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3a HemHoUM UcKaOHeHUeM, Y nayuenmog ¢ mybeposnvim ckaeposom (TC) u pesucmenmmnoii kK MeOUKameHmo3HOMY AeHeHUr0 Snuaencueli snu-
Jenmoeentble o4azu Nopasicenusi NOMEeHYUaIbHo npucymemeyiom 6 oooux noayuwapusx. Ewe 10 a1em nazad amo paccmampusanocs Kax Kpu-
mepuil UCKAUeHUs] 8 OMHOUleHUU Xupypeuteckoeo Aetenusi. OOHAKo HAKONAEHHbLI ONbIM NOKA3aA, YMo cpedu Smoti 2pYynnbl NAUUeHMOo8 He-
Mano cayuaes, K020a UCMOYHUKOM SNUAEHMUMECKUX NPUCMYNO8 HA NPOMANCEHUU MHORUX Aem CAYICUM MOAbKo 00uH o4ae. Takue nayuenmol
MO2ym paccmampueéamscs KaKk Kanouoamol 04s Xupypeuueckoeo Aeenust snuiencuu. Janrvreiuias pazpabomxa MHO20IMANHO20 Memoda
00cne006aHUs Y NAYUEHMOG ¢ OUAAMEPANbHBIM NOPAJICCHUEM NPOU3BeAa NPAKMUYECKU DeGONIOUUI0 — NOAYHeHbl 0OHAdelCUsarouue pe3ynb-
mamol 8 OMHOWEHUL NPOCHO3A PEMUCCUU NPUCMYN08 nocie onepayuu. Takoice ¢ nosigaeHuem HOBbIX 3HAHUL 8 SMOli 0baacmu éce uauje cma-
HOBUMCSL 803MONCHBIM OUGhhepeHyuposams dINUNeNmMo2eHHble U HeINUNeNMO2eHHble 04arl HeUHBA3UBHLIMU Memodamu. Haubonree easicroe
docmudicenue 8 XupypeutecKom AeHeHul SNUAencuu npu myoepo3HoM CKaepo3e COCHOUM 8 MOM, 4o PaHHee XUPypeueckoe GMeluamenscmaeo
CNOcoBHO npedomepamums pasgumiue MAjNCceaoi YMCMEeHHOU OMCmanocmu, KOmopasi 4acmo s16451emcsi OCHOBHbIM (PaKmMopoM, CHUICAIOUWUM
Kavecmeo ycusHu uaeros cemvu nayuerma c TC.
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With a few exceptions patients with tuberous sclerosis (TS) suffering from drug-resistant epilepsies have potentially epileptogenic lesions
within both hemispheres. Until one decade ago in general such a constellation was an xclusion criteria for considerations with respect to epi-
lepsy surgery. However experience has shown that it is not so rare to find patients in whom over the ears seizures are generated from just one
single focus and that these patients can be good candidates for epilepsy surgery. Almost revolutionary was the further evelopment: multi-step
procedures in patients with bilateral epileptogenic lesions — with promising results in terms of postoperative seizure outcome. Also, with increas-
ing experience, it becomes more and more possible to differentiate already non-invasively which lesions could be epileptogenic and which are
rather not the source of the seizures. The most important achievement of epilepsy surgery in TS however is that in selected cases early surgical
intervention is able to prevent severe mental retardations, which are often the main burden for families who have members with this peculiar
disease.

Key words: tuberous sclerosis, epilepsy, mental retardation, epilepsy surgery

BeeneHue

Ty6eposHsblii ckiiepos (TC) — ayToOCOMHO-AOMUHAHT-
HOE TIOJTMOpPTaHHOe 3a00JIeBaHUE C YaCTOTON Pa3BUTHUS
npubau3uTeabHo 1:6000 [15, 54]. [eHHBbIe MyTaIIK OOHA-
pyxuBaioTcs y 85—90 % malnueHToB, CTpadaroIInX 1aH-
HbIM 3a0oseBaHueM [69]. BeineneHo 2 Thma MyTaluii:
y naieHToB ¢ TC 1-ro Tumna oGHapyXKMBaIOTCS MyTallu
B XxpoMocoMe 9q34, koaupytolieit ramapTuH [63], y manm-

entoB ¢ TC 2-ro Tuma — Mmyrauuu B Xpomocome 16p13,
koaupytowein Tyoepur (European Chromosome 16
Tuberous Sclerosis Consortium, 1993) [22]. B 2/3 u 6onee
CJydaeB MyTalluu SBJsoTcs cioHTanHbiMu [30, 59]. Y na-
mueHToB ¢ MyTamussMu TC 2-ro Tuma 3abojeBaHue,
KakK TIpaBWIO, MIPOTEeKaeT TsXkeliee, HO UMEET MECTO 3Ha-
YUTEBHBIN TIEPEKPECT CUMIITOMOB U TTPOSIBJIEHU 3a00-
JieBaHUs B 06eux rpymnmax [30].
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Kpowme toro, TC MOXHO Ha/Ie3KHO TUaTHOCTUPOBATDH
Ha OCHOBAaHWM KJIMHUYECKUX MPOSIBIEHUI C TIOMOIIBIO
TaK Ha3biBaeMbIX Kputepues Poyyda [27, 56, 57].

TMonasistoniee 60abIMHCTBO ManueHToB ¢ TC (80—
90 %) ctpanarot snunencueii [13, 17, 26, 27]; ne6oty 2/3
13 HUX 3a(UKCUPOBAH B TEYEHUE MEPBOTO Tofa KU3HU
[13, 26, 38]. DnutenTuveckue MPUCTYIIBI SIBISIOTCS TIep-
BBIM CUMIITOMOM MPpUOIU3UTEILHO B 60 % HaOI0AeHNIA,
HO BO MHOTHUX CJTy4asiX TMarHo3 yCTaHABIMBAETCSI HE cpa-
3y, JaKe TIPU HAJTMYUU U IPYTUX KIMHUIECKUX MPOSIBIIE-
Huit 3a6oneBanus [21, 60]. Bmunencus npu TC yacTo
MPOTEKAET TSKEJI0, U OCTATOYHOTO KOHTPOJIST STUTIETI -
TUYECKUX TPUCTYIIOB Ha (DOHE MeTMKaMEHTO3HON Tepa-
MU yAAETCsI TOCTUYb MEHEE YeM Y TTOJIOBUHBI TAITUEHTOB
[13, 18, 19]. Beicokmii puCK YMCTBEHHOI OTCTAIOCTHU
(50—80 %) [13, 21, 42, 53, 54] u TOT (HaKT, YTO Y MHOTUX
marmenToB ¢ TC HabmonaoTcs nmpu3Haku aytuama [20,
24, 66], — NOMOJHUTEIbHbBIE (haKTOPBI, TOBHIIIAIOIINE
TSDKECThb 3a00JIeBaHMUS.

06wue NPUHYUNbI XUpypru4yecroro nevyeHdud anunencuu

npu myGepo3Hom cKnepo3e

BeposTHO, HET HU OHOI IPYTOi STUOJOTUN, HA TIPU-
Mepe KOTOPOU MOXHO TTPOJEMOHCTPUPOBATh O0Jiee BIie-
YaTJISIOIIUI TPOrpecc, JOCTUTHYTHIN 3a MOCIeTHEE NeCs -
TWJIETUE B 0071aCTU XUPYPTUYECKOTO JIEUEHUS STTUIIETICUH,
yeMm B cirydae TC. C nosiBieHneM MarHUTHO-PE30HAHCHOM
toMorpacduu (MPT) HeGobIlIOE YMCIO TALMEHTOB C OJU-
HOYHBIMU SMUJIENITOTEHHBIMU TyOepaMUu U MeIUKAMEH-
TO3HO-PE3UCTEHTHBIMU SMUJIENITUYECKUMU TPUCTYIIAMU
BCerja CYUTAIUCh KaHAUIATAMU JJISI XUPYPTUUYECKOTO
JieyeHus snwiencur. OMHAKO B TeYEHUE JUIUTETbHOTO
BPEMEHM IMallUeHThI C MHOKECTBEHHBIMU OYaramMu rmopa-
JKEHWUS B IBYX MTOJTYIIIAPUSX HE PACCMATPUBAIUCH KaK KaH-
JMUAJATHI JUIS1 XUPYPIrUYECKOTO JICUEHUST; MPEACTaBISIIOCH,
YTO OHO HE MOXET MPUHECTU MOJIb3Y 3TUM MallUEHTaM
B JOJITOCPOYHOM NepcneKkTuBe. JeicTBUTEbHO, IO JaH-
HBIM OHOTO 0030pa [48], oTMeUYasioch CHUXXEeHUE YuCia
MalMEeHTOB 0€3 SNMWIeNTUYECKUX MTPUCTYIIOB ITPU CPaBHE-
HUU [T0Ka3arteieil HabmoaeHus B teueHue < 2 et (64,5 %,
knacc | mo Engel) ¢ mokazarensimu HabIOaeHUS B TeUe-
Hue > 2 nieT (43,6 %), HO 3TO pasnure He JOCTUTaJIo CTa-
TUCTUYECKOI 3HAYMMOCTH B paMKax MHOTOBapUAHTHOTO
aHanu3a. [1o maHHBIM aBTOpOB U3 [lekuHa [46], sruien-
TUYECKUE TTPUCTYIIBI OTCYTCTBOBAIU y 72 % TallMeHTOB
yepes 1 ron HaGmoneHwus, y 60 % — 1o mpoIecTBUu 2 JieT
ny 54,5 % — yepes 5 net HaGMOACHUS. DTU TTOKA3aTeIn
HE OYEeHb CWJIbHO OTJIMYAIOTCA (€CIU OTIMYAIOTCS BOOO-
11I€) OT JOJTOCPOYHBIX MMOKAa3aTeNel, MOJIyYeHHBbIX Y Ma-
LIMEHTOB C SMWIENCUEN APYroil STUOJOTUU, KOTOPHIM
MPOBOIMJIM XUpypTrudyeckoe yiedeHue. ¥ 12 u3 18 nmerei,
OIEPUPOBAHHBIX B KJIMHUKE YHUBepcuTeTra KanudbopHuu
B Jloc-AHmxenece, SNUIeNTAYECKUE TPUCTYMbI OTCYT-
CTBOBaJM B TeueHUE B cpeaHeM 4,1 roga! ITpomomku-
TEJIbHOCTb MePUOJa KATAMHECTUYECKOTO HAOIIOeHUS

3a MalyreHTaMu 0e3 AMUISTTUYECKUX TIPUCTYIIOB 1 C 3T -
JITITUYECKUMU TIPUCTYIIAaMU B paMKax MeTaaHaiu3a
He paznuyanack [32]. B aToT 00630p Ob1TM BKIIIOUEHBI 177
ornepupoBaHHbIX naureHToB ¢ TC; B 57 % ciiyyaeB mipu-
CTYITBI OTCYTCTBOBAJIM, a2 YMEHBIIIEHUE YACTOTHI TTPUCTY-
oB Ha 90 % OGBUIO OTMEUYEHO elle B 18 % HaGIIOneHUIA.
Y 71 u3 177 mauieHTOB BHIMOJHSUIA (hOKaIbHBIE, ¥ 74 —
noJieBbie, a y 16 — mynbTriiobapHbie pesekunu. [1o naH-
HBIM JIPYTOTO MeTaaHanm3a, 53 % maleHToB COOTBETCT-
BoBanu kjaccy I ucxonos o Engel, a 11 % — knaccy 11
[48]. B 06oux ncciaenoBaHUSIX TPOIOKATETHHOCTD AU -
JIETICUU U KOJIMYECTBO TyOEpOB HE OKa3bIBAIW BIUSIHUS
Ha UCXO[ JICUCHUS SMUIECNTUYECKUX MPUCTYITOB. Moso-
JIOTt BO3pacT Ae0loTa SMWIETICUY U IByCTOPOHHME UHTEP-
UKTaJTbHBIE CITANKU SIBISUIUCH (PaKTOpaMU pUCKa PELIUIN-
Ba IpuCTyMoB B 063ope D. Madhavan et al. (2007) [48],
YTO HE COOTBETCTBOBAJIO JAHHBIM JAPYroro aHajimn3a (Me-
tonoM F.E. Jansen et al. (2007)), B pamKax KOTOPOTO yM-
CTBEHHAsI OTCTAJIOCTh U SMUJIENTUYECKHAE TPUCTYTIBI ObUTU
COTIPSTKEHBI C MEHee OJIaroNpUsSITHBIM UCXOAoM. B oTiu-
4yue OT JAaHHBIX YIIOMSIHYTOTO 0030pa [48], 6osiee Mosionoit
BO3pacT Ha MOMEHT OTepallii 1 MEHbIast TTPOTOIKM -
TEJIbHOCTb SMUJIENICUU OBbLIU COMPSIXKEHEI ¢ 0osiee 61aro-
MPUSTHBIM UCXOIOM MPU aHAIU3E CEPUU CITydaeB — IETEH,
Habmonasmuxcs B YHuepcurere Kanudopuuu B Jloc-
Anmxenece [68]. PakTopom caMOro BICOKOTO pHUCKa pe-
LIUIMBA TIPUCTYTIOB, IO pe3yJibTaTaM elle OJHOTO MeTa-
aHanu3a [32], O0bul0 MYyJAbTUGDOKATBHOE MOpPaXEHUE
10 IaHHBIM OHO(DOTOHHOW IMUCCUOHHOM KOMITHIOTEP-
Hoii Tomorpaduu (ODIKT).

E1lte HeCKOIbKO JIeT Ha3aJ XUPyprudeckoe JieueHue
SOWIETICUHU TIpeIaTaiv TOJIBKO MAalMEHTAM C OTHUM O4a-
TOM TIOpPaXXeHUsI B OMHOM MoJjymapuu (TJIaBHbBIM TyOep,
€IMHCTBEHHBII AMWIENITOTeHHBIN TyOep). B mocieqHue
TOJIBl TPAHUIIBI XUPYPTUUECKOTO JICUSHUST IMUIETICUN
y nmarueHToB ¢ TC 3HAYNTENTbHO TIEPEABUHYIUCH: OT JIBYX-
9TAIHBIX BMENIATEILCTB Y MAIIMEHTOB ¢ OYaraMu B Ka-
KI0M Toymapuu [58] 10 0lHOATAITHOW MHBAa3UBHOM
3aIKCH C UCTIOIb30BAHUEM CYOIypaIbHBIX CeTeii Hall 000-
UMU TIOJTYIIApUSIMU Y TIAIIMEHTOB C MHOXKECTBEHHBIMU
SMUJIETITOTEHHBIMU OYaraMu B HUX (COTJIACHO TIpe/Ie-
CTBYIOIIIMM HEWHBAa3UBHBIM MCCIETOBaHUAM) [65]
U 10 UMITIAHTalUU CyOQypalbHbBIX CETOK C IBYX CTOPOH
B TIOMCKaX OYaroB y MaIlMEeHTOB, Y KOTOPBIX PE3YIbTaThI
HEVHBa3MBHBIX TECTOB HE TIO3BOJIVIIA Pa3pabOTaTh TUTIO-
Te3y 0 JIOKIU3AIIUK SITWJIETITOTeHHOM 30HHI [§]. DTO MO-
KET MOKa3aThCsl YAUBUTEIbHBIM, HO PE3yJIbTaThl TOCTIE-
OMEepaMOHHOTO KOHTPOJIS SMWIETITUIECKUX ITPUCTYTIOB
y TTAalIMEHTOB C MHOXECTBEHHBIMU OYaraMu MopaXkeHust
U TOCJIe BMEILIaTeIbCTBA Ha 0O0UX MOJyLIapUSIX MOTYT
OBITh TAKMMU K€ OJJarOTPUSITHBIMU, KaK U Y OOJIbHBIX
C eIMHUYHBIMU, OMHOCTOPOHHUMU odaraMu [46, 65]. Xo-
Tsl, TI0 JAHHBIM JIPYTUX COOOIIeHNIT, MyTbTH(HOKATHEHOE
MOpaKeHUe OTPULIATEIbHO KOPPEIUPYET C pe3yabTaTaMu
KOHTPOJIS Haj TpucTynamu [61].
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B namrem nienTpe 3a 12 niet 66u10 pooriepuposaHo 10
neteit ¢ TC, B Tom umciie | qeBouka ¢ SMIeNnTOTeHHBIMU
oyaramu B o0OHUX Moyliapusix (oHa ObuIa TPOONEPUPO-
BaHa C MPUMEHEHUEM MHOTO3TAIHOTO METOHa IMOCJe
OLIEHKU C UCIIOJIb30BAHUEM CYOTypaIbHBIX CETOK B 000MX
ciayyasix), y 6 M3 HUX SMWICNTUYeCKUE TIPUCTYITBI OTCYT-
cTBYIOT, | ciyvait cooTBeTcTBYeT Kitaccy Il mo Engel, 3 —
knaccy 11 Engel (3ameTHOe yiydllieHue).

Hecwmotpst Ha Bce ycrniexu, OTOOp MAIMEHTOB C TSIKe-
JIBIMU STTAJIENITUYECKUMU TIPUCTYTIaMU, BbI3BaHHBIMU TC,
OIHAKO, OCTAETCs CJIOXHBIM; PEUICHUE, SBISETCS JIU Ma-
meHT ¢ TC KaHAMIaTOM Ha XUPYPTUYECKOe JIeYeHUE I -
JIETICUU WJIU HET, JOJDKHO MTPUHUMATHCS SMUJIEIITOJIOTaMU,
paboTaOIMMU B CTIELIMATIU3UPOBAHHBIX LIEHTpaX ¢ 60J1b-
IIUM OMBITOM XUPYPTUYECKOTO JE€YECHUS SMUIEICUH,
a He HaIpaBJSTIOIMM yupexaeHueM [16]. C apyroi cto-
POHBI, IJIST ONTUMAJILHOTO BeieHus maieHToB ¢ TC u pe-
3UCTEHTHBIMU K MEIUKAMEHTO3HOM Teparuu MUIeTTh -
YeCKMMU TPUCTYNIaMU HEOOXOAMMO, YTOOBI Bpauw,
KOTOpBIE JieyaT MalMEHTOB HAa JOMY, U CLIEIUATUCThI LIEH-
TPOB, B KOTOPBIX POBOJIUTCSI OLIEHKA BO3MOXXHOCTHU XU-
PYPIUYECKOTO JICUYEHUS SMUJIENICUU, TECHO COTPYIHUYAIA
JIPYT C APYTOM, HAIpUMep, TTOATBEPXKIACHUE CO CTOPOHBI
HaMPaBJISIONIETO YUPEXACHUS, UTO NMEKTPO-KIMHUYECKAS
KapThHAa, KOTOPasi OTMEYaIach B XOJI€ MTPeI0NepallMOHHON
OLIEHKU MOCPEICTBOM JUIUTEIIBHOTO BUIEOSIEKTPOIHIIE-
danorpadudeckoro (Buaeo-291") MOHUTOPUHTA, COOT-
BETCTBYET KapTUHE, KOTOPYIO JOKYMEHTUPOBAJIA B TEUE-
HUE MECSILIEB WIM JIET, UTPAET BAXHYIO POJIb B IPUHATUU
pemenuii. Tem He MeHee y psiia TTAllMEeHTOB HEOOXOAMMO
OyIeT MOBTOPUTH UCCIEAOBAHUS, HAIPUMED MPOBECTU
BTOPOIi BUIE0-DD [ -MOHUTOPUHT (KOTOPBIi MHOT/IA MO-
KT OBbITh 00Jiee KOPOTKUM B CPABHEHUU C TIEPBBIM [T -
TEJIBHBIM BUIe0-DD [ -MOHUTOPUHTOM), YTOOBI JJOKYMEH-
TaJIbHO MOATBEPIUTD, YTO Mbl UMEEM JIEJIO CO CTAOUIbHBIM
dokycom. YuuTeiBas xapaxkrep 3a00JieBaHUS, HE YIUBU-
TEJIbHO, YTO COOTHOIIIEHUE KOJTUYECTBA OMEPUPOBAHHBIX
MalMeHTOB U MAIUEHTOB, KOTOPbIE MPOILIN OLEHKY
Ha BO3MOXHOCTb XUPYPTUYECKOTO JICYEHUS SMWICTICUU,
He BCer/a SBJsIeTCS TAKUM OJ1aronpusTHBIM, KaK B clTyda-
SIX SMUAJIETICUM APYTOM STUOJOTUU, HAITPUMED MTPU T00pO-
Ka4eCTBEHHBIX OMYyX0JIsIX, (hOKAIbHOW KOPKOBOI AMUCIUIA-
3un (OKJI) nnm Me3ananbHON BUCOYHOM STUIIETICUN.

Hpenmutukayus anunenmoreHxoil oGnacmu

npu myGepo3Hom cKnepo3e

Heunesazuenas 331 u cemuonoeus. Beioop xupypruue-
CKOTO JIEUEHMSI TIPY STMWIJICTICUU HE TaK CJIOKEH y TallueH-
TOB, KOTOPbIE B T€YeHNE MHOTHUX JIET UMEJIN IMHCTBEH-
HBIII ycToWuuBEIU (okyc Ha BDII, HecMoTpd
Ha MHOTOUMCIIEHHBIE TyOephl Ha ToMorpamme [33, 45, 62].
B mporiecce mpuHSTHS pellieHNs 3a VI TIPOTUB XUPYPTH-
YECKOTO JICUSHUSI UHTEPIIPETALIMS JAHHBIX (TaKUX KaK MH-
TEPUKTAJbHbIE MYJbTU(OKAIbHBIE OCTPbIE BOJTHBI, O0Jiee
4eM OJIH BU (DOKATTLHBIX IIPUCTYTIOB, TeHepaIM30BaHHAs

DOTl-kKapTuHa MUIENTUYECKUX TPUCTYIIOB, OoJiee
YeM OJVH KJIMHUYECKUI TUM MPUCTYNOB U T.JI.) MOXET
OBITh Upe3BBIYAITHO ciokHA. OTHAKO CYIIECTBYeT MHEHHUE,
4yT0 TaeHThl ¢ TC U TSTKENBIMU CITydastMu STTUAJIETICUH,
Y KOTOPBIX OTMeUaeTcs 00s1ee CIOXKHAS SJIEKTPO-KIUHU -
yeckasi KapTUHA, HE TOJDKHBI UCKITIOUAThCS U3 UMCIIA KaH-
IUIATOB HA XUPyprudeckoe ieueHue. Bee 6osbliie U 60J1b-
1lIe NalMeHTOB C 0ojiee YeM OJHUM SMHUJIETITOTEHHBIM
(okycoM B HacTosiIIIee BpeMst XKUBYT O€3 M TUUECKUX
MPUCTYIIOB MOCJIE ONepaluy (CM. MPEAbITYIIUIA TyHKT).

Jaxe y naliieHTOB ¢ OOJIbIIMM KOJIMYECTBOM TyOEpOB
u apyrux usmMmeHeHuit MPT-curnana, nuddysHoit u xao-
TUYHOW 3J1EKTPO-KIMHUYECKON KAPTUHOM CJIEMyeT MOIbI-
TaTbCSI COOTHECTU T PE3YJIBTaThI APYT C APYTOM: MU -
ThOpMHAsT aKTUBHOCTD B 00JIACTSIX MO3ra 0€3 BUAMMBIX
CTPYKTYPHBIX HapyIIeHU! (KOPKOBBIN U MOJKOPKOBBIM
YPOBHM), CKOpee BCero, MpeicTapisieT (heHOMEH paspa-
>KEHUSI, HATTPUMED B pe3ysIbTaTe YacTOro paclpocTpaHe-
HUS SOWIENTUYECKUX MPUCTYNOB. [eHepaln3oBaHHbIE
HapyueHus: Ha DO U reHepaiM30BaHHbBIEC SMWIENTUYE-
CKUe€ MPUCTYIBI (WX SMUJIENTUYECKUE CIa3Mbl B COYETa-
HUU C TeHEePATM30BAHHBIMU SMWICNTUYECKUMU MTPUCTY-
MmaMu) He SBJISIOTCS MOKAa3aHUEM K KaJUIO30TOMUM, 3Ta
Tpolieypa He TIPUBEAET K OCBOOOXKIECHUIO OT TIPUCTYTIOB
[32]; mpu TC 5Tu nposBIEHUS U CUMIITOMBI BCEI1a OTpa-
KaIOT PacIpOCTpaHEeHNE AMWIETITU(POPMHON aKTUBHOCTH
BO BpeMsI TIPUCTYTIA WX CBOETO POjia BTOPUYHYIO reHepa-
JIN3ALUIO, U IIAHC HAWUTHU TOCTYITHYIO [JIs1 PE3eKIIUU U -
JIEITOTEHHYIO 00J1aCTh, KOTOPas SBJISETCS OCHOBHBIM
WCTOYHUKOM MPUCTYIIOB, HE TaK Y MaJl.

MPT, snusenmoeennvie mybepol, HeINUNENMO2EHHbLE
mybepuvl u snusenmoeennvie ooaacmu. MPT-uzmeHeHust
y nmanueHToB ¢ TC HacTOJMbKO XapaKTepHbI, YTO AUATHO3
HeJIb3$1 MPOMYCTUTD. JIMIIb Yy MAIIMEHTOB C OTHUM TyOepOM
mnddepennuanpabiii nuarao3 ¢ @K tuma I1b nHorma
MOXeT ObITh OoJtee cioxeH. Koraa smwientuyeckue npu-
CTYITbI HE KOHTPOJIMPYIOTCS (hapMaKoTeparnueil 1 UMeroT-
csl HECKOJIbKO TyOepoB (o nanHbiM MPT), To Ki1104eBbIM
SIBJISIETCS] BOIIPOC, CIIOCOOEH JIM KTO-1M00 pa3padoTaTh
TUIIOTE3Y, U3 KaKoi(1x) obyacTu(eii), BeposiTHEE BCETO,
TPOUCXOAT IMWICTITUIECKUE TIPUCTYITBI, HE UMEs UH-
(opmaru o Ipyrux CyObeKTUBHBIX U OOBEKTUBHBIX CUM -
MTOMAX, a TAKXKE pe3yabraTax Ipyrux MEeTOA0B UCCIeN0-
BaHus. Ha caMmoM zeiie Ha 3TOT BOIPOC MOXHO OTBETUTh
YTBEpAUTEIBHO, HECMOTPSI Ha MaJIO€ KOJIMYECTBO JINTEPa-
TYPHBIX JAHHBIX B TIOJUIEP3KKY 3TOTO yTBepKaeHusl. [{o cux
MOP UEHTPHl B OCHOBHOM M3Yy4alOT MPOTHOCTUYECKYIO
1IEHHOCTh HEMHBA3WBHBIX BCIIOMOTATEbHBIX TECTOB, Ta-
KMX KaK MO3UTPOHHO-3MUCCUOHHAs1 Tomorpagdus (ITDT),
O®DOKT, marnutosHuedanorpadus, maruuTorpadus
U T. 1. I UACHTU(DUKALIUMU OCHOBHOTO(bIX) TyOepa(oB).
Ho mouck ocHOBHOTO TyOepa, Ha Halll B3I, SBISETCS
KOHIIEIIIIMEN, KOTOpasi He YIUTHIBAET TOT (PaKT, 4TO U~
JIETITOTeHHAs! 00JIACTh HE TaK YX W PEIKO HAXOAUTCS
3a TipeielaMy TyOepOB WK Jaxe Jajieko oT Hux [64]. Cy-
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IECTBYET MHOXECTBO BU3YaTU3alMOHHBIX XapaKTepu-
CTHUK: OJTHA TPYIITNA TyOEPOB COCTOUT M3 TaMapTOM CO CHU-
SKEHHBIM COJIep>KaHWeM MUEeJIMHA, KOTOpble 3HAYNMO
YCWIMBAIOT CUTHAJI B pexxuMe T2 v npeacTaBisioT co0oi
oyYarv MOHWXXEHHOU MIOTHOCTU B pexxume T1. Dnuen-
TOTE€HHAs TKaHb B OCHOBE 3TOTO TUTIA TYOEPOB OTCYTCTBY-
€T, YTO OBbLTO JOKYMEHTAIBHO MOATBEPKACHO C TOMOIIIBIO
nHBa3uBHOI dukcaruu DDT [49], u aTu TyOephl He SIB-
JITIOTCS SMUJIENITOT€eHHBIMU, KOTIa HAXOASTCS CTPOTO UH-
TPAKOPTUKAIBHO, JaXKe €CJIA UX pa3Mep BeJUK. DITHIIeTI-
TOTEHHBIMU CUUTAIOTCS TyOepbl, KOTOPHIE OKPYKEHBI
30HO0U PKJI — 3T M3MeHeHUs BUIOHBI B pexxume T2
¥ Ha U300paKeHUsIX, TOJyYeHHBIX TTPU MHBEPCUU-BOC-
CTAHOBJICHUH C TIOJIABJICHUEM CUTHAJIa OT CBOOOIHON BO-
1ol (FLAIR), oHu pactieHnBatotes akcrnepramu kak OKJT
(n3meneHus Gesoro Beriecta ¢ npuzHakamu OK/) [14,
28]. OnmHaKo 3TO MHEHME pa3/esisieTcss He BCeMU IIeHTpa-
mu [50]. @K/I — marosornyeckast OCHOBA SMUJIETITOTEH -
HBIX o0JlacTeil 3a mpenenaMu TyOepOB/Ha yaaleHUU
OT HUX (COOCTBEHHBIN OIBIT) Y MATOJOTUYECKUI CyOCTpaT
SIUJIENITOTEHHBIX «<HETYOEPO3HBIX 00J1acTeit» [64]. [Ipyras
rpyIIna Ty0epoB, XapaKTepU3yIoIIasicsi TATTUYHBIM TPaHC-
KOPTUKAJIBHBIM MPU3HAKOM [4], TTO BceM acreKTam Haro-
MUHaeT n3obpaxkenue, tununaHoe i1 @K/ tuma I1b.
YnuBurtenbHo, HO nipu TC MeHbIast YacTh 00pa3oBaHUIA
3TOTO TUIIA SIBJISETCS SMUIENTOTeHHOM, YTO Pe3KO KOH-
Tpactupyert ¢ cutyanueii y marmeHToB ¢ @KJI. Beposithee
BCEro, 9TO HAOJMOICHNE OOBSICHSIETCS TEM, YTO TPAHCKOP-
TuKaabHble ouaru nmpu TC, HECMOTPsT HAa UX BU3yaIu3a-
LIMOHHYIO CXOXECTh, HECKOJIbKO OTJIMYAIOTCI OT TPaHC-
KOpTUKaIbHBIX ouaroB nipu @K/ 1o KiieTouHOMY cocTaBy:
ripu TC 6a/uTOHOBUAHBIE KIIETKU MIPEBOCXOISIT KOJTNIECT-
BEHHO MCcMOpPGHbBIE HEPOHbI, Toraa Kak nmpu @KJI tuma
IIb ¢ TpaHCKOPTUKATBHBIM MPU3HAKOM — Hao0opoT [11].
Heckosibkumu aBTOpamMu ObLIO MPOJEMOHCTPUPOBAHO,
YTO 3MUJENITUYECKUE MTPUCTYNBI B OOJIbIIECH CTENEHU
KOPPEJUPYIOT C HATUYUEM TUCMOPGHBIX HEMPOHOB
1 MEHee — ¢ HaJTuuueM 0aJUTOHOBUAHBIX KJIETOK [2, 7, 9,
10]. TeM He MeHee TPEACTABISIETCS, UTO 1BA IPYTUX TU-
na Ty0epoB (KalbLIMHUPOBAHHbBIE U KUCTOMOAOOHBIE)
Yalle COMpsIKEeHbI C TeHepalueil SMUIeNTUIECKUX TTPHU-
ctynos [ 14].

Takas nonknaccuduKaluus pa3IAYHbIX TUIIOB TyOe-
POB OTCYTCTBYET B IBYX MOCJIEAHUX paboTax, B KOTOPBIX
paccMaTpuBaeTcsl BOIIPOC TeHepalluy SMUJIETTTUYECKIX
MPUCTYIIOB: B Mpeeiax Ty0epoB Wi B pujiexkalux 00-
JIaCTSX KOPbI, COTJIACHO OMHOMY MccienoBaHuio [50],
OOJIBLIIMHCTBO AMWJIENTUYECKUX ITPUCTYIIOB T€HEPUPYIOT-
csl BHYTPH TyOepOB, B TO BpeMs KaK B Ipyrom [47] coo0-
LIAJIOCh O TETEPOTEHHBIX CUTyallUsIX — 30HbI Pa3BUTUS
SMWJIENTUYECKUX TTPUCTYIIOB B Mpeeaax Ty0epoB U BHE
uXx (T. €. B KOpe, MpWIeTalolleil K Tyoepam).

BcenencTBue yBeuMyeHUs OMbITA B UHTEPIIPETALIUU
pa3nuuHbix u3MeHeHuit Ha MPT y nanuenTos ¢ TC Mmox-
HO OXUAaTh, YTO B OyayIlIeM B OOJIbIIIEM KOJUYECTBE ITy-

OMKanuii OyayT paccMaTpuBaTh BOTIPOCHI 3HAUEHUSI pa3-
JINYHBIX TUTIOB TYOEPOB U JIPYTUX U3MEHEHUI CUTHAaNa,
a TakKe HEMHBA3MBHOTO OTPEACSICHUS SIIJIETITOTeHHOM
obnactu. Kpome Toro, psnm aBropoB [23] mokaszanwu,
YTO BUJ, TyOEPOB MOXKET TaKKe UMETh MPOTHOCTUYECKYIO
LIEHHOCTb JUTSI IPYTUX MOKa3aTeseit, KpoMe SMUJIETITOTeH -
HOCTH, HAIlpUMeEp, B CIIy4ae acCOLUMAIIUU C OITYXOJISIMU
U3 TUTAHTCKUX KJIETOK, ayTU3MOM U T. II.

Honoanumenvnoie memodst uccaedosanuii: I[19T,
ODIKT, menuneosnyeghanoepaghus, maenumoepagus. O6-
IIETTPUHSTBIN TIPOTOKOJI TI0 BpEMEHM U CTIOCO0Y TTpUMe-
HEHUsI BCIIOMOTATEIbHBIX TECTOB (B JOTIOJTHEHUE K JIJTU -
TeabHOMY BuUaeo-OD[-mounutopunry m MPT)
B OTIpeNieIeHn  anuientoreHHol obaactu ipu TC oTcyT-
CTBYeT. B TeueHre MHOTUX JIET OIMH TIeAUaTPUIECKUIA
eHTp (leTpoilT) BBUAY OTHOCUTEJIBHO HU3KOU UHMOP-
MmatuBHocTu [1DT ¢ dropaeszokcuritioko3oit — [M1OT
TIpY OTIPEIeIEHUY STUOJIOTUY 3a00JIEBaHUI, XapaKTepH -
3yeMbIX MHOXECTBEHHBIMU OYaramu [55], B 3HAUUTETbHON
crenienu onmpasicss Ha AMT/TIDT [3, 12, 39, 41], npyrue
akcrepTsl BepsT B ieHHocTh ODPDKT [1, 43] unu marau-
tosHUedanorpaduu [31]. EcTh mpuurHa mojarath,
YTO KOMOMHAIIMS 3TUX UCCIEIOBAHUI MOXET 00J1a1aTh
0oJiee BEICOKOM MOJIOKUTEIbHOM TTPOTHOCTUYECKOM TIeH -
HOCTBIO, YEM OT/EIbHBIE TECTHI, IIPU OTIPEACIEHUHN UCXO0-
Jla SMUJIENTUYECKUX TPUCTYIOB IMOCJEe OTepaluu,
Kak B cllyyae, Korja MarHutorpadus KOMOMHUPYETCS
c [IDT/MPT [68].

CpoKu Xupypruyeckoro ne4yexus anunencuu

npu myGepo3Hom cknepose

Ilpogpuraxmurxa msucenoii ymcmeennoi omcmaiocmu

Kax 1 y mauneHToB ¢ Ipyroii 3TUOJOTUEl, HaIlpaB-
JIEHUE Ha MpelonepaloOHHOe 00CIeI0BaHUE TOKAa3aHO,
KOTIJIa SNWJIeNTUYECKUE TPUCTYITBl HE KOHTPOJUPYIOTCS
MocJje MPUMEHEHUS IBYX 000OCHOBAHHO Ha3HAYE€HHBIX
AHTURTWICTITUYECKUX MPENapaToB U €CIU dNUIECTICUS
OKa3bIBaET HETATUBHOE BIUSIHUE HA KAYeCTBO XU3HU Ia-
MeHTa. PealbHOCTh, OOHAKO, BBITJISIAUT nHave. PaHHee
HampaBJIEeHUE SBJISIETCS CKOpee UCKIIoYeHreM. Bruny
O0XUIAEMBIX TPYTHOCTE! B BBISIBJIEHUU STUAJENITOTEHHON
0071aCTU U IIUPOKOTO PACHPOCTPAHEHUS CKENTULIU3MA
OTHOCUTEJIbHO IIIAHCOB XUPYPIUYECKOTO JIEUYEHUSI Malli-
eHTbl ¢ TC 00BIYHO TIOJTyYalOT MHOTOUMCIIEHHBIE TIPOTH -
BOCYIIOPOXHBIE TIPEeNapathl 10 OPUIIMaTBHOTO Mpeaore-
pPallMOHHOTO O0CJIeNOBaHUS, T. €. UMEET MECTO MOJIXO/,
KOTOPBIA 4aCTO 3a1ep>KMUBAET ONEPALUIO B TEUEHUE MHO-
TUX JIET. DTOT BUJL JIEUEHUS MOXET OBITh OMPaBIaH 10 TEX
Mop, MOKa He CTPagaeT YMCTBEHHOE Pa3BUTUE, OTHAKO
5TOT MOJAXOJ HEBEPEH MPU HApPYLIEHUU Pa3BUTHUS.
OCHOBHBIMH (haKTOpPaMU PUCKa CTOMKON YMCTBEHHOM
OTCTAJIOCTHU SBJISIIOTCS: paHHEE HavyaJlo SMUJIeNcuu (B Te-
YeHUe MEePBOTO ToJa XU3HU), UH(DAHTUIIbHbIE CIa3Mbl
(UC); mporHo3 xyxe IIpU pa3BUTUM cCHHIpoMma Becra
U IJIUTEJIbHOM COXPAaHEHUU €ro MposiBieHuii. bonbuiee
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KOJINYECTBO TYOEpOB HapSIIY C UX JBYCTOPOHHUM PacIio-
JIOKEHUEM U JIOKAJI3allell B BACOYHBIX JOJISIX SIBJISIET-
cd enie ogHUM (hakTopoM pucka [25, 29, 36, 42, 52, 67,
70]. OgHako ectb mauneHTH ¢ TC 1 HOpMaJIbHBIM TICHU-
XUYECKUM CTaTyCOM, HECMOTPSI Ha BEICOKOE YMCJIIO TyOe-
POB — 3TO MAlMEHTHI 0€3 IMUIETICUU WU C XOPOILIO
KOHTPOJUPYEMBIMU SMUJICNTUIECKUMU MPUCTyTaMU
[40]. Takum 0Opa3oM, B OTHOIIIEHUY TTAIIUEHTOB C METU-
KaMEeHTO3HO-PE3UCTEHTHBIMU SMWICTITUYECKUMU TIPU -
CTylaMu, a TakxXe OOJbHBIX C OOJbIIUM KOJIUYECTBOM
Ty0epOB TOJIKEH 00CYKIaThCsl BOIIPOC BO3MOXKHOTO paH-
HEro XMpypruueckoro Je4eHus nwierncuu. by npea-
cTaBJieHbI JaHHbIe [32, 34], corylacHO KOTOPBIM, BEpOSIT-
Hee BCEero, He KOJMYECTBO TyOEpOB 3HAYUMO
B OTHOIIEHUM TICUXUYECKOTO Pa3BUTHSI, a OOIINI 00BEM
MO3ra, MOPAXEHHOTo Ty0epaMu.

OTkinagbpiBaHWE OMEpallMy Ha TOM OCHOBAaHWH,
yTo armwtericus y nmamuenTa ¢ TC mpencrasisieTcst He Ha-
CTOJIBKO Cepbe3HON (Ha ocHOBaHUY JaHHBIX M PT), siBiis-
€TCS COMHUTENBbHBIM noaxoaoM. [1pu uccienoBanuu ae-
Teit (¢ paznuuHbiMu 3aboneBanusmMu) ¢ MC u 6e3 Hux,
KOTOPBIE MOABEPIIMCH XUPYPTUUECKOMY JICUEHUIO ITU-
nericun, R. Jonas et al. (2005) mosryawiu cienytoiiue pe-
gynbrarhl. [lammentsl ¢ UC 1 MeHee BbICOKUM Koadbdu-
nueHtoM uHtesutekTa (IQ) mo onepauuu, KOTopble ObUTH
MPOOTIEPUPOBAHBI B 00Jiee paHHEM BO3pacTe 10 CpaBHE-

HUIO ¢ eThbMU U3 TpyIbl 0e3 MC (y KOTOPBIX SITUJIETICHS
IO OTIepallvy MpoTeKasia OIaronpusTHee, a pa3BUTHE ObI-
JIO JTy4liie), 00OTHAIM BTOPYIO TPYIIITY JIeTeil B OTHOIIEHU
YMCTBEHHOTO Pa3BUTHSI TIPU MOCTIEIYIONIEeM UCCTIeT0Ba-
Hun [35]. Peskoe npekpaiieHre SMUIenTUIECKNUX TP -
CTYTIOB SIBJISIETCSI KITIOUEBBIM MOMEHTOM B TTOTIBITKE TIpe-
JIOTBPATUTh CTOMKYIO YMCTBEHHYIO OTCTAJIOCTh, U UTO
HaunboJiee BAXKHO — MAaKCUMAJIbHO COKPATUTD IPOJTOJIKY -
TeJTbHOCTh cuHApoMa Becta [6, 20, 37]. He Tak BaxHO,
JIOCTUTAETCS JIX 3T 1eJIb C TIOMOIIBIO JIEKAPCTB WU OTIe-
panuu.

DakTOphl pUCKA PACCTPOICTB ayTUCTUUECKOTO CIIEK-
Tpa y marueHToB ¢ TC 3HaUNUTEIHHO COBMANAIOT ¢ (haKTo-
pamu pucKa yMCTBEHHOM OTcTaniocTH [5, 25, 44, 51]. K co-
JKaJeHU10, OXuaaHusl, uto nanueHTsl ¢ TC n3daBsaTCs
TaKXe OT MPOSIBJIEHUI pacCTPOUCTB ayTUCTUUYECKOTO
CTIEKTpa IOCJIe YCIEIIHOTO XUPYyPTUUECKOTO JeUeHUs
SMUJIETICUY (C TOYKU 3pEHUST KOHTPOJIST Hafl TIPUCTYTIAMMU),
JTOJIKHBI OBITh MEHEE ONITUMUCTUIHBIMU. DTO 00111asT TIPO-
OJyiemMa B XUPYPTUU SIMTUAJIETICUY; IPYTHE TTEPeMEHHbIE, KPO-
Me BIWIETICUU (HarpuMep TyOephl B IBYX BUCOUHBIX JIO-
JISIX), KaK TIPEICTaBIsSIeTCs, UTPAIOT BaxkHYI0 posib. Ho 1O,
YTO MHOTJIA MOXET Ka3aThCsl HE3HAYNTETbHBIMU TTO3UTHB-
HBIMU U3MEHEHUSIMU, TEM HE MEHee CTIOCOOHO 0Ka3aThCst
HE HACTOJIbKO HE3HAYUTEJbHBIM IS Ka4yeCcTBa XXU3HU
Bceit cembu manreHTa ¢ TC.

Holthausen H., Pieper T. Eitel H., Kudernatsch M. Epilepsy surgery in patients with tuberous sclerosis.

Epileptologie 2013;30:28—33.
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