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TyOepo3Hblii CKJIep0O3 — OJIUH U3 FeHeTHYECKHU e TEPMUHUPOBAHHBIX HEIiPOKOKHBIX CHHIPOMOB, OCHOBHBIM KIHHHYECKUM NPOSIBIEHHEM
KOTOPOTO sIBJSIETCs1 GOKATBHAS SMUJIENCHS, B 0OJIBIIOM NPOLIEHTE CIyYaeB PE3UCTEHTHAS K MEIUMKAMEHTO3HOM Tepanuu. Xupyprageckast
TAKTHKA JIeYeHHUs I0JIT0e BPeMsI He PACCMATPUBAJIACH TPUMEHHUTEILHO K TY0EPO3HOMY CKJIEPO3Y B CBSI3H C MYJIBTH()OKATIBHOCTHIO MOPa-
2KEHHsI TOJIOBHOTO Mo3ra. OIHAKO HOBbIE HHCTPYMEHTAJIbHbIE METO/IbI IO3BOJIIM BbIIEIUTH TYOEPBI — «BOJUTEH», HEOCPEICTBEHHO
OTBETCTBEHHbBIE 32 SMIIENTHIECKYIO HHIAYKIHIO, KOTOpPbIE, C/IeI0BATEILHO, MOTYT SIBJATHCSA MUIIEHBIO TSl XHPYPIUYECKOTO YA EeHHs.
IIpencrapien KIMHUYECKHid CIydaii JevyeHus: (papMaKOPe3NMCTEHTHOW SMUJIencuu y AeBymKkn 17 jeT ¢ Ty0epo3HbIM CKIIepo30M,
COXPaHHBIM NICKXOHEBPOJIOTMIECKHM M KOTHATHBHBIM CTATyCOM, Y KOTOPOIi Y1a10Ch J0OUTHCS MOJHOTO PErpecca NMPUCTYIOB Moc/Ie
XHPYPrHYECKOTO YIAJIeHHsI OHOr0 U3 TyoepoB. IIpu moMomm MyJIsTHMOATBHOTO KOMILIEKCA 00C/IeI0BAHMIl, BKIIOYABLIETO Mar-
HUTHO-PE30HAHCHYIO TOMOTPa(HI0 BLICOKOTO pa3penieHns: i MHBA3UBHbII 3JIeKTPo3HIedatorpadudecKnii MOHUTOPHHT, CPeH MHO-
JKECTBEHHbIX KOPTHKAJIbHBIX TYOEPOB YAAJ10Ch BbISBUTH TY0ED-«HHIAYKTOP», CONPSKEHHBIA C 30HOI MUIENTHYECKOH MHUIHALIMH.
JlaHHBIi yYaCTOK KOpPbI rOJIOBHOrO MO3ra ObL1 MOJBEPrHYT XUPYPruyecKoii pesekuuu. 3a Bech nepuos nocie onepauuu (16 mec)
He ObLJI0 OTMEYEHO HH OJHOrO NMPHCTYNA, MPOTHBOIMMIENTHIECKHE MPENapaThl OTMEHEHDI, YIYYINHINCH KOTHUTHBHBIE MPOIECCHI,
namsTe. Takum o0pasom, 0oJiee yeM y 50% nanmeHToB ¢ TYOEPO3HbIM CKJIEPO30M i (hapMaKOPE3MCTEHTHOM SMMUJIeNCHell MOXKeT ObITh
a()()eKTHBHOI AKTHBHAS XHPYPrudecKas TaKTHKa. ONHCAHHBII C/IyYaii MOATBEPKIAET HEOOXOAMMOCTD MYIBTHINCIHMILIAHAPHOTO
00C/Ie/I0BaHus TIePel XUPYPrudecKoii onepaiueii 00IbHbIX C TYOEPO3HBIM CKJIEPO30M.

Karouesote caoea: demu, mybeposnuiii ckaepos, papmaxopesucmenmuas snunencus, MPT evicokoeo paspeuwienus, xupypeuieckoe ae-
Yenue anunencul, mybep-<«uHoyKmop».
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Tuberous sclerosis is one of the genetically determined neurodermal syndromes, characterized by focal epilepsy, which is resistant
to drug therapy in most cases. Tuberous sclerosis has not been surgically treated for a long time due to the multifocal nature of brain
damage. However, using new instrumental methods the surgeon can isolate tuber — “drivers”, responsible for epileptic induction,
which, therefore, can be a target for surgical removal.

The article presents a clinical case of the treatment of pharmacoresistant epilepsy in a 17-year-old girl with tuberous sclerosis and
normal neuropsychiatric and cognitive status; the surgeon managed to achieve a complete regression of seizures after the surgical
removal of one of the tubers. Using a multimodal complex of examinations, including high-resolution magnetic resonance imaging
and invasive electroencephalographic monitoring, the surgeon managed to identify the “inductor” tuber associated with the epileptic
initiation zone among multiple cortical tubers. This section of the cerebral cortex was subjected to surgical resection. For the entire
postoperative period (16 months) there were no seizures and antiepileptic drugs were canceled; cognitive processes, memory were
improved. Thus, active surgical tactics may be effective in more than 50% of patients with tuberous sclerosis and pharmacoresistant
epilepsy. This case confirms the need for a multidisciplinary examination prior to the surgery in patients with tuberous sclerosis.

Key words: children, tuberous sclerosis, pharmacoresistant epilepsy, high resolution MRI, surgical treatment of epilepsy, tuber- “inducer”.
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[onsnckas M.B. u coaem. Xupypruyeckoe Je4eHre SMUIeTICUH Y TIOAPOCTKA C TyOEPO3HBIM CKIIEPO30M

0epo3HbIil ckIepo3 (uau 6osne3Hb bypHeBUILISI—

[lpuHrna) — oaWH W3 caMbIX PacIpOCTPaHEHHBIX
TEHETUYECKU  JIETEPMUHMPOBAHHBIX  HEWPOKOXHBIX
CUHIPOMOB, KOTOPBIA XapakTepusyeTcsi 0O0pa3oBaHUEM
raMapToM pa3HbIX OPTaHOB U CUCTEM, B MIEPBYIO OUEpEb
TOJIOBHOTO MO3Ta, ITOYeK, cepaua U Koxu. Kak nzpectHo,
ONIHUM M3 TIEPBBIX WU OCHOBHBIX KJIMHUYECKUX MPOSIB-
JIEHUI TYOepO3HOTO CKJIEpOo3a CIYXHUT (poKajbHas 3MU-
JIeTicUs, KOTopasl B OOJIBIIIOM MPOLIEHTE CIyyaeB Xapak-
TEPU3YETCSl PE3UCTEHTHOCTbIO K MEIUKAMEHTO3HOM
Tepanuu. XuUpypruueckoe JieueHue, MOoKasaBlllee CBOIO
9¢h(HEKTUBHOCTL B JICUEHUU CTPYKTYPHOU SMUIETICUU
Yy HECUHIPOMAJIbHBIX OOJIbHBIX, JOJrOoe BpeMsl He pac-
CMaTpUBaJOCh TMPUMEHUTEbHO K TyOEpO3HOMY CKJie-
pO3y, KOTOPbIN CUMTAICS 3aBEIOMO HeorepadebHbIM
SMWIENTOTeHHBIM COCTOSIHUEM B CBSI3U C MYJbTUGDO-
KaJIbHOCTBHIO M BapuaOeJbHOCTHIO TMOPaXEeHUs TOJIOB-
Horo Mo3ra. OTHaKO HOBbIE UHCTPYMEHTAJIbHbIE METOIbI
MO3BOJISIIOT OOHAPYXUBATh TYOEpbI-«BOAUTEIN», HEMO-
CPENCTBEHHO OTBETCTBEHHbIE 33  3MUJICHTUYECKYIO
WHAYKIIMIO, KOTOpbIe, TAKUM OOpa3oM, MOTYT CIYXWUTh
MMIIEHBIO U OMNEepaTUBHOTO BMeEILIATEJbCTBA. IDTO
paIvKaJbHO M3MEHWJIO OTHOLIEHWE K aKTUBHOW Hei-
POXUPYPTrMYECKOl TaKTUKe MpU JaHHOM 3a00JeBaHUM.
Kak 1 nmpu xupypruyeckom Je€UYeHUU APYTrux SMUJer-
TOTEHHBIX CYOCTpaTOB, OIEpaTUBHOE BMELIATEIbCTBO
B OoJiee paHHEM BO3pacTe y JeTeil ¢ TyOepO3HbIM CKJie-
PO30M COMNPSIKEHO ¢ OoJiee OJaronpusITHBIMU UCXOIAMU.

IMpencraBisieM  KIMHWYECKUI — ciaydaid  JieueHUs
(apMaKOpe3UCTEeHTHO! 3MWICTICUM y NeBYIIKUA 17 ner
€ TYOEpO3HBIM CKJIEPO30M, Y KOTOPOIi yaal0Ch JOOUTHCS
MOJHON PEMUCCUU TPHUCTYIIOB TOCJIE XUPYPTUUYECKOTO
yaajJieHust OMHOTO U3 TyOepOB.

Knunanyeckuii cayyaii. [Taumenrtka A., 17 set, rmocry-
Nnujia Ha JiedeHUue B HEUpOXHUpYpruyecKoe OTAeSeHUe
Poccuiickoil neTckoil KIMHUYeCKOi OOJIbHUIIBI C TUar-
HO30M: CTPYKTYpHas (papMakope3ucTeHTHAs STUIIETICHSI.
Ty6eposHblii ckiepos. [Iponarnc MUTpabHOTO KilamnaHa.

M3 aHaMHe3a M3BECTHO, YTO PEeOEHOK OOJIeH C BO3-
pacta 3,5 roja, Korja BIEpBble TMOSIBUJINMCH MPUCTYIIbI
C 3aKaThlBAaHWEM IJ1a3, MOAEPIrUBAHUSIMU PTa, OTKIIOYE-
HMeM co3HaHus. [leBouka ObLia KOHCYJIBTMpOBAHA 3IHU-
JIETITOJIOTOM IO MECTY KUTEJIbCTBA, MO €ro peKOMeHIauu
Hayata MPOTUBORIMJICIITUYECKAsT Teparus — Moaydaia
tormipamar 300 Mr/cyT, Ha (hoHe IpruemMa KOTOporo 3a 2 Mec
TTOCTETIEHHO ObITa TOCTUTHYTa peMuccHsl. B Bospacte 6 et
B CBSI3M C BO30OHOBJIEHHEM MTPUCTYIIOB B TEPATNIEBTUYECKYIO
cxeMy ObUIT BBEJICH IeTIaKWH, HAYaTO CHUXKEHUE TO3UPOBKU
tonupamara. Ha aToM ¢doHe mpucTyrnbl BUTOM3MEHWINCH:
MOSIBUIUCH 3aMUpaHUsl, OCelaHus Ha TIOJI, MUOKJIOHUU
B MpaBbIXx KOHeYHOCTsX. [TprieM Tomupamara ObUl BO300-
HOBJIEH, U B TE€YEHWE OJHOIO rojia MPUCTYIOB HEe OTMe-
yasocb. HecMoTpsi Ha mpomoyKarolrytocsl  Teparuio,
yepe3 MOJArofa MPUCTYIbl BO30OHOBWIMChH C TpeXHel
yacToTOM. JIeBouKe Ha3HAYaIMCh KOMOMHALIMK 2—3 mperia-
paToB B pa3IMUHBIX COYETAHUSIX (JIEBeTHUpAlleTaM, Mepam-
MaHeJ1, OKcKapOa3eIH, JaMOTPUIKIH), Ha (DOHE Tepanuu

MPUCTYTIbI TPOIOJDKAIUCH € YacTOTol 3—4 pa3a B HeAEIO.
B nicuxonesposoruueckom otaeneHuu Nel PIIKB pebeHok
Habmoaaica ¢ 9 yer. [lo maHHBIM 3yeKTposHLEedato-
rpapun (BDI'), mpoBeneHHOI B Bo3pacTe 8 JeT, 3ape-
TMCTPUPOBAH SMNWIENTUYECKUI oyvar, JIOKaTM30BaHHBIMI
B IIPaBOil BUCOYHO-TEMEHHOI 00JIaCTH.

PanHMi1 HeoHaTalbHBINM MepUo, paHHee pa3BUTHE
pebenka 10 3,5 roga — 6e3 ocobeHHocTeit. HacnencTtBeH-
HOCTb He oTsroileHa. Jlepouka — mpasiia. [1pu obcie-
JNIOBAaHWU  CEPACYHO-COCYAUCTON CHUCTEMbI  BBISIBJICH
nposiaric  MUTpaJibHOro KJjamnaHa. HemocpencTtBeHHO
no noctyrienuss B PIKB (Bospact 17 net, macca Tena
48 Kr) npuHUMaJa repaMIiaHes 8 Mr/CyT, TaMOTPUIKIUH
200 mr/cyT, okckap6azenuH 1200 Mr/cyT.

B MoMeHT mocTyruieHus1 JeBOYKa IMpembsBisiia
JKaj00bl Ha SMUJIETITUYECKUE MPUCTYIIbI, AMU30IUYECKUE
MHTEHCHUBHbIE TOJIOBHbIE 00JIM, B TOM 4Yucie Ha (oHe
MOBBILIEHUST apTEPUATBLHOTO AaBjieHus A0 150 MM pT.CT.
[Tpu mocTyruieHUr cocTosiHUE OJIMKe K CpeHEN TSKeCTH
1o 3abojieBaHMI0. Ha KoXe TyJOBUIIIa 1 KOHEYHOCTE —
MHOXECTBEHHbIE NENMUTMEHTUPOBAHHbIE TISAITHA, €Iu-
HUYHbIC MEJIKHE aHTHO(GUOPOMBI JINIIA.

B  HeBposiormuyeckoM  craTyceé = MEHUHIEeaJbHbIX
1 OOILIEMO3rOoBbIX CHUMMOTOMOB HeT. [l1azonmBura-
TENIBHBIX HapymeHuir HeT. Poropeakmust XkwuBasi. [IBu-
JKEHUSI KOHEYHOCTE B TOJHOM oObeMe. MbIleUHbIi
ToHyC He u3MeHeH. CyxoxuibHble pedieKchl cpeaHei
JKUBOCTU, CUMMETpPUYHbIe € JABYX cTopoH. Co cToO-
POHBI KOOpAMHATOPHOMN cdepbl OoTMeuanach Herpyodas
WHTEHUMSI U AMCMETPUSI TIPU TPOBENEHUU TMaJblEHO-
COBOI MPOOBI C IBYX CTOPOH.

B ananuzax (koaryiaorpamma, oOlIIMi aHAJIU3 KPOBH,
OMOXMMUYECKUIT aHaM3 KPOBU, OOLIMI aHAIM3 MOYMU)
0e3 0cCOOeHHOCTE.

JlaHHbIe UHCTPYMEHTAJIbHBIX UCCAENOBAHUIA: Ha Mar-
HUTHO-PE30HAHCHOI TOMOTpaMMe OOHapyKeHa KapTUHa,
TUMUYHAS Ui TyOEpO3HOTO CKJIEepo3a: KOPTUKAIbHBIE
TyOepbl, pa3HOKAIMOEpHbIE CyO3MEeHAUMATbHbIE Y3JIbl
B CTeHKaX OOKOBBIX XXEJIYyIOYKOB, CIpaBa Ha YpOBHE
oTBepcTUsi MOHpO cyOsNeHIUMallbHas TUTaHTOKJIe-
TOYHAs aCTPOLMTOMA JMaMeTPOM 0KoJio 11 MM, 6e3 mpu-
3HAKOB OOCTPYKIMM, JTUKBOPOAMHAMMKA HE HapyllleHa.
I[lpu MarHuTHO-pe3oHaHcHOi Tomorpaduu (MPT)
Mo SNWIENTUYECKOMY TPOTOKOJY BBICOKOTO paspe-
1eHus1 oOpalliajl BHUMaHUE TyOep, pacroioXeHHbIH
B TMPOEKIIMW BEpXHEH BUCOYHON WM3BWJIMHBI CIIpaBa,
CONPSKEHHBIN ¢ 30HOI (DOKaJbHOI KOPKOBOI AMCILIA-
3uei, BO3MOXHO, PACIpOCTPaHSIONICHCS B CPEAHIOI
BUCOYHYIO U3BUJIMHY U TIpaBblii OMepKyJItoM (puc. 1).

[Mpu pmurensHOM BUIeo-DD[-MOHUTOPUHTE ¢ MOH-
TaxxHOUM cxeMoit «10—10» perucTpmpoBaiach MYJIBTHPE-
TMOHaJIbHAsI 2NWiIenTudopMHasi aKTUBHOCTb, HauboJiee
YCTOMUYMBO Mpe/icTaBleHHasi B MpaBbIX 3aIHEBUCOYHO-
TEMEHHBIX, LIEHTPAIbHO-TEMEHHO-3aTbUIOYHO-BUCOYHBIX
OTJesaX C BOBJEUEHUEM LIEHTPaIbHO-BEPTEKCHBIX (MaK-
cuMaibHO mof anekTpogamu CP6 C6 C4 CP4) u Bep-
TEKCHBIX OTAe0B. Kpome Toro, ObUTH 3aperucTpupoBaHbl
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MPUCTYMbI B BUIE (HOKATBLHOTO IMUJIECNITUYECKOTO MUOK-
JIOHyCa MUMWUYECKOM MYCKYJIATypbl, MPEUMYILIECTBEHHO
(WM M30JMPOBAHHO) clieBa, YacTO C YYyacTUeM Ilieve-
BOTO Mosica, pyK 1 HOT (C Tipeo0IamaHueM TakxKe B JIEBBIX
KOHEYHOCTSIX), OMHOKPAaTHO — C Pa3BUTHEM BTOPUYHO-
TEeHEPAJTM30BAHHOTO CYIOPOXHOTo mnpuctyna. MHunm-
aJbHOM 30HOW BNWIENTUYECKUX TPUCTYIIOB SIBJISIACH
MpaBasl 3aIHEBUCOYHO-TEMEHHAs1 00JIacCTh.

PesysbraThl Bcex 00C/IeI0BaHUI ObLIM MpeCTaBIeHbI
IS 0OCYXXIEHUSI Ha KOHCUJIMYME MYJIBTUAMCLIUIUIM-
HapHOM 3KCTIEPTHOW OpUTaabl, COCTOSIIEN U3 HEBPOJIOTa-
SMWJIENITONIOra, HEWpoOXupypra, HEHpopaaroIora-Kc-
rnepra B 00JacTV SMUJIENTUYECKONH HEHPOBUIyaATM3aLUU
u neauatpa. [1o pesysnbsraram KoHCHIMyMa ObUTIO TIPUHSTO
penieHue o 1eaecoo0pa3HOCTU XUPYPIMUECKONH TaKTUKKU
JIEYEHUS C TIPEIBAPUTENbHBIM WHBA3UBHBIM 3JIEKTPO3H-
nedanorpaduyeckuM MOHUTOPUHIOM B paMKax IMOJIro-
TOBKH TI€pe]l XMPYPruyecKoi oneparuen.

B Helipoxupypruyeckom otaeneHun PIKDb mamnum-
€HTKe ObLITM UMILTAHTUPOBAHbI MTOTPYKHbIE MHBAa3UBHbBIE
KopTUKorpaduyeckue 3JeKTPOJbl C MCIOJb30BaHUEM
0e3paMHOI0 CTEepPeoTaKCHca; KOHTPOJIbHASI KOMITbIO-
TepHas ToMmorpadusi Iokaszaja ONTUMaJbHOE MO3U-
LIMOHUPOBaHUE 3JIEKTponoB (puc. 2). WHBa3UBHbIN
KOpTUKOTrpadUUecKuii ~ MOHUTOPMHT  MPOAOJIKAJICS
Ha npoTskeHuu 4 cyT. MccnenoBaHue Mo3BOJIMIIO JIOKA-
JIM30BaTh SMWIENTUYECKUIA oOYar B 3aJHUX OTIesax
BEpXHEll BHCOYHOW W3BWIMHBI U OOJJaCTU BepXHEM
TEMEHHOM NOJIbKU CIIpaBa.

17732 [BGRA]
5121512
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KJINMHUYECKUE CJTYHAU

B ToM Xe oTmeneHUM malueHTKe ObUIM BbITIOJHEHbI
KOCTHOITJTacTUYeCKasl TperaHalMsl KOcTeil cBoja yeperna,
peseKkiMsl ABYX Y4YacTKOB KOPbI TMPaBOro MOJyIIapus
C  DJIEKTPOKOPTUKOTrpahUYecKUM  COIMPOBOXKIECHUEM
U UCMOJb30BAHUEM HEHPOHABUTALIMOHHON CUCTEMBI.
Pesekiiun MoABepriauch 3aJHUI CETMEHT BEpPXHEBU-
COYHOW U3BWJIMHBI U 00JIACTh BEPXHEN TEMEHHON TOJbKHU.
VnaneHHble hparMeHThbl ObLJIM HaNpaBieHbl Ha TMCTOJIO-
ruyeckoe ucciaenoBaHue. MHTpaonepallMOHHbINA KOPTHU-
Korpaduueckuii KOHTPOJIb YYaCTKOB KOPbl BOKPYT pe3e-
LIMPOBaHHBIX TYOEPOB HE BBISIBUJ UKTATbHOM aKTUBHOCTH.

[TocrneonepallioOHbIli  MEPUOA  XapaKTepU30BaJICS
magKuM TedyeHueM. Ha 8-e cyTKu CHSUIM 1LBBI U Talu-
eHTKa Obla BbIMMCAaHA JOMOW. 3a BpeMsl HaOJO-
JNEHUST TIOC/ie Olepaluydy 3SMUIENTUYECKUX MPUCTYTIOB
He HaOJII01AJIOCh.

KoHTponbHBIIT OocMOTp uepe3 16 Mec — 3a Bech
Mepuoj MocJie onepaluu He ObIJI0 OTMEYEHO HU OHOTO
MPUCTYTA, MPOTUBOIMUIENITUUECKHE MperapaTbl OTMe-
HEHbI. YYYLIUIMCh KOTHUTUBHBIE MTPOLIECCHI, MaMSITh.

[To TaHHBIM MUKPOCKOITUYECKOTO U UMMYHOTUCTOXH-
MMYECKOTO MCCIEI0BaHUS Pe3eIMPOBAHHBIX (hparMeHTOB
obOpaliaer BHUMaHHWE HapyllleHWe paavuaibHOW W TaH-
TeHIMAJIbHOW JIaMUHAIIMM KOpPTEKca, TpaHulla Ceporo
1 Oesoro BellecTBa pa3MbiTa, B OEJIOM BEIIECTBE OTMeE-
yaetcs rereporonusg NeulN+ HelipoHoB. Kak B Kope, Tak
U B O€JIOM BELLECTBE OMPEAETSIIOTCS] KPYITHbIE OATOHHbIE
KJIETKU C OOMJIBHOM IIUTOIIa3MOI U 9KCLIEHTPUYHO pac-
MOJIOKEHHBIMU «CBETJBIMU» siipaMu. BeTpevatoTest Takxke

19/32 [BGRA]
5121512
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Puc. 1. MarHuTHO-PE30HAHCHAS TOMOrpamMMa (COOCTBEHHOE HCCIIe0BAHME).

a — mocJyenosarenbHocTs T2 FLAIR B akcuaibHOIl MPOEKINH 1€MOHCTPUPYET KPYNHbI KOPTHKAJIBHBIA Ty0ep B KOpe JIEBOr0 3aIHEBH-
COYHO-TEMEHHOTO PErHOHA. XAPAKTEPHbI «IIOJIYJIYHHDbI» 000IOK MOBBIIIEHNS] CHTHAJA CONPSIKEH C OTYETIMBO BU3YATM3UPYIONINMCS
TPAHCMAHTHIHBIM «XOJIOM», HATIPABJIEHHbIM B CTOPOHY TOMOJIATEPAILHOTO HOKOBOTO JKeTyI0uKa — aTpudyT (POKATBHOI KOPTUKAILHOM
mucniasud tuna 2B. Ha nanHoM cpese oTMeyaeTcs Tak:Ke KOPTHKAJIbHBINA Ty0ep B MapacaruTTajibHOI Kope JieBOii 3aTbLIOYHOM J0JIH;
0 — cpe3 Ha YPOBHE TPETHETO JKEJYI0YKA IEMOHCTPUPYET CyO3MneHAMMAaIbHOE THTAHTOKIIETOYHOE 00pa30BaHNe, JIOKAJIM30BAHHOE BOJIM3H
otBepcTHst MOHPO B POCBET NEPETHErO POra NPaBoro 6OKOBOTO JKeTyJ0UKa.

Fig. 1. Magnetic resonance imaging (own research).

a — the axial T2 FLAIR shows a large cortical tuber in the left posterior temporal-parietal region, associated with a clearly visualized trans-
mantial sign (focal cortical dysplasia type 2B). A cortical tuber in the parasagittal cortex of the left occipital lobe is also noted on this section;
0 — projection at the level of the third ventricle. Subependymal giant cell astrocytoma near the Monroe hole in the lumen of the anterior horn
of the right lateral ventricle.
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KPYITHBIE TUCMOPMUYHBIC HEWPOHBI, HEKOTOPHIX M3 HUX
coepKaT 110 J1Ba siapa. 3aKIIIoUYeHUe: ¢ yIeTOM KIMHUJe-
CKUX JTaHHBIX MOpdoIornyeckast KapTHHA COOTBETCTBYET

C TIpeArojaraeMod  PacIpOCTPaHEHHOCTBIO —3aboJie-
BaHus 1:6000 HOBOpOXAEHHBIX [1]. OTBETCTBEHHBIMH
3a pa3BUTHE TYOSPO3HOTO CKIIEPO3a OIPeNesIeHBI CYITpec-

KOpTHUKaJIbHOMY TyOepy (puc. 3). copHble oryxojieBble TeHbl: 7.SCI, pacrnoyioXeHHBII
Ha XpoMmocoMe 9 U Koaupylouiuii Oe1oK TraMapTHH,
u TSC2, pacroNoXXeHHBII Ha XpoMocoMe 16 1 Koaupy-
ot 6enok TyoepuH [2]. 3abosieBaHUE XapaKTepuU3y-
eTCsl ayTOCOMHO-IOMUHAHTHBIM THUIIOM HaclleIOBaHUsI,
C YacToTou MyTammii de novo mo 70% [3], ipu aToM

CTEIICHb TSKECTU KIMHUYECKUX ITPOSBICHUMN 0oJie3HU

OOcyxaeHue

[lo craTUCTHYeCKUM OIICHKaM, B MHpE HaCUUTHI-
BaeTcsl 1—2 MJIH 4eJIOBEK, CTpafalollnX TyOepO3HBIM
ckiepo3oM (wim  Oose3Hblo  bypHeBmsa—IIpunria)
HE3aBUCUMO OT pachl, 3THUYECKON TPYMIBI W TI0Ja,

Puc. 2. MyasTucimpaibHasi KOMIBIOTEPHASI TOMOTpaMMa (COOCTBEHHOE HCCJIeIOBAHNE).

a — TpexMepHas KOCTHasA pedopManys JeMOHCTPHPYET MO3UIHIO YCTAHOBJIEHHBIX MOTPYKHBIX 3JIEKTPOIOB; 0 — aKCHAJIBHBII cpe3
Ha YpOBHE OOKOBBIX JKeJIYI0YKOB; WIEHTH(DHIMPYIOTCS MHOKECTBEHHbIE KAJbIIMHAPOBAHHBIE CYOINEeHANMANIbHbIE Y3JIbl, JOKAJIM-
30BaHHbIE B JIATEPAJBHBIX CTEHKAX OOKOBBIX JKeJIYJI0YKOB, a TAK:Ke BU3YAJIM3UPYETCS MO3ULKA OJJHOTO U3 MOTPYKHBIX 3JIEKTPOI0OB
B NIPaBOii BUCOYHO-TEMEHHOI 00J1aCTH.

Fig. 2. Multislice CT (own research).

a — 3D bone reformation demonstrates the position of the inserted electrodes; 6 — axial CT — multiple calcified subependymal nodes
are identified, localized in the lateral walls of the lateral ventricles.

Puc. 3. Tucronornyeckuii npenapar. Okpacka reMaTOKCHJIMHOM U 303UHOM.

Kak B Kope, Tak U B CyOKOPTHKAJILHOM 0€JIOM BeHIeCTBE ONpeNesioTCs KPyNHble 0aJIOHHbIE KJIETKM ¢ OOMJIbHO# HHUTOIIA3MO#
U JKCHEHTPHYHO PACHOJIOKEHHBIMI «CBETIBIMI» siApaMu. BcTpedaloTcsl Takike KpynmHble TucMOpP(WYHBbIE HEHPOHBI, HEKOTOPbIe
M3 HHX COojIepKar 1o aBa saapa. Onucanne COOTBETCTBYET KOPTHKAILHOM TyOepy (¢ cornacus A.I1. DKToBoii).

Fig. 3. Histological, HE. Both in the cortex and in the subcortical white matter are determined large balloon cells with abundant cyto-
plasm and “bright” nuclei. Large dysmorphic neurons are also found, some of which contain two nuclei each. Description corresponds
to cortical tuber (with the consent of A.P. Ektova).
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cpend WHAMBUAYYMOB IIMPOKO BapbUpPyeT OT JErKUX
GopM 10 TsKeneMmMX MopakeHWil MHOTMX OpraHoB
U cucteM [4—6].

TyOGepo3HbIil  CKJIepOo3 XapakKTepusyeTcsl TpUamoit
OCHOBHBIX M3MEHEHMIl B TOJIOBHOM MO3re, BKJIOYA-
olllel CcyOaneHIUMaIbHbIE Y3€JIKU, CYO3MuaeMalbHbIe
TMTaHTOKJIETOUHbIE ACTPOLIMTOMBI U KOPKOBBIE/CYOKOP-
TUKaJbHbIE TYOEepbl. DTU M3MEHEHUS UMEIOTCS Y 0O0JIb-
IIMHCTBA AETEH ¢ TyOEPO3HBIM CKJIEPO30M U COMPSIKEHBI
C Da3BUTHEM PE3UCTEHTHON K JIEYEHUIO SMUJIETICUU
[7-9]. DOnunentuyeckue MPUCTYIbI SBJSIOTCS HauW-
0oJjiee pacrpoCTpaHEHHbIM CHMIITOMOM TyOE€pO3HOTO
CKJIepo3a, TIpUYeM B OOJIBIIIOM TIPOIICHTE CIydaeB SITH-
JIETICUST pa3BUBAETCsl B TeUEHUE MePBbIX JeT xXu3Hu [10].
Hepenxo snunencus ne6roTupyet B Buae MHGaHTUIbHbBIX
CMa3MOB, OJHAaKO OOJILIIMHCTBO TMAalIMEHTOB C TyOe-
PO3HBIM CKJIEpO30M B JajibHEHIIEM IE€MOHCTPUPYIOT
pas3IMyHbIE TUTTBI MU TUYECKUX TPUCTYITOB, BKIIOYast
MPOCThIE U CIOXHBIE (DOKATbHBIE MPUCTYITBI U IPUCTYTIbI
C BTOPUYHOI reHepanusanueit [11].

M3BecTHO, YTO HEKOHTPOJIUpYeMble SIUIEeNTHYE-
CKM€ TIPUCTYIIBI y JeTell CMOCOOCTBYIOT 3aJepKKe pas-
BUTHsI, HAPYIIEHUIO KOTHUTUBHOIO U MOBEIEHYECKOTO
craTtyca, B TOM YMCJIe C MPOSIBJIEHUEM arpeccuu U pac-
CTPOMCTB ayTUCTUYECKOTO CIEKTpa, KOTOpble y neTei
C JaHHBIM 3a00JieBaHUEM OINMUCAaHbl KaK HEPBHO-TICU-
XUYECKUE PACCTPOICTBA, acCOLMMPOBAHHBIE C TyOe-
po3HBIM cKiiepo3oM [12]. B yuacTHOCTH, paHHee Havyajao
CYJOPOXHBIX MPUCTYNOB Yy AAHHOW KaTeropuu malu-
€HTOB OOBIYHO MPUBOAUT K TSIKEIbIM (hopMaM yMCT-
BEHHOM OTCTaJIOCTU, IMOITOMY pPaHHSISI JUAarHOCTUKA
3200J1eBaHUSI U KOHTPOJb Hal MPUCTyNaMU SIBJSIOTCS
NPUOPUTETHON 3a7ayeid COBPEMEHHOW HEBPOJOTUU
u Helipoxupypruu [13—15].

BceM geTsiM ¢ HEBpPOJIOTMYECKUMU TPOSIBJICHUSIMU
TyOepO3HOTO CKJIepo3a, axke B OTCYTCTBUE IMPHUCTYIIOB,
nokasaHbl Buneo-93-MoHuTopuHTr 1 MPT ronoBHOro
Mo3ra kaxaele 1—3 roma nmo moctukeHust 20—25 jer
C Uedbl0 ITWHAMWYECKOro HabmiomeHus [16—17].
ITpu HeBo3MOXHOCTU BHITTOTHUTE MPT y Takmux mamu-
€HTOB OIPaBIAaHO BBIMOJHEHUE KOMITBIOTEPHON TOMO-
rpaduy rojJOBHOrO MO3ra, KOTOpPOE€ MOXET MPOAEMOH-
CTPUPOBATb TUMUYHYIO [JISl MALMEHTOB C TyOEpPO3HBIM
CKJIEpO30M KapTUHY — KalblU(PULIMPOBAHHbIE TyOEphI
U cyOamneHAuMaTbHbIE Y3€JKU, a Takke Hajluyue cyo-
SMEHAMMAIbHBIX ~ TMTAHTOKJETOYHBIX  aCTPOLIMTOM
C BEPOSITHBIM Pa3BUTUEM OOCTPYKTUBHBIX JIMKBOPOIUHA-
MMYECKUX HapyIIeHUIA.

OCHOBHOI METO[ JIeUeHUs IMUICTICUU Y OOJbHBIX
TyOE€pO3HBIM CKJIEpO30M B HACTOsIIEe BpeMs —
MeIMKaMEeHTO3Hasi Tepanusi ¢ IMoAOOpOM  OJHOIO
WJIA HECKOJIbKUX MPOTUBOIMUIENITUYECKUX ITPENapaTosB,
MnpuyYeM MpU Ha3HAYEHUU TOTO WJIM MHOTO Mpernapara
peKoMeHIyeTcsl YYUThIBaTh THUIT TpucTynoB [14, 17].
MexnayHapoaHas TpyIlia KOHCEHCyca MO KOMILIEKCY
Tyoepo3Horo ckiepo3a (The International Tuberous
Sclerosis Complex Consensus Group) peKOMEHIYyeT

KJINMHUYECKUE CJTYHAU

BUTA0ATPUH KaK Tperapar BbIOOpa IUIS JICUCHUS IITH-
JIETICUM, B TOM YHWCJIe B BUAC WHMAHTWIHHBIX CTIIa3MOB
y nereit ¢ Tyoepo3HbIM ckiepo3oMm [17—19]. AnpeHo-
KOPTHUKOTPOITHBIN TOPMOH (HaTypaJbHBI WU CHHTE-
TUYECKMIT) U MPETHU30JOH MoKa3alu CBOIO 3(P(PeKTUB-
HOCTB U MpeJIararoTcsl Kak ajJlbTepHaTHBa BUTa0ATPHHY
B CiIydasX WHGAHTWIBHBIX CIa3MOB W TUIICAPUTMHUM;
TAMKepruyeckne TpOTUBOSMUIICTITUUECKUE IIpera-
paThl, TOMUMO BUTAOATpWHA, TaKWe KaK TOIHMPaMarT,
KapbaMa3enmMH M OKCKapOa3elnH TakKe MCITOTb3yeTCs
B KauyecTBE Tepaluy BTOPOU JMHHUM TIPU (hOKAJTBHBIX
npuctynax [20]. Kpome Toro, B mocjaegHUX HMCCIEH0-
BaHUAX Y JCTei ¢ TYOepO3HBIM CKIEPO30M U pedpak-
TEPHON SMUJICTICUEll TIPOXEeMOHCTpUpoBaHa 3bdeK-
TUBHOCTh MHTUOMTOPpOB MTOR, Takne Kak 3BepoIUMYyC
u cuposumyc [21, 22]. DBepoaumyc B 2012 1. 6611 3ape-
TUCTpUpOBaH B Poccum mins JiedeHUs] OCTOKHEHWI
TyOepO3HOTO CKiIepo3a (B TEpBYIO oUepelb CyOl3IumIe-
MaJIbHBIX TMTaHTOKJICTOUHBIX aCTPOLIMTOM, aHTHOMMO-
JINTIOM TIOYEK), a TaKXe M3ydaeTcs: ero a(pOeKTUBHOCTD
mpu papMaKOPe3UCTEHTHON SIHMJICTICHH, acCOIMUPO-
BaHHOM ¢ TyOepO3HBIM CKJIepo3oM [23, 24], B TOM 4uciie
y JHeTeid Miraaie 2 JeT.

HecMoTpss Ha Hamuyme MHOXECTBA ITPOTUBOSIIH-
JIENITUYECKUX TTPETIapaToB, STWICIICHS PU TYOEepO3HOM
CKJIEPO3e YacTO WMMeEeT IIporpeccHpylolnee TeUeHHE,
mmpuodperast pedpaKTepHBII XapaKTep IO OTHOIICHUIO
K MeIMKaMEeHTO3HOI Teparnuu [25].

Xupypruyeckoe jedeHue, JoKa3abiiee cBo 3 dek-
TUBHOCTH TIPY JIC3MOHAIBHOW STIWICTICUH Y OOJTBHBIX CO
CTPYKTYPHBIMU HapYIICHUSIMU TOJIOBHOTO Mo3ra (KOp-
TUKAJIBHBIMU THCIIIA3USMU, STVICIITOTCHHBIMU OITyXO-
JISIMU U 7Ap.), IOJTOoe BpeMsl He paccMaTpuBajoCh IMpU-
MEHHTEJIPHO K TIAIlUEHTaM C TYOEpPO3HBIM CKJIEPO30M.
JlanHoe 3aboJIeBaHME CYMTAJIOCh 3aBEIOMO Heolepa-
OCITbHBIM COCTOSTHMEM B CBSI3U C MYJIBTU()OKATBHOCTHIO
W BapuabebHOCTBIO ITOPaXKeHUST TOJOBHOTO MO3Ta.
OmHakO HOBBIE COBpPEMEHHBIC HWHCTPYMEHTAJIbHEIC
METOIBI TTO3BOJISIIOT  BBISIBJISITH  TyOEPHI-<«BOIUTEITH»,
HEITOCPEICTBEHHO OTBETCTBEHHBIC 3a STWJICTITUICCKYIO
WHAYKIIMIO, KOTOpbIe, TAKUM 0Opa3oM, MOTYT CIYXWUTh
MMIIEHBIO TS OTIePaTUBHOTO BMEIIATEIbCTBA, UTO PalIH-
KaJIbHO M3MEHUJIO OTHOIIECHWE K HEHpPOXUPYPrHICCKON
TaKTHKE IPU TyOSPO3HOM CKIIepo3e.

Tak, 6bIIO TTOKa3aHO, YTO Y 55—60% mMalueHToB yua-
eTcsl MOOUThCSI TIOJTHOTO perpecca MPUCTYIIOB B TIOCTe-
OIepalliOHHOM TIepHroze, Torma Kak mpumepHo y 40%
MTPOOTIEPUPOBAHHBIX OOJBHBIX C TYyOepO3HBIM CKIIe-
PO30M TIPUCTYITBI coxpaHstoTes [26]. ITpu aTom paHHee
XAPYPTUYECKOE BMEIIIATSIECTBO MOXKET YBEIMIUTH BEPO-
SITHOCTh OJIATOTNIPUSITHOTO MCXOHa JaXe Yy TaIlMeHTOB
C MyJBTHOYArOBbIM TTOpaXXeHWEM, YTO HAMIYyYIIUM
o0pa3oM CKa3bIBaeTCs Ha pa3BUTUM pebeHka [27].
VY ManmMeHToB ¢ TyOepO3HBIM CKIIEPO30M M MEIMKaMEH-
TO3HO PE3MCTEHTHOM SMIIIETICHEl, KOTOPBIE HE COOTBET-
CTBYIOT KPUTEPUSIM [UISI Pe3eKLUi, a TakxKe Mpu Hedd-
(DeKTUBHOCTH  ONEepalMii MOTYT OBITH IPUMEHEHBI
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MMaJUTMaTUBHBIC XUPYPTUICCKIE METOMIBI, TaKWe KaK CTH-
MYJISIIINS OJTy>KIafoIero HepBa, IpUMeHsIeMasT [UTsl CHU-
SKEHUS YaCTOTHI M TSIKECTH TTPUCTYIIOB, M KAJUTO30TOMHSI,
IIEJTbI0  KOTOPOM SIBJISICTCS OTpaHWYCHHE pPACIIpoCTpa-
HEHMSI UKTAJIbHBIX Pa3psiioB IyTeM Pa30O0IIeHUS TTOITy-
1apuii rooBHOro Mo3ra [27, 28].

[lpr MemMKaMEeHTO3HO PE3WCTCHTHOU SITMJICTICUN
y TIAIIMCHTOB C TYOEpO3HBIM CKIEPO30M PEKOMEHIO-
BaHa KOMIUIEKCHasl OlleHKa BCEX NAaHHBIX C MpUBJIeYE-
HUEM MYJIBTUIUCIATIINHAPHOM TPYIITBI B MEIUITMHCKOM
IIEHTpe, CICIUATN3UPYIOIEMCST Ha XUPYPTHICCKOM
JICYCHWH SIWICTICUU, a TakKKe BBITIOTHCHUE MYJIBTH-
napamerpudyeckoit MPT ¢ BBICOKMM pa3pelieHueM
W JOIOJHUTEIbHBIME ~ MP-TiocienoBaTeTbBHOCTSIMMU.
[Ip1 KOHKOPHAHTHOCTH KIIMHUYECKUX, 3JIECKTPODU3HO-
JIOTMYECKMX JaHHbIX U pe3ynsratoB MPT Moxer ObITh
IOCTaTOYHO TIPOBEICHUST HEMHBAa3WBHOTO BHUIeo-DOI-
MOHUTOPHMHTA, TIPU 3TOM WHBa3UBHBIN DDI[-MOHUTO-
PUHI C MCIIOJIb30BaHUEM CYOAYpaJbHBIX 3JIEKTPOILOB
MOXET OBITh HEOOXOOUM B CIIyJ9asiX perucTpariui MHO-
JKECTBEHHBIX SIMJICTITOTEHHBIX 30H WJIM 1T YTOYHCHUS
rpaHUIl 30HbI pe3ekiuu [27].

MP-kapTuHa TyOGEepO3HOTO CKJIepo3a JI0CTaTOYHO
crnetMduyHa U OOBIYHO HE MPEACTABISIET CIOXHOCTU
IUTST Hepopanrosiora (3a MCKITFOUYEeHUEM CITyJaeB ¢ OI-
HOYHBIM TYOEpOM B OTCYTCTBHE OCTAJBHBIX TIPOSIB-
JleHnit). Bompoc o JloKanm3ammy ovyara SIIeTHIeCKOM
aKTMBHOCTM WMEHHO B TyOepaX IO HACTOSIIETO Bpe-
MEHHM OTKPBIT; MHOTHE aBTOPHI MPU3HAIOT MHAYKTOPaMHU
SIWIECTITUYECKUX TIPUCTYIIOB KOPTHUKAIBHBIE TYOEpHI,
B TO BpeMsd KaK Jpyrue IIPeArosararor, 4To SIUJIEI-
TOTEHHasT O0JIACTH MOXET HaXOTUTCS W 3a TpenesiaMu
TyOepoB WIM Aaxe Ha paccTossHUM oT Hux [29]. Omnpe-
IeJICHWE  TIPEATIONOXKUTEIBHOTO — TyOepa-«BOIXUTEISI»
npu MPT — onHa 13 BaxKHBIX 3a7a4 MpenorepalioHHON
MUarHOCTUKY. [1o maHHBIM JTUTEpaTyphl, SMUICTITOTCH-
HBIMU CYMTAIOTCS TyOephl, COIPSTKEHHBIC ¢ (DOKATBbHOMN
KOPTUKAJIBHOW  muCIUTa3ueil  (Hamboyiee BEpOSITHO,
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