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IITNJIEIICHUA

CTIEJIACTHYECKUMMU ITPUCTYIIAMHU
U TAMAPTOMA IT'MIIOTAJTIAMYCA
(OIIMCAHME PEAKOI'O
KINHHUYECKOI'O HABJJIIOAEHNA)

Muxavinos B. A., [lpyxuHuH A.K., LLloa H. V., KopcakoBa E. A.

DIbY «CaHkT-IleTepbyprekunii Hay4YHO-UCCIEQOBATENLCKUI NICUXOHEBPOIOrNYECKNI UHCTUTYT
um. B.M. bextepesa» Munsgpasa Poccun, Cankt-IleTep6ypr

Pestome

Cpeﬂl/l pPas3JindHbIX TUIOB 3MNJ1eTNTUHECKUX CUHLAPOMOB Hanbonee PeAKUMU ABJIAIOTCA rejiactn4eckue rnpucTyribl, Xapak-
TEPUBYIOLLNECS HACUIIbCTBEHHbIM CMEXOM, B COYETAHUN C HATIMYUEM ramapToMbl runotanamyca. [enactu4eckmne npu-
CTyInbl Moryt ObITb CBA3aHbl C BUCOYHLIMU U JIOOHBIMU d)OKaﬂbeIMI/I odaramu anunsericuu, ornyxosiamu, Ty66p03HbIM
CKJ1Iep030M, reMmaHrmomamu, odaramm MHd)GKL{I/IOHHOI'O rnopaxxeHvs, B TOM 4uciie ¢ ramapm/woz/? rurnortaznamyca. TKaHb
ramapTtomel ruriotasiamyca rno cBoeu npuposge ABJIAETCA aNUIenToreHHon 30Hou. B pesysibtare HalJlindus ramaptombl
runoTanamyca HapyLaeTcs ropMOoHasbHas 3KCIPeccus HenponenTugoB, KOTOPbIE MOryT CroCOOCTBOBATL Pa3BUTUIO
CYA0POXHOro npuctyna. [pucTynel HACU/ILCTBEHHOIO CMEXa npu ramapTome runotaaamyca MoryT CO4eTarbecs ¢ pas-
JINYHbIMW BeretTatuBHbIMU [POABJIEHUAMMU, MOTOPHLIMU U TICUXUHECKUMUN CUMITTOMaMMU. ﬂpeacraBneHo COOCTBEHHOE
HaﬁﬂiO,HBHMe resiaCTn4ecknx npucTyrnos y B3POCJ10ro MyXX4uHbl ¢ FaM&pTOMOVI runortasamyca, ataribl ANarHOCTUKN n Jie-
YeHUSI, B TOM 4UCIIE C UCI0/Ib30BAHNEM TPAHCKPAHNANIbHOM MarHnTHou ctumynsayun (TMC). [Tocne npoBefeHHOro kypca
BOCCTaAHOBUTE/IbHOU repanun yfajaocb JOCTUTHYTb M10710)XKUTEJIbHON ANHaAMWKN B KOHTPOJ1e Haf 3rnserntTud4eckumm rnpu-
cTynamm.

KnroyeBbie cnoBa
3/714/76/7014}7, resiactn4eckue rnpucTyrbl, ramMmapTomMma rurnortaszamyca, TpaHCKkpaHnasibHas MarHnuTtHasa ctumynayns, Bugeo-
33r.

Ctatbs noctynuna: 30.06.2017 r.; B popabotaHHom Bupe: 25.08.2017 r.; npuHaTa kK nevatun: 06.10.2017 r.

KoH(hnuKT nutepecos
ABTOpbI 3aBNAOT 06 OTCYTCTBUN HEOOXOAUMOCTY PACKPbITUA PUHAHCOBOW NOAAEPXKN NN KOHPNINKTA UHTEPECOB B OTHO-
LWEeHUN AaHHOoN Ny6ankauuu.

ABTOpbI cAeNanu 3KBUBANEHTHbINA BKNa4 B MOATOTOBKY Ny6amKauuu.
LAnsa unTMpoBaHus

Mwuxannos B.A., OpyxuHunH A.K., Wosa H.W., Kopcakosa E.A. Snunencusa ¢ renactuyeckummn npuctynamu u ramaptoma ru-
notanamyca. dnunencus u napokcusmarsnsHble cocmosHus. 2017; 9 (3): 64-72. DOI: 10.17749/2077-8333.2017.9.3.064-072.

EPILEPSY WITH GELASTIC SEIZURES AND HYPOTHALAMIC HAMARTOMA: A RARE CLINICAL CASE
Mikhailov V. A., Druzhinin A.K., Shova N.A., Korsakova E.A.
St. Petersburg V. M. Bekhterev Psychoneurological Research Institute, Saint Petersburg

Summary
Among the various types of epileptic syndromes, gelastic seizures are considered the rarest one. The condition is characterized by
forced laughter and the finding of hypothalamic hamartoma. Gelastic seizures may be associated with temporal or frontal foci of

epilepsy, tumors, tuberous sclerosis, hemangiomas, and infectious lesions, including hypothalamic hamartoma. The tissue of a
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KnuHunyeckun cny4vau

hypothalamic hamartoma is, by its nature, an epileptogenic zone. In the presence of a hypothalamic hamartoma, the expression of
neuropeptides is often disturbed, which can contribute to the development of a seizure attack. Episodes of forced laughter in patients
with hypothalamic hamartomas can be combined with various vegetative manifestations, motoric and mental symptoms. The report
presents a clinical case of gelastic seizures in an adult male with hypothalamic hamartoma, the report includes the stepwise
diagnosis and the treatment with transcranial magnetic stimulation (TMS). After a course of restorative therapy, control of epileptic

seizures has been improved.
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BBeagenue

CpeZn pasnuyHbIX BUMAOB 3NUNENTUYECKUX MPUCTY-
NoB Hambonee peaKUMMW SBNAOTCA renacTu4eckue
npuctynsl ('), xapakTepuayoLwmnecs HaCUbCTBEHHbIM
cvmexom (0,1% cpenu BCeX NaLWEHTOB C 3MuUiencuen).
Bnepsble 3a6oneBaHue 661710 onucaHo A. Trousseau elie
B 1873 1. [1]. JaHHOoe 3a60neBaHne MOXET ObITb CBA3AHO
C PasfNYHbIMWU MPUYUHAMMK, TAKUMW KaK BUCOYHbIE
N No6Hble (PoKanbHble 04aru, ONyxonu, Ty6epo3HbIN
CKepo3, reMaHrnoMbl, 04arn MHMEKLMOHHOT0 nopaxe-
HWS, B T.4. C ramapTomoii runotanamyca. Casb anunen-
TUYECKUX MPUCTYNOB CMeXa C runotanamuyeckon ra-
MapTOMOW BrepBble Oblna AMArHOCTUPOBAHA M ONKCaHA
C.F. List n G.G. Gascon B 1958 1. [2,3]. ABTOpbI Npeano-
NOXWIK, 4TO NPUYMHON [T BO MHOTMX CIydasx ABMAOT-
ca onyxonu B 0611acT NPOMEXYTOYHOr0 Mo3ra. 3Tu
ny6avKauum, NOCBALLEHHbIe Clly4asgM HaCUSIbCTBEHHOTO
CMexa B COYeTaHun C runotanammuy4eckon ramapTomon
NONOXKUNK Havano 6onee AeTasbHOMY ONUCAHWIO OaH-
HOro 3NMNEeNTUYEeCKOro CMHApPOMA.

B HacTosLwee BpeMsa pasinyHbIMM aBTOPaAMU Bblgens-
€TCA HECKOJIbKO BUAOB 3MWencun, acCoLmmpoBaHHOM
¢ npuctynamu cmexa [9]. B 3aBucmmocTun 0T floKanmaa-
LMW NATONOrMYeCKOro NpoLecca BbIAeNA0T aNuIencum,
CBAAI3aHHble C HOBOO6GPA30BAHUAMM TUNOTASTAMUYECKON
nokanusauum (06bI4HO ramMapToMamu) U He CBSI3aHHbIe
C runotanaMuyeckuMu HopoobpasosaHusamm [4-8].

B 3aBUCMMOCTU OT 3TUOSIOrMM 1 NOKAaNM3auuu no-
pa>KeHW roJIOBHOr0 M03ra UMeKTCsA Pasnnyng B Te-
YeHUW 3nuSencumn, accouuMpoBaHHON C renacTuye-
ckummn npuctynamu. lpu ramapTome runotanamyca
XapakTepeH 60Jsiee paHHUA Oe6lT NMPUCTYNOB, KOTO-
pble ONUTENIbHOE BPEMSA MOTYT ABNATbCA €ANHCTBEH-

anunencus n NapokcnamMasibHble COCTOSHUSA

HbIM KJIMHUYECKUM CUMNTOMOM anunencuun. Mpucty-
NMbl KOPOTKME NO AJUTENbHOCTW; HA NepBblii naH
BbIXOAMT HEMPOU3BOJIbHbIA 3NN304 CMexa, 6e3 0T4eT-
NINBOTO CHUXEHUS YPOBHA CO3HaHUA. [pyrue Tunbl
NMPUCTYNOB, KaK NMpasusio, NPUCOeSNHAOTCA NO3AHEe..
C Te4eHMeM BPEMEHU K HUM NPUCOEAUHAOTCH KOTHM-
TUBHbIE U BbIPAXKEHHbIe MOBEJEHYECKNE HAapYyLIeHUS
[9]. TenacTn4eckne NpuUCTynbl NPY BUCOYHOW M N06-
HOW dhopmax 3anunencuy UMerT CBOM OCOOEHHOCTM
TeyeHus 3abonesaHud [10].

lamaptoma runotanamyca (IT) no knaccudukauuu
onyxonen LUHC oTHOCUTCA K BUAY «KWUCTbl W ONyxoJe-
BUAHble 06pa3oBaHus». 3T0 06bLEMHOE 06pasoBaHue
LAPOBUAHON DOPMbI, He CKJIOHHOE K 3KCMaHCUBHOMY
pocCTy, 106POKA4YeCTBEHHOr0 XapakTepa, NnpeacTaBnsio-
ee coOON 04ar 3KTOMWW Pa3JNINYHbIX HEnponopLmo-
HaNbHO Pas3BUTbIX, ManoANdEepPeHLNPOBAHHbIX 3Jie-
MEHTOB TKaHu. o moponornyeckon knaccugukauum
[T cooTBETCTBYET raHrnuountTomMam (L0O6POKA4eCTBEH-
Has ONyxoib M3 3IEMEHTOB CUMMMNATUYECKUX HEPBHbIX
raHrnues, G |, HU3KMIA NponudepaTuBHbIA NOTeHLUKan,
MUHUManbHas apepHasa atunus) [11,12].

Ha [JaHHbIA MOMEHT akTUBHO W3Yy4aeTcs INWUIenTo-
reHHbIn noTeHuman I n ee BAusiHWe Ha natoreHe3 [T1.
Knaccuyeckoe y4veHue 06 anwusiencuy nogpasymeBaet
NMPOUCX0XKAEHNE DOKASIbHbIX MPUNALKOB UCKITHYNUTESTb-
HO B KOpe rosI0BHOr0 M03ra, npu 3TOM TOSIbKO TOPMO3-
Hble 3(p(PeKkTbl 06YCNOBMEHbI BMAHNEM MOLKOPKOBbIX
CTPYKTYp. OfHAKO MHOrue 3neKTpoU3N0NOrmyeckme
N HENPOBM3yaNn3aLNOHHbIE NCCIeA0BaHNS 3a NOCTes-
HUEe [ecATUNEeTUS CBUAETENbCTBYIOT O 3HAYUTESIbHOW
ponu NOAKOPKOBLIX 06pa30oBaHuUii B Havasne anunenTu-
yeckoro npuctyna [13]. OCHOBbIBAACH Ha HeAaBHUX UC-
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CNnefoBaHMaX, MOXXHO roJaratb, 4TO caM NpoLecc cMe-
Xa, MNno-BUOMMOMY, 33aBUCUT OT [ABYX YaCTU4YHO
HE3aBNCUMbIX HEMPOHHbIX NyTei. MepBbIi 3 HUX, «HE-
MPOU3BOMbHbLIN» NN «3MOLNOHANBHO 06YCIOBIIEHHbIN»
nyTb, BKKOYAET B ce651 MUHAANEBUAHOE TeNo, Tafiamu-
4ecKyto, runo- n cy6Tanammnyeckyto 061acT v TerMeH-
TanbHbIA OTAEN CTBONA Mo3ra. Bropoi nyTb, «go6po-
BOJIbHas» CUCTEMA, BO3HWKAET B MOKPbILEYHOW HacTu
NPeMOTOPHON, (OPOHTANIbHON 065nacTu, BedeT 4epes
MOTOPHYH KOPY W MUPaMULHbIA TPAKT K BEHTPasibHON
4acTu CTBOJIA rOSIOBHOMO mo3ra. [o-Bugumomy, atu cu-
CTEMbl W peakuus cmexa KOOPAMHUPYHOTCA «LEHTPOM
cMexa» (KoOpAuHauns B BEPXHWUX LOpcCanbHbIX fapax
wea) [14].

[amapTombl runoTanamyca, 0CO6eHHO KPYMNHbIX pas-
MepOB, MEXaHNYECKW BO3ENCTBYIOT U UCKAXKAKOT MECT-
HYI0 aHaTOMUIO, BKKOYas MaMMUINAPHOE Teno, KOTo-
poe, B CBOK 04epefb, MOXET U3MEHUTbL BO3OYANMOCTb
runotanaMmmyecknx ceteir. AHaTOMMYECKMIA aHaNU3 no-
Kasan, 4To nopakeHusi [T B 06n1acTu TPETbEr0 XXenya04-
Ka 4acTo CBA3aHbl C reflacTU4eckumm npuctynamm [15],
a 60Jiee KpynHble NMOpaXKeHWs XapakTepusyrTcsa CUM-
NTOMATMYECKO reHepanu3oBaHHOW anunencuen [16].
OpHako Hanuyue anunencun y naumeHtoB ¢ [T, no-
BUAMMOMY, CKOpee BCEro B3aMMOCBA3aHO C 0651acTbi0
Hayana nopaxeHusa (3afHUIA runotanamyc B 065nactu
MaMMWUSIAPHOIO Tena), 4em ¢ nnowagbto [17].

HapyLleHrs ropMoHanibHOM 3KCMPeccun Takxe ume-
0T MeCTO B rnaToreHese: Knetku [T akcnpeccupyroT Hel-
ponenTuAbl, KOTOPble MOryT cnOCO6CTBOBAThL CYyLOPO-
ram [18]. TkaHb ramapTombl runotanamyca fno CBoen
npupoae BNSeTCA 3NUENTOreHHONW, 3T0 A0Ka3biBaeT
pag onbITOB. [psAMas anekTpocTumynauusa 8 3oHe ' mMo-
XKET BbI3blBATb TUMUYHbLIE TENACTUYECKME MPUNaLKu
[19,20]. Mpunagkn HacMNbCTBEHHOIO CMexa Npu ramap-
TOMe runoTasamyca MoryT CO4eTaTbCs C BEreTaTuBHbI-
MU NPOSBNEHUAMU (MUApUas, runepemus nuua, auc-
KOMMOPTB3INUracTpumn, Heep>xxaHune Mo4un), MOTOPHbIMM
N NCUXUYECKUMU CUMNTOMAMUA.

B HacTosllee BpeMs OCHOBHbIMU METOA4aMU AuUa-
FHOCTUKKN [T SBNAKOTCA KOMMNbIOTEPHAA U MArHUTHO-
pe3oHaHcHas Tomorpadusa. Ha MPT ramapTtoma onpe-
JLenseTcsa Kak TMMNOWMHTEHCUBHbLIA 04Yar nopakeHus
B T1-pexxmme 1 nNepeMeHHbIi TMNEePUHTEHCUBHBIN
B T2-pexume [21].

[penapaTtammn nepBoro paga npu relacCTUHeCcKomn anu-
nencun 9BASAKTCA BanbnpoaTbl U Kapb6amasenuH. Xu-
pypruveckoe fevyeHne npu ramaptome runoTanamyca
MoKasaHo B ciy4ae 60NbLUNX pa3mMepoB onyxonu (6onee
1,5 CM), TSKENOro Te4eHUs 3Nuiencum C¢ pasBuTrem
3NMNenTUYecKon 3HUedanonaTum WM BblPaXKEHHbIX
3HOOKPUHHBIX HapyLweHwuii [22]. MNosBneHne 6eckapkac-
HOM PagnOXNUPYPrumM Ha OCHOBE JIMHENHOrO YCKOPUTENS
MO3BOJISET WCMONb30BaTb MYyNbTUMPAKLMOHHBIA NOA-
X0/l BMECTO O[JHOKPATHOW 06paboTKKN, KOTOPbIN NpuMe-
HANICA HA CTapbIX PagnoXupypruveckux cuctemax, 4to
no3BosisfeT coepeyb UHTAKTHbIE TKaHW OT BbICOKMX 3(P-
(PEKTUBHbIX [,03.

OfHWM 13 cnoco60B HENeKapCTBEHHOMO JIeYeHUs 3nu-
NEeNncumn B HacTosLLEe Bpems ABMAETCA METOA TPAHCKPaHM-
anbHoW mMarHutHow ctumynaumm (TMC), ocHOBaHHbIA Ha
MCNONb30BAHNMN HU3KOYACTOTHOIO PUTMUYECKOrO BO3LEN-
CTBUSI MarHUTHOMO NOJIA HA SMWJIENTOreHHbIE 30HbI F0J10B-
Horo mo3ra. TMC npegycmartpuBaeT npUMeHEHNe 3neKTpo-
MArHUTHbIX KaTyLleK C MOBTOPANOWMUMUCA UMMNYNbCAMM
Ha HU3KOM YacTOoTe AN BO36YXAEHUS NN UHTMOMPOBAHUS
HelpoHoB. [lpy 3aTtom co3pgaeTcsa 3deKT TOPMOXKEHUS
B KOpe r0oJfIOBHOr0 MO3ra, NoBbILLAETCA YPOBEHb raMma-
aMmmHomacnsaHHon kucnotbl (FAMK), 4to cnoco6eTByert
NpeaoTBpPALLEHNIO 3NUNEenTUYecKoro npuctyna [23].

Ipyrvm meTo40M HeneKapCTBEHHOrO JIe4eHNs anusen-
CUii ABNAETCA HEMPOMOLYNALMOHHAA METOAMKA C UCNOSb-
30BaHNEM MOCTOSAHHOI0 TOKA C MasibIMU 3HAYEHUAMU, TaK
HasblBaeMasi TpaHCKpaHuasbHas  MUKpONonspusauus
(TKMI). TKMI npoBoAMTCA C YCTAHOBKOW MacTUHYaTbIX
3M1eKTPOAOB HA KOXXHYIK NMOBEPXHOCTb FOJI0BbI, B TOYKAX
NnpoeKLnmn o6nacTen roN0BHOMO MO3ra.

Mo paHHbIM nNocCnefHUX UCCNefoBaHWiA, COYeTaHue
B Jle4eHUn y 60NbHbIX 3NUIENCMen TPaHCKPaHUanbHOM
Mukpononapusauuu (TKMIM) n TMC nokasasno cBow ag-
(beKTUBHOCTb B KOPPEKLMMN NMPOSBIIEHUA NCMXONATONO0-
rMYECKUX CUHAPOMOB Y NauUWeHTOB C anunencueir. lo-
NOXUTESNbHLIN Pe3ynbTaT AOCTUraeTcs 3a CHeT pacnaja
paHee CHOPMUPOBAHHBIX BHYTPU- 1 MEXMONyLIapHbIX
HEPOHHbIX B3aNUMOLENCTBUIA B 3NUNENTUYeCKOM o4are
1N hOpMUPOBAHNSA HOBbLIX HEMPOHHLIX CeTei [24].

KinnHunueckui caydan

MauueHT 0., 34 rofa, HaxoaAWICA Ha peabunuTaLMoH-
Hom neveHun B HMINUIMH um. B. M. bexTtepesa B mapTe
2017 r. JuarHo3 npu nocTynfieHnn: «mamonatuyeckas
3MMUNENCUs C H4aCcTbIMMW CMOXHbIMWU (DOHATOPHLIMU 1 afl-
BEPCUOHHbIMW NPUCTYNamu, ¢ BTOPUYHON reHepanmnsa-
LUnen B TOHWKO-KNOHWYECKNE MNPUCTYMbl, YMEPEeHHbIM
KOTHUTUBHbLIM CHUXEHUEM»,

Mpy nocTynneHnm: xxanobbl Ha HacTble NOTEPM CO3HA-
Hua (10-15 pas B mecsy), conpoBoXxaroLwimecs poHa-
TOPHBIMMW MPUCTYNammn (B BULE HENPOWU3BOJIBHOIO, Ha-
CUNbCTBEHHOrO0 CMmexa), ¢ nocnejywuwmm NOBOPOTOM
1 3anpoKnabiBaHWEM FOJI0BbI BMNPaBO M BBEPX, C Aaflb-
HeMWwmMmM NepexosomMm BO BTOPUYHO TeHEpasin30oBaHHbIe
TOHWKO-KNOHUYeckne cygoporn. Co crnoB nauueHTa,
npucTtynam Mornu npeawecTBoBatb 4yBCTBO TPEBOIM
N BHYTPEHHEro AWCKOMJOpTa, WHOTAA BbIPaXXEHHOE
CHWXeHWe HacTpoeHus, cnabocTb, NOBbILEHHAA YTOM-
nsaemocTtb. AHaMHe3 3a60JieBaHNA: CO C/IOB POLCTBEH-
HUKOB, 60neeT ¢ 3 neT, NepBOHa4YanbHO 3ab60neBaHue
nposBNsAno cebs TONbKO B BMAE NPUCTYNOB HENPOM3-
BONIbHOTO cMexa. G 10 nieT BnepBble ObINN 3aperncTpu-
pOBaHbl 3NUNIeNTUYeCKUe NPUCTYNbI (CNOXHbIE MapLm-
anbHble Mpunagku, C BTOPWYHON TreHepanm3aymen).
Mpoxoaunn o6cnefoBaHne 1 fieyeHne No MecTy XXUTeNb-
cTBa B I. EpeBaH, ApmeHusd. lpuynHa 3aboneBaHnsa He-
N3BECTHA. B Te4eHne LINTENbHOr0 BPEMEHMN NpUHUMan
pasnuyHbie NpoTUBO3ANUAENnTUYeckne npenapatbl (M3M)
(6eH3006apbuTan, kapbamasenvH, Banbnpoesas K1cno-
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Pucynox 1. MPT manuenTa ¢ THIOTAIAMUYECKON TaMapPTOMO.

IIpumeuanue. B 2unomanamuiecrori 00Acmu mewcoy Cmoaoami c800a UMAMUINAPHBIMU METIbUAMU BbLABNACTNCS 00PA306AHIE
0BANBHOLL POPMBL, USOUHIMEHCUBHOE C CEDBIM BEUYECIBOM HA BCEX UMIIILCHBIX NOCTIE008AMENHOCAX, Dasmepami 9 X 11 X 6 mm.
IlepugpoKansHblx USMEHEeHULL, MACC-3PPeKmMa Ha NPUNCICALUE CIMPYKNTLYDbL HEM.

Figure 1. Brain MRI scan in the patient with hypothalamic hamartoma.

Note.Around the bhypothalamus, between the columns of the arch and the mamillary bodies, there is an oval formation, iso-intensive
with the gray matter. The formation sized at 9 x 11 x 6 mm appears with all pulse sequences. No perifocal changes or mass effects in the
adjacent structures were seen.
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PucyHOK 2. 9Ol TallMeHTa C TANOTATAMUYECKON I'AMAPTOMOI: NHTEPUKTAIbHAA SNUJIENTHYECKAS AKTHBHOCTD.

IIpumevare. HHmMepuxmansHas, 2eHePanu308anHas SNUICMUPOPMHAL AKMUBHOCHL HA DI 6 Bu0e KOMNACKCOB <UK-BOSHA»
Y RAYUCHNA C 2eNACUNECKUMU NPUCTYNAMU NPU 2UNOMANAMURECKOL 2amapmome. Ha cmandapmioti MOHOnoapHoti cxeme
omeedenuil BUOeH NAMePAIbHbLLL AKUeHM NAPOKCUIMOS.

Figure 2. EEG of the hypothalamic hamartoma patient: interictal epileptic activity.

Note. Interictal, generalized epileptiform activity (‘peak-wave” complexes) in the EEG of the patient with gelastic seizures and
hypothalamic hamartoma.A lateral accent of paroxysms can be seen with the standard monopolar leads.
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PrcyHOK 3. DOI' €O CIEKTPAIILHBIM AHATTM3OM Y IAIIUEHTA C TUTIIOTATAMAYECKON IAMAPTOMON: MHTEPUKTAIbHASA SIAICIITUYECKASA

AKTHUBHOCTbD.

Ipumeuarue. PoOKYCoL NUNMUPOPMHOL AKMUSHOCIU Ha DDI 6 8110e OCMPbX B0H 8 MEOUOOA3ASILHBIX OMOCNAX 1e60L JIOOHO-
BUCOUHOLL OONIACTIU (@), KOMNICKCOB «OCMPAA-MCONLCHHAS 60SIHA» 6 MEOUODA3AIbHBLX OIMOCAAX NPABOL BUCOHUHOLL 00 (4)

U NOBLUUCHMHBLX SHAMEHUL CNEKMPATLHOU MOUGHOCINIU 6 COOMBEMCMEYIOUUX OMmBEedeHusx 6 ouanasone om 0,5 00 8,0 Iy, (8)

Y nayuerma ¢ 2eAcmuMecKUMU PUCIYNAMU NP 2UNOMAAAMUYECKOLL 2aMapmoe.

Figure 3. EEG with spectral analysis in the hypothalamic hamartoma patient: interictal epileptic activity.

Note. Foci of epileptiform activity in the EEG of the patient with gelastic seizures and hypothalamic bamartoma: acute waves in the
mediobasal areas of the lefi frontotemporal region (a), acute-slow wave complexes in the mediobasal areas of the right temporal lobe (b)
increased spectral signals (with the respective leads) at the range from 05 to 8.0 Hz (c).

Ta, gnasenam). C 10 net Ha dpoHe NPOBOAUMOrO Jieye-
HUA — YMeHbLUEHNe 4acToTbl NpucTynos Ao 5-10 B me-
cdu. HeogHokpaTHO nonyyan TpaBMbl B MOMEHT
npucTynos. B 18 net npn o6¢cnenoBaHnm 6bina BbisiBe-
Ha CcynpaTeHTopuanbHas peTpouepebenspHas Kucra.
Ha momeHT 06patLeHns 60nbHO NpuHUMan kapbamase-
nuH 600 mr/cyT. Ha dooHe NpoBOAUMON Tepanuu coxpa-
HAJNINCb 4aCTble CII0XKHblEe MOTOPHbIE NapuuanbHble Npu-
CTynbl, CO BTOPUYHON reHepanusauuen, go 10-12 pas
B MECAL, C HaIn4nem NMpakTUHeCKN eXXeAHEBHbIX rena-
CTUYECKMX npunagkos, Ao 3-4 pa3 B AeHb. AHamHes
XKN3HU: OEpeMEeHHOCTb MaTepu npoTekana Ha (oHe
cTpecca (nNepexuBaHus Mo MOBOAY CMepPTM cTapLlero
CblHa). B wkony nowen no Bo3pacTy, y4nuncs xopowo,
O[HAKO M3-3a 4aCTblX NPUCTYNOB OblIN BbIHY)XAEH Npe-
pBaTb 06y4yeHne. O6pa3oBaHNe HEOKOHYEHHOE Hayanb-
Hoe (6 knacco). XeHart. imeeT gBOMUX [eTell — CblHA
cemMu NneT U A0Yb YeTbipex JieT. He paboTtaeT, nHBanug
| rpynnel. HeogHokpaTtHo nony4van 34YMT npu nageHum
BO BpeM# NpuUCTYNOB C NOTepen CO3HaHUS.
HeBponornyeckuin ctatyc: YepenHole HepBbl 63 rpy-
60# natonoruu. Mape3os HeT. MbILEYHbIA TOHYC N0 HOP-

ManbHOMy Tuny. [ny6okne pedekcbl MOBbILWEHbI,
6onblie Ha Horax, D<S. KoopauHaTtopHbie Npo6bl Bbl-
NOJHAET C NIerKUM NpoMaxuBaHuem cnesa. ucmertpus.
B nose Pomb6epra yctonyme. HyBCTBUTESbHbIX HapyLle-
HUI HeT. DYHKLMSA Ta30BbIX OPraHOB — 663 HAPYLUEHUIA.

Mcuxmyecknii cTaTyc: Ha NepPBbIA NaH BbICTyNawT
NPU3HAKN W3MEHEHWI B JIMYHOCTHO-MOBEAEHYECKON
chepe Ha (poHe ANUTENIbHO NMPOTEKAKLWEro opraHu-
4eCcKoro 3aboJsieBaHnsa. [JaHHble N3MEHEHUS NPOABNA-
I0TCA B BUAE WHMAHTUIBLHOCTUA NIMYHOCTU; KPUTUKA
K CBOEMY COCTOSHMIO M MOBEAEHWIO HeA0CTATO4YHA.
KOrHUTUBHbIE MPOLECChI CHUXEHbI, TEMMN PEYun 3amef-
NeHHbIn. Mpn 06WeHNN MauueHT ynpsam, Kanpused,
6e3blHMUMATNBEH, naccuBeH. Ha Bonpocbl OTBeYaeT
TONbKO B KOHTEKCTE 3afjlaHHOTr0. [laHHble HabnoaeHns
N 3aKJ04eHNE 0 NPU3HAKAX U3MEHEHUI B JIMMHOCTHO-
noBefeHYecKo cdpepe NOATBEPXKAEHbI KITUHUYECKUM
NCUX0JI0rOM OTAENeHUs.

Mpn NpoBeAeHUN MArHUTHO-PE30HAHCHON TOMOrpa-
oum ronoBHOro moara B AgumHamuke ot 21.02.2017 r.
B CTAHAAPTHbIX MMNYNbCHBIX Noc/iegoBaTenbHOCTAX SE,
FSE n FLAIR B T1- n T2-B3BeLLUEHHOM N306paXKeHUN B aK-
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PI/ICYHOK 4. 9O manueHTa C TMNOTAIAMUYECKON I‘LlM;lpTOMOI;I: HIKTAJIbHAA IMUAJICIITUYCCKAA AKTUBHOCTD.

HpumeltaHue. HKxmanvrasn, SNuienmuveckasn aKxmueHoCns 8 8Uoe

2eHePANIUI0BAHHBLX NUKOB, COﬂpOBO)fC@bZSWﬂﬂ

2eHEPANUIOBAHMBILL MOHUKO-KIIOHULECKULI CYOOPONCHBILL NPUCIYN Y NAYUEHMA C 2UNOMANAMUMECKOL] 2AMaPMOMOLL. 3anich

uckaxcerna apmegjaxmamu OM MbUUCHHOLL AKMUBHOCIL.

Figure 4. EEG of the hypothalamic hamartoma patient: ictal epileptic activity.

Note. Ictal epileptic activity: generalized peaks developing simultaneously with a generalized tonic-clonic seizure. The record is distorted

by artifacts from muscle activity.

CnanbHOW, KOPOHAPHOM U carMTTanbHON NPOEKLUAX OT-
mevatotcs: MP-npu3Hakm ramapTtoMmbl runotanamyca
(pume. 1), HepaBHOMEpPHOE paclUMpeHne Wwenei cybapax-
HOMJaNbHOr0 NPOCTPAHCTBA KOHBEKCUTANIbHOW NOBEPX-
HOCTV MOMYLUAPWIA FOTOBHOTO MO3ra, KACTa LWLWKOBWA-
HOW >Xenesbl (3 MM B JuameTpe).

Mpn nposegeHun TenemeTpuyeckoro 33M-MOHUTO-
puHra (ot 21.02.2017 r.) BO Bpems cHa n 604pCTBOBAHNSA
HabM4anncb reHepannu3oBaHHble, Yalle C aKUEeHTOM
B 3a4HWX 0TAeNax, YeT4ye TO B JIEBON JIOOHO-BUCOYHOMN
o6nacti, TO B MPaBOi BMCOYHOW A0sie, NAPOKCU3MbI
KOMMEKCOB «MUK-BOJIHA», «OCTpas-meaNieHHas BOM-
Ha», OCTPbIX BOJH, ANUTENbHOCTLIO A0 1,5 ¢, aMnAunTy-
non go 240 mkB. Mocne npoby>XaeHnsa pasBuics cyano-
POXHbIA NPUCTYN, BO BPeMs KOTOPOro permcTpupoBa-
NUCb TeHepann30BaHHbIe OCTPbIE BOMHbI, 3aTEM — MUKK
N KOMMEKChbl «MHOXXECTBEHHbIN MUK-BONHA» aMMANTYy-
fon no 1100 mkB, 06Lwel 4INTENbHOCTLIO 0KOJI0 1 MUH.

Takum 06pa3oM, BbIsIB/IEHbI CNeayoLne HapyLweHus
6103NeKTPNYECKOI aKTUBHOCTI FOJIOBHOIO MO3ra:

1) yacTas WMHTepuKTanbHas INUIenTUOPMHasa ak-
TUBHOCTb C (POKYCOM B Meamo6asanbHbIX OTAeNax
TO NeBon NO6HO-BMCOYHOW 061aCTK, TO NPaBOM BUCOY-
HOM [0NKW, pacnpoCTPaHEHMeM Ha COOTBETCTBYHLLME
nonywapus (60nbLUe HA UX TEMEHHO-3aTbINI04HbIE 30HbI)

anunencus n NapokcnamMasibHble COCTOSHUSA

N BTOPUYHbIM BOBJIEYEHMEM CTBOJIAa M0O3ra, B 60JbLUEN
CTeneHn Ha Me33HLUedanbHOM YpOBHe (puc. 2, 3);

2) reHepanun3oBaHHas NKTanbHas anuienTuyeckas ak-
TUBHOCTb C 3aWHTEPECOBAHHOCTbLIO CTBOMA MO3ra, COmnpo-
BOX[aBLLUAS reHepanM30BaHHbIA TOHWKO-KITOHUYECKUIA
CYOOPOXXHbIA NPUCTYN C NOTepei CO3HAHUSA, Ha4aBLUMIACA
C NOBOPOTA rOJSIOBbI BMpaBo, ANINTENbLHOCTbIO 0KONo 1
MWH., Pa3BMBLUMIACA NOcJie NpobyxaeHus (puc. 4).

Jlokanusauma naTtonorn4eckon akTUBHOCTM YTOYHe-
Ha Ha MOANULMPOBAHHON MOHOMNONSIPHON CXEME OTBE-
JEHWI C NPUMEHEHNEM YCPeAHEHHOr 0 aniekTpoaa. Crek-
TpanbHas MOLLHOCTb NpeAcTaBsieHaB popmMme Tonorpamm
Pa3NMnYHbIX YaCTOTHbIX MaNa30HOB, BbipaXeHa B MKB2.

Mo>xHOo coenatb BbIBOA O TOM, 4TO CCDOPMUPOBAHO
[1Ba 3NUIenTUYecKnX ooKyca, B paBHOW CTeNeHn DYHK-
LMOHANbHO aKTUBHbIX. BTOpnyHas 6unatepanbHas CuUH-
XPOHU3aALMS BblpaXKEHHas.

MposeaeHHoe neyveHwe: M3l (kap6amasenuH 700 Mr/cyT.,
MPOJIOHrMPOBaHHAA d)opmMa BanbMPOEBON  KUC/OTbI
1500 mr/cyT.); HeiipoTpodryeckas 1 HelMpoONpPOTEKTUBHASA
Tepanusa (B/B: XonuHa anbocuepar; B/M: 3TUIMETUNITU-
APOKCUMUPUANHA CYKLMHAT, MOAUNENTUAbl KOPbI rOJ10B-
HOro MO3ra, AenpoTeMHN3NPOBAHHbLIN AepnuBaT KPOBU Te-
JIAT); NPOTMBOBOCNANMTENbHAA U NPOTUBOOTEYHAA Tepa-
nus (LekcameTasoH, MHO3UH, MarHesnn cynbdar).

www.epilepsia.su
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PucyHOK 5. DOI' maniueHTa ¢ rTMnOTATaMAYECKON FAMaPTOMOU ITOCJIE TPOBEACHHOTO JICYCHHUS.

Hpu/weuaHue. Ocraonenue SHHﬂean¢OpMHOZZ AKMuUBHOCMIU NOCJ1e KOMNACKCHOLL mepanuiy navueHma ¢ 2eaacmu4eckKumiu
npucmynamu npu 2UNOMANAMUYLECKOTLL 2amapmonme. Ocmpue BOJIMBL CMAHOBAMCA CIEPMbIMIU, aMnﬂumy()a NapoKcU3Mos

CYUeCmeeHHO CHUNCACINCA.

Figure 5. EEG of the hypothalamic hamartoma patient after treatment .

Note. The epileptiform activity diminishes following complex therapy: the acute waves smoothen and the amplitudes of paroxysms

decrease significantly.
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PucyHOK 6. [IUHAMUKA BHIPAKEHHOCTH MTAPOKCHU3MAIIHOL
AKTUBHOCTH Ha OIT 1OJ] BIUSAHUEM KOMIIJIEKCHOHN TEPATINU
y HALMEHTA C I'eJIACTUYECKUMU IIPUCTYIIAMU IIPU
TUIOTATAMAYECKON [AMAPTOME.

Ipumeuanue.Ilo ocu abcyucc — 0ama npoeeoeHus
UCCNeO0BAHILLL, N0 OCUL OPOUHAIM — UHMEZPALLHbLL
noxasamens napoxcusmanviioli axmuerocmu (I114) 6 y.e.

Figure 6. Effect of the complex therapy on the severity of
paroxysms (per EEG) in the patient with gelastic seizures and
hypothalamic hamartoma.

Note. The abscissa — dates of the tests, the ordinate — the integral
index of paroxysmal activity in arbitrary units.

MpoBoauncs Kypc TpaHCKpPaHWaNbHOW MUKPOMOSIA-
pusaumm no «AedoNTHOMY afiropuTMy» Ha CTOPOHE
ovyara. Pexxum npouenypbl: NOCTOAHHLIA TOK CUON
200 mMKA; akcno3uumns — 30 MUH., 4acToTa — O[iHA NPO-
Lueaypa eXXeaHeBHO, Kypc — 2-HeAenbHbIi unkn. Pac-
NOJIOXKEHNEe 3NEKTPOAOB: aHOoAbl B Tovkax T3 u 01,
katon — P3. lMpu faHHOW Cxeme pacnosioKeHUs asek-
TPOAOB  MWUKPOMONAPU3ALWOHHOMY  BO3[EWCTBUIO
B HaubOJbLUEN CTeNeHN NOABEPratTCca MUHAaNeBn -
HbliA KOMMJIEKC ¥ XBOCTATOE AAPO (CTPYKTYPbI «aHTU-
3NUNenTUYeCKOW CUcTeMbl» rofioBHOro mosra). TMC
nposogunack Ha npuéope «MC-HenpocodTt» co cne-
AylwnmMmn napameTpamu: To4ka Bo3paeincTtsua Cz,
80% ot BMO, 4yactoTa Bo3genctsusa — 1 I'u, putmuye-
CcKkuin pexum, 30 MUH., 0ANH pa3 B AeHb, 00LLEe KO-
yecTBO npouenyp — 15

[Mocne NpoBefEHHOrO NIeYeHUS BbIMOJIHEHA MOBTOP-
Has 93l (01 10.03.2017 1.), Ha KOTOPOIA BbISIBIIEHA NAPOK-
cu3ManbHas akTUBHOCTb CTEPTOro aNUNenTUuOPMHOro
XapakTepa C akLeHTOM TO B rmy60KUX OTAenax nesoro
nonywapus, To B NpaBoin N06HO-NepeaHEBUCOYHON 06-
nactm n 3NU30AMYECKUM, BTOPUYHBIM BOBJIEYEHUEM
CTBOJIAa MO3ra

Mo cpaBHeHMto ¢ 33M-MoHUTOpUHIrom oT 21.02.2017 1. —
NONOXMUTeNbHAA ANHAMUKA B BUAE YMEHbLUEHNS Bbipa-

AaHHan nHTepHeT-Bepcus ctaTtbu 6bina ckauaHa c cauta http://www.epilepsia.su. He npegHazHa4eHoO AN UCNONbL30BAHUA B KOMMEpPUYECKUX LiensiX.
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KnuHunyeckun cny4vau

)KEHHOCTU NapoKCW3MOB Mo amMnauTyae u opme BOJMH
(punc. 5). PaHee BbigBNABLUMECA (DOKYCbI 0C/1AbnATCA
[10 aKL,eHTOB.

[nHaMunka BbIpa>KeHHOCTY NapoKCU3ManbHOM aKTUB-
HOCTW NpeAcTaBieHa Ha pUCYHKe 6.

Mpn pacyeTe y4nTbIBANUCH: MAaKCUManbHasa aMmninTy-
[la NapoKCM3MOB, UX ANIMTENIbHOCTb, YacTOTa NOABJIEHNA
A B COCTOAHNM NOKOS 1 NPU DYHKLUMOHATBHbIX HArpy3-
Kax, BONIHOBas CTPYKTypa. Kaxaomy n3 aTux nokasaTe-
new B 3aBUCUMOCTH OT UX BEIMYUH 1 XapakTepa npucea-
MBasics OnpefesieHHbI Bec. 3Ha4yeHMsA nokasartens
onpeaensanucb no 10-6anbHON WKane B YCNOBHbIX eAu-
HULAX, UCX0AS M3 COBOKYMHOCTM BECOB BbILIEOMNMNCAH-
HbIX napameTpos [A.

3a nepuof rocnutann3aumm JOCTUTHYT MeaUKaMeH-
TO3HbIA KOHTPOMb Haf npucTynamu, obuiee COCTOSAHNE
nauueHTa yny4wmnocs. MayneHT BbINUCaH B yA0BETBO-
pUTEIbHOM COCTOSAHUM C AWATHO30M: «ramapTomMa runo-
Tasamyca. CumntomaTmyeckas anunencus, ¢ HacTbiMu
reflacTU4ecKUMM, CNOXHbIMU DOHATOPHLIMU 1 afBep-
CVWOHHbIMW MPUCTYNamMu, ¢ BTOPUYHOW reHepanmaaumnen
B TOHWKO-KNOHWYECKNE, C YMEPEHHbIM KOMHUTUBHbIM

aecnumtom [G40.3]». B pe3ynbrate nNpoBeAEHHOr0
MepBOro Kypca BOCCTAHOBUTEJIbHON Tepanum AOCTUTHY-
Ta onpejeneHHas NonoXnTenbHas AUHAMUKA B KOHTPO-
Jie Haf SNUNEenTUYeCKMMU NPUCTynamu.

3akarodeHue

lenactuyeckne npunagku SBAAKOTCA PESKUM BULOM
KJTMHUYECKMX NaPOKCM3MOB MPW 3MUIENCUN 1 Yallle BCe-
ro acCOUMMPOBAHbI C HaNM4YMeM ramapToMbl runoTana-
myca.

Ha faHHbIn MOMEHT OTCYTCTBYHOT aHHble 06 adhdhek-
TuBHOCTM npumeHeHuss TKMI, TMC u ux co4yeTtaHus
B KOMMJIEKCHOM Tepanum renacTn4eckomn anunencum.

BnepBble nNpoBefAeHHOE KOMMIEKCHOE BOCCTAHOBM-
TenbHoe neyeHue ¢ wmcnonb3oBaHmem TMC u TKMI
y 60/1bHOTO C ramapToMON runoTtanamyca u cumnToma-
TUYECKOWN 3nunencrien ConpoBOXAanoCb OTHETIMBbLIM
3P PeKTOM: KOHTpONieM Npunagkos, peaykuuen anu-
nenTudOPMHON aKTUBHOCTM Ha Q3.

Llenecoo6pa3Ho panbHenwee uccnepoBaHue ag-
dekTusHocT TKMI, TMC npu nevyeHun pasnnyHbix
dopm anunencuum.
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