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Malformations of the cerebral cortex are often the causes of epilepsy. The latest changes in their classification are sum-
marized. The description of lissencephaly and Miller-Dicker syndrome, pachygyria, polymicrogyria, hemimegaloencephaly,
holoprosencephaly, schizencephaly, gray matter heterotopia is given. The features of epilepsy in these diseases are des-
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BeepeHue B GosibIlIMHCTBE CIy4yaeB OHU T€HETUYECKU JE€TEPMU -
IMopokwu pa3Butyst Kopsl rofoBHoro Mosra (IIPKI'M) —  HMpoBaHBI, HO IPUYMHON MX BOSHUKHOBEHUSI MOTYT OBITh
3TO MAaKpPOCKOITMYECKUE UM MUKPOCKOIMMYECKHE aHOMA- U IPYTUe BHYTPUYTPOOHBIE (haKTOPHI: MHMEKIINS, TUTIOK-
JIMM KOPBI TOJIOBHOTO MO3ra, BO3HUKAIOILIME BCIIEICTBUE cHsl, THTOKCUKALmA [25].
MpepPLIBAHNUS HOPMAJIbHBIX 3TAarioB (DOPMUPOBAHUS KOP- Oxkoi10 40 % ciiy4yaeB (hapMaKOPE3UCTEHTHOM SITUJICTI-
TUKaJIbHOM IJIaCTUHKU. cuu Bb3BaHbl [IPKI'M [17].
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Knaccucdukauma nopoKoB pasBUTUA KOPbI

ron0BHOro Mo3ra

Knacenpukauusg ITPKI'M ocHoBaHa Ha 3 mIaBHBIX
COOBITHSIX (DOPMUPOBAHUSI KOPBI TOJIOBHOI'O MO3Ta: MPOJIv-
depaly HEPOHOB U IJIMU B XeJIyI0YKOBOI U CyOBEHTpHU-
KYJISIDHOM 30HAaX; MUTPALIMK HEe3PEIbIX, HO IIOCTMUTOTHYE-
CKUX HEMPOHOB B pa3BUBAIOIIIYIOCS KOPY TOJIOBHOTO MO3Ta;
KOPTUKAJILHOM opraHu3anuu [17, 24].

B Hacrosiiee Bpems o0l1Lenpru3HAaHHON! SIBJIsSIETCSI 00-
HoBneHHasa kiaaccudukauus [TPKI'M, npemnoxeHHas
A.J. Barkovich u coasnrt. (2012) [3]:

— Tpymma I: mopoku pa3BUTHsS, BTOPUIHBIE IO OTHOIIIE-
HUIO K aHOMAaJIbHO HEMPOHHON Y INIMAIbHOM IIPOJIN-
depamum nm anonTo3y. JlaHHas rpyma pa3nesseTcs
Ha 3 KaTeropuu:

* IA — nmoHmxeHHas npoiudepals Uil YCKOPEH-

HBII1 alIoNTO3 (BPOXKIEHHBIE MUKPOILIe(haIni);
* 1B — noBbllIeHHasI povdepals VI MTOHMKEH -
HBII1 aronTo3 (MerasHIehalTnn);

 IC — anomanbHas nponudepans (ogarosast U qud-

¢y3Has TUCTEHE3Ws U TUCILIA3HA);

— rpyrmna II: mopoxu pa3Butusi, 00ycI0BI€HHbBIE aHOMAJTb-
HOI MHUTpalMeil HeiipoHoB. Paznensercs Ha 4 kaTero-
pun:

* IIA — reTeporonusi;

* IIB — nucconuedanus;

* IIC — cyOKopTHKanbHasI TeTepOTOIHsI U cydsio0ap-

Hasl TUCILIA3KS;

* IID — OynbKHMKOBBIE MaTb(POPMALIVH;

— rpynna II1: mopoku pa3BuTusi, BTOpUYHbIE 10 OTHO-
IIEHUI0 K aHOMAJIbHOMY ITOCTMUTPAIIIOHHOMY pa3-
putuio. Paszmensiercs Ha 4 KaTeropuu:
 IIIA — momumukporupus (ITMIN) ¢ mmzosHIeda-

JIMYECKUMU paclieIMHAMU WIN KaJbIIU(PUKAIIII-
MM, TIPEAITOIOXUTEILHO BRI3BAHHBIMU MH(MEKIIMEH
WJIN COCYIVICTHIMM IIPUINHAMMU;

« II1IB — IIMT ©e3 pacliieanH Win KaabUUuOUKaATOB,
KOTOPBIE MOTYT OBITh TEHETUICCKUMHM M BO3HU-
KaTb BCJICICTBHUE Pa3phIBa;

« IIIC — ¢oxkanbHble KOpPTUKAJbHBIC AVCIIA3UN
(OKM);

 I1ID — mocTMurpamyoHHast MUKpouedaus.

B manHoOI1 k1accuduKaum ogHa HO30JI0TUSI MOXET
HaAXOIWTHCS B HECKOJIBKUX IPYIIIax (HampuMep, MUKPO-
uedamst — [A u [1ID). I[IMTI paznenena Ha 4 rpyrmsr: ITIA
¢ MMU303HIEe(ATUIYESCKUMHU pacIleTMHAMY WU KaJIbIIM-
¢uKaTaMu, IIPEATIOIOKUTEIIFHO BRI3BAHHBIMU MH(MEKII-
et unu cocyauctbiMu npuunHamu; I11B — 6e3 paciuenun
WIN KaJTbLIIM(UKATOB, KOTOPBIE MOTYT OBITh TeHETUIECKM -
MU WJIM BO3HMKATh BeieacTBre pa3pbia; IIIC — kak yacTth
TeHETUYICCKU OTIpeaeIeHHBIX MHOXXECTBEHHBIX BPOXKICH-
HBIX aHOMAJIUK (HEKOTOPbIE M3 HUX UMEIOT aTUITUYHYIO
ructosioruto); I1ID — B coueTaHnu ¢ BpOXKICHHBIMHU Ha-
PYIICHUSIMEI MeTaboIM3Ma (OHU TaKKe MMEIOT aTUITNIHYIO
TUCTOJIOTHIO).

®opmynupoBaHue AUarHosa

CoBpeMeHHbBIM TTOIX0A0M B KiIacCU(DUKAIIUU U TI0-
craHoBke nquarHo3a [IPKI'M siBisieTcst o0bequHeHue pe-
3YJIBTaTOB THMCTOJIOTUIECKOTO, TEHETUISCKOTO 1 HEepo-
BU3YaJIM3aIIMOHHOTO MCCJICIOBAHMIA, UTO HAIIUIO OTPAXKECHIE
B KonceHcycHoit kimaccndpukanmy @K MexnyHapoaHoi
nporuBoamuienTuaeckoit muru (ILAE) ot 2022 . [28].

CornacHO 3TOM HOBe¥iIIIe# KiaccuduKayy, mpejia-
raeTcsi KOMITJIEKCHBIM MHOTOYPOBHEBbBI TeHOTUII-(heHO-
THIIMYecKuit moaxon K auarHoctnke @KJI Ha ocHOBe
WHTETPALIMY JAaHHBIX TUCTOJIOTUYECKOTO, TCHETUYECKOTO
U HEMPOBU3YAIN3ALMOHHOIO UCCJIEIOBAHUIA.

VYpoBensb 1A — rucronaTooruyeckuii nuardos. Kparkoe
ONMCaHNE PE3YJIBTaTOB apXUTEKTYPHOM 1/ VI LIATOAPXATEK-
TYPHOI1 TUCTONATOIOTMY C MCTIONBb30BAaHNEM I'eMaTOKCHIIHA
1 503WHA, COOTBETCTBYIOIIIETO MMMYHOOKPAIIIIBAHMS.

YpoBeHsb 1B — rucronaronornyeckuit noarumn ILAE.
CooTHeceHMe pe3yJIBTaTOB TMCTOIMATOIOTMYECKOTO MCCIIe-
JloBaHUsI ¢ 00HOBIIeHHOI Knaccudukanneit @K Ha oc-
HoBe rucromnaroiorun (ILAE, 2022).

YpoBeHb 2 — reHeTUUYeCcKHME pe3yiabTaThl. OnuchiBa-
I0TCSI TCHETUIECKIE PEe3yIbTaThl, IPUMEHSIeMast METOHO-
JIOTUSI, UICTOYHMK TKaHU. MICTIONB3YIOTCS TOIBKO CBEXKE-
3aMOpOXEHHass TKaHb TOJIOBHOTO MO3ra U ITapHBIE
00pa31bl neprudepUIecKOil KpOBU WM TKAHM, 3aKPETUICH-
Hble B (popMajiiHe U MpomnuTaHHbIe TapaduHoM. Ecin
TEeHETUYECKOE TECTUPOBAHKUE HEJOCTYITHO, YKa3bIBAETCH,
YTO OHO HEJOCTYITHO.

VYpoBeHb 3 — pe3ysbTaThl HEPOBU3yaIu3alliy. YKa3bi-
BaeTCsl, SIBJISTIOTCSI JIM Pe3yJIbTaThl MAaTHUTHO-PE30HAHCHOM
tomorpacduu (MPT) HopMaTbHBIMU I HEHOPMAaIbHBIMH.
Ecnu o6HapykeHa oyaroBasi aHoManus (IpuMep npuBeaeH
Ha puc. 1), yKa3bIBaeTcsl, Kak OHa ObLTa OOHapyKeHa: BU3Y-
aJIbHBIN aHaIu3, TTocToOpadoTKa u T.0. ONMUCHIBAIOTCS ee
aHATOMMYECKOE PACITOIOXKEHHE (J0JIsI, M3BWIMHA, THO 00-
PO3MIBI), XapaKTePHUCTUKHY (M3MEHEHUSI B MOP(OJIOTHUH U3BH-
JIMH ¥ 00p0311, KOPTUKATBHBIN/TIOMKOPKOBBINM THTICPUHTEH-
cuBHbI curHan T2/FLAIR, pa3mbiTie TpaHuUlibl ceporo/
0eJIoro BelllecTBa, YTOJIIICHUE KOPBI U T.4.). BkitouaeTcst
nHOOpMAaLIKS 0 HAMPSDKEHUM MarHUTHOTO TT0J1sI TOMorpada
1 TIPOTOKOJIC BU3YaTU3aIINH.

KomrmekcHast tuarHoCcTHKa: naeTcss nH(popMaius
0 TOM, ObLIO U mopaxeHue MP-nmoyioxuTenbHBIM
win MP-orpunarensabiM. Mcmonb3yercst Kiraccugpuka-
uuoHHasi cxema ILAE, u yka3bIBaloTCsl TeHETUUYECKUE
nmanHbie. [Tpumep: MP-nonoxurensnas @K/ IIb nHa
060po3abl (TIpaBast BepXHs 100HAas U3BUIMHA) C COMATH -
YEeCKOM MOTOPHOM MyTallel TOJIOBHOTO MO3ra.

Bo3moxHO, B OynylleM CIeIyIoLMM 3TallOM KJIacCU-
¢unmpoBaHus OyIeT BBeIeHEe He TOJIBKO Mopdoioruye-
CKHX, HO ¥ TOHKMX (DYHKIIMOHAIBHBIX ITOKA3aTeIICi.

O0OBbeM CTaThbH He TTO3BOJISIET TOAPOOHO paCCMOTPETh
Bce BuAbl anuientoreHHbIX [IPKI'M, noatomy 6yayT oc-
BEIICHBI BOIIPOCHI, IIPEACTABISIONINEG HANOOBIITNI NH-
Tepec IS MMPAKTUKYIOIIETO KIIMHUIIVCTA.
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Puc. 1. Pokanvras kopmukanvras oucnaasus Ae6oii 100Hoi doau (YKazana
CmMpeaKoll) y nayueHmKu ¢ pe3ucmeHmHoll (hokanrvHoll snusencueli

Fig. 1. Focal cortical dysplasia of the left frontal lobe (arrow) in a patient with
resistant focal epilepsy

Jluccanuedanua n cunppom Munnepa-[iukepa

JIuccannedanusa — rpymmna reHeTHIeCKUX aHOMaJIHiA
Pa3BUTHS TOJIOBHOIO MO3Ta, BOSHUKAIOIINX B pe3y/IbTaTe
HEIO0CTaTOYHOI MUTpalliy HeHpoOJIaCTOB U3 NEPBUUHOMN
HEepBHOU TPYOKH, IIPH KOTOPBIX MMEETCS ITOJTHOE W Ja-
CTUYHOE HEAOPA3BUTHE OOPO3/ U M3BUJIMH KOPbI OOJIBILINX
ITOJTYIIAPUi, HAPYIIIEHNE €€ YIBTPACTPYKTYPHI.

B 2017 r. 6pu1a peiyioxkeHa HOBeiiIIas Kiiaccuuka-
s auccaHnedanuu [13], koTopas 1moxka He MoJay4duIa
IIMPOKOTO PACIIPOCTPAHECHMSI.

JInccanuedaniss MOXeT ObITh CAMOCTOSITEILHBIM 3a-
OoJieBaHNEM JINOO BXOIUTH B CHMIITOMOKOMITIEKC APYTHX
cuanpoMoB (Yokepa—Bapoypra, Muutepa—dukepa, Dy-
KYSIMBI).

Cunnpom miccaHtedam Munrepa—/Inkepa (CM) —
¢dopMa XpOMOCOMHOII aHOMAJIMU C IEJICLUSIMU T¢HOB
B JoKyce 17p13.3, mpu KOTOpOi OTMEUaroTCsl Kjlaccuye-
cKas JTMccaHIedays, 3anepkKa MOTOPHOTO Y IICMXUYeC-
KOTO pa3BUTHSI, U3MEHEHUE (POPMBI JIUIIA, SIMJICITHYCCKIC
TIPUCTYTIBI, TOPAXEHUE CEPALIA, TOYEK, XKETYTOUHO-KUIIIEY-
HOT'O TpaKTa.

B yuactke 17p13.3 umeercst ren LIS, Takke U3BeCT-
HbIl o HazBaHUeM PAFAH 1B 1, KOTOphIi KOAUPYET BHY-
TPUKJIETOUHYIO CyObeAMHULY (hepMEHTa, MPUHUMAIOLLIE-
ro aKTUBHOE y4acThE B MUTPALIUM HEHPOOIACTOB B KOpE
TOJIOBHOTO Mo3ra 1 Mo3xeuke. [1pu rtorepe 1 amnensa LIS1
IIPOMCXOIUT HapYIIeHUE KIIETOYHON MUTPAUU 1 (POpMM-
poBaHue auccaHuedanmu. Ioreps npyroro rena, YWHAE,
B TOM K€ paiiloHe XpOMOCOMBI 17 yBeJIMYUBAET TSIXKECThb
JMcCOHLE AN,

Hetn ¢ muccanledaneil MMEI0T 3HAYUTEIbHBIC 3a-
IEPKKHU B Pa3BUTUH U YMCTBEHHYIO OTCTAIOCTh, KOTOPHIE

3

BapbUPYIOT B 3aBUcUMOCTHU OT TsKecTu [TPKI'M u dap-
MaKOpe3UCTeHTHOCTH snuiencuu [20].

CornacHo ganaeiM K.FO. Myxuna u coast. (2008),
SIUJICTITUYECKHE IPUCTYIIBI, PE3UCTEHTHRIE K Teparuu,
nmeltotcs 6osee yeM y 90 % 6osbHBIX; B 75 % ciiydaeB OHU
HauuHatoTcs B | momyroauu xus3Hu [1].

Jlu1st Hauasia 3a0071eBaHMsI XapaKTepHbI OuaaTepaibHbIS
MMOKJIOHMYECKUE ITPUCTYITbI, THOAHTWIBHBIE CITa3Mbl 0€3
TUIINIHOM TUIICAPUTMHU Ha BJICKTpOdHIIedatorpaMmme
(D3T). B mepBbIe MeCAIIbI XKU3HNA TOHUIECKIE TIPUCTYITBI
WJIA KOPOTKHUE N30l MKTAJBHBIX aITHO3 MOTYT IIPOKC-
XOAUTh Iepel MH(PaHTUIbHBIMU cria3Mamu [16].

B Bospacre crapiie 1 roga Harbosiee 4acTO BOZHUKA-
10T CepUIHBIE KOPOTKHE TeHEepaIn30BaHHBIE TOHUYECKIE
cmma3Mebl. B crapiiem Bo3pacte — hoKalIbHBIE U TICEBIOTe-
HepaJIM30BaHHBIC TIPUCTYIbI, MUOKJIIOHNIECKHE TTapOK-
CH3MBI, aTUIIMYHBIE abcaHChI, (DOKATbHBIE MOTOPHBIE
(Ja1me TOHMYEeCKNE) ¥ ayTOMOTOPHBIC, BTOPMYHO-TeHepa-
JIM30BaHHBIE TOHMKO-KJIIOHMYECK1Ee NPUCTYHI [1].

JarHocTKa OCHOBBIBACTCSI HA TAHHBIX KITMHUYECKOMN
kaptuHbl, MPT, MoJieKy/1sipHO-TeHETUYEeCKIX MCCIeI0BAaHMIA.
BrisiBnenue Mukponenenu B tokyce 17p13.3 — ocHOBHOI
BepUDUIIMPYIOIINIA TECT, TTO3BOJISTIONINI JOCTOBEPHO ITOCTa-
BUTb OKOHYATeJIbHBINM AuarHo3. [IpaBuibHbLA BEIOOP MeTOA
TEHETMYECKOTO TECTUPOBAHMS MMEET Pelllalolice 3HaYeHIe
st nuarHoctuku CMJI. Crenyer oOpaTuTh BHUMaHKUE Ha
MUKPOACJICIINHY 1 MUKPOIYTUTMKALIN, BBISIBIISIEMBIE TIPH XPO-
MOCOMHOM MHUKPOMATpHMYHOM aHainu3e (chromosomal
microarray analysis, CMA), KOTOpbIe MOTYT ObITh ITPOITYILICHBI
MPpY OOBIMHOM XPOMOCOMHOM KapUOTUITPpOBaHUM [37].

[IpeHaTanpHas TUArHOCTHKA JIMCCAHIIS(ATNHI TP T10-
MOIIIM YIIBTPa3ByKoBoro ucciienoanus (Y3U) Bo3moxkHa
Ha 14—20-i1 Heaene recTalliy, KOTaa MPOUCXOIUT (popMu-
pOBaHNE HAPYIICHUI B CTPOCHUM KOPBI OOJIBIINX IOy~
IIapuid.

BenTpukyioMeraiiss, MHOTOBOIME U 3a1epKKa BHYTPH-
YTPOOHOIO POCTa SIBJISIIOTCS BaXKHBIMM ITPEHATAIbHBIMU
yIBTpa3ByKoBEIMU Mapkepamu CMJI [8, 32].

Maxurupus

IMaxurupus — spoxaeHHsi [IPKI'M, xapakTepusyio-
IIACS YKPYITHEHUEM OCHOBHBIX, OTCYTCTBEM BTOPUYHBIX
U TPETUYHBIX U3BWIMH, YKOPOYCHUEM U BHITIPSIMIICHHEM
00po3/, HapyllIeHUEM apXUTEKTOHUKMU LiepeOpaaIbHOM KO-
PBbI ¥ IPOSIBJISIIOIIUIACS 3aI€PXKKOM IICUXOMOTOPHOIO pa3-
BUTHUS U DTIUJICIICUEH.

IMTaxurupust odycnosiaeHa HapyleHueM Bo 11 Tpume-
CTpe BHYTPUYTPOOHOTO Pa3BUTHUS MUTPALIAN ITPUMUTUB-
HBIX IIPEIIIIECTBEHHMKOB HEMIPOHOB (3apOIBIIIIEBOIO MaT-
pPHUKCa) U3-TIOM 3KeJTyIOUYKOBOI STIICHANMEI Ha TTeprudepuio
TIOJIYIIApHIA, TJIe OHM 00pa3yIoT KOPKOBOE Cepoe BEIIECT-
Bo. [IprurHAMM 3TOTO MOTYT OBITh TEHETUYECKIE MYTALIH
(rennr KIF5C, KIF2A4, DYNCIHI, WDR62w TUBGI) [30],
BHYTPUYTPOOHAsI TUTIOKCHS, MHDeKIMM (IIPOCTOI TepIiec,
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LIMTOMETAJIOBUPYC, TOKCOILJIa3M03), BO3ACHCTBUE TOKCH-
HOB (TaOaYHEBIi IBIM, aJIKOTOJIb, OBITOBBIC M IIPOMBITIUICH-
HbBIE TOKCHHBI), JIEKapCcTBa (AHTUKOATYJISTHTHI, aHTUOMOTH -
KU, IIUTOCTAaTUKM). [1pyu maxurupum oTMedaeTcs HEIOIHOE
pa3BUTHE U3BWINH, a IIPU aTUPUU — UX OTCyTcTBHE. [1axum-
TUPUS MOXET OBITh pe3yJbTaToM MyTaluii B reHax LIS1
u XLIS (taxcke HazpiBaeMbIX DCX) [9, 21], MOXeT BO3HU-
KaTh M30JIMPOBAHHO MM KaK KOMIIOHEHT B CTPYKType
PasIMIHBIX CHHIPOMOB. CUMIITOMBI BAPBUPYIOT Y Pa3HBIX
ITAIIMEHTOB U 3aBUCST OT CTETICHN BHIPAXKCHHOCTH aHOMa-
sy, OHU MOTYT BKJIIOYATh YMEPEHHYIO WUIM TSIKEIYIO
3aIePKKY Pa3BUTHUsI, YMCTBEHHYIO OTCTAJIOCTh, CYIOPOTH,
NOHV>XEHHBIN MBIIIEYHBI TOHYC, OTEKM KOHEYHOCTEMN,
TPYAHOCTU ¢ KOPMJICHUEM, TJIOTAaHUEM, a TAaKKe HeOOIb-
1I0¥ pa3Mep rojioBel (MuKpouedatus). B HacTosiee Bpe-
M crienduIecKast Tepamus OTCyTCTBYeT. JledeHue 3a-
KJII0YaeTCs B OKa3aHWU CUMIITOMATUYECKOIl ITOMOIIHN,
KYIMUPOBAaHUU SIMIICTITUISCKUX IIPUCTYIIOB.

Monumukporupusa

[MomMMUKpOrupus — MaToJIOTUs CTPYKTYPBI KOPBI TO-
JIOBHOTO MO3Ta, BO3HMKIIAS B IIEPHOI BHYTPHYTPOOHOTO
Pa3BUTHS, XapaKTEePU3YIOIIASICS YBEIMISHHBIM KOJIMYe-
CTBOM M3BWJINH, UMEIOIINX YMEHBIIICHHBIC pa3Mephl, He-
IIyOOKHUMU 00po31aMU, aHOMAaJIbHO TOJICTOI Kopoii. [1pu
IIMI Ha paHHMX cTagusIX pa3BUTUSI TOJOBHOIO MO3Ta
IIPOMCXOINT HapylIeHUE IMpoaudepalny 1 MUTPAIIIN
HelpobacToB, Ha 0oJiee MO3AHUX CTAAUSIX — HApyLIeHUE
IMIOCTMUTPAIIMOHHOTO pa3BUTHA. [IpUIMHBI JAHHBIX aHO-
MaJInii OBIBAIOT KaK TeHETUYECKNMU, TaK M HETeHeTHIe-
cKkuMMu. [eHeTnuecKuMu NpuuYrMHaAMUA MOTYT ObITh MyTaLliU
B reHax GPR56, WDR62, SCN3A, TUBAIA, TUBB2B,
GRIN1, GRIN2B. UMmeeTcs coobIIIeHNE O cTyyae ABYCTO-
poHHel nepucuiabBuapHoit ITMI, cBsi3aHHOI ¢ 1y0anupo-
BaHMEM de novo obiactu xpomocoMbl 17p13.3p13.2.
ITo Bceli BUAMMOCTH, TYTUTMKALIMS XPOMOCOM SIBJISIETCSI
HauboJiee BeposITHBIM o0bsicHeHueM [TMI.

HerenetnueckuMu MpuYMHAMU MOTYT OBITh MH(MEKIIN-
OHHBIE 3200JICBaHUS BO BpeMsI OepeMEeHHOCTH! (IIMTOMETa-
JIOBUpPYCHas MH(EKIINST), BHYTPMMATOYHAST UIIEMMUSL.

ITpu IIMTI oTmeuaroTcs cieayoonie Mopdoornye-
CKHME€ HAXOIKHU: HapyIIeHNE TTOBEPXHOCTH TOJIOBHOTO MO3-
ra ¢ gepeKraMu MSTKOI MO3TOBOI 000JI0YKM, Ype3MepHast
MUTpAIs KJICTOK, YTOJNIIEHWE W PeIyIUIMKALIUS CIOEB
KoJIJlareHa MSITKOI MO3roBOi 000J104KHU, YBEeJIMYEHHUE KO-
JIMYECTBA COCYIOB JICTITOMEHUHTIeaIbHOM (ITa-apaxHOu-
nIabHOM) obnactu [34].

OcHoBHbIMU TIposgBieHusMu [IMTI aBasiorces 3aaep-
KKa YMCTBEHHOTO 1 (PU3MYECKOTO Pa3BUTHSI, KOTHUTHUB-
HbIC HapYyILIEHNS pa3HOM CTETICHH TSLKECTH, IBUTATEIIbHBIC
paccTpoiCTBa, C1a00CTh B KOHEYHOCTSIX, HAPYIIICHUS IbI-
XaHWS, SIUJICTITUYECKHE IIPUCTYIIHL.

Junarno3s [IMI" 00bIYHO yCTaHABIMBAETCS C TIOMOILBIO
MPT, mocKoabKy KOMIBIOTEPHAST TOMOTpadus 1 Ipyrie
METOOBl BH3yalW3allUd HE HMMEIOT JOCTATOYHBIX

3

BO3MOXHOCTEH JUISI BBISIBIICHHUSI HEOOJBIINX CKIANOK,
onpenensomux [IMI. BaxHo, 4ToObI UCHOJIb30BAIUCH
OITUMAaJIbHBIE METOABI BU3YaIU3alluK (BKIII0Yas TOHKHUE
Cpe3bl) U IIPOTOKOJIBI, YIMTHIBAIOIIKE BO3PAcCT, IJIsI 00ec-
MeYeHNUS HAMTY4IIIero KOHTpacTa MEeXIY CEphIM 1 OeIbIM
BEILIECTBOM, C XOPOIIIMM IPOCTPAHCTBEHHBIM pa3pelIeHM -
€M 1 aleKBaTHBIM COOTHOIIeHHeM curHai/mywm [5]. [Ipu
BbicoKkopaspeiatonieidi MPT MoryT ObITh OLIEHEHBI aHO-
MaJIbHO YMEHBIIIEHHbIC U3BUJIMHEI, a TAKXKE MOTYT Ha0JII0-
IaThCs MSATHA cepo-0esoro mepexona (cremuduaeckast
ocobeHHocTh [IMI) [26]. [1aTonornyeckue o4aru BU3ya-
JIM3UPYIOTCS KaK «TOJICTast KOpa rOJI0OBHOTO MO3Ta, 00paso-
BaHHAs HAJIOKEHUEM JIPYT Ha Ipyra MHOXECTBA MAJICHBKIX
W3BWJIMH CO CPOCIIEIICS TIOBEPXHOCTRIO» (PHC. 2).

Puc. 2. OdrHocmoponHsis nOAUMUKPOUPUS 8 COUEMAHUL C OMKPbIMOLU WU3IH-
uechanueii (yKaszanvl cmpeakamu) y NayueHmKu ¢ pe3ucmenmHol oKanbHou
anunencuell U KOCHUMUBHBIMU HAPYUWEHUAMU

Fig. 2. Unilateral polymicrogyria in combination with open schizencephaly
(arrows) in a patient with resistant focal epilepsy and cognitive impairments

Bepudumuposars [IMI MOXHO mpu rUCTOIOTHYEC-
KOM HCCJICTOBaHMM OMOITAaTa BeIIeCTBa TOJIOBHOTO MO3Ta.
Y GOJIBHOIO MOXET OTCYTCTBOBATh OT 1 10 Bcex 6 coeB
KOPBI TOJIOBHOTO MO3Ta.

lfemumeransHuedanua

ITemumeramsauedammss (FM3D) — penkoe BpoXXIeHHOE
HapyIeHrue OpMUPOBAHUS KOPBI TOJIOBHOTO MO3ra C ra-
MapTOMAaTO3HbIM pa3pacTaHUMEM BCEro WJIM YacTWU TOJy-
IIapus rOJIOBHOTO MO3ra, ¢ UICWJIATePaIbHOM TSIKEJION
IUCIUIa3Mel WiIN TUCTeHe3neit KOphl, TUrepTpodueii oe-
JIOTO BEILECTBA, paclliMpeHueM OOKOBOIO Xeayaouka,
00YCJIOBJIEHHOE YHUJIATEPAJbHBIMU HApYILLIEHUSIMA HEW -
POHHOI MUTpaLMU U MpoJudepali, IPOSIBIISIONISeCcs
B PaHHEM JETCTBE MPOrpeECCUPYIOLIMMUA TeMUITAPE3OM,
reMUaHOIICHel, 3a1epKKOM YMCTBEHHOTO U (PU3MIECKOTO
pa3BUTHS, (apMaKOPE3UCTCHTHBIMU SIMICTITUICCKUMU
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npuctyrnamu. [Tpu I'MD nporcxoaut yHUIaTepaabHOE Ha-
pylIeHrEe HEMPOHATBHON MUTPALIMY 1 Tipoudepaliu, pu-
BOIISIIIEE K TAMapTOMAaTO3HOMY Pa3pacTaHUIO BCETO YT YaCTH
TTOJTYIIIApKsI TOJIOBHOTO Mo3ra. JIaHHOe pa3pacTaHue SIBIISICT-
CsI Pe3y/IBTaToOM JIMOO MOBBILIEHHOI TTpoyidepani, oo
CHITKEHUS aItonTo3a (WJIM TOro M APYTroro MPpoIeCCOB) pa3-
BUBAIOIINXCS HEMPOHOB. MaKpOCKOIMMYECKI, TIOMUMO YBE-
JIMIeHUST 00beMa MO3TOBOT'O BEIIIECTBA, OIPEICIISIETCS] aHO-
MaJIbHOE Pa3BUTHE KOPBI TOJIOBHOIO MO3Tra ¢ O0JIACTSIMU
JIMCCAHIIe(ATNI, aTUPUH, TTAXUTUPUN U TIOTMMUKPOTUPUN
B Pa3IMYHBIX TIPOITOPLIMSIX, IIPU 3TOM APYIHe 001aCTH BbI-
IISIASIT HOpMabHBIMU. CTpPYKTypa MO3Ta Ha ITOpaskeHHOI
CTOPOHE MOXET OBITh 3aMETHO HEHOPMAJTLHOM WJTN IEMOH-
CTPUPOBAThH JINIIIb HE3HAYUTEIIbHbIC 3MeHeHUsI. B 1r000M
ciIyJae, Kak CJISICTBHE TaKHUX pa3MEpPOB U CTPYKTYPHBIX pa3-
JIMYMIiA, YBETMYEHHAsI TKAHb TOJIOBHOT'O MO3Ta BEI3BIBACT Yac-
TbIE€ IPUCTYIIbI, COYETAIOLLUECS C KOTHUTUBHBIMU WJIU TTOBE-
JIEHIECKMMU HapYIIICHUSIMIU.

OcHOBHBIMU TIposIBIIeHUSIMU M D gBIISI0TCS acuM-
METpUYHAs WIM YBEeJIMUCHHAs TOJIOBA, LICHTPAIBHBIN Te-
MMIIape3, TEMUAHOIICHSI, 3aIepKKa YMCTBEHHOTO U (DU3H-
YECKOTO pPa3BUTHUS, SMUJIENTUUYECKME TPUCTYNbI [7].
IIpuctyrbl 0OBIYHO HAYMHAIOTCS Yepe3 HECKOIbKO JHEeH
ITOCJIe POXKIEHMS, B PSIKHX CIIydasiX — B paHHEM JIETCTBE.
B nenp Moxet ObITh Oonee 50 pucTynoB. Y MaueHToB
PErUCTPUPYIOTCs (hOKaTbHBIE ¥ TeHEePaI30BaHHbBIC MH-
daHTUIbHBIE clTa3Mbl. HecMOTpst Ha 3aMETHO yBeJIMYEH-
HBII pa3Mep TOJIOBBI, CUMITTOMBI HOBHIIIICHHOTO BHYTPH-
YeperHoro JaBjieHus He Haoronatorcs. JIxobast KoMmOrHaLMs
TaKMX CUMITTOMOB, KaK M3MEHEHME TICUXIECKOTO CTaTyca,
SIWIECTITUYECKIE MPUCTYIIBI, YBEJIUICHIE WIA AaCUMMETPHST
TOJIOBBI, OMTHOCTOPOHHUI Ae(ODUITUT MOTOPYKH, M3MEHEHHAST
IMUTMEHTALMU KOXHU, JOJIKHA HACTOPaXKUBATh B OTHOIIIE-
HUU Bo3MoxHocT TMBD.

JleueHre B OCHOBHOM HaIllpaBjieHO Ha 00pbOy ¢ 3Mu-
JISTICHE1, KOTOpasi, K COXaJICHHUIO, 4acTo ObIBaeT hapma-
KOpe3ncTeHTHOM. B pedppakTepHBIX ciiydasx reMuchepak-
TOMUS SIBJISIETCSA MeTOmOM BbiOopa [6]. Eciu mopakeHHast
CTOpPOHA yIaJeHa XUPYPIUISCKUM ITyTeM (aHaTOMUJIecKast
reMuchepIKTOMUS ) WK OTCOSAMHEHA OT APYTUX CTPYKTYP
TOJIOBHOTO MO3ra ((pyHKIIMOHAIbHAS TeMUC(HEPIKTOMUS),
OCTaBIIAsICS YaCTh MO3Ta MOXET ITOCTEIIEHHO B3$SITh Ha ce0sI
(YHKLMHU, OOBIYHO BBITIOIHSIEMbIE TOPAXKEHHOMN CTOPOHOI.
[MareHTHI ¢ ABYCTOPOHHUMM ITOPOKAMU PAa3BUTHUSI UMEIOT
XYIIIAN XUPYPTAYECKUIA UCXO.

lfononpo3sHuedanua

Tomomnpo3zsHiedans — peakoe BpoXKISHHOE HapyIIeHe
¢opMuUpOBaHUSA TOJOBHOTO MO3ra, BO3HHUKAWIIce
B pe3yJIbTaTe HEMOTHOTO Pa3AeICHMS IBYX IOIYIIAPHl MEXK-
ny 18-M 1 28-M mHeM GepeMEeHHOCTH, TIPOSIBIISIIOIIEeCsT aHO-
MaJIbHBIM Pa3BUTHEM TOJIOBHOTO MO3Ta, TOJIOBBI U JIMIIA.
BriepBrie rosonpossHiedanus Obuta onucadHa B 1963 .
W. DeMyer u coaBT. boun nipencraBieHbl 2 ceMeHBIX
clydast ajjobapHoii ¢hopMbl 3a00JieBaHUs, TP KOTOPOIA

y MAIMeHTOB ¢ HOPMaJIbHBIM XpOMOCOMHBIM HaOOpOM
UMelach CpeIMHHas paciuejrHa ryobl u HEOa. st 060-
3HAYCHUSI TPYIIIEI MaTb(hOPMAaIIii TOJIOBHOTO MO3Ta, IIPU
KOTOPBIX prosencephalon ocTaBajcs HepaclIeIJICHHBIM,
OBUI TIPEUTOKEH TEPMUH «ToJIoTpo33Huedanus» [11]. To-
JIOIIPO33HIIe(haIvsI BBI3BIBACTCS KaK TCHETUIECKMMU, TaK
1 HeTeHEeTUYECKUMU IpuarHaMu. OHa MOXET KaK OBITh
CHMIITOMOM HEKOTOPBIX CHHIPOMOB XpOMOCOMHOI MyTa-
1IH, TaK ¥ BCTPEUATHCS M30JIMPOBAHHO IIPU MYyTALIVSIX TEHOB
SHH, ZIC2, SIX3, TGIF. CnenoBaTenbHO, BBIIEISIOTCS He-
CHHIpOMaIbHas (hopMa roJIonpo3sHiedany (BOSHIKAI0-
11ast U30JIMPOBAHHO OT IPYIHX 3a00JICBAHMIA) Y CUHIPOMAITb-
Hag (tipu cuHapomax Cvuta—Jlemmu—Onuia, KanmMana
2-to Thmna, Xaprchuinna, I1atay, Mekkensi—Ipydepa).

HecunnpomanbHast hopMa TosIonpo3sHIiedarny Ha-
cJIemyeTcs MPEeMMYIIEeCTBEHHO ayTOCOMHO-IOMUHAHTHO,
XOT$I OITCAHBI CIy4ar ayTOCOMHO-PEIIeCCUBHOTO M X-CIIe-
IUICHHOTO HacJIeAOBaHUs. MyTaliuy HapyIIaoT Iepenavdy
MHGOPMALIMN 10 CUTHAJIBHBIM ITYTSIM MEXIY 3apOIbIIIeBOM
SKTOIEPMOI U KIIETKAMU HEPBHOIO IPEOHsI, OIPEIeIsTIO-
UMY MUTPAIIAI0 SMOPHOHAIBHBIX KJIETOK U Pa3BUTHE
MO3TOBBIX CTPYKTYp [15, 23]. BnokupoBaHue nepegaun
CHUTHAJIOB U3MEHSIET TOP30BEHTPAIBHYIO OCh 1 HHTHOUPY-
eT (hopMUPOBAHUE IBYCTOPOHHEN CUMMETPUH Mo3ra. Myta-
umu B reHe SHH, kogupyroiieM 6e1ok SHH, npersitctByioT
(opMUPOBaHMIO TOP30BEHTPAILHOM OCH, YTO ITPUBOIUT K
HapymeHuto akcrpeccni SHH B 106HO-HOCOBOI 3KTOIED-
MaJIbHOM 30He. DTO BICUET 3a CO00I 00pa3oBaHNe MHOXKECT-
BEHHBIX Ie(DEKTOB CpeIMHHOM JTMHUK nna [29, 31].

CunapomainbHble (GOpPMbI IIEPEAAIOTCS KaK ayTOCOM-
HO-IIOMHUHAHTHO, TaK ¥ ayTOCOMHO-pelieccuBHO. HereHe-
TUYECKUMU IIPUIMHAMHA, TOUHEee (PaKTOpaMu prcKa, MOTYT
OBITh T€CTALIMOHHBIN T1a0eT, TpaHCIUIAlleHTapHbIC MH(MEK-
LMK, KpoBOoTeueHusI B I TpuMecTpe, HeBbIHALLIMBaHUE Oepe-
MEHHOCTH B aHAMHE3€¢, YIIOTPeOJIEHHEe aJIKOTOJIS, KypeHUE.
He6e3onacHbiMU 11711 O€peMEHHBIX SIBJISIIOTCSI HEKOTOPbIE
JleKapcTBa (MHCYJIMH, IIPOTUBO3a9aTOYHBIC CPEICTBA, ac-
IMUPUH, TUTUIA, TOPa3WH, PETUHOEBAasI KUCJIOTa, CTATUHBI,
AHTURMMJICTITUYECKUE TIpeIraparhl).

KnvHuyeckumu nposiBA€HUSIMU 3a00JI€BaHUS SIBJISI -
I0TCS SIMWICTITUYCCKIE IIPUCTYIIBI, KOTHUTUBHBIE HApY-
IIEHMSI, pacIleIUIeHe TBepAOro HEOa 1 BepXHeil IyOHI (3a
HUCKJIIOUCHUEM BapUaHTa CPEAHETO MEXIIOIYLIapHOTO
CITASIHMS ), HAapyIIeHue pedIeKCcoB, TaTOIOTHS pPOTOBUILILI
U CETYATKU, TIOPOKU BHYTPEHHUX OpraHoB [2]. JIBuraresnnb-
HBIE PACCTPOICTBA U 3aepKKa Pa3BUTHSI IIPU TOJIOIIPO3-
SHIIe(ATUHN KOPPEIUPYIOT C TSKECTHIO ITOPOKOB T'OJIOB-
Horo Mo3ra [18]. YacTto HaOmomaoTCs MUACITUYECKIE
MIPUCTYIIB M1 YMCTBEHHAsI OTCTaJIOCTh.

3aboJieBaHNEe MOXHO TUarHOCTUPOBATH C IIOMOIIIBIO
V3U naumnag ¢ 12-if Hemenu 6epemeHHOCTH. [Ipm ajo-
bGapHOIT (popMe TOJIOBHOM MO3T He pa3zesieTcs Ha Toy-
wmapusi. [1pu cemunobapHoit umeeTcsst bopo3aa B 3aHei
YacTH MO3Ta, 00pa3yoIasics Py HEITOJIHOM MJIY Hadajlb-
HOM pazjaeneHuu Ha noayiuapus. [1pu nob6apHoii (popme

67
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HapyLIeHUs pa3mesIeHUsI MO3Ta UMEIOTCS TOJBKO B €T0
LIIyOOKUX CTPYKTYpaxX: MO3OJIMCTOM TeJIe, TAIaMyce 1 XKe-
JIyIO9KaX.

[eHeTyecKass AMarHOCTUKA CUNTAETCS HU3KOCIICIIH -
(nuHoit, Tak Kak B 60 % ciyyaeB 3a00/IeBaHUS U3MEHEHUS
KapuoTuia He 00Hapy>KMBaIOTCSI.

B Hacrosiee Bpems crielnduaecKasi Teparus OTCyT-
CTBYeT. BHITIOTHSIIOTCS TIaCTUIECKHE OIIepalliy Ha JIUIIE.
IIpu anobapHoi1 1 ceMunodapHoOit hopMax U3-3a TSKECTU
00IIIeTO COCTOSTHUS MAIleHTa HEUPOXUPYPTUIECKUE OlITe-
pauuy He mpoBoasTcs. B O0IbIIMHCTBE CayyaeB 3MuJieT-
cus y TIAIMEHTOB C ToJIONpo33HIedanueii spiusgercs dap-
MaKOPE3UCTCHTHOM.

lWussHuedanus

IIun3sHIEDanns — peaKoe BpOXKISHHOE HapyIIeHUE
MUTPALIMY HEMPOHOB, XapaKTepU3YIOIIeecs: aHOMAaJIbHBI-
MU paclieJMHaMU, BBICTJIAHHBIMUA T'€TePOTONMICCKUM
CepBIM BEIIECTBOM, 3aIIOJJHEHHBIMU CITMHHOMO3TOBOI
KHIKOCTBIO, KOTOPBIE COSAMHSIOT ITUAIBHYIO ITOBEPXHOCTh
ITOJTYIIIApHsI TOJIOBHOT'O MO3Ta ¢ SIIEHANMAIBHON MOBEPX-
HOCTbIO O0KOBOTO XeJlynouka. [1posiBisieTcst 3aaep>xKoit
Pa3BUTHS, SIUJICIICUEH, TBUTATCIPHBIM Ie(DUIIATOM.

ITpu mm3sHuedanu Bo 11 TpuMmecTpe BHYTpUyTpOO-
HOTO pa3BUTHS IIPOMCXOAUT HAPYIIICHUE MUTPAITUU TIPU-
MMTHUBHBIX IIPEIIICCTBEHHUKOB HEMPOHOB (3aPOIBIIICBO-
ro MaTpmkca) M3-II0I XeIyIOYKOBOM SIMEHIMMBI Ha
nepucdepuio Moayapuit, rae OHU 00pa3yloT KOPKOBOE
cepoe BeuecTBo. [IpyynHaAMM 3TOro MOTYT OBITh T€HETHU-
yeckue Mytanuu (B reHax EMX2, SIX3, COL4A1), BHyTpu-
YTpOoOHas TUITOKCHS, MHMEKIINK (IIPOCTOI reprec, IIUTO-
METaJIOBUPYC, TOKCOILIa3MO03), BO3IEHCTBIE TOKCUHOB
(Ta®ayHBII OBIM, AIKOTOJIb, OBITOBBIC 1 IIPOMBIIIICHHBIC
TOKCHUHBI), JIeKapcTBa (aHTUKOATYJISIHTBI, aHTUOMOTHKH,
LIUTOCTATUKM).

Y aliieHTOB MOT'YT BBISBIISITHCS CIICAYIOIINE CUMITTO-
MBI MUKpoLehaTrs pa3TIndHOM CTETICHHM, 3a1epKKa IICH-
XUYECKOTO U (PM3MIECKOTO Pa3BUTHSI, KOTHUTUBHBIC Ha-
PYIIeHNUsI, KOPTUKOCTIMHATIbHBIC TUCGHYHKIINM, TeMUIIape3
WIN TeTpaliape3, TUIOTOHMS, CYIOPOTH, THIpoliedanus,
0oyJaroBasi HEBpOJIOTHYECKass CHMIITOMATHKA.

Knuaudeckas KapTiHa 3aBUCHUT OT COCTOSTHMS pac-
IIEJIMHBI, OMHOCTOPOHHOCTH MJIX IBYCTOPOHHOCTH MOpa-
xeHus. [Ipu coMKHYTO paciiearHe HabaomaeTcs 0ojiee
MsITKOe TeuyeHHue, 3a00jieBaHue MOXET IpoTeKaTh Oec-
CUMNOTOMHO WJIX IMAarHOCTUPOBATHCS TOJBKO Y B3POCIbIX
MMAIlMeHTOB. XapaKTepU3yeTCsl SIMUICIITUICCKUMU TIPU-
CTyIIaMU ¥ YMEPEHHBIM MOTOPHBIM Ie(PUITUTOM.

I1pu pazoMKHYTOI paclerHe HabII0IaeTCs TSLKeJ10e
TEUCHUE, TIPOSIBIISIONIEECS SMUJIEIICHeii (YacTo pedpak-
TEPHOI), YMCTBEHHOM OTCTAJIOCTBIO, TTAPATNIOM pasIdd-
HOU CTEeNEHM, TEMUIIAPE30M IIPU OJHOCTOPOHHEN M Te-
Tpamape3oM IIpW IBYCTOPOHHEH mm3sHIedarun [19].
OmDHOCTOPOHHSIS IIM33HIIE(D AT MOXKET COITPOBOXKIATH-
¢s KOHTpaJaTepaIbHbIM TeMUTIAPE30M M ACUMMETPUIHBIM

MBIIICYHBIM TOHYCOM, IBYCTOPOHHSIS IIM32HIIehaTUST —
3aIePXKKOM Pa3BUTHS, TETPAIIape30M M CEPhe3HBIMU TICH -
XWYECKUMM paccTpoiicTBamu [12].

B xnmHuKe MOTyT BCTpedyaThbesl (POKaabHBIE TPUCTYIIbI
C COXpaHEHHEM U C HapylIeHNEeM CO3HAHMS, OuyIaTepaib-
HBbIE TOHMKO-KJIOHUYECKUE TIPUCTYIIBI ¢ (hOKATLHBIM Hada-
JIOM. Y HOBOPOXKAECHHBIX 1 AeTel 1-ro rona xKu3Hu HaoJIo-
JAIOTCSl eNMHNYHBIC TOHNYSCKUE MM MHOKIOHMYECKHE
IIPUCTYIIBL.

JlvarHo3 MoxeT ObITh 3al0A03PeH BHYTPUYTPOOHO,
€CJIM pacIIeIMHEI IIPOCMATPUBAIOTCS B TIOIYIIAPUSIX TO-
JIOBHOTO MO3Tra C IToMol1Ibio 1ByMepHoro Y3U. 1o naHHbIM
MPT onpenensiercsi OIHOCTOPOHHEE WX JIBYCTOPOHHEE
paciiernjieHre Mo3ra. Busyanuzanuus nokasblBaeT 3aroJ-
HEHHYIO XKMIKOCTbIO JIMHEWHYIO PACIEIMHY, BBICTIAHHYIO
reTepoTPOQHBIM CEPHIM BELIECTBOM, KOTOpasi IPOCTUpa-
eTCs OT MUAIbHOM MeMOpaHBI KOPHI TOJIOBHOTO MO3Ta JI0
BIEHIVMAIBHOM ITOBEPXHOCTH XETYIOUKa.

[eneTIeCKOE TECTUPOBAHUE B PSIIE CIyIaCB BHISBIISI-
€T MyTalluM B F€Hax, CBSI3aHHbBIX C MPeapacioa0XeHHO-
CThIO K 3a00JIEBAHMIO.

leTepoTonua ceporo BewiecTsa

[erepoTomnusi ceporo BelecTBa — BPOXKICHHOE Hapy-
IIeHNEe MHUTPALlMU HEHPOHOB U3 IEPUBEHTPUKYJISIPHOTO
TeJI3HIIe(haTbHOrO 3apOABIIIEBOTO MaTPUKCA BIOJIb IJIM-
aJbHBIX BOJIOKOH B KOPY MO3Ta, XapaKTepU3YIOIIeecs aHO-
MaJIbHBIM PacIoIOXKEHHEM CEPOT0 BEIIeCTBA B Pa3IMYHbBIX
OTIIeJIaX TOJIOBHOTO MO3Ta M YaIlle BCETO IIPOSBIISIONIEeCs
3aJIepPXKKOU TICUXOMOTOPHOTO PAa3BUTUS U SMUJIECTICUEN.
HapymeHve murpauyy OpuBOAUT K MOSIBJEHUIO «HOP-
MaJIbHBIX HEMIPOHOB B aHOMAaJIBHBIX MECTax», 9YTO MOXKET
OBITH BRI3BAHO TCHETMUECKIMMHI AaHOMAIMSIMU, MH(PEKITNECH,
TpaBMoii. HelipoGiacTbl pa3MHOXKaIOTCSI B 3apOAbIILIEBOM
MaTpuKce Mexy 7-ii u 8-it HepensiMu 6epeMeHHoCT. Mur-
panys MPOUCXOOUT ¢ 8-if 10 26-i1 Heaen GepeMEHHOCTH
1 MaKCHMaJIbHa MexXny 8-if u 16-if Hememsamu. Murpanyst
HEMPOHOB OCYIIECTBIISIETCS IO KPUBOJIMHEMHOMY ITyTH, YTO-
OBI COXPaHUTh TOITOJIOTUIECCKOE COOTBETCTBIE MEKITY BHEIII-
Hel 30HO# XKeJTyTOYKOB 1 IIOBEPXHOCTHIO KOPHI [10].

BonbIIMHCTBO clTyyaeB reTepOTOIUH SIBJISIIOTCS CIIO-
pagMIeCcKNMHM, HEKOTOPBIC — PEILIECCUBHBIMU, CIICTIICH-
HBIMH ¢ X-Xpomocomoii (Xq28). CybaneHanMaIbHbIE
y3eJIKOBBIE TeTEPOTOINM CBSA3aHbI ¢ MyTanyeii reHa FLN
(Xq28). TlonKOpKOBBIE T€TEPOTONNH BBI3BIBAIOTCS MyTa-
My reHa DCX, acCOMMPOBAaHHOIO ¢ MUKPOTPYyOOU-
kamu. benok DCX HampaBisieT MUTpaLiMIO HEMPOHOB,
peryiupysi opraHu3aluio U CTabuJIbHOCTh MUKPOTPYOO-
YyeK, HeOOXOAMMBIX IJIs ABMKeHUS HelipoHoB. ITonkop-
KOBBIE TETEPOTONNH HAOIIOAAIOTCS TOJIBKO Y XKEHIIMH, TaK
KaK reH HaXOAUTCsI Ha X-XpoOMOcCOMe. Y KeHIIUH Helpo-
HBI ¢ MyTaHTHBIM TeHoM DCX He MOTYyT MUTPUPOBATh
B KOPY U 00pa3yloT HIXKEJIEXKAIIYIO TeTepOTONMMIECKYIO
II0JIOCY, B TO BpeMsI KaK HeMPOHBI, 9KCIIPECCUPYEMBIE HOP-
MaJIbBHBIM T€HOM CO 3I0POBOI X-XPOMOCOMBI, YCIICIITHO
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MUTPHUPYIOT B KOPTUKAJIBbHYIO IUIACTUHKY. ¥ MYXYUH
¢ myrauussmMu DCX pa3BUBaeTCs KjaccuuecKast IMCCOHIIEe-
danus, 1mdo Takue 00JbHBIE YMUPAIOT BHYTPUYTPOOHO.

Ouaru reTepoTonuy vaiie ObIBAOT IBYCTOPOHHUMU,
yeM OJIHOCTOPOHHUMMU [36].

IToMuMoO 3KTONMYECKUX HEHPOHOB, COCEIHUE 00IACTU
KOpPBI TaKXXe y9acTBYIOT B anujienToreHese [35]. I1pu ne-
PUBEHTPUKYJISIPHOM y3JIOBOM I€TE€POTOIIMM I1aTOJIOTUYE-
CKOE BJIMSTHIE OKA3bIBAIOT 00JIACTH KOPHBI, PACIIOIOXKEHHBIE
HaJ TeTepOTOITMYECKUM CephIM BetiecTBoMm [10].

Kinunuyeckue nposiBjieHUsI BapbUPYIOT OT OeCCUM-
IITOMHOTO TEYCHUSI IO CePhEe3HBIX HAPYIIEHUI (SIMJISII-
TUYECKHE TIPUCTYITBI, YMCTBEHHAS OTCTATIOCTD). MyKUMHBI
UMEIOT 0oJsiee TSIKeJble MPOSBICHUS, YeM KCHIIUHBI
C aHAJIOTUIHBIMU TOopakeHUSIMU. KOTHUTUBHEBIE U JBUTA-
TeJIbHBIC HApYIIeHNS 00Jiee BRIPAXKEHBI Y JIUII C IBYCTOPOH-
Hel Wi OOLLIMPHOM reTepOTOIUE, IPYTMMU aHOMAJIUSIMU
TOJIOBHOT'O MO3Ta. DIWICHTHYECKIE ITPUCTYITBI HaOIroma-
1otcst B 80—90 % ciydaes. I1amveHTsl yaliie BCero crpagaoT
(hOKaATEHBIMU TIPUCTYITAMH C Ie0I0TOM BO 2-M JECATUIETUI
XKN3HA. MOTYT BO3HMKATh TaKWe HEMPOICUXUATPUICCKIC
CHMIITOMBI, KaK O€CITOKOMCTBO, HEYCTOMYMBOE HACTPOEHUE,
OpenoBOe MBIIIJIEHNE U CITyXOBbIE TAJUTIOLMHALIY [27].

Cyb6aneHnuManbHble (IIEPUBEHTPUKYIISIPHBIC) TeTe-
POTONMHU BCTpeyaroTcs Hanboree yacto [36]. Y3ibl MoryT
OBITH OMMHOYHBIMM I MHOKECTBEHHBIMU, PACIIOIaraTh-
Csl HAa OTHOU I 00X CTOPOHAX MO3Ta, B BUIE OTPaHU-
YEeHHOTrO y371a WX OO0JIbIION BOJITHUCTON MAaCCHI.

ZKeHIIMHBI ¢ Cy0anIeHAUMAJIbHOM IeTepoTOINMe, Kak
MpaBWIO, CTpaaaloT (OKAJTBbHOM SMMIETICUEH ¢ 1e0I0TOM
BO 2-M JAECATUICTUM XKU3HU. Y MYKUMH ¢ X-CLETIJIEHHOM!
(opMOIi YacThI COMYTCTBYIOIIE aHOMAINH LIEHTPaIbHOMN
HEpBHOM CUCTEMBI M BHYTPEHHHUX OPTraHOB, HAapyIICHUE
pa3BuTHS. MyX4YUHBI C ayTOCOMHOI pa3HOBUIHOCTHIO
WMEIOT KIIMHUYECKHE TIPOSIBJICHUSI, CXOIHBIC C CUMIITO-
MaMM y XeHIIWH [4].

ITonkopkoBbIe reTepoTONny 00pa3yroTCs B BUAE OTAEIIb-
HbBIX y3JI0B B 6esioM BelliectBe. HabGmonaercs ymeHblleHre
KOPKOBOI MacChl, KOpa MOXET ObITh HEOObIYHO TOHKOI WU
He MMeTb ITyOOKMX 60po3a. Kak y My:KunH, Tak U Y XXeHILIUH
C IIOOKOPKOBOM I€TepOTOIMEN pa3BUBAIOTCS BPOXKICHHBIA
CTOMKMI1 HEBPOJIOTMYECKMI Je(OULUT U (DOKATTHHAST SITUIICTI-
cus ¢ edrotoM B Bospacrte oT 6 1o 10 jer. Yem oGiumpHee
ITOIKOPKOBAsI TETEPOTOIHS, TeM 00JIee BRIpaXkKeH HEBPOJIO-
rudeckuii aeuumt. [1pu IByCTOpOHHEH TeTepOTOIMMY Ha-
OogaeTcs 3amepKKa IICUXUYECKOTO pa3BUTHA [4].

ITonocoBsle rerepoTonum, Kak 1 (hOKaJIbHBIC IIOIKOP-
KOBBIE TeTepOoTONNH, (GOPMUPYIOTCS B OJIOM BEIIeCTBE
mon Kopoii. Cepoe BeIIecTBO pacliojiaraeTcsl He B BUIE
OTJIENIBHBIX Y3JIOB, a B BUIIE TIOJIOC CEPOTO BEIIECTBA MEXKIY
OOKOBBIM XKEJTyIOUYKOM U KOPOil TOJIOBHOTO MO3Ta, OTIe-
JICHHBIX OT HUX CJIOSIMU HOPMAaJIBHOTO O€JI0TrO BEIlleCTRa.
TsokecTh SMWISTICUM 1 3aIePXKKU PA3BUTHS HAIIPSIMYIO
KOpPEIUPYET CO CTEICHBIO OCTAHOBKM MUTpAllUU

3

HelipoHOB. YeM TOHBIIIE KOpa rOJIOBHOTO MO3Ta U TOJIIIE
BHYTPEHHSIS [TOJIOCA CEPOTO BEUIECTBA, TEM TSKENee MpH-
CTYIIBL.

ITonocosasi rerepoTonyst HabIOAAETCS UCKITIOYMTETBLHO
V >KEHIIMH; OOJIBHBIE MYKCKOT'O T10J1a ¢ MyTaiueii reHa XL1S
nmm DCX ymypaloT B yTpode MaTepy WIN UMEIOT OoJiee Ts-
JKEJTy10 aHOMAJTUIO TOJIOBHOTO MO3ra. CHMITTOMEI Y KEHIITUH
BapbUPYIOT OT HOPMBI 10 TSDKEJION 3afepsKKHU pa3BUTHs [4].
IIpumepHo y 2/3 marmeHToB nMeeTcs (hapMaKope3UCTEHTHAS
snuaencus. MPT sBisieTcs METoaoM BbIOOpA MPU OLICHKE
reTePOTOIMIECKOIO CepOro BEIIECTBA M3-3a €€ BEICOKOIO
KOHTpacTHOro pa3perreHus [14] (puc. 3).

Puc. 3. Cy6xopmukanshas eemepomonus cepoeo sewecmea (YKazana cmpen-
Koll) 8 ne6oii 100HoU o6racmu
Fig. 3. Subcortical heterotopy of gray matter (arrow) in the left frontal region

MP-cneKkTpocKonus JeMOHCTPUPYET CHUKEHUE CO-
otHomeHus N-anermwriacnaprar (NAA)/KpeaTuH B U3Me-
HEHHOM CEpOM BEIIeCTBE M0 CPABHEHMIO C HOPMAJIBHBIMU
KOHTPOJBHBIMU CyObeKTaMU. NAA SBJIIeTCSI HeiipOoHaIb-
HbIM MapkepoM. CHIkeHue ypoBHsSI NAA yKa3bIBaeT Ha
HeNpOHAIBHYIO TUCHYHKIINIO, KOTOpast MOXKET OBITh 00pa-
tuMoit. KpeaTuH sIBIsIeTCS MapKepoM SHEPIeTUYECKOTo
MeTabosu3ma.

BaxxHO OTMETHTBH, YTO CpaBHEHUE CITEKTpoTrpaduye-
CKOTO CJIe/ia C «<HOPMAaJIbHO BHIIJISIISIIEH KOHTpaIaTepaib-
HOI CTOPOHOI» He 0053aTeIbHO KOPPEKTHO B KAYeCTBE
KOHTPOJISI, TTIOCKOJIBKY METa0OJIMYeCKe HAPYIICHUS Y
nanueHToB ¢ [IPKI'M mMoryT ObITh IIMPOKO pacIipocTpa-
HEHEL.

®dyukimoHanbHasg MPT MoxeT IpoaeMOHCTPUPOBATh
AaKTHBAIIWIO B TETEPOTOIMYCSCKUX y3eJIKaX, ¥ UX JIOKaI1u3a-
LIMST MOXET COOTBETCTBOBATh SMWJICITOTCHHBIM pa3psiaam
Ha D3I [IpoBogMOe OMTHOBPEMEHHO C (PYHKIIMOHATIBHOM
MPT »snekrposHuedanorpadguieckoe McciegoBaHue
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HEMHBA3MBHO BBISIBIISIET META0OIMUECKIE PEaKIIMH B Te-
TEPOTONMH, HECMOTPS Ha TO YTO CITAMKHN TeHEPUPYIOTCS
B HeokopTekce [22].

[eHeTnYecKoe TECTUPOBAHME B PSIZIE CIIyYaeB BbISIBIIS -
€T MyTalluM B T€HaX, CBSI3aHHBIX C IIPEIPacIIOOXeHHO-
CTbIO K 3a00JIEBAHUIO.

B Hacrosiee Bpems crielnduaecKasi Teparus OTCyT-
CTBYeT. JIeueHue nereit CBOIMTCS K OKa3aHUIO CUMIITOMA-
TUYECKOM TTOMOIIM, KYITUPOBAHUIO SIMIJICTITUICCKUX TIPH-
CTYIOB.

[IporHo3 3aBUCHT OT cTeIIeHU MOPGhOJIOTUICCKIX Ha-
PYLIEHUIA U TSKECTU COIMYTCTBYIOLIMX 3a00eBaHuil. bo-
JIE3Hb HE MMeeT TEHACHIMM K IIPOTPECCHUPOBAHMUIO.
YV 0oNBIIMHCTBA MALIMEHTOB pa3BUBaeTcs (papMakope3u-
CTEHTHASI SIIICIICUS ¢ HEKOHTPOJIMPYEMBIMU IIPUCTY-
namu [33].
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