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Beepenue. CuHapom MHbaHTUNBHBIX 3nunenTuyeckux cnaamos (CUIC) oTHOCUTCA K TAXKENbIM OpMaM 3NUAeNTUYECKUX
3HUedanonaTuit paHHero Bo3pacTta W acCOLMMPOBAH C BbICOKUM PUCKOM Pa3BUTUA PApPMAKOPE3UCTEHTHOCTH, TAKENbIX
KOFHUTUBHBIX HAapyWeHUA U NpeXAeBpeMeHHON neTanbHocTh. MporHo3 3aboneBaHuUs 3aBUCUT OT CPOKOB HAa3HAYEHUSA
W afieKBaTHOCTM Tepanuu nepeoi IMHUK. HecMoTps Ha yHUBEpCanbHOCTb Npobaembl oTnoxeHHoro nevenus CUIC, koH-
KpeTHble 3Tanbl MaplpyTa NaLuMeHTa, Ha KOTopbiX (OPMUPYIOTCA 3aAePIKKN, MOTYT CYLLeCTBEHHO Pa3NnyaTbCa B 3aBUCK-
MOCTW OT MOAENN OKa3aHWUs MEAULIMHCKOW NOMOLLM.

Llenb nccnepoBaHna — BLIABUTHL KIKOYEBbIE MOPOroBbIe 3Tanbl MaplLpyTa NaLMeHTa U OCHOBHbIE NPENATCTBUA ANA CBOe-
BpeMEeHHOM paluMoHansHoi Tepanuu y aeteit ¢ CU3C B ycnoBusax cucTembl 0KasaHus nomolum B r. CankT-lMetepbypre.
Marepuanbl u meToabl. [poBefeHO PETPOCNEKTUBHOE 06CEPBALMOHHOE UCCNe0BaHME HA OCHOBAHWUM apxuBa aMbyna-
TOPHOM KNWUHWUKKM «Inuaxeir» ¢ 2018 r. Bknoyeno 130 geten ¢ gnarHosom CMIC, yctaHOBAEHHBIM B COOTBETCTBUM C KpU-
TepuamMn MexayHapofHoOi NpoTMBO3NUAENTUYECKOA nrK. [poaHann3npoBaHbl KIMHUKO-aHAMHECTUYeCKMEe AaHHble,
pe3ynbTaThl MarHUTHO-pe30HAHCHOM ToMorpadum, aneKTposHuedanorpadumn/sBugeosnekTposHuedanorpaduyeckux mo-
HUTOPMHIOB U reHeTuyeckoro obcneqoBaHus. BoinonHeH noporoBbiii aHanu3 6 nocnefoBaTeNbHbIX 3TanoB MaplpyTa
nauueHTa: oT NEPBUYHOrO pacno3HaBaHusa anunentTuyeckux cnasmos (3C) 4O Ha3HAUEHMs afeKBATHBIX CXeM Tepanuu
npenaparamu nepeoi nuHuuK. NposefeHa oLeHKa paHHei 3 deKTUBHOCTH CTapTOBOW Tepanuu Yepes 2 Hep, OT ee UHULK-
aumu.

Pe3ynbrartbl. HapyuweHus pa3sutus o febtota 3C BbisBneHbl y 78 % AeTeld, NOTEHLMANbHO 3MUNENTOTEHHbIE U3MEHEHNS
Mo JaHHbIM MarHUTHO-PE30HAHCHOI ToMorpacun — y 67 %. Kay3aTtueHble reHeTU4eCKe BapuaHTbl 0GHapyeHbl y 18 % nauueH-
TOB BCeil KoropThl. ¥ 39 % nauneHTOB AUarHo3 He Gbil YCTAHOBMEH B TeYEHWE NepBoro Mecsua nocne fettota IC. Y 96 (74 %)
13 130 feTeit paLlMoHaNbHas Tepanus ctapTosana bonee yem yepes mecsy, ot Aebiota 3C. BoigeneHo 6 NOporos BO3MOXKHOM
3apepxku Tepanuu. OCHOBHbIM 3TanoM noTepb ABAANOCH NO34Hee pacno3HaBaHue IC Ha 3Tane NepBUYHOTO ObpaLLeHUs
(muHyc 27 peteii u3 130). bonee Toro, 3afepxkKa Ha 3TOM 3Tane nuwana pe6eHKa BCEX WAHCOB NONYYUTb CBOEBPEMEHHYIO
Tepanuio 1 CyXuna HeoJONUMbIM NPENATCTBUEM [/ CBOEBPEMEHHOII peann3aLmum nocneaylLnx 3seHbes neveHuns. Cne-
AYIOLMM MO BAXHOCTW NPenATCTBMEM OKa3anoCh Ha3HaueHWe Ha CTapTe afieKBaTHbIX CXeM Tepanuu npenapatamu nepeoit
nuHuK. NMpu 3ToM 3hHeKTUBHOCTb CTApTOBOW Tepanuu Nnpenapatamu Nepeoi IMHUM oKasanach 6onee Yyem B 12 pas Bhille,
yem 3theKTUBHOCTb CTAHAAPTHbIX AaHTU3INUNENTUYECKUX NpenapaTos.

BbiBopabl. [locTvkeHWe cBoeBpeMeHHO paunoHanbHoit Tepanuun npu CUIC aBnsaeTca pe3ynstaTom NPOXOKAEHUA HECKOb-
KMUX mocnefoBaTeNbHbIX MOPOroB MaplupyTa nauuerta. KnioyeBbiMM CUCTEMHBIMU NPENATCTBUAMM B yCAoBUAX T. CaHKT-
MeTtepbypra aBAsOTCA No3aHee pacnosHaBaHue 3C U HeQOCTATOYHAA peanu3auns Tepanum Nepeoi NUHUK. MoayyeHHble
AaHHble NOAYEPKMBAIOT HEOOXOAMMOCTb aHaNM3a MapLpyTa NaLMEHTa B PaMKax KOHKPETHON MOJENYU 0KasaHUs NoMoLym
1 pa3paboTKu LiesieBbIX NPOrpamMMm PaHHEro BbIABNEHUA U ONTUMU3ALUM CTApPTOBOI Tepanuy.

KnioueBble cnoBa: CUHOAPOM VIH('.baHTl/IJ'IbeIX anunenTu4yeCKmMx cna3smos, HOpOFOBbIV’I dHaNn3, MapwpyTtmsaumna nauneHTa,
Tepanua nepBon JNINHUNK, BVII'a6anVIH, rOpMOHaNbHaA Tepanua, MIOKOKOPTUKOCTEPOUAbI
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Background. Infantile epileptic spasms syndrome (IESS) is one of the most severe forms of early-onset epileptic
encephalopathies and is associated with a high risk of pharmacoresistance, severe cognitive impairment, and premature
mortality. Disease prognosis critically depends on the timeliness and adequacy of first-line therapy. Although delayed
treatment of IESS is a universal problem, the specific stages of the patient care pathway at which delays occur may vary
substantially depending on the organization of healthcare delivery.

Aim. To identify key threshold stages of the patient care pathway and major barriers to timely initiation of rational
therapy in children with IESS within the healthcare system of Saint Petersburg.

Materials and methods. A retrospective observational study was conducted using the archive of the Epilepsy Clinic
since 2018. A total of 130 children diagnosed with IESS according to International League Against Epilepsy criteria were
included. Clinical and anamnestic data, magnetic resonance imaging findings, electroencephalography/video-
electroencephalography monitoring results, and genetic testing data were analyzed. A threshold analysis of six
consecutive stages of the patient care pathway was performed, from initial recognition of spasms to prescription
of appropriate first-line therapy regimens. Early treatment response was assessed 2 weeks after therapy initiation
Results. Developmental abnormalities prior to epileptic spasms onset were identified in 78 % of children; potentially
epileptogenic magnetic resonance imaging abnormalities were found in 67 %. Causative genetic variants were detected
in 18 % of the entire cohort. In 39 % of patients, the diagnosis was not established within the first month after spasm
onset. In 96 (74 %) of 130 children, rational therapy was initiated more than one month after spasm onset. Six threshold
points of potential treatment delay were identified. The main point of patient loss was late recognition of spasms
at the stage of initial medical contact (loss of 27 out of 130 children). Moreover, delay at this stage deprived the child
of any chance to receive timely therapy and constituted an insurmountable barrier to the subsequent steps of care.
The second most important barrier was failure to initiate appropriate first-line therapy at treatment onset.
The effectiveness of first-line therapy was more than 12-fold higher than that of standard antiseizure medications.
Conclusion. Timely initiation of rational therapy in IESS is the result of passing through several consecutive threshold
stages of the patient care pathway. The key systemic barriers in Saint Petersburg are late recognition of epileptic spasms
and insufficient implementation of first-line therapy. These findings highlight the necessity of analyzing patient
pathways within specific healthcare models and developing targeted programs for early detection and optimization
of initial treatment.

Keywords: infantile epileptic spasms syndrome, threshold analysis, patient pathway, first-line therapy, vigabatrin,
hormonal therapy, glucocorticosteroids
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SUCTCHTHYIO O3INWJICICUIO, TAXEIbIE KOTHHUTHUBHBIC

CuHIpOM MHOAHTUIBHBIX AU TUYECKNX CITA3MOB ~ HapyIIECHMs Y MTOBBIIIICHHYIO TTPEXKIeBPEMEHHYIO JIeTallb-
(CHUDC) oTHOCUTCS K AMMICOTUYECKUM CUHIpOMaM paH- HocTh [1, 2, 6, 7, 17, 23, 30—32, 34, 35, 38]. CornacHo
HETO JETCKOTO BO3pacTa M aCCOLIMMPOBAH C BRICOKMM pU-  KilacchbuKamu MexXIyHapoIHON MPOTUBOSIMIEITHYC-
CKOM HeOJIaronpusITHBIX UCXOJO0B, BKIIoYas hapMakope-  ckoit mru, CUDC onpenensercs coueTaHUEM SITUJIETT-
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Tyeckux cra3MoB (DC) y aeteii B Bo3pacte oT 1 Mec 10 2 JIeT,
SNWIenTU(GOPMHOM aKTMBHOCTU Ha 3JIEKTpO3HILIedato-
rpaMMe (TUIICApUTMUSI BO3MOXKHA, HO HE SIBJISIETCST 00sI-
3aTeJbHBIM TMPU3HAKOM) U 3alepXKu (10O perpecca)
Pa3BUTHSL, KOTOPask MOXKET OTCYTCTBOBAaTh Ha paHHUX 3Ta-
nax 3aboneBaHus [38].

HecMoTpst Ha OTHOCUTETLHO HEBBICOKYIO PAaCIIpOCTpa-
HeHHOCTb (3:10 000 xuBopoxaeHHbix), CUDC numeeT BbI-
COKYIO KIIMHUYECKYIO U COLIMAIbHYIO 3HAUUMOCTb [2, 38].
ITo maHHBIM KJIMHUYECKUX UCCIIENOBAaHUI, TOJIBKO OKOJIO
1/4 neteil B majabHeMIIEeM MOTYT XUTb CAaMOCTOSITEJIBHO,
B TO BpeMs KaK y OOJbIIMHCTBA (DOPMHUPYETCS CTOMKAS
nHBanmau3anys [8, 30]. Puck npexaeBpeMeHHOM cMepTU
y JeTeil ¢ 1eOI0TOM 3MUJICTICMM Ha IIePBOM IOy XXU3HH,
Bkiovasi CUUDC, cyllieCTBEHHO BBILIE 110 CPaBHEHUIO C 00-
Jiee MO3IHUM Bo3pacToM nebrota [17, 23, 34].

KitoueBbIM MOaUPULIMPYEMBIM (haKTOPOM MPOTHO3a
npu CUDC saBisgeTcs CBOEBPEeMEHHOCTh U a1eKBaTHOCTh
Tepanuu IepBoii IMHUK. YTO MOXHO Ha3BaTh aJcKBaTHOI
U pauuoHanbHoi Tepanueit (APT) npu CUDC? OtBeT
Ha 3TOT BOIIPOC COCTABHO 1 BKJIIOYAET CJICTYIOIINE Pa3-
JIeJIBI: BBIOOD MpEerapaToB IepBOM TUHUU, CPOKU MHULIM -
allMy JICYCHUSI, a TAKXKE O3Bl U CXEMbI TepaAITUHU.

Koptukorponun npuMeHsietcst B gedyeHun CHUOC
¢ 1958 1., crepounsl — ¢ 1960-x TomoB, BUrabaTpuH ObLT
cuHTe3upoBaH B 1980 1. 1 0moOpeH K MPUMEHEHUIO YIIpaB-
JIEHHEM T10 CAHUTAPHOMY Ha/30pY 3a KAYECTBOM ITUIICBBIX
npoaykroB U MenukameHToB CIIIA B 2009 1., B Kutae —
B 2022 r., B Poccun — ¢ 2023 1. B HacTosee Bpems
KaK TaHHbIE MHOTOYMCICHHBIX UCCIICIOBAHUI M METaaHa-
m30B [9, 12, 19, 25, 36, 37], Tak ¥ KTMHIYECKUE PEKOMEH -
JalK OOJIBIIIMHCTBA CTPaH MPU3HAIOT 3a 3TUMU 3 Mperna-
paTaMu IIpaBO Ha3bIBaThCs Tepalveil nmepBoii iuHuu [11,
24,27,29, 33]. K MOMeHTy HammicaHusI JaHHOM ITyOIMKaLIMKU
poccuiickre KITMHUYECK1e peKoMeHIaluu [4] He BKiIoJa-
10T BUTabaTpYH B CBSA3U C TEM, YTO UX TEKYILast BepCHsl 1a-
tupyetcs 2022 1. (mpemnapat 3apeructpuponaH B 2023 1),
rmocjenHee OOHOBJEHME IIOKa He OMYOJMKOBAaHO.
ITpu 3TOM MHCTPYKLIMS K Mpenapary, JaHHbIe ITyOIMKa-
LM, peKoMeHaauu MexXayHapoaHO! MPOTUBOIITUIIETI -
TUYECKOM JINTHU MTO3BOJISTIOT JISTHTUMHO ITPUMEHSITh BUTa-
6atpuH y miageHieB ¢ CUDC B Poccuu. KoptukorpornuH
CUHTETUYECKUI, KaK U HATypaJbHbI aafpeHOKOPTUKO-
TPOMHEBII TopMOH, B Poccuiickoit @enepariuy B HaCTOSI-
1ee BpeMsl He MMeeT aKTyaJIbHOM perucTpalii 1 ouim-
aJIbHO HE pa3pellieH K IPUMEHEHMIO.

Tem He MeHee, X0Ts1 3¢ (GHEKTUBHOCTD MPENapaToB Mep-
BOI JIMTHUM HEOTHOKPATHO MOATBEPKACHA U UMEET BhICO-
KUt ypOBEHb 10Ka3aTeIbHOCTH (A), TPUMEHEHME CTaHIapT-
HBIX aHTUAIMIJIENITUYECKUX TTPerapaToB, He OTHOCSIIUXCS
K TIePBOI JIMHUU (BaJIBIIPOAT, JIeBeTUPALieTaM, TOIMpaMmar,
OCH30IMa3eITMHbBI), OCTAETCS PACIPOCTPAHEHHOM ITPaKTH -
KOW 1 KOPpeIUpYeT ¢ XYAIIMM ITPOrHO30M [22].

1

Yxe B paHHUX MCCIEAOBaHMSIX OBUIO ITOKa3aHO,
YTO MCXOM 3a00JICBaHUS 3aBUCUT HE TOJIBKO OT 3THOJIOTHH,
HO ¥ OT MHTepBajia Mexay AeoroToM DC U HayajaoM Jede-
Hus [30]. B mocnenytomem ananuze UK Infantile Spasms
Study nponeMOHCTPUPOBAHO, YTO HAYaJIo TepaIlu B Te-
YEeHME MEPBOI HENEeNU aCCOLMUPYETCH C CYLUECTBEHHO
JIYYIIMMU KOTHUTUBHBIMM MCXOAMHM, TOTIA KaK KaXKIbIit
JIeHb TIOCJICAYIONIC OTCPOYKY IIPUBOIUT K UX IPOTPeC-
CHBHOMY CHIDKEHUIO [26]. DTH JaHHBIC TTOTYEPKUBAIOT,
yto nipyu CUIBC cuet BpeMeHU Il UHULIMALIMU JIeYeHU S
WIET He Ha HeNlesIu, a Ha JTHU.

Hapsiny co cpokaMu jiedeHYsI TPUHIIMITAATIBHOE 3Ha-
YeHME MMEIOT J03bl M CXeMbl IIPUMEHEHUSI TIperapaToB
riepBoit iMHUKU. CrcTeMaTHYeCKre 0030pbl M METaaHAIU3bI
MOCJICTHMX JIET TTOKa3au, YTO UCIOJb30BaHUE CyoTepa-
MEBTUYECKUX 103 WY HeaJIeKBaTHBIX CXeM TOPMOHATBHOM
Tepanuy ¥ BUTabaTpruHa acCOLMUPYETCsS CO CHIKEHUEM
3 PEeKTUBHOCTH JIEYEHUS U YXYALIEHUEM UCXONOB 1aXe
npu (popMajibHO paHHEM Ha3HaYeHUU Tepanuu |3, 5, 14,
16, 22, 29].

Takum o6pazom, APT npu CUDC mMoxHO Ha3BaTh
CBOEBpeMEHHOE (KaK MOXHO 0oJiee paHHee) Ha3HauUeHHE
MperapaToB MepBoit TMHUY B TepareBThueckux mist CUDC
J103aXx.

HecMmoTpst Ha TO UTO MO3MHSISI AMAaTHOCTUKA U 3a1ep-
KKa Havaja jedeHus: CUOC gaBasioTcsl MOBCEMECTHOMU
npoo6jemoii [18], ucciemoBaHus MOKA3bIBAaIOT, YTO KOH-
KPETHBIE 3TaIlbl MapllpyTa NalUeHTa, Ha KOTOPhIX (Dop-
MUPYIOTCS 3aIePXKU, MOTYT CYIIECTBEHHO Pa3INYaThCs
B 3aBUCUMOCTH OT MOJE/IM OKa3aHUsI MEIULIMHCKOM I10-
MOIIIH, COLIMATbHBIX U OPraHM3allMOHHBIX (haKTOPOB; 10~
Ka3aHo, YTO MaplUIpyTU3alldsl U CPOKU JIEYSHUS] MOTYT
pas3MyaThCs axe B 3aBUCUMOCTU OT HEMETULIMHCKUX
XapaKTepUCTUK TallMeHTa, BKJIodas LBET Koxu [8].
[Tpu 3TOM GONBIIMHCTBO pabOT aHATU3UPYIOT OTACTbHBIC
(hbakTophI prCKa U30JIMPOBAHHO, 03 OLIEHKM MX COBOKYII-
HOTO BJIMSIHUSI B paMKax eIMHOTO MaplipyTa NalllueHTa.
CuCTeMHBII aHAJIN3 TIOC/IEIOBATEILHBIX «ITIOPOIOB» OT pac-
ro3HaBaHusl DC 10 Ha3HAYCHUS aeKBaTHBIX CXEM Tepa-
ITAH IEPBOM JIMHUU 10 HACTOSIIIETO BPeMEHHU IMPaKTUIECKU
HE TIPOBOIMIICS.

Ienb ucclien0Banns — BBISIBUTH KJTFOUEBbIC IIOPOTOBBIC
aTaInbl MapuIpyTa MalMeHTa U OCHOBHBIE TPEISATCTBUS
JUISI CBOEBPEMEHHOM pallMOHAJIbHOM Tepanuu y AeTeit
¢ CUDC B ycioBUSIX CUCTEMbI OKa3aHMsI TOMOIIU B T. CaHKT-
IletepOypre.

Martepuanbl u meToabl

[IpoBeneHO peTPOCIEKTUBHOE 00CEPBAIIMOHHOE MC-
cllefloBaHUE Ha OCHOBAaHMM JaHHBIX apX1UBa aMOyIaTOPHOM
KJIMHUKU «DnumKeit» ¢ nekadpst 2018 . mo aekadbpst 2025 .
B uccnenosanue 6pu10 BKiIoYeHo 130 neTeit ¢ nuarHo3om
CUDBC, ycTaHOBJIEHHBIM B COOTBETCTBUU C KPUTEPUSIMU
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MexxayHapoaHOI MPOTUBOIMUIEITUYECKOM Turn [38].

Hccrnenyemyto Koropty nereid ObLJIO pellieHO pa3ievTh

Ha 2 TpyIIbI 110 BpeMeHU ycTaHoBJIeHUs nuarHo3a CUDC:

1o anpenisg 2023 1. wim nocie anpenst 2023 . OcHoBaHUEM

IIUIST TOTO pasiefieHusl ObLIO IPEIIOJ0XEHHUE O TOM,

4yTO O(bMIMaTbHAsI PETUCTPALIMS TIperapara IepBoi Jiv-

HUU, BUrabaTpuHa (Ha3zHayeHHE KOTOPOTO IO aIpesis

2023 1. CONMpOBOXIATIOCH PSIAOM 3aTpyAHEHU, TPeOOBaAIO

JUTUTEIBHOTO COOpa TOKYMEHTOB, UTO PACTSATUBAIO CPOKU

€0 BO3MOXHOTO IPMMEHEHUS ), MOXKET KapAMHAJIBHO I10-

MEHSTh cTpaTeruio BeaeHus aereit c CUDC.

AHaIM3UPOBAIMCh aHAMHECTUYECKUE JaHHBIE, BO3-
pact ne6rora DC, maHHbIE HEBPOJIOTMYECKOIO OCMOTPA,
pe3yabTaThl MAarHUTHO-pe30HaHCHOi ToMorpacduu (MPT)
TOJIOBHOTO MO3ra ¥ BUIEO3JIeKTpo3HIIedanorpadpuueckoro
MoHuTOpHrHTa. [eHeTnYecKoe 00CIenoBaHNE TTPOBOIMIOCH
10 KJIMHUYECKKMM ITOKa3aHMSIM METOIOM CEKBEHUPOBAaHMS
HOBOTO ITOKOJIEHHsI (TIOJTHORK30MHOE 1/ WJI! TTOJTHOTEHOM -
HoE).

151 OLICHKM CUCTEMHBIX 3aiepskKeK OblIa pa3paboTaHa
6-3TarHasl IoporoBasi MoJie/Ib MapIlIpyTa MmalueHTa:

1. Oco3HaHue POOIEMBbI IIOCIIE TTOSIBIEHUST IIEPBBIX CUM-
MITOMOB (Y4acCTBYIOT POJIUTENIM, OKPYKEHME peOeHKa,
MEIUILIMHCKIE PaOOTHUKM ITEPBUYHOIO 3BEHA).

2. O6paleHue K Bpauy-CleluaaucTy Wiy ToCIuTanm3a-

M B MpodWIbHOE OTACIEHHNE CTallMoHapa.

. CBoeBpeMeHHas IuarHocThyecKast BepuprKarus.

. HazHayeHue aHTUAIUIENITUICCKOI TepaItii.

. Be160p npemnapaToB nepBoit TMHUM.

. Micriob3oBaHMe aneKBaTHBIX CXEM M 1103 IperapaToB
MepBOi IMHUY (pallMOHAIbHAs TepaIis).
OLIeHMBAJIMCH J0JIS1 TAIIUEHTOB, TTPEOIOICBIIMX KaXK-

JIBIiA TIOC/IEAYIONTUI TTOPOT, ¥ (haKTOPBI, aCCOLIMMPOBAHHBIE

C 3aIepKKOi Teparuu.

CratucTHYecKy1o 00pabOTKyY JaHHBIX BBIMIOJHSUIM C HIC-
nosb3oBaHueM mporpammbl IBM SPSS Statistics v.27.0.
KareropuasibHble epeMeHHbBIE TTPEACTABICHbI B BUIIE a0CO-
JIIOTHBIX 3HAYEHUI 1 TPOLIEHTOB (%) 1 CpaBHUBAJICH MEXK-
Iy TpYIIIIaMK ¢ MCTOJIb30BaHKEM TOYHOTO KpuTepust Puiire-
pa mpy MUHUMAIBHOM oxuaaeMoM uncie <10 11bo kputepust
¥* TlupcoHa Mpy MMHUMAJIBHOM OXuAaeMoM yucie >10.
KomuecTBeHHast iepeMeHHas (Bo3pact aedrora IC) umena
pacripeieJieHle, OTIMYHOEe OT HOPMAaJbHOIO, B CBSI3M
¢ yeM ObUIa OIHCaHa ¢ UCITOIb30BaHUEM MeIMaHbl M MIHTEP-
KBapTWIBHOTO pa3Maxa, a U MEKTPYIIIOBOTO CPaBHEHMS
npumeHsuin U-kputepuit ManHa—YutHu. Pazmmyust cyura-
JIM CTAaTUCTUIECKU 3HAUMMbIMU T1pH p <0,05.

(=) WO, T SO ]

Pe3synbTathl

OCHOBHBIE XapaKTePUCTUKHU MALIIEHTOB UCCIIEAYeMbIX
TPYIIN NpeAcTaBIeHbl B Ta0. 1.

Bcero B ucciegoBanue 0bU10 BKItoueHo 130 meteid.
B 1-10 rpynmy Bouwio 102 pebeHka (1MarHo3 yCTaHOBJIEH
1o anpenst 2023 1.), Bo 2-10 rpymnny — 28 aeTeil.

1

B uccnenyemoii koropre (n = 130) Maib4YUKOB ObI-
7o 78. Y 80 % nereit ne6ror DC oTMeUYeH B BO3pacTe OT
1 1o 9 mec. Hapyienus pazsutus o aediora DC (aHI1Ie-
(anonatus pa3BUTHS) BBIABICHBI Y 78 % MallMeHTOB,
perpecc nociie Hadana DC —y 51 %. WccnenyeMble rpyri-
bl OBUIM COIOCTAaBUMBI 10 OCHOBHBIM KJIMHUKO-IEMO-
rpacdudeckuM xapakrepuctukam (p >0,05).

V Bcex peteii npoBeaeHa MPT rojsoBHOro mosra,
KaK MMHUMYM OJHOKPAaTHO, BCKOPE T0CJIe YCTAHOBJICHUS
nuarHoza CUBOC. I1oTeHIManbHO 3MWIeNTOINeHHbIE U3Me-
HeHus 1o fTaHHBIM MPT BoIsiBIIeHBI Y 67 % neteii. B 601b-
IIMHCTBE CJyJaeB 3TO ObLIM M3MEHEHMsI, 00YCJIOBJICHHBIC
Ipo0JieMaMy TIePUHATAIBHOIO Mepuoia (IeprHaTaIbHbIe
WHCYJIBTHI, TATIOKCUYECKU-UIIeMUYecKast SHIIehaIonaTusl,
TIEPUBEHTPUKYJISIpHast JieiikoMasiiust). [Topoku pa3BuTust
KOpPBI TOJIOBHOTO MO3ra oTMeueHH! y 10 % neteii, B 15 %
CJIy4aeB Cpely BCEX CTPYKTYPHBIX U3MEHEHMII TOJIOBHOTO
Mo3ra 1o faHHbIM MPT.

IeHeTnueckoe ucciieaoBaHre BEINOJIHEHO Y 45 % na-
nueHToB. CyinectBeHHO vatie (79 % ciydaeB ipotuB 28 %
cllyyaeB) FeHeTMYeCcKoe MCClIeoBaHUE MPOBOAMIOCH
MpM OTpULIATeIbHBIX MO0 JaHHBIM MPT BapuaHTax. Kay-
3aTMBHBIC TEHETUYECKUE BapUAHThI (XpPOMOCOMHBIE CHH-
JIPOMBI: TpUCOMMUST 21-11 XpOMOCOMBI, CHHIPOM DIBap/ca;
MyTaLluK, 3aTparuBaoIle GyHKIUIO LIMTOCKENETa U TPaH-
criopta 6enkoB (Mytauuu reHoB DYNCI1H 1, KIF5C, PACS?2);
myTtaumuu ¢ MexanudmMoM mTOR (myrauuu SPTAN, TS-4,
NF); BapuaHThl JuccaHuedanuu (myrauuu PAFAHIBI,
DCX); xpomaTuH-peMoaeaupyoe myraiuu ATRX) Bbi-
siBJieHbI y 24 neteii (18 % Bceit koropthl u 40 % — cpenu
00CJIeI0BAHHBIX METOZIOM CEKBEHMPOBAHUST HOBOTO TTOKOJIE-
Hust). KayzaTvBHBIe BApMAHTHI BBISIBJICHBI IIPUMEPHO C ONTY -
HakoBoU YacToToii (35 %) Kak Ipy OTPULIATEIbHBIX, TaK
1 TIPY TIOJIOXKUTEIbHBIX 10 JaHHbIM MPT BapuaHTax.

BuneoanekrposHiedanorpadpryeckiii MOHUTOPUHT CHA
BBITIOJTHSUICSI MHOTOKPATHO Y BCEX JIeTeld, B OOJIbIIMHCTBE
CJIy9aeB MCCIIeIOBaHUE TIPOBOIMIIOCH B TeueHue 2—3 4, ¢ 3a-
IVCBIO CHA, MCITOJIb30BAJIOCh HAJIOXKEHHUE 3JICKTPOJIOB ITO CH-
creme 10/20, ¢ 00s13aTeIbHBIM BKIIIOYEHUEM JOTIOTHUTE b~
HBIX MUOTpaUIECKUX ICTBTOBUIHBIX 3JIEKTPOIOB.

TuncapuTMust py EPBUYHOM 3aITMCH 3JICKTPOIHIIE-
(asmorpamMmbl mocJie nedr0Ta IPUCTYITOB 3apETUCTPUPOBA-
Hay 55 % maluMeHTOB, IIPUYEM Y TTOJIOBUHBI U3 HUX BbI-
sIBJIeHA aTUIUYHAs TUIICapuT™Mus, ¥ 34 % — dokanbHast
WY MyJIbTHGOKaIbHAsY SNMIeNTUOOPMHAsE aKTUBHOCTb.
V 34 nereii (310 1/4 oO111eTO YKCIa NeTeit!) BUAEORIEKTPO-
sH1edaTorpadIecKrii MOHUTOPHMHT BIIEPBBIC OBLI IIPO-
BeleH elle Ao aebdiora DC. DnunentudopMHasl aKTHUB-
HOCTb 10 nebrora DC 6buta BeigBiaeHa y 27 (79 %) neteid.

ITo pesynawsraTam obcnenoBanus y 78 % nereit ycra-
HOBJIEH 3TUOJIOTMYECKUIA AUarHO3, B 22 % cily4aeB IIpu-
ypHa CUDC ocTasiach HEU3BECTHOIM.

Atuonormyeckasi cTpykrypa CUDC y odcieqoBaHHbIX
JieTeit mpeAcTaBiieHa B Tao. 2.
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Tadmua 1. Xapakmepucmuka nayuenmos, 6kaioueHHbIX 8 ucciedosanue
Table 1. Characteristics of patients included in the study

CHILD
NEUROLOGY

Parameter Entire cohort, First group Second group
n=130 (before April 2023), (after April 2023),
n=102 n=28
Myxckoit o, # (%)
Male gender, 7 (%) 78 (60) 61 (59,8) 17 (60,7) 0,93
JleOroT anuiienTuYecKux cnasmon, Mec, Me [Q1—Q3]
Onset of epileptic spasms, months, Me [Q1—Q3] 6,0 (4,0-8,0) 6,0 (4,0-8,0) 6,0 (3,25-8,0) 0,50
Je6roT anmIenTUIecKrx crna3MoB a0 3 mec, # (%)
Onset of epileptic spasms before 3 months, n (%) 31(23,8) 23(22,5) 8(28,6) a
Je6roT snmIenTuyecKux crna3MoB B 4—6 Mec, #n (%)
Onset of epileptic spasms at 4—6 months, n (%) 52(40,0) 42¢1,2) DS, 7)) -
Je6roT snuIenTuyecKrx crna3mMoB B 7—9 mec, n (%) _
Onset of epileptic spasms at 7—9 months, #n (%) 21(16.2) 16 (15,7) 5 (17,9)
Je6roT snmientuyeckux crnasMoB B 10—12 mec, n (%) _
Onset of epileptic spasms at 10—12 months, n (%) 16 (12,3) 12(11.8) 4(14,2)
Je6roT anuienTuyeckux cna3moB B 13—18 mec, n (%) _
Onset of epileptic spasms at 13—18 months, n (%) 9(6,9) 8(7.8) 13.6)
Je6roT anmmienTuyeckux crna3mMoB nocie 18 mec, # (%) _
Onset of epileptic spasms after 18 months, n (%) 10,7 1(0,9) 0
OTArOLIEHHEIA HACEACTBEHHBII aHaMHe3, 7 (%)
Burdened family history, 7 (%) I @.2) 89 20 e
Hapyiienus pa3BuTus 10 n1e610Ta SIMISTITUIECKAX
cra3moB, 7 (%) 101 (77,7) 79 (77,5) 22 (78,6) 1,00
Developmental disorders before the onset of epileptic spasms, # (%)
Perpecc nocie Havyajia SMUIENTUYECKUX CIIa3MOB, 1 (%)
Regression after the onset of epileptic spasms, n (%) 40/78 (51 %) 31/59 (52,5 %) 9/19 (47.4) 0,79
TToTeHIIMaTbHO SMMIENITOreHHbIE U3MEHEHUSI HAa TOMO-
rpamme, 1 (%) 87 (66,9) 68 (66,7) 19 (67,8) 1,00
Potentially epileptogenic changes on the tomogram, n (%)
Hanuuue runcapuT™uu (TUMTMYHON, MOTUGUITMPOBAH -
HOI1) Ha MepBOM 3JIEKTPOsHIIeaTorpaMMe OT IeOIoTa
SMWJIETITUYECKHUX CITa3MOB, 7 (%) 72 (55,4) 51 (50,0) 21 (75) 0,02*

Presence of hypsarrhythmia (typical, modified) on the first
electroencephalogram from the onset of epileptic spasms, 7 (%)

*Pazauuus nokazameneii cmamucmuuecku 3uauumsl (p <0,05).
* Differences between indicators are statistically significant (p <0.05).

W3 1abn. 2 cnemyert, 4To cpeay STUOJIOTnYecKuX ak-
TOPOB TOMUHUPOBAJIN COCYIUCThIE HApyIIeHU (TIepeHe-
CEHHBbIE TTepUHATaIbHbIe UHCYJIbTHI) U TUIIOKCUYECKM -
HIIEMHUYECKOE ITOpaKeHue ToJ0BHOro Mosra (45 %).
Ha BropoM MecTe — reHeTU4ecKre WIM CTPYKTYpHO-Te-
Hetnyeckue GopMbl (35 % cpeau Bcex 0OCIeI0BaHHBIX
nereii). B 22 % ciydaeB yrouHuth atuonoruto CUBC
HE YI1aJIoCh.

AHanu3 BpeMeHHU Ae0loTa IIPUCTYIOB, CPOKOB 00pa-
IIEHUS K Bpady-CITeIUaJICTY, YCTAHOBJICHUS TUarHo3a
W Ha3HAYEHMS Tepaluy MO3BOJIMI IIPOBECTH MHOTO(paK-
TOPHBIN aHAJIM3 MapIIPyTa MallMeHTa M BpeMEHHBIX IIOTEPh
Ha KaxXJIOM 3Tare 3TOro MmyTHu.

B nestom 6e3 IesieHusT 1o TPyITaM ITOoTydriIach Caery-
ollasg AMHAMKUKa CHYDKEHUS YHCIIa IeTei, KOTOphIE TTOTy-
4yaloT BO3MOXHOCTb HazHaueHuss APT B TeueHue 1 mec:
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Tadauma 2. Smuonoeuteckas cmpykmypa cuHOpoOMa UHGAHMUALHBIX INUAENIMUMECKUX CNA3MO8 Y 00C1e008AHHbIX Oemell
Table 2. Etiological structure of infantile epileptic spasms syndrome in the examined children

Etiology

First group,
n/N

JlokazaHHas reHeTuIecKast
dopma
Proven genetic form
U3 BCEX, Y KOTO MPOBEAECHO
T€HETUYECKOE UCCIIEN0Ba-
HUEe
of all those who have undergone
genetic testing

13/103

13/44

CprKrypHO—r;HemquKasI 7/103 7
Structural-genetic

CrpykTypHas (TOpOKH pa3-
BUTUSA)

Structural (developmental defects)

10/103 10

CrpyKTypHas (meprHaTalb-
HbI€ TOBPEXICHUS )
Structural (perinatal injuries)

46/103 45

IMTocTuHdekmoHHast
Post-infectious

2/103 2

MeTtabonnueckast
Metabolic

HewusBectHa
Unknown

23/103 23

Cocynucras
(60J1€3HN MOIISI-MOIiS) 1 1
Vascular (moyamoya disease)

Proportion, % Total Proportion, %
15 17/130 13
4/12 33 17/56 30 (42 — ipu mobGaBie-
HWY CIIy4YaeB CO CTPYK-
TYPHO-T€HETUYECKON
STUOJIOTHEI)
30 (42 — when adding cases
with structural-genetic
etiology)
0/28 0 7/130 5
2/28 7 12 9
13/28 46 59/130 45
3/28 11 5 4
1/28 3,5 1 1
6/28 21 29 22
— — 1 1

1) pacrio3HaBanue DC okKpyxkeHUeM: npoxodsar 79 %

(n=103), morepss — 21 % (n = 27);

2) obpallleHre K Bpady-crenuainucty: npoxoadat 70 %

(n=91), norepst — 9 % (n = 12);

3) cBOeBpeMeHHasl JUATHOCTUKA: TTPOXomsT 65 % (n =

85), morepst — 5 % (n = 6);

4) HasHayeHue 000 TepaIiu: MpoxodaT 65 % (n = 85),
notepss — 0 %;
5) HazHaYeHME MpenapaToB MEePBOM JUHUU: TTPOXOMIST

47 % (n = 61), morepst — 18 % (n = 23);

6) agexBaTHBIE CXEMBI M JO3BI: TpoXoadT 26 % (n = 34),

notepst — 21 % (n = 27).

Y 39 % neteii mUarHo3 He ObLT YCTAHOBJIEH B TCUCHME
nepBoro Mecsia nocie aedora DC. CBoeBpeMeHHYIO pa-
LIMOHAIBHYIO TePaIuio MOJYIHIU JUIlb 26 % nereit. Ha-
nboJIee YaCThIM 3TAIOM 3aIePKKH SIBJISIIOCH UTHOPHPO-
BaHME CUMITOMOB OKDPYXEHHMEM peOeHKa (POIMTEINIH,
POICTBEHHUKM, MEAUIIMHCKUE PAaOOTHUKU ITEPBUYHOTO

3BEHAa), YTO MPMBEJIO K IToTepe 27 MAallMeHTOB yXXe Ha Tep-
BOM Itopore Mapiipyra. [Totepst Ha 3TOM 3Tarle SIBJIsIeTCs
HEBOCIIOJIHUMOIA: IIIaHC CBOEBPEMEHHOM Tepanuu Cpeau
JIAHHBIX MMAIIMEHTOB TOJHOCTHIO yIyllieH. B To ke BpeMst
34 u3 103 mamyeHToB, YCIELIHO MPeoa0JeBIIUX 3TOT MO~
POT, CMOTJIY TTOJIyYUTh CBOEBPEMEHHYIO TepaIluio.

Ilocne oOpaleHusT K Bpady-CIIELIMAINCTY TUArHO3,
KakK IpaBUJIO, YCTaHABIMBAJICS OIEPAaTUBHO, M Tepamus
Ha3Hayvajach BCEM JCTSIM B TeUCHUE HEIEIM, OMHAKO IIpe-
rapaTaMu IIepBOI JTMHUU — JIMIIb B 34 % ciydaeB; B TeUe-
Hue Mecauia — B 70 %. Tonbko 35 % nereit OMy4IWIn TIpe-
rmapat IepBOi IMHUM B KAY€CTBE CTAPTOBOM TepaItii.

OLieHEeHbI TAKXKe OTICIBbHO TIOTEPY BPEMEHU B KaXKIOM
rpymnne. [Tpu aToM cpoku 115t APT ycTaHOBIEHBI: KaK paH-
HSIS Tepanus — IJIsT AeTeil, KOTOPhIe CMOTJIM ITOJIYYUTh
Teparnuio npernapaTamMu epBoil TUHUM B TCUSHUE HEETN
nociie aedtota DC; Kak CBOeBpeMeHHas1 Teparust — AJisl 1e-
Tei, HavaJlo Tepalvy KOTOPBIX HE YJIOXUIOCh B CPOK

[\
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Fig. 1. Graph of reasons for delay in therapy initiation in patients with infantile epileptic spasms syndrome before and after 2023

1 Henm, HO Bce Xe Aenbra oT Havyasa DC 10 MHULMALUKU
JIeYeHUs He TIpeBbilaia 1 Mec.

JaHHble pacrpenejeHus IMalUueHTOB MO I'pyIam
MpeacTaBIeHbI Ha puc. 1.

[lepBas rpynma c ne6rotom 1o 2023 . ObUTa pacpee-
JieHa Ha 2 moArpymnibl: ¢ HayanoMm APT 1o 7 nHeit u ¢ Ha-
yajioM APT 1o 1 Mmec ¢ MOMeHTa pa3BUTHs 3a00JIeBaHUSI.
AHaJIOTUYHBIM 00pa30M ObLIM pacrpeae/ieHbl MallueHThI
2-i1 rpymnbl, y KoTopbix CUDC passuiics nociie 2023 1.

Kak BunHo u3 puc. 1, mosieieHue BuradatpuHa B 2023 1.
HE TIPMBEJIO K aBTOMaTHYecKoMy yiay4direHuio APT.

Cpenu nmauueHToB 1-# rpyniibl Ha 3Tane oOpalleHUs
MOTEPSTHO TSI CBoeBpeMeHHoM Tepanuu 17 (16 %) neteit.
B 2 13 3TuX ci1ydaeB pOIUTENIN OTKA3bIBAIUCH OT JICYCHUS
U obpanieHus K opuLrabHON MEAULIUHE, «JICUUI» CBO-
HX JIeTei TOMeomaTHIeCKUMHU TIpernaparamu, B 1 cirydae —
BuTaMuHoM D,. Poaurenu 2 neteit nosro He 3amedanu 9C,
cyuTasl, 4YTO «3TO HOPMaJbHOE MOBEICHUE MJIaJcHIIa».
B ocTaibHBIX CTydasx OHM IIBITAIMCh O0OpaTUTh BHUMAaHKE
MEIUIIMHCKOTO MepCcoHaia Ha CIla3Mbl, HO He MOJyJyaiu
ajJieKBaTHOM rmoMontu. [ajee mouyru 6e3 moTephb AETU J10-
1IUTA 10 Ha3HAYSHUSI TIPETIapaToB NepBOM IMHUHM, TI¢ CHO-
Ba IIPOM30IILIA 3aaepKKa 111 16 % nereii; paHHIO Tepa-
MO TIperiapaTaMu IepBoii TuHUY nojayauniau 41 % nereid,
cBoeBpeMeHHYI0 — 51 %. K coxaneHuio, TpeThsl 3a1epKKa
MPOM30IILIa Ha 3Talle afeKBaTHBIX CXeM TepaIliu, U B UTO-
Ie paHHIOK aleKBaTHYIO TEPamnuio MOJYYUIU TOJIBKO
19,5 % neteii, a cBoeBpeMeHHYIO — 25 %. JIBeHaauaTh
JieTeid 1-ii TpymIIbl HUKOTIA He MOJIydaIu IIperaparhl Iep-

BOW JIMHUM, ¥ HUA Y KOTO U3 HUX HE JOCTUTHYTO ITOJIHOTO
pe3yJibrara JIe4YeHUsI.

Cpenu 2-1 rpymiibl OCHOBHASI IIOTEPST BDEMEHU CITyIH-
JIach Ha cCaMOM TIepBoM aTarie; 33 % nereid Mo3aHO Momain
K Bpavy-CITEIUAJIUCTY B CBS3U C ITHOPMPOBAHUEM CHMIITO-
MOB. AHAJIM3 aHAMHECTHYECKUX JAHHBIX TTO3BOJIVII OTIpe-
JIEJIUTh, YTO ITOYTH BO BCEX CIIydasiX POIUTENICH BCe 3Ke BOJI-
HOBaJIM TIPUCTYITBI CIIa3MOB Y pebeHKa, OHU 00pallainuch
K 3HaKOMBIM BpadaM, K Bpady-IieauaTpy, Jaxe K HEBPOJIo-
raM NOJIMKJIMHUKK, HO UX YCITOKAWBaJIU, TOBOPS, YTO «3TO
KOJIKI» , «3TO IEePEeBO30YKICHME» , «PEOCHOK XOUET CECTh».
B uTore paHHIOIO Tepanuio MOJYYMIN TOJIBKO 19 % nereit
2-1 TpymITbl, cBoeBpeMeHHYIo — 30 % nmeteid.

3amepKKK Tepanuu Jaile OTMEeYaInCh y AeTel ¢ Ipe-
LIECTBYIOIIUMU HapylieHusiMU pa3Butus (p = 0,34), oT-
cyrctBueM rurncaputMu (p = 0,09) u mpu CTPYKTYPHBIX
dopmax CUDC (p = 0,46), oqHAKO CTATUCTUYECKH 3HA-
YUMOTO BIMSIHUS 3TUX (PaKTOPOB BBISIBIIEHO He OBLIO.

Tonbko 35 % manyeHTOB MOJYYMIIA TePAITUIO TTperia-
paTaMu TepBOi JIMHUU ACHCTBUTEILHO B KQUeCTBE IMEPBOiA
JIMHUU. Y OCTaJIbHBIX IIEPBBIM MpEIapaToM Ha3HAYeH ApY-
rOi aHTUATIIWJICITUYECKHUIA TIperapat, Jalle BCero Bajib-
IpoeBast KUCJIOTa.

ITpoBeneHa oneHKa 3¢ PEeKTUBHOCTU Tepanuu Mperna-
paTamu MepBO JINHUUA U IPYTUMU aHTUSTIUIIENITUYECKH -
MM TipeniapatamMu. OLIEHUBAJICS paHHWM KOHTPOJIb IIPH-
CTYNoOB K 14-My AHIO mocje Havyaja Tepanuu. YacTuaHbIi
3¢ deKT — ucue3HOBEHME TUIICAPUTMUU (MU €€ 3aMeHa
Ha (HOKaJIbHYIO aKTUBHOCTD), KyITMPOBaHUE U YMEHb-
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menue (Ha 70 % u 6onee) kommuecTBa DC. IMonHbIA 3¢h-
¢ekT — orcyrctBue DC 1 OTCYTCTBUE SMWISHTU(OPMHOM
aKTUBHOCTH Ha 3JIeKTposHIIedaorpamme. JlaHHBIE OTpaxke-
Hbl B Ta0J. 3. M3 Tab:. 3 BUaHO, YTO Ha3HAUYeHME MperapaToB
IIEPBOI JIMHUU 3HAYMTEIBHO 3(PGhEKTUBHEN, YeM JICUCHHE
npernapaTaMuy Bropoit imHun: 82 % nporus 13,6 %.

DDDeKTUBHOCTD JIeUeHUS CHIKaeTcst 10 64 % B ciy-
yae Hayvajla Tepanuy IepBOi JIMHUU TTOC/Ie Ha3HAYeHUS
JIPYTUX MpEIapaToB, HO BCE PaBHO OCTAETCS 3HAYNTEILHO
BBIIIIE€ TAKOBOM JIEYEHUA APYTUMH IIpEnapaTaMHu.

B pesynbrare cpaBHeHUsT 4aCTOThI HACTYIUIeHUST 3 deK-
Ta (IIOJIHOTO WJIM YaCTUYHOI'0) B 3aBUCHMOCTHU OT Ha3Hava-
€MOro Tpernapara B IIepBYIO odepe/b (riepBast TMHUS ITPOTHB
JIPYTYX aHTUATWICTITUYECKUX ITPETIapaToB) ObUIN ITOTyYESHbI
CTaTUCTUYECKU 3HaUMMBbIe pazanaus (p <0,001).

IIaHchl MOTYYUTb MOJOKUTENbHBIN 3¢ (ekT OT HA3HA-
YaeMoro nepBoro npenapara, ecjm 3To ObLI Npenapar nep-
BOii JimHun, ObLM B 12,89 (!) pa3a Bbime, yeM Npu HA3HA -
YEeHHM APYroii aHTH3NMWJIENTHYECKOI Tepanuu B KaYecTBe
nepsoro npenapara (95 % AoBepUTEbHbI WHTEPBAT
5,56—30,44).

Taxcke ObLTU TTPpOBEAEHbI OlieHKA 3¢ (PEKTUBHOCTH OT-
JIeJIbHBIX TPYIII IIPETapaToB U paHHMIT KOHTPOJIb 3 (heK-
Ta Tepanuu K 14-my gHIO Tocjie Ha3HadyeHus. JlaHHbIe
MpeacTaBieHbl B Ta0. 4.

BasibnpoeBasi KUCJIOTA HA3HAYAIACH YAllle BCEX APYTHX
npenaparos, B 4—5 pa3 uaimie, 4eM JIl000ii U3 NpenapaTroB

1

nepBoii uHnd. IIpu 3T0M ee 3(pheKTHBHOCTH COCTaBUIA
Bcero 6 %.

B pesynbraTe cpaBHEHUs YaCTOTHI HACTYILICHUS -
(exra (ITOJIHOTO WY HETOJIHOI0) B 3aBUCMMOCTH OT Ha-
3HAYaeMOTO IIperapaTa B IIEpBYIO ouepeb (TiepBasi TMHUS
MPOTHB BaJIbIIPOEBOI KUCJIOTHI) ObLIN IMOJIYYEHBI CTATH-
cTryecku 3HaunmMble pasnuuus (p <0,001). [IlaHcel moy-
YUTh MTOJIOKUTEIBHBIN 3((MEKT OT Ha3HAYaEMOTO TIEPBOTO
rpenapara, ecJIiv 3TO ObLI ITpenapar IepBoii IMHUU, ObUTH
B 11,667 pasa BbIlIe, YeM IIPH Ha3HAYECHUH BaJIbITPOECBOI
KHCIIOTHI B KayecTBe repBoro npenapara (95 % mosepu-
TeJbHBIN uHTEepBaa 4,772—28,524).

Cpenu nipernaparoB MepBoii TMHUU Hanbosiee 3 hek-
TUBHBIMU ObLIM BUTA0ATPUH M KOPTUKOTPONUH. [J110KO-
KOPTUKOCTEPOUIBI OBLIN MeHee 3(pdekTuBHEI (67 %),
HO OHM YaCTO Ha3HaYyaJMCh B CyOONTUMAJIbHBIX J03aX,
a Tpy Ha3HaYeHMU B TEPAIeBTUYECKUX peXrMax ux 3¢d-
(peKTUBHOCTB TaKxKe ObLIa BBICOKOM (79 %).

B npouiecce neuenus y 19,5 % nereit OC He nmpekpa-
TUIUCH, Y 15 % mociie Kypca Tepaliiy CoXpaHuIach TUII-
caputMmus, y 31 % nereii DC mnpekpallainuch Ha BpeMs,
HO 4epe3 KaKoe-TO BpeMsI IIPOM30IIIe] peluauB, y 48 % —
ObLIM KYIUPOBaHbI U Oojiee He BO3Bpallaluch. ToJbKO
y 30 % neteit yepe3 roa Mocie yCTpaHEHMS TIPUCTYIIOB
MOXHO OBIJIO TOBOPUTH 00 yCTOMYMBOI pemuccuu. Y 60 %
neTeit cchoopmMupoBaiach (pokaibHas anuercust. CUHAPOM
Jlennokca—TacTo pa3Buicsay 9 % neteid.

Taoauna 3. Dghexmusrocms npenapamoe nepeo MUHUY 8 CAPMOBOLL MEPAnULL, NPU OMAONCEHHOM HA3HAYEHUU U (PPHeKmUeHOCb CIapmoeoll mepanuu

Opyeumu npenapamamu, %

Table 3. Efficacy of first-line drugs in initial therapy, with delayed administration, and the effectiveness of initial therapy with other drugs, %

Parameter

First group

HaszHnaueHnue npenapaToB epBOit
JIMHUU TEPAIIUU IIEPBBIM IIpeIia-
paToM

Prescribing first-line therapy drugs as
the first drug

32 75

IIpumenenue 2 u Gosee mpemna-
paToB 1O BBEIECHUSA MPEMapaToB
TIEpBOW IMHUA

Use of two or more drugs before the use
of first-line drugs

58 64

HazHaueHue npyrux npermnapaTon
B IIEPBYIO OYEPEIh
Prescribing other drugs first

68 21

KoMmbOuHupoBaHHas Tepanus
Combination therapy

47 41

0

- '
group

52 75 0 35 75 7
50 64 0 56 64 0
48 7,6 0 64 12 1,6
59 54 0 52 47 0

Ilpumenanue. 4 — vacmuunusiii 3gpghexm: ucueznogerue euncapummuu (Uau ee 3ameHa Ha POKANbHYIO AKMUBHOCIY), KYNUPOBAHUE
unu ymenvuiernue (Ha 70 % u 6oaee) koauvecmea snusenmuueckux cnazmos; Il — noauviil sgpdexm: omcymemeue SnUAenmuHeckKux
CNA3M08 U INUAeNMUDOPMHOL AKMUBHOCIU HA AeKMPOo3HUedaroepamme.

Note. P — partial effect: disappearance of hypsarrhythmia (or its replacement with focal activity), relief or reduction (by 70 % or more) of the number
of epileptic spasms,; C — complete effect: absence of epileptic spasms and epileptiform activity on the electroencephalogram.
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Taomuma 4. Ouepedrnocms mepanuu u ee 3QpGHeKmugHOCmd y NAYUEHMO8 ¢ CUHOPOMOM UHPAHMUNBHBIX FNUACHMUMECKUX CHAZMO8
Table 4. The order of therapy and its effectiveness in patients with infantile epileptic spasms syndrome

Parameter

BurabarpuH (Ha3HauyeH MEepBbIM)
Vigabatrin (prescribed first)

ApeHOKOPTUKOTPOMNUH (Ha3HAYEeH MEPBbIM)
Adrenocorticotropin (prescribed first)

rJ'IIOKOKOpTI/IKOCTGpOI/II[I)I (Ha3Ha‘{CHBI HCpBI)IMI/I)
Glucocorticosteroids (prescribed first)

BanbsnpoeBasi Kuciora (Ha3Ha4YeHa MepBoii)
Valproic acid (prescribed first)

JleBeTupalieraM (Ha3HaYeH MEPBLIM)
Levetiracetam (prescribed first)

Tonupamar (Ha3HaYeH MEPBBIM)
Topiramate (first prescribed)

DeHobapOouUTaI MK KIOHa3enaM (Ha3HauyeH IIePBhIM)
Phenobarbital or clonazepam (prescribed first)

Kapb6amazenuH (Ha3HaYeH MEPBBIM)
Carbamazepine (prescribed first)

Bcero nmomyunny BurabatpuH (IepBoii MIM BTOPOit
JIMHUEH Teparnuu)
Total received vigabatrin (first or second line therapy)

Ho3a BuradbarpuHa 1o 100 mMr/kr/cyrt
Vigabatrin dose up to 100 mg/kg/day

Jloza Buradatpuna 100—150 mMr/kr/cyT
Vigabatrin dose 100—150 mg/kg/day

Jloza Burabatpuna >150 mr/kr/cyt
Vigabatrin dose >150 mg/kg/day

[1I0KOKOPTHKOCTEPOUIBI (IIEPBOil MIM BTOPOI TMHHUEH
Teparnum)
Glucocorticosteroids (first or second line therapy)

HOJ’IY‘IaJII/I TJIIOKOKOPTUKOCTEPOU bl B B])ICOKI/IX/ agcK-
BaTHBIX 103aX, COOTBETCTBYIOINX PEKOMEHAAIAAM
Received glucocorticosteroids in high/adequate doses,

in accordance with recommendations

Total number of patients, n

Partial response, %

Complete response, %

17 94 0
15 60 32
13 54 0
65 1 5
8 13 0
1 0 0
6 17 0
1 0 0
78 75 5
17 35 12
15 73 0
19 84 0
70 65 14
38 76 3

06cyxaeHue U BbIBOAbI

[MonyyeHHBIE TaHHBIE 110 STUOJIOTMYECKOM CTPYKTYpe
CUDC geMOHCTpUPYIOT MpeodaataHue clydyaeB IepuHa-
TaJIbHOTO TUITOKCUYECKU-UIIEMUIECKOTO ITOPaKeHUs TO-
JIOBHOTO MO3Ia, 0JIsl KOTOPBIX cocTaBwia 45 %. [eHetnue-
CKHM€ W CTPYKTYpHO-TeHeTH4YeCKHUe (OPMBI BBISIBICHBI
y 35 % neteii, MPOIIEAIINX MOJIEKYJIIPHO-TEHETUYECKOE
obcnenoBanue, uy 18 % — cpenm Bceil koropTel. Ha Tpe-
ThEM MECTE 110 YaCTOTe HaXOIWINCh (hOPMBI C HEYTOUHEH-
Holi atuonorueir — 22 %. Takoe pacripenesieHie B 1EJI0M
COOTBETCTBYET JaHHBIM KPYITHBIX COBPEMEHHBIX KOTOPTHBIX

uccaegoBaHuii. B yuactHoctu, B pabote M. Al-Omari u co-
aBT. (2025) Takke moKa3zaHO JOMUHUPOBAaHME TIEpUHATAIb-
HBIX TTopaxkeHuit (35 %) Ipu CyILIECTBEHHOM BKJIaJIe TeHE-
Tuyeckux mpuuuH (40 %), a TakkKe COMOCTaBUMBIC
C TIOJIyYEHHBIMU HAMHM JTaHHBIC O YaCTOTE 3THOJIOTMUYECKH
HeyTouHeHHBIX cirydyaeB CUDC (25 %) [10]. ConocraBn-
MOCTb IOJTyYCHHBIX JAHHBIX C 3apyOeKHBIMU Pe3y/IkTaTaMKi
MTOATBEPKIACT PEIPE3EHTATUBHOCTh MCCIIEMYEMOI KOTOPThI
M OTpaxkaeT YHUBEPCAJIbHbIC OMOJIOTMYECKIE MEXaHU3MbI
¢dopmupoBanusi CUDC.
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AHanu3 pe3yJsraToB 00CJeI0BaHUS MALIUEHTOB MO-
Kazajl, 4YTO TeHETUYECKOe TECTUPOBAHME Yallle TPOBOIU-
JIOCh Y JeTell ¢ OTCYTCTBUMEM Kay3aTUBHBIX CTPYKTYPHBIX
U3MeHeHul no JaHHbIM MPT, uto oTpaxkaeT MpUHSITYIO
KJIMHMYECKYIO CTpaTEeTrnIo YIyOJIeHUsT TMarHOCTUIECKOTO
MOKMCKa MPY OTPULIATENBHBIX 11O TaHHBIM M PT BapuaHTax.
OmHako MPUHIMITMATBHO BaXKHBIM HAOJIOJEHUEM CTAIO
TO, YTO BEPOSITHOCTD BbISIBIICHUS Kay3aTHBHbIX TeHETHYE-
CKMX BapMaHTOB MPaKTUYECKU HE OTIIMYAJIach IpU HAJIU-
YUU U OTCYTCTBUU CTPYKTYPHBIX M3MEHEHUM. JlaHHBIN
pe3yibTar corjacyetcs ¢ faHHbIMU M. Coleman U COaBT.
(2025), KoTophle MOoKa3alu, YTO CTPYKTYPHbIC U3MEHEHUST
no faHHBIM MPT He CHMXaloT TUarHOCTUYECKYIO IIeH-
HOCTb FeHeTHYeCKOoro uccienoBanus [13]. Dto Habmoae-
HUE MMeeT IMpaKTUYecKoe 3HaYeHWEe U MOAAepPXKUBaET
11eJIeCO00pa3HOCTh O0Jiee IMPOKOTO IPUMEHEHUS MOJIe-
KYJISIPHO-T€HETUYECKOI TUarHOCTUKU, B TOM YHCJIe Y Ie-
Teit co cTpyKTypHbIMU (hopMamu CUDC.

OTnenbHOTO BHUMAHUS 3aC/Ty>KMBAET BbISIBJICHUE 31T -
JIenTU(OPMHOIN aKTUBHOCTU OO KJIMHMUYECKOTO IebroTa
OCy 27 u3 34 geteli Ipu NPOBEACHUU DJIEKTPOIHILIEDa-
JiorpachnyecKkoro ucciaenoBaHus. DaeKTposH1edaaorpa-
¢us Ha3HAYasIach MalMeHTaM, KOTOPbIe BXOAWIU B IPYII-
bl PUCKA. DTU TaHHbIE MOXKHO COOTHECTH C pe3yJibTaTaMu,
noayyeHHbIMU H. Glass 1 coast. (2020), cortacHO KOTO-
pbiM puck pa3Butuss CUDC nocie HeoHaTaJIbHBIX CyI0pOT
COCTaBJIsIeT OKoJIo 6 %, HO MOXeT Bo3pactarh a0 50 %
MPU COYETAaHWU JIUTEIbHBIX CYIOPOT, CTPYKTYPHBIX U3-
MeHeHMIi o naHHbIM MPT u HapylieHuit MbIIIIEYHOTO
TOHYca K MOMEHTY BuINIMCKH [15]. Hanuuue anekTporpa-
ryeckux u3MeHeHu 10 nosiieHus DC Mo3BoJISIET pac-
cMaTpuBaTh TaHHBIX MAllMEHTOB KaK I'PYMITY BHICOKOTO
pucka. B cBg3u ¢ 3TUM npencTasisieTcss 000CHOBAaHHBIM
00cyXeHre BOSMOXHOCTHY 00Jiee aKTUBHOTO MOHUTOPUH-
ra TakMx JeTeit, BKJIIoYasi IpoBeACHUE BUACOIIEKTPOIH-
1edanorpaduu, a B MepCcreKTUBe — PaCCMOTPEHUE KOH-
LICTILINY TIPEBEHTUBHOM Teparuu, 4To TpedyeT JaTbHERIITX
MPOCTIIEKTUBHBIX UCCICTOBaHUA.

I1pu aHanu3ze Tepanuu ocob0e BHUMaHUE ObLIO yie-
JIeHO paHHel 3(GhEKTUBHOCTHU JIeUeHMSs, OLIEHUBaeMOM
K 14-My nH10. BeIOOp n1aHHOI KOHEYHOI TOUKU 00YCIOBIEH
TeM, YTO UMEHHO TaKOM MOJX0 MPUMEHSLICS B PsIIIe KITIO-
YeBbIX MCCIeAOBaHMIA, B TOM umcie B padotax J.P. Osborne
U coasT. (2022), S. Li u coaBrt. (2020) [21, 28]. Kpome To-
ro, mo gaHHeIM M. Al-Omari u coasnrt. (2025), paHHuUi1
OTBET Ha Teparuio HauboJyiee TECHO KOPPeJUpyeT ¢ I0J-
rocpouyHbiMu ucxogamu [10]. Takum oOpa3zom, aKIEHT
Ha paHHel 3(hGEeKTUBHOCTU Tepanuu MpeacTaBiIseTcs
KJIMHUYECKU U METOIOJIOTMIECK 0OOCHOBAHHBIM.

BaxxHbIM pe3ysibTaTOM MCClIeI0BaHUs CTaJIO0 BhIsSBIIE-
HUE HECOOTBETCTBUS MEXIY CYIIECTBYIOIIEH TOKa3aTeb-
HOI1 6a30i1 U peaJIbHOI KITMHUYECKOM MPaKTUKOM IMPU BbI-
bope ctapToBoit Tepanuu. Haubosnee yacTo B KauecTBe
MepBOro IpenapaTa Ha3HayaJIuCh BaIbIIPOAThI, HECMOTPS

1

Ha MX KpaliHe HU3KYI0 3¢h@EeKTUBHOCTh — OKOJIO 6 %
B JIaHHOI KOTOpTe, YTO CYIIECTBEHHO YCTymaeT addek-
TUBHOCTH TIpeIapaToB NepBoii TuHuK. [lomoOHast mpakTu-
Ka paHee OINUCHIBATIACh U B IPYTUX UCCIIETOBAHUAX U ac-
COLIMMPYETCS C XYAIIMM IIPOTHO30M.

Ha aToM (hoHe IToporoBbIii aHaIM3 MapIlIpyTa MalyeHTa
ITO3BOJISIET MHTETPYPOBATh ITOJIyYeHHbIC KIIMHIMYECKUE, T1-
arHOCTMYECKUE Y TepareBTHUYECKIE TaHHBIE B GAMHYIO CHC-
TeMHyI0 Mojiesnb. [1oka3aHo, 4To TOCTIKEHNE CBOEBPEMEH-
HOM pallMOHAJbHOM Tepamuu SBISCTCS pPE3yJIbTaToOM
TIPOXOZKIICHMSI HECKOJIBKUX TTOC/IEIOBATEIBHBIX 3TATIOB, KaX-
JIbIA 13 KOTOPBIX COITPOBOXKIAETCSI ITOTEPEil YaCT! MAllUEHTOB.
Hawnbonee 3HauMMOe «OyTBUIOUHOE TOPJIBILIKO» BBISBJICHO
Ha 3Tarle MepBUYHOr0 pacro3HaBaHust DC OKpyKeHHUEM pe-
OeHKa, rae obuT0 rmoTepstHo 27 maiueHToB. [Totepu Ha 3TOM
3Tane UMEIOT HeoOpaTUMBII XapaKTep: Aae ITPU MaKCUMaTb-
HO OBICTPOI pean3aliiy BCeX IMOCISAYIONINX 3TAITOB TaKK1e
JICTU YK€ He MOTYT IOCTMYb KPUTEPHUEB CBOEBPEMEHHOM Te-
parmuu. DTo MoAYEPKUBAECT KyMYJISITUBHBIN (D (HEKT paHHUX
3a/IepKeK M OrpaHNYEHHOCTh BOBMOXKHOCTEM MX KOMIICHCA-
LMY Ha OoJIee TTO3MHUX 3Talax MapIlpyTa.

BTOphIM KpUTUYECKUM 3TAIlOM MapIIpyTa CTaJy Bbi-
0Op CTapTOBOI TepaIllMy U peau3alius afeKBaTHBIX CXeM
Tepanuy IMperapaTaMy IepBoi JuHuM. Jlaxke mocie
YCITEIITHOTO ITPOXOXKACHUS TUarHOCTUIECKOTO 3Tara 3Ha-
YuTeIbHAsI MOJIs AeTeil He MoJlydajia Tepallvio IepBoit
JIMHUM JIN0O MOJTyYajia e B HealleKBaTHBIX 103aX, YTO CHU-
2KaJI0 BEPOSTHOCTD OJIATONPUSITHOIO Mcxona. BaxkHo oT-
METUTh, YTO PUCKU HAa3HAYCHUSI IIPeNapaToB IIEPBOi T -
HUM B HealeKBaTHBIX CXeMaX M J03aX ObLIM OoJjiee
HU3KUMU BO 2-11 rpymiie naiyeHToB. CiieayeT BCHOMHMTb,
yto 10 anpens 2023 I. TOJIbKO NTIOKOKOPTUKOCTEPOUIHAS
Tepanusi CO BCEMU €€ OTPaHUYCHUSIMU (HEOOXOIUMOCTh
TOCITUTAIM3alMK, HEBO3MOXHOCTh Havaja Kypca B OJIu-
JKaiiliee BpeMs Iocie BaKIIMHAIIMU, PSJ COMAaTHYECKUX
MPOTUBONOKA3aHMIA) OblJIa JOCTYITHA BpayaM. Takxke 1o uH-
JIUBUIYyaJTbHOMY Ha3HaYeHUIO, TIOCTIC TIPOBEIEHMSI KOHCH-
JINYMOB B TOPOJICKMX OOJBHUIIAX MOT OBITh Ha3HAYEH BU-
rabaTpuH, HO MALIMEHTaM IIPUXOIMIOCH XKIaTh €r0 3aKyITKH.
ITocne peructpauuu Burabatpuna B arnpesne 2023 I. BO3MOX-
HOCTU Ha3Ha4YeHMs afieKBaTHOI Tepanuu, 6e3ycJI0BHO, pac-
IIMPWIKCH. B YacTHOCTH, aBCOMOTHO BCE AETH MOTYT HayaTh
Tepaliio BUrabaTpMHOM B JICHb YCTAHOBJICHUST MarHO3a
CHDC ¢ nocaenyroliiei rocnuraan3alueil 1 oLeHKOH BO3-
MOXHOCTH, HEOOXOIMMOCTHU 1 PUCKOB ITPOBEIEHST KOMOM-
HUPOBAHHOI Tepanuu ¢ 100aBIeHUEeM TIIIOKOKOPTUKOCTEPO-
unoB. C TOYKU 3peHUsT MPOTUBOPEIUANBHOIO ACHCTBUS
M. Kuchenbuch u coasr. (2024) peKOMEHIYIOT OpeaeacH-
HYIO JUIUTEJIbHOCTh MPUMEHEHUsT BUrabaTprHa, KOTopast
JIOJIKHA COCTaBJISITh He MeHee 24 Mec [20].

B 11e710M noJTydeHHBIE HAMU Pe3yJIbTaThl COIIACyIOTCS
C JTaHHBIMU 3apyOeKHBIX UCCICIOBAHUIA O TTIOBCEMECTHOM
npoodjeme otioxkeHHoro jedeHuss CUOC, onHako moj-
YEPKMUBAIOT, YTO TOUKU 3aMCPXKKU M MX BKJIAA B IMIPOTHO3
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3aBHUCST OT KOHKPETHOM MOJIC/I OKa3aHUS MEIULIMHCKOM
MOMOIIIY. DTO MOATBEPKIAET HEOOXOIUMOCTh aHAIN3a
MapIlpyTa MalueHTa B paMKaX JJOKAJIbHBIX CCTEM 3/Ipa-
BOOXPAaHEHUS U OTPAHUYUBAET BO3MOXKHOCTh MIPSIMOTO
repeHoca 3apy0eKHbIX JaHHBIX 0€3 ydeTa OpraHu3alnoH-
HBIX U COLIMAIbHBIX OCOOEHHOCTEIA.
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