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OcobeHHOCTN MeAnKaMeHTO3HOM
N HEMeANKaMEeHTO3HONM Tepanunun anunencum
npu Ty6epo3HOM CKlepo3e

Features of pharmacological and non-pharmacological therapy
of epilepsy in tuberous sclerosis

Peslome

CumnToMaTUyeckasa 3nuencus conyTcTByeT TybeposHomy ckneposy (TC) B 85-95% cnyuaes,
06blYHO AebloTUpyeT B paHHEM JETCKOM BO3pacTe 1 B ABYX TPETbUX CJlyyaeB ABnseTca dapmako-
pe3ncTeHTHO. JleyeHune snunencun Tpebyet MynbTUANCUUNANHAPHOTO NOAX0AA U BKIlOYaeT npu-
MeHeHMe MPOTMBOIMUNENTUYECKNX JIeKapPCTBEHHbIX CPEACTB, MIOKOKOPTUKOCTEPOUAO0B, UHIMOU-
TOPOB cUrHanbHOro Nyt MTOR, KeTOreHHOW AneTbl U XMPYPruyeckoro Metoaa B pasfnyHbIX CO-
yeTaHuAX. B cTaTbe npeacTaBneH 0630p NUTEPaTYpPbl O MEANKAMEHTO3HOW U HEMEAUKAMEHTO3HOM
Tepanuu 3aboneBaHus.

KnioueBble cnoBa: Ty6epo3Hblil CKIep03, NPOTVMBOIMNMUAENTUYECKUE IEKAPCTBEHHbIE CPelCTBa, Ke-
TOreHHas AueTa, XMpyprua snuinencum, MHrMenTopbl curHanbHoro Nyt mTOR.

Abstract

Symptomatic epilepsy accompanies tuberous sclerosis (TS) in 85-95% of cases. It usually starts in
early childhood. In two thirds of cases it is resistant to drug treatment. Treatment of epilepsy requires
a multidisciplinary approach and includes the use of antiepileptic drugs, glucocorticosteroids,
inhibitors of MTOR signaling pathway, ketogenic diet, and a surgical method in various combinations.
The article provides a review of literature about drug treatment and non-drug therapy of this disease.
Keywords: tuberous sclerosis, antiepileptic drugs, ketogenic diet, epilepsy surgery, inhibitors of the
mTOR signaling pathway.

Ty6epo3Hbiit cknepos (TC), nnm Komnnekc Ty6epo3HOro CKiepo3a, 0THO-
CUTCA K rpynne HEeMPOKOXHbIX CHAPOMOB, XapaKTepun3yeTcsa nopaxeHrem
ramapToMamiy KOXHbIX NMOKPOBOB, CepALa, NoYek, Nerkux, rnas, ronoBHoro
MO3ra 1 Jpyrux opraHoB, ayTOCOMHO-JOMWHAHTHbIM TUMOM HacnefoBaHUA
co 100%-1 NeHeTPaHTHOCTbIO 1 BapbUpPYHOLLEN SKCMPeCcCUBHOCTbIO [1-7].

CnmnTomaTnyeckas anunencus, accoummposaHHas ¢ TC, — ogHo 13 ca-
MbIX CEPbe3HbIX MPOABNEHNI NOPaXeHWA LeHTPanbHON HePBHOWM CUCTEMbI
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Ta6bnuua 1

(LUHC). CoBMECTHO C HENPONCUXMATPUYECKMIM PACCTPONCTBAMU SNUNENTU-
yeckune NpuUNagKkn OTHOCATCA K OCHOBHbIM MHBanuAn3upyoowmnm daktopam
y AaHHo rpynnbl HaceneHuA. MaumeHnTtbl ¢ TCK B 85-95% cnyyaeBs cTpagatloT
anunencueit [1-7], n npakTnyeckn B 2/3 ciyyaeB nNpunagku AeboTupyoT B
nepsbi rog »usHu [8]. MNpn TC annnencna npoTeKkaeT B BUAE CNeAyOWmnxX
KNMHUYECKNX BapuaHTOB: anunentuyeckue sHuedbanonatum (MHGaHTWb-
Hble cna3mbl, CMHAPOM JleHHOKca — [acTo) 1 cumnTomaTuyeckas GpokanbHan
anunencus [4, 5]. Dapmakope3ncTeHTHOe TeueHne HabnoaaeTca y 2/3 nauu-
eHToB ¢ TC B cpaBHeHUn ¢ 15-20% PpapmMaKkope3UCTEHTHOCTM Y NaLreHTOB
C anunencuer B uenom [8]. MeankameHTo3Has pemuccus, no aaHHbim Chu-
Shore et al., focTuraetca nuwb y 19% obcnenoBaHHbIX [7, 8].

K nporHoctnueckum daktopam dopmmnpoBaHMa PpapmMakopesncTeHT-
Holi anunencun npu TC oTHOCATCA: Ae6IoT 3NMNenTUYecKnx NapoKCU3MoB
B MePBbIV rOf XU3HK, HANIMYME HECKOMBbKIMX TUMOB NPUNAAKOB Y ManeHbKnx
nauveHToB, MyNbTUdOKabHbIe N3MEHEHNWS MO AaHHbIM 3NIEKTPO3HLedano-
rpammbl (93r), paHHee BO3HMKHOBEHVE peHOMEHa bunatepanbHON CUHXPO-
HU3auuKn, NOABMIEHNE HOBbIX 04YaroB Ha 33l nNpu AnHaMMYecKom Habnoge-
Huu [9]. Jansen et al. B 2007 r. ony6nvkoBany AaHHble O PETPOCMNEKTUBHOM
HabnogeHnn 3a 21 naymeHTomM ¢ TC ¢ MHOTONETHEN UCTOPWEN SNUNENCUN
(He meHee 10 neT) 1 Nokasanu yBenunuyeHne Konmyectsa ¢okycos Ha I3 ¢
TeueHMeM BPEMEHU — TONBbKO y 8 uenioBek uMenuchb 1 nnm 2 Gokyca, y Apyrmx
13 naymeHToB $HOKyChl BbISBAANMCH B TPEX UMK Gosee pernoHax rofioBHOro
mo3sra [8, 10].

B 2012 r. Guratolo n rpynna aBTopoB ony6nnkoBanu KnvHU4ecKkme pe-
KOMeHAauMM no BefeHWIo NauMeHToB C CUMMATOMATUYeCKON anunencuen,
accounmpoaHHow ¢ TC. bbinn BbigeneHbl rpynnbl NauMeHToB B 3aBUCUMMO-
CTV OT BO3pacTa febtoTa (4o 1 rofa Xun3Hu, nocsie 1 roga »KU3HU, CTapLunii
[EeTCKNA BO3pacT), BMAa NpunagkoB (dokanbHble U/Mnn MHbaHTUIbHbIE
Cna3smbl), 0COBEHHOCTEN NKTaNbHOW 1 MeXKKTanbHo 31 (Hanuume nnu oT-
cyTCTBME rncaputmmm. B Tabn. 1 cpopmynmpoBaHbl BapraHTbl neyeHmns ans
stux rpynn [11].

ﬂonxonbl KTepanumn snunencnn y nauieHToB C TC B 3aBMCMMOCTM OT TUNA npuctynos

Tun npuctynos

MepBasa nuuuna

Bropasa nuHusa TpeTba NnuHUA

WHdaHTUNBHDbIE
cnasmbl

Burabatpux

KeToreHHasa guerta.
Mpoune npotnsoanunen-
TUYeCcKmne nekapCTBeHHble
cpepctsa (M31C).
Xnpypruyeckoe neyexuve

Tuncaputmma Ha 931 -
rMIOKOKOPTUKOCTEPOMADI

mncaputmum Ha 331
HeT — Tonvpamat

BospacT naumeHTa go 1 roga —
BUrabaTpuH

KeToreHHasa gueTa.
VNS-tepanusa (Vagus Nerve
Stimulation) — ctumynayus

JleHHOKca - lacTo

®dokanbHble Bospacr naumenTa crapue Xupypruyeckoe 6y»patoLero Hepea
1 roga — Tonupamar unun kap- | J1€4eHne Mpouue M3NC (anMé_
6amaszenuH (M3J1C, ycunmsato- HAEMble NPy GOKANbHbIX
wue FAMK TopmoxeHue) npuUnagKax)

(A[EITETELT VNS-Tepanus.

1 TOHNYecKmne PyduHamia

npunagkmn 4

(LT PybuHamng
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MepBasA yacTb pekomeHAaLUMI NocBALLleHa HabnoaeHVo 3a MnaaeHua-
My ¢ TC, MMeIoLMMUN PUCK Pa3BUTKA SNNIENTUYECKNX NAapOKCM3MOB. B Hawe
BpemaA 6narofaps COBPEMEHHbIM BO3MOXHOCTAM MpeHaTasibHOW AuarHo-
CTMKM Bce Yalye TC guarHoCTMpyeTcs [0 NOABAEHUA CYAOPOXKHbIX NpUnag-
koB [11, 12]. le6toTmpyeT anunencusa B 60NbLUNHCTBE CilyyaeB ¢ GOKaNbHbIX
npunagkoB 1 WMHGAHTWbHbBIX CMAa3MOB C MWHUMAJIbHbIM ABUraTeNIbHbIM
KOMMOHEHTOM. HacTOpoXXeHHOCTb poauTeneii B MiaHe CyAOPOXKHbIX Npu-
NafKoB, exxemecayHoe I3M-MOHMTOPMPOBaHUE BO BpemMa 60APCTBOBaHNA 1
CHa MflafieHLa B TeyeHue nepBbix 6 MecALEeB 1 3aTeM Kaxkable 6-8 Hefernb
NMOMOraeT BbIAABUTb CYOKMHUYECKMe 3eKTpoaHLUedanorpaduueckue npu-
nagku. PaHHAA OMarHocTka no3BonseT BOBPEMsA HauaTb JleueHne n Mu-
HYMUN3MPOBaTb BpPefHOe BO3[eNCTBME MPUCTYMNOB Ha pa3BuTMEe pebeHKa
[11, 13, 14]. K noTeHUManbHO 3HaYMMbIM GpakTopaM prcka nepexopa oT oya-
roBbIX NPVNafKoB K UHGAHTUNIbHBIM Crla3maM OTHOCATCA: 6osbluoe Konnye-
CTBO Ty6€pOB UM KNCTO3HO N3MEHEHHbIX Ty6epoB no AaHHbIM MPT, a Takxe
MyTauwma B reHe TSC2 [11].

MepukameHTO3HOe NNeyeHne

JleyeHre MHPAHTUNBHBIX CNa3MoB U GOKanbHbIX NPUMAAKOB Yy MIafeH-
ueB Ao 1 roga pasgeneHo Ha TPy NMHMK Tepanun. K nepeon NNHNN OTHOCUT-
cs BurabatprH. HasHaueHvie 3TOro NpoTYBO3NUNENTUYECKOTO JIEKAaPCTBEH-
Horo cpeacTtBa (M3J1C) B TeueHne nepBol Heenu oT MaHudbecTaunn nNpu-
nafKoB JOCTOBEPHO yNyYllaeT MPOrHO3 B NiaHe KOHTPOsA Haj NpucTynamMmm
1 AanbHenwero nHTenneKkTyanbHoro pas3sutua [14-16]. B petpocnekTus-
HOM nccnefoBaHny 3GpeKTUBHOCTY 1 6e30NacHOCTU NpUMeHeHKA BuUraba-
TpuHa (Massachusetts General Hospital for Children, 2001-2006), B KoTopom
NPYHUManu yyactue 84 nauneHTa, 6bina fJokasaHa 3PpPeKTUBHOCTb B OTHO-
WweHunr 73% nauneHToB C UHGaHTUIbHBbIMK cna3mamu 1 'y 40% MaLueHToB C
doKanbHbIMK Npunagkamun. K Hanbonee npo6emMHbIM OCNOXKHEHUSIM STOM
Tepanuu oTHocuTCA GoToTOKCMYecKnin 3bdeKT, Habnogaembli y 1-5% na-
LMeHTOB. [1nA KOHTPONA NPUMeHAETCA perynapHasa KUHeTMyeckasa nepume-
TPUA, SNEKTPOPETMHOrPaMMbl UAN ONTUYECKaA KOrepeHTHasa Tomorpadus.
EcTb cBefieHUs 0 6aronprATHOM BIVISIHUW HA AanbHENLY0 UCTOPUIO dMU-
Nencun, UHTenneKTyanbHoe passuTtre y aeteir ¢ TC npodunaktnyeckoro
MCMosNb30BaHNA BUrabaTprHa, T.e. Ha CTaaun CyOKIMHUYECKMX NPUNAKoB
[17-19].

Mpwy OTCYTCTBMM [OCTAaTOYHOIO TepaneBTMYecKoro sgpdekta oT MOHOTe-
panuy BUrabaTpruHOM peKoMeHAYeTCsi KOMOMHMPOBaHHOE MCMONb30BaHNe
JIEKAPCTBEHHbIX CpeAcTB. Y aeTel ¢ MHGaHTUNbHBIMK Crla3Mamiy Npu Hanu-
ynn Ha I3 rMNcapuTMUK NpPenapaTom BTOPOWN NNHUM ABMAIOTCA KOPTUKO-
ctepounabl [19]. Ecnu ke npucyTcTByioT GpoKanbHas unm MynbtudokanbHas
aNunenTMdopMHasa akTUBHOCTb M OTCYTCTBYET rMNCcapuUTMUA, Ha3HayaeTca
Tonupomart. K TpeTbeil IMHUN OTHOCUTCA KeTOoreHHas AmeTa Wi Apyrue
NPOTUBO3NUIENTUYECKME IeKapCTBEHHbIE CPeACTBa.

Y ManeHbKUx nauneHToB ¢ $OoKaJibHbIMU NpUNagKamy B BO3pacTe Mno-
Cfle roga B NepBOM IMHWUY Tepanuun Kpome BUrabaTpriHa NpYMEHSIOT apyrue
M3NC, yennmeatowme TAMK TopmoxeHune, B YaCTHOCTU KapbamasenviH unu
Tonupomart. Bo BTopoi nnHMmM Tepanmny pekoMeHL0BaHO XMpypruyeckoe se-
yeHve. TONbKO NPY HEBO3MOXHOCTU XMPYPTN 3NUAENCcUN PEKOMEHL0BaH
nepexop K TPeTben IMHUMN C NPUMEHEHNEM KETOTEHHOW AMeTbl, CTUMYNALUN
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6nyxpatowiero Hepsa u apyrux M3J1C, ncnonb3ytowmxca npu neveHun ¢o-
KanbHbIX MPUNagKoBs.

Y naumeHTOB CTapLiero JeTCKOro Bo3pacTta KapbamasenuH npu ¢okanb-
HOW 3NUNEeNcUN N CONN BanbMpPOeBOW KUCNOTbl MPY reHepan3oBaHHbIX U
MUOKNOHNYECKMX MprnagKax 4acTo UCMONb3ylTca B Tepanum Nepson nu-
HUK. KOHTpONb Hag npunagkamm B MOHOTEpanun B MakKCMMalbHbIX Tepa-
NeBTUYECKMX [O3AX CPABHUTENIbHO PefiOK, YaCTo UCMONb3yeTCa KOMOUHNPO-
BaHHaA Tepanua C APYrMy NeKapCTBEHHbIMY CPeACcTBaMM: NaMOTPUOKUH,
Tonupamar, neBeTnpaLeTam, oKckapbamasenuH, pydbrHamma, knobasam u
KnoHasenam [17-19]. Kom6uHaumy NpoTUBO3NUNENTUYECKMX NPENApaToB
[aloT AOMOSIHUTENIbHOE MPEVMYLLECTBO 1 OQHOBPEMEHHO OYeHb 6orbluoe
KOnmn4yecTBo No6oYHbIX 3pdeKToB. N03TOMY BarkHO onpeaennTb peanncTuny-
Hble OXKWAAHWA NeYeHnA B rpyrnne TPyAHO NOAJAIOLWMXCA IeUEeHUIO naum-
eHTOB [15]. B cnyyae OTCYTCTBMA MOMHOIO KOHTPONA Haf npunagkamu npu
nonmTepannn B MakCUMasbHbIX 103aX 3ajaya Bpaya-anuiaenTosiora COCTOUT
B noabope Tex 403 NeKapCTB, NP KOTOPbIX MMEKTCA MUHMMAbHble No6oY-
Hble peaKLm 1 COXPaHAETCS ONTUMAbHbIN TepaneBTUYecknii 3pdeKT.

HoBbiih noaxop K Tepanun

MNpumeHeHVe B BMAe NaToreHeTMYeCcKom Tepanuu NPomn3BOLHbIX pana-
MULUMHA (cMponumMyca v 3Beponumyca) y naumeHtoB ¢ TC NoBbICUIO Kaue-
CTBO »KV3HU 1 06nerymno TeueHune 3abonesaHus [19].

B kneTkax opraHu3ma yenoBeka paboTaeT perynartop OHKOreHesa — cur-
HanbHbIN NyTe MTOR (mammalian target of rapamycin — muweHb panamu-
umHa y mnekonutaowwmx). Mpu TC nameHeHHbI 6enKoBbIi ramapTUH-Ty6e-
PVHOBbIV KOMMJIEKC YTPauMBaeT chepKuBatoLLee BANAHNE Ha CUTHalIbHbIN
nyTe mMTOR 1 npouecchl crHTe3a 6esika, KNeTOUHbIV POCT, Pa3MHOXEHUE 1
MUrpaunsa KNeToK, aHrnoreHes, MeTabonmn3m roKo3bl CTAHOBATCS HEYNpaBs-
NAEMbIMU U NPUBOAAT K 06pa3oBaHMIO OMyXoJeil Ha KOXHbIX MOKPOBaX, B
rofIOBHOM MO3re, MOYKaX, CEPALE, ra3ax 1 B nerkux [4]. MHrnbutopsl mTOR
(cponMyc nnm 3BepoNMYC) CHXAIOT NMaTONOrMYECKYH0 aKTUBHOCTb NyTK
mTORy naumnenTos c TC.

B nccnepoBaHuAx Obina foKaszaHa 3PpdEKTUBHOCTb IBEPOIMMYCa Kak
NPOTMUBOOMNYXONEBOrO NpenapaTa 1 O4HOBPEMEHHO NOABUINCH CBEEHNA O
COMNYTCTBYIOLWEM YMEHbLUEHWUM KONMYeCTBa SNUAENTUYECKMX MapOKCM3MOB
[19] n 0 megnkameHTO3HOM pemnccnm B 29-58% cnyyaes npu Tepanuu B Te-
yeHune 22-48 mecaues [20, 21].

3T UccnefoBaHUA NPOAEMOHCTPUPOBANN, UYTO MHIMOMPOBaHWE NyTu
mTOR ynyyliaeT KOHTPOMb HaA nNpunagkamm y nauuneHtos ¢ TC [19].

KeToreHHas gueTta

Y naymeHToB ¢ TC aKTMBHO UCMOMb3yeTCA KeToreHHasa gueta. [pume-
HeHue 3Toro BuAaa HeMeAuKaMeHTO3HON Tepanumn NMUTUPYeT B OpraHn3me
npouecchl, BO3HMKatoLwWme npu ronogaHun. Mpu geduyute yrnesonos (rnto-
KO3bl) MPOVCXOANT NEPEKITIOUYEHNE SHEPTETNYECKOTO OOMEeHa C YrieBOAHO-
ro Ha NMMMUAHbBIN, NPY KOTOPOM SHEpPreTMyeckum Cy6CcTpaToM Cly>KUT OKNC-
NeHMe XMPHbIX KNCSIOT C HaKoMJIeHeM NPoLyKTOB MeTabonn3ma — KeTOHO-
BbIX TeJ.

MpUMeHSAITCA TP OCHOBHbLIX BMAA KETOTEHHOW AMETbI: Knaccuyeckas
C UCNONb30BaHVEM KOMOUHALIMUN HAaTYPabHbIX PACTUTENbHbIX U >KUBOTHBIX
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xunpos, Medium Chain Triglycerides — areTa Ha ocHoBe cpefiHeLlenoYeYHbIX
TPUMMLEPWAOB, Y NPOMEXYTOUHbIN BapuaHT — Medium Chain Triglycerides -
moanduympoBaHHas gueta [22].

Mpy COBMECTHOM NPUMEHEHWN KETOreHHOW ANETbl U MeAMKaMEHTO3HOW
NPOTMBO3NUNENTUYECKOW Tepanun y naureHToB AeTCKOro Bo3pacTa ¢ dpap-
MaKope3nCTEHTHON anunencuen, accounmnporaHHom ¢ TCK, yactota npunag-
KOB 6blna CHUXeHa Ha 50% 1 6onee y 92% peTel, U3 HKX y 67% 6bI0 yMeHb-
LeHMe YacToTbl ANUIENTUYECKUX MapPOKCM3MOB Ha 90% 1 6osnee B TeueHne
nonyropa n 6onee HabnoaeHns. NMPoOJOMKUTENBHOCTb NMPUMEHEHUS KETO-
reHHOW AneTbl cocTaBnAna oT 2 MmecAueB Ao 5 net (B cpeaHem 2 roga). Mo-
pakeHue noyek C BblpaXKeHHbIMU GYHKLMOHaNbHBIMU HapyLWeHUAMU, Cy6-
SNUHAUMaNbHaA MraHTOKNETOYHasA acTPOLMTOMA, Manblil BeC NauueHToB,
06yCnoBNeHHbIV HEBPONOrMYecknM aeduumtom, y nauneHTos ¢ TCK orpa-
HUYMBAIOT MPYIMEHEHNE KeTOreHHOW AneTbl [23].

Xupypruuyeckoe neyeHne

Xvpyprua anunencuu, accounmnpoBaHHoi ¢ TC, BecbMa akTyasbHa, yuu-
TbiBasA BbICOKMI MPOLEHT dapMaKope3UCTEHTHOrO TeYeHWA Snunentuye-
CKUX NprnagkoB (8o 70%) 1 nx coyeTaHne C HepPOoNCUXMaTPUYECKNMM pac-
cTpoincTBamu (8o 90%). Hannume Ty6epoB B HECKONBbKIMX [JONAX FOJIOBHOMO
MO3ra y MaLMeHTOB 3aTpyAHAET uieHTndUKaumio GoKycoB ana onpegene-
HMA ob6bema onepaTMBHOrO BMeLLATeNbCTBa. BBeaeHne B npakTuyeckyto
mMeauumHy [3Buaom Telinopom u ero konneramm B 1971 r. noHATMA «do-
KarnbHaa KopTuKanbHaa gucnnasua» (OK[), nanbHelwee nlyyeHne ee ru-
CTOMATONOrK, HEMPOPAAMONOTMYECKMX XapPaKTePUCTHK, COBEPLUEHCTBOBA-
HUe KnaccnduumpoBaHUA NO3BOINIO XMPYPruyeckoe neyeHune snunencum,
B TOM UMCIle acCcoLumnpoBaHHo ¢ TC, BBIMONHATb Ha 60/1ee KaueCTBEHHO Bbl-
COKOM ypoBHe [24].

B cootBetcTBUM € Knaccudukauyven OKO 2011 r., paspaboTaHHOM
rpynnoin cneynanmctos MexayHapoaHOM NPOTUBOINUAENTUYECKON UMK
(The International League against Epilepsy (ILAE)), Ty6epbl npu TC MOXHO
otHectn K OK[ tun llb [24]. Knaccudmkauus npeactaBneHa B 1ab. 2.

Ta6nuua 2
Knaccndukauma OKA [24]
Tun OKA XapakTepuctnka
OKA la aHOMaslbHas C/IOUCTOCTb (TaMUHMPOBaHUE) KOpPbl B paananbHOM HanpaeneHnm
OKA Ib AHOMasIbHaA C/IOUCTOCTb (MaMUHMPOBaHME) KOPbl B TaHreHLMaIbHOM HanpaBiaeHUn
oK Ic aHOMasIbHasA CJIOUCTOCTb (MaMUHMPOBAHME) KOPbl B TAHrE€HLMAIbHOM 1 panaiibHOM
Hanpas/ieHun
OKA lla C AnCcMopdrUECKUMM HeMpPOoHaMmn
OKA llb C AMCMOPPUUECKUMUN HENPOHaMM 1 6anNIOHHbBIMU KNeTKamu
OKA llla aHOMasIMV NAMVHVUPOBAHNA KOPbI B COYETAHNN C TUNMOKaMMNanbHbIM CK/IEPO30M
oK Illb AHOMasIMMN TAMVHUPOBAHNA KOPbl B COYETaHWW C FNaNbHBIMU UV HENPOTNaNbHbIMN
onyxonamu
OKA llic AHOMaNMM NTAMMHUPOBAHNA KOpPbl, NpueratoLme K CocyancTon Maibdopmam
oK lild aHOMasMM TAMUHUPOBAHNA KOPbl, CMEXHble I060My APYroMy NnopakeHuo, npuobpeTeHHOMY
B paHHeM ieTCKOM Bo3pacTe (TpaBMbl, UHapKTbl, SHLUedannTbl 1 Ap.)
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K xapakTepHbIM npu3Hakam Ty6epoB OTHOCATCA KOPKOBasa AMCIaMUHa-
LUsA, MPUYEM CJIOM KOPbl HEBO3MOXHO MAEHTUOULNPOBaTb, KPOME NEePBOTo,
Hasmume GanIoHHbIX KNETOK 1 AUCMOpPUUECcKnX HenpoHoB. CoeanHeHne B
cepom/6enom BelLecTBe 06bIYHO PAa3MbITO C YBETMUEHHbBIMY FreTepoTonuye-
CKUMU HellpoHamu B 6efniom BelyecTBe. Takxke HabniofgaeTcs ymeHblueHne
cofepaHua mMmvennHa B 6enom BellecTBe B CPaBHEHMMN C OKPYXKaloLnumu
TKaHAMU.

Monumopdu3am cTpoeHns KnyoHen 1 oKpy»KatoLnx UX 30H OTMEYEH Npu
rMCTONIOMMYECKNX UCCneaoBaHuaAX. IHauBuayanbHble CxeMbl Knaccuouka-
unn ansa Ty6epos elle He paspaboTaHbl. CucTeMaT3aLmMA 3HAHMI O TUCTO-
naTonorun KiybHe OTKpPOeT HOBble MepCrneKTVBbl AN MOHUMAHUA OCO-
6eHHOCTell GOPMMPOBAHUA KOPbI B PasfnyHble Nepuoabl SmopuoreHesa y
naumneHToB ¢ TC 1 nx BANAHNE Ha TeyeHne 3abonesaHns [25].

B HacToALLee BpemaA He CyLlecTByeT e4MHOIrO MHEHUA O 30He, MHULUUPY-
owen npunagkn y nauymeHTos ¢ TC.

Mpw nomoww nHBa3uBHoON 33 6bIN10 JOKa3aHO, YTO TyBepbl CO CHUMXEH-
HbIM COZlepXKaHNeM MUENNHA He cofep»KaT aNunenToreHHom TkaHu. Ha MPT
B pexvmMe T2 OHV YCUNIMBAIOT CUrHan 1 NPeACcTaBnAloT coboi oyarn noHu-
YKEHHOW MAoTHOCTU B pexnme T1 [26, 27]. Heckonbkummn aBTopamu 66110
NPOAEMOHCTPUPOBAHO, YTO SNUAENTUYECKME NPUCTYNbI B 6onbLuen cTene-
HU KOPPENUPYIOT C Halmumem ANCMOpPdHbIX HEMPOHOB 1 MEHEE — C Hannuu-
eM 6annoHOBUAHbBIX KNETOK B Tybepax [26, 28-31]. [lpyrue aBTopbl CUMTALOT,
YTO KanbLUHMPOBaAHHbIE U KMCTONOLOOHbIE Tybepbl COnpsKeHbl C reHepa-
Lunen asnunenTnyeckmnx Npuctynos [26, 32]. ECTb nccnegosaHunsa, EMOHCTPU-
pylolme HanbosnbLLylo SNUAENTOreHHOCTb Ty6epoB, KOTOpble OKPY»KeHbl
30HOW GOKanbHOW KOPTMKaNbHOW AWUCMNAa3nuM, — 3T U3MEHEHNA BUAHbI B
pexume T2 1 Ha n3obpaxeHnax B pexume FLAIR [26, 32, 33].

OtcytcTBMe 3ddeKTa OT npriemMa He MeHee ABYX MPOTMBOIMWIENTU-
YeCKMx CpefcTB ABAAETCA OOLWenpuHATLIM KpuUTepuem Ans nprMeHeHus
XMpypruyeckoro neveHuns snunencum [8]. B cBA3M ¢ ouyeHb GbiCTpbIM pe-
rpeccom NpuobpeTeHHbIX MCUXO3IMOLIMOHANbHbBIX PeakLmil C MOMEeHTa BO3-
HUKHOBEHMWsA npunajkoB y aetein ¢ TCK Heobxoanmo [okasaTb ¢papmMako-
pPe3NCTEHTHOE TeueHre SNunencun y 3TUx NauneHToB B KOPOTKME CPOKWU.
TO HECJIOXKHO cllenaTb B TeYeHVe KOPOTKOro BPEMEHMU, YUNTbIBas BbICOKYIO
YacToTy NPUMNAJKOB B CYTKM, X CEPUAHOCTb 1N YETKO OUYepUEHHble rpynnbl
neKapCTBeHHbIX CcpeAcTs, NpuMeHaembix npu TCK (rnoKokopTrMKocTepoun-
Zbl, BUrabaTpuiH 1 nHrnbutopsl mTOR) [8].

PaHHVe cCpoKy onepaTMBHOMO NeyYeHns NokasaHbl y NaLMEeHTOB C eAUH-
CTBEHHbIM YCTOMYMBBIM POKycom Ha I3 [26, 30-32]. Mpw Hannumm y naum-
€HTa HeCKOJNbKMX BULOB MPUMNALKOB NOKaNn3aLms SnunenToreHHbIX 04aros
BbI3blBaeT Cepbe3Hble 3aTPyAHEHUS.

B coBpemeHHbIX KIMHMKaxX AnA NoKaam3aumm SnunenToreHHbIX 30H Ha
nepBOM 3Tane MPOW3BOAAT MOAPOOGHbIN aHanM3 nctopun 6onesHy nauu-
€HTa C YTOYHEHMEM CEMUONOTUMN NPUMNAAKOB U BUAEO II-MOHUTOPUPO-
BaHVA C perucrpaunen Bcex BUAOB SNUIENTUYECKUX MPUCTYMNOB, AaHHbIX
MPT-nccnefoBaHua no nporpaMme 3nUIENTONIONMYECKOro CKaHMPOBaHNUA.
CnepyeT OTMETUTb, YTO MEXMPUCTYMNHbIe SNnenTudopMHble pa3panbl Hauv-
ny4ywmnm obpasom nokanmsytotca Bo Bpemsa REM-cHa, B To Bpema Kak 33
6oapcTBOBaHNA 1 B Ppady non-REM cHa manonHpopmaTmBHbI [8, 34].
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B nomoLLb NpaKTrKyloLwemy Bpady

Mpwv HepocTaToYHOM NHGOPMATUBHOCTY CKaNbMOBBIX MKTaNbHbIX Y1 MEX-
nkTanbHbix I3 anAa nokanusaummn GoKyca MCNonb3yTcA MHTpaonepauu-
OHHas 3M1eKTpoKopTUKorpadus Bo Bpems pesekuun [8, 35-38] nnm skcTpa-
onepaLluoHHble cybaypanbHble Un ryOuHHbIe SNEKTPOLbl C MOHUTOPUHIOM
BCEX BUAOB Npunagkos [8, 39-43].

[na nokanusaumy 3NUAEnTOreHHbIX obnacTei TakKe NMPUMEHAIT No-
3UTPOHHO-3MNCCUOHHYI0 TOMOTpaduto, OAHOGOTOHHYIO IMUCCUOHHYIO KOM-
NbIOTEPHYIO TOMOTrpaduio, MarH1TosHUedpanorpaduio [26].

EcTb ocHOBaHuWA nNpegnonaratb, YTO ANA onpeAeneHna ncxopa onepa-
L1 KOMOUHALMA STUX UCCNIeA0BaHUI MOXKeT o6nafaTb 6onee BbICOKOW MNo-
JIOXKUTENBHOW NPOrHOCTUYECKON LIEHHOCTbIO, YeM OTAeNbHbIe TeCTbl [26].

Mpyn Hannunn opHoro ¢okyca 3nNUNenTUPOPMHON aKTUBHOCTU BHe
GYHKLMOHANbHO 3HaUYMMBbIX 30H 0ObIYHO MPOU3BOANTCA pe3eKuuna Tybepa,
npwv pacnpoCcTPaHEHUN SMUIENTOreHHON 30Hbl Ha HECKOJTbKO A0Ne OfHOro
nonywapusa NPUMeHsIIOTCA MynbTUnobapHble pesekuun. B cnyyae HeBo3-
MOXKHOCTIN YETKO NIOKann3oBaTb 30HY MHULMALMN NPUCTYNOB B BUCOYHOWN,
TEMEHHOW 1 3aTbITIOYHbIX AONAX YHMUNATEPASIbHO BO3MOKHA 3ajHEKBaAPaHT-
HaA AVCKOHHeKLMA.

Brnepsble xoa 1 pe3ynbTaTbl ONEpPaTMBHOINO SIeYeHNA snunencun y 7 na-
uneHToB ¢ TC 6bU ony6nrkoBaHbl B 1966 T. [26, 43]. B HacTosee Bpems
KaxIbli LeHTP MpPUMEHAET CBOK OnepaTuBHYK cTpaTeruto. EcTb rpynna
CNeuranncToB, KOTOPbIe CUMTAIOT SMUENTOreHHbIMU TONBbKO Ty6epbl [26,42]
1 B 30HY ONEepaTUBHOIO JIeYEHNA BK/IOYAIOT TONbKO UX. [lpyrne aBTopbl B
SNUIENTOreHHyto 061acTb, NOMMMO TY6epoB, BKJTIOUAIOT 30HY KOpPbI, OKpY-
XatoLyto Ty6ep, 1 peseLnpytoT BeCb Kommnekc [26, 38, 39].

HecmoTpa Ha pa3Hoobpasme XMpypruyeckrx MOAXOLOB OMy6nnKo-
BaHHble pe3ynbTaTbl ONEPaTUBHONO JIEUEHMA CXOXU: PeMUCCUA npunag-
KoB Habntofaetca y 60% npoonepunpoBaHHbIX. Tak, Hanpumep, No AaHHbIM
Jansen (2007 r.), pe3eKumnaA SNunenToreHHbIX 04aroB OCTaHOBWMNA CyA0pPOrn
y 57% nauneHTOB ¢ papMaKopesnCTEHTHON SNuencuein n ymeHbluuna ya-
CTOTY NpUCTYnoB Ha >90% B 18% cnyyaes [10].

Havnyuwmin pesynbtaT oTMeYeH Yy MauMeHTOB C OLHOTMMHbIMUA Mpu-
nagkamu, coBrnafamowym GoKycom 3nuienTUYecKor akTUBHOCTM MO AaH-
HbIM CKanbMOBbIX UKTaNbHbIX, MEXMKTalIbHbIX M UHTPaKpaHuanbHbix 33T,
a TakXe npu BbIbope onepripyoLLMM XUPYProm AONEBOIN UK MyfbTI06ap-
HOW pe3eKkumu, a He Ty6epoToMun. HebnaronpuaTHbIN ncxopn Habnoganca
y naumeHToB ¢ febioTom snunencumn Ao 1 ropa, HanmumeM MHPaHTUNbHbIX
CMa3MOB 1 TOHNYECKMX NPUNaAKoB B aHaMHe3e, NPU coUYeTaH yMepPeHHOoM
WL TAXKENON YMCTBEHHOW OTCTanoCTV C MyNbTUPOKaNbHOW 3nunenTrye-
CKOW aKTUBHOCTbIO B MeXNPUCTynHOM nepuoge [40]. Bpema HanpasneHus
nauveHTa Ha onepaTnBHOE NleYeHne OTHOCUTCA K pakTopam, BAUAIOLLMM Ha
KOHeYHble pe3ynbTathl [8].

WccnenosaHma B pasnnyHbIX CTPaHax fokasanu, YTo paHHee onepaTus-
Hoe BMeLLaTeNbCTBO C 6aronpuATHbIMK pe3ynbTatamu no Engel 3Hauntens-
HO yNyuyllaeT KOTHUTMBHOE Pa3BUTME NaLMEHTOB M CHUKAET PUCK Pa3BUTUA
HapyLLeHMN NoBeeHNA ayTUCTUYECKOro crnekTpa [26].

CTtumynauus 6ny»kaaiollero Hepea

Mauymnentam ¢ TCK ctapwe 12 net, cTpagarowmm dokanbHon dbopmoi
bapmaKkopesnCcTEHTHON NUAENCUN 1 He ABNAILMMCA KaHaugaTtamm ansa
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VHTPaKpaHWanbHOW XUPYPrumn SNUNENCcUr, MOXET ObiTb NpefnoxeHa CTu-
mynaumsa ényxpaatowero Hepsa (Vagus Nerve Stimulation - VNS). MexaHwn3-
Mbl NpoTrBOCynopoxHoro fAeictusa VNS Therapy 1o KOHUA He BbIsICHEHDI.
MpennonaraeTcs, UTO U3MEHAETCA aKTUBHOCTb HEMPOTPAHCMUTTEPOB, YCU-
NMBaeTCs BbIcCBOOOXAeHMEe HopanHedprHa, GABA, cepoToHMHA, acnapTaTta
1 yBENNUYNBAETCA KPOBOTOK B TaJlaMyce 1 KOpe rofloBHOro Mo3ra.

Mo pesynbTatam nutepatypHoro o63opa, BbinosiHeHHoro Wang T.T.
1 Zhou D. B 2015 r.,, Ha GOHe cTUMynALMM 6Ny>KAatoLLero HepBa y NaLMeHToOB
¢ bapMaKope3nCTEHTHOW anunencuen, accoummpoBaHHoi ¢ TCK, oTMeyeHo
ypexeHre NpunagkoB Ha 35% B TeueHune 1 roga u Ha 45% un bonee B Teue-
Hue nocnepytownx 3 net. Cnegyet OTMETUTb, UTO KPUTEPUAMU UCKITIOYEHUA
y 3TOW rpynnbl NaLMeHTOB ABNAIOTCA TAXeNble NoBeJeHYeCcK e HapyLleHna
W VHTENNeKTyasibHble NPo6sieMbl, a TakXe cepfeyHble apuTMnK, Hannuue B
aHaMHe3e AM3aBTOHOMMWU, AUCMHO3, A3BbI XKeNyaKa, ABeHafLaTMnepCcTHom
KULLIKY, Ba3oBarajibHbIX 0OMOPOKOB, XPOHUYECKOW AMCHOHUN Y Hanuuue
efMHCTBEHHOro 6nyxpaatoLero Hepaa. OTHOCUTENIbHO coXpaHHas Gpa3oBas
peyub HeobxoaMMa AA Toro, YTobbl BOBpeMa npefynpeanTb Bpaya o nobou-
HbIX 3bdeKTax Tepanuu B Buae AMcHoHUN, ycuneHms Kawwna, paprHruTa, na-
pecTe3nii, ANCNHO3, ANCNENCUM, TOLHOTbI, TapyHrocnasma [44].

B 3AKJ/TIOYEHNE

3aBepluan faHHbIN 0630p NMTEepaTypbl, MOCBALLEHHbI BONPOCaM Jieye-
HVA cumnToMaTuyeckon anunencum npu TCK, MOXHO caenaTtb BbiBOf, YTO
BeAeHVe AaHHOW rpynnbl MauveHToB TpebyeT MynbTUAUCLMNINHAPHOIO
noaxofa, BKJoYaloLero B cebA KOHCepBaTMBHOE U XUPYPruyeckoe neve-
Hvie. PaHHAA AnarHocTuka 1 cBoeBpeMeHHas aflekBaTHaA Tepanua anunen-
cvn npy TC ynyyliaT NPOrHo3 OTHOCMTENbHO 3aboneBaHUA U KayecTsa
XKM3HU NaLUEHTOB B faSibHeNLeMm.
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