMU MTPUCTYITAMU.
[MonydyeHHBIC JaHHBIC TTO3BOJISIIOT IIPEATIONATATh JOCTA-
TOYHO OJIarOIPHUSATHOE COOTHOIIIEHNE ITOJIb3bl U PUCKA
U HU3KUI pucK arrpaBauuu npucrtymnoB. HanGomnee pac-
MMPOCTPAaHEHHBIMU TTOOOYHBIMHU 3 PeKTaMU ObLIN TOJIO-
BOKPYXEHME, COHIMBOCTb, TOLIHOTA, AUIUIONMS U aTaK-
cHsl, OOBIYHO OHM OBUIM JIETKO BBIPAXKEHBI M ITPOXOIVIIN
CaMOCTOSITEJIFHO, Yallle HaOJIogaInCh B IIPOIecce TH-
Tpaluu, 9eM IIpU IIUTeIbHOU Tepanuu. [ToaTomy MOX-
HO TIPEIIIOJIOKUTh, UTO MEIJICHHAS TUTPAIIUSl CHIKACT
PHICK U BBIpAXKEHHOCTh ITOOOYHBIX 3(D(PeKTOB pypruHamMuga
[9]. Takxe coobIIAIOCH O BO3MOXKXHOCTH 3HAYUTEIIHHOTO
cHxeHus Macchl Tena. [To muenuio G. Coppola 1 coasr.,
pyduHaMU, TO-BUINMOMY, UMeeT 0oJiee OIaronpusTHBIN
MpoGUJIb KOTHUTUBHBIX TTOOOYHBIX 3((PEKTOB 110 CpaBHE-
Huto ¢ apyrumu ASII [9].

H.K. Ma3suHa u coast. (2016) nmpoBejiu MeTaaHaIN3
PE3YJIBTaTOB KIIMHUYECCKUX MCCIeI0BaHUN pyhuHaMuIa
y maieHToB ¢ CJII, cxomqHbiMu 3H1IE(aIONaTUYECKUMUT
dopMaMM SMUJIETICUM U TapLUUaJbHBIMU (hopMaMU 3ITH -
JICTICUM, YCTOMYIMBBIMM K Teparuu cTaHmapTHeiMu ADII.
Br110 ycTaHOBIEHO, YTO T10 YKMCITY IMAIIMEHTOB C PEayK-
uueit npuctymnoB Ha 50 % u GoJjiee rpyimna, IpUHUMAB-
mas pyprHaAMUI, CTAaTUCTUYECKI TOCTOBEPHO ITPEB30IILIa
KOHTpOJIbHYIO. PydbuHamun Ob11 2 (eKTUBEH HE TOJIHKO
y nanmenToB ¢ CJIT B Bo3pacTe crapiiie 4 JIeT, HO U y T1a-
LIMEHTOB ¢ (POKATbHBIMU (hOpMaMM SMUJICTICUM, a TAKXKe
npu HenuddepeHIMPOBaHHBIX (DOpMax reHepaTM30BaH-
HBIX SIWJIETICUI, cuHIpoMe JIpaBe u CI0XHBIX (hopMax
SIUJICTICUM C HETTOATBEPKICHHOM IIePBUIHO-(DOKATBHOMI
MPUPOIOI mMprcTyIoB. TakuM 00pa3oM, pypruHaMUI, ObIT
3((EKTUBEH MPU JICYSHUU JOCTATOYHO OOJIBIIOTO KOJIM-
YyecTBa (hOPM SIUJICTICUM, BKIIIOYAsl U YCTOMYUBYIO K JIe-
yeHU10 (poKaabHYyIO snuiencuio [3].

Pexxum mo3upoBanust pybrnHAMUIA 3aBUCUT OT MAaCChI
TeJjia MalMeHTa, ero Bo3pacTa, a TaKXKe COITYTCTBYIOIIETO
IIprieMa IIPEIapaToB BaJbIIPOSBOM KHCIOTHI.

VY nmeteii ctapiie 4 net ¢ Maccoit Tena MeHee 30 Kr,
He IIPMHUMAIOIINX BaJIbIIPOEBYIO KUCIOTY, HaYaJIbHAs J0-
3a py¢uHamuga coctapisget 200 MIr/CyT, TUTpAIIUS O3Bl —
yBenmmueHue Ha 200 Mr/cyT 1 pa3 B 2 IHS 10 MAKCHMAaJIb-
HOI1 peKoMeHmoBaHHO 1036l 1000 Mr/cyT. ¥ maneHToB
¢ Maccoii Tesia MmeHee 30 KT, OMHOBpPEMEHHO ITPUHUMAIO-
IIMX BaJIBIIPOEBYIO KUCIOTY, MAKCUMaJIbHAS TepaIleBTH -
yeckas no3a pybuHamuaa coctasisieT 600 Mr/cyT (Basib-
IIPOaT YMEHbIIAeT KIMPEHC pyhrUHAMUIA).

VY nmereit ¢ Maccoii Tena 6osee 30 KT M y B3pOCIIBIX
MMallMeHTOB HavyajbHas 1033 pyhUHAMHUIA COCTABIISCT
400 Mr/cyt, Tutpaums — 1o 400 mr 1 pa3 B 2 gHS, MaK-
cuMaJibHasl peKOMEHIOBaHHas 103a Bapbupyet oT 1800
1o 2400 Mr/cyT.

IIpu pacueTre Ha 1 KT Macchl Tejla cTapToBasl 103a
pyduHaMmma cocrapisieT 10 MI/Kr/CyT ¢ IOBBIILIEHUEM
Ha 10 MT/Kr/cyT Kaxmbie 2 THSI 10 TepareBTUICCKOM TO3bI
45 mr/xr/cyt B 2 mpuema [9]. Ilpenapat nmpuHUMaeTCs
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BHYTpPB 2 pa3a B CYTKHM B paBHBIX n03axX. Ecim manueHTy
TPYIHO [JIOTaTh TaOJIETKU, UX MOKHO U3MEIbYUTD U MIPU-
HSITh, 10OABUB U3MEIBLYEHHYIO TA0JIETKY B ITIOJJOBUHY CTa-
KaHa Bofpl [1].

B Poccun onbIT npuMeHeHusI pydruHaMKIa B TIeAMaT-
pPUYECKON MpaKTUKE TOJIbKO HAUMHAET HaKariMBaThCs.
B npencraBaeHHBIX HUXKE KIMHUYECKUX HAOIIOAEHYSIX Mbl
XOTeJIU Obl NOETUTHCSI COOCTBEHHBIM OMBITOM IPUMEHE-
HUs pybuHaAMuIA OIS JIedeHUST (hapMaKOpPe3MCTEHTHBIX
(OKAJTBHBIX SIUJICTICHIA.

IIpencraBiseM uctopuu 001€3HU 2 MALIUEHTOB, KOTO-
pble Ha0JIIOAI0TCS HEBPOJIOTOM-3AIWIIECTITOJIOTOM KOHCYJIb-
tatuBHOTO 1LIeHTpa 'BY3 «Mopozosckas IT'KbB I3M».

Knunuyeckoe Habnogenue 1

Ilayuenm K. M., 6 sem 6 mec. Habarodaemcs 6 KoHCYnb-
mamusHom yewmpe I'bY3 «Moposzosckasn JIT Kb I3M» ¢ mas
2011 e. (c 6ospacma 11 mec). Poduacs om 1-it 6epemenro-
cmu, npomekasuieil Ha hoHe anemuu, yepo3sl NPepPbl8aHUs
Ha 14-ii u 20-ii nedeasx. Poodel Ha 36-ii Hedene. Macca meaa
npu poxcdenuu — 2400 e, pocm — 47 cm. Ouenka no wka-
ae Aneap — 5/6 6annoe. Cocmosinue nocae podog msicenoe
u3-3a 0bIXxamenbHOl HedOCMAamoyHOCMU, CUHOPOMA YeHe-
menus I[IHC. Haxoduacs 6 omoeneHuu namoao2uu Hogopo-
JHCOeHHbBIX ¢ JuaeHO30M «uyepedpanvhas uuemus 11 cmenenu».
Habnodancs neaponocom no mecmy sxcumenscmea no nogody
duaeHo3za «nocaedcmeusi NePUHAMALbHO20 UNOKCUMECKU -
uwemuueckoeo nopaxcenuss IIHC, cundpom osuecamenvrsix
HapyweHuil, 3adepicka ncuxomomopHoeo pazeumus». Ilo-
ayuan cmumyaupyrouwyto, cocyoucmyro mepanuro. Coenac-
HO OaHHbIM AMOYAGMOPHOU KApmbl, HA NOBMOPHLIX Helpo-
COHO2PAMMAX ONpedesinucy nociedcmeus UuemMu4ecKko2o
nopaxcenus IIHC, 6oaee svipaxcennvie cnpaga (D > S).
B 6o3pacme 10 mec nossunuce snusenmuueckue npUCHynsi:
MOHUYecKUe aKcUuanbHble ¢ gepcueil 20108bl 6160, KOPOMKUe
(0o 10c¢), unoeda c nocaedyrouum CHOM, BbICOKOU HACHOMbL,
do 20 pa3 6 cymku. B cmayuonape 6vi1 HazHaven npenapam
8A1bNPOEBOIL KUCAOMbL 8 Kanasx uz pacuema 30 me/xe/cym.
Ha smom ¢hone npucmyner coxpansauce, yuauasce npu npo-
pe3visanuu 3y608 u nepemere nozoodvl. Ilo pesysomamam
gapmarKomoHumopuHea 8aabnpoesoll KUciomol (KOHUeHm-
payus 0o npuema — 56 mxe/ma, nocae npuema — 61 mxe/mn)
Obln nepegeden Ha npenapam 6aabNPOEoll KUCAOMbL NPO-
JAOH2UPOBAHHO20 Oelicmausi ¢ ygeauveHuem 0o3vl. llpu no-
noimKe ygeauteHust 003bl 616NPOEEOL KUCAOMbL OMMEHANACH
sovipaxcennasn (0o 110000/mkn) mpomboyumonernus. loza
npenapama 6wvi1a chuxcena 0o 400 me/cym. B nesponoeuue-
ckom cmamyce 6 eo3pacme 1 eoda Habarodaaucs 3adepricka
HCUXOMOMOPHO20 PA36UMUSL U 1€60CHOPOHHSIS 2eMUNNeUSL.
Maenumno-pesonancuas momoepagus (MPT) eonoeHoeo
Mosea (6 6o3pacme 1 200a 7 mec) 8bis16Una OOUUPHYIO NOPIH -
ueghanuueckyo Kucmy npasoii 100HO-meMeHHol obaacmu.
1lpu D3T-monumopunee OHe6HO20 CHA 8 IMOM dice 603pacme
Oblaa 3ape2ucmpupo8ana npoooANCeHHAs INULENMUPOPM-
Has aKmMu@HOCMb 8 NPAgoil 100HO-UeHMPAaLbHO-8UCOHHOL

obaacmu 6 sude 8biICOKOAMNAUMYOHBIX KOMNACKCO8 NUK —
MeO0NeHHAs 80AHA C NepUodU4eckKUM pacnpocmpaHenuem
Ha éce npagoe noayuiapue u Ha 1egyio 1001y obaacms. 06-
C1e008aH HelpOXUPYpeOM ¢ 3aKatoueruem: « B neiipoxupypeu-
YecKkom AeweHuu He Hyxycdaemces». Hecmomps na coxpansg-
wuecs snusenmuyecKue npUCMynsl, OMme4anacs MeoreHHas
nonoxcumenvras OUHAMUKA 8 MOMOPpHOM pasgumuu: ¢ 1 2oda
noazaem, ¢ 1 eoda 2 mec Hauan ecmasams y onopul. B 603-
pacme 1 2oda 7 mec npu coXpaHaowWUxcss acuMmempuyHsix
aKCcUanbHbIX NPUCMYNAX C YUemoM pe3yibmamos 1abopa-
MOpHBIX Uccredosanuil (meHoeHyus K mpomooyumoneHuu,
noevluleHUe acnapmamamunompancgepassl U aiaHuHa-
MUHompaucgepassl) K npenapamy 8arbNpoesoil KUcaomeol
npoaoHeUPOBaHH020 delicmaus Obla dobaereHn monupamam
6 kancyarax (c mumpayueil 0o3vl 0o 5 me/ke/cym). B me-
yeHue 6— 7 mec neveHus OaHHOU KOMOUHAyUeil npenapamos
OMMEeYan0Cch CHUMICEHUe Yacmomyl npucmynog do 7—9 e cym-
xu. O0Hako Ha ghoHe npuema monupamama y pebeHka 3Ha4u-
MeAbHO YXYOUIUACS ARnemum, 4mo Npueeno K yMeHbUeHU
maccel meaa, pooumenu omme4aiy 0OCMaHo8Ky 8 NCUxomo-
mopHom pazeumuu. B 2 2oda 4 mec npu nonsimke 3ameHsl
monupamama Ha AaMOMPUONCUH O3HUKAA aAnepeUiecKads
cbinb, 6 C8A3U ¢ yem npenapam Obir ommernen. Ha gone co-
XpaHerusi (hOKANbHbIX KAOHUHECKUX U 8EPCUBHBIX 1€B0CHO-
POHHUX NPUCIYHO8 NOSIGUAUCH BMOPUYHO-2eHEPANUZ0BAHHbIE
monuueckue npucmynol. Ilpu nposedenuu III'-monumopun-
2a dHegHo20 cHa 6 gospacme 2 nem 6 mec OblA0 OMMeUeHO
Hapacmanue undexKca INUAENMUDOPMHOL AKMUBHOCMU
(npodonsicennas snuirenmugopmMHas aKMUHOCMb MeOAeH -
HO020 CHa) 8 npaegoii N0OHO-UeHMPANbHO-MeMeHHOU obaacmu
¢ Jughghy3HviM pacnpocmpaneHuem, Snuienmugpopmmoie Kom-
naekcol no Mopghoao2uu coomeemcmeosanu 006poKavecm-
BEHHBIM SNUNCNMUGOPMHBIM nammepHam demcmea (puc. 1).

B 2 200a 7 mec c yuemom dannwix DI k npenapamy
8a1bNPOEBOLl KUCA0mbl Obla 000asAeH IMOCYKCUMUO 8 pac-
meope. /lannas KoMOUHAYUS NPUBEAA K CHUICEHUIO YACMO-
Mol 6MOPUHHO-2eHEPANU308AHHBIX MOHUMECKUX NPUCMY-
noe npu coxpanenuu goxanrvuvix. C 3 sem pebeHok xooum
camocmosmenvHo (noxodka eemuniesuieckas), eunep-
aKkmueHblil, BHUMAaHUe He ydepicusaem, peusb Aenemnas,
neimaemcs ecms camocmosimenvro. Pebenox naxooduncs
Ha danuoll mepanuu do 3 sem 1 mec. Ilpu yxydwenuu eeo
coCmosHUsl 8 8ude yuaueHus: (POKANbHbIX MOHUYECKUX NPU-
cmynog do 20 paz é cymku é mepanuio 61 66edeH Kap-
bamazenun, 4mo npugeno K NosiAeHUI0 NPUCMYNo8 80 CHe
u yseauyeHuro ux npodoaxcumenviocmu 0o 40 c¢. Oonako,
no MHeHuro podumeneil, npu mepanuu OAGHHOU KoMOUHayuel
(npenapam 6anvhpoesoil Kuciomeol, Kapoamazenut u Imo-
cyKcumuo) pebeHok cman aKkmueree, Ha4aia pa3zgUueamuCsl
peus. C yuemom noaodcumenbHoi meHoeHyuU @ ncuxope-
4egom paseumuu KOMOUHAYUs AHMUKOHBYAbCAHMO8 Oblaa
COXpaHeHa: npenapam 6aabnpoesoil KUCA0Mbl NPOAOHU-
posanHoezo deiicmeus 6 doze 400 me/cym, smocykcumuod
8 pacmeope — 400 me/cym u Kapbamazenun KOHMPOAU-
pyemoeo eviceobocdenuss — 300 me/cym. Ilpu noemoproii
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Puc. 1. ITayuenm K.M., 2 200a 6 mec. Dnexmposnyeparoepamma, cou. Ilpo-
0019ICEHHAs PELUOHANbHAS INUACNMUPOPMHAS AKMUBHOCHb 8 NPABOLL N0OHO-
8UCOUHOIU 001aCMU (KOMNAEKCbI 0CMPAsi—MeONeHHAS 80AHA COOMBEMCME)-
10m 000pOKauecmeeHHbIM INUACHMUGOPMHBIM NAMMEPHAM Oemcmea)
Fig. 1. Patient K.M., 2.5 y. o. Electroencephalogram during sleep. Contin-
ued regional epileptiform activity in the right frontotemporal region (sharp-
and-slow-wave complexes correspond to benign epileptiform discharges
of childhood)

KOHcyabmayuu 6 eozpacme 3 sem 5 mec podumenu o6pamu-
AU GHUMAHUE HA U3MEHeHUe XapaKkmepa snUAenmu4ecKux
NPUCMYNO8: NPU COXPAHAIOUWUXCS (POKANBHBIX NPUCMYNAX
6 8UOde desuayuu 20108bl 6460 ¢ NOCACOYIOUWUM MOHUHECKUM
HanpsiceHuem U KAOHUYeCKUMU NOOePeUBAHUAMU 20108,
DeOKO 6 COMeMaHUU ¢ MOHUMECKUM HANPANCEHUEM Ae60U Y-
KU, NOABUAUCH NPUCMYNbL pe3KUX 6He3anHbix naderui. Jloza
Kapbamaszenuna KOHMpoAUpyemoeo 8blc8000HCOeHUs Oblaa
nocmeneHHo yMeHbuleHa 00 NOAHOU OMMEeHbL, YMo NPUBeo
K cHudceHuro npodoaxcumensvnocmu npucmynog. C 3 sem
6 Mec K mepanuu npenapamom 6aAbnpoesoll KUCA0mbl npo-
JN0HeUpoB8anHoe2o deiicmeus (600 me/cym) u 3mocyKcumu-
dom (500 me/cym) bbin dobaesnen kaobazam (¢ nocmeneHHbIM
yeeauueruem 003vt). Ha gone esedenus xrobazama owvino
OmMMeHeHo CHudceHue yacmomol npucmynos Ha 50 %, u3-
MeHeHuUe ux YupKaoHocmu (603HUKAAU NPEUMYUECMEEHHO
neped npobyicderuem), Ho, N0 MHeHUIO podumenell pebeHKa,
Xapaxkmep NPUCMYN08 USMEHUACS: Menepb UMeA0 Mecmo 60-
Aee en1yboKoe HapyuleHue co3Hanus (doavlie 8vbixo0ua uz npu-
cmyna) ¢ nocaedyoueli amarxcuet u cHom. Ilocae docmu-
JceHus yenegoll 0o3ol kaobazama 15 me/cym (1 me/xe/cym)
Habaodaracs cmabdusuzayus NPUCMynos — 5—6 oKaibHbIX
npucmynog (0ueHKa ypoeHs HapyuleHus CO3HAKUs Oblaa 3a-
mpyoHumenvHa) 6 deHv, pedkue amoHu4ecKue nadexus.
[Tlayuenm npodoaxcan 3aHamus ¢ 1020nedom, NPOBOOUAACH
peaburumayus dgueamenvHviX HapyuweHul (maccaxc, ae-
yeOnas puskyasvmypa, unnomepanus). boira 3apecucmpu-
DOBAHA NOAONHCUMENbHAS OUHAMUKA 8 PeHedoM pPA3eUmuu,
NOABUAUCH CA08A, YAYHUUAOCH 36YKonodpadcanue. B 5 arem
pooumensmu ObiA0 BHO8b OMMEUEHO HAPACTNAHUE NPUCMYNO8
6 gude amonuveckux naderuii 0o 5—7 paz 6 cymku npu co-
XpaHeHuu npexycHell 4acmomol (POKANbHBIX NPUCMYNOE.

4

C yuemom xapakmepa 3nusenmu4eckKux npucmynos, He-
8po/02UMecK020 cmamyca, hapmakonoeuHecKo20 aHamHesa
U Haauuus hapmakopesucmeHmuocmu 6b.10 RPUHAMO pe-
weHue 0 66edeHuU pyhunamuoa c NOCMeneHHol OMMeHoll
Kaobazama. Youce 6 Hauane npumenenus pygunamuda (0oza
200 me/cym) 66110 3apuKCcUPO8aAHO CHUIICEHUE YUCAA NPU-
CMYN08, 8Nepabie NOABUAUCH «CEEMAble» NPOMENCYMKU (Om-
cymcmeue npucmynog do 3—5 dueit). Pooumeau ommemunu
yayuwenue annemuma. /[osza pygunamuda 6vira yeeauvena
00 350 me/cym (27 me/xe/cym) é 2 npuema: 200 me ympom
u 150 me eeuepom. Ilpu npueme dannoil KomoOUHAUUU Npe-
napamoe (pyguramud 350 me/cym, npenapam eanvhpoe-
801l KucA0mul NPOAOHeUPOBaHHO020 Oelicmeus 700 me/cym
u smocykcumud 500 me/cym) npucmynoe Hem 6 meyeHue
16 mec. Ha D3OI, évinoanennoli no mecmy icumenbcmea
6 aseycme 2016 e., munu4noil 3nuIenMu@PopmMHOU aKmue-
Hocmu He 3apeeucmpupogano. Pebenox cman nocewameo
2pynny paseumusi, 20e Xopouwo adanmupoeancs, NoA6UAUCH
HABbIKU caMO00CAYICUBANUS, YEEAUMUAACH AMNAUMYOd 08U~
Jcenull 6 1egoil pyke. JlaHHble 0cMOMPA U HEBPOAOSUHECK 020
cmamyca (6 ospacme 6,5 200a): pebeHOK cCmMeHU4ecK020o
meAnocA0NCceUsl, HU3KAsA KOHUEHMPAayUus GHUMAHUS, 1€2K0
omenexaem. Pacxodaweecs kocoenasue. Moiuieunoiii monyc
noBblUleH N0 CRACMUYeCKOMY mUny, 60blie c1e8a, 8oilie
6 pyke. Cyxooicunvras euneppeghrexcusi caeea ¢ pacuiuperu-
em peghaekcoeennbix 30H. [lamonoeuueckue cmonuvle U Ku-
cmegule pegpnexcol caesa. Iloza Bepnuxe—Manna. Iloxodka
eemunae2uyeckas.

IIpu nocaedneii koncyasmayuu 6 éozpacme 6,5 2oda 3a-
Pe2UCmpupo8ana pemuccus npucmynos 6 meuenue 16 mec.
DII OneHoe0 cHA: pecuoOHANbHAS INUAENMUPOPMHAS AK-
mueHoCcmb 8 npagoil 3a0HeN00HO-BUCOYHOI U 3AMbLAOY-
HO-meMeHHOU 0baacmsax 8 ude 0moenbHbIX KOMNAEKCO8
ocmpas—me0dNeHHas 80AHA C PACHPOCMPAHEeHUeM HA 8ce
npaesoe noayuiapue (puc. 2).
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Puc. 2. llayuenm K.M., 6,5 20da. Inexmposnuegpanoepamma, con. Peeu-
cmpupyemcs pecuoHanbHAs SNUAENMUPOPMHAA AKMUBHOCMb 8 NPABOL 100~
HO-8UCOYHOU obaacmu

Fig. 2. Patient K. M., 6.5 y. o. Electroencephalogram during sleep. Regional
epileptiform activity is detected in the right frontotemporal region
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Muaeno3: demckuil yepebpaarvuoiii naparuy (A1),
A€B0CMOPOHHSAS 2eMUNAC2US, 3A0ePHCKA NCUXOPeHeB020
pazeumus. CumMnmomamu4eckas NUlencus, KAUHUYecKas
pemuccus.

Knunuyeckoe Habnogenue 2

Ilayuenmxa 5. B., 7 nem 5 mec. Bnepevie obpamunace
8 KoHcyarvmamuenslili yenmp I'BY3 «Mopozosckas AI'Kb
J3M» 6 urone 2015 e. (6 ozpacme 5 nem 11 mec) no no-
600y 3nUNENMUYECKUX NPUCMYNO08. Seisemcs UHB8AAUOOM
demcmea ¢ duaenozom <L, aeeocmoponnuii eemunapes,
3adepiicka nCUXomMomoproz2o pazeumus». Poounrace om 2-ii
bepemennocmu (1-2 3asepwurace mMmeOuKameHmo3HbIM
abopmom), npomexasuieii ¢ omexamu 6 111 mpumecmpe.
Pooet na 39-ii Hedene, cpounsie. Macca mena npu poxcde-
Huu — 3200 2, pocm — 50 cm. Ouenka no wikane Aneap — 7/8
oannos. C poxcdenus Haba0ANACH HEBPONO2OM NO MeCHY
AHCUMENbCMea no nogody NnocaedCmeuil nepuHamanbHo20
eunokcutecku-uuemuyeckozo nopaxcenus LIHC, cundpoma
deucamenvHoix Hapyutenui. Tloayuana Kypcwl maccaica, Ho-
omponHoii, cocyoucmoii mepanuu. Ilepewiil npucmyn 803HuUK
6 gospacme 1 eo0a 7 mec Ha gpone eunepmepmuu, NPOMeKan
6 gUOe OMKAIOUEHUs CO3HAHUSL U MOHUYECK020 HaNPSIICeHUs]
A1e6bIX KOHeUHOCmell, Obla 3amANCHbIM (CO €108 podumenell,
oonee 15 mun). C 2 nem nossuiucy npucmynst 8 ude acum-
MempUYHO020 MOHUYECK020 HANDPANCEHUs 8ePXHUX KOHeY -
Hocmeli (bonee 8bipadiceHHbie 8 1e8blX KOHEUHOCMSAX) C OMm-
KpbleaHuem pma, 4auje npu npoodyxcdenuu, uacmomoii 2—3
pasza 6 cymku. [lo mecmy dcumenscmea noayuana mepanuio
8A1bNPOEBOLL KUCAOMOIL, KapdamMazenuHoM, AaMOMPUOICU-
Hom (no 3anucam é ambyaamophoil Kkapme, KAUHUHECKO-
20 aghghexma om npoeoduMoill mepanuu He OMMe4AN0Cy).
Ilo 3axawuenuro BII, nposedennoil ¢ 6oopcmeosanuu,
Oblaa 3ape2ucmpupo8ana pecuoHANbHAs INUAENMUPOPMHASL
aKmueHOCMb 8 NPAeoll YeHmMpalbHO-8UCOUHOU obaacmu.
Hesponoeuueckuii cmamyc: 0egouka 0OCMYnHA KOHMAKMY
oeparuyenHo. Komanosl ebinoansiem uzbupamenvHo, nocie
demMoHCmpayuu moeo, Ymo HysicHo coenamo. Peuu nem. 2Ky-
em na0xo, nonepxueaemcs npu eA0maHuu; Habarodaemcs
cenadicenHoCcmy npasoll Hoco2yOHoil caadku. Iasneie weau
S > D. Jlesuayus sa3vika 61e60. MulueuHstii MOHYC NOGblUeH
no cnacmuueckomy muny caeea. CyxocunsHoie peghrexcol 8-
cokue, S > D. Ilamonocuueckue cmontsle pegaexcol cresa.
[loxooka c npunadanuem Ha neeyio Hozy. Pomupyem aeeyio
cmony. Ilpusedenue neoeo naeua k myaosuusy. MPT eono6-
Ho20 Mo3ea, evinoanennas 6 2014 e. 6 e. bpauncke, vis6u-
Aa NPU3HAKU ACUMMEMPUUHOL CMeWanHoll eudpoyeparuu.
Ha momenm obpawenus ¢ I'bY3 «Mopozoeckas IT'KD JI3M»
NpUCMYNbl NOGMOPAAUCH ¢ Yacmomoii 6— 7 pa3  delvb 6 gude
OMKNAIOYEeHUsl CO3HAHUSL, HAKAOHA 20108bl Knepedu ¢ npunoo-
HUMGHUEM U HanpsdceHuem niet, MUOKAOHUYeCKUMU nodep-
2UBAHUAMU, 3amMupaHruem (no onucanuro podumeneit). Ha mo-
MeHm 00paueus 0e6o4Ka NOAYYAAA 8AAbNPOEYIO KUCAOMY
npoaoHeUuposaHHoezo deticmeus 6 doze 600 me/cym, Kapoa-
MazenuH KOHMpoAUpyemoeo eviceob0cdenus — 400 me/cym
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Puc. 3. [Tayuenmka 4.B., 6 niem 4 mec. Dnexmposnuyepanoepamma, coH. Boi-
COKUM UHOCKCOM PecUCIPUPYemcsl pecUOHANbHAS SNUACNMUPOPMHAS AKMUG-
HOCMb 6 Npaeoil UeHMPAaNbHO-MEMEHHOU U 1e60il 3a0HeBUCOMHOI obracmu
¢ pacnpocmpateHuem Ha npuaezaroujue omoensl, oeHoMeH 6mopuUHoil una-
MEPANbHOL CUHXPOHU3AUUU, Pa3PSA0bL OUGD@Y3HOU NOAUCNALIKOBOL AKMUBHOCIU
Fig. 3. Patient Ya.V., 6 years and 4 months old. Electroencephalogram dur-
ing sleep. High index of regional epileptiform activity in the right centropari-
etal and left posterior temporal region spreading to adjacent regions;
the phenomenon of secondary bilateral synchrony, diffuse polyspike activity

u negemupayemam 6 pacmeope — 700 me/cym. Budeo-
DII-monumopune (dexabpo 2015 2.): 3amedaerue 0cHOG-
H020 pUmMMa, 80 CHe 8blCOKUM UHOEKCOM pecucmpupyemcs
PECUOHANbHAS INUAENMUDOPMHASL AKMUBHOCMb 8 NPABOIL
YEeHMPANbHO-MeMeHHOI U 1eB0il 3a0He8UCOYHOU obaacmu
¢ pacnpocmpaneHuem Ha npunezaroujie omoenst, 3aguxcupo-
8aHbL (heHOMEeH 8MOPUHHOL OUAAMEPANbHOL CUHXPOHU3AUUU,
paspadsl duggysHoil noaucnaiikoeoil akmusHocmu (puc. 3).

C yuemom dantvix I-monumopunea kapoamazenut ovin
3ameren Ha smocykcumud 6 doze 500 me/cym. B 6 nem 7 mec
Ha ¢hoHe KomMOUHAYUU NPenapamos 8anbNpPoeoLl KUCA0mbi NPo-
JOHRUPOBAHHO20 OeliCMBUSL, AeGemUpayemama U 3mocyKcumuoa
KoAu4ecmeo npucmynos cokpamunocs 0o 1—3 paz 6 demsv (ya-
we 803HUKAAU NPU NPOOYIHCOeHUL), HO NOABUAUCH NPUCHLYNbL
6 8Ude NadeHuUll ¢ KPAMKOBPEMEHHbIM OMKAIOUEHUEM CO3HAHUSL
yacmomoii 0o 5—6 pa3z é derv. DI -monumopune OHeeHo20 CHA
(mapm 2016 2.): pecuoHanvHas snunenmugopmMHas GKMUHOCHb
6 npaegoil 100HO-UeHMPALbHO-MEMEHHOU 004acmu ¢ pacnpo-
cmpareHuem Ha ce npasoe noayuapue. C yuemom darHoix D3I
U Nos6AeHUs HOB020 MUNA NPUCMYNO8 NAOeHULl lesemupale-
mam 6ol 3amereH Ha pydhunamuo 6 doze 600 me/cym. Ha gone
esedenus pygunamuoa podumenu ommemuii 3Ha4uUmenbHoe
COKpaujeHue 4acmombl NPUCHIYNO8 (<«CEEeMAbIe» NPOMENCYMKU
0o 1 Hed) npeumyuiecmeeHHo npu nPooylcoeHuUl, 8 8Ude MOHUHe-
CK020 HanpsaceHus naey ¢ 3amupanuem do 10— 15 c. Ilpucmynoi
¢ nadenuem ucueznu. Taxum obpazom, npu KomobuHayuu npe-
napamoeg 8anvnpoesoll KUcA0mbl NPOAOHSUPOBAHHOZ0 Oelici-
eus 6 doze 600 me/cym (30 me/ke/cym), smocykcumuda é do3e
500 me/cym (25 me/xe/cym) u pygpunamuoa é doze 600 me/cym
(30 me/xe/cym) bbL10 DOCMUSHYMO CHUJICEHUE HaACMOMbL NPU-
cmynos do 1—2 pa3z 6 denw ¢ nosieneHuem 6eccyoopoiCcHbIX NPo-
mexucymros. Ha smom gpone namemunacs nosoxcumensvhas
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OUHAMUKA 8 NCUXUMECKOM PA3GUMUU: 0e80HKA CMAAA AKINUGHEE,
bonee IMOUUOHANBHOIL, NOAGUACS UHMEPEC K USDYUKAM, CIMana
8bINOAHAMb NPOCMble KoMauobl. TIpu naanosom nocewjeruu He-
6P0/102a-3NUAENM01024 ObLA0 PEKOMEHO0BAHO Y8eauHeHue 003bl
pygunamuda do 800 me/cym (40 me/ke/cym). Huaenos: A1,
/1€60CIOPOHHULL 2eMUNAPE3, 3A0EPHCKA NCUXOMOMOPHOR0 PA36U-
must. CuMnmoMamuHeckas SNUtencusl, papmakopesucmesmHas

gopma.

3arniueHue

B oboux HabmoneHMAX HaMU OblJla OTMe4eHa 3(-
(eKTUBHOCTD py(hMHAMKUIA B TOIIOJTHUTEIHPHON Teparun
(apMaKoOpe3NCTEeHTHOI CUMITTOMAaTUYECKOM (DOKAITBHOM
SIWJIETICUY C HECKOJBKMMHM TUIIAMU IIPUCTYIIOB: B 1-M
cyJyae TOCTUTHYTA JINTEJIbHAS KIMHUYECKasT pEMUCCHST
(Ha MOMEHT MOC/IeTHE KOHCYIBTAIlUY JUINTEJILHOCTD pe-
MMCCHH COCTaBWIA 16 Mec), BO 2-M — CHIKEHME YACTOThI
npuctynoB 6ojee yeM Ha 50 %. B 00oux HaOIIOAEHUSIX
ponuTesIsIMUA ObLJIa OTMEUEHA TTOJIOKUTEIbHAS NMTHAMIKA
B KOTHUTUBHOM Pa3BUTHUH, UYTO, BEPOSTHO, CBSI3aHO C HC-
Ye3HOBCHUEM SIUJICIITUYCCKUX IIPUCTYIIOB X YMEHbIIIE-
HHEM VX HeTaTUBHOT'O BIMSIHUS HA pa3BUBAIOIINIACS MO3L.

ITpumeyaTeabHO, YTO MMPOTUBOCYIOPOKHEIN 3 hEeKT
B HAIIMX HAOMIONEHUSIX ObLT OTMEUYEH yXe MpH IIpHu-
MEHEHUU OTHOCUTEIbHO HEOONBIINX A03 pyhuHa-
muga — 27 u 30 MIr/Kr/cyT COOTBETCTBEHHO (B 000MX
clIly4yasiX OeTU IapauIeJIbHO ITOJIyJaad BaJbIIPOEBYIO
kucnoty). [Ipu Bei6ope ADII anst nOMOTHUTENBHON Te-
paImy onpeaesonnM (haKTOPOM SIBJISICS. THIT IIPUCTY-
MOB. B mIpecTaBieHHBIX KIIMHUIECKUX CIIyYassX HaTudue
«IPOI-aTaK» OMPEACIUIO BEIOOP KIIMHUIIMCTA B IOJIb3Y
pybrHaMuIa, KOTOPHIN TPOAEMOHCTPHUPOBAJI CBOIO 3(-
(EKTUBHOCTD.

Hu B ogHOM 13 mpeacTaBJe€HHBbIX HaOMIOAeHUN
HH B IIEpUOJ TUTPALIMH, HA B IIPOIIECCe TepaIi He ObLIO
OTMEUEHO HexXenaTeNbHbBIX 3¢ (GEeKTOB pybuHaMMIa, XOTs
y 1-ro pebeHka B aHaMHe3¢e UMEJIOCh YKa3aHue Ha Hapy-
IIICHUE alTeTUTa Ha (poHe ImpreMa TomMpaMara U CKJIOH-
HOCTh K TPOMOOIIUTOIICHUM.

Takum o6pa3zom, JaHHbIE TUTEpPaTypPhl U HALLIM COOCT-
BEHHBIC HAOJTIONEHMS IIPOIEMOHCTPHPOBAJIH, YTO py(hHUHA-
mua — ADIT ¢ 0coOBIM MEeXaHU3MOM JIEeHCTBUS, KOTOPBIi
MOXeT ObITh peKoMeHoBaH i Teparmu CJIT u papma-
KOPE3UCTEHTHBIX (POKATBHBIX SIUICIICUI Y TEeTCH.

1. MHCTpYKIIMS IO METULIMHCKOMY
npuMeHeHuto npemnapara MHoBeI0OH
(pybunamu) JITT-002841. [Guidelines

for medical use of Inovelon (rufinamide)
LP-002841. (In Russ.)].

2. Kapisios B.A., MyxuH K.1O., IyzeBa B.W.
CoBpeMeHHBIe TIOIXO/bI K KPUTEPUSIM BhIOOpa
(hapmakoTeparnu SMUIETICUK B IETCKOM BO3-
pacte. Pycckuii XXypHai I1€TCKOI HEBPOJIOTUHN
2013;8(4)—2014;9(1):61-2. [Karlov V.A.,
Mukhin K.Yu., Guzeva V.I. Modern approach-
es to drug selection in the therapy of epilepsy
in children. Russkiy zhurnal detskoy nevrolo-
gii = Russian Journal of Child Neurology
2013;8(4)—2014;9(1):61-2. (In Russ.)].

3. MasuH I1.B., lemyHos U.B., Kucnu-
ubiH F0.B., Maszuna H.K. B¢ddekTrnBHOCTh

1 6e30MacCHOCTD JIEUEHU S MUIeNncum pybu-
HaMuIoM (TI0 JaHHBIM MeTaaHaau3a). 2KypHai
HeBposioruu 1 nicuxuatpuu uM. C.C. Kopca-
koBa 2016;8:40—3. [Mazin P.V., Sheshunov 1.V.,
Kislitsyn Yu.V., Mazina N.K. Effectiveness and
safety of rufinamide in the treatment of epilep-
sy (according to the data of meta-analysis).
Zhurnal nevrologii i psikhiatrii im. S.S. Korsa-
kova = S.S. Korsakov Journal of Neurology
and Psychiatry 2016;8:40—3. (In Russ.)].

4. ®eneparbHOE PYKOBOICTBO ITO IETCKOI HEBPO-
siorum. [on pen. B.W. [yzesoit. M.: MK, 2016. 656 c.
[Federal child neurology guidelines. Ed. by

V.I. Guzeva. Moscow: MK, 2016. 656 p. (In Russ.)].
5. Al-Banji M.H., Zanr D.K., Jan M.M. Len-
nox—Gastaut syndrome. Manag Upd Neurosci
(Riyadh) 2015;20(3):207—12.

6. Albini M., Morano A., Fanella M. et al. Ef-
fectiveness of rufinamide in treatment of idio-
pathic generalized epilepsy with atypical evolu-
tion: case report and rewiev of the literature.
Clon EEG Neurosci 2016;47(2):162—6.

7. Arzimanoglou A., French J., Blume W.T. Len-
nox—Gastaut syndrome: a consensus approach
on diagnosis, assessment, management, and trial
methodology. Lancet Neurol 2009;8:82—93.

8. Beaumanoir A., Dravet Ch. The Lennox—
Gastaut syndrome. In: Epileptic symdromes
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Ed. by. J. Roger, M. Bureau, Ch. Dravet et al.
London: John Libbey, 1992. Pp. 307—12.

9. Coppola G., Besag E, Cusmai R. et al. Current
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epilepsy: literature review and treatment guide-
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11. Guerrini R., Marini C. Epileptic encephalo-
pathies. In: Epilepsy and epileptic seizures.

Ed. by S. Shor-von, R. Guerrini, M. Cook,

S. Lhatoo. UK: Oxford University Press, 2013.
Pp. 177-80.

12. Kim J.Y., Lee C.G., Yu H.J. et al. The effi-
cacy and tolerability of rufinamide in intractable
pediatric epilepsy. J Epilepsy Res 2012;2(2):33—7.
13. Kluger G., Glauser T., Krauss G. et al. Ad-
junctive rufinamide in Lennox—Gastaut syn-
drome: a long-term, openlabel extension study.
Acta Neurol Scand 2010;122:202—8.

14. Kwan P, Broudie M.J. Effectiveness of first an-
tiepiltptic drug. Epilepsia 2001;42(10):1255—60.
15. Schiller Y., Najjar Y. Quantifying the re-
sponse to antiepileptic drugs: effect of past treat-
ment history. Neurology 2008;70(1):54—65.

16. Shorvon S. The epidemiology of epilepsy.

In: Lecture notes. British brabch of Internation-
al League against epilepsy. Ed. by J.S. Duncan,
J.Q. Gill. Oxford: Keble College, 1995. Pp. 1—6.
17. Wier H.A., Cerna A., So TY. Rufinamide
for pediatric patients with Lennox—Gastaut
syndrome: a comprehensive overview. Paediat-
ric Drugs 2011;13(2):97—106.



IETCKOM
HEBPOAOT UM

YBaiaembie Konneru!

MEI 6i1aromapum BeeX, KTO IIPHCIal OTBETHI Ha BOIIPOCHI TECTOBOTO KOHTPOJISI, OITyOIMKOBAHHBIC B IIPEIBIITYIIIEM

HOMEDE HaIIIero XypHaJa.

[IpaBubHBIE OTBETH Ha BOIIPOCHI TECTOBOI'O KOHTPOJISI, OIyOJUKOBaHHBIE B «PyccKOM XXypHalle IeTCKOIl HEBPO-

smoruu» Ne 3/2016, cTp. 63:
1-i4 Bormpoc — OTBeT 6;
2-11 BOIIPOC — OTBET 2;
3-i1 BOITpOC — OTBET 2;

4-i1 Boripoc — OTBET 6;
5-i1 BOIIpoC — OTBET §;

6-11 Bormpoc — oTBeT 9;
7-i1 Boripoc — otBet 10.

CeromHs MBI BHOBB IIpeiaraéM BaM IIPOBEPUTH CBOM 3HAHUS U OTBETUTDH Ha MPEII0XKEHHBIC BOIIPOCHL. OTBETHI
MPUCHIJIAiTe B peIaKIInIo IT0 TToYTe Mu e-mail: rjcn@epileptologist.ru.
[IpaBunbHBIE OTBETHI OYAYT OITyOJIMKOBAaHBI B CISAYIOIIEM HOMEpE XKypHaJa.

TECTOBbIi KOHTPOJIb
BobiGepurTe onuH NpaBUIbHBINA OTBET

I. Kakue MeTobl ¥ MPOBOIMUPYIONIHE MPOOBI MPHMEHS -
I0TCA NMPHU 3aNUCH BUAEO03JeKTpodHuedasorpaduueckoro
MOHHUTOPHMHTA C [eJbI0 MOBBIIIEHUSI BEPOATHOCTH OOHAPY-
KeHHsA dnujaenTtuGopMHOl AKTHBHOCTH HA 3JIeKTpo3HIeda-
Jorpamme?

1. lenpuBanusi cHa.

2. 3anuch 2JeKTposHIIedaTorpaMMBbI BO CHE.
3. [MnepBeHTUASILIVS.

4. PutmMuyeckast GOTOCTUMYIISILIMSL.

5. [Ipoba «OTKpbIBaHME—3aKPbIBAHUE TJ1a3».
6. Bce mepeuncieHHbBIE.

11. Kakue u3MeHeHHs Ha 3J1eKTPO3HIEdATOrpaMMe OTHOCIT
K anuienTuOpMHOii AKTHBHOCTH?
1. [Muku.
2. OcTpble BOJIHBI.
3. loGpokauecTBeHHbIE AMWIeNTU(MOPMHbBIE MATTEPHBI AETCTBA.
4. ITuK-BOJHOBBIE KOMILIEKCHI.
5. MensieHHbIe KOMITJIEKCHI MK — MeAJIeHHAs BOJIHA.
6. KoMruiekchl K — MeuIeHHast BojiHa 3 [ir.
7. lonunuku.
8. [uncaputmusi.
9. Anbda-puT™.
10. CoHHbIe BepeTeHa.
11. K-KoMIUIeKCHI BO CHE.
12. BepTekc-noTeHIMallbl BO CHE.
13. JIimMOna-BOJTHBI.
14. Mio-puTm.
15. Bce nepeuuncieHHoe.
16. BepHsr 1-8.
17. BepHbl 9—14.

II1. Kakue nposiBiieHHs] HA 3JIeKTPO3HIEe(paTOrpaMme 0THO-
cATCA K HOPMAJIbHOH AKTUBHOCTH M SABJISAIOTCS HOPMOIi?
1. TTukwu.
2. OcTpble BOJIHBI.
3. JlobpoKauecTBeHHbIE AMWICNTU(POPMHBIE MaTTePHBI ACTCTBA.
4. ITuK-BOJHOBBIE KOMILIEKCHI.
5. MeasieHHble KOMIUIEKCHI MK — MeJIEHHas BOJIHA.
6. KoMmiekchl MK — MeuieHHast BostHa 3 Tir.
7. lonunuku.
8. [uncapurmus.
9. Antba-puT™m.
10. CoHHbIE BepeTeHa.
11. K-KoMIuieKChl BO CHE.
12. BepTeKc-MoOTeHLIMAaIbl BO CHE.
13. JIamMOna-BOTHBI.
14. M1o-pUtM™.
15. Bce nepeuyuncieHHoe.
16. Bepusl 1-9.
17. BepHubl 10—14.

IV. BoiOepuTe U3 cnucKa 3j1eKTposHuedanorpagpuyeckuii de-
HOMEH, COOTBETCTBYIOIMIA ONMUCAHUIO: SMIIENTH(OPMHDII MATTEPH,
XapakTepusyomumiics Hepery/sipuoii 1ud@y3Hoii npoaoKeHHOI
BbICOKOAMILTUTYIHOU (> 300 MKB) Me/1eHHOBOIHOBO#I AKTHBHO-
ctbio (1—3 Tir), Ha hoHe KOTOPOii perucTPUpYIOTCS MYJILTHPETHO-
HaJIbHbIe MUKM U OCTPble BOJIHDI; SIBJISETCS BbICOKOCTIENU(DUIHBIM
JUIS SMIIENTHYECKUX SHIedantonaTuii paHHEro AeTCKOro BO3pacra.
1. IMukwu.

2. OcTpbl€ BOJIHBDI.

3. JobpokayecTBeHHbIE SMIWJIENTU(MOPMHBIE TATTEPHBI AETCTBA.
4. TTuK-BOJHOBBIE KOMILIEKCHI.

5. MeajieHHbIe KOMIUIEKCHI MK — ME/IJIEHHAas1 BOJIHA.

6. Komruiekchbl MK — MeIjIeHHast BojiHa 3 Tir.

7. llonunuku.

8. [uncaputmus.
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Huthopmauuda ona aemopos

YBamaembie Konneru!

Mpu odopmneHun crateii, HanpaBnsembix B «Pycckuii xypHan
BeTCKOil HeBPONOTUMY», CefyeT PYKOBOACTBOBATbLCA 0GHOBIEHHbIMM
npaBunamu:

1. (raTbA A0MKHa ObITb NPefiCTaBNEHA B INEKTPOHHOM Bue (B OTAENb-
HbIX daitnax: TeKCT CTaTbl CO CNIUCKOM AuTepaTypbl, Tabanwubl, rpadukm, pu-
CYHKM, NOANNUCU K PUCYHKAM, pe3iome).

LWpu¢t — Times New Roman, 14 nyHkToB, yepe3 1,5 uxtepeana. Bce
CTPaHULbl SOMKHBI ObITb NPOHYMEPOBAHbI.

2. Ha nepBoii CTpaHmue JOMKHO ObITb yKa3aHo: Ha3BaHue CTaTbi, MHU-
Lmanbl 1 Gamunum BCex aBTOPOB, NOSHOE Ha3BaHue yupexaeHus (yupexae-
HWit), B KOTOPOM (KOTOPbIX) BbINMONHEHa paboTa, ero (1x) MonHbIiA agpec
CYKa3aHWEM WHAEKCa.

0643aTeNnbHO yKa3bIBAETCA, B KAKOM yupexxfieHnn paboTaeT Kaxablil
113 aBTOPOB.

(ratbA gomkHa ObITb MognucaHa Bcemu aBTopamu. B KoHue cTatbu
JOMKHbI ObITb 00A3aTeNbHO YKa3aHbl KOHTAKTHbIE TenedoHbl, pabouuii
ajipec cyKasaHueMm UHAeKca, Gakc, agpecaNeKTPOHHOI NoYTbI u da-
MUINA, UMA, 0TYECTBO NONHOCTbIO, 3aHMMaeMasA AOMKHOCTD, yue-
HaA cTeneHb, y4eHoe 3BaHNe aBTopa (aBTOPOB), C KOTOPLIM peaaKLya
6yneT BecTu nepenmckxy.

3. 06bem cTaTeii: OpuriHaNbHasA CTaTbs — He Gonee 12 cTpaHuL; onuca-
Hue OTAeNbHbBIX HAbMIAEHNIA, 3aAMETKM 113 NPAKTUKN — He Gonee 5 cTpaHuL;
0630p nuTepatypbl — He 6onee 20 CTpaHUL; KpaTkue Co0BLUEHNA U NMCbMA
B pedaKLyio — 3 CTpaHuLbl.

CTpyKTypa OpPUrMHaNbHOM CTaTbU: BBedeHue, MaTepuanbl
N MeTOAbl, pe3ynbTaTbl MCCNE0BaHMA U UX 06CyXaeHue, 3aKnyeHue
(BbIBOADI).

K cratbAM 0mKHO ObITb NPUNOXKEHO pe3iome Ha pycckoM A3blke, OT-
paxkatolLiee conepxanue paboTbl, C Ha3BaHUEM CTaTby, GaMUANAMM U UHU-
LManamy aBTopoB, Ha3BaHMEM YUPEXIEHUIA; N9 OPUTMHANBHBIX CTaTeli —
CTPYKTYpUPOBaHHOE pe3tome (BBe/IEHNe, MaTepHanbl U METOZbI, pe3ynbTarbl
nT.4.). 06bem pesiome — 2000-5000 3HakoB ¢ npobenamu. Konuyectso
KNoYeBbIX CNOB JO/MKHO cocTaBnATb o1 10 40 50.

4. inntocTpaTBHbIN MaTepuan:

« DoTorpadun fomKHbI 6bITb KOHTPACTHBIMU; PUCYHKM, FPAdUKN 1 Anarpam-
Mbl — YETKIMMU.

« DoTorpadun npeaCTaBNANTCA B OPUrVHANE MW B INEKTPOHHOM BUAe B op-
mare TIFF, JPG, CMYK c pa3peLueHuem He meHee 300 dpi (Touek Ha Atoiim).

« [padmku, cxembl 1 pUCYHKN JOMKHbI ObITb NpefcTaBneHbl B hopmate EPS
Adobe Illustrator 7.0-10.0. Mpu HeBO3MOXHOCT NpeACTaBNeHNa daiinos
B JaHHOM opmaTe Heo6X0a1UMO CBA3ATbCA € pefaKLmeil.

+ Bce pucyHKkn fomkHb! 66iTb NPOHYMepoBaHbI 11 CHabXeHbl NOAPUCYHOUHbI-
mu nognucamu. Moanucu K pucyHKkam JaloTca Ha oTaenbHoM auncte. Ha pu-
CYHKe YKa3blBAIOTCA «BEPX» U «HM3»; (PArMeHTbI PUCYHKA 0603HauaKTCA
CTPOYHbIMY ByKBaMU pycckoro andasuta — «av, «b» 1 1. . Bee cokpaLieHna
1 0603HaueHNA, UCNONb30BAHHbIE HA PUCYHKE, AOMKHbI ObITb pacundpoBa-
Hbl B NOAPUCYHOUHOI NOANMCH.

+ Bce Tabnuubl LomkHbI 6bITb NPOHYMePOBaHbI, MeTb Ha3BaHue. Bce cokpa-
LLeH1A pacundpoBbIBAIOTCA B NPUMEYaHUN K Tabauue.

« CcblnKu Ha TabANLbI, PUCYHKN 1 APYTUE UANKOCTPATUBHbIE MaTepUanbl NpU-
BOAATCA B Hafnexalyux Mectax no TeKCTy CTaTbll B KpYrblX cKoOKax,
a UX pacnonoXeHue ykasblBaeTcAa aBTOPOM B BWAe KBajpata Ha nonax
(TaTby C1eBa.

5. Eannunupl n3mepenuii gatotea B CU.

Bce cokpalenma (abbpeBuatypbl) B TeKCTe CTaTbi AOMKHbI ObITb NoN-
HOCTbIO pacumdpoBaHbl Npu nepom ynotpebneHun. cnonb3oBaxme Heob-
LLeNPUHATBIX COKPALLeHNii He JONYCKaeTCA.

Ha3BaHue reHoB NULETCA KYpCUBOM, Ha3BaHue 6enkoB — 06bIYHbIM
wpndtom.

6. K cTatbe gomkeH ObITb MPUNOXeEH CMUCOK LUTUPYeMoii TepaTypbl,
0QOPMNEHHbII Cneayowmm 0bpasom:

« Cnncok ccoinok npusoautcA B angaBuTHOM nmopaake. Bce ncTouHukm
LOMKHbI ObITb NPOHYMEPOBAHbI, @ UX HyMepaLua — CTPOro COOTBETCTBOBATL
HymepaLmy B TeKcTe cTaTbit. CCbInKi Ha HeonybnMKkoBaHHbIe paboTbl He gony-
CKaIOTCA.

« [Infl KaX 0r0 MCTOYHMKA HEOBX0AMMO yKa3aTb: GaMUANM U MHULMANbI aBTO-
poB (ecnn aBTOpoB Bonee 4, yka3blBaloTCA NepBble 3 aBTOPa, 3aTeM CTaBUTCA
«) [p.» B pycckom unu «et al.» — B aHINIACKOM TeKcTe).

« [lpn ccbinKe Ha CTaTbl U3 KYPHANOB YKa3blBAKT Takke Ha3BaHue (TaTbi;
Ha3BaHue XypHana, rog, ToM, HOMep BbIMycka, CTPAHMLb.

« [Tpu ccbinke Ha MoHOrpadum yKasbiBaloT Takxe MONHOE Ha3BaHWe KHUTK,
MeCTO U34aHWA, Ha3BaHWe U3JaTeNbCTBa, rof U3[aHuA.

« Mpu ccbinke Ha aBTOpedepaTbl AnccepTauyii YKa3biBalT Takxe NoHoe
Ha3BaHue paboTbl, JOKTOPCKAA UMK KaHAMAATCKAA, FOf 1 MECTO U3JaHuA.

« lpu ccbinke Ha faHHbIe, MoNnyueHHble U3 HTepHeTa, yKa3blBaloT Aek-
TPOHHbII afpec LUTUPYEMOro UCTOYHMUKA.

« Bce ccoinku Ha nuTepaTypHble UCTOUHUKM NeyaTaioTca apabekumn Lndpammu
B KBaApaTHbIX ckobkax (Hanpumep, [5]).

« Konuuecto uuTMpyembix paboT: B OPUrMHaNbHLIX CTaTbAX KenaTenbHO
He 6onee 20-25 ncTouHNKOB, B 0630pax uTepatypbl — He Gonee 60.

7. MpencraBneHue B pefakumio paHee ony6aMKOBaHHbIX CTaTeli He Jo-
MycKkaeTca.

8. Bce c1atby, B TOM YMCNe NOArOTOBNEHHbIE aCMMPaHTaMK 1 coMCKaTe-
NAMM yyeHoli cTeneHn KaHauAaTa HayK no pe3ynbratam COBCTBEHHBIX nCcre-
JA0BaHWI, NPUHUMAIOTCA K NeyaTin 6ecnnaTHo, B nopAake obLueil ouepean.

(TaTbl, He COOTBETCTBYIOLME AaHHbIM Tpe6GoBaHMAM, K pac-
CMOTPEHUIO He NPUHUMAIOTCA.

Bce noctynatoyme ctatbi peLieH3NpyoTCA.

MpucnanHble MaTepuanbl 06paTHO He BO3BPALLAIOTCA.

Pepakuusa octaBnsAer 3a coboii npaBo Ha pefaKkTUpoBaHue (Ta-
Teil, NpeAcTaBNeHHbIX K ny6nukaumu.

ABTOpbI MOTYT MpuUCbINATb CBOW MaTepuasbl N0 3NEKTPOHHOIA
noute rjcn@epileptologist.ru otBetcTBeHHOMY cekpetapio 0.A. bi-
naesoi.






