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B pabore npeacrapiaeHbl HaudoJIee 3HAYMMbIe aCNIEKTHI COBPEeMEHHOI Tepanuu (POKAJIBHBIX (OPM MUJICIICHH ¢
OoTpakeHHMeM II0JIX0la K TepanmuM JNWJIeNCHH, HANPABJEHHOr0 Ha MNoOAJep:KaHHMe COLMATBLHOIO
(PYHKIMOHMPOBAHHUS H KayecTBa KU3HH 00JbHBIX. [Toka3aHo, 4TO MPOTHBO3NUIENTHYECKHE NPENapaTbl HOBOI'0
NMOKOJIeHHs NMPHU (hoKaJIBLHOIN SMMICNCHH MO3BOJISIIOT JIyYllle NMepeHOCHTh M WHAMBHAYAIM3HPOBATH JieUeHHe.
CoBpeMeHHbIe HHANBHIYATU3HPOBAHHBIE MOAX0/bI K TEPANMH MUJIENCHH 0CO0EHHO AKTYAJILHbI NPH JeYeHHH
pedpaKkTepHbIX K MeIUKAMEHTO3HOMY JIeYeHUI0 NanueHTOB. YacTo Ha (oHe JieyeHUs! Y 00JIbHBIX 3NMIIeNCHel
Pa3BUBAIOTCSl PACCTPOiiCTBA HEPBHO-ICHXHYeCcKOro xapakrepa (50%0), koTopsle ciaeayer audpepeHHPOBATDH €
KJIMHAYEeCKUMH NMPOSIBJICHUSAMH 3a00JieBaHusl. PHCK MX BO3HMKHOBEHHSI OTMe4YaeTcs NPH NPUMEHEHHH MHOTUX
AHTHINWIENTHYEeCKUX NpenapaTtoB. HepBHO-ncuxuyeckue HApPyIIEHHsS MOIYT OBbITH 3aMe4deHbl y OOJIBHBIX
MWJICNCHell yike 4Yepe3 HeaeJl0 mocjie Hayajga Tepanuu. He Bcerga JieyeHMe NPOTHBOIMWJIENTHYECCKHUMH
npenaparaMm IoKa3bIBaeT CBOI0 3(PPeKTUBHOCTD, YTO TpedyeT NMPUMEHEHHs] HOBBIX MOAX0J0B B KOMILIEKCHOM
JIeYeHNH NMalMeHTOB, B TOM 4YHcJie BHePeHUS IPYTUX MeTO10B JedeHus. Boicokylo 3(peKTHBHOCTE B J1e4eHUH
U MpoQUIAKTHKe MPUCTYNOB MOKA3aJIM XHPYPruueckoe jJe4eHue, a TaKk:ke MpUMeHeHHe KeToreHHoi auernl. Mx
HCNOJIb30BaHUE MOKeT He TOJbKO CHU3UTh YaCTOTY NPUCTYNOB, HO U COKPATHTD 3aTPAThI Ha JeYeHHUe.

KiroueBble ciioBa: aMuUIeNcus, Tepanus, mpoTuBodnmientuieckue npenapatsl (I131I1), papmakope3ncTeHTHOCTS.
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The literature review presents the most significant aspects of modern therapy of focal forms of epilepsy, with the
rationale for an approach to epilepsy therapy aimed at maintaining the social functioning and quality of life of
patients. It has been shown that new-generation antiepileptic drugs for focal epilepsy allow better tolerance and
individualization of treatment. Modern individualized approaches to the therapy of epilepsy are especially
relevant in the treatment of patients refractory to drug treatment. Often, during treatment, patients with
epilepsy develop neuropsychiatric disorders (50%), which should be differentiated with clinical manifestations of
the disease.The risk of their occurrence applies to many antiepileptic drugs. Neuropsychiatric disorders can be
noticed in patients with epilepsy as early as a week after starting therapy. Treatment with antiepileptic drugs
does not always show its effectiveness, which requires the use of new approaches in the complex treatment of
patients, including the introduction of other methods of treatment. Surgical treatment and the use of a ketogenic
diet have shown high efficiency in the treatment and prevention of seizures. Their use can not only reduce the
frequency of attacks, but also reduce treatment costs.

Keyword: epilepsy, therapy, antiepileptic drugs (PEP), pharmacoresistance.

QdokanbHasg DJMOWIETICUS SIBIsIETCs Haubosee pachpocTpaHeHHOW (opmoit snuiencuw,
KOTOPO# cTpazaroT okojio 30 MitH venoBek BO BceM mupe [1]. TIpu mpoBeeHnu TepaneBTHUECKUX
MEPOTPUSITHI TIPU JICUEHUU OOJILHBIX SIUJIETICHEH OCHOBHOW AaKIIEHT CHeNaH Ha YIy4IIeHUU
COIMAILHOTO (YHKIIMOHUPOBAHUS W KauecTBa >KU3HU OONBHBIX »mmiencueit [2—4]. Omnako
CYILIECTBYIOT BOIIPOCHI OTHOCHUTEIBHO TOTO, KAKWE€ METOJAbI JICUCHMS DIUJICIICHH, a TAaKKE KaKue
npoTuBodnHIenTryYeckue npenapatsl (I1DI1) SBIAOTCS HAMIYYIIUMH BapUaHTaMHU TPU TEPAIHH
(hOoKaTbHOM ATUIICTICHH.

[{enb paboOTHI: aHANTU3 TAHHBIX JTUTEPATYPbI, TOCBSIIEHHBIX COBPEMEHHBIM MPECTABICHUSIM
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Onuiencusi — 3T0 MHOTOTPaHHOE 3a00JeBaHME, MO3TOMY B KOMIUIEKC TEpareBTUYECKUX
MEpPONPUATHIA BXOAAT (dapMakoTepanus, AWeTa, XUPYPrUUYeCKUe METOJbl JIEYeHHs U Jp.
[TpoTuBOSIIMIIENTUYECKAsT TEpanusl OJDKHA OBITh HampaBlieHa Ha JIOCTHIKCHHE KOHTPOJIA Hal
IPUIIAJKAMH, YTO MPEAIOJIAraeT: CHI)KEHUE YaCTOThl BOSHUKHOBEHUS IIPUCTYIIOB, COKpAIllEeHUE UX
JUINTENILHOCTH, JIOCTHXKeHue peMuccuu. CorjlacHO peKoMeHAauusM MexXayHapoJHOW JIMIu IO
6oppbe ¢ smunencueit (ILAE), npenapatamu nepBoil ouepead B MOHOTEpAanuH NMpH (OKATIBHON
SMHUJIETICUM Y B3pOCHBIX SIBISIOTCS KapOama3eMuH, (PEHHUTOWH, JIEBETHpAaleTaM, 30HUCAMHUI H
npemnaparsl BanblnpoeBoit kuciaotel [5]. B pexomenmanmsax NICE 2012 r. wasxauenus I[1211
IIPUBEJCHBI B COOTBETCTBUM C TUIIOM NpHUNAAKoB. Tak, npu ¢okanbHbx npunaakax [13I1 nepsoii
IpyIIbl BbIOOpaA SBIAIOTCA BalbIIPOEBas KUCIOTA, JAMOTPHKUH, JIEBETHpaleTaMm, Kiobaszam,
OKcKap0Oa3enuH, B KayecTBe IOMOJHUTENbHBIX [IDIl  pekoMeHIOBaHBI: BaJbIIPOEBasl KUCIIOTA,
rabaneHTuH, Kj100a3aMm, JJaMOTPUKHH, JIEBEeTHpalleTaM, OKCKapOa3enuH, TonupaMar, nepamnaHesn,
sciukapOazenuH [6]. BambmpoeBass kuciora 00nanaeT yYHHKaJIbHBIMH CBOMCTBAMH —«IIMPOTa
JCUCTBHS — MUILICHBY [7].

B mHacrosmiee BpeMs MeIMKaMEHTO3Has Tepamnusl SMUIENCUM JOJDKHA CTPOUTHCA 10
panMoHanbHO MoAO0OpaHHOM cxeme. [IpoTuBosmMIIENTHYECKHE Mpenaparsl  MOAOUpaIOTCS
WH/IMBUYyaJIbHO, CO CTPOrOM OpHEeHTaluell Ha MalueHTa. Y YUThIBAIOTCS 10, BO3PACT NalUeHTa,
XapakTep SHIISNTHYECKHX MPHUIIAAKOB, 4YacTOTa MPHUCTYIOB, IUTEIBHOCTh 3a00JeBaHus,
COITyTCTBYIOIIME 3a00JIEBaHUS; TAK)K€ BAXHO NPUHUMATh BO BHUMAaHHE 00pa3 JKU3HU YEIOBEKa U
ero cooctBeHHble npeanoutenus [8, 9]. [lokazaHnneMm K Ha3HAYCHUIO CTAPTOBOW TEpPAIUU SBIISCTCSI
MOCTAHOBKA JIMarHO3a SMUJIETICUU WU SIS THYECKON HIIe(aTonaTHH.

3HAYUTENbHYI0 pOJIb B PACUIMPEHUH 3HAHMW O BBIOOPE ONTHMAJIBHOTO JIEUEHHS MpH
(boxanbHBIX (pOopMax AMUIEIICUU MOTYT UTpaTh cpaBHUTENbHbIE HccaeaoBanus [1911 mexnay coboii.

B cucremarnyeckoM 0630pe CpaBHUIM OTHOCHUTENIBHYIO MEPEHOCUMOCTh BCEX JOCTYIHBIX
I13I1 pns MoOHOTEpanuu BceX THUIIOB SMMJIEICHU, a Takke UX 3(PPEeKTHUBHOCTb B MOHOTEpanuu
¢dbokanpHOM smuiencuu. KnobOaszam, neBeTupareram, JIAMOTPHUIKUH, OKCKapOa3enuH, CyJIbTHAM,
TONMpPaMaT U BAJIBIPOAT UMENH JTy4line Npopuin 3pPEeKTUBHOCTH U HE IEMOHCTPUPOBATIHN SIBHBIX
OTJIMYUI MO CpaBHEHMIO C KapOamaszenuHoOM. TeMm He MeHee Mpu MpHeMe KapOaMmasenuHa BbISIBICH
HauOONBIIMKA PUCK BOSHUKHOBEHMS TSKENBIX MOOOYHBIX PEAKIMH, B TO BpeMs Kak JIAMOTPHJKHH
uMeI JIyqIuid npo@uiib 6€30MacHOCTH U MEePEeHOCHUMOCTH. BBIXOJ ManueHToB U3 MCCIeA0BAHUS
u3-3a MOOOYHBIX peakuui ObLT 00ycioBiaeH mnpueMoMm kapbamazenuHa (81%), 3a KOTOpBIM
ciepoBanu cynbtuam (60%) u knob6azam (51%). Takue mnpemaparbl, Kak JieBEeTHpaleTaMm,
JAMOTPUKUH, OKCKapOa3emnuH, CydbTHaM M TONHMpamar, CJleIyeT paccMaTpuBaTh B KayecTBE
OCHOBHBIX IIpEmapaToB MpH MOHOTepanuu (OKaTbHOM  SHWIENCHUH, TOCKOJIbKY  OHHU
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3aboseBanus. CBoro 3(pPeKTHBHOCTD MoKa3aau U Tpagunuonneie [1211 (kapbamasenun, Ki1o0a3am
Y BaJIBIIPOAT), HO OHU YCTYHAJIX I10 ITOKA3aTEeNI0 IEPEHOCUMOCTH. JIaMOTPUIKUH MOKa3aJl JIydIIni
npopmib TMEPEeHOCUMOCTH, YTO TIO3BOJSIET MPEANOJIOXKHTh, YTO OH MOXET OBITh CaMbIM
ONTHMAJIbHBIM IPErapaToM JJis JieueHHs (HOKaTbHOU SMUIICTICHHU Y IeTel u B3pocibix [10].

KoMIu1aeHTHOCTE IpH JOJITOBpEMEHHOM Hcnoiab3oBaHuu 11911 y manuenToB ¢ snunencuei
BO MHOIOM ONpEICIsieT CTa0WIbHOCTh jgocTurayroro ycmexa [11]. CoriacHo pe3yiabTatam
MPOCTIEKTUBHOTO KOTHUTUBHOTO UCCIIEIOBaHMS, TI0 CPAaBHUTEIBHON 3((HEKTUBHOCTH JIOJITOCPOUHON
MoHoTepanuu maThio [IDI1 (kapbamazenmHOM, BaJbIIPOATOM, JAMOTPUKHMHOM, TOIMHPAMaTOM,
oKkcKkap0a3enuHoM) npu (OKAIbHON SMHUIENICUU Y B3POCIBIX MAUEHTOB JIAMOTPUIKUH TOKa3all
Tyqmryro 3QQeKTHBHOCTh MO CpaBHEHUIO ¢ BaiblpoaTroM. OctanbHble [1311 OblIM SKBUBaJIEHTHBI
[P OLIEHKE JOJTOCPOYHBIX PE3yJIbTaTOB JIEUEHUS IPU MOHOTEpANUH B3POCIBIX IALUEHTOB C
dboKanbHON SMUiienicuel B KIMHUYECKOW mpakTuke. [Ipy Ha3HaueHWH MPOTHUBOAMIICITUYECKON
Tepanuu JaHHBIM NaIlMeHTaM CPeAH MpernapaToB MepBOM JIMHUU JTaMOTPHUIKUH ABIISETCS Haubosee
s dextuBHbM; apyrue 1911 uccnemyeMoil TPyl SBISIOTCS PE3EPBHBIMH B MEPBOM JIMHHH, 3a
UCKJIIOYeHUEeM Babiipoara [12]. JIaMOTpUKUH U JIEBETHPALICTaM SIBIISIOTCS IIpernaparaMu BeIOOpa,
KOTJa YYUTBIBAIOTCS 3 HEeKTUBHOCTD, Oe30macHOCTh U nepernocuMocth [13]. TIpenapaTom BbiOOpa
TaKXKe SIBISETCA 30HHCAMUJ — ero 3(pPeKTUBHOCTh He ycTymaeT 3PPEeKTUBHOCTH KapOaMaszemnuHa
[14].

B HeckonbKUX paHI0MU3HPOBaHHBIX HccienoBanusax S.L. Moshé, E. Perucca, Ph. Ryvlin, T.
Tomson cpaBHuBanack 3()PEKTUBHOCTH MPOTHBOSMUICNITUYECKUX TMPENapaTtoB HOBOTO U
IIPEIBIAYIIErO MOKOJEHUI B JICYEHUH BIIEPBBIE AMATHOCTHPOBAHHOM 3MUJENCHU. B uccnenoBanuu
MPUHSUIN ydacTue 2437 malnueHToB ¢ IByMs WK Oosee CyJOpOKHBIMU MPHUIIaJKaMU B aHAMHE3€E 32
MocJieIHui Tof. B rpyrmme uccienoBaHus OLIEHMBAINCH B OCHOBHOM TMAaIllMEHTHI ¢ (POKAIBHBIMU
npunajakaMmy. MccnenoBarenu OTMETHIIM, YTO BO BpPEMs JICUEHUS JJaAMOTPHUIKUH TI0Ka3ajl BBICOKHE
pe3yJbTaThl 10 CPABHEHHUIO C TAKMMHU IIperapaTamMu, Kak kapoaMasenuH (oTHoIeHue puckos 0 ¢ 78,
95% AN 0 » 63-0 « 97), raGanentud (0 * 65, 0 « 52-0 « 80) u Tonupamar (0 * 64, 0 ¢ 52- 0 = 79),
OJIHAKO CTAaTHUCTUYECKU 3HAYUMOTO YJIYYIIEHHUS 10 CPABHEHMIO C OKCKapOa3eNnMHOM BBISBICHO HE
66110 (1 * 15, 0 « 86-1 * 54). [IpenmyiiecTBO TaMOTPUIKUHA 110 CPAaBHEHHIO C KapOamMa3elnuHoM, B
OCHOBHOM, OIpeNeNseTcss OTCYTCTBUEM MOOOUYHBIX 3¢ ¢eKToB y OoNbIIMHCTBA ManueHToB. [lpu
aHaJIu3€ B COOTBETCTBUHU C IPOTOKOJIOM BBISBIEHO PaBHOE KOJMYECTBO MAIMEHTOB B IpyMmax
00JIbHBIX, MPUHUMABIINUX JIAMOTPUKUH M KapOaMasenuH, AOCTUTIIUX |2-MecsSYHOH peMuccuu
cycTs 2 roja MOCi€ paHJAOMU3MPOBAHHBIX HUCHBITaHUN. [[Ba Apyrux paHIOMHU3MPOBAHHBIX
UCCIIEIOBAHMSI C ABOMHBIM CIIEMBIM KOHTPOJIEM, B KOTOPBIX J03UPOBKA MpenapaToB ObL1a TMOKOIA,
HE BBISIBUIN CYIIECTBEHHBIX pa3inuuil B 3pdexTuBHOCTH Min nepeHocumoctu Mexay 1311 HoBoro
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nepBoM ciydae y 173 (73%) u3 237 nanueHToB, nojiydaBmnx gesetupaneram, u 171 (73%) uz 235,
MOJTy4YaBIIUX KapOamasenuH, Npunajku ObLIM KYIMUpPOBaHBI B TeUeHUE 6 MecsleB U Ooiee mocie
IprieMa MoCJIeTHEN 1036 (CKOPPEKTUPOBAHHAS a0COMIOTHAS pasHuIla B mporopiusax 0,2%, y 95% —
ot 7,8% 10 8,2%); ornanenHsie pucku mo0ouHbIX 3P dekToB coctaBmin 14,4% npu ucnoab30BaHUU
neBetupanerama u 19,2% — kapbamazenuna. Bo BTropom uccienoBanuu y 177 (79%) uz 223
OOJBbHBIX, NMPUHUMABIIUX 30HUCamua, u 195 (84%) w3 233, npuHMMaBmKUX KapOamaseruH,
HaO0IIt01aach PEMHUCCHUsS IITUTEIBHOCThIO 26 Hemenb u Oosee (B cpenneM Ha 4,5%, ot 12,2% no
3,1%); nons ornaneHHBIX pUCKOB cocTtaBmia 11% mnsa 3onucamuna u 12% s kapbamaszenuna. B
TpeTbeM JBOMHOM CJEMOM HCCIEJAOBAaHWM TAIlMEHTOB C BIIEPBbIE JAUAarHOCTUPOBAHHBIMHU
OYaroBbIMM IPUCTYIAMU JOCTH)KEHUE 6O-MECAYHOM pPEMHCCHUM OTMEYAJIOCh pPEXE IpHU
UCTob30BaHuu mperabanmuna (52%), uyem mnamorpumkuHa (68%); pasHUIlAa B MPOMOPIUSIX
no3upoBku —16%, y 95% AN —24% no —9%, HO 3TH pe3ynbTaThl CleAyeT UHTEPIPETUPOBATH C
OCTOPO’KHOCTBHIO, MOTOMY YTO MPOJOJDKUTEIBHOCTh HCCIENOBaHMsS ObUla HENOCTATOYHON JUIs
JONYILEHUS ONTUMHU3ALMU JI03bl, HPU OTOM MPUCTYIBl COXPAHSVIMCh HAa MHMHHUMAaJIbHOU
nojnepxuBatonieit no3e (150 mr/cyr nperadanuna, 100 mMr/cyt namorpupkuna) [15]. Ananusupys
OIHCaHHbIE JaHHBIC, MOXKHO 3aKJIIOUUTh, YTO MPHU JICYCHUH OOJIbHBIX C (POKATBHBIMH MPUCTYIAMHU
s dexruBnbl kKak [I13I1 HOBOrO MOKoNeHus, Tak U Tpaauronusie [1911, HO Kax bl U3 IpenapaToB
HOBOT'O IOKOJICHUSI UMEET CBOM OTJIMYHBIM MPO(UIL C OTCYTCTBUEM HMHIYKIHMH (PEPMEHTOB, 4YTO
MOJITBEPKIACT UX MPEHMYIIECTBA B TEPANICBTHUECKOM IIPOIIECCE Y TaHHOU TPYIIIBI OOIBHBIX.

Xoporryto 3¢GheKTUBHOCTh B JICUSHHH SMuiIencur nokasanu Hoseimue [1911, Takue kak
OpuBaparieraM U Iepammasen, sciaukapOaszenuH [16]. BpuBapaneram sBisieTcs HTPOU3BOIHBIM
JieBeTHUpaleTaMa u ero 0e30MacHON albTEPHATHBOW, OCOOCHHO y MAI[MEHTOB C TMOBEJACHUYECKUMU
noOoOYHbIMU 3(]dexTamu, Takke OH 3(P(PEeKTUBEH B KauyecTBE JOINOJHUTEIbHOW Tepanuu Mpu
HEKOHTPOJIMPYEMBIX (POKAIBHBIX MPUCTYNaxX, B TOM 4YMCJIE€ CO BTOPUYHOHN TIeHepaiu3alnuei, y
HAlMEeHTOB ¢ 3Muiencueil B Bozpacte 16 set u crapmie [17, 18].

[TpenapaToM, oOsagarouIM BBICOKOW 3((EKTUBHOCTHIO MPU JIEYEHUHM MNaplUUaJIbHBIX H
BTOPUYHBIX T€HEPAIM30BAaHHBIX MPUCTYIOB, CIyXHUT nepammnanen [19, 20]. [lepammanen sBisiercs
Oe3omacHbIM U xopomo nepeHocuMbiM 1911 ¢ yHHKaIbHBIM pexumoM aeiicteus [21, 22]. Ipu
JIEYEHUH PE3UCTEHTHBIX (opM  (OKAJIBHOM  OSIWIIENICUM  [lepammaHen  MPOAEMOHCTPHPOBAT
GJIarONpPUSTHBINA YPOBEHb COOTHOLIEHUS PUCK/ToNb3a [23, 24].

Bapuantamu no6ounsix 3¢dexroB sneuenus [19I1 y mamueHToB MOTYT CTaTh pa3iudHbIE
¢obum, Takue Kak OOS3Hb NMPHUIMAJIKa B OOILECTBEHHOM MECTe, HaBA3UMBBIA CTpPax CMEpTH, CTpax
NPUHATUS HENpPaBWIBHOTO pemeHus U T.A. OTIMYUTENbHBIMH KJIMHUYECKUMH IpPU3HAKAMU
SIWIETICUU, AaCCOLUMUPOBAHHOM C TPEBOXKHO-ACTIPECCUBHBIMU  PAacCTPOMCTBAMM,  SBIISIOTCS
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ah(QeKTUBHBIX TPUNAAKOB, HaIWYWe B aHamMHe3e ad(PEKTUBHBIX PACCTPONCTB TPEBOKHO-
JCTIPECCUBHOTO Kpyra 1m0 Hauana 3aboneBanus [25, 26]. Jlewenue [IDI1 cBsizaHO ¢ pHCKOM
BO3HUKHOBEHUS CYWMIIUIAIBHBIX MBICTICH M moBeaeHus. Mmeronmecs 1aHHbIE CBUAETEIBLCTBYIOT O
TOM, YTO HOBBIIIEHHBI PUCK OTHOCUTCS KO BCEM IpernaparaM M MOKET OBbITh BBISBIICH YK€ uepes3
OZIHY HeJeno mociie Hayana tepanuu [27]. TIpoOiemMbl ¢ ICUXUYECKHM 3I0POBBEM CBSI3aHBI C
YBEIIMYEHUEM YacTOThl MPHUIIAAKOB M YXYJIIEHHEM COCTOSHUS 310poBbsi. Jlns obecneueHus
MOJIOKUTETBHBIX PE3yAbTAaTOB JICUCHHS BAXKHO HE TOJBKO YIPABIATh AHHICHTHYCCKUMU
IPUCTYIIAaMH, HO U CBOEBPEMEHHO BBISABIATH U KOPPEKTHPOBATh NPOOJIEMBI IMCUXHUYECKOTO
3nopoBbsi  [28]. Ilo JpaHHBIM psiza  HUCCICAOBAHWI  BBISBICHO, YTO AaCCOLMHUPOBAHHBIC
MICUXOIATOJIOTHYECKUE HAPYIICHHUS TPEBOKHO-ACTIPECCUBHOTO XapaKTepa UMEIOT MeCTo OoJiee ueM
y TOJIOBMHBI MAIlMEHTOB C SIMWJICTICHEH; KPOME TOrO, 3TH IOKAa3aTeNId BBILIE Y KCHIIMH U TIPH
nojutepanuu [I9I1 HOBOro mNOKOJNEHHUs, TAaKUMHU Kak JIEBETHpAaleTaM M OKcKapOas3enuH, IO
CpaBHEHMIO ¢ TpaauuuoHHbIMU [IDII, uTO CBUAETENBCTBYET O HEOOXOJMMOCTH JajdbHEUIIEro
U3ydeHHusl MaHHO# mpooiemsl [29, 30].

[lepBbIM mIaroM B TEpalMU TICUXMYECKOW CHUMITOMATUKA TpPU DIHJICTICUU  SBISETCS
BBISICHEHUE KIMHUYECKOI0 KOHTEKCTa, B KOTOPOM 3TU CHUMITOMBI BO3HMKAIOT, OCOOCHHO €CJIM OHU
UMEIOT YETKYIO CBS3b C CYIOPOKHOW aKTUBHOCTBIO WM C HMPOTUBOANMIIENITUYECKUM JIEUYCHHEM.
BaxxHO MOMHHTH, YTO COYETAHWE IMPEMAPATOB CO CXOAHBIM CIEKTPOM TOKCHYHOCTH MOXKET
NpUBECTH K ycyryOieHuto mobounbix 3ddekror [31]. Mmerorcs naHHBIC, YTO HEHPOJCITUKU H
OeH30/1Ma3eNuHbl PEKOMEHAYIOTCSI B KauecTBE CHUMITOMATHYECKUX KIMHUYECKHX IpenapaToB
JIeYeHHUs] TOCTHKTAIBHOIO M KPAaTKOBPEMEHHOTO WHTEPUKTAIBHOrO IMcuxo3a. OOmuil mpuHIUI
pPaHHETO JIEYCHUS TCUXOTUYECKHX CHMIITOMOB TPUMEHSETCS KaK IPH ICUX03aX, CBSA3aHHBIX C
SMUIETNICHeH, TaKk W TIPU TIEPBUYHBIX TICHXOTHYECKHX paccTpoiicTBax. Tak, HH3KHE 03B
AHTUIICUXOTUYECKHX IPENapaToB CYIIECTBEHHO HE YBEIMUYUBAIOT KIMHUUYECKUN PUCK CYJOPOr IpU
SMUJIETICUM TPU OJHOBPEMEHHOM JIe4YeHUU C 3()(PEKTUBHBIM MPOTHUBOIMUICITUYECKUM PEKUMOM
[32].

Haubonee yactoii npuunHOi (hapMakope3UCTEHTHBIX MPHUCTYNOB NMpU (OKaIbHON (popme
SMUJIETNICUN SIBJIIeTCS (pOKaJbHAas KOpKOBas AWCIUIa3usd. B KkadecTBe albTEpHATUBHOIO JIEYCHMS
MO>KHO PACCMOTPETh KETOTCHHYIO IUETY, PE3EKTUBHYIO XUPYPIrHI0 WK Helpomoaymsuuto. [Tpuuem
UMEIOTCS JIaHHBIE, YTO TIOCJIEe PE3EKIIMOHHOW XUPYPTHH YacTO OTMEYAIOTCS CTOMKHE PEMHUCCHH W
OnaronpusTHBIC HEHPOKOTHUTHBHBIC UCXObI [33, 34].

Xupypruueckoe Jie4eHue SUISIICHH SABIsgeTcsl Hanbosee 3(p(HEeKTUBHBIM METOJIOM JICUEHUS
JIEKapCTBEHHO-YCTONYMBOM (DOKANBbHOM SMUJIETICHU U JIOJKHO paccMaTpUBATBHCS MPH OTCYTCTBUH

s dexra npu npumenennn asyx 111 [35].



XUpypruueckoe BMEIIATEILCTBO IPU SMUIETICUM MOXKET MPHBECTH K YCTOHYHMBOMY
KOHTpOIIO TIpHCTYNOB y 70—-80% marueHToB, KOTOphIM ObLIa IpoBeeHa oneparus [36].

HMnianTupyeMble HEMPOCTUMYJIATOPHI IIPEJICTABISAIOT cO00M MepeoBOe JONOJHEHUE K
JeKapcTBaM MpH papMaKkoOpe3UCTEHTHON AMUIICIICUN U aJIbTEpPHATUBY PE3€KIIMOHHOM Xupypruu [37,
38]. Mauusiii merox B coderanuu ¢ I1DI1 mokaszan cBor 3(G(GEKTHBHOCTh B CHHIKEHHH YaCTOTHI
MPUCTYIIOB Yy MAIMEHTOB C JIEKapCTBEHHO-yCTOHuMBOM snmnencueit B 50% cioyuaeB [39]. Kpome
TOT0, BBISIBIICH MOJIOKUTEIBHBIN 3P(EKT — KynupoBaHHE CUMITOMOB jenpeccuu [40].

VY nanueHToB, HE HUMEKOIMX [OKa3aHUH K XUPYPrU4ecKOMy JIEUYCHHMIO WM  paHee
[IEpEeHECIINX HeyJauHble OIlepaluy, HCIoab30BaHue anbTepHaTuBHbIX [IOI1 wim  apyrux
HEMEJMKAaMEHTO3HbIX METO/OB JICUEHHUS, TAKUX KAaK KETOI€HHAs UeTa U HEUPOCTUMYJIALIUSA, MOYXKET
YIy4IIUTh KOHTPOJIb Haj mnpucrtynamu. Kiaccuueckas KETOr€HHas JUeTa SIBJISETCSI OCHOBHBIM
HEMEJIMKaMEHTO3HbIM CIOCOO0OM JieueHus! pedpakTepHolt snuiencuu. Ee anbTepHaTHBON MOXET
OBbITH JJ€Ta C HU3KUM INIMKEMHUYECKUM MHJEKCOM, OHa MeHee cTporas, 3(dexkTuBHas U cBsi3aHa C
COOJIIO/ICHIEM pexuMa JiedeHus [41].

HecmoTpss Ha MHOXXECTBO METOJOB JIEUEHMSI SMMIENTHYECKUX MPUIIAJKOB, TaKUX Kak
KETOTeHHas JMeTa U OrpaHUYEHHE KAJOPUMHOCTH, HE y BCEX MAllMEHTOB OTMEYAETCs IOJIHBIN
KOHTPOJIb HaJl NPUCTYIAMM, BEPOSATHO, U3-3a HEMOHMMAHUS IaToreHe3a MM NaTo(pU3UOJIOTHU
3TOr0 HEBPOJIOTMYECKOTO PACCTPOICTBa, BKIIOYAs MOJIEKYJISPHbIM Moaxoj. B Hacrosiiee Bpems
MMEeTCsl He TaK MHOTO MH(OpMaluy 0 MOJIEKYJIIPHBIX MIPOLIECCAaX U BOBJICUYEHHBIX T€HAX, a TAKKe
00 MX CBSI3M C BO3MOXXHBIMHU IOJOXHMTEIbHBIMU 3(PPEeKTaMu AUETOTEpallud IPH SHHICICHU.
Kerorennas nuera n OorpaHU4eHHE KaJlOpPUH BOBJIEUYEHBI B NMOTCHIMAIBHBIE POTHUBOCYAOPOKHBIE
MEXaHHU3MBl, CBA3aHHbIE, CPEAU NTPOUYETO, C MUKPOOMOMOM KUIIIEUHUKA, META00IMYECKUMHU MyTAMH,
TOPMOHAaMHU U HEHUPOTPaHCMUTTEPAMHU, UX POJIbIO B BOCHAIUTEIBLHOM MPOIECCE U OKUCIUTEIHLHOM
cTpecce. OnMcaHbl MOJEKYJISIPHBI MEXaHW3M M BO3MOJKHBIE I'€HBI, YYaCTBYIOIIHUE B PA3JIMUYHBIX
MEXaHM3MaxX JAEUCTBHUS KETOT€HHOW AMEThl W OrPAaHWYEHHs KaJOpuil UId CHM)KEHUS HEPBHOMN
BO30yIMMOCTH M, CJIEIOBATEIbHO, AMIJICNTUYECKUX MPUINATAKOB, OCOOEHHO KOrja MpPOBOJUMOTO
JICYCHHUST HEJOCTATOYHO IS IOCTHXKEHHS pe3ynbTara [42].

Bposxnennsie Hapyiienus riukosmwinpoBanus (CDG) npencrapisitor co00i reTeporeHHyro
IPYIIy BPOXKICHHBIX HapylleHUl oOOMEeHa BeLIeCTB C MYJIbTUCUCTEMHBIM KIMHUYECKUM
BoBjicueHueM. ALG3-CDG — o4eHb penkuid OATHI, HAa JJAHHBI MOMEHT 3aperUCTPUPOBAHO BCETO
24 cnyvas. beuin mpoBeeHO H3ydeHHE JBYX OpaTbeB M cecTep ¢ JAUCMOP(PHUECKUMHU
0COOEHHOCTSIMH, 3aJep>KKOl pocTa, MHUKpouedanuei, ¢GapMaKOpe3UCTEHTHOW OIWIENCHEH U
reMaHTMOMOM B JIOOHOM, 3aTBUIOYHOM U MOSICHUYHO-KPECTIOBOM oOnactsax. B pesynbrare
UccleoBaHus ObLT MACHTU(PUIIMPOBaH naTtoreHHblid BapuanT B ALG3 (NM_005787.6: ¢.165C> T;

p.Gly55 =), koropslii paHee OBIT CBsI3aH C BPOXACHHBIM JaedexkroM Trimkonm3a Tuma ld.



®apMaKOpe3UCTCHTHBIE TPUIAJKH KOHTPOJIUPOBAIUCH KETOI€HHOM JUMETOH. OTOT OTYeT
noaTBepxkaaeT APGHEKTHBHOCT,  KETOTCHHOW JTUEThl B KadecTBe BapHaHTa  JICYCHUS
bapmakopesucTeHTHOM smencuu [43].

3akaouenue. Takum o0pa3oMm, aHaM3 HAYyYHOW JIUTEPATypbl, MOCBSIICHHBIN Tepanuu
(boKanbHON SIUJIETICHH, TIO3BOJISIET 3aKIIOYHUTh, YTO JNalbHEHUIINE HCCIEeI0OBAaHUS B 3TOW o0nactu
CHOCOOCTBYIOT pa3pabOTKe HOBBIX MPOTUBOAMHICHTHYECCKHX IPEMapaToB, COBEPIICHCTBOBAHHUIO
XUPYPTHUECKUX U JAPYIMX METOJOB JICYCHMs, COLMUAIbHO-IICUXOJIOIMYECKUX MEPOIPUITHH,
OJIarOTBOPHO BIMSIOIIMX HA COLHMANbHOE (DYHKIMOHHUPOBAHUE M KAueCTBO JKU3HU OOJBHBIX

SIUJIEIICUEN.

Paboma nooodeprcana zpanmom PO@DOU Ne 20-013-00529.
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