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Cnucok cokpameHui
ILAE — International League against Epilepsy — Mexaynapoanast Jlura mo 6ops0e ¢ anunencueit
OKJI — pokanbHas KOPTHKAJIbHAS TUCTIA3US
MTC — me3uanbHbIi TEMITIOPAJIbHBIA CKIEPO3
MOGHE - Mild malformation of cortical development with oligodendroglial hyperplasia and
epilepsy — ci1abo BbIpaXECHHEBIE IIOPOKU Pa3BUTHS KOPBI C OJTUTOACHAPOTIHAIBHON TUTIepIUIa3Hen

u sttenicueit (ITopOI)



BBenenue.

C10BO 3MuMIIeTniCUsl MPOUCXOAUT OT Iped. EMANyio M O3HAYaeT - CXBAThIBATh, HAIMAATh.
Eme B X-XI Bekax mosiBHICS TEPMUH "TIaaydnid IbABOJ", MO3Ke — "maaydas 00yie3Hb", a JII0AeH,
CTPAJAIOLIMX IPUCTYIAMU, CUUTAIN OAEPKUMBIMU. OO0 3MMIENCUH 10 MOSBIECHUS MMCbMEHHON
JOKYMEHTAIuu u3BecTHO Maino. ITo ocrankam koctei, narupoBanubix 1500 1. ¢paHIy3cKuMu
apxeo0JIoraMu, MOKHO CYJUTh HACKOJIbKO JaBHO IPEAIPUHUMAINCH NONBITKU €€ jeueHus. Camble
paHHUE MONBITKM XMPYPrUYECKOro JICUEHMs] SMMIICNCHUM MCXOIAT M3 JIPEBHUX ONUCAHMM,
OCTaBJICHHBIX TPEKaMM, PUMJISTHAMU U erUNTSIHIMU. IMeHHO TpenaHamus yepena ¢ 0OHa)KeHUEeM
TBEPAOH MO3roBOI 000JIOUKH, ABJISJIACH XUPYPTUUYECKUM JieueHueM Toro Bpemenu (Ladino L.D.,
2013).Onucanue TpenaHaluy yepena Mnpyu SNWIENCUU HaleHo B pabortax ['mnmnokpara (Schijns
0.E.M.G., 2015). Ilo Bceil BepossTHOCTH, | UNIOKpAT CMOT HAWTH CBS3b MEXAY TPAaBMOM uepena
U MOCJIEAYIOIIUMU MOCTTPAaBMAaTUYECKUMHU SMHICNTUYECKUMU IPUCTYIIaMM, OJIHAKO, J0Ka3aTh
B3alMOCBS3b MEX/ly HUIMH €MY HE yAaloch. [laneko He cpa3y anuiIenTHYECKUE IPUCTYIIBI CBA3AIN
C MOpPaXEHUEM TOJOBHOro Mosra. IIpsimble nokazarenbcTBa TpernaHaUu MPH AMHIEHTHYECKUX
IpUIaJKax He OOHAPYKEHbI. DTO MOXKET OOBACHATHCS U TeM (aKTOM, YTO 3a00JIeBaHUE JIOACH,
CTPAJAIOLINX SMUICITHUYECKUMH TPUCTYNIaMM, cuuTanock “‘aymeBHbM”. P. Broca (1824-1880
IT.) ObUT YOEKJEH BCEJICHHEM JIEMOHOB B UE€JIOBEKa, a TPEMaHALMIO Yeperna, MPOBOIUMYIO MpHU
IpUCTYNax, OH OOBSACHSI, KaK 11eJIb BHIBEICHUS IEMOHA U3 HUX.

B 1939 r. naiinena nepsasi MEIULMHCKAsE KHATA, COJIEprKalllasi IBETHBIE MIUIIOCTPALUU U
OTNHCAHMsI XUPYPIrHUECKUX METO/I0B, aBTOPOM KOTOPOH sABIsICS Typelkuil Bpad S. Sabuncuoglu
(1385-1468 rr.). HecmoTps Ha To, uTO KHMra Oblia HamucaHa eie B XV Beke, B pa3jiee XUpyprus
BCTpEUaeTCs] U HEUPOXUPYPrUsl C MOATAMHBIM WILIIOCTPATUBHBIM OINKCAHUEM XHUPYPTUYECKOTO
JICYSHUS MUICTICHH U TpaBMaTuueckoro nmopaxenus yepemna (Elmaci L., 2000).

V. Horsley (1857-1916 rr.), u3yuuB paGotel P. Broca, mnepBbIM IpennoaoxKu
B3aMMOCBSA3b  DJIUJIENTHUYECKUX IPUCTYNOB C TpEMNaHalMed dYepena, pacloyoKEHHON
MPEUMYIIECTBEHHO B IEHTPaJbHBIX 30HAX, MPU TOBPEXKJIEHUH KOTOPHIX M BO3HUKAIU
JIPKEeKCOHOBCKUE MPHUTIAJIKH.

Otuom snunentonoruu cran anriuiickuit Bpau H. Jackson (1835-1911), xoropwrit
BrepBble B 1885 1. moapoOHO ommcan KIMHUYECKYIO KapTHHY SIMUJICNTHYECKUX TMPHUCTYIOB
(Schijns O.E.M.G., 2015). IlepBoe moapoOHOEe H3y4YeHHE M MAKPOCKOMUYECKOE OMHUCAHUE
VIUIOTHEHHOT'O U 3HAYUTEIBHO YMEHBIIEHHOT0 TUIIoKaMia 0b110 nposeneHo B 1825 r. Bouchet
u Cazauvieilh (Thom M., 2009). Iloxxe, mnepBoe MOPHOIOTUYECKOE OIMHCAHUE
ckiiepo3upoBaHHOro runmnokamna gan W.Sommer (1880), 4eTko yCTaHOBMBIINN B3aMMOCBSI3b

MECXKAY CKICPO3UPOBAHHBIM I'MIIIIOKAMIIOM W SIUJICTITUYCCKUMHU IIPUCTYIIaMU.
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W.Sommer oOHapyXua, YTO BBINAJACHHUE HEUPOHOB B THUIIMOKAMIIE MPOUCXOIUT
cerMeHTapHo, Hanboee yacto 3arparuBast CAl cerment runmokamna (Thom M., 2014). B 1886
r. V. Horsley BnepBeie mpoorneprupoBai MalydeHTa C MOCTTPAaBMAaTHUECKOW OSIUIIETICUEH, YTO
MOJIOXKUJIO Havano pa3putuio xupypruu smmierncuu (Schijns O.E.M.G., 2015). V.Horsley BHec
0OJIBIION BKJIAJ B MUHUMH3ALUIO OCIOXKHEHUI NPU XUPYPTUU, IPUMEHUB KOCTHBIM BOCK MPHU
repMeTU3aluy KpaeB deperna u npemioxuB C-oOpasHbeiii paspe3 koxu. CBou pa3pabOTKH OH
CHayaJia MPUMEHST Ha )KUBOTHBIX U mociie BHeNpsi1 B xupypruto (Loring D.W., 2010).

ABTOpPOM MEPBOI PYKOMKCH C OTIMCAHUEM JICUCHUS SMUIICTICUH SBJISIETCS IIBEHIIAPCKUN
neripoxupypr E.T. Kocher (1841-1917 rr.), kotopenii B 1892 1. omnmcan JeueHue
nocrrpaBmaTuueckoi snuinencuu y 14 mauuentos (Hildebrandt G., 2012).

Ha ocnoBe rumote3br HeBposora H. Jackson 06 odaroBocTu snuierncuu, B JalbHEHIIIEM,
V. Horsley onepupoBa manueHToOB ¢ TpaBMaTHUECKUMU MMOBPEXKICHUSIMU Yeperna, CTPaJaroInx
SMUWICNITUYECKUMU MIPUMAJIKAMU; U1 HUX, B CUILY OTCYTCTBUS IPOTUBOCYIOPOKHBIX IIPETIapaToB,
TpenaHaus sBJSUIACh EAMHCTBEHHBIM CIIOCO00M siedeHus. OHaKO, HEOObICHUMBIM OCTaBaJIOCh
BO3HHUKHOBEHUE 3IMUJIENTUYECKUX IPUCTYIOB y MAllMEHTOB 0€3 TPaBMATUYECKOTO MOBPEKACHUS
yepena. He xBaTasio JUarHOCTHMYECKUX METOJIOB, OMbITA W 3HAHUM IJ MOAPOOHOTO M3yUYEHHS
AIUJIETICUH.

C nosinenueM anexrposnuedanorpaduu B 1929 r., 0TIIOM KOTOPOM CUUTAETCS HEMEIIKHI

ncuxuatrp H. Berger, onpeaenuBmuid BO3MOXKXHOCTh MNPHXKU3HEHHOTO  HCCIIEIOBaHUSA
ANEKTPUUECKON aKTUBHOCTU MO3Tra, SMUIIETICUS CTalla U3ydaTbcs 3HaunuTenbHO akTuBHee (Luders
H.O., 2008).
OcHoBBIBasiCh Ha J@HHBIX AJIEKTpo3HILE(paorpaduu, NEPBYIO PE3EKIMOHHYIO OIEpaluio Ha
BHCOYHOM a07e poen Bailey (1951); cyTh onepatinu 3akiito4anach B pe3eKIIMH STTHICTTOTEHHBIX
Y4acTKOB KOHBEKCHTaJIbHOW Kopbl BHcouHOM noimu (Krylov V.V, 2016). B 1947 r. Bnepssie
MpPOBEJCHA HWMILIAHTALMS DJJIEKTPOJOB C MCHOJIB30BAaHUEM CTEPEOTAKCHUYECKOro Kapkaca,
paspaboranroro V. Horsley mis xuBotHbeix (Jensen R.L., 1995).

OnektpokopTukorpaduss (OKol) — wuHTpaomepanmoHHAss pETUCTpays KOPKOBOM
AKTUBHOCTH, ObIJIa BHEJIPEHAa MOHPEAIbCKOW MPOTHUBOIUIICITUYECKOM TUTo# BO riase ¢ Penfield
u Jasper B 1950 r. (Palmini A., 2006)

[lepBoe Helpoxupypruueckoe otaeneHue B rocrnutane Maudsley B Jlonmone,
CHEIUAIM3UPYIOIIEMCS Ha XUPYPrUYeCKOM JIEYEHHMM BHCOYHOM  SIMWIETICUH, OTKPBLI
Heiipoxupypr M. Falconer (1950). B mocneaytomeMm, HeHpoXupypruueckue OTAEICHHUS CTalu
OTKPBIBATHCSI BO MHOTHUX €BPOMEHCKUX CTpaHAX.

I'emucdeporomuto, Kak XUpypruyeckoe JeUeHre AIICTICUU Y TAllUeHTa ¢ TeMUILIETH e,

npumenun K. McKenzie (1938), ognako, mepBbie pe3yiabTaThl XUPYPrHUYECKOTO JICUCHUS TMPHU

7



remuchepoTomMun OblTH omyOaMKoBaHBl TONBKO B 1950 r. R.A. Krynauw. Pa3Butne rpyObIx
OCJIOKHEHUH, CBSI3aHHBIX C OTJIOXKEHHEM TI'e€MOCHJIEPUHA MPHU TeMUCPEPOTOMHUH, CACPKUBAIO
onTUMHUCTHYECKU HacTpol xupyproB. Ilosxe, T. Rasmussen, (1973) BHMMATenbHO H3Yy4MB
pe3yNnbTaThl KOJUJIET, MPEMJIOKUI CyOTOTalbHYI0 TreMUC(HEpPOTOMHIO, 00eCrneuHBarOIIyIO
(GyHKIIMOHAIBHO MOJIHYIO, HO IIPH 3TOM aHATOMHUYECKH CYOTOTalIbHYIO TeMUuc(hepoToMuto, mocie
KOTOpOW HE pa3BHBACsS Tremocuaepo3. Kamiozotomus Obuia pa3paboTaHa W MpUMEHEHa V.
Wagenen u R.Y. Herren eme B 1940 r., HO HeCMOTps Ha 3TO, JAHHYIO TEXHUKY aKTUBHO Haydaj
UCIONIB30BaTh TOJIbKO B 19751, D.W. Wilson. B nanpHelmem u npyrue HEHpOXUPYprd HadaaIu
NPUMEHSTh KaJUIO30TOMHUIO B KauecTBe MeToja Jiedenus smumerncuu (Gongalves Ferreira A.J.,
1995).

[lepBoe MOTHOLIEHHOE HEHPONCUXOJIOIMYECKOE TECTUPOBAHUE IMALMEHTOB J0 M IOCIE
oneparuu Obuto mpoBeneHo Halstead (1958); pe3ynpTaThl B HEKOTOPBIX CIy4asX [MOKa3ald
YXYALIEHUE MaMSTH B MTOCIEONEPAIMOHHOM TIEPUO/Ie, HO CO BPEMEHEM U €€ yIyUllIeHHE.
Briepsrie 6apOutypoBbiii Tect Wada ObUT MpUMEHEH NpU T€HEPATM30BAHHBIX CYHIOPOKHBIX
IpUCTyNaxX CO CTAaTyCHbIM TEUEHUEM, HO B JaJbHEHIIEM OH CTajJ aKTUBHO NPUMEHATHCS B
oTpeieNIeHuU TIOMUHAHTHOCTH TMonymapus 1o peun. Tect Wada cranu Takyke NpoBOJUTH B CBSI3U
C pa3BUTHEM MHOTOYMCIEHHBIX CIy4acB CEPbE3HOTO CHM)KEHHSA NaMATH IOCIE BHCOYHOMN
nmobskromun (Penfield W., 1958).

B 1974 r. J. Talairach et al. 6p11 mpeanokeH pagMOXUPYPrUUECKU METOJ JICUEHHUS
ANWIENICUU, KOTOPBI B CUJIy Pa3BUTHUS OCJIOXHEHHM, B HACTOALIEE BPEMs NPAKTUYECKH HE
npumensiercs (Barbaro N.M., 2009, Blumcke 1., 2017).

Ha ocHoBe rumote3bl 0 MpeaOTBPALIEHUH Pa3BUTHS SMIICNITUYECKOrO MPUCTYyNa MpU
CTUMYJISILIUU OJTyKJAIOIIEro HepBa, BBIABUHYTOH B 1985 1. amepukanckum gpusnonorom J. Zabara,
JK. Penry (1988) Obul ycTaHOBIEH CTUMYJATOp  OJy)KJarollero HepBa  Ipu
dapmakopesuctentHoi snunencuu (Penry J.K., 1990).

B Poccun mepBbIM XHPYPIHUYECKYH IKCTHUPIIALMIO YYaCTKOB KOpbI MoO3ra (omepanus
Horsley) mpu snunencuu Bemonnun B.W. PasymoBckuit B 1893 r. B nmanpHelimem mHOTHE
OTEUECTBEHHBIE AaBTOPHl 3aHMMAJINCh HM3YUYEHUEM DE3YJIbTAaTOB XHUPYPIHUUYECKOTO JIEUEHUS
tpaBMaTnueckoil snmiencun (KpsutoB B.B., 2016). BapuanTsl JiedeHUsT CUMIITOMAaTHYECKOM
AIWIIETICUU IPYTOH 3THONIOrMU OblTH MoApoOHOo n3ydensl u onucanbl H.H. bypnenko B 1938 r. Ha
OCHOBaHUU NMPOBOUMBIX HEHPO(PU3NOIOTHUECKUX Hccie10BaHui, B COBETCKOM CO03€ BUCOYHAS

no0rkTomus BriepBhie Obla BeimonHeHa A.I. 3emckoii B 1960 1. (Kpsutos B.B., 2019).

DNUAEMHUOJIOTUA



Onunencust  sBIsieTcs  HauboJiee  4YacTO  BCTPEYAIOIIMMCA  HEBPOJIOTHUYECKUM
3a00J€BaHUEM, MMPUBOSIINM K MHBAIMIM3AIUMU nanueHToB (Shorvon S.D., 1996). Ilo nanubim
MexnyHapoanoit Jluru o 6oprde ¢ snmnencueii [ILAE] B mupe ot 50 g0 65 MiIH. 4enoBek
cTpamaroT 3toi nmarosorueit (See S.-J., 2013). 3aboneBaeMOCTh SMUIIETICHEH B PA3BUTHIX CTPaHAX
coctaBsieT ot 25 1o 50 ciayuyaeB Ha 100 ThIC. YeIOBEK, a B pa3BUBAIOIIUXCS qaxe Oonee — oT 30
1o 115 cnyudaes (Sander J.W., 2003).

Pacnipoctpanennocts snumnencun B Poccuiickoit @enepanuu Haxoautes npenenax 3—4
caydyaeB Ha Thic. yenoBek (ABaksH [.H., 2015). OueBumHo, pacnpoCTpaHEHHOCTh U
3a00JIeBa€MOCTb dIWJICTICUEN 3HAYUTENbHO OO0JIbIIasi, HO, K COXKAJICHUIO, SMUAEMHOIOTHUECKUX
WCCJICIOBAHMM, OTPAKAIONINX JAaHHYIO Mpo0iieMy, oueHb Majo. HecMoTps Ha OrpoMHBINH BBIOOD
MPOTUBOSMMWIICTITUYECKUX  TpenaparoB, B  30%  ciay4aeB  SOUJIENCUS  NPUHUMAET
dapmakopesuctenTHoe TeueHue (Kpeutos B.B., 2016, Oqunniosa I'.B., 2017). OnHoit u3 Hauboee
YacThIX MPUYUH Pa3BUTHSI HEKOHTPOIMPYEMOH SMUIENCHH Y B3POCIBIX, SIBISIETCS CKIEPO3
TUIIIIOKaMITa WM ME3HaJIbHBIA BUCOYHBIN CKJIEPO3, KOTOPHIM coctaBisieT 10 80% OT Bceit
Bucoynoit osmmiencun (ILAE Commission Report, 1997). Ilpu ckuepo3e rummokamma
dapmakopesucteHTHOCTH dnuiiencun gocturaeT 90 % (Crenanenko A.1O., 2012).

[To nutepaTypHBIM JaHHBIM, YAaCTOTa 3a00JIeBa€MOCTH (hapMaKOpPE3UCTEHTHOW BUCOYHOU
SMUJIETICUEH, 00yCIOBIEHHOM cKkiepo3oM runmokamia, B CIIA cocrasuser 3,1-3,4 ciyyaeB Ha
100 TbIC. yenoBek B roj (Asadi-Pooya A.A., 2017).

CornacHo knaccuduxamuu ILAE, Bce omnumencum JAenarcs Ha CTPYKTYpHBIE,
reHeTUYeCKre, HHPEKIIMOHHbBIE, METa00INYeCKHe, UMMYHHBIE U C HEM3BECTHOM STHONIOTHEH.

[Ipu cTpykTypHO#l 3nmiencuu Ae(eKkT roJoBHOIO MO3Ta, BEPOSTHO, SIBJISIETCS IPUYUHON
snuiencuu. Hampumep: moctrpaBMaTHdecKkas, MOCTUHCYNIbTHAS, Ha (JOHE TOpOKa pa3BuTHs. B
MOCJIETHEM ITPUMEPE UMEETCSI COUETaHUE TEHETUYECKON U CTPYKTYPHOU SIUJIETICUU.

l'enernueckue osnuiencuu. 3abojeBaHHE pa3BUBAETCS B pe3yldbTaTe IMOSBICHUS
onpezaeneHHbIx myranuii. Hanpumep, myranus B rene CPR56 BbI3bIBaeT MoJIMMUKPOTUPHIO.

NHexkunonHbIe SMUIETICHA — COCTOSIHUS, KOTOPBIE SIBIISIIOTCS TMPSMBIM CJIEICTBHEM
KOHKPETHOTO HWH(MEKIMOHHOTO 3a00JeBaHMs, B HX KIMHUYECKOW KapTHUHE JIOMUHHUPYIOT
SNUJIENTUYECKUE MPUCTYMbl. DNMUICNTUYECKUE MPUCTYIBl B OCTPOM NEPUOJI€ MEHMHTUTA WIIU
sHIIe(paUTa HE SBISIOTCS AMUJICTICHEH. DTUICTICHS MOKET BBI3BIBATHCS HEHPOIMCTHUIIEPKO30M,
TyoepkynesoMm, BUY-undexnueit, MTOMOCTPHIM  CKICPO3UPYIOMHUM  MaHAHIEPATUTOM,
TOKCOTIJIA3MO30M, BHYTPUYTPOOHBIMH WH(MEKIMSIMHE, BKIOUYas BHPYC 3HMKa. DMUJIETICHS MOXKET
pa3BUBATBCS TIOCTE BBI3IOPOBICHUS OT WHGPEKIMOHHOTO 3a00JeBaHUS, HAMpHUMEp IOCHe
MEPEHECEHHOT0 BUPYCHOTO SHIedanuTa. Y cTaHOBIEHNE HHPEKIIMOHHON ATHOJIOTHH BaXKHO, TaK

KaK 3a 9TUM ClIelyeT crenuuyeckas Tepanusi.



Merabonuueckass SMWIENCUS  CBsI3aHA € M3BECTHBIM  WMJIM  IIPENIOJaracMbIM
METa0OJIMUECKUM HapymeHueM (ypemus, nopdupus, HapylleHHUs OOMEHa aMHHOKHUCIOT H
NUPUAOKCUH3AaBUCUMBIE CyJI0pOrH). MeTaboaruecKkas SIUICIICHs MOXKET ObITh IPUOOPETEHHOH 1
reHerudeckoil. [1pu Heil Takke Bo3MOXKHa crieruduueckas Tepamnus.

NMMyHHBIE SIMIECNICUA — MPAMOE IMOCIEACTBME MMMYHHBIX HapyLICHHMM M OCHOBHOE
KJIMHUYECKOE TpOsBICHHE 3a0oieBaHus. Takoil JMarHo3 BO3MOXEH, KOTJAa HUMEITCA
JI0OKa3aTesIbCcTBA ayTOMMMYHHOI'O BOCIIAJICHHsI B LIEHTpaJIbHOW HEpBHOU cucrteme. [Ipumepom
sBsieTcs SHIeanuT ¢ antutenamMu K NMDA -pernientopam u mumMOndeckuii sH1edanuT. Takxke
BO3MOXHa cnenuduueckas Tepanusi (MMMYHOKOPPEKLU).

dapMaKOpPE3UCTEHTHAs SIWIENICUS - COXPAHSIOLIUECS SIUIENTUYECKUE MPUCTYIbI Y
neTel U B3pocibIX Ha (oHe mprema 2-3 6a30BhIX aHTUAUJICITUYECKAX NPEnapaToB (MOHO HIIH
KOMOuHaIMs) Ha (OHE BBICOKMX J103 IEPEHOCHUMOCTU. BpemMeHHOHl NpOMEXyTOK OLEHKH
3¢ (EeKTUBHOCTH MPOTUBOCYAOPOXKHOM Teparnuu  oT 6 mecsueB 10 2—x jaer (Komuccus ILAE,
Lyon 2012). Ha momo gapmakope3ucTeHTHBIX hopm snmternicuu npuxoautcest 30% ot uncia Bcex
6ompHBIX. B 50% ciydaeB ¢apmMakope3uCTEHTHOCTh IMpeACcTaBlieHa (OKAIBHBIMU (popMaMu
SIUJIETICHH.

CranpmapT npeaxupypruuyeckoro o0OciaenoBaHMs MAIMEHTOB ¢ (hapMaKope3UCTEHTHOMH
SNUJIENICUEN BKIIIOYAET KOMIUIEKCHBIM MOJXOJ, HAIpaBJICHHBIM HAa TOYHOE OIPENEIICHUE
SMWIENTOTEHHOW 30HBI M OLIEHKY (YHKIHMOHAJIBHBIX 30H MO3ra. OcHOBHBIE ATamnbl
OPEIXUPYPrUuecKoro 00ciaeI0BaHus BKIOYAIOT KIMHUYECKYIO OLIEHKY CEMUOJIOTUU IPUCTYIIOB,
HENPOIICUXOJIOTUUECKOE TECTUPOBAHME, [UIMTEIBHOTO BHAEO OO MOHMTOPUpPOBaHHUS C
perucTpanue BCEX CTEPEOTUIIHBIX MNPUCTynoB nanueHtoB, MPT romoBroro mosra mno
snunporokony (3Tn, mom Hapko3om). B  chnydae HecoBmageHUM  J@HHBIX  WJIU
MaJIONH(OPMATUBHOCTH OJHOTO W3 HCCIIEAOBAHUS CYIIECTBYIOT METO/bI JOMOJHUTEIHLHOIO
obcnenoBanus (II9T KT/IIOT MPT, O®3KT (B MeXIPUCTYIBIA NEPUOJT U BO BpeMs IPUCTYyIa
C TIOCJICTYFOIIIM COTIOCTaBIICHUEM JIAHHBIX, HHBa3UBHOE BH1€0DD] MOHUTOPUPOBAHUE).

K OCHOBHBIM CTPYKTYpHBIM MOpa)X€HHs, aCCOLUUPOBAHHBIM C (hapMaKOpPe3UCTEHTHOM
AIWIETICUEN OTHOCSIT:

1. cknepo3 rummokammna
OITYXOJIM TOJIOBHOTO MO3Ta
MTOPOKHU Pa3BUTHUS KOPbI
COCYIMCTBIE TIOPOKH Pa3BUTHUS

TJIMaNIbHBIE PYOIIBI (BKIIIOUAsi HOCTHHCYJIBTHBIE M TOCTTPABMAaTHUECKUE U3MEHEHUS)

AN O

MOCJICACTBUE IIEPECHECCHHBIX BOCIIAIIMTCIbHBIX 3a00J1eBaHUM
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OcHoBHbIE (DAaKTOpPBI pUCKA Pa3BUTUSA (DAPMAKOPE3UCTEHTHOCTH: HAJIMYUE CYAOpPOr Yy
HOBOPOJKJCHHBIX, pAHHEE Hauyayo, BbICOKas yacToTa (>20 mpunaaxoB A0 MPOTUBOCYIOPOKHOM
Tepanuu), aulepruyeckas peakuuss Ha aHTUANWIENTUYECKYIO Tepaluio, BO3HUKHOBEHHE
SNWIENTUYECKOI0 CTaryca/ CTAaTyCHOE TEYEHHE SIWIENCHHM, acCOlMalus C  TAKeIbIM
HEBPOJIOTUYECKUM J€PULIMTOM/TICUXMUECKUMH PACCTPONCTBAMM M MEHEE ueM 3-JIETHUN Nepuoa

orcyTcTBus npunaakoB. OcodeHHocTr D3I He KOPPETUPYIOT ¢ TPOTHO30M.

Xupypruyeckoe jedeHue (apMaKope3UCTEHTHOW SMMIIENICUU sBJseTCs 3(()EeKTUBHBIM
METOJOM JUJIsl MALMEHTOB, Y KOTOPBIX MEIUWKAMEHTO3Has Tepanus HE MO3BOJISIET JOCTUYb
KOHTpOJISI HaJ| ipucTynaMu. OCHOBHBIE BU/IbI XUPYPTUYECKOTO JICUEHHUS:

1. PesexTuBHBIC OMEpALNH - YAAICHHUE SMUJICIITOTCHHONW 30HbBI (BUCOUHAS JTOOIKTOMHUS,

KOPTHUKaJIbHAS PE3EKIINs).

2. TlannuatuBHbIE onepanuu (Kaaio30TOMUS)

3. CrumynsnuoHHbIE MeTOAbl (TiyOokas crumyismus mosra (DBS), crumymsmus

omyxxaroniero mepsa (VNS)).

4. Crepeotakcuueckas paiuOXUpPyprus.

Xupypruueckoe JiedeHue (GpapMakOpe3UCTEHTHOW sMuiencun sBisercss 3¢(eKTHBHBIM
METOJIOM, OCOOEHHO MpU TOYHOM JIOKaIM3alUU SMUJIENTOreHHON 30HBL. [Ipy pe3exkurnoHHOM
XupyprudueckoM jedeHuu y 60-80% manueHTOB AOCTUTAeTCs IMOJIHOE OTCYTCTBHE MPUCTYIIOB
nocie onepauuu (Téllez-Zenteno J.F., 2007). Ycnex 3aBUCHT OT TOYHOTO ONpPEEICHHs TPaHMUIL
oyara M IojHoro ero ynaneHusi. CoBnajieHue pe3yiabTaToB MPeJoNepalluOHHOr0 00CIeJ0BaHus
(MPT, TI9T, BuaeoD3I -MOHUTOPHUHTA) SBISETCS MPEAUKTOPOM OsaronpusTHOro ucxonaa; MP
HEraTWBHAs DIWJIENCHs, OTCYTCTBUE [JaHHBIX 3a CTPYKTYpHOE IOpPaKEHUE 110 JaHHBIM
THCTOJIOTUYECKOTO0 HCCIIEI0BaHMs- HeOlaronpusTHoro. Pe3ynprar oOCiefoBaHMs HampsMyIO
CBSI3aH C TUIIOM CTPYKTYpHOI'O MOPAaXEHUsS M €ro Jokanuszauuei ((pokaabHas KOPTHKAJIbHAs
nucrnasusi | Tuma - ocHoBHas mpuurHa MP-HeratuBHOW »nmniencun, Auddy3HOE HaYaIo 1o
JAHHBIM ~ CKaJIBIIOBOTO BUAE0DD] MOHUTOpPHHTA MOXET OBITh TP  MEXITOIYIIaPHOM
pacroyio’keH1H (HOKanbHOM KOPTUKAIBHOM TUCIIIIa3UN ).

IIpy BHEBHCOYHOM SIUIIETICUN- TEHIOPUPOBAHHAS PE3EKIIUS OCHOBHOM BUJ OTIEPATUBHOTO
BMeniarenscTBa. OH 3aKioyaeTcsl B MEPBYIO O4epelb C YHaJIEHHEM «COMAaTHYeCKON» dacTu
HEHUPOHOB - KOPKOBOT'O ceporo BemiecTna. [Ipu «KOPTUKIKTOMUMY MPOUCXOAUT yIAICHUE JIUIIb
HEOOJIBIIIOr0 KOJIMYECTBA IOJKOPKOBOTO OE€Joro BellecTBa MPH MOJHOLEHHOM pe3eKuuu

[ITyOMHHOTO CEporo BEIIECTBA, PACIIOIOKEHHOT0 B 60po3aax.
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Puc. 1. Cxemarnueckoe U300pakeHUE «KOPTUKIKTOMUUY. |1l MOTHOLEHHOW pe3eKIUU

CEporo BEIIECTBA yAISETCs TAKKe HEOOJIbIIONH 00BEM MTOAKOPKOBOTO OEJIOT0 BEIIECTRA.

[Ipy BUCOYHOW HOUIENCUU XUPYPrUUYECKUW MOAXOJ OIpPEAENAeTCs IUTEIbHOCTBIO
3a0oneBaHusl W JIOKaju3amueil mopaxkeHus. [Ipu M30JIMPOBAHHOM TMOPAKEHUU CTPYKTYP
BHCOYHOI JI0JIA BO3MOKHOCTU BBIIIOJIHEHUE CEJIEKTUBHOM aMMIJAJIOTUIIIIOKAMIIIKTOMUHI
(CAT'), xupyprudeckoit nmpoieaypsbl, HaMpaBJIeHHON HA yJaJleHUE aMUTAANIbl U TUIIIIOKaMIa Mpu
COXpPaHEHUU OKPYXAIOUIMX CTPYKTYp BHCOYHOW JOJU. YaJeHHE MEAUAIbHBIX CTPYKTYp
OCYILIECTBIISIETCSI TPAHCCUJIBBUEBBIM, TPAaHCKOPTUKAJIBHBIM M MOJBUCOYHBIM nocTynamu. Ilpum
ouare, pacroJO)KEHHOM B JIATEPAJIBHBIX OTJAEJaX BHCOYHOW JOJM BO3MOYKHO OTPAHHUYUTHCS
TOJIBKO PE3€KIMeN JaTepaibHbIX OTIENIOB MPU YCIOBUAX YTO MMOPAKEHUE HE PACIPOCTPAHUIIOCH
Ha MeJMalIbHbIE CTPYKTYpPHI (OTCYTCTBUE BTOPUYHOTO CKIEPOTHUECKOI0 MOPAKEHUS TUIIOKAMIIA,
HaJIM4YMe «1yalbHOW» matonoruu). OJHAKO CpeaHssl ATUTEIbHOCTh 3a00I€BaHuUs Y MAlUEHTOB C
®P3 cocraBuser Oonee 15 ner (B.B. Kpeuos, 2022). [Ipu TakoM IIMTEIBHOM JIEUYECHUU
3a00JIeBaHUS PENIKO YAAeTCs OTPaHUUYUTHCS  YJAJEHHEM TOJIBKO MEAMAJIbHBIX, UM TOJBKO
JaTepalbHbIX OTAENOB. B JaHHOM ciydaeT yaaisioT NepelHeMeAualbHble OTAEIbl BUCOYHOMN
noau 6;10koM. O0BEeM pPe3eKIMHU JTaTepaTbHBIX OT/AEJI0B BUCOYHOH IO ONpEAETseTCs CTOPOHOI
nopakeHus (45 MM OT Mojdroca TpU  PACHOJOKEHWU ovyara B JOMHUHAHTHOM MONyHIapuH (C
[EJTBI0 MPEIOTBPAIICHHS] PAa3BUTUS PEUEBBIX HapymieHui); 60  MM- Ha HEJOMHUHAHTHOM; B
MeAMANbHBIX OTAeNIaX HE00X0JMMO Pe3eIUPOBaTh BCEX CTPYKTYP TMIIOKAMIAIbHOTO KOMITJIEKCa

(TummoKamI, aMuraana, Kpr4okK, HaparunmnoKaMIaabHOW U3BHIKMHEL). (puUC.2)
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Puc. 2. CxemaTnueckoe n300pakeHUe mepenHeil MequaabHOW BUCOYHON JIOOIKTOMHU C

aMuraaorunnokamimkromuei (S.Wiebe, 2001).

1. ®oxkaapHan KOPpTHKAJbHasA TUCILJIIAa3Uusl

dokanbHas KOPTUKAIbHAS TUCIUIA3US — Pa3HOBUAHOCTH HAPYIICHHS KOPTHKAIBHOTO
Pa3BHUTHS, KOTOPBIC MPEACTABISAIOT COOOW IMIMPOKUH UANA30H Pa3jIMYHBIX H3MEHEHHH B KOpE
TOJIOBHOT'O MO3Ta, BO3HUKIIUX B PE3yJIbTATE MATOJOTHHU MPOIECCOB BHYTPUYTPOOHOTO PA3BUTHS
U SBISIOLIUXCS HAapYyIIEHHEM KJIETOYHOTO (hOpMHUPOBAHMS KOPTUKAIbHOW MaHTUU. HapymieHue
KOPTUKAJILHOTO Pa3BUTH ObIBAIOT JIOKATBHBIMU U AU(PPY3HBIMUA U MOTYT COUETATHCS C IPYTUMHU
AHOMAJTUSIMU TOJIOBHOTO MO3Ta. DTHOJIOTHS HAPYIICHUS KOPTUKAIHHOTO Pa3BUTHUS JIO KOHIIA HE
U3BECTHA, HO B TIOCIEIAHHWE TOJBI HAXOAAT BCE OOJbIIee YHCIIO TATOJOTHYSCKUX TEHOB,)
OTBETCTBEHHBIX 3a WX pasputue. CormacHo uccienoBanmsiM R.J. Leventer u coast. (1999),
OXKHJaeMasi 4acToTa HapYIICHHs KOPTHUKAJIbHOTO pPa3BUTHS KaK 3THUOIOTHYECKOro (QaxTopa
PE3UCTEHTHBIX (POPM SIUJIETICUU y feTel cocTaBisieT 25—40 %; mpu 3ToM 0k0J10 75 % GOJIBHBIX

CTPAAIOT MMWICTICHEH.

IMOpuoI0orus

[Topoku TOTOBHOTO MO3Ta MOT'YT Pa3BUTHCS HA BCEX dTanax YMOPHOHAIBLHOTO U YaCTUIHO
B heranmbHOM eproze. Eciu «1osoMka» mporcXouT Bo BpeMsi (hOpMHUPOBAHHS PO33HIIEhATOHA
(2-3-ti Mecs1y BHYTPUYTPOOHOTO pa3BHUTHs), TO BO3HUKAIOT TpyOble TOPOKH, HAIpPUMED,
rosionpo33HIiedanus, GopMupyrmascs B CTporo GUKCHpOBaHHBIC JIS €€ PA3BUTHUS CPOKH — 22—

24-if mHU BHYTpUYTpOOHOTO pazButus. HanbGonbimmii uHTEpEC A KIMHULUCTA MPEICTABISIOT
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MOPOKU PA3BUTHUS TOJOBHOTO MO3ra, (OPMUPYIOLIMECS BCIEACTBHE AHOMAJbHBIX MPOIIECCOB
pa3BUTHI MO3Tra ¢ 6-i o 20-10 HEJEeN0 BHYTPUYTPOOHOTO Pa3BUTHSL:

3—4-ii MecsI1 recTayy — npoiiece nponudepaluu (Hagaio ¢ 7-i Heenn);

3—5-i MecsII recTallui — MEHTPOOSKHAs MUTpalus (Havaino ¢ 8- Hellemm);

5-#1 Mec4ll recTaluu — HEHpPOHHAs OpraHu3aus

Knaccupukanus HapymeHuil KOPTUKAJIBLHOTO Pa3BUTHS

I'pynna I. Hapymenusi BciieACTBHE aHOMAJIbLHON NpoJrgepanu HeiipOHOB M IVIMM WM
anonrosa

I.A Muxkpouedanus

[.B Meramunedanuu, BKIItoYasi reMUMeraidHIeatnio

I.C KoprTukaibHbIC AHWCTCHE3WH C AHOMAJIBHOW KJICTOYHOH mpoiudepanueii ((hokaabHbIC

KopTuKaibHble auctuia3zuu Il tTuna mo knaccudukamuu ILAE, 2011)

I'pynna II. HapyumieHnusi BejieacTBue aHOMAJIbLHON HEHPOHAJIBbHON MUTPALIMHU

II.A T'ereporonuu ceporo BemecTsa

I1.B JIuccanuedanus

I1.C IMoakopkoBas J€HTOYHAS TETEPOTONUS (aruPHUs-MIAXUTHPUS — JICHTOUHBIN CIIEKTP)

II.D «bynppKHUKOBas» MalbhopMalus

I'pynna II1. Hapymenusi BciieacTBue aHOMAJIHH IOCTMHIPALIMOHHOTO PA3BUTHS (AHOMATHH

KOPKOBOI OpPraHu3anum)

III.A Tonmumukporupus (OunarepajibHas NMepUCHIbBUApHAs; OMiIaTepaibHas MapacaruTTajbHas
TEMEHHO-3aTblIOYHas;  OwiarepanbHas  NEpUCHIbBBUApHas M TEMEHHO-3a-ThUIOYHas,
OunarepanpHas JIoOHas W JIOOHO-TEMEHHas; yHWJAaTepajbHas M MyJbTHIIOOApHas;
aCCOLIMHMPOBAHHASA ¢ MUKPOXPOMOCOMHBIMH aHOMAJIUSIMU)

I11.B Iuzsnnedanms

II1.C ®okanbubie kopTukanbHbie auciiaszuu (I u 11 tunos o knaccudpuxamnuu ILAE, 2011)
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Puc.4. MPT ronoBHoro mo3ra o snunpoTtokoiy. T1 pexxuMm B akcuanbHoM (A) u carutanbHol (b)

npoekusax. OOmupHas 30Ha MOJTUMHUKPOTUPHH TIPABOM BUCOYHOM 0N (3KENTast CTPEIKa)

Hapymenust  npu  NPUKUM3HEHHOM  NAaTOJIOTOAHATOMHUYECKOM  HCCIIEJOBAHUH
OTIEPAIIMOHHOT0 MaTepuaia YIAJICHHBIX CTPYKTYp TOJIOBHOTO Mo3ra Bepuduiupyrorcs B 93%
ClIy4aeB y OOJBHBIX PE3UCTEHTHOMN JMMJIENICUEH, MPOIIEANINX XUPYPrUUECKOEe BMEIIATENbCTBO.
Haunbosee yacThIMU THCTOIOTMUECKUMH HAXOJKAMH Y JAHHOM KaTeropuy MarieHTOB SBISIOTCA:
CKJIEPO3 TMINIOKAMIIA, TIIMOHEBpaNbHbIe onyxosn u OK/I.

OK/I xapakTepu3yrTcs CIEAYIOIHUMHY TMCTOJOTMYECKUMU NPU3HAKAMH: KOPTUKAJIbHON
JUCIIaMUHalMeN, HaJTM4ueM JUCMOP(HBIX U OAJITIOHHBIX KJIETOK: CIVIaXKEHHOCTh TPaHUIIbI MEXKTY
cepbIM U OeJIbIM BELIECTBOM C HAJIMYMEM OOJIBLIOrO KOJMYECTBA FeTePOTONMPOBAHHBIX (HEPEIAKO
— AUCMOP(HBIX) HEHPOHOB B OEIOM BEIIECTBE U HapyLICHHE MHEIMHHU3ALUN B MPHIIETaoleM

0€eJIOM BEIIECTBE.
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Puc. 5. MPT ronosHoro mo3ra o snunpotokoiny. Flair pexum B akcuanbHo# (A) 1 KOpOHapHOH
(b) nmpoekuusax. dokanbHas KopTUKalbHas auciuiasus IIb Tuna seBoil HankpaeBOW HM3BHIIMHBI

(>kenTast CTpeJka).

1.1 Kinaccudukanus GpoxajJbHbIX KOPTHKATbHBIX AUCILIA3UM
(I. Blumcke u coaBT ILAE, 2011)

@K/l I Tuna (130, 1MpOBaHHAA)

Ia Tun: ®KJI c anomansHON pasnanbHOM (BepTHKaAIbHONW) KOpTUKANbHOM namuHanueil (Puc. 6a,
7)

Ib tun: ®KJ[ ¢ aHoMabHOW TaHTEHIIMATHHOW (TOPU3OHTAIBLHON) KOPTUKAIBHOW JaMUHAIUEH
(Puc. 60)

Ic Tunm: ®KJ[ ¢ anoManbHOH paguaibHONW M TaHTeHIMAIbHON KOPTUKaIbHOHM JamuHamuen (Puc.

6B)

@K1 Il Tuna (u30;1MpoBaHHAas1)

[la Tun: ®KJI ¢ nucmopdusiMu Heliponamu (Puc. 8a)

IIb Tun: ®KJ] ¢ nucmopdubIMU HelipoHamu U 6ayioHHBIMU KileTkaMu (Puc. 80)

@®KJI II1 Tuna (accoumupoBaHHAs ¢ OCHOBHBIM MATOJOTHYeCKUM CyOCTpaTom)

[lla Tun: ®KJI B BUCOUHOM A0J€, aCCOLUUUPOBAHHAS C TUIIIOKAMITAIbHBIM CKIIEPO30M

IIIb tun: ®K/I 1onogTHUTENHHO K TIHATEHON UITH TITHOHEBPATBHON OMTYyXOJIH

[Tlc Tum: ®KJI nonogHuTeHHO K COCYAUCTON Malib(opMauu

ITId Tum: ®KJI B coueTanuu ¢ J100BIM IPYTUM MATOJIOTUYECKUM CYOCTPAaTOM, TPUOOPETEHHBIM B

paHHEeM Bo3pacTe (TpaBma, mopaHuedanus, SHIePaTUT U TPOY. )
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OKJ[ III Tuma mpeactaBisitoT coOOH coueTaHWe HAPYIICHHWS KOPTUKAIHHOW JIaMUHAIMHA C
JPYTHMMH JIOKQJIBHBIMH MMaTOJIOTUYECKUMHU U3MEHEHUSIMU B TOJIOBHOM Mo3re. Hanbomnee yacTsiit
BAPUAHT — COYETAHHUE KOPTUKAIHHOM AMCIUIA3UU C TrUnmnokaMmnaibHbiM ckiepozoM (DKJI Illa

THIIA)
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Puc. 6, a, b, c. @okanpHas KOpTUKalIbHasA AUCILIa3us [ TMIIa. a — KOHTPOJIBHBIN CPE3 HOPMAIbHON
KOpbl (Kak MpaBWio, B3AT Ha ayromncuu), b - la tum: ®KJ| ¢ aHomanbHOW paanasbHOU
(BepTHKaJIbHOW) KOPTUKAIBHOM JamMuHauei; ¢ - Ib tum: ®KJ[ ¢ aHoManbHOI TaHreHIMaIbHON
(rOopu30HTANbHOM) KOPTHKAIbHOM  JIaMUHAI[MEe; HMMMYHOTMCTOXMMHUYECKas peakuus C
antutenamu K NeuN. Najm I, Lal D, Alonso Vanegas M, Cendes F, Lopes-Cendes I, Palmini A,
Paglioli E, Sarnat HB, Walsh CA, Wiebe S, Aronica E, Baulac S, Coras R, Kobow K, Cross JH,
Garbelli R, Holthausen H, Rossler K, Thom M, El-Osta A, Lee JH, Miyata H, Guerrini R, Piao
YS, Zhou D, Bliimcke I. The ILAE consensus classification of focal cortical dysplasia: An update
proposed by an ad hoc task force of the ILAE diagnostic methods commission. Epilepsia. 2022
Aug;63(8):1899-1919. doi: 10.1111/epi.17301. Epub 2022 Jun 15. PMID: 35706131; PMCID:
PMC9545778.
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blé MHUKPOKOJIOHKM U3 Ooinee 4eM § HEHPOHOB, OKpacka
reMaTOKCUIIMHOM M 3031HOM, X100 (apxuB Kucnskosa A.H.).

Puc. 8, a, 0, B, r. ®okanpHas KopTukanpHas auciiasus Il tuna. a - [la tum: OKJ] ¢

mucMopHbME HelipoHamu; 6 - IIb tum: @KJ] ¢ nucMmopdHbIMEU HelipoHaMu U OATIOHHBIMH
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KJICTKaM; 3,6 - OKpaCKa reMaTOKCHJIIMHOM U 503WMHOM, B,I' — UMMYHOT'HCTOXNMHNYECCKAA pCaKusa C

C aHTUTENaMH K rinanbHoMy pubpusuisipaomy kucinomy 6enky (GFAP), x200 (apxuB Ilanan
o.n)
- (E?.‘_ st st ROD-3N _(F)

Puc. 9, e, f, g, h. ®okanshas koprukaneHas aucmiasus [l e — ®KJI I1la (accoumupoBanHas co
CKJIEPO30M THUIIIOKamIa, morepsi HepoHoB B ciosix L2 u L.3), f — ®K]] Illc (acconuupoBannas ¢
COCYIIUCTOM Mab(popManrei, BEIpaKCHHbIE MUKPOKOJIOHHBI B KOPE, IIPUIIETAIOIEH K
manbhopmarmn, crpoenue o tuny ®KJI Ia), g,h — @K/ I1ld — moTepst HEHPOHOB y MAIIIEHTOB C
NepuHaTaIbHBIM UHCYJIBTOM. HIMMYHOTMCTOXUMHYECKas peakuus ¢ antutenamu Kk NeuN. Najm
I, Lal D, Alonso Vanegas M, Cendes F, Lopes-Cendes I, Palmini A, Paglioli E, Sarnat HB,
Walsh CA, Wiebe S, Aronica E, Baulac S, Coras R, Kobow K, Cross JH, Garbelli R, Holthausen
H, Rossler K, Thom M, El-Osta A, Lee JH, Miyata H, Guerrini R, Piao YS, Zhou D, Bliimcke I.

The ILAE consensus classification of focal cortical dysplasia: An update proposed by an ad hoc
task force of the ILAE diagnostic methods commission. Epilepsia. 2022 Aug;63(8):1899-1919.
doi: 10.1111/epi.17301.

1.2 T'erepoTonus ceporo BemiecTa

Puc. 10. YuacTtok 6emnoro BemecTBa, coaepKaniuii HeHpoHbI (KpaCHBIN KPYT); OKpacka

reMaToKCUIUHOM U 303uHOM, X200 (apxuB [lamam O.1.)
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1.3 IIpaBunJia npoBeaeHNs BHIPE3KH ONEPAlMOHHOI0 MaTepuaJia

OmnepanlMoOHHBIN MaTepHal MPEACTaBISCT COOOH Kak MpPaBUIO JUOO OTHOCHTEIBHO
COXpaHHBIN (parMeHT KOpbI, TN0O0 pa3polaeHHbIe (PparMEeHTHI CEporo U OEJIoro BemecTBa 6e3
BO3MOXXHOCTH OPUEHTAIIUU KYCOYKOB.

B ciyuae OTHOCHTENBHO COXPAaHHOTO ydacTKa ()parMeHT KOphl — pa3pe3aroT
napajuleIbHBIMA  CPE3aMH  CTPOTO MEPHEHAUKYISIPHO, TaKuM 00pa3oM, HHUBEITUPYS IO

BO3MO>XHOCTH TaHT€HIIMAIbHBIE YYAaCTKU JUIS [TOJICYETA CJI0EB KOPBI U UX OIeHKH (puc. 11)

B T

Puc. 11, a, 6, B, . Makpockonudeckas KapTHHA PE3CIUPOBAHHOTO (PparMeHTa KOPbI TOJIOBHOTO
Mo3ra. a, 0 — BUJ] CBEpXY, B, I — BUJ| Ha Cpe3e, YKIaJIKa B TUCTOJIOIMUYECKYIO KacCeTy.

(doroapxwus INaman O.N.)
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2. CxJ1epo3 runmnoKamia

HazBanue runmokamin Ob1I0 BBEICHO aHATOMOM ApaHTHEM, KOTOPBIH B 1587 romy onucan
ero B cBoeil kuure De Humano Foetu - ctpykTypa B cpeHeld BUCOYHOM J10JIe, KOTOpasi 10 CBOEH
dopme HamoMuHaIA €My MOPCKOro KoHbKa (rummokamm). B 1732 romy VYwuncnoy Ha3Bad
TUIIITOKAMIT cornu arietis (por 6apana), a BCKope mocie 3toro, B 1742 roay, 'apeHro BBen TepMUH

cornu Ammonis (AMMOHOB POT), OT CXOXKECTH C TOJIOBOM Irpedeckoro 3eBca AMMOHa.

A b

Puc. 12, A, b. MPT ronoBHoro mo3ra no snunporokoiny. Flair pexxum B akcuaiabHOU (A) H
kopoHapHoi (B) mnpoeknusx. VYmeHblleHue B 0OBEME JIEBOTO THMMNOKAMIa M JIEBOTO

aMUTJQISIPHOTO Tena (GKenTasi CTpeJka).

Tepmun "3yOuatas ¢acuua"”, o6o3Havaromuid U epeHIpoBaHHYI0  001acTh
TUTITIOKaMITalIbHON (opmaniuu, ObiT BBeaeH B 1750 romy Tapunom, a B 1861 romy Xakcnu
IIPEIIOKHIT aNbTEPHATUBHBIN TEpMUH "3yOuaras U3BWINHA". Hcnonb3oBanue
MOIUGHUIMPOBAHHOTO MeToja ['onbku 171 M3ydeHHsI CTPYKTYpPbI THIIMIOKAMIla I103BOJIUIO
HOJYyYUTh MHUKPOCKOIMYECKHE AaHATOMUYECKHE JaHHble i1 (OpPMHUPOBAaHUS aHATOMUYECKOMH

HOMEHKJIaTyphI THITIOKamIa, npeaioxkennon Kaxanem (1911) u Poy3zom (1926), Puc. 13.
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TRNE L = 2

Puc. 13. l'nnnokamnanbHas popmanus Ha pucynke Pamon-u-Kaxans. DG — 3yOuaras u3BuiInHa.
Sub — cybukynym. EC — snTopunanbhas kopa. CA1-CA3 — coOCcTBeHHO rummokamil. Santiago
Ramoén y Cajal (1911) [1909] Histologie du Systéme nerveux de I'Homme et des Vertébrés, Paris:
A. Maloine.

CornacHo HOMeHKIaType, BBesieHHoM Jlopente ne Ho (1934), ammonos por (CA) nenurcs
Ha cyOpernonsl (30HbI) CA1-CA4. 3oma CAl denoBeka NpeICTaBIICHA OOJBIIUM CIIOEM
NUpaMUIaIbHBIX HEMPOHOB, KOTOpBIE MPOJODKAIOTCS B OCHOBaHWE rumnokamna (subiculum);
CA2 cocrout u3 6osiee KOMIIAKTHOTO M Y3KOro ciosi HeiipoHoB; CA3 coOTBETCTBYeT HU3TuOy
nosiockl CA3, a CA4 HaxonuTcs B KOHIE 3yO0UaToil M3BWIMHBI (TaK)Ke HA3bIBAEMOW KOHEUHBIM
aucTkoM). 3yOvaras W3BWIMHA (3yOuaras dacius) paszaenieHa Ha Tpu ciosi (puc. 14): croii

3epHUCTBIX KJIETOK; BOPOTa 3yOuaToi U3BMWIIMHBI U stratum moleculare (MONEKyISIpHBIN CIIOM).

Puc. 14, A, B, C. A. T'unmokamn, BUJ Ha pa3pe3e MpU MPOBEJACHUU ayTomncuu. B.
[MocmepTHOE MarHUTHO-pe30HAHCHOE H300pakenue, T2. C. ['mcronornueckuii cpe3 THIIMOKaMIIa
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(oxkpammBanue o Huccmo): CA - 30HBI TUmmokamna (cornu ammonis); gcl - cmoit 3epHUCTBIX
KJIETOK 3y0uaroil W3BWIMHBI, SM - MOJEKYISIpHBIA CIOW (MOJIEKYJSPHBIN CiIOH 3yOuaToit
u3BwInHBL); H — «Boporta» 3yOuaroit n3sminHbel. Handbook of Clinical Neurology, Vol. 108 (3rd

series) Epilepsy, Part II H. Stefan and W.H. Theodore, Editors

Tepmun "runmokamnansHas GopMarus” OTHOCUTCS K KOMIUIEKCY Pa3IMYHBIX CTPYKTYP,
BKJII0Yass AMMOHOB poOT, 3y04aTyro W3BHIMHY, CYOHKYIyM, MPEeCyOUKyIIyM, MapacyOuKyiIyMm U
SHTOPHHANIBHYIO 001acTh (Duvernoy, 1998).

bymie u KazoBwiib (1825) nzydanu rpymniy u3 18 manueHToB ¢ SMHICTICUEH U COOOIITHITH O
HaJUYMH Y BOCBMH U3 HUX CKJIEPOTUUYECKUX U3MEHEHHUH B BHUJIE YIUIOTHEHHUS AMMOHOBA pora u
ero arpodun. B cBoeli myOimkanuu onn ncanu: “‘bemoe BemecTBo AMMOHOBaA pora TBepIoe U
oTpeiBaeTca (parmentamu. JleBoe momymapue Oonee pa3BuTo, yeMm mpaBoe”. B 1868 rony
MeiiHepT ommcan runnokamnanbHyr0 ¢GopMalnuio, MOATBEPAMB HaIU4YMe U3MEHEHUH B
TUNIOKAMIIE y YacTW MNalMeHTOB ¢ »nwiencueil. IlepBoe rucromornyeckoe onucaHue
KJIACCUYECKOW MOTEepU HEUPOHOB B AMMOHOBOM pore Obuto ciuenano 3ommepom (1880). On
3aMeTuJ, YTO Haubosee cephbe3Hble U3MEHEHUs ObLIU JIOKAJIH30BaHbl B ONMpeAeseHHON o0nacTu
TUIIOKAMIIa, KOTOpas COOTBETCTBYET ‘“‘cexropy 3ommepa”. B 1889 romy Yacimu ommcan
cyOnuanbHbI TINIMO3 (HbIHE Ha3bIBaeMbld “Tino3 YaciauHa), COOTBETCTBYIOIIMHM IUIOTHOMY
MOBEPXHOCTHOMY CKOIIJICHHIO aCTPOIJIMAJIBHBIX BOJOKOH, KOTOPOE€ HECHEIU(PUYHO, HO YacTo
BCTpeuaeTcss y MalHueHToB co ckiepo3oM rummnokammna (CI) u onunencueid. B cBomx
TUCTOJOTHYecKuX uccaenoBanusax bpati (1899) emie Gomnbline moanepkan cBs3b Mexay HS u
BrucouHo snuiencuu (B3). [locne stux Habmonennii He octanock comHeHu# B Hamuuuu CI y
nanueHToB ¢ BD, HO Havanack cepbe3Has JUCKYCCHUs O €ro matoreHese. B orTinune oT MHEHHS
3ommMmepa u bpatiia, B TeueHne MHOTHX JIET CYIIECTBOBAJIO 00Illee MHEHHE, YTO MMaTOIOTUYECKUE
W3MEHEHUsI B TUMIOKAMIIE SIBJISIOTCS HE MPUYUHOM SIMUJIENICUU, a Pe3yJbTaTOM IMOBPEKICHUS
COCYJIOB, BO3HHMKAIOIIETO BO BpeMs npuraakos. [locne muoronetHux aedaroB Craynep (1936)
COCTaBWJI TIEPEUCHb CHMIITOMOB TOPAXXEHUs BUCOYHOM JOJH, TIPEIIOKHUB YCTAHOBUTH MPSMYIO
CBsI3b MEXAY 3TOH crienudpudeckoit cumntomatukoit u CI'. Dpmn u np. (1953) nmpennonoxxunu, 94To
nproOpeTeHHOoe MOopakeHUE TOJIOBHOTO MO3T'a, TaKOE KaK PojIoBasi TpaBMa, MpeACTaBiseT co0on
MaTOr€HETUYECKU MeXaHu3M, Jexamuid B ocHoBe CI, W HCHOJB30BAIM TEPMHUH
«MHIU3YPAIBbHBIA CKiIepo3». Meitep u ap. (1954) mpenmonoxuiu, 4YTO THIOKCHYECKUN—
UIIEMUYECKUN HHCYJIBT, MOBPEXKIAIOMINM TUMIOKAMII B PAHHEM JIETCTBE, MOET NMPUBECTH K
pasBututo CI'. @anbkonep u ap. (1964) BBenu TepMUH ME3UATBHBIN BUCOYHBIN (TEMITOPATBLHBIN )
ckiiepo3 (MTC), koTopblii OBUT OCHOBAH HA HAOIIOJACHUH, YTO TTOBPEXKICHUE HE OTPAaHUIHBACTCS

TUIIOKAMIIOM, a BKJIIOYAeT B ce0s Apyrue JMMONYecKre CTPYKTYphl, TaKue KaKk MUHAAJIEBUIHOE
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TEJI0 W TaparunmnokamMnaibHyto u3BWIMHY. Danbkonep u Tewmop (1968) mpenmomaranu, 4to
(beOpuIbHBIC CYIOPOTH B PaHHEM JIETCTBE MOTYT MOBPEIUTH CTPYKTYPHl BUCOYHOW JIOJH, YTO
npusezer k BO.

Cxiiepo3 rummnokamma (TakXe H3BECTHBIM Kak CKiIepo3 AMMOHOBAa pora) SBJISETCS
Haubosee 4acThiM MOP(OJIOTMYECKUM SIBJICHHEM Y MAlUEHTOB, MEPEHECIIUX OIEpaluio Io
noBoAy TpyaHousneunMmor BD (nabmronaercs npumepHo y 60—70% Xupyprudeckux pe3eKiiuil).
CkJyepo3 runmokamiia — 3TO YHHUKAJIbHOE MATOJIOTMYECKOE COCTOSIHHE, XapaKTepHU3yHoLIleecs
crnenupuYecKUMI THUCTOMATOJIOTMYECKUMU OCOOCHHOCTSIMU. MaKpOCKOMUYECKH THUIOKAMIT
aTpoUpOBaH U CTAHOBUTCS OoJiee TBEPAbIM. MUKPOCKONMUYECKOE UCCIIeI0BaHUE BBISBIISET TTIHO03
M XapakTEPHYI0 KapTUHY NOTEpPU HEWpPOHOB. IloTepss HEHpPOHAIBHBIX KIETOK 3aTPAarvBacT B
ocHOBHOM 30HbI CA1, CA4 (ponuym) u CA3.

Kak Obu1o ommcano panee, xapaktepHoi ocobeHHOCThI0 CI' siBIsieTcsl yeTkasi rpaHHIa
notepu HelpoHoB Mexay CAl u ocHOBaHMEM rHNNOKaMIia (COOCTBEHHO CYOUKYTyMOM ), KOTOpast
coxpansiercs (Thom, 2009a). 3oma CA2 4YacTOo COXpaHSETCS, WHTEPECHO, YTO 3Ta 30HA
TUIIIIOKAMITa COXPAHSIETCS W TPH JAPYTUX THUIAX NATOJOTHM, TaKUX KaK THUIIOKCHUS—HUIIEMHUS,
HelipoJereHepaTuBHbIe U3MeHeHusl (00s1e3Hb ATblreiiMepa) Wik TpaBMa roJIOBHOTO MO3ra, 4TO
oTpakaeT OOIIMEe IUTONPOTEKTOPHBIE MeXaHW3Mbl. OIHAKO TMPH JTUX MATOJNOTHIX MOTEps
HEHPOHOB M TIJIMO3 B MNHUPAMUAHOM CJIO€ THUIINIOKaMma (TakKe Ha3bIBa€MbI ‘‘CKIIEPO30OM
TUTITIOKaMITa”) Yaile Bcero mopaxkaer He Toybko CAl, HO u ocHoBanue, mipu 3ToM CA2, CA3 u
CA4 ocratorcs HeTpoHYThIMU (Amador-Ortiz and Dickson, 2008).

['panynsipHble KIETKH 3yO0UaTO WM3BHIMHBI OTHOCHUTENbHO coxpanHbl npu CI'. Omnako
YMEHBIIEHUE KOJHMYECTBA OTUX KIETOK MOXKET HaOMI0IaThcs B CiIy4dasx C HIUPOKO
pacpoCTpaHEHHBIM TIOBPEXKJIEHUEM HEMPOHOB, 3aTParuBarONIMM BCE IMOIOJIS THUIIOKaMITa
(BriTrOYast mupamMuAHble HelipoHbl CA2 U rpaHynspHO-KIETOYHBIE HEUPOHBI; Tshkenas ¢popma CI'
wi «rotanbHeiiy CI). Ckiepos ¢onryma OTHOCUTCS K TUITY TOBPEXKICHHS, 3aTparuBarolee
nupamuabie HelipoHsl CA4. Takxe coo0manochk 0 TSHKEION oTepe HEHPOHOB, OTPAaHUYCHHON
3onoi CA1 (de Lanerolle et al., 2003; Blumcke et al., 2007).

[TaTomoroanaToMu4ecKuii AMarHo3 B cuydasx «kinaccuaeckoro» CI' (moTepst HEHPOHOB U
rimo3 B ocHoBHOM B CAl, CA3 u ¢ommyme) unu tsokenoro CIT (motepsi HEMpPOHOB M TIIHO3,
3aTparuBalOIME€ BCE 30HBI THUIIOKAMIIA) MOXET OBITh IOCTAaBJICH C TOMOIIBIO OOBIYHBIX
TUCTOJIOTHYECKUX KPACUTENEH, TAKMX KaK FréMaTOKCWJIMHOM M 303MHOM, JIFOKCONEBbIA CHHUN U
no Huccmro. Dkcnpecc—okpammBanue JIrokconeBblii cuHuit/okpamuBanue no meroay Lludda
MOJIE3HO JIJISi JIGMOHCTpAllMd MOTEPU MHUETUHOBBIX BOJIOKOH, a TaKXK€ 4acTOro MPUCYTCTBUS

aMUJIAIETaTHBIX TeJ B 00J1aCTsIX MOTEepH HEHPOHOB (puc. 15).
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a 0
Puc. 15, a, 6. «Knaccuyeckuit» ckiepo3 THIIOKAMIIa: a — MHOXXECTBEHHBIE aMUJIalleTaTHbIE
tenbia B 30He CA 1 rummokamria, 6 — TsDKeJble TUCTPOPUISCKUE N3MEHEHUS, HEKPO3 HEHPOHOB,
Heriponogarus B 30He CAl runmokammna. Okpacka TeMaTOKCHIMHOM U 303WHOM, X 200 (apxuB

[Taman O.1.)

HMMMyHOTHCTOXMMHYECKAsl pEaKIUs VIS BBISIBICHHUS HEHPOHAIBHBIX MapKEPOB, TAKUX KaK
simepHbId Mapkep HeipoHoB (NeuN), cuHanTOGHU3WH M CBA3AHHBIN ¢ MHUKPOTPYOOUYKaMHU OCIIOK
(MAP-2) nomoraroT BBISIBUTH CIELU(PUUECKYIO KAPTUHY NTOTEPH HEHPOHOB U OCOOEHHO MOJIE3HbI

B Cllyyasx (hparMeHTaluu U/ UK IUI0X0H OpUeHTAlUU XUpyprudeckux pparmMeHToB (puc. 16).
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Puc. 16, A, B. Tloteps neliponoB B 30Hax CA1l u CA4. A — okpacka no Huccmio, BepakeHHast
norepss HeWpoHOB (oTcyrcTBHe oOkpammBanus) B 3oHax CAl wu CA4. B -
UMMYHOTHCTOXUMHUYECKas peakuus ¢ aHtutenamMu K NeuN, BbIpakeHHas MOTepsi HEHPOHOB
(orcyrctBue okpammBanusi) B 30HaX CAl u CA4. Ortega-Cruz D, Uceda-Heras A, Iglesias JE,
Zea-Sevilla MA, Strange B, Rabano A. A novel histological staging of hippocampal sclerosis that
is evident in gray matter loss in vivo. Alzheimer's Dement. 2023; 19: 3028-3040.
https://doi.org/10.1002/alz.12942

MIMMYyHOTUCTOXMMHUYECKAsT PEAKIIMs C aHTUTEIaMU K OelIkaM HeHpOQHIaMEHTOB MOXKET
OBITh MCIIOJIb30BaHa ISl BBISIBICHHUS CTPYKTYPHBIX W3MEHCHHH HEHPOHOB B 00JacTH BOPOT. Y
marieHToB ¢ CI' ocraTo4yHble HEHPOHBI B 3yO4YaThIX BOPOTaX MOTYT JAEMOHCTPHPOBATH
TUNepTpoGH0, aHOMAILHOE PA3BETBICHHE JICHIPUTOB M HAKOIJICHUE HH3KOMOJICKYIISPHBIX
HeripopunamentoB (Blumcke et al., 1999; Thom et al., 1999, 2008). DTu KIeTKH, XOTSI H

HAIIOMHMHAIOT AWCIUIACTUYECKHIE HEHPOHBI, HaOII01aeMble TIPH KOPTHKAIBHOM ANCIIIa3UH, CKopee
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BCETO, TPEICTaBIAIOT COOOW  pe3yabTaT PEaKTHMBHOW/PETeHEpaTUBHON  peakiuu  Ha

IIPOIOJIKAIOILEECS TOBPEKICHUE TUIIIOKAMIIA.
NMMmyHOrHCTOXMMHYECKAsE peakius ¢ aHTurenaMu K NeuN Takke HCIOJb3YeTCs IS
KOJINYECTBEHHOI'O  (CTEPEOJIOrNYECKOTr0 KJIETOK)

NI 50048

JBYMEPHOIO  IIOACYETa
IIOJIYKOJMYECTBEHHOTO aHAJIM3a KOJIMYECTBA HEHPOHOB B PA3JIMYHBIX 30HAX I'MIINOKAaMIIa. beuio
NPEIOKEHO HECKOJBKO MOJYKOJIMYECTBEHHBIX KiacCU(UKALUM IJIs OLEHKH pactpeaeseHus u
TSDKECTH MOBPEXICHHUSI HEMPOHOB, YTOOBI IIPOBECTH KOPPEISAIUIO ¢ HEHPOPAANOIOTUIECKUMU U
KJIMHUYECKMMHU Npu3HaKamu. [Ipumepsl 3TuX Ki1accu(pUKAMOHHBIX CXEM IPUBEIEHBI B TAOIMIIAX

1u?2.

2.1. Knaccudukanum ckjiepo3a runmnokamMina

Ta6auna 1 - Knaccudpuxauus no Wyler (1992)

IHoaTun

OcHOBHBIE NIPU3HAKH

Grade I nerxoe Me3nanbHOE TEMIIOPAIBHOE

IIOPAKCHHUC

I'mno3 ¢ uebompmoi (mMenee 10%) motepeit

Heiiponos B CA1l, CA3 w/unu CA4

Grade II YMEpPEHHOE ME3UaJIbHOE

TEMITIOPAJTIBLHOC MMOPAKCHUC

I'mnoz ¢ ymepennoir (10-50%) mnotepeit

HeripoHnoB B CA1, CA3 u/unu CA4

Grade i YMEPEHHOE-BBIPAKEHHOE

ME3HUAJIbHOC TEMIIOPAJIBHOC MOopaKCHUC

(((KHaCCquCKHﬁ>) CKJICPO3 FI/IHHOKaMHa)

I'mno3 ¢ ymepenHoit u Tspkenoit (6onee 50%)
notepeil HeiipoHoB B CA1l, CA3 w/unu CA4,
CA2, MOXKET

Pa3peiKECHUC MMOpaKCHUC

3aTparuBarh TOJIBKO (HOIMYM, OTPaHUUUBASCH

CA3-CA4

Grade IV BelpaXeHHOE  MeE3UABHOE

TCMIIOPAJIBHOC  ITOPAKCHUC («TOTaJ'IBHBII‘/’I»

CKJIEpO3 THIIOKaMIIa)

I'mno3 ¢ Ttsxenoii (Gomee 50%) motepeit
HEHPOHOB BO BCEX 30HAX THMMNOKAMIIA,

BKJIIOYAs 3yOUaTyr0 U3BWIHHY

Taouauua 2 - Knaccupukauus nmo Blumke (2007)

IMoaTun

OcHOBHBIE IPU3HAKHU

Her me3uanbHOTO TEMITIOPAJIBHOI'O0 CKJICPO3a

(MTC)

[InmotHOCTE HEUPOHAIILHOTO clios HE

OTIIMYAaCTCd OT KOHTPOJIbHBIX 06pa3I_IOB ,

MOJIyYEHHBIX BO BpeMs ayTOIICHH
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MTC tun la (xmaccuueckuit ckiepos | Tspkenas noreps kietok B CAl u ymepeHHast
TUIIOKAMIIA) [oTepss B JIPYrUX 30HAX, 33 HUCKIOYEHHEM

CA2

MTC tun Ib (TspKenBIN CKIepo3 rumnmnokammna) | Tspkemas moTeps KIETOK BO BCEX 30HAX

TUIIIIOKaMIIa

MTC tun 2 («arunuuHblil»  ckiepo3 | Tsbkenas noteps HelpoHOB Tosbko B CAl

THUIITTOKAMITA)

MTC tun 3 («arunuusslid»  ckiepo3 | Tspkenas motepst HeipoHoB orpanudyeHa CA4

TUIITTOKAMIIA)

B o06eux cucremax kiaccupuKamum — «KIACCHYECKUN» M «Tspkenbli»y CIT aBistoTcs
Han0oJiee YaCThIMU MATOJIOTHYECKUMH MPOIECCaMU, B TO BPEMsl KaK BapHaHThI, OTPAaHUYCHHBIC
CA1 unm oGnacteio n3rnba 3youaroit u3mwimael (Bruton, 1988; Wyler et al., 1992; de Lanerolle
etal., 2003) meHee pactipocTpaHEHbI U COBCEM HEIaBHO OBLIH BBIICJICHBI B OTJCIbHBIC ATHITMYHbBIC
BapuaHnThl (Blumcke u ap., 2007; Thom u ap., 2010).

[kana Yaiinepa (onenku [-1V), BBenennas B 1992 roxay, npencrasiser coboil xopomio
3apEeKOMEHIOBABIIYI0 ce0si cucteMy OleHKH 00pa3ioB CI' B HECKOJNBKUX JabopaTopusix U
OCHOBaH Ha MPOLEHTE NMOTepu HEeWpoHOB B 30Hax rumnmnokamna CA1-CA4 ¢ ucnonb3zoBaHuEM
TUCTOJOTHYECKUX  CPe30B,  OKpamleHHhIX 1o  Huccmo  unmuw/mu ¢ mOpoBeACHHEM
WMMYHOTUCTOXUMHUYECKON peaknuu ¢ aHTuTenamu K NeuN. CooOmianock o TPYIHOCTSIX B
BeIsiBNieHnHn Jierkor creneHn CI (I cremenp mo Yainepy) U ux omiauuuu ot «oTcyrctBusi CI'»
(Blumcke et al., 2007).

Knaccudpukanusa, mnpemnoxennas bmomke wu  ap.  (2007), ocHoBaHa  Ha
KOMITbIOTEPU3UPOBAHHOM MOJIYKOJIMYECTBEHHOM U3MEPEHUH KOJIMYECTBA HEMPOHAIBHBIX KIIETOK
B 30Hax CAI1-CA4 runmokamma M B CIO€ TpaHYSIPHBIX KIETOK C MCHOJIb30BaHUEM
WMMYHOTHUCTOXUMUYECKON peaknuu ¢ aHTuTenamu K NeuN, W KJIacTepHOTO aHaau3a s
BBISIBJICHUST PA3JIMYHBIX TOATUIOB HEMpONaTOJOrMYeCKUMX naTTepHoB. KonumdecTBeHHas
HEHWpOMaTOJOTUYECKas] OLIEHKAa C HCIOJb30BAHUEM HWMMYHOTUCTOXMMHYECKON peakuuu ¢
anTuTenamMu K NeuN 1 KOJTHYeCTBEHHOTO aHAIN3a H300paKeHNU N OTIETbHBIX CPE30B TUITIOKaMIIa
ObTa TIpUMEHEHa B OoJjiee TO3HEM HCCIICIOBAHWM ISl BBISBICHUS PA3TUYHBIX KIWHUKO-
naronorndeckux mnoarunoB CI' (mpeobnamaroummii  ckinepos CAl; ckiepo3  domuyma;
knaccuueckuit CI'; oommii CI'; Thom et al., 2010). Otu uccnenoanus (Blumcke et al., 2007;
Thom et al., 2010) mog4epKUBarOT MOTEHIIMATLHYIO IICHHOCTh KoiudecTBeHHOTO aHaymm3a CI, a

TaK)ke He0OXOAMMOCTh TIEPECMOTPA CUCTEMBI KiIacCcu(UKaIUU i 60J1ee YETKOTO ONPEACIICHUS
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Pa3JIMYHBIX KJIMHUKO-TIATOJIOTHYECKUX MOATUIIOB. B cBs3u ¢ 3TuM ILAE nanumnupoBana coznanue
crenuanbHOM paboueil rpynmsl 11t mepecMoTpa kputepueB nuarnoctuku CI.

Jlo cux mop MNpOAOIKAETCS IUCKYCCHSl O TOM, MPEAIIECTBYET JIM IOTEPsS] HEHPOHOB,
Habmo1aemasi B o0pasiax, B3sAThIX MOCIE XUPYPTUUECKON pe3eKIH, BOSHUKHOBEHUIO CYA0POr
WIM K€ OTO  MPOAOJDKAIOLIEeCs  MOBPEKIECHHWE y  MAlUEHTOB C  XPOHUYECKOU
dapmakope3ucTeHTHOUW snuiencueil. Hekoropble 00BEMHBIC HCCICIOBAHUS C TTOMOIIBIO
MarHuTHO-pe3oHaHcHOW Tomorpaduu (MPT) moarBepkgaroT BO3HHKHOBEHHE CYAOPOT,
CBS3aHHBIX C YMEHbIIEHHEM O0beMa THIIMOKaMIla, U CBUAETEILCTBYIOT O MPOrPECCUPYIOLIEM
nByctopoHHeM moBpexxaeHuu (Briellmann et al., 2002; Araujo et al., 2006). Jloka3aTenbcTBa
nBycropoHHero CI' Taxke MpeCTaBlIeHbl B HECKOJIBKHUX MOCMEPTHBIX MCCIIEI0BAaHUAX, HAUUHAs
¢ panHux wuccienoBanuii 3ommepa (1880) m bparna (1899) u 3akanuuBas Oosiee MO3THUMU
MOCMEPTHBIMU HcclienoBanusiMu (Mapmkepucon u Kopcemnue, 1966; Menke u np., 1996),
MOJITBEPKIAIOIIUX KOHIICTILIHIO BTOPUYHOTO MOBPEKICHHS, CIIOCOOCTBYIOIIETO SIMUIIEITOTeHE3Y
(Busep, 2004).

B nmomonHeHHe K OleHKe CrenupUIecKuX 3aKOHOMEPHOCTEH MOTepH HEHPOHOB B 30HAX
TUIIIIOKAMIIa, BBISIBJICHUE XapaKTEpPHOW CHUHANTUYECKOM NEPEeCTPOMKH, MPOUCXOAAIIEeH B
3youatoit m3BuiauHe mnpu CI, MoxeT OBITh MOJNE3HO Ui TOATBEPXKACHMS JAMarHo3a B
HEONTUMAJIBHBIX 00pa3Iiax.

MurcTbie BOJOKHa 00pa3yroT BO30Y)KJIAIOLIME CHHAIIChl HA JIEHIPUTAaX BHYTPEHHETO
MOJICKYJISIPHOTO ~ CJIOS, CO3/1aBasi  MOBTOPSIOIIMNCS  BO30OYXKIAIONIMM  KOHTYp, KOTOpPBIH
MOTEeHIIMaIbHO 00nanaeT nmposnmientoreHHbIM AeiictBueM (dyaex u Cyrtyna, 2007). HenaBuee
MIOCMEPTHOE HCCJIEJ0BAaHUE C MCIOIb30BAHUEM HMMYHOTHCTOXHMHUYECKOTO HCCIIEOBAHUS C
aHTuTeNnaMu K JauHoppuHy u HeWponentuay Y (NPY) mnoxazano, 4ro cuHanTudeckas
peopranusanusi B 3y04aToOil W3BHIMHE MOXET OBITh JIBYCTOPOHHUM, MEPCUCTUPYIOIIUM
nporueccom ipu BD (Thom et al., 2009). 310 Habm0o1eHNEe TOATBEPKAAET KOHIIEHIIHIO O TOM, YTO
oOLIMpHas JBYCTOPOHHSISI EpeCcTpOiKa TUIIOKaMIla MOXKET ObITh MPUUYMHOM MOBTOPSIFOIIMXCS
MPUCTYNOB, YTO MOTEHIHMAIBHO MOXET MPHUBECTH K HEOJArOonpUATHBIM JOJITOCPOYHBIM
MOCJEACTBHUM U TpyJHOU3IeunMocTH naiueHToB ¢ BO (Madden and Sutula, 2009).

IMpomep u np. (2001). me Jlameponms wu gap. (2003) mnpemIoOKUIN TEPECMOTP
KJIacCCU(UKALMOHHON cXeMbl Yailiepa, BKIIOYAOMIMA OI[EHKY CTENEHH MPOPACTAHMS MIIUCTBIX
BOJIOKOH THUIIIIOKaMIIa C UCIIOJIb30BaHUEM OKpaluBaHus Tumma.

ne Jlanepons u Ap. (2003) BBIABHIM pa3iMuYHbIC KIMHUKO-TATOIOTUYECKHE TPYIIIIHI,
coueTarouue HaTTEPHBI OTEpU MIUPAMUATHBIX KJIETOK c JOTIOJTHUTEIbHBIM
MMMYHOOKpPAIIUBaHUEM Ha TUHOP(UH U HEHpPOMENTH[IbI, SKCIPECCUpYyeMble B MHTEpHEHPOHAX

(NPY, comarocrarun, cyocranmus P).
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OcHoBHOI TpoOseMoit 11t 000 HEWpPOMaTOJOTUYECKON KIacCHU(PUKAIIMKU SBIISICTCS
KOPPEJSILMS MEXKIAY NaTOTUCTOJIOTMYECKUMU U KIIMHUYECKMMHU [IPU3HAKaMH, a TAK)KE BO3MOKHAs
CBSA3b C IIOCJIEONEPALMOHHBIM MCX0A0M. Heckonbko uccienoBaHuii, B KOTOPBIX IPOBOAMIIACH
HeMponaTojoruyeckasl KJIMHUYECKash KOppPEesslMsA, IOKa3bIBalOT, 4YTO BO3pPACT M 4YacToTa
CYJOPOXHBIX MPUMAJKOB CYLIECTBEHHO HE BJIMAIOT HA XapakTep nopaxkeHus runnokamna (Davies
et al., 1996; Mathern et al., 1996a; Blumcke et al., 2007).

Uccnenoanue, nposeacaroe Blumcke u coaBropamu (2007), mokazano KOppPESIUIo
MEX/y BO3PAacTOM BO3HHMKHOBEHMsI epBUYHOHN TpaBMbl (IPI) u TMmom matonoruu rummnokammna,
YTO yKa3blBAE€T HA TO, YTO PaHHME COOBITHA, IPOUCXOAALIME B BO3pacTe A0 3 JIeT (Takue Kak
poznoBasi TpaBMa, (heOpuIIbHBIE CYAOPOTH), TIO-BUANMOMY, CBSI3aHBI ¢ O0Jiee pacpoCTpaHEHHBIM
noBpexacaneM runmokammna (Turm MTC la u Ib), Torna kak B cirydasx ¢ «atunuaabivey CIT(MTC
IT u III TMmoRB) BO3pacT BOZHMKHOBEHHUSI MTEPBUYHOMN TpaBMbI ObLT Oosiee mo3auuM. Kpome toro,
1ocjaeonepaliOHHbIN UCXO/, TI0-BUAUMOMY, XYyXKe B «@TUIMHYHbIX» ciaydasx CI' (de Jlanepomne u
ap., 2003; bmromke u gp., 2007). HccmenoBamme Thom et al. (2010) moarBepauio
uACHTUPHUKAIHIO aTUUYHBIX (opM CI' Kak OTAEIbHBIX KIMHUKO-MOP()OIOTHIECKUX TOATHIIOB,
nokaszaB xyaumue pesynpratshl y nanueHtoB ¢ CI' ¢ mpeobnananunem CAl, HO coobmanoch o
JTyYIIUX pe3ynbTaTax Ipu ckiepose ¢poianyma, yeM B uccienoBanuu Blumcke et al. (2007).

I'mno3 saBnsercs ocHoBHbIM mnpusHakom CI' (Wieser, 2004) u 310 MOXeT OBITh
MOJATBEPXKJIEHO HMMMYHOTMCTOXMMMUYECKOM peakuued C aHTUTeIaMH K  TJIHAIbHOMY
dubpmsipaomy kuciomy 6enky (GFAP), moka3piBaronuii IIOTHBIM acTPOrino3 B IPUKOPHEBOM
oOmacti 3y0uaroil M3BWIMHBI, a Takke B 30Hax CA, rae HaOmronaeTcs BbIpaKeHHas MOTeps
HelipoHoB (CA3 u CAl), yacTo BKiItOHaromui GUOPMIUIAPHBIN TJIM03, KOTOPBIM MOAIEPKUBAET
XPOHUYECKOE TeUEHUE aTPOPUIECKOro MpolLecca.

HenaBHue naHHBIE CBHUICTEILCTBYIOT O POJIM acTPOIJIHAIBHBIX KIETOK B Pa3BUTHUU
SMUJIETNICUN (BKJIIOYasl SMUJIETICUIO, cBs3aHHylo ¢ CI'), ykaspiBas Ha TO, YTO aCTPOTJIMSI MOXET
UMETh Pa3IN4HyI0 MOPGOJIOTHIO U (PYHKIIMOHAIbHBIE (PEHOTUIIBI B Mpeesiax SMUIeNTHYECKOro
ouara, MOTEHIMAIBHO CIOCOOCTBYIOIIME pa3BuThio npumnagkoB (Binder u Steinhauser, 2006;
Wetherington et al., 2008).

MIMMYHOTHCTOXMMHUYECKAs PeaKkusi ¢ aHTUTENaMH K YeJOBEYECKOMY JIEHKOIUTApHOMY
antureny (HLA-DR) moseT ObITh HCTIOIB30BaHO /IS BHISIBJICHUS IPUCYTCTBUS aKTUBUPOBAHHBIX
KJIETOK MUKporiuu B runmnokamie B ciydasx CI' (Ravizza et al., 2008). HegaBaue HaOmoneHus
MOKa3bIBAIOT, YTO aKTUBAIMS BOCIAJIUTEIBHBIX MPOLIECCOB SBIIAETCS OOLIeH 4epToil pa3nnyHbIX
SMUIENTUYECKUX PACCTPOMCTB pa3IMYHON ITHOJOTUH, HO 0€3 MEepPBUYHOIO BOCIAIUTEIHHOTO

ImaTorcHesa.
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BocnanurenbHble ”3MEHEHMS, CBUIETEIBCTBYIOLINE O BBIPAXKEHHOW M CTOMKOM aKTUBAIIUU
BPOXKJIEHHOTO MMMYHHOT'O OTBETa, ObUIM ONHCAHBl KaK B JKCIEPUMEHTaX, TaK M Y Jojei
(Beuumanu wu I'panara, 2005; PaBumma u ap., 2008). WMuorma BOKpyr cocylioB U B
JIENTOMEHUHTEATbHBIX 000JI0YKaXx MOryT HaOmofarbess JUMQOUUTApHbIE WHGUIBTPATHL,
npeacrasieHabie T-mumdoruramu (CD3+; ¢ nmpeobnaganuem CD8+ T-mumdonuTos).

B cnyuasix ¢ BeIpaykeHHBIMU JTUM(OIUTAPHBIMI HHPHIBTPATAMHU CIEAYET YIUTHIBATH, YTO
3TH BOCHAIUTEIbHBIC HHPHIBTPATHl MOTJIH OBITH BBI3BAHBI MTPEIONEPALIMOHHBIMUA WHBA3UBHBIMU
HCCIeI0BaHUAMU (CyO1ypabHBIMU U TIYOUHHBIMHU dJ1eKTpoaaMH) (Stephan et al., 2001).

Hpyrue u3menenuss npu CI' BKIIIOYAIOT paccerBaHHUE TPaHYISIPHO-KIETOUHOTO CIIOS
3youaroii m3BmwiauHbBl U Heliporene3 (Thom, 2004). O nucneprupoBaHUU CIOS TPAHYISPHBIX
KJIeTOK Brepbie cooOmmn Xaysep (Houser, 1990). OTotr ¢enHomeH, mo-BUAUMOMY, XapaKTepeH
JUTSI TALIMEHTOB ¢ Anuiencueit u yacto Hadbmoaaercs npu ['C (40-50% xupyprudeckux o0pasioB
CT'). AHoManbHBIH HeWporeHe3 U M3MEHEHHS MPEANoJiaraeTcs, YTO MOJEKYJSpPHbIE CHUTHAIIbI
(reelin signaling), KOHTPOIMPYIOIINE MUTPALIHIO TPAHYIISPHBIX KJIETOK, HTPAIOT PEIIAIOIIYIO POJIb
B Ppa3BUTUHU JHcCIepcud TrpanHyisipHbix kierok (Haas et al., 2002; Thom et al., 2005).
[{uTOapXUTEKTYpPHBIE HW3MEHEHHUS CIIOS TPaHyISAPHBIX KIETOK, CBSI3aHHBIE C YCHICHUEM
HelporeHesa, BMecTe ¢ coxpaHeHueM kietok Kaxams—Pernuyca, HaGntoaemMble B MOMYJISIUA
narmeHToB ¢ CI', moaTBep KIar0T KOHILENIMIO O KOMITOHEHTE DPa3BHTHSI HEPBHOW CHUCTEMBI,
JIeKalIeM B OCHOBE IpepacnoioxkeHHocTu K pa3Butuio CI', kak onucano B padore Blumcke et
al. (2002). Knuanueckuil 3HaYeHHe TUCIEPCHM TPaHYJIAPHBIX KJIETOK BCE €Ille HESACHO W, MO-
BUJIUMOMY, HE BIHseT Ha ucxoxa mocie onepanuu (Blumcke et al., 2009; Thom et al., 2010).
OnHako HeJaBHEE WCCIIEOBAHWE BBISBUIIO CBSI3b MEXKIY W3MEHEHHBIM CIIOEM TPaHYIISIPHBIX

KJIETOK M KOTHUTUBHOU AucyHkuuen y nanuentos ¢ BO (Blumcke et al., 2009).

2.2 OnpeneseHue «IBOHHOID U «1YAJbHOI» MATOJIOTHHA

Hauwnnas ¢ pannux uccnenoBanuii 3ommepa (1880) u bpatma (1899), 6b110 0TMEUEHO, UTO
MATOJIOTHICCKUE H3MEHEHHSI Y MMAIIMEHTOB ¢ BD He OrpaHNYMBAIOTCS THITITOKAMITOM.

O maTomOTMYEeCKUX HM3MEHEHHUSX OJKCTPArHMIOKaMIla, 3aTParuBarolIMX JTUMOWUYECKHE
CTPYKTYpBI, TaKM€ KaK MUHAAJIEBUIHOE TENO, MaparumnroKaMmIiagbHas W3BUIWMHA M TaJamyc,
CO00IIAIOCh B HECKONbKUX uccienoBanusx (Margerison u Corsellis, 1966; [Tutkanen u ap., 1998;
Munmasep-Xanke u ap., 2000; Busep, 2004; Tasoy u Tom, 2005).

[Tpumepno y 6% mnauuentoB ¢ CI' maronorusi THINIOKamMIia MOXET OBITh CBsS3aHA CO

BTOPBIM SIMUJICIITOICHHBIM MOpaxCHUCM, TaKUM Kak OITyXO0JIb HU3KOMN CTCIICHHU
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3JIOKAaYeCTBEHHOCTH, (okambHas kKopTukaimbHas gucrasus (OKJ]) wmm  cocyaucras
Malib(hopMariusi.

Otu crnydau ObUTM Ha3BaHBI «IyaibHOU maronoruein» (Buzep, 2004). Kpome toro, y
nanueHToB ¢ BD w CI' HaOmoganuch MHUPOKO PaclHpoCTpaHEHHBIE HM3MEHEHHs C
peOpraHu3alMOHHON AUCIIIa3UeH, 3aTparuBarolie HEOKOPTUKAIbHBIE U ME3UaIbHbIE CTPYKTYPBI
BrucouHoit noymm (Blumcke et al., 2009b ; Thom et al., 2009c¢).

Ileneas rpynma ILAE paspaborana xnaccudukamuio tuno ®KJI, ocHOBaHHyIO Ha
rucronarojornueckux ocodeHHoctsax (Blumcke, 2011, 2022). BaxHbIM J0CTH)XEHHEM
knaccudukanuu 2011 roga sBisiercs nepexinaccuPuKais TOHKUX NaTOJOTMYECKUX U3MEHEHUH,
KOTOPBIE€ COCEJCTBYIOT C IPYTUMHU OCHOBHBIMHU MOPAKEHUSIMU WJIM aCCOLIMMPOBAHBI C HUMU TIPU
OKJI III tuna. ®KJI III Tuna coctouT u3 yersipex paznuyabix noarunos (Illa—d), Bximroyas Tum

IMla, ces3annsiii ¢ CI' (Puc. 17).

HeT ckneposa . EcTb cknepos Ectb cknepos
runnokKamna runnoKkamna runnoKamna
Cocyapcran oot o ool Cocyaucran

manbcdopmMauma manbdopmaums
Aone
Onyxonb Onyxonb

I nManbHbIM py6ew

lMopoku pasBUTHUS KOpbl
rO/I0BHOrO MO3ra
(Bknrodan PKA lla/b)

Puc. 17. Cxema knaccudukanuu ILAE nBoitnoit, nyanpHoi matonoruu u OK/] Illa.

2.3. [IpaBu1a npoBeeHUs BHIPE3KHU ONEPALMOHHOI0 MaTepHuaJia

OnepanvoHHBI MaTepuan Kak MpaBWIO, MPEACTaBIEH THIINOKAMIIOM U (parMeHTOM
pPE3CIMPOBAHHON BHUCOYHOW JOJM JIMOO TOJIBKO THUIIMOKaMroM. OrmepanuoHHbIN MaTepuai

BHCOYHOMH J10JIM MAaKPOCKOIIMYECKHU UcclienyeTcs 1o aHanoruu ¢ matepuaioM OKJI (cMm. Puc. 4).
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['unmoxami MOXeT ObITh (PparMEHTUPOBAH, B TAKOM CiTydae, Bce (pparMeHThl HEOOXO0IMMO B3SITh
JUTSI TUCTOJIOTHYECKOTO MCCIIE0BaHus. B ciydae, eciii THUIIOKaMIT 3HAYUMO HE TTOBPEXKICH, TO

pa3pes3bl IPOU3BOASTCS CTPOTO MONEPEUHO AIMHHUKY runmnokammna (Puc. 18).

B T

Puc. 18, a, 0, B, I. MakpOoCKOIIMYECKOE HCCIIE0BAaHHE TUIIMOKAMIIa. a — CXeMa HaIlpaBJIeHUS
pa3pe3oB, 0 — rumnmokamn 0e3 apTU(UUIUANBHBIX HM3MEHEHWH, B — (parMeHTHPOBAHHBIN

TUTITTOKAMII, T — MaKpPOCKOITMYECKUH BU Ha pa3pese rummokamma. (poroapxus [laman O.1.)
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3. Onyxo/in, acCOUMPOBAHHBbIE C IMUJICNICHEeH

B ocHoBe (apMakope3UCTEHTHBIX BapUAHTOB MUJIETICUU YACTO JIeXkKaT T.H. «IIUTEIbHO
CYIIIECTBYIOIINE OMYXOJH, CBsI3aHHbBIE ¢ snuiencueit» (long-term epilepsy associated tumors,
LEAT). I[lo manHbIM ['epMaHCKOTO HEHPOMATOJIOTHYECKOrO pedepeHC-IIeHTpa MO XUPYPTruu
snuencun, onyxouu rpynnsl LEAT HaxonaTcss Ha BTOpOM MecTe MOCie CKJIEP03a MMINOKaMIIa B
cllyyasix, TpeOyoLX XUPyprUYecKoro JeueHusl, U COCTaBIAI0T Oosiee yueTBeptH (26,5%) ot Beero
KOJIMYECTBA CJIy4aeB CTPYKTYPHO 00YCIOBIEHHOM SMUIIETICUN.

Tepmun LEAT siBiisieTcs yCJIOBHBIM M BBEJIEH JJIS1 YA00CTBA IPAKTUUECKON AESITEIbHOCTH
B Xupypruu snuiencuu. B 5-m m3znanum MexayHapoaHoit knaccuduxanuu omyxonein [HTHC
(BO3, 2021), xak u B Ooyiee paHHUX PENAKILHUAX, TAKOrO TPYMIOBOro mousAtus Het. Ilo cyrtu, B
JTAHHYIO TPYIILY BKJIFOYAIOTCS OIMYXOJH, KOTOpPbIE KJIACCHU()UKALMOHHO MOTYT ObITh HE CBSI3aHbI
apyr ¢ gpyroM. Omnyxonu rpynnsl LEAT xapakTepusyroTcsi CIEAYIOIIMMH OCHOBHBIMH
pU3HaAKaMu:

1. Jlokanu3yroTcsi NpeuMyIECTBEHHO B BUCOYHOM J10JIE;

2. J1eGr0T NpUCTYMOB IPOMCXOIUT Yallle B IETCKOM BO3pacTe;

3. Kpome coOCTBEHHO ANMIIETICUU MOTYT UMETh UHbIE HEBPOJIOIMUECKUE TPOSBICHUS;

4. VMerT HU3KYI0 CTElEHb 3JI0KAYeCTBEHHOCTHM M OJIaronpusTHOE OHOJOTHYecKoe

IIOBE/ICHHUE.

HauOonee yacTeiMM THUNaMHU OIyXOJIeH, MPHUBOJAIIMX K XPOHHYECKOH CTPYKTYpHOMH
SIWIENICUY, SIBJISIFOTCSL TaHIJIMOTIMOMA M JW33MOpHOIUIacTHYEeCKas HelposnuTenraibHas
OITyXO0JIb, KOTOPBbIE UMEIOT CTEIEHb 3JI0KAYECTBEHHOCTH 1 ¥ BXOJAT B OAHY KJIacCU(UKAIIMOHHYIO
rpynny «[ THoHelpoHalbHbIE U HEMpPOHAIbHbIE OIYXOJIN»; 00€ 3TH OIMYXOJIH COCTABIISIIOT OKOJIO
2/3 ot Bcero o0bemMa HOBooOpazoBaHuit ycinoBHO# rpynmnbl LEAT. 3HaunTenbHO peske MpUUnHON
Pa3BUTHUS AMUIETICUU SIBISIFOTCSI HEUPOAMUTENNATIbHBIE OMYXOJIH U3 JPYTUX Tpyni: auddy3Hbie
[JIMOMBI  B3pOCJIOrO THMa, AU(Qy3HbIE TJIMOMBI MEAMATPUUYECKOrO THUINA HHU3KOH CTENEeHU
3JI0KAYECTBEHHOCTH, a TAK)KE IPEICTAaBUTENN TI'PYINIbl OTIPAaHUYEHHBIX INIMOM, MPEXIE BCETO,

nuiaonuTapHad aCTpouuToMa U HJIeOMOp(I)HaH KCaHTOaCTpOLUTOMA.

3.1 'aurauoranoma
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laarmuormuoma (I'T) — »23T10 BBICOKOAUPdEpEeHITUPOBaHHAS, MEIJIEHHOPACTYIIAs
FHHOHeﬁpOHaHBHaH OIlyXO0Jib, COCTOAIIAasd H3 KOMGI/IHaLII/II/I HEOITaCTUYCCKUX TaHIJIMO3HBIX U
IIUAIBHBIX KJIETOK, KOTOpas Ha MOJIEKYIAPHOM YpPOBHE XapaKTEepU3YETCd T€HETUYECKUMU

W3MEHEHUSMHU, BBI3BIBAIOIMUMH akTHBanuio nmyTd MAPK (cTeneHp 370Ka4ecTBEHHOCTH 1 1O

MEeXIyHapoaHOU Kimaccudukanuu omyxoiei [IHC, 2021).

Puc. 19, A, b. MPT ronoBHOro Mo3sra 1o snunpoTOKOIy ¢ KOHTpacTHEIM ycuneHueMm. Flair pexum
B akcuaJbHBIX (A) u carutanbHbix npoekiusx (b). B mpaBoit no6GHON none ompenenseTcs
KHCTO3HOE 00pa30BaHueE C COJIUTHBIM KOMIIOHEHTHOM - FaHTJIMOTJIMOMA (JKeNTas CTPEJKa).

Haubonee wactoil MomekymsipHO-reHeTHYecKoil mnpuunHoi passutus [T  sBasercs
toukoBasg myTanus B kogoHe 600 rena BRAF (BRAF V600OE), oqHako MHOT/IA BCTPEYAIOTCS
ClIy4ad U3MEHEHHUS B APYTUX KOJIOHAX JIaHHOTO I'eHa, CIUSHUS JaHHOTO I'eHa C JPYTUMH, a TaKKe
MyTanuu B Apyrux resax mytu MAPK (RAF1, KRAS, NF1).

[Tatorucronoruuecku I'T — 310 Gupa3Has omyxonb, cocTosmas U3 ABYX KOMIIOHEHTOB.
[lepBBlii KOMIOHEHT — HEMPOHAJIBHBIN — MPEACTABIEH KPYIHBIMU TAHIJIMO3HBIMU KJIETKAMU C
OOMJIPHOW LMWTOMJIA3MOM M BaKyOJIM3WPOBAHHBIMHM CBETJBIMU SIpAMH W/WIM  KPYIMHBIMH
TUCMOPPUYHBIMA HEHMpOHAMH C aAHOMAJIBHOM OpHEHTAIlMEHl aKCOHOB U TIOBBIMICHHON
aKKyMyJsilMeld B 1uToIIazMe BemectBa Huccns. HelipoHanbHble KIETKHM MOTYT JIeXKaTb
MOOMHOYKE, JHO00 (OPMHUPOBATH HEOONbIINE CKOIUIEHHSA. BTOpoi KOMITIOHEHT OIyXOJu
MPEJICTaBICH TIMAJbHBIMU HEOIUIACTUYECKUMH KJIETKaMH, pPacHOJ0KEHHBIMH MEXAY KIIETOK
HelipoHanbHOrO myna. KieTkn rauanpHONM mHOpUMHM MOPQOJIOrMYECKH HAINOMUHAKOT KIIETKU
TG PY3HOH acTPOLMTOMBI M/MIU MUIOLUTAPHONW aCTPOLUTOTMBI W/WIIA OJHUTOJIEHAPOTIINOMBI.

TunuuasivMu npuszHakamu [T sSBIsIOTCS CKOTUICHHS 203WHO(DUIBHBIX TPAHYJISPHBIX TEJEL, Pexke
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BOJIOKOH Po3eHTasns, a Takke Haluuue NEpUBACKYISPHBIX JTUMQPOLMTAPHBIX UHPWIBTPATOB U
MUKpPOKAIBIIMHATOB. HEKpo3bl, maTojoruyeckas mponudepalns COCyIOB OTCYTCTBYIOT,
MUTOTHYECKAsl aKTUBHOCTh KaK MPAaBUIIO HE HAOIIOJaeTCs.

NmmyHorucroxumuueckoe uccienopanue B [T mokas3piBaeT SKCIPECCHIO KIETKaMU
HelpoHaNbHOM TUHUM synaptophysin, chromogranin A, NSE, MAP2, neurofilament protein, pexe
NeuN. ['mnanpHas e 4acTb OIyXOJIM OOBIYHO MO3UTHBHA B peakiusax ¢ antutenamu k GFAP,
OLIG2, S100, SOX10. XapakrepusiM st I'T' marrepHOM BisieTCSl 3KCIPECCUS B OIYXOJHU
MysbTHOTpOCcTYaThiMU KiieTkamu CD34. B I'T, B ocHOBe marorene3a KOTOPbIX JIEKUT MyTallust
BRAF V600E, ormeuaercs peakuus ¢ anturenom VEI. Maaekc nponudepaTuBHONW aKTHBHOCTH,

ompeessieMblil 1o ypoBHIo 3kcripeccuu Ki-67, 00br4H0 He Oosiee 5%, yacTo He npeBbimaeT 1-2%.

Puc. 20. I'anrouorinmnoma. KieTouHslii cocTaB MMPEACTABJICH KPYIHLBIMU T'aHIIMO3HBIMU
KIJIICTKaMH U I[I/ICMOP(I)I/I‘{HBIMI/I HeﬁpOHaMH " PpaCIIOJIOKCHHBIMU MCKIY HUMHU HEOIIACTUYECKOM

rueit. Oxpacka reMaTOKCHIMHOM | 203uHOM, X200 (apxuB Kucnsakosa A.H.).
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Puc. 21. T'aurnuornuoma. HelipoHanbHble KJIETKH U UX OTPOCTKU 3KCIIPECCUPYIOT synaptophysin.

NmMmyHOrHCcTOXMMHUYECKasT peakiusa ¢ aHTutenaMu K synaptophysin, x200 (apxuB KucmisikoBa

AH).

Puc. 22. T'anrnmmornuoma. I'muanpHas mopuust skcnpeccupyer GFAP, mpu 3ToM HeraTMBHBI
TaHTJINO3HBIC KIeTKU. IMMyHOTHCcTOXMMIYecKast peakius ¢ antutenamu k GFAP, x200 (apxuB

Kucnsxosa A.H.).
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Puc. 23. I'anrnmuornuoma. B omyxonu BeTpedaroTcss MyibTuorpoctyaThie CD34-mo3utuBHBIE
kieTku. MiMmmyHorucrtoxumudeckas peakuus ¢ anturenamu k CD34, x200 (apxuB Kucnskosa

AHL).

3.2 [In33MOpuoniacTu4ecKasi HeiipoIMUTETUATbHAS OIYX0JIb

JuzsmOpuormiactTuueckast HelpoanurenuanbHas omnyxois (JJH20) — rmuoneliponansHoe
HOBOOOpPa30BaHME B KOPE MOJIOBHOTO MO3Tra JIETeH MJIM MOJIO/IBIX B3POCIbIX, XapaKTepU3YIOIIeecs
HaJIMYMEM MaTOTHOMOHMYHOTO TJIMOHEHPOHAIBHOTO 3JI€MEHTa, KOTOPBI MOXKET ObITh CBS3aH C
[NIMaJbHBIMA  y371aMH, a Takke aktuBupyromumu — wMytanusmu  FGFR1 - (crenens
3nokadecTBeHHOCTH 1 mo knaccudukauunun BO3 mns LHHC) (Knaccudpukauus omyxoneit LITHC

BO3, 5-e uznanue, 2021 r.).




Puc. 24, A, b. MPT roioBHOro Mo3ra ro 3nunpoToKoiy ¢ KOHTPACTHBIM ycuiieHueM. T1 pexxum
B akcuanbHbIX (A) W KopoHapHoW mnpoekuusix (b). B obmactm MuHIaneBHIHOTO Tena

orpenensercs: 00pa3oBaHue, HaKaruIMBaroliee KoutpacTaoe BerectBo- JJHEO (skenras crpenka).

B ocnose natorenesa JIHOO yanie nexar paznuynbie usmenenus B rene FGFR 1, Ho Takxe
BcTpeuaroTcss 1 ToukoBble MyTaund BRAF V600E; 3HaunTenbHO pexe OonpenesoTcs MyTalun
PDGFRA u NF1.

Muxkpockonuuecku tunudHo mist JJHOO cTpykTypoit gBisieTcs HalIWM4Me B KOpE WU
CyOKOPTUKQJIBHO CHEeNU(PUUECKOTO TIMOHEHPOHAIBHOIO AJIEMEHTAa, KOTOPBIM MpeAcTaBIseT
co00i1 NnepeneHIUKyISIPHO OPUEHTUPOBAHHbIE K HEOKOPTEKCY KOJOHHBI, COCTOSIIIINE U3 ITYYKOB
AKCOHOB, OKPY)KEHHBIX OJUTOACHAPONOAOOHBIMU KJIEeTKaMu. MHorma Mexay ONHMCaHHBIMU
KOJIOHHAMU BCTPEYAIOTCS TeJIa HEHPOHOB ¢ 0OBIYHOM MOp(hOIOTrHeid, HaXOASIINECs B MyKOUIHOM
cyOcTpare («IU1aBaroye) HeHpOoHbI).

[Ipy Hanuuuu B OMYXOJM TOJBKO CIHEUU(DUUECKUX TIJIMOHEHMPOHAIBHBIX 3JIEMEHTOB
roBopsT o npoctoit popme JJHDO. Ecinm Hapsaay ¢ HUIMH BCTpedaroTcst (POKYChI, HATTOMHHAIOIIHIE
no crpoeHuto Auddy3HbIE TIHOMbI HU3KOW CTENEHU 3JI0KAYECTBEHHOCTH (aCTPOLIUTOMY,
OJIUTOJIEHAPOTIINOMY), TO TaKHE BapUaHTBl OTHOCAT K KoMmIuiekcHOU (popme THDO. Hekotopsie
aBTOpbl BbyIEHAIOT M auddy3Hyro (Hecnemuduyeckyro) ¢opmy JIHDO, npu xotopoi
OTCYTCTBYIOT cHenu(puyYecKue TIHOHEHPOHAIbHbIE 3JIEMEHTHI, OJHAKO B HACTOSILEE BpeMs
HaJIMYME TAKOTO BAPUAHTA ABJIAETCS AUCKYCCHOHHBIM.

IIpy *MMYHOTHCTOXMMHYECKOM HCCIIEJOBaHUM OoTMeuaeTcs kcnpeccus NeuN B sapax
«IUIaBAIOIIUX» HEHWPOHOB, Oenka HeWpodmIaMeHTa B akcoHaxXx. B onMroaeHAponomao0HBIX
KJIETKaX, OKPY>KaIOIIHUX aKCOHBI, oTMeuaeTcs akcrnpeccus OLIG2, S100, HO TUTMYHO OTCYTCTBUE
peakuuu ¢ a"tutenoM kK GFAP. IlponudepatuBHblii nHAEKC MO ypoBHIO 3Kkcipeccun Ki-67

HU3KHUI, 00bI9HO 10 3-5%.
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Puc. 25. JJHOO. B HeokopTekce pPOCT NATOJOTMYECKOW TKaHW, IPEACTaBICHHON
CHCI_II/I(i)I/I‘-IeCKI/IMI/I FJII/IOHCI\/'IPOHaJILHBIMI/I JJIEMCHTaMU, MMOCTPOCHHBIMU u3 OCII0YCK
OJIUTOJICHAPONIOAO0HBIX KJIETOK, MEKAY KOTOPHIMH BU3YAIU3UPYIOTCS MYKOHIHbIE MUKPOKHCTHI
C HaxoJsimMMHCS B HuX HelpoHamu. OKpacka IeéMaTOKCHJIMHOM U 303uHOM, X200 (apxuB

Kucnsxosa A.H.).

Puc. 26. JJH30. B «mnaBaronieM» HelpoHe M akcoHaxX 3Kcrpeccusi synaptophysin.

NmMmyHOrHCTOXMMHUYECKAsT peakiusa ¢ aHTuTeNnaMu K synaptophysin, x200 (apxuB KucisikoBa

AHL).
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Puc. 27. JTHBO. B onuronenaponogo0HbIX KIETKaX OTCYTCTBYET PEaKIMsl C aHTUTEIaMHU
k GFAP, skcnpeccuss oTMmedaeTcssi JUIIb B PEAKTUBHBIX aCTPOLUTAX M HUX OTPOCTKAX.

NmmyHorucroxumuueckas peakius ¢ antutenamu kK GFAP, x200 (apxuB Kucnsikosa A.H.).

3.3 Ilanean aHTHTEJ AJ JMATHOCTUKH omyxoJieil rpynnsl LEAT

Tun onyxonu Pexomennyemas MaHenb AHTUTEI itit:
HMMYHOTUCTOXUMHYECKOI0 UCCIEA0BAHUS

I'inoneiipoHajibLHbIE

OITyX0JIH

Tanramornmmoma Synaptophysin, chromogranin A, MAP2, CD34, Ki-67, NeuN, NF,
BRAF V600E (VE1), GFAP, OLIG2

JJHD0 Synaptophysin, MAP2, Ki-67, NeuN, NF, OLIG2, GFAP

OTrpaHn4yeHHbIe ITHOMBbI

[TunouurapHas acrpouuToMa GFAP, OLIG2, NF, Ki-67

[TneomopdHas KcaHTOACTPOLUTOMA GFAP, OLIG2, NF, synaptophysin, , CD34, Ki-67, MAP2, BRAF
V600E (VE1)

Auddy3nbie low-grade riamombl | GFAP, OLIG2, NF, synaptophysin, CD34, Ki-67, BRAF V600E

neIuaTpUYecKoro TMna (VE1)

Juddy3Hble rIIMOMBbI B3pOCJIOro THNIA GFAP, OLIG2, NF, synaptophysin, CD34, Ki-67, p53, IDH1

4. TyGepo3Hblii CKJIepo3

TyOepo3HbIil CKJIEpO3 — MOJUCUCTEMHOE, TEHETHYECKH JEeTEPMUHUPOBAHHOE 3a00JIeBaHUE C
BaprabeIbHOU AKCIPECCUBHOCTHIO, TIPU KOTOPOM JOOPOKAYECTBEHHBIC OIMYXOIH (TFaMapTOMBI)
BBISIBJIIIOTCSL B PA3JIMYHBIX OpraHax, BKJIIOYas FOJIOBHOM MO3T, Tila3za, KOXY, cepue, MOYKU U
nevyeHb. Pexxe B mporiecc BOBIEKAIOTCS JIETKHE, YHAOKPUHHAS CHUCTEMa U JKETyI0YHO-KUIIEIHBINA
TpakT. OK00 96% marueHToB ¢ TyOEPO3HBIM CKJIEPO30M UMEIOT OJMH MM HECKOJBKO KOMXHBIX
npu3HakoB Oone3nu, y 90% — BBIABISIOTCS U3MEHEHUS B TOJIOBHOM Mo3re, 84% — cTpanaror
snuiencuel, 6onee yem y 60% — BBISBIISIETCS MATOJOTHS TOYeK, Y 50% — ramMapTOMBI ceT4aToiu

000JI0UKH M TUCKA 3pUTEIILHOTO HEPBA.
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Puc. 28, A, b. MPT rosioBHOro mo3sra 1o snumnporokoity. Flair pexxuM B akcHanbHbIX MPOEKIUAX
(A, b). B xopTUKaJIbHBIX M CYOKOPTHUKAJIBbHBIX OTJEJIaX MHOKECTBEHHbIE TMIIEPUHTEHCUBHBIC
YUYaCTKH, OT YaCTH KOTOPBIX (B BHCOUYHBIX, 3aTbUIOYHBIX M JIOOHBIX JIOJISIX) OTXOZSAT JIMHEHHBIE
TUIEPUHTEHCUBHBIC YYaCTKH K TEPUBEHTPHUKYISIPHOMY OEIOMYy BEIIECTBY- «TyOepbl» (KenTas

CTpeJIKa).

Yacrora Tybepo3Horo ckieposa, cormacHo J.P. Osborne u coat.14, cocraBmser 1:30000
HaceneHus1. B BozpactHolt rpynmne a0 5 net — 1:15000 Hacenenus. Yactora Ty0epo3HOro CKIepo3a

npu poxxaeHuu coctasisger 1:10000 HOBOPOKICHHBIX.

Ty6epo3Hblil ckiIepo3 AMArHOCTUPYETCsl HA OCHOBAHUU COBOKYITHOCTH KJIMHUYECKMX CUMIITOMOB
U JaHHBIX JOINOJIHUTENIbHBIX METOAOB HccienoBaHus. [lonroe Bpems €IUHCTBEHHOMN
OOIIECNIPUHATON B KIMHUYECKOM JUATHOCTHKE TyOEpO3HOrO CKJepo3a SBJsUIacCh TpUaAa
npu3HaKkoB, npemnoxkeHHas B 1908 romy H. Vogt, cormacHo KoTOpo#l, XapaKTepHbIMU
CHUMIITOMaMHU TyOEpO3HOTO CKJIepo3a SBJSUTUCH CYyJOPOTH, YMCTBEHHAsE OTCTAIOCTh U «adenoma
sebaceum». Hanuuue maHHON Tpuaabl MPU3HAKOB JEWCTBUTEIBHO JAa€T OCHOBAaHHE MOCTABHUTH
JMarHo3 Tyoepo3Horo ckiepos3a. Ho, kak nmokazanu nanbHeHIIMe HAOIIOJEHUS, HEKOTOPBIE U3
IIPU3HAKOB TPUAIbl MOSIBIAIOTCS JUIIb B CTAaAUM Pa3BEPHYTHIX KIMHUYECKUX MPOSBICHUN
6one3nu. Tak, no nanaeiM M.R. Gomez1 anrmnopubpomsl nuna BecTpedarorcs y 56% OOIbHBIX,
snuiIentTuyeckue npuctymnsl —y 90%, ymcTBeHHas orcranocts — y 48%, Bce Tpu npu3HaKa — y

29% ¥ HE OJTHOTO M3 TIPU3HAKOB — Y 6% OONBHBIX.

M.R. Gomez B 1988 r. mpeanoxui paccMaTpuBaTh B KaueCTBE OOJIMTaTHBIX Uil TyOepO3HOTO

CKJICpO3a 7 JAUArHOCTUYCCKUX ITPU3HAKOB! Cy63H€HI[I/IMa.HBHBIC TJINAJIBHBIC Y3JIbl; KOPTUKAJILHBIC
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TyOepbl; aHrnouOpPOMBI JIMIIA, OKOJIOHOTTEBBIC (GUOPOMBI; (GUOpO3HBIE ONAMIKKA Jida WU

CKaJibIla; MHOXXCCTBCHHBIC aHTHOMUOJIMIIOMBI ITIOYUCK; raMapTOMbI CCTUATKH.

Cormacao M.R. Gomez, BbIsIBIIEHUE OJHOTO U3 3TUX MPU3HAKOB JABAJIO BO3MOXHOCTbH CHEIATh
3aKJII0YEHUE O HAJIMYMY Y MaleHTa Ty0epo3HOro ckiieposa. Bmecre ¢ Tem cymecTByeT Oosiblias
rpylmna CHUMIITOMOB, KOTOpas BCTpEUYaeTcsl NMpH TyOEpO3HOM CKIepo3e AO0BOJIbHO yacTo. Ilo
MHeHuI0 M.R. Gomez, nHaiuuue ABYyX H3 CIEAYIOIIMX «TPEBOXKHBIX» IPU3HAKOB JaBaJlo
OCHOBAaHME NPEANOJIOKUTh O TYOEpPO3HOM CKJIEpo3€ Y MalMeHTa: HH(AHTUIbHBIC CIIa3Mbl,
MHUOKJIOHUYECKHE, TOHUYECKHE WIH ATOHUYECKHE CyIIOPOKHBIE IIPUCTYIIBL;
TUIIONUTMEHTUPOBAHHbBIE IMATHA; YYaCTKHU «ILIArpEHEBOM KOXH»; NMepUNanwuIsipHas raMmaproma
ceTyaToil 000JI0YKH, KOTOPYIO CIIOKHO OTJIMYUTH OT JAPY3bl; GHOPOMBI A€CEH; OpaKeHHE dYMATTN
3y0OOB; MHOXECTBEHHBIE OIyXOJU M KUCTHI IIOYEK; pabJoMHOoMa ceplua; JUM(paHTHOMHOMATO3
JEeTKHUX, «COTOBBIE»  JIETKHE; TPEXI'PaHHbIE KOPKOBbIE-CYyOKOPKOBBIE  KaJlbLU(HUKATHI,
MHOXXECTBEHHBIE ~CYOKOPTHKAJIIbHBIC THIIOMHEIMHOBBIC YYaCTKH;, HaJWuue OJrpKaiiiero

POJCTBEHHUKA, CTPAJAIOIIEr0 TyOEpPO3HBIM CKIEPO30M.

B 2012 rogy na Mexnaynaponuoit CornacurensHoit (KoHceHcycHO#) KoHbeEpeHIUH 1o
TyOEepO3HOMY CKJIEPO3Y OBLIM MEPECMOTPEHBI KPUTEPUU MOCTAHOBKHU JMarHo3a 3aboneBanus. B
COOTBETCTBUU C PEKOMEHJALUSAMHU, NPUHATHIMU Ha KOH(EpeHIMH, AMAarHo3 «TyOepO3HbIN
CKJIEPO3)» MOXHO CUMTATh «HECOMHEHHBIM» UJIU «BO3MOXKHBIM», B 3aBUCUMOCTH OT HAJINYMS WU
OTCYTCTBUSI, TaK Ha3bIBAE€MbIX, MEPBUYHBIX (OOJIBIINX) MM BTOPHUUHBIX (MalbIX) KIMHUYECKHX
cumnToMoB. [loarBepxkaennas natoreHHas mytanuss TSCI1 umm TSC2 sBnsercs rinaBHeMIIUM

KpUTEpHUEM, JOCTATOYHBIM ISl TOCTAHOBKH JIMArHO3a «TYyOEPO3HBIN CKIEPO3»

DOnumnencus sIBISeTCS OJHUM U3 CaMBIX YaCThIX CHMITOMOB TyOepo3Horo ckieposza (TC) u
BcTpedaetcs, 6osee uem B 90% nHabmroneHnii netei U B3pocibiX. bojee moIoBUHBI MAIMEHTOB
CcTpamaroT  (GapMaKOpe3UCTEHTHOH  (GOpMON  SMHIENITUYECKUX  TPHUCTYMOB.  Pesexius
SMWICTITOTEHHOTO OdYara, B HACTOAIIee BpeMs, sBisieTcs d(G(EKTHBHBIM METOAOM JICUSHUS
dbapmakope3ucTeHTHOW (OKATBHON DSMUJENICHH. XUPYPTUYECKOe JICUEHUE SIUICITUYECKUX
HpI/ICTyrIOB HC TOJIBKO I/136aBJ'I$I€T oT HpI/ICTyl'IOB, HO W TMIOJIOXKUTCJIBbHO BJIIUSICT Ha pa3BI/ITI/Ie
IMalucHTAa, OHOCpe)IOBaHHO BJIUSIST HAa ITO3HABATCJIBHBIC W COIIHMAJIBHBIC q)YHKHI/II/I, HUHTCEIIICKT,

CIIYXOBYIO U 3pUTCIIbHYIO IMaMATh, BHUMAHUC, BO3MOKHOCTDH 06y‘ICHI/IH,

OHepaTI/IBHOG BMEIIATCIIECTBO IMOKA3aHO IIpH O6H3py>I(CHI/II/I YETKOI'o SIMHJIICIITHYCCKOIO odara,

COOTHOCSILEToCsl CO CTPYKTYPHBIMU aHOMAJIMSMU MO3Tra, KOTOPhIE BO3MOKHO MPOONEPUPOBATH
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0e3 pucka Il OCHOBHBIX (yHKImM Mmosra. IIpum TyOepo3HOM ckiepo3e W3 OOJIBIIOTro Yucia
TyOepoB (TIOPOK pa3BHTHUS KOPBI TOJIOBHOTO MO3ra, puc. 29-32), HEpemKo TONBKO OJHH
IPOBOLMPYET SMNUJIENTUYECKUE NPUCTYNBI, B TO BpeMs KaK OCTaJbHbIE SBISIOTCA
«HE3MUJIENTOreHHBIMIY. TakuM 00pa3oM, OCHOBHAS LIE€JTh MPEAXUPYPTUUECKOTO 00CIIeJOBaHUS —
OTIpECNIUTh «EAUHCTBEHHBIA SMUIIENTOreHHbI TyOep». [locne ynaneHus: «JOMHUHUPYIOLIETO»
SMHUJIENITOT€HHOTO Ty0epa, MPUCTYIBI OTCYTCTBYIOT HITM MX YacTOTa CHUXKaeTcs Oosee yem Ha 50%
y 2/3 6onbHbIx TC. Bce manueHTsl ¢ pe3uCTeHTHON K MEIMKAMEHTO3HOHM Teparnuu dIuiencuei

npu TC Moryt paccmaTpuBaTbcs KaK MOTEHLUAIbHbIE KAaHAMIATHI JJII HEUPOXUPYPTUUECKOTO
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Puc. 29. TyOepo3Hblii ckiiepo3, OKpacka reMaTokcuianHoM U 03uHOM, x200. (apxuB Kucnskosa
A.H.)
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Puc. 30. TyOGepo3HbIi CKIep03, OKpacka reMaTOKCHIMHOM U 303uHOM, X400. (apxuB Kuciskosa

x200. (apxuB Kucnsikosa A.H.)
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Puc. 32. Tybepo3snbiii ckiiepo3. UMMyHOTHCTOXMMHUYECKOE HCCIIEIOBAHUE C aHTUTEIaMU K
GFAP, x200. (apxuB Kucnskosa A.H.)

5. AyTouMMYyHHBbI€ BOCTIAJIUTEIbHBIE Mpouecchl. JHuedaautr Pacmyccena

OHuedanut PacmycceHa — MOJOCTPBIM MPOrpecCUpYOMIMN  O4YaroBbl HHIEPAIUT —
npeCTaBisieT co00M TsHKeoe 3a0oeBaHue roJIOBHOTO Mo3ra. Briepsrie sH1iedanmut Pacmyccena
ObUI TIpeoCTaBlIeH MEAMLMHCKOMY coolmecTBy B 1958 rony amepukaHckum Bpadom T.
Pacmyccenom. Duuedanut Pacmyccena peakoe 3a0oeBaHue, BOZHUKAIOIIEE TPEUMYLIECTBEHHO
B JleTckoM Bo3pacte. bonee uem B 85% ciywaeB neGrotupyer B Bo3pacte ao 10 ser. ITuk
3a00J1€Ba€MOCTH MONAIaeT Ha BO3PACTHOM nepuoj ot 5 1o 8 ner. EauHuuHble BapuaHThl, KOTAa
sunedanmut Pacmyccena aebrotupyer a0 1 rojga wiu mocie 14-JeTHEro BO3pacTa, CUMTAIOTCS
aTUNIUYHBIMH. EjkerogHo BbIABIsSETCsS OKoJIO 2,4 HOBBIX ciiydaeB Ha 10 muH nmeredt mo 18 ser.
DHiedanuT Pacmyccena XapaKTepU3yeTcs CJIEIYIOIIUMHU O0COOEHHOCTSIMU:
(apMaKOpe3UCTEHTHBIC SIWJICNTHYECKUE TPUCTYNBI B pamKkax epilepsia partialis continua,
nporpeccupytomnias nepedpanbHas reMuaTpodusi, MPOrpecCUpyIOLIe 04aroBble JBUraTeIbHbBIE
HapyLIEHUs. U PACCTPOMCTBO BBICIIMX MCUXWYECKUX (QYHKIUH B COUETAHUHU C HEYKIOHHO
POTPECCUPYIOIIUM T€UEHHUEM U BO3MOXKHO JIETAJILHBIM HCXOIOM.

Otuonorus >HUIepanuT PacMycceHa 10 HACTOSIEro BpeMeHU ocTaeTcs Heu3BecTHOM. CorinacHo
pasHBIM TUIIOTE3aM, B OCHOBE 3a00JIEBaHUS JIEKHUT BUpYCHas MH(EKIMS WM ayTOMMMYHHOE
NOopaKeHHWEe C  ydyacTHEM  ayTOAHTUTEN  W/MIM  IUTOTOKCHMYECKHX  T-IuMQOnuTOB.
[TonTBepkieHnEM ayTOMMMYHHOTO KOMIIOHEHTa B maToreHe3se OP cinyxur oOHapykeHue B
CBIBOPOTKE KPOBH M JUKBOpe OONBHBIX ayToaHTuTen K riaoramatHbiM GluR2 u GluR3
peuenTtopam (cieAyeT OTMETHTb, YTO MOCJEAHHE BBISBIAIOTCS U Yy MAlUEHTOB C APYTUMHU
dbopmMaMu pe3UCTEHTHOH (POKANTBbHOM SNHIIETICHN).

[Tatomopdonorudeckoe wuccienoBanre mnpu DP  BesBisger auddysHyo runeptpoduro
aCTPOLIUTOB, HaNOOJIEeE BEIPAXKEHHYIO B INTYOOKHUX CI0AX KOPbI M B 061acTu U-00pa3HbIX BOJIOKOH,
IJIe OHa aCCOLMUPYETCS C BAaKyOJSIPHBIMU U3MEHEHUAMH U Tposimdeparueil kanuuisipos. Taxoke
OTIPENIETISIOTCS TIEPUBACKYIISIPHBIC TUMQOIUTapHbIe HHPMIBTPATHI, CTOI0UATast Ipoaudeparus
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MHKPOTJINU U y3€eIKOBBIN I103. CTPYKTYpHBIE H3MEHEHHUS 3aXBaThIBAIOT OOBIYHO TOJIBKO OJHO
nonywapue (Puc. 33, 34).

D

Puc. 33. Duuedanur Pacmyccena, sxcripeccust CD3. IMMyHOTHCTOXMMHUYECKOE UCCIIEIOBAHHE C
antutenamu k CD3, x200 (apxuB Kucnsikosa A.H.).

Puc. 34. Duuedamur Pacmyccena, oskcmpeccus CDS8, mnarrepH «mIouenyi cMepTu».
NmMmyHorucroxumuyeckoe uccienoBanue ¢ anturenamu k CDS, x400 (apxuB Kucnsikosa A.H.).
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6. CocynucTbie aHOMAJIHUH, ACCOUMUPOBAHHBIE C
(¢hapMakope3uCTEHTHOM dNUJIencuen

6.1 KaBepHo3Has aHrnoMa (KaBepHOMAa, BeHO3Hasi MaJibopmManus)

KaBepHOMBI OTHOCSTCS K TpyMNe COCYIUCTBIX MaibGopManuii, B KOTOPYIO BXOJSAT TaKkKe
apTepruoBeHO3HbIe Manbopmainuu (ABM), TeneaHrnosKTa3ud U BeHO3HbIE aHTMOMbl. Cpeau
KIIMHUYECKH MPOSIBUBIIUXCS Mallb(hopmalnii pa3HOro TUIA KABEPHOMBI (KaBepHO3HbIE aHTHOMBI)
coctaBisitoT 0koso 30%, 3aHuMas BTopoe mecto nocie ABM.

Puc. 35, A, b. MPT ronosaoro mo3ra no snunpotokony. T1 pexum (A) u SWAN (b) B
aKCHAJIbHBIX MPOEKIUAX. B neBoii BUcouHOM A01€e onpesenseTcs KaBepHoMa OBalIbHOIN (GOPMEI C
TUIIOMHTEHCUBHBIM O0OAKOM M HaJIMYUEM MEJKOSYEUCTON CTPYKTYphl B LEHTPAJIBbHOW 4acTH-
KaBepHOMa JIEBOM BUCOYHOW 00JacTU C MpHU3HAKaMH MEPEHECEHHOTO KPOBOM3IMSIHUS (PKenTas
CTpeJKa).

MakpoCKONIUYECKH KaBEPHOMBI ~NPEACTABISAIOT coOoi  oOpa3zoBaHus C  OyrpHucToii
MOBEPXHOCTBIO, CHHIOIIHOTO I[BETA, COCTOSIME M3 MOJOCTEH, 3allOJTHEHHBIX KPOBBIO (KaBEPH).
KaBepHOMBI MMEIOT, KaK IPaBHIIO, OKPYIIIYIO (OpPMY, U JOCTaTOUYHO YETKO OTTPaHUYEHBI OT
OKpyXkaromiel Tkanu. KaBepHbl MOTyT MJIOTHO MpHJIEraTh APYT K YTy, TUOO0 JETKO OTAEISATHCS
OT OCHOBHOT'O KOHIJIOMeparta. Pasmepbl KaBEpHO3HBIX NOJIOCTEN U UX COOTHOLIEHUE CO CTPOMOM
MOTYT OBITh pa3zauuHbIMU. HexoTopble 00pa30BaHUS COCTOST MPEUMYIIECTBEHHO M3 KaBEepH C
TOHKMMH, OBICTPO Pa3pylIAIOIIUMUCS CTEHKAMHU, JPYTrue — M3 TPOMOUPOBAHHBIX MOJIOCTEH U
COCVHUTENBHON TKaHU. TkaHM, OKpyXarollue KaBEepHOMY, 4alle BCEro rpyoo HM3MEHEHBI.

Tunuuna xenaras OKpacCkKa MO3roBoro BCIICCTBA U MO3I'OBLIX 060HO‘-I€K, CBHUICTCIILCTBYIOIIAA O
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NEPEHECEHHBIX KPOBOM3IUSAHUAX. DTOT IPU3HAK IIOMOraeT OOHApYXHTh KaBEpHOMY B XOJe
XUPYPTUYECKOr0 BMEIIATENbCTBA. BONM3M KaBEepHOMBI HEPEAKO PACIONATAIOTCS OIHA, PEeXke
HECKOJIBKO KPYIIHBIX BEH, KOTOPbIE MHOI'1a UMEIOT BUJ] TUIIMYHON BEHO3HON aHIMOMBI.

[Tpu rucToNnOrnYecKkoM UCCileIOBAHUHM KaBEPHOMBI ITPEJICTABIAIOT COO0M TOHKOCTEHHBIE ITOJIOCTH
HENpaBWIBHOW (OPMBI, CTEHKH KOTOPHIX 00pa3zoBaHbl 3HAOTEeNUEeM. [lonocTH MOryT IIOTHO
npujIekaTh APYT K IpYry, TU00 OBITH pa3feneHbl KOUIareHOBBIMU BOJIOKHAMH Wi (HUOPO3HOM
TKaHbpi0. KaBepHbI MOTYT OBITh 3alOJHEHBI JKUAKOW KpPOBBIO JMOO TpoMOMpoBaHbl. B Tkanu
KaBepHOMBl MOTYT OBITb OOHApy)XE€Hbl YYacTKM KaJbLUU(pHUKALIMU M THaIuHO3a. YacTbiM
IPU3HAKOM SIBJISIETCS. HAJIMYKE B CTpOME 00pa30BaHUs IPU3HAKOB ITIOBTOPHBIX KPOBOU3IUAHUH B
BUJIE OCTaTKOB I€éMaTOM Pa3JIMYHON JTABHOCTH, a TAKKE (PParMEHTOB KaICyJIbl, TUIIUYHOW IS
XPOHHUYECKOW reMaromsel. MIHOrga BeTpedaeTcss COUeTaHHEe KaBEPHOM C JPYTMMHU COCYIHUCTBIMU
manbpopmanusivu — ABM u TeneanrunoskrazusMu. [IpakTuuecku OOIMraTHBIM IMPHU3HAKOM
KaBEpHOM SIBIIIETCSl TIPUCYTCTBUE OTJIOKEHUM TIEMOCHUICPUHA B IPHIEKAIIEM MO3TOBOM
BemecTBe. Menkue cocyapl B OKPYKAIOMIMX TKAaHAX TMPEICTABISIOT COOOH HOPMalIbHO
c(OpMUPOBAHHBIE APTEPUOJIBI M KaNWUISPbl, @ BUIAUMBIE B XOJA€ OIEpaluil BEHbl UMEIOT

HopMasibHOe cTpoenue (Puc. 36, 37).

Puc. 36. Otnoxxenue remocuziepua no nepudepun kaBepuomsl. Oxpacka no [lepicy, x50 (apxus
Kucnskosa A.H.).
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Puc. 37. KaBeprosnas anrunoma. OKkpacka reMaTOKCHIMHOM U 303uHOM, X50 (apxuB Kucnskosa
AH.).

6.2 AprepnoBeHo3Has MaJbGopManus

AptepuoBeHo3Hass Manbpopmanus (ABM) — BpoXAEHHBIH TOPOK pa3BUTHS COCY[IOB,
OpPEACTaBIAIOMNNA  cOOOH KOHIJIOMEpaT apTepuil U BeH, JHUIIEHHBIX [POMEXYTOYHOTO
kamwuisipaoro 3Bena (Puc. 38-40). ABM Moryr MaHu(eECTHpPOBaTh KPOBOHM3IUSHUSIMH,
MPOSIBIISTFOIIUMICS] COOTBETCTBYIOIIECH CHMITOMATHKON H/WJIH SMUAJICTITAYECKAMU MTPUCTYNaMH. Y
OonpImMHCTBA OONBHBIX 3a00JIeBaHme NposiBisieTcs: B Bo3pacte 20—40 neT, MUK KPOBOM3IUSHHHA
npuxonutcs Ha BospacT 15-20 ner. KpoBomsmusinue m3 ABM dacto mpUBOAWT K CTOWKOM
uHBamaM3anuu (10 50% ciydaeB) u He peako JeTanbHo (10 10% ciaydae). Puck kpoBOM3NUSHUS
u3 Hepasopsasleiics ABM cocrasiser 2—4% B roJi, puck OBTOPHOTO KpOBOU3NHSHUS: 6-18%.
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Puc. 39, A, b. MPT ronoBHoro mo3ra namuenra ¢ ¢papmMakope3nucTeHTHOU snuiencueit. T1 pexum

C KOHTpacToM B KopoHapHO¥ (A) u carutanbHOU (B) miockoctsix. ABM nmopcomenuanbHbBIX
Jl0Jiel IpaBoOi BUCOYHOM 10/1M (B 00J1aCTH IPpaBOi MaparunnoKamnalabHON U3BUIMHBI U IIPABOTO
runmokama) ¢ adpdepentom uz 3MA.
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Puc. 40. AprepuoBeHo3Has
Kucnsxosa A.H.).

s

Masbhopmarusi. Okpacka reMaTOKCHUIIMHOM M 303MHOM, X50 (apxuB

6.3 Cunapom Sturge-Weber

Cunapom Sturge-Weber (IlITypre-Beb6epa), WHOT/Ia Ha3bIBACMBIN
sHIE(DATOTPUTEeMUHAIBHBIM aHTHOMATO30M, SIBIISIETCS PEAKUM BPOKICHHBIM HEBPOJIOTUYECKUM U
KO>KHBIM 3a00J1€BaHuEM. JTO OJIUH U3 (PaKOMaTO30B, KOTOPBIH 4aCTO aCCOLMMPYETCS C «IIITHAMU
MOPTBEIHA» HA JIUILIE, INIAyKOMOM, CyI0pOTaMHi, YMCTBEHHON OTCTAJIIOCTHIO U UIICHIIATEPAITBHON
JIENITOMEHUHT€aJIbHOM aHTMOMON (ITOPOKaMHU pa3BUTHS TOJIOBHOTO MO3Ta M OIYXOJISIMH).
Cungapowm IlItypre—Bebepa MOXKHO pa3aenauTs Ha TpU pa3IMyHbIX TUIA. Tyl 1 BKIIOYaeT IULeBbIe
U JICITOMEHUHT €aIbHbIE aHTHOMBI, a TAK)KE BO3MOXKHOCTD ITayKOMBI UITU TOPAKEHHUHM XOPUOHUICH.
OOBIYHO TIOpAXKAETCSI TOJIBKO OJTHA CTOPOHA TOJOBHOTO MO3ra. DTOT THII SIBJISETCS Hambolee
pactipoctpaneHHbIM. [lopakeHne 2 Tuma BKIIOYAET JHUIEBYIO aHTHOMY («ISATHO TIOPTBEWHAY) C
BO3MOXHOCTBIO DPa3BUTHSA TJIayKOMbI. JOKa3aTeNbCTB MOPaKEHUS TOJOBHOTO MO3ra HeT.
CHUMIOTOMBI MOTYT NPOSIBUTHCS B JIF0O0E BpeMs [TOCIIE IEPBOHAYAILHOTO TUarH03a aHTMOMBI JIUIIA.
CuMNTOMBI MOTYT BKJIIOYATh INIAYKOMY, HapyLIEHUS MO3TOBOI'O KPOBOTOKA U T'OJIOBHBIE OOJIH.
[Ipu 3 Tume BBIABISIETCS HCKIIOUUTEIHHO JieNTOMEHUHTeanbHass anruoma (Puc. 41). JluneBas
aHTMOMa OTCYTCTBYET, M TJIayKOMa BCTPEUYAETCs PEAKO. DTOT THUIl AUATHOCTUPYETCS TOJIBKO C

noMoIIbI0 HelipoBusyanusanuu (Puc. 41)..
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Puc. 41. JlenTomenuHreansHast anruoma. Okpacka reMaTOKCUIMHOM M 303MHOM, X50 (apxuB
Kucnsxosa A.H.).

Puc. 42, A, b. MPT ronoBHoro mo3ra nauueHTa ¢ apMakope3ucTeHTHoOH snuiencueit. T1
pexxuM (A) u SWAN (B) B akcuanbHBIX MPOEKIUAX. B mpaBoii BUCOUHOM, 3aTHUIOYHOM,
TEMEHHOW JIOJISAX ONPENENIETCs 30Ha KUCTO3HO-IVIMO3HBIX U3MEHEHUH C COIYTCTBYIOIIUM
HCTOHYEHUEM KOPBI M OTIIOKEHHUEM TI0 €€ X0y Jiha/mapaMarHeTHKOB (BEpOsITHEE BCETO,

Kanbiwii) - cuaapoM Ll typre-Bebepa (okenrtas crpenka).
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Cunnmpom Illtypre—Bebepa — 3T0 SMOpHOHanNbHAs aHOMANHS pPAa3BUTHS, BO3HHUKAIONIAsS B

pe3ynbTaTe HApYIICHU B ME30ACpPMaJIbHOM U 3KTOIEPMAIbHOM pa3BUTUU. B oTiinuue ot apyrux

KOKHO-HEpBHBIX ~ paccTpoiicTB  ((pakomaro3oB), cunapom Ilrypre-BebGepa Bo3Hukaer

CIIOpaINYCCKHU (T. €. HC UMCECT HaCHeHCTBCHHOﬁ HpI/ILII/IHBI). OH BBI3BaH MO3aMYHOM COMaTHUECKOM

aktuBupymomei myranueil B reie GNAQ. PesynpraTsl HeilpoBu3yan3alM MOTYT BKJIFOYATh

KaTbIM(PUKALUIO HA KOMIIBIOTEPHOH TOMOTrpad iy, MTHATBHBIA AHTHOMATO3 M TeMHLIEPEOPaTbHYIO

atpoduro.
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