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ABTOpbI NpeaCcTaBAAoT 0630p NUTEPATYPLI, NOCBAWEHHO! 3QHEKTUBHOCTM U NEPEHOCUMOCTM CYNbTUAMA B IEYEHUM Pa3-
NMYHbIX hopm 3nunencuu. 0630p MexAYHAPOLHbIX Ny6AMKaLMii NoKasas, YTo B MUpe CyNbTMAM paccMaTpuBaeTCs Kak
npenapar nepeoro BbiGopa ANs feYeHUs BO3PACT3ABUCUMOI INUNENCUN C LEHTPANbHO-TEMNOPAbHLIMU CNAiKamMu
(ponanguyeckoit anunencuu). CynsTam BbICOKOI(HEKTUBEH Y NALMEHTOB AETCKOrO BO3PACTa C ANUNENTUYECKUMU IHLe-
thanonatmamu, NposABNALWMMUCA PEHOMEHOM CNaiiK-BONHOBO aKTMBALMM BO CHe, BKI0Yas cuHapom Jlanpay—KneddHepa,
a TaKe Npu MUOKIOHWUYECKUX NPUCTYNAX, U MOXKET ObiTb 3P HEKTUBEH Y NALUMEHTOB C ApYrUMU hopMamMu hoKanbHOM 3nu-
JIENCUK, B TOM YNUC/IE PE3UCTEHTHBIMU K Tepanuu. JledeHne cynbTMaMOM COMPSIKEHO C HU3KMM PUCKOM OTMEHbI U3-3a M0XOii
NepeHOCMMOCTH, U CynbTMAM NMPEBOCXOAMT MO 3TOMY MOKA3aTeNio He TONbKO CTapble aHTU3NMIENnTUYecKue npenaparbi,
HO 1 TaKue HoBble Npenapartel, Kak neBeTupauertam. OTaenbHoI cdepoii TepaneBTUYECKOTO MPUMEHEHUA CyNbTUAMa CyXKaT
noBeAeHYeckne (rMnepKUHeTUYECKOe NOBeAEHNE, arPeCcCUBHOCTb) U KOTHUTUBHbIE HAPYLIEHWA Y NALMEHTOB C 3NUENncUen.
CynbTaM TakKe MOXET ObiTb IPPEKTUBEH Y NALUEHTOB C 3NUAENCUEN U HOYHBIM NHO3.

KnioueBble cnoBa: cynsTam, BO3pacT3aBUCUMan ANUIENCUSA C LeHTPaNbHO-TEMMNOPaNbHbIMU Cnaitkamu (ponaHanyeckas
3nuencus), anunenTuyeckas sHuedanonarus, heHoMeH CnaiK-BoJHOBOM aKTUBALUK BO CHe, OKanbHbIE 3nNuUNencuy,
3 PeKTUBHOCTb, NEPEHOCMMOCTb
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Efficacy and tolerability of sulthiame in the treatment of epilepsy: a literature review
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This review aims to summarize the available evidence on the efficacy and tolerability of sulthiame for different forms
of epilepsy. The analysis of international publications suggests that sulthiame is considered as a first-line drug for the treat-
ment of age-dependent epilepsy with central temporal spikes (rolandic epilepsy). Sulthiame is highly effective in children
with epileptic encephalopathies manifesting with spike-and-wave activity during sleep, including Landau-Kleffner
syndrome, as well as in patients with myoclonic seizures. The drug might be also effective in patients with other forms
of focal epilepsy, including those resistant to therapy. The tolerability of sulthiame is higher that that of old antiepilep-
tic drugs and even levetiracetam; thus, it is associated with a lower risk of treatment interruptions due to adverse events.
Moreover, sulthiame can be used for behavioral disorders (such as hyperkinetic behavior, aggressiveness) and cognitive
impairments. Sulthiame can be effective in patients with epilepsy and sleep apnea.

Keywords: sulthiame, age-dependent epilepsy with central temporal spikes (rolandic epilepsy), epileptic encephalopa-
thy, spike-and-wave activity during sleep, focal epilepsy, efficacy, tolerability
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BeepeHue

CynbpTaM — HUKJIMYECKUI CyIb()OHAMMIT, KOTOPHIA
OBLI 3aperucTprpoBaH KommnaHueit Bayer B 1960 . u ctan
MPUMEHSTHLCA B JiedeHUU anuiercuu [20]. OgHako B 1ajib-
HelileM ObLIO 0OGHAPYXEHO, YTO CYJIBTUAM 3HAYMMO I10-
BBIIIIaeT KOHIIEHTPALIMIO (DEHUTOMHA, BbICKA3aHO MHEHUE,
YTO €ro JACUCTBUE MPH IWJICTICMU HecITernpUIHO, 1 TIpe-
napat ObLT HecrpaBeMIMBO 3a0bIT. TonbKo B 1988 1. He-
Melkuii HeBpoJior H. Doose rmokasait ero cieliuduyeckyro
3¢ HEKTUBHOCTD B IETCKOM SMWICIITOJIOTUH, B YaCTHOCTH
MpY IPUMEHEHNY HU3KUX 03 CyJbTHaMa y IeTeil ¢ 10-
OpoKaYeCTBEHHBIMU (hOKATBHBIMU SMWICTICUSIMU JIETCKO-
ro Bo3pacTa [22].

B Hacrosiee Bpemsl CyJIbTHaM 3apeTMCTPUPOBAaH
U MPUMEHSETCS B Ka4eCTBE MPOTHBOSIMMICHITUICCKOTO
cpencTBa B cTpaHax EBporeiickoro coro3a (Haubosiee ya-
cto — B ABctpun, Yexvn, Janvm, @unnsgaanm, [epManny,
Benrpuu, Hopseruu, CnoBakuu, IlIBeuun u IlBeiina-
pun), a Takxe B ApreHTuHe, bpasunuu, ABctpanuu, U3-
pauie, Anonun. I1o naHHBIM TTONYASIIMOHHOTO (bapMa-
KOSKOHOMUYECKOT0 HCCIEeI0BaHUs, IPOBEACHHOTIO
B Hopgeruwu, B Teuenue 10 jet (3a nepuon 2009—2018 rr.)
YyacToTa Ha3HAYeHUs CyJbTUaMa y JeTeil yBeJuuusiach
B 8 pa3, ¥ OH 3HAYMTEJIBHO OIepeXaJl 10 3TOMY IapameTpy
Ipyrue aHTUANUIenTuYeckue npemnapatsl (ADIT) [32].
C 2023 . cynsruam (Tanonca®, OO0 «Punpapm») Takke
ObLT 3aperucTpupoBaH B Poccum.

MexaHu3Mm pencreus

CynbsTraM sBIsieTcss MHTUOUTOPOM KapOoaHTUIpashl,
HEKOTOPBIX U3 TUIIOB NaHHOro depMeHTa. B HacTosIee
BpeMsI OIMCaHO YK€ He MeHee 15 TMIOB KapOoaHTuaApasbl.
B yactHOCTH, TIpeamnonaraeTcs, YTo CyJIbTUaM OJIOKUPYET
LIMTO30JIbHYIO KapOboaHTuapa3y 2-ro u 7-ro tuna [49], uro
yBennuuBaeT KoHueHTpauuio CO, U IPUBOIMT K BHYTPH-
KJIETOYHOMY MOHMKeHUIo pH (moakucaeHuIo cpelpbl), 3TO
YMeHbIIIaeT BHYTPEHHUE MOHHBIC ITOTOKHU, CBSI3aHHBIE
¢ KajpLueBbIMU petenTopamMmu NMDA, 1, Kak pe3y/brar,
MPUBOAMT K CHKCHUIO BHYTPEHHEN BO30YIMMOCTH Hell-
POHOB U ITPOTUBONPUCTYITHOMY AeiicTBrI0. Kpome Toro,
OBLIO IMOKAa3aHO MHTUOMPYIOIee AeCTBUE CyJbTHaMa Ha
HaTpUEeBbIe KaHAJIbI, a TAKXKE €0 BIMSHKE Ha 3aMeUICHIE
BBICBOOOXKAEHMS rimyTamata [37].

Moka3aHuA K npUMeHeHuto

K ob6yacTsM mpuMeHeHMs CyJbThaMa, COrIacHo TaH-
HbiM P.N. Patsalos u E.K. St Louis (2018), oTHOCAT BO3-
pacT3aBUCUMBbIC SITMJICTICUU IETCKOTO BO3pacTa 1 SITUJICTI-

TUYECKUE SHIIe(aIonaTii, 0COOCHHO COIPOBOXKIAIOIINECS
HEIPEePBIBHOM CITaliK-BOJITHOBOI aKTMBHOCTBIO Ha 3JIEKTPO-
sHuedanorpamme (D3I Bo BpeMsI cHa (Haripumep, CUHAPOM
riceBno-JIeHHOK A, 3JIEKTPUIECKUIA SMICIITUYECKUIA CTaTyC
MeUIEHHOBOJIHOBOTO cHa (electrical status epilepticus during
sleep, ESES), cunnpom Jlangay—Knedpopnepa (CJIK)); do-
KaJIbHBIE TIPUCTYITbI C BTOPUYHOM Ir'eHepaiu3anyeii nim 6e3
Hee; MUOKJIOHMYECKE TIPUCTYIIBI; TeHepaI30BaHHbIC TO-
HMKO-KJIOHMYECKHE ITPUCTYIIbl; MHGhAHTUIbHbBIE SIS -
THYECKHUE CIla3Mbl (CMHIpoM BecTa); moBemeHYeCcKHe
paccTpoiCTBa, CBSI3aHHBIE C AMUJICTICUEIT; TUTIEPKUHETH -
yeckoe noseaeHue [47].

B Poccum mokazaHus K CyJIbTHAMy COIEPKaT CIIEIy-
IOIIME TUAarHO3bl: (DOKAIbHBIC SIMMJICITUYCCKIE TTPUCTYITHI
C BTOPUYHOM TeHepaiM3alMeil mim 0e3 Hee; Bo3pacT3a-
BUCHMBIC SIUJIEIICUU JETCKOTO BO3pacTa; SIUJIEIICUU
C MUOKJIOHMYECKMMU MPUCTYITaMu. TakKe OTIEIbHO BbI-
HECEHBI CJIeAYIONIe TOKa3aHWsT: KOPPEKIIMS ITOBeIeHIeC-
KUX PacCTPOMCTB MPY SMWICTICUU M KOPPEKIIMSI TUTIEPKU-
HETUYECKOTO ITOBEICHUSI.

I[IporuBomoKazaHust K NMPUMEHEHUIO, YKa3aHHbIE
B MHCTPYKILIMH 110 MIPUMEHEHMIO CYJIBTHaMa, BKIIIOYAIOT
TMIICPYYBCTBUTEIBHOCTD K CYJIETUAMY, APYTUM CYJIb(aHu-
JIaMHUIaM WIM JIIOOOMY M3 BCIIOMOTaTeIbHBIX BEILECTB,
TMIIEPTUPEO03, apTepUaIbHYIO TMIIEPTEH3UIO, OCTPYIO ITOp-
upuio. Takke K yKazaHHBIM B POCCUIMCKON MHCTPYKIIUKA
MPOTUBONOKA3aHMSAM OTHOCUTCSI BO3pacT 10 3 JieT (it
JIaHHOI JIeKapCTBEHHOM (hOpMbI). DTO IIpUMEUYaHUe CBSI-
3aHO ¢ TeM, 4TO B [epMaHUM 3apervcTprpoBaHa CyCIICH3Hs
JUISL ieTeld 6e3 orpaHMYEHUI 110 BO3PacCTy, C peKOMeHIa-
LIASIMU TTI0 TO3UPOBAHUIO 110 Macce Tesla pebeHKa, HaunHast
oT 12 xXr u 6oree.

dapMaKOKMHETUKA U peKoMeHAaumum

no A03UPOBAHUIO

IMepuon nonyseisenenus (T, /2) 2—16 4, yKa3bIBacMBbIii
B MH(OpMAILIMU MPOU3BOIUTENSI, MOT OBITh PE3YIbTaTOM
TPYIHOCTEH ¢ OlpeaeeHeM HU3KUX KOHIIEHTpaluii Co-
JIel ¢ TIOMOIIbI0 aHATUTUIECKUX METOIAOB, TOCTYIHBIX
B nipouioM. [lepron mosryBbIBeICHUS CyJIBTHaMa B II1a3-
M€, U OCOOEHHO B LIeJIbHOI KPOBU, 11O pe3yJIbTaTaM peru-
CTPAIIMOHHOTO MCCIICIOBAaHMS U TaHHBIM IPYTUX ITyOJIu-
KallWii, oKa3ajcst 00JIbllIe, YeM COODIIAI0Ch paHee.

W3MeHeHue cpenHeil KOHIIEHTPAllMK CYJIbTHaMa B Te-
YyeHMe 72 4 IOoCJIe ero mpreMa IMpUBeICHO Ha PUCYHKE.

VY nereit HauanbHAasI 103a COCTABJISIET 3—5 MI/KI Macchl
TeJa B ICHb B PaBHBIX Pa3leICHHBIX 103aX, Jajee OITH-
MasibHast 103a — 10—15 Mr/Kr B ieHb, pa3aeeHHas B paBHbIX
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H3zmenenue cpedneii KOHYeHmMpayuy cyabmuama é meyenue 72 4 nocie npuema npenapama (peeucmpayuontoe docve no npenapamy Tanonca®; K. Dao

u coasm. (2020))

Changes in the mean level of sulthiame within 72 h after its intake (registration dossier for Talopsa®; K. Dao et al. (2020))

JI03aX Ha HECKOJbKO TMpueMoB (Tabi. 1). B knuHudeckoit
MPaKTUKE POCCUUCKUX NETCKUX SMWJICITOJIOTOB Mpernapar
PEIKO Ha3HAYaeTCs B 103ax, MpeBbIatonmx 10 Mr/Kr/cyr.
'V B3pocibix HavaibHast 103a coctapisiet 100 Mr 2 pasa B IeHb
i 50 mr 3 pasa B IeHb, Jajiee pekomeHmyemas 1o3a — 200 mr
3 pa3a B ieHb.

[Ipemnapat npMHUMAIOT BO BPEMsI UJIH ITOCIIE ebl. Jle-
YeHUe CIIeAyeT HaYMHATh C HU3KOM T03bI, KOTOPYIO ITOCTe-
TEHHO YBEJIMYMBAIOT JI0 TeX ITOP, ITOKA KIMHUYECKUI OT-
BET HE CTaHET YAOBJIECTBOPUTEIbHBIM. [lepron TuTpanumn
MOXET IOCTUTaThb 4 HEe/l.

CynbTraM IKUPOKO TTpuMeHseTcsa B lepmanuu u Jla-
HUU, U TIPAaKTHYECKUE PEKOMEHIAIIMN B OTHOILIEHUH Ipa-
HUII €T0 TepalleBTUYCCKON KOHIIEHTPAIlMU HECKOJIbKO
pa3IMJaroTCs B KPYITHBIX SITMJIETITOJIOTMYSCKMX LIEHTpaXx:
Bethel — 7—28 Mmmonnb/1 (2—8 mr/m); Kork — 3,5—10,5 Mmorib/n
(1-3 mr/n) u 17,5-35 mmonb/a (5—10 mr/n) B 3aBUCHU-

MOCTH OT (popMblI anuienicuu; Dianalund — 5—35 mmonb/n
(2—10 mr/m) [52]. ABTOpBI CTaThU, OTPAXKAIOILEH IPaKTUIeC-
Kue pekoMeHaauuy HeMelkoro HalimoHaJIbHOTO PYKO-
BOJICTBA IO 3MUJIENICUM [52], mpeanaraioT B3sITh 3a pede-
PEHTHBIE 3HAYE€HUST TPAHUIIBI KOHIIEHTPAIMU CyJIbTHaMa
5—35 MMoib/a1 (2—10 Mr/), BKIItoYarolue CrekTp, mpe-
JIOXKEHHBIA B pa3HBIX SITMJIETITOJIOTMYECKUX [ICHTPaX.

TepaneBTuyeckuit apHeKT JOJKEH MPOSIBUTHCS B TE-
yeHue 2 Hel. [1pu oTcyTCcTBUM KIMHUYECKOTro 3(pdekTa
yepes 6—8 Hel ClieoyeT pellinTh BOIIPOC 00 YBEIMUCHUU
JI03bI UJI OTMEeHe Tipenaparta [47].

JleKkapcTBeHHble B3aMMOAENCTBUA

CynbsTiaM MOXET BBI3BAaTh MOBBIIICHUE KOHIIEHTpA-
U (peHuTOMHA (3HAUMMO), (peHoOapOUTaa, TaMOTPU/I -
JKMHA (B OTHENbHBIX ciydasix). Caemyer yaiie KOHTPOJIH-
POBaTh YPOBEHb YKa3aHHBIX IPEIIAPaTOB B KPOBH, OCOOEHHO

Taommua 1. Pexomendyemas 0o3a u mepanegmuHeckas KOHUEHmMpayus cyasmuama y demeti no dannsim Hemeuykoeo HayuonansHoeo pykoeoocmea no snuaencuu

[52,57]

Table 1. Recommended dose and therapeutic concentration of sulthiame in children according to German National Guidelines on Epilepsy

Dose in children, mg/kg
body weight

Time to constant plasma levels,
days

Therapeutic level in plasma

1-3 mr/n, wim 3,5—10,5 MKMOJIb/JT

(cokasbHast SMUIIETICUS C IIEHTPATLHO-TEMIIOPATBHBIMY CTIATKaMM);

2-3

5—10 mr/a, wnm 17,5—35,0 MkMoJb/J1 (Ipyrue (poKaabHbIe STUAISTICUM )

1-3 mg/I1, or 3.5—10.5 mmol/L (focal epilepsy with central temporal spikes);

5—10 mg/1, or 17.5—35.0 mmol/L (other focal epilepsies)
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B HavaJjie Tepalliu, 1 KOppeKTUpoBaTh 103y. KapbamazernuH
MOXET CHMUXKATh KOHIICHTPAIMIO CYJIbTHaMa, Kak M psiaa
JIPyTYX IpernapatoB. OMHOBPEMEHHOE IIPUMEHEHUE CYJIBTH -
amMa 1 IpyruxX MTHIMOUMTOPOB KapOOaHTUApa3bl (HaIIpuMep,
ToIMpamarta, aleTa3ojlaMuaa) MOXET YBEJIUIUTh PUCK
pPa3BUTHUST HEXeJIaTeIbHBIX 3(P(HEKTOB, CBSI3aHHBIX C MH-
ruoupoBaHueM KapOoaHTruapasbl. DTaHOA (3TUIOBBII
CIIUPT) NTPOTHBOIOKA3aH BO BpeMsl IpUeMa CYJIbTUaMa.
ITockoNbKY Cy/BTHAM SIBJISIETCS IPOM3BOIHBIM CYJIb(O-
HaMua, OH TEOPETUICCKM MOXKET OKa3hIBaThb TaKOM Xe
addekT, Kak U gucyabdupam (mpemnapar Ijs JedeHUs
aJIKOTOJIbHOM 3aBUCUMOCTH). OTHOBPEMEHHOE ITPUMEHE-
HUE CyJIbTHaMa ¥ IIPUMUI0HA MOXET IIPUBECTH K CEPhE3-
HBIM TTOOOYHBIM 3 heKTaM, OCOOEHHO Y AeTel, BKIIOYast
TOJIOBOKPYXXECHUE, HEYCTOMYMBYIO TIOXOAKY, COHJIMBOCTh
U TICUXOTUYECKHE PEaKIINN.

3 heKTUBHOCTb CYIbTUAMA B JIeYEHUU

pasnuyHbix popm anunencum

Cy/I5THaM B JIe4eHHH BO3PACT3aBUCHMBIX (DOKAJIBHbIX 31U~
Jencuii nercrea (B3®D/I). Bo3pacrsaBucumas snmimiencus
¢ IIeHTpaIbHO-TeMmopabibivi cnaiikavu (B3D-1ITC). [Tocne
ONMCaHMs BEICOKOTO 3(pheKTa CyJsTiaMa py pojlaHImge-
ckoii anwtenicuu B 1988 1. HeMenikum HeBposiorom H. Doose
[22] B manbHei1IeM ObLIO OMyOJIMKOBAHO MHOXKECTBO padoT,
ITOKAa3bIBAIOIIMX BHICOKUI 3(PGHEKT M XOPOIIYIO TIEPEHOCH -
MOCTb CYJIETUaMa B 3TOI KaTeropuu MalieHTOB.

Eltie B paHHUX MCCIIEIOBaHUSIX ObLIO IIOKA3aHO CIEIIM-
(hnaeckoe 3HaUMMOE BIIMSIHUE CyIBTHaMa KakK Ha SITHJIETT -
TrYeckre mpucTynbl npu B3MB/I, Tak v Ha SMWISHTH-
(hbopMHY1I0 aKTUBHOCTb, TT0 MOP(OJIOTMH COOTBETCTBYIOIIIYIO
JIOOPOKAYECTBEHHBIM 3MMWJICNTU(MOPMHBIM IaTTePHAM
nerctBa (JIDI1/1) Ha DI, OtnenbHbIe Uccaea0BaHUS ObLTA
TOCBSILEHBI HEMOCPEICTBEHHO BIMSIHUIO CyJIBTMaMa Ha 3J1eK-
TposHuUedanorpadudeckue HapywmeHus npu B3D-LTC.
Hanpumep, B uccnenoBanuu T. Bast u coaBr. (2003) n3yvanoch
BJIMSIHUE CyJIBTHaMa B MOHOTEpaIuu (110 CpaBHEHUIO C TIa-
11€00) Ha MHAEKC 3MUIeNTU(HOPMHON aKTUBHOCTU Y AeTeit
¢ B39-LTC u ABI11 Ha D3I B 6-Mecs4HOM IBOITHOM Clle-
TTOM MCCJIENOBaHNA y4acTBoBayIo 66 meteit (ot 3 mo 11 Jer),
KOTOpbIE ObUIM paHIOMU3HMPOBAHBI LIS TIpUeMa CyJIbTHaMa
(n = 31) nmu mnaue6o (n = 35). B Lie710M npoBeneH aHau3
179 3amuceit D3I co cHOM, KOTOpbIe ObUTM CHEJIaHbI A0 Ha-
yajia JJedeHus, uepe3 4 Hejl, 3 1 6 Mec IocJIe Havyajla JJeYeHUsI.
HopMmanuzamusa 931 otMeveHa y 21 mauueHTa B IpyIire
cynsTnama (B 12 cayvasix u3 21 oHa Oblj1a TPAaH3UTOPHOM )
M1y 5 TallMeHTOB, MOJyYaBIIKX I1aueoo (v 4 U3 5 oHa HoCH-
Jla TPAaH3UTOPHBINA XapakTep). ¥ MalKreHTOB, MOJyJaBIIUX
CyJIbTMaM, OTMEYaIoCh 3HaUMMoe yaydieHue DOI mpu no-
CJIeAyIOIIMX HaOMOASHUSIX B IMHAMUKE, B OTJIMYKME OT IPyI-
TTbI I1a1e00. ABTOPBI CIIEJIaIM BEIBOI 00 OYEHb BHIPAXKCHHOM
addexTe cyabTMaMa Ha 3JIeKTposHIedanorpadpuueckme
Hapymenus npu B3D-1TC: 6omee yem y 50 % manmeHTOB
MIpY TIpYieMe CyJIBTUaMa JOCTUTHYTa HopMau3arust DT,

1

B OOJIBIIMHCTBE OCTAJIBHBIX CTy4aeB TAKXKe OTMEUEHO BhI-
paxeHHoe yaydiieHue [10].

B. Ben-Zeev u coant. (2004) ony0JIMKOBaJIN Pe3yab-
TaThl MHOT'OLICHTPOBOTO PETPOCIICKTUBHOIO UCCJICIOBAHMS
¢ yJyacTveM 125 nmaiyeHToB, MoTyJYaBIIvX CYJIbTMaM B MOHO-
u nosutepanuu. [1py mpreMe cysibTaMa peMuccys Oblia
npocturHyTa 'y 29 u3 39 nmanuenroB ¢ B3®3B/1, a monHas
Hopmanuzauus DI Ha poHe Tpuema cyabThama 3aperu-
crpupoBaHa y 13 u3 20 manuenToB ¢ B3MD/], KoTophIM
MPOBOJAUJIOCH UCCIeAOoBaHME B AuHamuke [11].

B paHnOMU3MPOBAaHHOM JBOMHOM CJIETIOM UCCIEI0-
Banuu D. Rating u coast. (2000) yyacTBoBanm 66 geteit
ot 3 10 11 J1etT, paHAOMM3UPOBAHHBIX [Tl IPYUEMa CYJTBTH -
amMa (5 Mr/Kr/cyT) Wi 1iaiebo; y Bcex IMaiueHTOB ObLIO
3aperuCTpUPOBAHO He MeHee 2 MPUCTYIIOB 3a MPEAIIeCcT-
BOBaBIINI MCCICIOBAHUIO 6-MeCSIYHBI MHTEPBAJI, YTO
CBUIETEILCTBYET O BBICOKOM PMCKE TTIOBTOPEHUS ITPUCTY-
1oB. [1pogoJKUTENIPHOCTh TEpallMi COCTaBUjIa 6 Mec.
HenepeHocuMbiXx MOO0OUYHBIX 3¢ (HEKTOB, MPUBOISIINX
K OTMEHE Tepallii, 3aperMcTpUPOBaHo He o610, Y 25 (81 %)
n3 31 manyeHTa B rpymme cyjasriaMa 1 Tonbko y 10 (29 %)
13 35 MalKMeHTOB B IPYIIE TUIale0o0 MPUCTYIIbI 33 IIEPHUO
HCCIIeI0BaHUS OTCYTCTBOBAIM. B To Bpemst Kak 10 Havyasia
HCCIIeAOBaHMS Y BCeX MalieHToB Ha DI BBISABISIIACH
snmuwienTudhopMHast aKTUBHOCTb, Ha (DOHE IpHUeMa CyJIb-
TMaMa y 11 mauueHToB oTMedanach HopMaiuzauus DI
6oapcTBoBaHuUs U 'y 10 malMeHTOB — TakKe ¥ HOpMaJu-
3auus DI cHa.

B uccnenoBanuu M. Tacke u coaBt. (2018) ¢ yuactuem
43 nereii ¢ B3D-1TC Tepanus cyasTaMoOM U JieBeTUpa-
1IeTaMOM TIPUBOJIMJIA K 3HAYUTEIbHOMY CHVKEHUIO MH-
nekca anuiaenTugopMHoi aktuBHocty (JADI1/1) na 33T
0e3 CYIIECTBEHHBIX pa3INUMii MeXKIy TrpynmaMu [61].

MexayHapoaHble peKOMEHIAMH N0 NPUMEHEHHIO CYJIb-
THama B JedeHnu B3®D]I, npuBeieHHbIE B PYKOBOJICTBAX,
crucTeMaTHYeCKHX 0030pax M MeTaaHaim3ax. B Hemerikom
HAaILIMOHAJILHOM PYKOBOJICTBE IO SIWJICIICUM YKa3aHO, YTO
CyJIbTHAaM — TIpernapar MepBOi JIMHUM Tepalvuu y AeTeil
¢ B3D-1ITC [52]. CornacHo pekomeHmanusiM Hemelkoit
MPOTUBOSMMICIITUICCKOM JIUTH, CYIBETUAM PEKOMEHIYeT-
csl B KauecTBe mepBoit MoHoTepanuu npu B3D-LTC
B o3e 5—10 mr/kr/cyT B 2 mpuema. OTMedaeTcst BbICOKasI
n3buparenbHas 3QOEKTUBHOCTh TaHHOTO IMperapara
B otHomeHuu ADT1 (pomaHauueCKUX CAKOB).

ITo naHHBIM [€pMaHCKOTO SMUIETITOJIOTUIECKOTO CO-
obmectna (2020), cynbTaM — Mpenapar IepBoii JUMHUU
Tepanuy MpU POJIAHINYECKOM M aTUITUYHON MIHUOIIATH-
yecKoit (hoKanbHOM anuierncuu aercrna [57] (tada. 2).

L. Gerstl u coaBt. (2021) onmyOaukoBanu pe3yabTaThbl
HEMELIKOTO CUCTEMAaTUYeCKOT0 aHaIN3a UCCIEIOBaHUIA 10
IOKa3aTeIio «4acToTa JOCTXKECHUS peMuccumn» (addek-
TUBHOCTbH Tepanuu) y nauueHToB ¢ B3D-1[TC. B 0630p
BKJIIOYEHO 19 ucciienoBaHuii, B TOM YKCIe 6 paHIOMU3H-
pOBaHHBIX KOHTpoJupyeMbiX ucciegoBanuii (PKH)
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Tabmua 2. Tepanesmuueckue pekomeHoayuu npu poaaHoUHecKoll U amunu4yHol Uouonamu4eckoil ookanbHol snusencuu demcmea [57]
Table 2. Therapeutic guidelines for rolandic and atypical idiopathic focal epilepsy of childhood [57]

L G First-line therapy

Ponananyeckas snuiiencust
(M CXOX1€ CUHIIPOMBI)
Rolandic epilepsy (and similar
syndromes)

CynsTuaM, oKcKapOa-
3enuH*
Sulthiame, oxcarbazepine*

ATUTIMYHBIE BADUAHTHI
WIMOTIaTUYECKOM (hOKaTbHOM
SIIWJIETICAM IETCTBA

Atypical variants of idiopathic focal
childhood epilepsy

Cynbsrram, Kjob6a3am
Sulthiame, clobazam

BpuBapanieram, acnmkap6asenuy®,
JieBeTUpalleTaM, repamMIiaHes1, BaibIpoaT
Brivaracetam, eslicarbazepine*, levetiracetam,

Corticosteroids, eslicarbazepine®, ethosuximide,
lacosamide, levetiracetam, valproate, topiramate

Second-line therapy

Third-line therapy

Kio6a3zam, Tonupamar,
30HUCAMMU]I,
KETOT€HHas fuera
Clobazam, topiramate,

192 g, Vel e zonisamide, ketogenic diet

[TI0KOKOPTUKOCTEPOUIHBIE TOPMOHEI,
3CJIMKapOa3enuH*, 3STOCYKCUMU/,
JIaKOCaMM]I, JIeBEeTUpaIleTaM, BaIbIIpOar,

3oHUCaMU/,
KETOTeHHAs JueTa

TOIIMpamar R L
p Zonisamide, ketogenic diet

* Poccuiickue snuaenmonoeu uzbe2aom Ha3Ha4eHus 0xcxap6a3enuna u 3cnuxap6a3enuna npu 603pacmsaeucumboblx ¢0Ka./leblx
anurencusx 0emcmea uz-3a PUCKa pazeumus aeepasayil npucmynoe u 3nuﬂenmu(j)opMHb1x U3MEeHeHUll Ha 3ﬂ€Kmp03Hl4€¢d/l02deM€

(K. 1O. Myxun u coasm., 2023).

*Russian epileptologists avoid oxcarbazepine and eslicarbazepine in age-dependent focal epilepsy of childhood due to the risk of seizure aggravation
and epileptiform changes in the electroencephalogram (K. Yu. Mukhin et al., 2023).
|

¢ yyactveM 308 raluueHTOoB, TTOyYaBIIMX CyJIsTHaM (1 = 52),
Tonupamar (n = 45), neBeTupaueram (n = 43), okckapoasenuH
(n = 31), kapbamaseruH (n = 68), ki1ob6asam (n = 18); 35 na-
LIMEHTOB TOJIydYaiu 1uiaie6o, 16 MalMeHTOB He MOIyvain
neyeHus. TepareBTudeckuii 3¢hGeKT ObLT JOCTOBEPHO BhILLIE
y IETei, TTOJTyYaBIIIMX CYJIBTHAM, JICBETUpalleTaM 1 Kito0a3aMm,
I10 CPaBHEHMIO C TEMU MallMEHTaMM JIETCKOTO BO3pacTa, KO-
TOpBIE MOJTyYaIn KapOaMas3erH, OKCKapOa3emH WX TOIH-
pamar. 1o pe3yisratam 0630pa ObLI cie/IaH BBIBOIL O TOM, YTO
CyJIBTHAM, a TaKKe JIEBETUpALeTaM 1 Ki1o0a3aM OTHOCSITCSI
K Mpernaparam MepBoi TMHUY Tepanuu [25].

ITo pe3yabraTam AaTCKOro CUCTEMaTUYECKOIO aHaIM-
3a UCCIICIOBAHUIA, TIPOBENCHHBIX 110 CIICIYIOIIMM KPUTEPHSIM:
CHIDKEHUE YaCTOTHI IPYCTYIIOB, IPEIOTBPAICHIE PA3BUTHS
ATUIMMYHBIX (DOPM MJIM YMEHBILIEHUE PYCKA KOTHUTUBHBIX
HapyieHuii y aeteii ¢ B3D-LTC, k pekoMeHnoBaHHbIM ADI T
OTHOCSITCS JIEBeTUpalieTaM U CyJisThaM [39].

ITo nanHbIM KoKpeitHOBCKOro MeTaaHaIn3a, OIy0.Iu-
koBaHHOTO B 2014 1., ipu B3D-LTC cynbruaM ObLI equH-
cTBeHHBIM ADII ¢ mokaszaTelibHBIM YPOBHEM HE HUXKeE
CpEIHET0; B IPYTMX UCCIIEIOBAHUSX, CDABHUBAIOIINX Kap-
Oama3zenuH ¢ KJIobazaMoM, JieBeTupaleTaM ¢ OKcKapba-
3eIIMHOM U TOIMpamaT ¢ KapbaMa3elmMHOM, 10Ka3aTe/Ib-
HBII YpOBEHB ObIJT HU3KWUM WA OYeHb HU3KNUM [62].

P. Milburn-McNulty u coaBt. (2021) npencraBuiu
JIOTIOJTHEHHYIO BEpCHIO0 OpUTHHAIbHOTO KoKpeitHOBCKOro
o0630pa, onybaukoBaHHoro B 2014 . AHanu3upoBajach
3¢ dHEeKTUBHOCTD CyJIbTHaMa B MOHOTEPAIUU ITPU JIIOOBIX
¢dopmax sMuIeriCuy Mo CPaBHEHUIO C TIale00 WK TI00bIM
npyrum ADII. B aHanu3 ObLI0 BKITIOUEHO 4 UCCeI0BaHUS
C yyacTueM B o0l1elt coxXHOoCTH 355 maluueHToB: B 3 UC-

caenoBaHMsIX (n = 209) yyacTBOBaIM MALIMEHTHI C TUATHO-
3o0M B3D-1TC, u B 1 ucciegoBannu (n = 146) — nariMeHTHI
C TeHepaJIM30BaHHBIMUA TOHMKO-KJIOHMYECKUMM TPYICTYIIA-
Mu. CyJibTaM B MOHOTEpAITMU CPaBHUBAJICS C I1I1a1e00 U ¢
JIeBeTHpaLIeTAMOM B McclienoBaHusIX natreHToB ¢ B3D-LTC,
a B UCCJICNOBaHWH TTAlIUEHTOB C TeHepaIu30BaHHBIMU TO-
HMKO-KJIOHMYECKUMMU ITPUCTYIIAMM CYJIBTUAM CpaBHMBAJI-
¢ ¢ peruTonHoM. [TokazaTesb BeIX0a U3 MCCICIOBAHUS
B CBSI3U C PELIMAMBOM WU MMOOOYHBIMU 3(PppeKkTamMu ObLT
BBIIIIE ITPU TePAITMU JIEBETUPALIETAMOM, YeM TIPU IIpUEeMe
cynbTiaMa (oTHocuTeIbHbIN prck (OP) 0,32; 95 % nose-
putenbHbiit uHTepBan (JIM) 0,10—1,03; 1 uccaenoBaHue,
43 nauueHTa). B oTHomeHY N0OOYHBIX 3(P(HEKTOB (heHU-
TOWH 3HAYUTEJIBHO Yallle, YeM CYJIBTaM, BBI3bIBAJI THIIED-
Iia3uio geceH [38].

B Hacrosiiiee Bpemsl, corracHo pekoMeHaamsamM Hemerr-
KO MPOTUBOSIMWIEITUIECKOM JIUTH, TIPEapaToM IepPBOTo
BbIOOpa B ieyeHur B3D-1ITC (ponaHanyeckoii anmierncum)
SIBJISIETCS CYJITMAM B MOHOTepanuu B 103e 5—10 Mr/Kr/cyT
B 2 ipuema. CyJibIiaM IpUMEHSIETCs Kak IperapaT IepBoro
BbIOOpa B MOHOTepanu B [epMaHMK U B PSIZIE APYTUX CTPaH.
OtmeuaeTcst BeIcoKasi u3dupaTesibHast 3(D(heKTUBHOCTD JaH-
Horo npemnapata B oTHomeHuu JADI1/1. MoHoTepamnus rpu-
MEHSIETCS B JICYEHUU 3TOM (hOPMBI STTMIIETICUM B OOJIBIITNH-
CTBE CJIy4aeB. B penKux «yMOpHBIX» CIyYasx BO3ZMOXHO
MpUMEHEHNe KOMOMHAIIMY 2 TIpenapaToB, 1 KOMOMHAIIUS
Basibrpoara B 103¢ 20—30 Mr/Kr/CcyT ¢ CyJbTUaMOM SIBJISI-
€TCs OTHUM M3 HanboJIee paclpoCTpaHEHHbBIX BApPUAHTOB
(K.}FO. MyxuH u coaBr., 2023).

JleTcKas 3aTbLIOYHAS SNMUJIENICHSA CO 3PUTEIbHBIMU NPH-
crynamu. [Tpu s10i1 hopme Bo3pacTzaBUCUMON (HDOKATBLHOMN
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SMWIETICUM ETCTBA BO3MOXHO IIPUMEHEHME CyJbTHaMa
B MOHOTepanuu B 103¢ 5—10 MI/KT/CyT; B pEOKUX «YIIOp-
HBIX» CJIydasiX TAKXKe BO3MOXHa KOMOMHAIIMS BaJIbITpoaTa
¢ cyastnamoM (K. }O. MyxuH u coaBr., 2023).

[Tpu nanonaTHyecKoii (POKAIbHOI IMUJIENICHH C TICEBI0-
reHepajIM30BAHHBIMH MPUCTYNAMH CYJIBETHAM MOKET OBbITh 3¢h-
dexTuBeH B 103¢ 5—8—10 Mr/Kr/CyT 1 MOXET TPUMEHSIThCS
B KoMOuHauuu ¢ BajbnpoatoMm (K.FO. MyxuH u coaBr.,
2023).

Cungpom nceno-Jlennokca. CyabThaM OTHOCUTCS
K IIpernaparam ¢ 10Ka3aHHO! 3(h(PeKTUBHOCTBIO ITPY CHH-
nmpome niceBno-JIlenHokca [7, 26, 58]. JleueHne HauMHAET-
¢ C IPOM3BOIHBIX BAJIBIIPOEBOI KHUCJIOTHI B CPEIHEH 10-
3¢ 30—50 mr/kr/cyt. OnHako B OOJILIIMHCTBE ClydyaeB
TIPUXOOUTCS MEPEXOAUTS K IToUTepanuu. 1 KoMOrmHaIyst
BaJIbIIPOATa C CYJbTUaMOM (OKOJIO 5 MI'/KT/CyT) SBJsSEeTCS
OIHOM M3 ONTUMAJbHBIX B JICYEHUU CUHIPOMA IICEBIO-
Jlennokca (K.FO. MyxuH u coaBr., 2023).

DoKabHAS SNMUIENCHS TETCTBA CO CTPYKTYPHBIMH H3-
MeHenusvu B mo3re u JIIDIIJI na DBI npeacrasisier codoit
0oco0yI0 (opMy BIUIIENICUU, TTOAPOOHO OIMMCAHHYIO
K.}O. MyxunbiM u coaBt. (2010). Peub uaeT o nmaluueHTax,
MEePEeHECIINX TePUHATAIbHOE MOPaXeHNE TOJIOBHOTO MO3-
ra 1 UMEIOIIMX TSDKEJIble HEBPOJIOTMYECKHE HapYIICHUS
(B OOMBILIMHCTBE CBOEM — AETCKUIA LiepeOpalIbHbIN Mapainy,
HEPEIKO — YMCTBEHHYIO OTCTaJIOCTh), OOYCIOBJIEHHBIC
CTPYKTYPHBIMU M3MEHEHUSIMU B O€JIOM BEILIECTBE T'OJIOB-
HOTO MO3ra. DTO KaTeropus TSDKENIbIX OOJIbHBIX, OJHAKO
SMWIETICHS, pa3BUBAIOILASICS Y JAHHBIX MAIlMEHTOB, UMEET
YepThl BO3PAaCT3aBUCUMON ¢ 00sI3aTeIbHBIM HaJUYUEeM
JADIT1 Ha DBI. Tlpuctynbl KymUpYyIOTCS, a SMUJIETITU-
(opMHast aKTUBHOCTb OJIOKMPYETCsI ITPY HACTYILICHUM ITy-
GepraTHOro Tepyoa. JJaHHbIM CUHIPOM ITPOSIBIISICTCS JIe-
OIOTOM BITWJIETICUM B MJIaIEHIECKOM MJIA AETCKOM BO3pacTe;
HaJIM4MEeM ITPUCTYITOB, XapaKTePHBIX IST BO3PACT3aBUCHMBIX
(oKaTbHBIX SIUJIETICUIA (POTaHANYECKON, 3aThLIOYHO);
obnuratHeIM HanumuveM DI Ha DI, cTpyKTypHBIMU
M3MEHEHMSIMU ITPEUMYIIECTBEHHO B GEJIOM BEIIIECTBE TOJIOB-
HOro Mo3ra (Kak JIOKaJIbHbIMU, TaK U IUMEGY3HBIMU), BO3-
HMKIIIMMU B aHTEHATAaJIbHOM WJIY TIepUHATAIEHOM ITIEPUOIE;
OJIaroIPUSITHBIM IIPOTHO30M I10 SIWJISTICUM ¢ KYTTMPOBaHU-
€M MPUCTYITOB B TTOIABJISIONIEM OOJIBIIIMHCTBE CTydaeB, HO
C BO3MOXHBIM HaJIMYMEM TTEPMaHEHTHBIX TSKEJIbIX TBUTA-
TeJIbHBIX (IeTCKUI LiepeOpanbHbIil Mapaany) U/ Wi KOTHU-
TUBHBIX (MHTEJUIEKTYaJIbHAsI HEIOCTATOYHOCTD) HAPYLLICHUIA
(K.}O. MyxuH u coasr., 2023).

CynbTHaM UMeET BBICOKYIO N30upaTtesibHy10 3¢ dheK-
TUBHOCTbG B oTHoweHuH ADI1/1 Ha DBI. OnHako, HeCMO-
TPS HAa TO YTO NP JaHHOM (hopMe SMUICTICUU SITUICTITH-
¢opMHasE aKTUBHOCThL MMeeT Mopdoiaoruio HADII,
MOHOTEPAMNMsI CYJIETUAMOM TIpY (POKATbHOM SITUJICTICUM
JIETCTBA CO CTPYKTYPHBIMU M3MeHeHUsIMU B Mo3re 1 JADT1/]
Ha D3I peako ObIBaeT 1o0CcTaTOUHOM. B OOIBIIMHCTBE CITy-
yae B JICUCHUU 3TOK (pOpMBI SIUICTICUM TTPUMEHSIETCS

1

KOMOMHMpOBaHHas Tepanus. BeicokoadheKTuBHA KOM-
OMHaLMS BajlbIIpoara ¢ CyJIbTUaMOM B 03¢ S—10 Mr/Kr/cyT
B 2 mpuema (K.}FO. MyxuH u coaBr., 2023).

[Ipu snmnenTrYecKux MPUCTyIax ¢ (hOKaJIbHBIM Ha-
YyajioM I10 TUIY POJAHIMYECKMX 1 3aThUIOYHBIX, a TAKXKe
Mpu OUJIaTepaIbHBIX TOHUKO-KJIOHUYECKUX MPUCTYITax
cTapToBas Tepallysl OCYIIECTBIISIETCS C TIperapaToB Baslb-
npoeBoit KUcaoTh B 03¢ 20—40 mr/kr/cyT. [1pn HemocTa-
TOYHOI 3(PEKTUBHOCTU BO3MOXKHA KOMOMHUPOBaHHAS
Tepanus, B TOM YMCJIe KOMOMHALIMS BaJIbIIpOaTa C CYJib-
THAMOM B J103€ OKOJIO 5 MI'/KT/CYT.

[pu HamuMy y 60JIbHBIX (DOKATLHOM SITHJIETICUEH AeT-
CTBa CO CTPYKTYPHBIMU M3MEHEHUsIMU B Mo3re u JADT1]]
Ha D3I niceBaOreHepaM30BaHHBIX MPUCTYMOB (AKTUBHbBIMN
Y HETaTUBHBIM MUOKJIOHYC, aTMITMYHbIC aOCAHCHI) JIeYeHUE
OCYIIIECTBIISICTCS MpeTiapaTaMU BaJIbIIPOSBOI KUCJIOTHI B 03¢
20—40 mr/xr/cyt. ITpr HepocTaTouHOM 3(h(HEKTUBHOCTU BO3-
MOXXHO IIpYMEHEHUE Cy/IbTama B 103¢ 5—7 MI/KT/CyT U/
3TOCYKCMMMUIA B 103¢ 0KoJio 30 MI/Kr/cyT B KOMOMHAIIUU
¢ sanbnpoatamu (K.FO. MyxuH u coabr., 2023).

D deKTUBHOCTD CYIbTHAMA B JieueHHH APYrux ¢opm
(hokabHOIT 3MMIENCHE (B TOM YKCJIe He OTHOCSLIMXCA K BO3-
pacrt3aBucuMbiM). [10 pe3yisTaTaM MHOTOILIGHTPOBOTO PETPO-
CIIEKTMBHOTO MCCJICIOBAHUS C ydyacTHeM 125 malueHTOB
C pa3MMYHBIMK (hOpMAMU SIIIETICUH, TTOTYYaBILX CYJIBTHAM
B MOHO- U Ttoniutepanuu [11], npu npueme cyasriama pe-
MUCCHS Obl1a JOCTUTHYTA Y 17 13 42 NMalueHTOB ¢ CUMIITO-
MaTHYECKOM (CO CTPYKTYPHOI M BEPOSITHO CTPYKTYPHOIA)
(okanpHOI 3mMIIenICUeiA. B nccaenoBaHre He BKIIIOYAIUCh
MAaleHTHI ¢ PE3UCTEHTHBIMU (POPMaMU STUIICTICHM.

B uccnegoBanuu Hameit ydyeHunbl N. Swiderska
u coaBnT. (2011) uzyyanach 3(p¢peKTUBHOCTh CyJbTHaMa
y 20 maiueHTOB OETCKOro Bo3pacTa ¢ Pe3UCTEHTHBIMU
K Tepanuu ¢hopMaMu 3IIWISTICUM; U3 HUX B 55 % ciiyyaeB
OBLJIO OTMEUYEHO BBIPaKEHHOE TepaIrieBTUIECKOE YIydllie-
HUue (CHUKEHHE YacTOTHI MPUCTYIIOB HE MEHEe 4eM
Ha 50 %) 1y 2 MallMeHTOB TOCTUTHYTa peMuccust. Db dex-
THBHOCTD JIeYeHUs OblJIa 0COOEHHO BhICOKA ITPU (DOKAJTb-
HBIX MPUCTYIIAX, PE3UCTEHTHBIX K Tepanuu [60].

M.S. Campos u coaBnT. (2016) ory6IMKOBaIN CUCTE-
MaTUYECKUIA 0030p pe3y/IbTaTOB MOHOTEPAITUY Pa3IMIHbIX
dbopm smunencuun, BKIoYass (GOKaJIbHYIO 3MUJIEIICUIO
y IeTeli U B3pOCIIbIX. ABTOPBI CpaBHMBAIN KapbaMaselliH,
COXPAHSIIOIIMI TTO3UIIMIO TIperiapaTa BEIoopa, ¢ IpyruMU
ADII nipu pokanbHOM snunerncuu. beut npoBeneH aHanu3
ocHOBHbIX 0a3 maHHbeiXx (MEDLINE/PubMed, Scopus,
Web of Science, Cochrane Central Register of Controlled
Trials). O630p BriI04an ganHele 65 PKU, B KOTOpBIX yya-
ctBoBasio 16 025 marmmenToB. CyslbsTHaM, a TakKKe K1o0a-
3aM, JIeBeTUpalleTaM, JaMOTPUIKUH, OKCKapOa3emnrH,
TOIMpaMaT M BaJIbIIPOaT MPOASMOHCTPUPOBAIM HAUTY4-
mue rnokasaresu 3¢pGeKTUBHOCTU NTPU (DOKAJIbHOM 3IMH -
JISTICUM; TIPX 3TOM JIOCTOBEPHBIE OTJIMYUS OT Kapbamase-
MuHa 1o 3(ppeKTUBHOCTH oTCcyTcTBOBaIM. KapbaMazenuH
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MPOAEMOHCTPUPOBAT HAUOOJBIIUK PUCK OTMeHbI ADII
B CBSI3U C HEMEPEHOCUMBIMU IMOOOUYHBIMU 3(ppexkTamul. Cyiib-
TUAM T10Ka3aJl BTOpoi (II0CIIe JIAMOTPUIKIMHA) Pe3yJIBTaT 1o
BEPOSITHOCTY COXPaHEHWST ITpUBEpXKeHHOCTH Teparvu (60 %)
B CpPaBHEHUU CO BceMU ocTajibHbIMU ADII, Bomenmmmu
B aHaM3. JlaHHBII T0Ka3aTe/Ib XapaKTepU3yeT KakK IepeHo-
CUMOCTb, TaK 1 3(GEKTUBHOCTD Tepanuu. Takum o0pa3om,
CUCTeMaTUYeCK1il 0630p ITOKa3al, YTo CYJIbTUaM (a TakkKe
JIAMOTPUIKMH, OKCKapOa3eH ¥ TOIMpaMar) peKOMEH/I0-
BaH J1s MOHOTEpany (hOKaTbHOM SIMIETICHH (KaK U IpyTre
HOBBIC TIpenaparhl), ITOCKOJIbKY OH CTOJIb Xe 3¢ deKTUBeH,
Kak 1 ctapbie ADIT (kapbamasenuH, BaJIbIIpoart, Kjiodazam),
HO MMeEET JIYYIIyIO IepeHOCUMOCTD [15].

B perpocniektiBHOM HccnenoBaHuu R. Caraballo 1 coaBT.
(2023) oueHuBanuch 3¢GHEKTUBHOCTb U MEPEHOCUMOCTh
cy/IbTMaMa B 106aBOYHOM Tepanuu y 49 MmalMeHTOB IeTCKO-
IO Bo3pacTa ¢ (hOKaJTbHBIMU SITMJICTICUSIMU (HEe BO3pacT3a-
BUCHMBIMU), PE3UCTEHTHBIMU K ApyruM ADII u/unm He-
(bapmakonornyeckuM MeTomaM JieueHus1. B ucciemoBaHue
ObLTM BKJIIOYEHBI MALIMEHTHI, paHee 0e3 apekTa MpuHUMaB-
e He MmeHee 5 ADIT (B MoHOTepanuy Ui B KOMOMHALIWN).
Hosbl cyasruama BappupoBaiu ot 10 mo 40 Mr/Kr/cyt. Dd-
(beKTMBHOCTB OLIEHMBAJIACh I10 YaCTOTE IIPUCTYITOB JIO M TI0-
cJ1ie Havasia Teparmiu cymsriamoM. Y 29 (59,1 %) w3 49 narm-
€HTOB, TTOJTyYaBILIX CY/JIETHaM B JIOTOJIHUTEILHOM Teparuu,
OBUTO JOCTUTHYTO CHIKEHME YaCTOThI IPUCTYITOB OoJIee UeM
Ha 50 %; cpeHMiA ITepUo/ KAaTAMHECTUIECKOTO HAOTIONCHMS
coctaBui 35 Mec. Y 1 (2 %) nmalyeHTa IOCTUTHYTA PEMHCCHSL.
VY 14 (40 %) maumeHTOB JOCTMIHYTO CHIDKEHUE YaCTOThI TIPH-
ctymnoB Ha 25—50 %. CpenHee BpeMst 10 JOCTYDKEHUST Tepa-
MEBTUYECKOTO OTBeTa cocTaBmiIo 5 (3,5—6,0) Mec. Y maryeH-
TOB C TEPAIeBTUYECKIM OTBETOM B OTHOIIICHUH TTPUCTYIIOB
TakKe ObLTO OTMeUeHO yiydllieHre DII. MccnenoBaHue npo-
JIEMOHCTPUPOBAJIO 3(D(HEKTUBHOCTh U XOPOIIYIO ITEPEHOCH -
MOCTB CyJIBTaMa B JICYCHUH Y ieTeil (DOKaIbHBIX AMMICTICHIA,
He OTHOCSIIIINXCS K BO3PACT3aBUCHUMEBIM [16].

Dnuaentuyeckas s3Huedanonarus, >HuedasonaTus
Pa3BUTHA ¥ ANMWIENITHIECKAS CO CNANK-BOJIHOBOM aKTUBALMEH
B0 cHe (DD-CBAC, DPD-CBAC) npeacTaBIIsitoT CIIEKTP CO-
CTOSIHUI, KOTOPBIE XapaKTePHU3YIOTCS CIeInbUIeCKUMU
u3MeHeHussMU Ha DOI' B Bule BbIpaKEHHON aKTWBaLMU
MMHMK-BOJTHOBOI aKTUBHOCTH BO CHE, UMEIOT CXOXME KITMHU -
YeCKUE MPOSIBIICHUS 1 ITOIXO/IbI K Teparvu. DTH CUHAPOMBI
00beMMHEHBI BMECTE, IMOCKOJbKY MMEIOT OOIIUe YePTHI;
B HACTOSIIIEE BpeMsl OHM BKITIOYAIOT B ce0sl (DOPMEI, paHee
WM3BECTHBIE ITOJ HA3BaHUAMU «3IMIJICTITUYECKas SHIIe(haIo-
MaTusi ¢ IMPOJOKEHHON IMUK-BOJTHOBOM aKTUBHOCTHIO
BO CHE» U «aTUIIMYHast T0OpOKavyeCTBeHHAsT (DOKaTbHASI SITH -
siericust (CUHAPOM TiceBa0-JIeHHOKCA)».

CungpoM Jlangay—KineddpHepa — crierupudeckuii
noatun 39-CBAC, nmpu KOTOpoM perpecc HabaogaeTcst
MPEVMYIIECTBEHHO B pe4eBOii chepe ¢ pa3BUTHEM IIPH-
00peTeHHOI CITyXOBOii arHo3uu. B okoHUYaTeIbHOI Bepcru
KiaccudyKam MexmyHapoaHOI POTUBOSMMICITHIEC-
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koit iuru (ILAE) mpuHsaTo peleHre cCoXxpaHUTh SIIOHUMHOE
Ha3BaHUE, IPUMEHSIOIIEECS T OIMMCAHMS JAHHOTO CHH-
npoMa. DOI'-narTepH, paHee HEOOXOAUMBIA IJI AMArHO-
ctuku DPD-CBAC u 99-CBAC, u3secteH kak ESES.
B mutepatype ESES 00bI4HO onpeaesisiiim Kak MoYTH IOCTO-
STHHYO SITIENTH(MOPMHYIO aKTUBHOCTh, KOTOPAst 3aHUMasIa
>85 % memnenHoro cHa. OQHAKO MEHbIAs YacToTa 3TOI
AKTUBHOCTH BO CHE TAKXKE MOKET aCCOILIMMPOBATHCS CO 3HA-
YUTEJIbHBIM PErpeccoM MM (GIIyKTyaleid KOTHUTUBHBIX
(byHKLMIE 1 HApyIeHWit moBeaeHus [55, 68]. BaxHo, uto
KOTHUTUBHBIM, TTOBEACHYECKIIA MJIM JBUTATEIbHBII perpecc
BO3HUKAET B TO Xe BpeMs (MJIM B TeUeHUE HECKOJBKUX
HeJlenb), Koraa Ha DI nosiBisieTcst BbIpakeHHOE HapacTa-
HMeE ITMK-BOJTHOBOI aKTUBHOCTH BO CHE (CHailK-BOJIHOBAsI
aktuBanus Bo cHe, CBAC) ¢ moutu npoaoKeHHONU Me/I-
JierHoit (1,5—2,0 Ii1) MMK-BOJTHOBOI aKTUBHOCTBIO B ME/I-
JIeHHOM cHe. D3I cHa obsi3aTesibHa /I YCTaHOBJIEHUS
nuarHosa. Hapymenust Ha D91 BO3HUKaAIOT BO B3aMMO-
CBSI3M C BBIPaXKEHHBIM KOTHUTUBHBIM M/WJIU TTOBEIEHYE -
ckuM perpeccoM. B atux cutyanusax auarHos 99-CBAC
YCTaHABJIMBAETCS Y MALIMEHTOB C IIPEAIIeCTBYIOIIUM HOP-
MaJIbHBIM pa3BUTHEM, B TO BpeMs Kak DPD-CBAC —
y HMaLIMEHTOB C MPEIIIeCTBYIOIIM HapyILIEHUEM Pa3BUTHS,
Ha OCHOBAaHWU IOKYMEHTHPOBAHHOI'O CTOMKO COXPaHSIIOIIIEe-
roCsl YXYIILIEHNsI KOTHUTUBHBIX, PEYEBBIX, TTOBEACHYCCKIX
W ABUTATENbHBIX (DYHKIMI B pa3iTUIHbIX KOMOMHAIIUSIX,
B coueTaHuu co 3HaunTtenbHoit CBAC. Crielimgpuyeckuie ¢o-
KaJIbHbIE SITUJICTITUYECKIE CUHIPOMBI, TaK/e KaK BO3pacT-
3aBUCUMbIE SIMWIETICUU C LEHTPaIbHO-TeMIIOPaTbHbIMU
CraiikaMy ¥ ¢ BeTeTaTUBHBIMU ITPUCTYIIAMU WJIU CTPYKTYP-
Hble (POKaIbHBIE SMWICIICUHA, MOTYT 3BOIOLIMOHUPOBATh
B OPD-CBAC TpaH3UTOPHO WJIM B Te€UEHUE IJIUTEIIBHOTO
nepuona BpeMeHu (K. FO. MyxuH u coasrt., 2022).

TakKe CyIIeCTBYET TEPMUH «KOTHUTHUBHAST ITAJICTITH -
(opmHas ne3uHTerpatys». JJaHHbIA TepMUH ObLT BIICPBbIC
npenioxeH G. Gobbi u coaBT. Ha 5-M EBponeiickom amu-
JnenTonornyeckoM KoHrpecce B Manpune B 2002 . Kor-
HUTHUBHAS SMWIENTUMOOPMHAST IE3UHTETPALUST — CUMIITO-
MOKOMILIEKC MPUOOPETEHHBIX HApPYIICHUM BBICIIUX
MCUXUYECKUX (PYHKUMI y meTeil, acCOLMUPOBAHHBIM
C BBIPAXKEHHOM 3MUJIENTU(MOPMHOI aKTUBHOCTBIO Ha DT,
IPY OTCYTCTBUM Y HUX SMMJICITUIECKUX IPUCTYNOB. [Tpn
3TOM JOMYCKaeTCss BO3MOXHOCTb HAJIMYMS €AMHUIHBIX
SnUJIeNTUYeCcKUX nmpuctynoB B aHamHe3e (K.KO. MyxuH
2011). DTOT TEpMUH OTHIONb HE MASHTUUYEH MOHSITUIO «3ITH -
JIenTHYecKast SHIehbasonaThsl», Tak KaK B IIOCICIHEM CITy-
Yyae KOTHUTUBHBIC HAPYIICHUSI MOTYT OBITh OOYCJIOBIICHBI
YaCThIMU SIICTITHYSCKUMU IIPUCTYIIaMU, KaK, HallpuMep,
TIIPY CUHAPOMAaxX MH(PAHTHUILHBIX SIWICTITUYECKIX CITa3MOB,
HpaBe, JleHHokca—IacTo 1 MHOTUX APYTHX.

BoaMmozkHast 3¢ GeKTUBHOCTD CyJIbTHaMa Mpu 3a00J1e-
BaHUSIX 3TOM TPYIIbLI ObUIa MOKa3aHa ellle B Haubosee
panHux ucciaenoBanusix. U. Kramer u coabrt. (2009) coo6-
LI O CBOEM OMbITe JiedeHUs 30 GOJIbHBIX MUJIETICHEeIH
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¢ ESES (uckmouasg CJIK). bonee yem B 1/3 ciayyaeB ESES
chopmupoBacs B pe3yabrare TpaHcdopmanuy B3O/
eie B 1/3 ciayyaeB B OCHOBe 3a00J1eBaHUs JIeXKalu CTPYK-
TYpHBIC HapyIlIeHUs B Mo3re. JTMTeIbHOCTh COXpaHEHUSI
ESES BapeupoBaia ot 2 10 60 Mec. ABTOpBI KOHCTaTHPO-
BaJIM BBICOKYIO 3(h(PeKTUBHOCTH ITTIOKOKOPTUKOCTEPOUIOB
(65 % ciygaeB); TakKe ObUI MoIy4YeH 3P dOEKT Ipu IIprUMe-
HEHWM JieBeTHpalleTaMa, Kjoba3ama 1 cyssTuama (B 17 %
ciay4daeB); 3(heKT OT IPUMEHEHUST BaJIbIIpoaTa, 3TOCYK-
CHMMJIa, TOIIMpaMaTa 1 JIJAMOTPUIKMHA B 3TOM HUCCJIEIO-
BaHWUM JOCTUTHYT He ObLT [36].

B uccnenoBanuu S. Kanmaz u coaBr. (2021) olieHnBa-
J1ach 3(P(heKTUBHOCTH CyJIbTMaMa B J00aBOYHOM Teparuu y
JIeTei ¢ aMUIeNTHYeCKON sHIIedanonaTueid 1 KapTUHOMN
ESES. B uccinenoBaHuu yyacTBoBajio 29 neteil, KOTOpbie
OBLIM pa3esieHbl Ha IOATPYIIIHI ITO 3THOJIOIMH;: OCHOBHAS
rpynra — 14, ctpykTypHasi/uH(eKIMOHHAs STUOJIOTUS — 9,
HeycTaHOBJIEHHAs ITpUYrHA — 6. DHPEKTUBHOCTD CYJIBTH-
amMa, Ha3HaYeHHOTO B JIOITOJIHUTEIBHOM Tepanuy, OLCHM! -
BaJIach 110 CJICAYIOIINM TTapaMeTpaM: KOHTPOJIb IIPUCTYIIOB,
yayyiieHue D91, HeoOXoaMMOCTh 100aBIeHUsT HOBbIX ADI 1
TI0CJIe BBEICHUS CYJIbTUaMa, YIyJIIeHUe TIOBEISHUST U KOT-
HUTUBHBIX pyHKLMIA. [Teprnon kaTaMHecTHYeCKOro HabIo-
JIEHs TI0CJIe Ha3HAYeHMS CyJIbTHaMa BapbUpOBaJl OT 5 10
51 mec. B xoH1Ie 1-ro rona jeyeHus CyJsTHaMOM HauboJiee
3HaUYMMOe yJydllieHue Toka3zareyieit DDI° Obu10 mocTur-
Hytoy 71,4 % (10/14) mariueHTOB OCHOBHOI IpyIITHI (TIpU
OTCYTCTBMU BBISIBIICHHOI CTPYKTYPHOI 3TUOJIOTUU 3a00-
neBaHus), 33,3 % (3/9) nauMeHTOB B rpymnie UHOEKIIM-
OHHOW ¥ CTPYKTYPHOI 3TUOJIOTUM U HE OBLIO TOCTUTHYTO
HU B OJTHOM M3 CJIy4aeB B IPYIIIE C HEM3BECTHOM 3TUOJIO-
rueit 3a6oneBanust (0 % (0/6)). ITalueHTHI, Y KOTOPBIX
nattepH ESES na B3T Obl MOJHOCTHIO KYITMPOBAaH WU
CTOIMKO COXpaHsIICS Yepe3 3 Mec JIeUeHUS, IPOAEMOHCTPH -
pOBaI aHAJIOTWUYHBIN pe3ysbTar yepes 6 1 12 mec. OnHa-
Koy 35,2 % nmauMeHTOB ¢ YaCTUYHBIM yiydiieHueM DI
yepe3 3 Mec narrepH ESES BepHysics B gajbHeHIIEM.
B ocHoBHoii rpymme y 8 u3 10 mauueHTOoB ¢ MOJHBIM WA
YaCTUYHBIM TOJOXUTENbHBIM 3¢ dekToM Ha DI uepes
1 rom Tocjie Havaa JeYeHMsI CYJIETHaMOM ObLIIO OTMEUEHO
yIIy4IIeHUe TTOBENCHUS Y KOTHUTUBHBIX (pyHKLIMIA [35].

B uccnenoBanuu Y. Topcu u coant. (2021) npuHsiio
yuactue 39 naureHtoB ¢ ESES (3P3-CBAC), cpenHuit
BO3pacCT KOTOPBIX cocTaBu 8,5 + 4,1 roga (Bo3pacTt Bapbu-
poBai B nipenenax 1,5—16 sner). Y 9 u3 39 maiiueHTOB 1u-
arHoctupoBaHa B3®D]I; cTpyKTypHast 3THOJIOTUS 3ITH-
Jiericu BbIsiBeHa B 13 ciryyasax. CpelHsisi MpOaoJKUTEb-
HOCTb ITPUMEHEHMSI CyJIbTHaMa cocTtaBuiaa 32,5 £ 13,7 mec.
CynbsTaM NpUMEHSUICS B 10OABOYHOI Tepanuy B 103€
5—30 Mr/kr/cyT. [1altueHThI MoTyJyaiu BajabIipoar, Kapba-
Ma3elnuH, oKcKapba3emnuH, JJaMOTPUIXMH, Kio0a3zaMm,
JIeBeTHpaleTaM, (heHobapOUTall, TOIMpaMart, 3TOCYKCHUMMT
u takocamu. Ilociie mo6aBieHUs CyIbTHaMa paHee IIpU-
MeHsieMble ADIT otmeHsn yepes 3,6 £ 2,6 Mec. YcneBa-
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€MOCTb ITAlIMEHTOB OLIEHWBAIACH ITO IITKOJIbHBIM OLIEHKAM.
Taxke olieHMBaIM YMEHbBIICHUE TTOBEAEHYCCKUX Hapylle-
Huii. Jlo Havasia Tepanuu CyJI5THaMOM OTMEYAICh CIICIyIO-
1II1E BUIBI IOBSACHUECKMX HAPYIICHUIA: TUTIEPAKTUBHOCTD,
TPEBOXXHOCTb, APaKU, TPHI3CHUE HOITEH, BBHIIIUIIBIBAHUE
BOJIOC, BOPOBCTBO, JIOXb, 3aCTEHUMBOCTh 1 3HKOITpe3. CyJib-
THaM ObLT BBICOKOA((hEKTUBEH B OTHOIIICHUH SITUJICTITH-
yeckux npuctynoB y nauueHToB ¢ ESES (BPB-CBAC).
¥ 25 (64 %) nalMeHTOB TOCTUTHYTAa PEMUCCHSI IIPUCTYIIOB,
y 8 (20,5 %) oTMeUeHO CHIKEHME YaCTOThI IIPUCTYIIOB OoJjIee
yeM Ha 50 %. CpenHsis IpoI0KUTEIBHOCTb PEMUCCUM T10-
cJie Havasia JJedeHus cyJIsTuaMoM cocTaBuiia 27,8 + 17,9 mec.
BeposSITHOCTD TOCTVKEHMST TTOJTHOTO KOHTPOJIST IIPHCTYITOB
ob1a goctoBepHo Beimie npu B3D-LTC (p = 0,01).
Y 19 (48,7 %) malmeHTOB IOCTUTHYTA ITOJTHAS. HOPMATA3aIMsI
98Iy 9 (23,1 %) — yMeHbllIeHUE SMWICNTUMOOPMHOM aK-
TUBHOCTU Ha DBI. CyNbrraM TakKe yIydilaj yereBaeMoCThb
B ikoJie ¥ noseneHue (p <0,001). Toabko y 2 mallueHTOB
OTMEYaIMCh ITOOOYHBIC 3(h(MEKTHI B BUIE CHYDKEHUST MACChI
TejJa W allfeTuTa, a TakKXkKe YCWICHUS arpeCCHMBHOCTH.
Hwu y omHOro u3 naieHToB He HAGMIOAAI0Ch YBEIMUYCHUS
YaCTOTHI IPUCTYIIOB [65].

B mocnienHue rombl onyo6IMKOBaHbI OTACIBHBIC CTydan
3((HEKTUBHOCTU CyJIbTHUaMa MpU peakux ¢popmax DPI-
CBAC reHeTHYeCKOIi 3TUOJIOTUM.

J. Pereira-Nunes 1 coaBT. (2023) onucanu ciry4aii a¢-
(beKTUBHOCTHU cyJIbTMaMa Y IallieHTa ¢ TeHEeTUYeCKOU
snuiencueil — DD-CBAC, BbI3BaHHO# MyTalMeii B reHe
GRIN2A (cBsizaHHOM ¢ noHOTportHbIM NM DA-penientopom
rimyramata 2A noaruna). len GRIN2A xoaupyeT HarboJiee
3HaunMyto GluN2-cyobeauHuily petentopa N-metui-D-
acnaprata (NMDAR). Cynsruam ymenbinaeT NMDAR-
ONOCPEI0BAaHHYIO HEMPOHABLHYIO BO30YIMMOCTh. ABTOPHI
ONMCAIN CIydail S-eTHel 1eBOYKU (C TTOJIOXKUTEIIBHBIM
CEMEWHBIM aHAMHE30M 10 3MUJICTICUN), Y KOTOPOI Iep-
BOHavaJibHO ObLIT ycTaHOBJeH auarHo3 B3D-LTC u Ha-
3HaueH BaJblpoar. Yepes ros y Hee MOSIBUINCH TPYTHOCTH
B 00YyYeHUU Y BO3HUKIIN (hOKAIBbHBIC TIPUCTYIIBI C TPAHC-
(opmarmeii B GriiaTepaibHble TOHUKO-KIIOHMYECKHIE BO CHE.
Ha B3I obu1 BeisiBeH peHoMeH CBAC, u ycTaHOB/IEH Ou-
arHo3 99-CBAC. TopmoHaibHas Tepanus (IIpeIHU30I0H)
ObL1a 3(pHEKTUBHOM, OAHAKO COMPOBOXKAATACH TOOOUHBIMU
addekTamMu, 1 OTMEHa TIperapaTa IpuBeia K PeLIBY.
IMocne moGaBineHMs cyjabTMaMa K BaJIbIIPOATy BTOPBIM
MpenapaToM OTMeUEHBI CTAOMIM3alMs] KIMHUYECKOTO CO-
CTOSTHUS M YJTydIlIeHNe KOTHUTUBHBIX (DYHKIIMIA, JOCTUT-
HyTa PEMUCCHsI, COXPAHSIONIAsICsl B TeUeHUe 4 JIET Ha MO-
MEHT HaIlMCaHus cTaTbU. [eHEeTUYeCKoe MCClIeqoBaHKE
BBISIBUJIO MUCCEHC-MyTauuio B reHe GRIN2A, C.3228C>A
(p.Asn1076Lys), BeposITHO, C IOBBIIIEHNEM (PYHKIIAHM (gain-
of-function) NMDAR-peuenropos [48].

D.A. Hadi u coaBt. (2022) onucanu ciaydait apdek-
TUBHOCTU CyJIbTMaMa IPY FeHETMYECKOM SHLIeDaTonaTuu
Pa3BUTHUS U SMWICITUYECKOM, CBI3aHHOM ¢ AeUIIUTOM



PYCCKUN

sy IETCKOM
HEBPOAOT' MU

XeJIaTpeayKTa3bl xKejie3a 1-ro TuIia, BeI3BaHHBIM MyTallrei
BreHe FRRSIL (ferric chelate reductase 1 like). B1o penkast
npuunHa DPD, B IuTepatype ONMMcaHo JUIIb HECKOJIbKO
cJydaeB, M BCE OHM OTJIMYAIOTCSI PE3UCTEHTHOCTHIO K Te-
panuuy. ABTOpBI OIMCAIN MaJIbYMKa C Je0I0TOM MapOKCU3-
MaJIbHBIX COCTOSIHMIL ¢ 7 MeC, TMarHOCTUPOBAaHHBIX KakK
KJIOHUYECKUE SMUJIEIITUICCKUE TTPUCTYILI B BO3PACTe
1 rona. KomOMHalMu BajiblipoaTa, JaMOTPUIKMHA U KJI0-
0a3zaMa IIPUBOIMJIN JIUIIB K HEOOIbIIIOMY CHIDKEHHIO Ya-
CTOTHI ITpucTyIoB. [loBTOpHOE 3/1eKTpO3HIIEDaTorpadu-
YECKOe MCCIIENOBaHNE B BO3pAcTe 2 JIeT BBISIBUIO (hpeHOMEH
CBAC, u 6b11 HazHavyeH cynsTiaM. Yepes 2 Hea mocjie Ha-
3HAYEeHUs CyJIBTMaMa IPUCTYIIbI ITOJTHOCTHIO ITPEKPATHIIHCh.
B Bo3pacrte 4 yieT oTMEUYEH PELIMIMB IOCJIE OTMEHBI CYJIBTHA-
Ma, OIHAKO IIPUCTYITbI BHOBb MPEKPATUIUCh TOCIe BO300-
HOBJICHUSI ITpHYeMa IperiapaTa. Y IalieHTa TAaKKe OTMEYaIiCh
YacTble Xopen(hOPMHBIE TUIIEPKIHE3bI, BIICPBHIC ITOSIBUBIIIN-
ecs B Bo3pacTe | roma. [lonHoe cekBeHHUpOBaHUE 3K30Ma
BBISIBUJIO TOMO3WUTOTHYIO HOHCEHC-MYTaLMIo B reHe FRRSIL
(NM_014334.3: ¢.670C>T:p.GIn224*). Ha MoMeHT Hamuca-
HMSI CTaThbM MALMEHT HAXOIUTCSI B PEMMCCUU C 4-JICTHETO
BO3pacTa Ha (poHe IpreMa CyJIbkTHama, OHAKO y HETro Coxpa-
HSIIOTCS BbIpaxkeHHbIE KOTHUTUBHBIE HapyiueHus [30].

ITo MexXmyHapoaHBIM PeKOMEHAALMSIM, Ha3HaYCHUe
JieyeHUs1 TpeOyeTcsl BceM mauueHTam ¢ OPD/B53-CBAC
HE3aBUCHMO OT HAJIMYMS UM OTCYTCTBMS Y HUX SITMJICTITH -
YeCKUX pUCTYIOB. Llesbio Tepanuu BiIsieTcst He CTOJIbKO
KYITUPOBaHME IIPUCTYITOB, CKOJBKO YMEHbBIIICHUE BbIpa-
JKEHHOCTH U, TTI0 BOBMOXXHOCTHU, OJI0KHMpoBaHWe AUDhY3HOI
SNUAENTU(OPMHON aKTUBHOCTU Ha DD 11 yirydiueHust
KOTHUTUBHBIX U MTOBeIeHYSCKUX (DYHKIIMIA TaleHToB [55].
I1py BO3HMKHOBEHUM AMWICTITUYECKUX IIPUCTYIIOB JICUCHME
HaYMHAETCS ¢ MOHOTEPANUK MperapaTaMy BaJbIIPOCBOM
kuciaoTel B go3e 600—1800 mr/cyr (30—50 mr/kr/cyr)
B 2 mipuema. [1pu HenocTaTouHOI 3(h(HEKTUBHOCTU Bajlb-
MPOaTOB PEKOMEHIOBAaHA ITyoTeparysi, B TOM YUCIIE BO3-
MOXKHa KOMOMHAIIUS BaJIbIIpoaTa ¢ CyJIsTHaMOM, Kiioba3a-
MOM WJIM 3TOCYKCHMUIOM; TaKKe B KaueCTBE J00aBOYHOTO
rpernapaTa MOTyT IPUMEHSIThCS TONMPaMaT 1 JIeBeTUpaLie-
Ttam (K.}FO. MyxuH u coasrt., 2023).

CynsTram 0THOCUTCS K HanboJiee 3¢ deKTuBHBIM ADIT
B JICYUCHUM KOTHUTUBHOM 3MMJICTITU(OPMHOM Ie3MHTErpa-
LU, HApsITy C BaIBITPOATOM, STOCYKCUMUIIOM U KJI0Oa3aMOM
(K.IO. Myxun, 2011; K.}O. Myxun u A.C. I1etpyxun, 2020;
N. Fejerman u R.H. Caraballo, 2007); B TsKenbIX cydasix,
0COOEHHO Y JIeTel MIaIeHYeCKOro Bo3pacTa, Ha3HAYaloTCs
CTEPOMIHBIC TOPMOHBI, M3 KOTOPBIX, C HAIlIei TOYKU 3pEHUSI,
ONTUMAJIBHBIM SIBJISIETCSI THAPOKOPTU30H MPH TIEPOPaTBHOM
npumeHeHuu (K.}O. MyxuH u coast., 2023).

Cxema nedeHust CJIK Takke pazimyaercs: B 3aBUCHMOCTU
OT HaJIMYMS VI OTCYTCTBUSI SMWICTITUYECKUX TTPUCTYIIOB.
Teparmst CJIK BkimouaeT npumeHeHre ADI1, rmoKoKopTH-
KOCTEPOMIOB M JIOTOITEANYECKUX 3aHsATHiA. CyJIbTHaM OTHO-
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curtcst K Hauoonee apdexktuBHbIM ADI T ipu CJIK. CraproBast
Tepanus Py HAJIMYUK SIAICTITUIECKHUX TTPUCTYIIOB OCY-
IIECTBIISIETCSI C TIPENapaToB BaJIbIIPOECBOI KUCIIOTHI B CPETHEIM
no3e 20—40 mr/xr/cyT (600—1750 mr/cyT) B 2 nprieMa. Baitb-
poaThl 3(pheKTUBHBI B KYIMPOBAHUY SITICTITHIECKIX ITPU-
CTYIIOB, HO MX BO3MEUCTBYE Ha SMWICHTU(OPMHYIO aKTHB-
HocThb cnabee. [lpu HemocTaTouHOil 3(EHEKTUBHOCTU
BO3MOXKHA KOMOWHAITMSI BaJIbIIPOATa C CyJIBETUAMOM.

[To-gpyroMmy o0¢cTOMT Aeyio ¢ OJOKMpOBaHUEM AUD-
¢y3HBIX ANMUIENTUGOPMHBIX TTaTTepHOB Ha D3I U Kop-
peKIrel pedeBbIX HapylleHWi. DnuaenTtudopMHas ak-
tuBHOCTB Ipu CJIK pe3ucreHTHa K TPOBOAMMOI TEpaItii,
a BOCCTAHOBJIECHHUE PeYeBOil (DYHKIIMU O3 CYIIIECTBEHHO-
ro yMeHblIeHUs1 aHoManuii Ha DO HeBo3MoxkHO [23].
B ciyyae nzonpoBaHHol adazuu (Mpy OTCYTCTBUN SIUJIETI-
TUYECKUX TIPUCTYIIOB) JIeUeHUE HAYMHACTCSI C MOHOTEpAITuK
omHuM 13 3 ADIT: cyastramoM (10—15 Mr/Kr/cyT), Wiau 3To-
cykcumuaomMm (okosio 30 Mr/kr/cyTt), Win KjiobazamMoM
(oxomo 1 mr/kr/cyr) [53, 63]. Ilpu HeahekTUBHOCTH
MOHOTEPAITUHU CJISAYET IEPEXOIUTh K KOMOMHUPOBAHHOMY
JIEYCHUIO, B TOM YKCJIe BOZMOXHA KOMOMHALIS BaJIbITPO-
aTa ¢ cynsTamMoM [28, 63, 64]. B tietom ADIT 3HaUMTETEHO
60oJ1ee 3¢DEKTUBHBI B OTHOIIICHUY KYITMPOBAaHMS SITUJICTI-
THUYECKUX MPUCTYNOB, HEXEIN PEUYEeBBIX PacCTPOMCTB
(K.}O. MyxuH u coaBr., 2023).

CHMHPOM MH(MAHTHILHBIX IMUIENTHYECKHX CIA3MOB.
B pexomennanmsax HeMeLKOS36IYHOTO O0IIECTBA TETCKUX
HeBpoJoros (2021 r) o Tepanuu cuHIpoMa UHGpaAHTUIIb-
HBIX SIUJICIITUYECKUX CITa3MOB CyJIbTHAM yKa3aH Kak Tep-
BBII Mpernapar BTOPOUl JIMHUM Tepanuu (K mpernaparam
MePBOI IMHUW OTHECEHBI CTEPOMIHBIC TOPMOHBI M BUTa-
o6atpuH) [50]. C Hallleit TOYKU 3peHusI, JTaHHOE YTBEPXKIe-
HUe TpeOyeT 60JIee Cepbe3HbIX KATAMHECTUYECKIX UCCIIe-
JloBaHWIi; KpoMe Toro, B P® cynrsrmaM B TabieTKax
3aperuCTpUPOBaH I IPUMEHEHUS C 3 JIET, YTO TepsieT
aKTyaJIbHOCTb pM cuHIpoMe Becra.

llaHHbIe KIMHNMYECKNX nccnesoBaHuim,

pacwupaowme npeacraBiaeHua

0 BO3MOXHOCTAX CyJ/ibTUAMA

MauonaTuyeckue MAIENCHA ¢ A0CAHCHBIMM NPUCTYTIAMH.
CynbTraM MoxKeT ObITh 3((GeKTUBEH He TOJbKO Mpu ¢o-
KaJIbHBIX MOTOPHBIX IIPUCTYIIaX B paMKaX BO3pacT3aBUCH -
MBIX (DOKAJIbHBIX SMWICTICUIA, HO U TIPU PEe3UCTEHTHBIX
abcaHcax (mepcoHanbHoe HabmoaeHue) (K.FO. Myxun
U coaBT., 2023). Ony0JMKOBaHbBI OTAEIbHbIE COOOILIEHUS
00 2 (peKTUBHOCTU cyJbTHaMa B JIeYeHUM abCaHCOB,
B TOM YHMCJIE B pAMKax UAMONATHYECKOI reHepaaIu30BaH-
Hoit smmenicun.  K.M. Gorman n A. Shahwan (2016)
coobmuan 06 3(p¢GeKTUBHOCTU CyJbTHAMa B JICUEHUU
3 meTeil ¢ pe3UCTEHTHBIMM K TepaIllui abCaHCHBIMU ITPH-
crynamu. B. Ben-Zeev u coaBt. (2004) cooOIIUIN O TOM,
YTO IpY IIpUEMe CYIbTUaMa peMUCCHsl OblUIa JOCTUTHYTA
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y Bcex U3 10 yJacTBYIOIIUX B UCCICIOBAaHUM ITAlIMCHTOB
C IOHOILLIECKOI MUOKJIOHMYECKOM anuiencueii [11].

Dnujaencus ¢ MUOKJIOHHYECKH-aTOHHYECKUMH MPHCTY -
namu. B oTaenbHBIX 60jiee paHHUX IMyOIMKAIMSIX ITOKa3aHa
3¢ HEKTUBHOCTD NIIOKOKOPTUKOCTEPOMIOB (B aKTUBHOM
repuoje 3a00eBaHUs ¢ BBICOKMM MHICKCOM STIMJICIITU -
¢dopMHOI1 akTUBHOCTY Ha DIT'), nH(}pY3Uii 4eTOBEYECKOTO
WMMYHOIJIOOYJIMHA, KETOTCHHOM TUETHI, a TAKKE CYJIBTHA-
Ma 1 Auamokca (muakapo6a) [29, 42, 43]. BriepBbie «<KOpoJjib
repMaHcCKoM amunenToiorum» H. Doose ykasaim Ha BBICO-
Ky10 3¢ (GEeKTUBHOCTD CyJIbTMaMa Mpu (opme SMUIETICUH,
HOCSIIENH ero uMs, — «3MUJIEIICUSI ¢ MUOKJIOHUYESCKM -
aTOHUYECKUMMU TIpUCTyaMu» [22].

B uccnenmoBanuu R.H. Caraballo u coaBt. (2022) yua-
CTBOBaJIM 35 OOJIBbHBIX SMUJIETICUEH ¢ MUOKIOHUYECKU-
aTOHWYECKUMMU TIPUCTYTNIaMU, pe3UCTEHTHOM K apyrum ADIT
(B aHaMHe3¢ OTMeuYeHa Hea(P(hEeKTUBHOCTb HE MEHEe YeM
4 ADII B MoHOTepanuu uiu KkomOorMHauum). lobaBiaeHue
cynstama B 1o3e 10—30 Mr/Kr/cyT IpUBeNo K CHUXKEHUIO
4acTOTHI IPUCTYNOB Gojiee yeM Ha 50 % y 60 % (21/35) na-
LIMEHTOB C PE3UCTEHTHOMW K MPEIbLIylIEMY JICUEHUIO JITU-
JIETICHE ¢ MUOKJIIOHMYECKU-aTOHUICCKUMHM TIPUCTYIIAMU.
Cpennuii nepuoa HabmoneHus: cocraBui 30 mec. [TomHoe
MpeKpaleHe MPUCTYITOB ObIIO JOCTUTHYTO y 2 (5,8 %)
MalKEeHTOB, Y ocTalbHBIX 14 (40 %) MallMeHTOB OTMEUYEHO
CHMKEHWE 9acTOThl MPUCTYNoB Ha 25—50 %. [To6ouHbIe
3¢ deKThl, OTMEUYEHHbIE B UCCICIOBAHMY, BKIIIOYAIU TH-
TIEPITHO3 M OJIBIIIIKY, CHYDKEHUE arllieTUTa, TOITHOTY, COH-
JINBOCTb, TOJIOBHYIO OOJIb U Pa3ipaKUTeIbHOCTh, Ha0JII0-
namuck y 11 (31,4 %) naueHTOB, BO BCEX CIyvasix ObLIU
YMEPEHHO BbIPpaXKEHBI I HOCUJIM TPAH3UTOPHBII XapaKTep.
B otMeHe cyasrnama He ObL10 HEOOXOIUMOCTH HU B OJTHOM
u3 cayyaen [18].

Cunpom Jlennokca—Iacro. B uccnenosanvu R.H. Cara-
ballo u coaBt. (2018) yyactBoBasio 44 malyeHTa B BO3pacTe
4—16 ner ¢ cuHapomoM JleHHoKca—IacTo, pe3uCTeHTHBIM
K apyrum ADII (paHee malveHTHI nostydanuy oonee 4 ADIT 6e3
a¢dekra). CynbTram ObLT Ha3Ha4YeH B AOMOJIHUTEIBHOM Te-
parmuu B no3e 5—30 mr/kr/cyT um 100—800 Mr/cyT; ripu 3TOM
TMAIMEHTBI CO CTPYKTYPHOI 3TUOJIOTUEH ITOJTyYasIn CyIBTaM
B 03¢ 20 MI/Kr/CyT, a Ipy SMWIETICUM HEU3BECTHOM 3THO-
Jloruu — B 103e 15 Mr/Kr/cyT. JITMTeIbHOCTD JIeYeHMSI CoCTa-
Bwia 20 Mec. ITaliMeHThl MCXOMHO TMOyYald CeayIolIe
ADIT: BanbIipoesyo kucioty — 80 %, ieBetuparieram — 66 %,
xio6aszaM — 34 %, Tormapamar — 34 %, pybunamun — 34 %,
JaMOTpUIKMH — 23 %. JlobaBlieHUE Cy/IkTHaMa B CXeMY Jie-
YeHMs y MalMeHTOB ¢ cuHApoMoM JlenHokca—Iacro B 61 %
cllyyaeB TPUBOIUIO K CHUXXKEHHUIO YaCTOThI MPUCTYIIOB
B 2 pa3a u 6osee. 3aperucTpMpoOBaHHbBIC B UCCIICIOBAHUN
Mo0oYHbIe 3((PEeKTHI (TUMEPITHO?, OJBIIIKA, TOLIHOTA, COH-
JIMBOCTh 1 TOJIOBHAST 060JIb) OBUTM YMEPEHHBIMU M TTPEXOIS-
LLIMMU, HE TTIOTpeOOBaBILIMMUI OTMEHHI [17].

B pazmmynbIx myoaukanusx nokazaHa 3¢Gp@eKTUBHOCTh
CyJIsTUaMa U IPU APYTUX, KPOME SMUIETICUH, 3a00IEBaHUSIX.

1

ITapokcu3MaibHOe TOHMYECKOE 3aKaTbIBaHHE IJa3.
A. Quade u coasrt. (2020) onucanu 3¢pGEeKTUBHOCTD CYJib-
THaMa y eTeli C 3MM301aMM ITapOKCU3MaIbHOTO TOHUYE-
CKOTO 3aKaThIBaHUsI IJ1a3. DTO pacCTPOICTBO pacCMaTpu-
BaeTCs KaK J0OpOKaYeCTBEHHbIN (hDeHOMEH, HO MOXKET
OBITH ACCOLIMMPOBAHO C aTaKCHEW 1 3aePXKKOI pa3BUTHSI.
ABTOpHI onucanu 8 AeTeil ¢ MaHHBIM PacCTPONCTBOM,
13 HUX Y 6 AeTeii TaKKe OTMEYaIUCh CUMIITOMBI aTaKCUU
W/VIM 3a0epKKU pa3BuTus. B 1 ciydae reHeTuyeckoe uc-
cJIeJ0OBaHUE BBISIBUIO F€TEPO3UTOTHYIO Aeeiuto 31-ro aK-
30Ha reHa CACNA 1A, yHacie10BaHHYIO OT MaTepU U BhISIB-
JISIBIIYIOCS €11l Y 2 WICHOB CeMbU. Y JIPYroro marueHTa
ObL1a BbISIBJIeHA MyTalust de novo B reHe SIM 1. B 5 cnyya-
SIX IPUMEHSUTMCh MHTMOUTOPBI KapOoaHTHIpa3kl (arera-
30JlaMu1 — Y 3 MallMEeHTOB, CYJIbTHaM — ¥ 2); BO BCeX CIIy-
yasx He3aBUCUMO OT 3TUOJIOTUM 3a00JIeBaHUS JCUCHUE
OBLI0 BHICOKO3((HEKTUBHBIM [44].

BiusHue cyibTHaAMa Ha NOBeAEHYECKHE HAPYIIEHUs TPH
SMUIENCHN. YXe B HauboJiee paHHUX MyOIMKaLUSIX 110 MPU-
MEHEHUIO CYJIkTUaMa COOOIAIOCh O BOBMOXKHOCTH OJ1aro-
npusATHOro 3¢hdeKra nmpernaparTa Ha oBeIeHYE TAllMEHTOB
U BBIpAXKEHHOCTB MToBeaeHYecKuX HapyiueHuit [40]. T. Haran
(1962) oGHapyKW1, YTO CYJIBTHAM CHIKAET Pa3apakKUTe b~
HOCTb M arpeCCUBHOE MOBEICHUE U B LIEJIOM YJIy4lllaeT Ha-
BBIKM KOMMYHHMKAIlUM ¥ COIMAIU3AIMI0 Y MalleHTOB
¢ amutenicueid. T.T. Ingram u S.G. Ratcliffe (1963) ormeTrm
YMEHBIIIEHHE WX MCYE3HOBEHUE TMIIEPKUHETUYECKOTO T10-
BeleHNd y 16 n3 18 manpeHToB Ha (poHe MpreMa cyIbTiama,
a G.M. Kneebone (1968) —utoy 12 u3 18 neTeii ¢ ruIepKu-
HETUYECKUM IOBEIEHUEM MOBEICHNE «3HAUYNUTENIbHO YIIyd-
IIWJIOCH> TIPY TIPUMEHEHUU CyJIkThaMa. B uccienoBaHum
M.C. Liu (1966) otMeueHO «00IIIee KIIMHNYIECKOE YITydIle-
Hue» noBeaeHus B 32 u3 50 ciaydaes [40].

B uccnenpoBanuu Y. Topcu u coant. (2021) ¢ yuacTtu-
eMm 39 mauueHnTtoB ¢ ESES npu BBeaeHuu cyabThaMa
5—30 Mr/Kr/cyT B 100aBOYHOM Tepaluu y NalueHTOB OT-
MEUYEHO 3HAYUTEIbHOE BOCCTAHOBJEHME KOTHUTUBHBIX
(byHKIIMIT 1 yIydIlleHHe TTOBEACHUSI, a TAKXKE YIydllleHHE
ycrieBaeMocTu B mkote (p <0,001) [65].

B uccnenosanuu S. Kanmaz (2021) y 8 uz 10 mauueH-
TOB ¢ KinuHukoit ESES 1 mojHbIM UM YaCTUYHBIM YMEHb-
LLIEHUEM TNaTOJIOTMUecKUX HapyieHuit Ha D31 uepes 1 rof
TToCJIe HavaJia JISUeHUsI CYJIBTUaMOM ObLIIO OTMEYEHO YITyd-
LIeHKWE MOBEJEHUSI U KOTHUTUBHBIX (PYHKLIMIA [35].

C. Davico u coaBt. (2018) npeacraBuiu cucTeMaTu-
yeckuit 0030p onyodiukoBaHHbIx PKU, nmocBsiieHHbIX
addektuBHOCTH ADII MpU NMCUXUYECKUX HAPYLISHUSX
y neTeit 1 moapoctkoB A0 18 ner [21] (Tabna. 3). O630p oc-
HoBHbIX 0a3 naHHbIX (MEDLINE, Scopus, Web of Science,
ClinicalTrials.gov) Bkitoyan 24 ucciaenoBaHusI, OOJIbIINH-
CTBO M3 KOTOPBIX OBUIM TTOCBSILEHBI JICYCHUIO OMIIONSIP-
HOT'0 paccTpoiicTBa (7 = 12) 1 peLIMIUBUPYIOLLIETO arpeccuB-
Horo noBeaeHus (n = 9). B Gosbleit yacTu ucciaeaoBaHui
n3syyvaics 3¢ ¢ekT BajblpoaTa. B HeCKOMbKIX HEOOMBIINX
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Table 3. Efficacy of antiepileptic drugs for mental disorders according to a systematic review by C. Davico et al. (2018)

Disorder

Therapy target

PacctporictBa
Kapb6amazenux P Arpeccust
Carbamazepine TIOBETICHM] Aggression
p Behavioral disorders &
JleBetupanieram  Cunapom Typetta Tuxku
Levetiracetam Tourette syndrome Tics
" TumnepakTUBHOCTB,
PacctpoiictBo
AYTHCTHYECKOTO MMITYJIbCUBHOCTB,
JleBeTnparieTam arpeccusi, SMOLIMOHAIb-
. creKTpa (ayTusm)
Levetiracetam Hasi JabUIbHOCTh

Autism spectrum
disorder (autism)

Hyperactivity, impulsivity,
aggression, emotional lability

T YMeHbIlIeHNE
K PEBOXHBIE

OHazemnam - CUMIITOMOB TPEBOTU
Clonazepam p aQCTp QHCTBa Reducing the symptoms

Anxiety disorders .
of anxiety

o — ‘VYMmcTBeHHast TunepakTUBHOCTD,
Slﬁthiame OTCTAJIOCTh arpeccust

Intellectual disability

Hyperactivity, aggression

St et Patients Results
HoctoBepHbIE
n=22, OTJIMYHS OT I1J1a1e0o
PKWU, 6 Hex 5—12 ner OTCYTCTBYIOT
RCT, 6 weeks n=22, No significant
5—12 years differences
with placebo
JlocToBepHBIE
(nepeg?glmoe) n=22, OTJINYMS OT IUIale00
i K 8—16 et OTCYTCTBYIOT
T (i) n=22, No significant
4 weeks ’ 8—16 years differences
with placebo
JocToBepHbIE
n=20, OTJIMYMS OT I11a1e0o
PKH, 10 Hex 5—17 ner OTCYTCTBYIOT
RCT, 10 weeks n=20, No significant
5—17 years differences
with placebo
PKU JlocToBepHbIE
n=15, OTJINYHUS OT IIJ1aLe00
(mepeKpecTHOe), 7—13 net OTCYTCTBYIOT
RCT ?clrteszs[over) n=15, No significant
4 weeks ’ 7—13 years differences
with placebo
PKMH (mepekpect- n=42
HOE), 7-38 > CynbsrraM peBoc-
6 Hex —2e et XOJIUT I1J1aLe60
n=42 .
RCT (crossover), 7_38 e;rs Favor sulthiame
6 weeks o
n=734, C
PKU, 14 Hex 6—24 ner D i
RCT, 14 weeks n=34, XOMUT ILTAtCo0
Favor sulthiame
6—24 years

Ilpumenanue. PKH — pandomuzuposannoe konmpoaupyemoe ucciedoganue.

Note. RCT — randomized controlled trial.

onHolieHTpoBbIX PKU Banbnpoar u cyiasruam [9, 40] nume-
JIA TIPEUMYIIIECTBO Mepes TU1anebo B JIeYeHUU PEUIUBHU-
pYIOIIEl arpeccumu.

CunpoM JeUIMTa BHUMAHHUSA C THNEPAKTUBHOCTBIO
(CABY). VY nereii ¢ CABT 1 poraHnanyecKMu criaiikaMmu
Ha D3I 6e3 aNuaenTUIECKUX MPUCTYIIOB CYJIBTHAM YITyd-
LI TIPOIIECC 3alIOMUHAHMS, YCTOMIMBOE U M30MpaTesib-
HOE BHUMaHUe.

B HeMelKoM MUIOTHOM MccienoBaHUM [59] mpuHU-
Manu yyactue aetu ¢ CIBI, TpynHocTs MU oOydeHUs
U POJIAaHINYECKUMU criaiikamu Ha DDI 0e3 aIuIenTUIeCKuX
npucTynoB (21 mauueHT; 7 — XeHcKoro nojua, 14 — Myx-
CKOT0), CPEIHMIA BO3pACT B HAYaJIe MCCIIEIOBAHMS COCTABIISIT

7,7 ronaa, cpeaHuii KoadduimeHT uHTesutekTa (I1Q) — 98, 3.
UYepe3s roa Tepanuy CyJbTHAMOM JIETSIM TPeOOBaIOCh 3Ha-
YUTEJIBHO MEHbIIIEe TTOBTOPEHMI IIPU OLIEHKE KPaTKOBpE-
MEHHOM MaMsaTu (TecT Ha 3anoMuHaHue 10 cioB), npu
3HAYUTEIHHO MEHBIIICH J0J1e OIIMOOK B pa3IMYHBIX TECTAX.
B pesynbrare Tepanuu CHU3MWIMCH KOJIMYECTBO TIOBTOPE-
HUI 17151 HeMmeuieHHoro 3anomuHaHus 10 cios (p <0,05),
o751 olMOOK B 3adaHMSIX MpocToro Bbibopa (p <0,05),
JIOJIsT OIIMOOK B 3alaHUSIX CI0XHOTO Bbioopa (p <0,001),
JIOJIST OIIMOOK B 3aJaHUsIX Ha cKopocTh (p <0,05).

D (HeKTHBHOCTD CY,IETHAMA IPH HOYHOM OOCTPYKTHBHOM
anHo3. CyJbTuaM — eIUHCTBeHHbI ADI1, peKoMeHI0BaH-
Hblii EBponiefickum pecrimpatopHbiM oo1ectBoM ( European
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Respiratory Society, ERS) njs neyeHnst o6CTpyKTUBHOI'O
amHo3 [14].

AmHO3 Bcrpevaercs y 20—30 % neteid 1 B3pOCIIBIX
C PE3UCTEHTHOM K JieueHuto anuiaerncueit [37]. B uccie-
nmoBaHuM S. Sivathamboo 1 coasT. (2023) y 58 % manueH-
TOB ¢ 3HIIedaoNaTuell pa3BUTHUS M BIUJIETITHICCKOMN
O0TMEUaJoCh OOCTPYKTHBHOE alTHOD CHA CPEIHEN U TSIKe-
JIO cTereHU. YTHeTeHUe AbIXaHUs MOXeT OBbITh OoJiee
BBIPAXKEHHBIM ITPY TOHUYECKUX TTPUCTYIIAaX M3-3a HEIpe-
PBIBHOTO COKpallleHUs 1ruachparMbl, KOTOPOE MOXKET Ipe-
IISITCTBOBATh BBIZOXY M BBI3bIBATD altHO3. OmncaH ciyvai,
KOT/Ia IIEHTPaJIbHOE alTHO3 OBbLIO €AMHCTBEHHBIM KIIMHU -
YECKUM MPOSIBJICHNEM TOHUYECKUX SIMUICIITUISCKIX TTPH-
cTynoB. beH3oanazenmHbl U CTUMYJISIIIUS OJIy>KAAr0IIero
HepBa MOTYT YTHETATh AbIXaHWE W BbI3bIBATH JA€CaTypallio
kucaopona [54].

CyliecTByeT CTaHAAPTHBIA ITPOTOKOJ IS JIeUCHUS
SMWIETICUU CHa, KOHCeHCYC MeXIyHapoIHOM IIPOTUBO-
snunentudeckoii turu (ILAE), EBponeiickoro obiiecTBa
uccinenoBanust cHa (ESRS) u EBpomneiickoit akagemMuu
HeBpoJjioruu (EAN). ba3zoBble peKoMeHAaluM BKIIOYAIOT
OIHOBPEMEHHOE IMPOBEACHUE 2 MOJHBIX 00CIeI0BaHUI
JUTSL TUAaTHOCTUKM SITMJICTICHU (BUIEO3IEKTPO3HIIedano-
rpapruyeckuiit MOHUTOPUHT) U pPacCTPOMCTBA cHA (MOJIM-
coMmHorpadus). B oTHolLIeHNM Tepanuy MpeaioXKeHbl Clie-
JIyIOIIMe YTBEPXKACHUS W pPEeKOMEHAALUU: JICYCHUE
HapyIIeHUI IbIXaHUST MOXKET 0Ka3aTh 3(h(PeKT B OTHOIICHUH
KOHTPOJISI AMWIECTITUYECKMX TTPUCTYIIOB. JIedeHre Hapyliie-
HMI1 TBIXaHUST CIIeAyeT pacCMaTpUBaTh HE3aBUCUMO OT MX
TSDKECTH Y TTAIIUEHTOB C ITPOI0JIKAIOIIMUCS SMIJICIITHYC-
CKMMU npuctyrnamu (6e3 pemuccun). HeobxoamumMo KOHT-
posipoBath 3 (MEKTUBHOCTD JICUSHUST HAPYIIICHUI JTbIXa-
HUsS BO CHE TakXe B OTHOIICHMU WX BIMUSHMSI Ha
yYMEHbIIEHUE TIPUCTYIIOB U JHEBHOM COHJIMBOCTU. ADII,
BBI3BIBAIOIIME CEAaTUBHBIN 3(hDEKT, pacciabiieHre MBIIIIL]
W/WIY YBeIMYEHUE MACChI TEJIbl, a TAKXKE CTUMYJISIIUS OJTy-
JKIAIOIIEeTo HepBa MOTYT YCYTYOISTh (MM UHAYLUPOBATh)
HapyllIeHMs AbIXaHWsl, CBsI3aHHBIE CO CHOM [41].

ITo pesynbraTtam HecKOTbKUX TBOMHBIX ciienbix PK BbI-
COKOTI'0 YPOBHSI KaueCTBa, CY/ITHAM BBI3bIBACT 3HAYUTEILHOES
CHIDKCHME YaCTOThI HapyIIIEHMIA JBIXaHUS BO CHE 1 Y/TydIlaeT
HouHy!0 okcureHaivio (p <0,001) y maleHTOB C yMEPEHHbBIM
WU TSDKEJIBIM OOCTPYKTHMBHBIM armHoa [31, 33].

"epeHOCMMOCTb 1 6e3onacHOCTb

ITo maHHBIM GOJIBIIMHCTBA UCCIICAOBAHUI, CYIBTHAM
HMEET XOPOIIyIo IepeHocumocTh [15, 17—19, 38, 65].
B cooTBeTCTBUY C MHCTPYKIIMEH 110 METULIMHCKOMY TIPH-
MEHEHMIO MperapaTa K 4acTbIM IOOOYHBIM 3(pdekTam
CYJIBTMaMa OTHOCSITCSI TAXUITHOD, TUTIEPITHOD, TAPECTE3UH,
HMKOTa, TOJIOBOKPYXKEHME, IBOCHHUE B IJla3ax, IOTeps al-
MEeTUTa/aHOPEKCHUS Y CHIDKCHUE MacChl TeJla, TAXUKaPIKS,
KEJTyI0YHO-KUIIICUHbIE HAPYIIIEHUSI.

1

OTHOCSICh K MTHTUOMTOpaM KapOOoaHTUIPa3bl, CyITHAM
MOXXET BBI3BIBATh MOOOYHBIE (P (PEeKThI, XapaKTepHbIC
MMEHHO JUIS TIPenapaToB ¢ JaHHBIM MeXaHU3MOM JeHCT-
Busl. OIHAKO 3TU MOOOYHBIE 3(PPEKThI ITPU MPUEME CYJIIb-
THaMa BbIpa>keHbl B MEHBIILICH CTETICHU, YeM IIpY IIpUeMe
TonMpamara u 3oHucamuaa. CyJabTHaM MOXET BBI3BaTh
TUTIEPXJIOPEMUYECKUI METa0OIMUeCKU aliuao3 (T.e. CHU-
JKE€HMEe YPOBHSI OMKapOOHaTa B IIa3Me HUXKe HOPMaJIbHBIX
3HAYCHUI TPU OTCYTCTBUM PECIIMPATOPHOIO ajIKajlo3a)
B CBSI3U C TEM, YTO MHTMOMPOBAHKE KapOOaHTUIPa3bl B IIPOK-
CUMAJIbHBIX KaHaJIbIIaX ITOYEK, BEPOSTHO, PUBOIUT K Ha-
pYLIEHUIO BcackiBaHUsI OuKapOoHarta (M. Takeoka u coaBr.,
2001; H. Philippi u coasr., 2002; C.H. Ko u C.K. Kong,
2001; Z. Tebb u J.D. Tobias, 2006). MeTabonudecKuii aru-
JI03 MOXET Pa3BUBaThCs Yepe3 1—3 Hell mocie Havaia BBe-
JIEHMsI TIpernapara Wi MoBbIIeHus 103bl. Kak rmpaBuio,
allMa03 He MPOSIBIICTCS KIMHUYECKN M MOXET O0Hapy-
JKUBAThCS IPHU JIAOOPATOPHOM HcciienoBaHuu. KimmHude-
CKU BBIPaKEHHBIN allMI03 BCTPEYACTCST PEAKO U ITPOSIBIIS -
eTCs TaKUMM CUMITOMAaMM, KaK OIBIIIKa (TaXMITHO3,
TUTIEPITHOR) WM TUIIEPBEHTWIIALINS [45, 46], pasnpaku-
TEJIbHOCTD; MPU JJIUTETHHOM COXpaHEHUU MeTaboIye-
CKUX HapyIIEHWI OHU MOTYT CITOCOOCTBOBATh Pa3BUTHIO
HedpoauTuasza (H. Philippi u coasr., 2002). HedponuTtuas
(CKJIOHHOCTh K 00pa30BaHUIO KaMHEl B IMOYKaX) 3HAUM -
TeJIbHO MEHEe XapaKTepeH UIs CYJIbTHaMa, YeM JIJIsl TOTIU -
paMaTa Wi 30HUcaMuaa.

MeTabonm4ecKuii almmo3 ¢ KIMHUYECKUMM TIPOSIB-
JIECHMSIMA MOXET Pa3BUBaThCs Ha (hoHe 3a001eBaHUIA WIIN
METOJIOB JICYCHM S, TIPESAPACIIOJIATaIOIIMX K PA3BUTHIO allv-
J103a; MTHMEKIIUA, TSDKEIIbIX PECIIMPAaTOPHBIX 3a00JICBaHUA,
3a00JIeBaHUI MOYEK, TUaper, XUPYPIrUMYeCKUX BMellla-
TEJICTB WJIM TTOCJIE IUIMTETLHOTO SMIICIITUIECKOTO CTaTy-
ca y IMalMeHTOB C MPeIIeCTBYIOIIUMU YMEPEHHO BbIpasKeH-
HBIMM METa00JIMYeCKMMU HapyieHUsIMU. OTHOBPEMEHHBII
MPpUEM IPYTX MTHTMOMTOPOB KapOOaHTHIPa3bl WM KETOTeH-
Hasl IMeTa MOTYT IIPUBOIUTH K elle 0osiee BhIPaKCHHOMY
CHIKEHUIO YPOBHS OMKapOOHaTa. ALIMI03 HOCUT 00paTUMBIiA
XapakTep, M ypOBeHb OMKapOOHaTa BO3BPAIIACTCsI K HOpME
Iocjie OTMEHBI WJIM CHIDKEHMS J03bl TIpenapara. He pe-
KOMEHIYETCSI COYeTaTh B CXeMeE JICYEHUST HECKOJBKO —
2 yunu 6oJiee — MHTUOMTOPOB KapOOaHTUIpa3bl OMHOBpE-
MeHHO. MIHbIMU ciT0BaMM, JTIOObIe KOMOMHALIMU Cy/IbTHaMa,
ToIMpamMara, 30HMCcaMua, alleTa3olaMKuaa Py JUTUTEb-
HOM IIpHeMe He peKOMEHIOBAaHBI, TaK KaK MOT'YT YCUJIMBATh
MobouHbIe 3(PHEKTHI, XapaKTepHbIE AJIsI UHTUOUTOPOB Kap-
G6oanrumpasbl. Takke He peKOMEHIOBaHA KOMOMHAIIUS
JaHHBIX TIPEITapaToB ¢ KETOTEHHOM TUeTOoH [6, 7].

B murepatype ecTb emMHUYHBIC YIIOMMHAHUST BO3MOX-
HOCTU HETaTMBHOI'O BJIMSHUS MHTUOMTOPOB KapOOaHTH-
Jipa3bl (BKJIIOYasl CyIbTMAM, 30HMCAMUJI, TOIMpaMar) Ha
MeTabO0JIM3M KOCTHOM TKaHM C IMOBBIIIEHUEM pYCKa pa3-
BUTHUS OCTEOIIOPO3a, B TOM YMCie y JeTeil. B ogHOM
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M3 UCCIICI0BaHM OBUTO OTMEYEHO CHIDKEHUE YPOBHS Kajlb-
1IMs1 B KpOBM Ha (hoHe npuema cyiasrrama [13]. Bmecre
C TeM BJIMSTHUE MHTUOMTOPOB KapOoaHTHApa3 Ha KOCTHYIO
TKaHb CJIeMyeT pacCMaTpHBAaTh B CBETE OOIIEl CBSI3U 3ITH-
JIETICUM C OCTEONOpOo30M. B KOropTHOM MccCieI0BaHUU
y 6275 MalnmeHToB He3aBUCUMBIMM (PaKTOpaMU pUCKa pa3-
BMTHSI OCTEOIIOpPO3a ObIIM KaK CaMO Pa3BUTHE STMICIICUM
(+41 %), TaKk 1 IpUMEHEHUE TTPOTUBOCYIOPOKHBIX TpeTia-
paToB, HE3aBUCHUMO OT UX (pepMEHT-UHIYLIMPYIOIIE CIIO-
COOHOCTH. DTU pe3yJIbTaThl CBUIACTEIBCTBYIOT O TOM, YTO
BCEM TAIIMEHTaM C SMWIETICUEH CIIeayeT TPOBOIUTH PYTUH-
HBII CKPMHUHT U MPOoGUIAKTUKY OCTeornopo3sa [34].

CysibTaM He OTHOCHTCS K IIperapaTaM ¢ BBICOKUM
PYICKOM Pa3BUTUSI aJJICPIMUYSCKUX PEAKIINIiA; TSDKEIIbIC ajl-
JIEPrUYeCKUe peakiuu I Hero He XapaKTepHbl. B jmre-
paType oIMcaH Bcero 1 ciydail CMCTEeMHOM ajlIepruyecKoil
PeaKLUM C 303MHOMDUINEN — «JIEKAPCTBEHHAS CHIITb C 203U~
Hopwimnel u cucteMHbIMU cuminitoMamu» (DRESS-cuH-
apom) [24].

HccnenoBaHus MoKa3bIBalOT MIPEUMYIIIECTBO CYJIbTH -
amMa I10 TIEPEHOCUMOCTH 110 CPaBHEHUIO C HEKOTOPBIMU
ADII, Bkimouas ¢penutoun [38], kapbamazenuH [15]
U JieBeTupateTaM [38].

ITo gaHHBIM cucTeMaTHUYecKoro oo3opa M.S. Campos
1 coaBT. (2016), MOCBSIIEHHOTO MOHOTEPAITN Pa3IMIHBIX
(opM ammitericuu, BKIIIOYast Tepanuio (HOKaJIbHOMN 31H-
JISTICHU Y JeTei 1 B3pocisix (65 PKIU, 16 025 manneHTOB),
cylbTHaM (Hapsiay ¢ HeKoTopbiMu Apyrumu ADIT) He oT-
JIMYaJics OT KapbaMasernurHa 1o rmokasartessiM 3(h(heKTUB-
HOCTH, HO UMeJI IIPEUMYIIECTBa 1o 6e3onacHoCcTH. CyJib-
THaM TIPOJEMOHCTPUPOBAJ BBICOKUI IT0Ka3aTesb
npuBepkeHHOCTH Teparnuu (60 %), XxapakTepu3yrominii Kak
MePEHOCUMOCTD, TaK ¥ 3(P(HEKTUBHOCTD TEPAITUU, U YCTY-
naJj o 3ToMy rmapameTpy JUILb JJaMOTPUIKUHY [15].

IIpeuMyIecTBa cyJbTMaMa IO MePEHOCUMOCTH MO~
TBEPXKIEHbI JaHHBIMU OoJbIlIoro MetaaHanusa. W. Cheng
U coaBT. (2022) orny0auKoBaJIM pe3yJIbTaThl MeTaaHaaM3a
(Bxmoyvasiiero 19 PKI) u cucrematryeckoro o63opa npu-
meHeHuss ADIT pu B3D-LTC y nereit. [1o cpaBHeHUIO
C CYJIBTIaMOM TIpUEM JieBeThpalieTaMa ObLUT aCCOLIMMPOBAH
¢ 0oJ1ee BEICOKOI BEpOSITHOCThIO OTMeHBI ADIT u3-3a cepb-
e3HBIX MoOOUHBIX 3(pdekroB (OP 5,12; 95 % AN 1,19—
22,01; 12=0 %), GoJee BLICOKMM PHCKOM Pa3BUTHSI JTIOOBIX
mo6ouHbIX adpexroB (OP 5,12; 95 % AU 1,19-22,01)
M TIpeKpalleHMsT Tepartiu 1o Jiroooii mpuawmte (OP 3,17; 95 %
W 1,36—10,11), XOTST OT 3TOro He 3aBUCEJIa YaCTOTA JOCTH -
xenns pemuccuur (OP 0,90; 95 % U 0,75—1,06). Takum
00pa3oM, aHau3 Tokasai, uro rpu B39-LTC npu npueme
cyasrnama otMeHa ADIT 1U3-3a cepbe3HbIX MOOOUHBIX (-
¢ekToB norpedoBaach B 5,12 pasza pexe, yeM Mpu JIeYeHUU
JieBeTrpalieTaMoM. [1pu IIpsiMOM CpaBHEHUM CyJIBTMaMa C
JIEBETUPALIETAMOM U OIIOCPEIOBAHHOM CpaBHEHUU ¢ Kapba-
Ma3eIlMHOM, OKCKap0a3eITMHOM U BaJIbIIPOEBOI KUCIIOTOM,

1

npu cornoctaBumMoM 3 dekre atux ASI npu B3D-LTC,
CYJITUAM OTJIMYAJICS HAMMEHBIIIMM YUCJIOM ITOOOYHBIX 3¢h-
dexToB. Ha (hoHe Tepanuu cyJsTHaMOM BEPOSITHOCTh HOP-
Manuzauuu D3OI Obuta 3HAUMMO BBIIIIE, YeM MpU TIprUeMe
miate6o (OP 4,61; 95 % AW 2,12—10,01) [19].

NepcnekTuBbI GyAYLMX

MccNea0BaHUNA CyNbTUAMA

NHTepecHO OTMETUTh, YTO 00JACTU MPUMEHEHUS
CyJIbTHaMa B MUpE NTPaKTUYECKH TTOJIHOCTBIO ITOBTOPSIOT
KJ1acCU(bUKAIIMOHHBIN CITUCOK AETCKUX SMUICTICUIA, CBSI-
3aHHBIX cO cHOM (mpenjioxkeHHbIil ILAE), mpu KoTopbix
3HAYMMO Yalle, YeM B 0OIleil momyJ/siuu, BCTpedaeTcs
CUHIPOM HOYHOI'0 OOCTPYKTHMBHOro amHod [41, 54].
B cBsi3u ¢ 3TUM, GE3yCIIOBHO, MHTEPEC ITPEACTABIISIOT Oy~
JIYIIYE UCCIeNOBAaHUST IPUMEHEHMS CYJIBTHaMa C OLIEHKOI
B3aMMHOTIO BIMSIHUS aITHO3 1 (hOPM BITMIICTICUM, CBSI3aH-
HBIX CO CHOM. BTopoe Bo3MoxxHOe HalpaBlIeHue UCCie-
JIOBAaHMI CyJbTMaMa — OIleHKa KOTHUTHUBHBIX (DYHKIIVI
Y TIOBEACHUS y ieTeli ¢ (hoKaIbHOI (0COOEHHO BO3pacT3a-
Bucumoit) snunerncueid 1 CABI" win uHbIMU TTOBeAEHYE-
CKMMU HapyIIeHUSIMU (B YaCTHOCTH, TUTIEPAKTUBHOCTHIO
U arpeCCUBHOCTHIO), T/IE TAaKXKe CYIIECTBYeT MHOTO B3aM-
HBIX BIMSIHUI U CBSI3eil. DTO HaIlpaBieHUEe OCOOEHHO aK-
TyaJIbHO B CBSI3M CO CJIOXKHOCTBIO TToadopa ADI1, koTophlit
OBbI He BBI3BIBAJT YXYIIICHUS MIOBEIEHS MIIM KOTHUTUBHBIX
¢yHkumit y geteit ¢ sanwnerncueit u CABIT uau npyrumm
MOBeACHYCCKUMU HapyIIeHUsIMU [66, 67].

3aknioueHue

Takum 00pa3oM, CyJbTHaM B MUPE PacCMaTpPUBAETCS
KakK Tperapar rnepBoro Bbioopa (BHE 3aBUCUMOCTH OT TeH-
JIepHbIX pasnuuuit) nis aedenus B3D-LTC (ponananye-
ckoit snunencun). CynsTuaM BhICOKO3GhGEKTUBEH Y Ma-
IIMEHTOB IETCKOro Bo3pacTa C SMUJICHTHYECKUMU
sHIehaTONaATUIMU, MPOSIBASIOIIUMUCSI (HEHOMEHOM
CBAC pa3nuuHoi 9TUOJOTMU (BKIIOYasl TeHETUUECKHe
¢opmMbl), B ToM yucie ripu CJIK; npy MUOKIOHMYECKUX
MPUCTYTIAX; TP HEKOTOPBIX SIMIJIETITUIECKUX 3HIIehaIo-
natusix (CMHAPOMax MHGAHTUIBHBIX SMWICTITHUYECKUX
crazmoB, JleHHokca—IacTo, sanuiencum ¢ MUOKJIOHUYE-
CKM-aTOHMYECKMMHM TprcTyiaMu). [Ipenapar Takxke Mo-
XKeT ObITh 3P (PEKTUBEH Y MAUEHTOB C (POKATbHBIMU IITH-
JIETICUSIMU, B TOM YHCJIC€ PE3UCTEHTHBIMM K TepaIluMu.
JleyeHue CyJIBTHAMOM COIPSIKEHO ¢ HU3KUM PUCKOM OT-
MEHBI 13-3a IJIOXO0i ITEPEeHOCUMOCTH, M CYJIBTUAM IIPEBOC-
XOJIMT IO 3TOMY ITOKa3aTeo He ToJIbKO cTapbie ADII, Ho
Y TaKvie HOBBIE IIperaparhl, Kak jieBetupaneraM. OTiesb-
HOI c(pepoii TepalleBTUYECKOro MIPUMEHEHUs CyJIbTHaMa
CITyKaT MoBeIeHYeCKUE (TMIIEPKMHETUYECKOE TTOBEICHNE,
arpecCUBHOCTh) M KOTHUTHBHbBIE HAPYILIEHUSI Y TTAlIEHTOB
¢ anuernicueit. CyasTram Takke MOXKeT ObITh 3((eKTUBEH
y TIALIMEHTOB C MUJICTICHE M HOUHBIM aITHO?D.
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